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3micT

CxJ1aa MyJIbTHAMCHUILTIHAPHOL p000Y0i IPYIH 3 ONPANIOBAHHS KJIIHIYHOI HACTAHOBH

CHHCOK CKOpPOYeHb

IlepenmoBa MyJIbTHANCIMILIIHAPHOI po0040i rpynu

AHoTanisa

Beryn

Po3nin 1. IlpyHuunm JikyBaHHs

1.1 | [Ipunnun 1: KoopauHaliis Ha HalliOHAJILHOMY PiBHI Ta HaIaHHSI MOCYT 3 JTIKYBaHHS
uemodimii

KowmmiekcHe nikyBanHs remodimii

Mepesxa IIeHTpiB JIiKyBaHHsI reMoQimii

HamionansHuii peecTp naiieHTiB

HarionanpHi a0 perioHaabHi 3aKyIiBIIi MpenapariB Ui JiKyBaHHS reModiii

1.2 | lpunmun 2: Joctyn go 6esneunnx KOK, iHmMX reMocTaTHIHUX MpEnapaTiB Ta
METOJIIB JTIKYBaHHS

besneuni ta eexruBai KOK

HoBi MeTou nikyBaHHS Ta MOTEHIliITHE MOBHE BUJIIKOBYBAaHHS

1.3 | lpunmun 3: JlabopaTopHi MOCITYry Ta FTeHETHYHA JIarHOCTHKA reModimii

JlaGopaTopHa qiarHOCTHKA 1 aHATI3U

['eneTnyHa JiarHOCTHKA reModiii

1.4 | llpunuun 4: HaBuaHHs i TpEHIHTH 3 JTiKyBaHHS reModimii

3amyyeHHs] MEIMYHUX CIEI[ialiCTiB

1.5 | Ipwunnun S: KiniHiko-eniaeMionoriyHi JOCIiKeHHS

1.6 | Ilpunnun 6: ExcTpena Ta HeBiAKIaIHA JOMOMOTra MPU KPOBOTEUAX

1.7 | llpunnun 7: MynpTUAMCHMIIIIHAPHA AOMIOMOTra Npu reMod il

CamocrTiiiHe JiKyBaHHS Ta PO3LUIMPEHHs] MOKIMBOCTEH Nalli€eHTa

Iepexin BT MEAUYHOI JOMOMOTH JIITSM JI0 JIIKYBaHHS JOPOCIHUX

1.8 | [lpunmun 8: PerymsipHa 3amicHa Tepamnist (podiTakTHKa)

1.9 | Ilpunnun 9: Benenns naifieHTis 3 iHri0iTopamu

1.10 | Ipwunamun 10: JlikyBaHHS YCKJIaJHEHB3 OOKY OIIOPHO-PYXOBOTO amapary

1.11 | IMpunnun 11: JlikyBaHHs cienugiyHUX MEAUMYHHUX CTaHIB Ta CYNYTHIX 3aXBOPIOBAHb

Hocii remodimii

XipypriuHi BTpy4aHHs Ta iHIlI iHBA3UBHI NpOLEAYpHU

JIikyBaHHS CYNYTHIX 3aXBOPIOBaHb

MeauuHi npo6yieMu BIKy

JlikyBaHHS 1H(EKIIIH, 110 epeatoThCsl Yepe3 MepesIiBaHHs PenapariB KpoBi

1.12 | IMpunrun 12: OriHka pe3yabTaTiB JTIKyBaHHS

Jlitreparypa
Po3nin 2. KommuiekcHe JiKyBaHHs reMogiii
2.1 | Beryn

I'emodiniss A1 B

Kminiuauii giaraos

HpOHBI/I KpPOBOTCY

HaByaHHs naiieHTiB/OMIKYHIB

2.2 | KomiuiekcHa goromMora

OCHOBHI CKJIaJ 0Bl KOMIUIEKCHOI JOIIOMOTH

Komanga KOMIIEKCHOT TOIIOMOTH

DyHKIIiT KOMIIJIEKCHOT IPOrpaMu I0TIOMOTH
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2.3 | ®i3uyHa KynapTypa i $i3uyHI HABAHTAKEHHS

2.4 | lonomixHa Tepartis

2.5 | JlomamiHe nikyBaHHS

3amicHa Teparis (pakTopamMu KoaryJsii

HoBi MeTou JTiKyBaHHS T€MOCTa3y

CamocriiiHe ynpaBiiHHS MEIMYHUM CTaHOM

[IpucTpoi eHTpaIbHOTO BEHO3HOT'O JOCTYITY

2.6 | Yopaninas 6onem

Binb, cipyuyrHEHUI BEHO3HUM JIOCTYIIOM

binp, cnpuumHeHWH ~ BHYTPIIIHBOCYIVIOOOBUM  abo
KPOBOBHJINBOM

BHYTPIIIHHOM I30BUM

[Ticnsonepariiinuii 01716

Binb uepes XpoHiuHy reModisliyHy apTpomaTio

3yOHuii Oi1b

2.7 | CromaronoriuHa Jornomora Ta JiKyBaHHS

Jloriisi 3a pOTOBOKO IMTOPOKHUHOKO

Cromarosoriuaa Xipyprisi Ta iHBa3UBHI IPOLEAYPH

2.8 | Ilepexin Big meaiaTpuaHOi JOMTOMOTH A0 JIIKYBaHHSI JOPOCITHX

Jlitepatypa

Po3aia 3. JlaGopaTopHa 1iarHOCTHKA | MOHITOPUHT

3.1 | Beryn

3.2 | JlaGopaTopHi AOCHTIKEHHS KOArysiii

[TpuHIMIH T1arHOCTUKH

TexHiuH] acIeKTh

Mouitopusr nicis iH}y3ii FVIII/FIX

[TigroroBka nepcoHary

3.3 | BukopucTaHHs HAICKHOTO 00JIaJHAHHS Ta PEaKTUBIB

OO0OmagHanHsg

Peaktusu

3.4 | 3a0e3neueHHs SKOCTIIO

BHyTpilHi# KOHTPOJIb IKOCTI

30BHIIIHS OIIHKA IKOCTI

Jlitreparypa
Po3aia 4. I'enernuHi 1ocaixkeHHs
4.1 | Beryn

4.2 | IloxasaHHS 0O T€HETUYHOIO JOCIIIKEHHS

4.3 | Ctpaterisi TeHETHYHOTO TECTYBaHHS MPOOaH/IiB

4.4 | Mertoau reHETHYHUX JOCIIIKEHD

4.5 | Knacudikaris Ta onvc BapiaHTiB

4.6 | InTepnperamiiiti 3BiTH

4.7 | Tlomanbmii cTparterii 1OCTiIKEeHb, SKIO BapiaHT, 10 CIPUYMHSE 3aXBOPIOBAHHS, HE

BCTaHOBJICHUI
4.8 | 3abe3meueHHs IKOCTI
Jliteparypa
Po3aia 5. I'emocTaTH4Hi 3aco0n
5.1 | Beryn

5.2 | Bubip mpenapary

Be3neunicTh Ta AKICTH

EdexTuBHICTD
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5.3

Konnenrparu daxropis koarysiii (KOK)

K®K FVIII

K@K FIX

[IpemapaTyt 3 IPOTOBKEHUM IEPi0IOM HAMTIBBUBEACHHS

5.4

O0x11H1 3acobu

PexombOinanTauii aktrBoBanuil pakrop Vlla (rFVIla)

Konnenrpar akruBoBaHoro nporpom6inoBoro komrmuiekcy (KATIK)

5.5

[H111 II1a3MOBI1 IpenapaTu

Caixo3amoposkeHa maasma (C3I1)

Kpionpenumirar

5.6

[ami gapmakosoriuni BapiaHTH

Jlecmonpecun (JIJIABIT)

TpanekcaMoBa KHCIIOTa

Encmion-amMmiHOKaImpoHOBa KUCIOTA

5.7

Hedaxropna 3amicHa Tepamis

OOrpyHTYBaHHS Ta MEXaHI3MH Jil

3amMicHa Tepariis

3acobu 115 pebalaHCyBaHHS TeMOCTa3y

Jlitepatypa
Po3zain 6. Ilpodinakruka npu remodiii
6.1 | Beryn
3amicHa Tepariisg (pakTopamH i3 CTaHIaPTHUM MEPi0OJJOM HaIliBBUBEICHHS
3amicHa Teparrisi pakTopamu i3 OIOBKCHUM TEPI0IOM HaIliBBUBEICHHS
HedaxTopHa 3aMicHa Teparis
OcCHOBHI BU3HA4Y€HH Ta NOHATTS B IpodinakTuli 3 BukopucranHiM KOK
IToyaTok npo¢iIaKTUKU: Yac Ta MiAX0IU
[HTEeHCHBHICTh NPOQITAKTUKU
6.2 | IlepeBaru mpoGhigaKTHKH
ITpodinakTrka 3 BUKOPUCTAHHSAM KOHLIEHTPATIB (PaKTOPiB KOAryJsLii
[IpodinakTrka 3 BUKOPUCTAaHHSIM HEPaKTOPHOI 3aMICHOI Tepartii
6.3 | [IpodinakTuka pakropamu i3 cTaHAAPTHUM MEPIOJOM HaliBBUBEICHHS
UYac no6wm 1 nozyBanns KOK i3 CIIII
6.4 | IIpodinakTuka akropamu i3 MOJOBKEHUM MEPI0JJOM HaliBBHBEICHHS
Ilepion HamiBBUBEECHHS/KITIPEHC
Jlo3yBaHHs
YacToTa J103yBaHHs
UYac no6wm 1 nozyBanns KOK i3 ITITH
6.5 | [IpodinakTuka 3 BUKOPUCTAHHAM He(aKTOPHOI 3aMiCHOI Teparii
6.6 | Cxemu (pikcoBaHOI/HEONTUMI30BaHOT MPODITAKTHKH PAKTOPOM
Cxemu npodinaktuku pakropamu 3 I1ITH 3a Tunom «OauH po3Mip asst BCIX»
6.7 | Cxemu onTHMI30BaHOi NpOQIaKTUKU (HAaKTOPOM
UWHHUKH, [0 BIUTMBAIOTH Ha (DEHOTHT CXWIJILHOCTI JI0 KPOBOTEY
6.8 | loTpuMaHHs pe:KUMY BBEJICHHS Ta HAaBYAHHS Nalli€HTIB/OMIKYHIB
6.9 | ExoHOMIiYHI acieKTH TpOoQiIaKTHKA
6.10 | Huzpkoo030Ba npodinakTKa y MalieHTiB 3 0OMexxeHuM aoctynom 10 KOK
6.11 | Hosi Bu3HaueHHs PO IaKTUKU
6.12 | IMuTanHs, sSKi NOTPEOYIOTH BUPIMICHHS Y TOJATBIINX HAYKOBHUX JTOCIIKEHHSIX

Jlitreparypa

Po3aia 7. JlikyBaHHs ciennivHMX KPOBOBUJIHBIB




7.1 | Beryn

HaBuaHHs nanieHTiB/ONIKYHIB

7.2 | BayTpimHb0OCYT1000B1 KPOBOBHJIMBH

3amicHa Teparis (pakTopamMu KoaryJsii

YnpasninHsa 6osiem

JlomoMixkHI 3aX0]11

dizuyHa Tepanis Ta peaduriTamis

ITykis cyrino6a (apTporeHTes)

7.3 | KpoBoBMIMBH y IIEHTpaJIbHY HEPBOBY CUCTEMY Ta BHYTPIIIHbOYEPEIHI reMoparii

7.4 | KpoBOBWIMB Yy TOPJIO Ta IIHIO

7.5 | lImyHKOBO-KMIIKOBI/a010MIHAJIbHI KPOBOBUJIMBH

7.6 | HupkoBi kpoBoTeUi

7.7 | O4HiI KPOBOBHJIMBH

7.8 | KpoBoTeui B poTOBiii MOpOKHUHI

7.9 | KpoBoreua 3 HOCa (emicTakcuc)

7.10 | Po3puBH i cagHa

7.11 | KpoBOBUIMB y M’sIKI TKAHUHU

7.12 | IlpakTuyHi cxemu 3aMicHOI Teparii 3 BukopuctanasiMm KOK

Jlitepatypa
Po3nin 8.1 InribiTopu 10 pakTopiB koaryasuii
8.1 | Beryn

HaBuaHHs naiieHTiB/OMIKYHIB

8.2 | CkpuHiHT Ha iHTibiTOpH

8.3 | 'emodinis A Tta inriGiTopu no FVIII

['eHeTnyH1 Ta 30BHIIIHI ()aKTOPU PU3UKY

YacToTa BUHMKHEHHS 1HT161TOpIB

Tsrap, sikuii cipuuuHsie XBopoda

JIikyBaHHSI KpOBOTEY

XipypriuHi BTpy4aHHs Ta iHBa3UBHI NpoLEaYypHU

[HayK1ig IMYHHOI TOJIEPAHTHOCTI

ITpodinakruka 3 BukopuctanuaM FVIII micns iHayKuii iMyHHOT TOJIEpaHTHOCTI

3MiHa npenapary

8.4 | I'emodinis B Ta inriditopu no FIX

['eHeTHYH1 Ta 30BHIIIHI (aKTOPH PU3UKY

YacroTa BUHUKHEHHS 1HT101TOpIB

Tsirap, sikuii cipuuuHsie XBopoda

JlikyBaHHSI KpOBOTEY

[HIyK11is1 IMYHHOT TOJIEPaHTHOCTI

[Tpodinaktrka 3 BukopuctanusM FIX micis iHayKuii IMyHHOI TOJIEPAHTHOCTI

XipypriuHi BTpy4YaHHsI Ta iHBa3UBHI NPOILEypU

3MiHa npenapary

Jliteparypa
Po3nin 9. Cnenngivyni nuTanHs JikyBaHHs reMoiii
9.1 | Beryn
9.2 | Hocii

CnazakyBanHs reModimii

PiBHi dakTopa y HOCIiB

JliarHocTHKa piBHS (aKTOPIB Y HOCIIB

CuMIITOMH KPOBOTEY




['eHEeTHYHE KOHCYIBTYBaHHS

ComianbHO-TICUXOJIOT1YHA MiATPUMKA

I'enernyHe qoCiimKEeHHS

[IpenaranpHa NiarHOCTHKA

[InanyBaHHS BariTHOCTI Ta NPEHATAIILHHUI MEPioJ]

Tlomorn

Jloryisi micis moJIoriB

HiaFHOCTI/IKa HOBOHAapPOIKCHUX

Jlonomora npu nepepuBaHHi BariTHOCTI

9.3 | O6pizanus

9.4 | Bakuuuanis

9.5 | Xipypriuni BTpyuaHHs Ta iHBa3UBHI MIPOLEAYPH

9.6 | CekcyallbHICTP

9.7 | ComianpbHO-TICUXOJIOT14HI MPOOIeMHU

9.8 | CymyTHi 3aXBOpPIOBaHHS

Pak/3105KiCHI HOBOYTBOPEHHS

[TopymieHHs MO3KOBOTO KPOBOOOITY/iHCYIBT

DibpuIsIIis mepeacepab

Benosna tpoM60emM0051is/TpoM0O03

MeTabomiuHuii CHHAPOM

I{yxpoBuii giaber

HupkoBi 3aXBOprOBaHHSA

Octeonopo3

JlereHepaTrBHI 3aXBOPIOBaHHS CYTJI00iB

9.9 | Menuysi mpobsemMu BiKy

I'inepToHis

Iimemiuna xBopoOa cepiis

ComuianbHO-TICUXOJIOT14HI MPOOJIEeMH BiKY

Jliteparypa
Po3nin 10. YckiaagHeHHs] OMOPHO-PYXOBOI0 anapary
10.1 | Beryn

HaBuaHHs naiieHTiB/ONIKYHIB

10.2 | CunoBiT

JIikyBaHHSI XpOHIYHOT'O CUHOBITY

10.3 | I'emodiniyna apTponaris

JlikyBaHHs XpoHIYHOi reMois1iyHOT apTponarii

10.4 | BHyTpimtHEOM SI30BH# KPOBOBHJIHB

3amicHa Teparis (GakTopamMH KoaryJsii

KitiHiuHMI MOHITOPHUHT Ta BEJICHHS TMAIlIEHTIB

KoMnapTMeHT-CUHApOM

di3uyHa Tepamnis Ta peadiuTiTallis Py BHYTPIITHHOM SI30BUX KPOBOBUJIMBAX

KpoBoBuiuB y ki1y00BO-IIONIEPEKOBUI M 513

10.5 | IIceBmomyXanHH

10.6 | [epenomu

10.7 | OproneanyHa xipyprist mpu remoisii

10.8 | 3amina cyrioba

I"'emocTa3 y iHTpaonepauiiHuii nepioj

Jlo1aTKoOB1 aCIEKTH XIpypPrivHUX BTPYYaHb

[Ticnsonepartiifna ¢iznyHa Tepamis




YckinaJHeHHS Ta JOBrOTEPMiHOBI YHHHHUKH

10.9

ComianbHO-TICUXOJIOT14HI HACTIIKH IPY NOPYIICHHSAX OMOPHO-PYXOBOTO arapary

Jliteparypa

Po3nin 11. Ouinka pe3yabTaTiB JiKyBaHHS

11.1 | Beryn
Merta OLIiHIOBAHHS PE3yJbTATIB JiKyBaHHS
11.2 | Ouinka pe3ynpTartiB npu reModiii
YacToTa BUITAIKiB KPOBOTEY
Ominka 6010 pu remodimii
JloMeH# U151 OLIIHKH BIUIMBY KPOBOBMJIMBIB Ha OTIOPHO-PYXOBUH anapar Ta iHIi
11.3 | CrpykTypa Ta GyHKLIi opranizmy
Pexomen0BaH1 METOIN OIIHKK CTPYKTYP 1 QYHKIIIH opraHizMy npu reModiii
11.4 | JlismpHICTB 1 3Iy4EHICTh
PexomeH10BaHi IiAX0/ JUII BUMIPIOBaHHS AKTUBHOCTI Ta 3aJy4€HOCTI
11.5 | 3oBHilIHI Ta 0COOUCTICHI YUHHUKHI
11.6 | EKOHOMIYHI YUHHUKHU
11.7 | SIkicTb XKUTTsI, 0OYMOBIIEHA CTAHOM 3]IOPOB’sI
[HCTpYMEHTH, SIKI HalfyacTile BUKOPUCTOBYIOTH JUISI BUMiPIOBaHHS SIKOCT1 KHTTH,
00YMOBJICHOI CTAHOM 3JI0POB’sI
11.8 | Pe3ynpTaT JiKyBaHHS, SIKi IOBIJOMIISIFOTBCS TAIIIEHTOM
11.9 | ba3oBuii Habip MOKA3HUKIB /ISl 3aCTOCYBAHHS B KJIIHIUHIN paKTHIll a00

JOCJIIIKEHHSAX. .

Jlitepatypa

Po3ain 12. MetonoJiorist

12.1 | 3aranpHa iHpOpMAITis
12.2 | MeronoJorist
CkJa/1 eKCIepTHUX MaHeNel: CTPYKTYpa Ta OIHC
[Tporiec po6OTH eKCIIepTHOI MaHeli Ta KOHTPOJIb
diHaHCYBaHHS
12.3 | OrpuMaHHs TOKa30BHUX JAHUX
Kputepii npuiHATHOCTI A0OCIIIPKEHb
ExcTparyBaHHs JaHHMX Ta IMiATOTOBKA TAOJHUIIh TOKA30BUX JTAHUX
12.4 | docsrHeHHs popManbHOTo KOHCEHCYCY 3a MeToioM Jlenbdi
AnpiopHi npaBuja Ta IpouecH
OnuryBanns lenbdi
BinxuneHHs BiJ nporecy
12.5 | OcrarodHe y3rosKeHHs PeKOMEH/IAIIN Ta IMiITOTOBKA PYKOIHUCY
12.6 | OOMexeHHS METOLOIOTIT
12.7 | I1nanu MaiilOyTHIX OHOBJICHB
12.8 | BucHoBku
Jliteparypa
IMoasiku

Ilepeaik TadauIb TA PUCYHKIB

Tabmuus 1-1. | @yHKuii HEHTPIB KOMIIJIEKCHOT I0MIOMOTH ITpH reModiii Ta eHTpiB

JKyBaHHS reModiil

Tab6muus 2-1. | 3B°430K MiXk TSUKKICTIO KpOBOTEHi Ta piBHEM (DaKTOPIB KOATyJISAILii®

Tabmuus 2-2. | Jlokamizamist kpoBoTed mpu reModiii

Tabmuus 2-3. | [Ipubau3Ha yacToTa KPOBOTEY 3 PI3HUMHU JIOKAJTI3AIIIMU
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Tabmuus 2-4. | Crparerii ynpasaiHHas 0ojeM 1is Jiroiei 3 reModisiero

Tabmuus 3-1. | InTepnpeTanis CKpUHIHTOBHUX TECTIB

Tabmuus 3-2. | [TyOumikartii, o MicTSITh 1aHi CTOCOBHO pi3HuX aHaii3iB Ha FVIII y
MPUCYTHOCTI PEKOMOIHAaHTHHX 1 MOAM(]IKOBAaHUX KOHIIEHTPATIB (haKTopa
VIl

Tabmuus 3-3. | [lyOmikarmii, mo MiICTATh JaHi CTOCOBHO pi3HMX aHami3iB Ha FIX y
MPUCYTHOCTI PeKOMOIHAHTHUX 1 MOAU(]IKOBAHUX KOHIICHTPATIB (hakTopa
FIX

Tabmuus 6-1. | Kmacudikamiss TumiB 3BuuyaiiHoi  npodinaktuku remodimi A 1 B
KOHIICHTpaTaMH (pakToOpiB HA OCHOBI MOMEHTY 11 MOYaTKy

Tabmuus 6-2. | Kimacudikariist TUIiB 3BU9aitHOT Mpo(TaKTHKY KOHIIEHTpaTaMu (haKTopiB
13 CTaHJAPTHUM T1EPi0IOM HaIliBBUBECHHS Ha OCHOBI 11 IHTEHCUBHOCTI

Tabmuus 6-3. | UuHHUKH, SKI BIUIMBAIOTH Ha piBeHb (hakTopa (CTOCYEThCS SK (PaKTOpiB
sropranss 13 CITH, Tax 1 3 [1I1H) y mozeit 3 remodiniero

Tabmuus 6-4. | 3anoxymenToBani nepeBaru KOK i3 I1ITH

Tabmuus 6-5. | [lepeBaru Ta HenOIiKM (PiKCOBAaHMX cXeM NMPODUITAKTHKH (PaKTOpOM 13
CIIH 3a tuniom «OauH po3Mip sl BCiX»

Tabmuus 6-6. | Anmanrarist npodiIaKTHKU A0 MOTpeO marieHTa

Tabmuus 6-7. | UMHHUKY, 1O BIUTMBAIOTH Ha (DEHOTUT CXMIJIBHOCTI 10 KPOBOTEY Ta
CHPUAIOTh (PEHOTUITOBIM MIHJIIMBOCTI MIXK ITAIlIEHTAMHM

Tabmuus 6-8. | OcHOBHI BUMOTH 110 €()eKTUBHOI TPO(IIaKTUKH

Tabmumg 7-1. | Knacudikailig BiinoBiAl Ha JIKyBaHHS

Tabmuus 7-2. | [lpakTryHi cXemHu: MIKOBI piBHI (hakTopa y MyIa3Mi Ta TPUBAIICTh Tepartii

Tabmuus 8-1. | [loka3zaHHs 10 TeCTyBaHHS Ha iHTI0ITOpH

Tabmuus 8-2. | [loTeHuiitHi GpakTopy pU3MKy BUHUKHEHHS 1HT10ITOPIB

Tabmuus 8-3. | JlikyBaHHS TOCTPUX KPOBOTEY Y MAII€HTIB 3 reModiiero A Ta
1HT161TOpaMu

Tabmus 8-4. | IlocnigoBHa Teparis 00X1JHUME 3acobamu 3 uepryBanHsaMm rEVIla ta
KAIIK

Tabmuis 8-5. | JlikyBaHHS rocTpuX KpOBOTEY y Malli€HTIB 3 remodiiieto B ta
1HT161TOpaMu

Tabmuis 9-1. | BusHaueHHS aleKBaTHOCTI T€MOCTa3y Ul IPOBEJIEHHS XIpypriuHUX
Ipoueayp

Pucynok 11-1. | Monens MizkHapogHOT kiacudikaiii QyHKIIIOHYBaHHS Ta 310pOB’ s
(MK®)

Pucynok 11-2. | Ouinka ()yHKIIOHAJIBHOTO CTaHy CYIJI00iB MPpH reMo(iii 3a MIKaI0k0

HJHS 2.1 — 3Benena tabauig O0aniB

Tabmums 11-1.

PenTrenonoriuna mkana HeTTepCCOHa

Tabmums 11-2.

Hlkana IPSG st oninku remodisiiyHoi apTpomnarii 3a fonomororo MPT

Tabmums 11-3.

Ixana ominroBanas HEAD-US

Taomums 11-4.

[Ikana ouiHKK BUKOHAHHA pi3HUX il npu remodinii HAL 2005

Tabmums 11-5.

[Ikana oliHKK BUKOHAHHA Pi3HUX A1l npu remodinii y niteit PedHAL
v.11.

Tabmus 11-6.

Oninka (yHKII0OHATBHOT He3anexHocT! mpu remodunii FISH

Tabmums 11-7.

OnuryBansHuk EQ-5D

Tab6mums 11-8.

Crucnuii onuTYBaJILHUK JIJISI OIIIHKK CTaHy 3710poB’s 3 36 myHKTiB SF-36




Criaaa MyJbTHAMCUUILIIHAPHOI PO00Y0i TPYNH 3 ONPALIOBAHHSA KJIIHIYHOI HACTAHOBH

Kanmenko
Cepriit BikropoBuu

ABep’siHOB
€Bred Banentnnosuu

["apToBCchKa
Ipuna Pagomupisaa

KpaciBcbka
Banepis BanepiiBHa

Cracuima
Onekcannpa BacuniBaa

['mymko Haranis
JIro6omupiBHA
Kamuce Annpiit
CrenanoBu4

BinbueBcrka Katepuna
BikropiBHa

Kopomntok Onbra
SpocnaBiBHa

kepiBHUK lleHTpy remartosorii, Ximiorepamii reMo0JacTo3iB Ta
TpaHCIUIaHTalii KICTKOBOTO MO3KY KIiHIYHOI JjikapHi «®Deodanis»
JlepxaBHOTO yIpaBiiHHS crpaBamu, npodecop kadeapu KIiHIYHOI
nabopaTtopHoi JiarHocTUKM HalioHanbHOTO YHIBEPCUTETY OXOpPOHHU
3nopoB’s Ykpaiau imeni [1.JI. [llynuka MiHicTepcTBa OXOpOHH 370pOB’ S
VYkpainu, rosioBa podo4oi Irpyny;

3aBiyBay BIIIUICHHS XIpYpTi4HOi reMarosiorii [HcTuTyTy remaroorii Ta
Tparcdy3ionorii gepxaBHOI ycTaHOBU «HalioHaNbHII HAYKOBUH TICHTP
pamiamiiHOi MeIWIMHM, TemaToyiorii Ta oHkojorii HarionanbHoi
akajeMii MeIMYHUX HayK YKpaiHm» (3a 3roJ010);

3aBiyBa4 IEHTPY T'eMaTOJIOTii Ta TpaHCIUIAHTaIlli KICTKOBOTO MO3KY
KOMYHQJILHOTO HeKoMepIiiiHoro mignpuemctBa «KuiBcbkuii oOnacHuit
OHKoOJIOTiYHUH nucmancep KuiBcbkoi 00s1acHOT paany, TOIEHT Kadeapu
Tepamii, CIMEHHOI MeIWIMHM, Temarojiorii Ta TpaHc]y3ionorii
HamionansHOro yHiBEpCHTETY OXOpOHHU 310poB’st Ykpainu imeni I1.JL
lynuka MinicTepcTBa OXOPOHU 370pOB’ sl YKpaiHu;

CTapuIMii HAYKOBMH CHIBPOOITHUK JAepkKaBHOi YycTaHOBH «IHCTUTYT
naToyorii KpoBi Ta TpaHcdysiitHoi Menunuan HarionanbHoi akanemii
MEANYHUX HayK YKpaiHu» (3a 3ro01);

3aCTYIIHUK JHUPEKTOpa 3 HAYKOBOI pOOOTH JEpKaBHOI yCTaHOBHU
«lHcTUTYT MaTosorii KpoBi Ta TpaHcdy3iitHOi MeauHM HarioHanbsHOT
aKaaeMii MeIMYHUX HayK YKpaiHu» (3a 3r0J1010);

3aBiyBady BiAAUIeHHS remartosiorii IBaHo-@paHKIBCHKOI
KJIIHIYHOT JTiKapHi,

KEpIBHUK XIPYPri4HOI TPYNU AJIS HALI€HTIB 3 reMoQilielo Iep:KaBHOI
yctaHoBU «lHCTUTYT maTosorii KpoBi Ta TpaHCQy31iiHOI MeIWLHHU
HamionanbHoi akagemii MeAMYHUX HayK YKpaiHn» (3a 3roforo);
3aBinyBau LlenTpy natonorii remoctazy H/ACJI "OXMATAUT";

oOJ1acHoOI1

JoueHT kadeapu  BHYTpimIHBOI  MeaumuHu  Ne2  JIbBIBCHKOIO
HaIllOHAJIBHOTO MEINYHOI0 YHiBepcuTeTy iMeHi Jlanuna ["anuupkoro.

MetoauuHnuii cynposig Ta ingopmaniiine 3a0e3ne4eHHs

I'ynenko
Okxkcana IBaniBHa

HavyaJlbHUK BIAIUTY CTaHIApTHU3aLil MeIu4yHOi Jornomoru Jlep:kaBHOIro
nianpueMcTBa «/lepxkaBHuii excriepTHUil LeHTp MiHiCTepcTBa OXOPOHH
310poB’s  YKpaiHW», 3acTylIHUK TOJOBM poboyoi rpynu 3
METO0JIOTYHOTO CYIIPOBOJY.

JepsxaBHuii excriepTHHI HeHTp MiHicTepcTBa 0XOPOHH 310POB’si YKPaiHH € YIEHOM

Guidelines International Network
(MixxHapoHa Mepeka HaCTaHOB)

Penenzentn
Kyuep

Onena BonogumupiBHa yHIBEpCHUTETY OXOPOHH 3J0pOB’s YKpaiHu

i
é}"‘?ﬂi il‘fe%
L)

!

.3{’9.-1-: i}a@

Doy

2

npodecop kadeapu rematosorii 1 Tpancdysionorii HarionaasHOTO
imeni ILJI. Hlynuka
MiHicTepcTBa OXOPOHH 370pOB’ sl YKpainu, mpodecop, 1.M.H.;
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Jsirine Ipuna CepriiBHa 3aBigyBad BiJUAIIEHHS OHKOTEMATOJIOTIT Ta TPaHCIUIAHTALlli CTOBOYPOBUX
KITHH JAepkaBHOI ycTaHoBH «HamioHanbHWI HAayKOBHH LIEHTP
pamiamiifHOT MeJWIIMHU, TeMartoJiorii Ta onkojorii HamioHanbHOT
aKazieMii MeIMYHUX HAyK Y Kpaiauy», mpodecop, 1.M.H.

Ileperss axanToBaHol KJIIHIYHOI HACTAHOBH 3alIaHOBaHO Ha 2029 pik
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Cnucok CKopo4YeHb

AB®
AKIII
AH3H
AUTY
B/B

BA
BI'A
BI'B
BI'C
BIJ1
BIT
BKs
BOO3
BTE
BorI
BUK
BYUKTI
JJIABIIT
JTHK
JIIKP
EAK
3041
3TII
34

1T
IMo6meST
IMT
IXX
KAIIK
KB
KITAK
KIIK
KT
KTII
K®K
JITIBII]
JITTHIIL
MK®

MO
MPT
MIIKT
HIT33
OB
OPA
1
MIrc
TIET
TLJIP
TH/T

ApTtepioBeHo3Ha ¢icTyna

AOpPTOKOpOHApHE UIYHTYBaHHS

AHecTe3isl HUKHBOILEJIEITHOr0 3yOHOr0 HepBa
AXTUBOBaHUI YaCTKOBHUN TPOMOOIIIIACTUHOBHI Yac
BryTpinmHr0BEHHO

BoBuakoBuil aHTUKOATYJISIHT

Bipyc remaruty A

Bipyc renatury B

Bipyc rematuty C

Bipyc imyHonedinuTy 1o 1uHu

BigninenHs iHTeHCHBHOT Tepartii

BHyTpimHii KOHTPOJIb AKOCTI

BcecBiTHs opraHizaiiis OXOPOHH 370POB’ S

Benosna TpomboeMOotist

BceciThsa deneparttis remodiii

BHyTpimHbOUepenHIil KPOBOBWIIMB; BHYTPIIIHBOLIEPEOPAIHHII KPOBOBUIINB
Bapiartis uncna koriii reHiB

1-neamino-8-D-aprinin Ba3onpecuH, iHIIa Ha3Ba — JAECMOIIPECHH
Jle30kcrpuOOHYKIIETHOBA KUCIOTA

JIOCTOBipHE MOJIOKESHHS, TPUHHSITE Ha MiJCTaBl KOHCEHCYCHOTO PIICHHS
EncunoH aMiHOKapoHOBa KUCIIOTA

30BHINIHA OIIHKA AKOCTI

30i1HeHa Ha TPOMOOLIUTH TIIa3Ma

3a0e3neueHHs SKOCT1

[HyK1ist IMYHHOT TOJIEpaHTHOCTI

[ndapxT miokapaa 6e3 nmigiiomy cermenta ST

Iupexc macu Tina

[nakTuBaris X-xpoMocomMu

KoHI1eHTpaT akTHBOBaHOT'O IPOTPOMOIHOBOTO KOMILIEKCY
KoeoiuienT Bapiamii

Kip, mapoTur, kpacHyxa

KoHueHTpat npoTpoMOiHOBOTO KOMILIEKCY
Komm’totepHa Tomorpadis

KopoTtknii TaHaeMHuI TOBTOP

KonnenTpar gaxtopa koaryssuii

JlimonpoTeiH BUCOKOT MIIITbHOCTI

JlinonpoTtein HU3bKOI HIITBHOCT1

MixHapoaHa kinacudikaiisi yHKI10HYBaHHS, 0OMEKEeHb )KUTTEAISUIBHOCTI Ta
3nopoB’s (BOO3)

MixHapoaHA OTUHUILS

MarHiTHO-pe30oHaHCHa ToMorpadis

MisnepanbHa MIUTBHICTh KICTKOBOT TKAHUHU

Hecrepoinni npoTuzanaibHi 3acoou

Opnununs oeres3na

OnopHo-pyxoBuii anapar

[lepeniMmnanTaiiHuii TCHETUYHUHN aHAII3
IToBHOr€eHOMHE CEKBEHYBaHHS

[TonieTuneHriikob

[ToniMepa3Ha JIaHIIOTOBA PEaKIIis

[IpenatanpHa giarHOCTHKA
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IITTH [TomoBxeHwmit mepio 1 HaMiBBUBEICHHS

[TB/ [IpucTpiit A7 EHTPATBHOTO BEHO3HOTO JOCTYITY

9 [TpoTpomOiHOBHIA Yac

PT'PH Po6oua rpyna 3 po3poOku HACTaHOB

PHK PuGonykneinoBa KUCIoTa

PHII Panime He ikoBaHi mamieHTA

PIIII PesynbTat niKyBaHHs, TOBIAOMIICHUH MAIliEHTOM

PUK CepennbopiuHa 4acTOTa BUMAAKIB KPOBOTEU1

PUKC CepenHpopiuHa 4acTOTa BHYTPIIIHEOCYTIIO00BUX KPOBOBUIIMBIB
C3041 CxeMa 30BHINIHBOI OLIIHKYU SKOCTI1

C3I1 CBixk03aMOpO’KEHa I1a3Ma KpOoBi

CHII CexBeHYBaHHSI HACTYITHOTO MTOKOJIIHHS

CIIH CranpmapTHU# epio]] HaNliBBUBEICHHS

CIII CHiBBIJHOIIEHHS IIAHCIB

V3] VY IIbTpa3BYKOBE TOCIIIKEHHS

Y3J1 OPA  VYnbTpa3ByKoBe JAOCHIIKEHHS OMOPHO-PYXOBOTO anapary
oK dapmakoKiHETHKA

DI1 Di6puIIALIs Iepeacepab

XbB XBopoba (o Bimutedpana

LKA LleHTp KOMITJIEKCHOI JOTIOMOTH TpH reModiIii

LI Lentp nikyBanHs reModimii

OHC LlenTpasbHa HEpBOBa cUCTEMA

HOTI-2 [{uknookcurenasa-2

UK Yac kpoBoTeui

KT [I1yHKOBO-KUIIIKOBHM TPAKT

XK SIKicTh KUTTS

SKO3 SkicTb KUTTS, 00yMOBJIEHA CTAHOM 370POB s

ACMG AMepHKaHChKa KOJIETisl MEAMYHOT TeHETHUKHU Ta TEeHOMIKH
BDD Bunanenuii B-nomen

BPI Crucnuii ONUTYBaJILHUK JJIS1 OLIHKU 00JI0

CDC LlenTpu KOHTpOITIO Ta MpodiakTHKH 3axBopioBaHb (CILIA)
CDSR KokpaniBcbka 0aza JaHMX CUCTEMAaTUYHHUX OTJISIIIB

CENTRAL KokpaHiBChKHII IEHTPAIBHUHN pEECTP KOHTPOJIHLOBAHUX JOCITIIKECHb
CHAMP ITpoext CDC 3 nocnikeHHs MyTalii npu remodinii A

CHBMP [Ipoext CDC 3 gocnimkeHHss myTtauii npu remodinii B

CHO- Kanazcbka nikasna OLiHKY SIKOCTI )KUTTS Ta Pe3yJIbTaTUBHOCTI JIIKYBaHHS y JITeH 13

KLAT reModiiero

COPM Kanancpka mikana mpoQyKTUBHOCTI Tpaili

CSGE KondopmariitHo-4yTauBHii reib-enekTpodopes

EAHAD €Bporeiicbka acorialis 3 JoCTiKeHHs TeMo(iii Ta CYMyTHIX CTaHIB

EMA €Bporeiicbka areHIis 3 JiKapcbKux 3aco0iB

EQ [IIxana EuroQoL

EQ-5D [Ikana EuroQoL 3a 5 xareropissmu

EQ-VAS BizyanbHo-ananorosa nikana EuroQoL

FDA VYrpaBiiiHHS 3 KOHTPOJIIO SIKOCT1 XapyOBUX MPOIYKTIB 1 JIIKAPCHKUX 3aCO01B
(CHIA)

FIl, Flla ®axrop II, aktuBoBanuii paxrop Il

FISH [Ikana ouiHKM (PYHKIIOHAIEHOT HE3AIEXKHOCTI P reMoQimii

FIX, FIXa  ®akrop IX, aktuBoBanumii paktop 1X

FIX:C AkTuBHICTH (pakTopa IX

FV ®daxktop V



FVII, FVlla
FVIII
FVIII.C
FX, FXa
FXI

FXIII
GenQA
GMP
HAEMO-
QoL-A
HAL
HBsAgQ
HEAD-US

HGVS
HJHS
IEQAS
IgG

Invl
IPAQ
IPSG
ISTH
MACTAR
MLPA
MPS
NAT
NGC
PedHAL
PICO
POLICE
PRICE
PRISMA

PROBE

rFIX
rFIXFc
rFVila
rEVIII
rEVIIFC
RICE
riX-FP
rvIil-
SingleChain
SF-36
SSC

SV

TFPI
UK
NEQAS
VAS
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®axrop VII, akruBoBanuit FVII

®akTop VIII

AxtusHicTh (hakropa VI

®daxrtop X, akTuBOBaHUM (hakTop X

®axrop XI

®akTop XIII

I'enomHa OILliHKA SKOCTI

Hanexna BupoOHHYa ITpakTHKa

Crenudiunuii 11 reModinii ONMUTYBaTBHUK JUISI OLIIHKH SKOCT1 JKUTTS Y JOPOCITHX

[IIkana OIIHKK BUKOHAHHS PI3HUX A1l pu reModiii

[ToBepxHEeBUI aHTUTEH BipycCy remnarury B

[lIkana paHHBOTO BUSABICHHS reMOQLIIYHOI apTponaTii METOAOM YIBTPa3ByKOBOTO
JIOCJI1IKEHHS

ToBapuCTBO 3 HOCTIIKEHHS Bapialliil JH0CbKOT0 T€HOMY

[Ikana ouiHKK QYHKIIOHAIBHOTO CTaHy CYIJI001B Mpu reModiii
Cxema Mi>KHapOIHOT 30BHIIIHBOT OIIHKH SIKOCTI

ImynornoOynin G (iggl, igg2, igg3, igg4)

IaBepcis 1-ro iHTpoHY

MiKHapOIHHMI ONUTYBAIBHUK JIJIS OIIIHKY (DI3WYHOT aKTUBHOCTI
MixHapoaHa rpymna 3 I0CIiKeHb MPO(ITaKTHKH

MixHapoaHe TOBapHCTBO BUBUEHHSI TPOMOO3y Ta reMocTasy
OnwuryBampHUK MakMacTep TOPOHTO AJIsl OLIHKHM 1HIEKCY 1HBaIIU3aIii
MynpTuruiekcHa amInti¢ikaiis JiroBaHUX 30H]11B

Macose napajiesibHEe CEKBEHYBaHHS

AHai3 HyKJIETHOBUX KHCIIOT

HarionanpHuii IeHTp HOPMATUBHOI JOKYMEHTAIl1i

[ITkana OLiHKM BUKOHAHHS PI3HUX NIl MpH reMoinii y aiTei
[onynsuis/Brpyuanns/IopiBasaus/KiHleB1 pe3yabTaTh

3axucT, ONTUMAIbHE HAaBAaHTAXXECHHS, JI1/1, KOMIIPEcis, MiaHIMaHHS
3axmucCT, CIOKIH, JI17, KOMIPECIs, MHIMaHHS

KomnoHeHTH, sIKUM BiIa€ThCs MepeBara MpH MiJroToBLI CUCTEMAaTUYHUX OTJISIB
1 MeTa-aHai31B

[ITkana noBiIOMJICHHUX MALIEHTOM pPE3yIbTATIB, TPYIHOLIIB Ta SKOCTI
00CITyrOoByBaHHS

PexomOinanTHHI dakTop X

Pexom6inanTamit FIX-Fc

PexomOinanTHui akTHBOBaHUi (akrop VII

Pexom6GinanTHMit paxTop VIII

PexomoOinanTauit FVIII-Fc

Crokiit, kKommpecis, JiiJI, iJHIMaHHS

PexomOinanTHui T10puaHmii 6110k FIX

OnnonanmroroBuii pekomOinanTauii FVIII

Crucanii onuTyBaJIbHUK AJIS OLIIHKU CTaHy 370pOB’s 3 36 MyHKTIB

HaykoBwuii komiter 31 cranaaptusauii ISTH

CTpyKTypHHUIi BapiaHT

[HribiTop NUIAXy TKAHUHHOTO (haKTOpa

HamionansHa cyx6a Criomydenoro KoposiBcTBa 13 30BHINIHBOT OI[IHKH SIKOCT1

BizyanpHo-aHanorosa mkasna
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Bapiant xBopo6u Kpeitudensna — Sdxoda
®daxrtop ¢on Bimtedpanaa
BcecBiTHii peecTp mOpyIIeHb TeMOCTazy

CuMBOJIM Ta OAMHM LI BUMIPIOBAHHS

ur Mikporpam

°C I'panyc Lenbcis

> Binpre

< Menue

= JopiBHIOE

> binbire abo mopiBHIOE

< MeHnie abo JOpiBHIOE

+ [Tnroc-minyc

X MHoxutn

Ob Onununs bere3na

cM Cantumerp

JUT Hemwtitp

r I'pam

MO MixxHapoaHa OJUHULSA
k/la KinonansToH

KT Kinorpam

M Mertp

MKT Mikporpam (Takox Ur)
Mr Minirpam

MJI Mininitp
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ITepenmoBa MyJIbTHAMCHUILIIHAPHOI PO0040i rpynu

Hana xminiuaa HactanoBa (KH) po3poGiena BinmoBimHO 10 MeETOOWKH  PO3pOOKH Ta
BIIPOBA/DKEHHSI MEIUYHUX CTAaHAApPTIB MEIWYHOI JONMOMOTHM Ha 3acafax JOKa30BOI MEIWIUHH,
3arBeppKeHoi HakazoM MO3 Vkpainu Big 28.09.2012 Ne 751 «IIpo cTBOpeHHS Ta BIPOBAHKCHHS
MEINKO-TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHAapTH3aMlil MEJUYHOI T0TIOMOTH B cicTeMi MiHicTepcTBa
OXOPOHHM 370pOB’sl YKpaiHm», 3apeecTpoBaHuM B MiHicTepcTBi roctunii Ykpainu 29.11.2012 3a
Ne 2001/22313 (31 3MiHamMH) Ta ajanToBaHa JJISi CUCTEMU OXOPOHH 370pOB’sl YKpaiHW Ha OCHOBI
HacranoBu 3 nikyBanHs remodinii, 3-te Buganus / A.lllpiacraBa, €. Canraroctino, E. [yran, C.
Kiven Ta inmi. BcecBitHsa ¢enepanis remo¢inii, 2020 p. Llg myOmikamis movaTtkoBo Oyna
ony0IiKkoBaHa aHTJIiHCEKO0 MOBOIO BeecBiTHROIO (henepartiero remodiii (BDIY) 1 nepexnaaena 'O
«Yxpaincbkuii Lientp 'emodinii» 3 odimiitnoro nozsory BOI Bix 21.08.2020 p. 3a mianucom Dionu
Pobincon.

Cepen crmagkoBHX KoaryJjomnaTiii OCHOBHe Micue 3aiiMaroTh remodimiss A 1 B, 3ymoBneHi
nedinutom FVIIIL 1 FIX 3cinanns kpoBi, Ta xBopoOa BimneOpanna. Po3noBciompkeHicTs TeModinii y
OUTBIIIOCTI €BPONICHCHKUX KpaiH cTaHOBUTH 13-18 Ha 100 THIC. YoJIOBIYOTO HaceNeHHSs, 00 3a JaHUMH
BOO3 ta BeecpiTaboi @eaepartii 'emodinii 1:10 000 HoBoHapoaKeHUX XJIOMYUKIB. B ycbomy cBiTi
HapaxoByeThcs 01t 350 000 xBopux Ha remodiito. Buxonsuu 3 1150ro, MOKHA NIEpeI0AYUTH, 10 B
VYkpaini npoxkuae Ot 3 000 xBopux Ha remodinito. BusiBneHo, 1Mo CyKyIHICTh MAIli€HTIB 3
remodimiero B Ykpaini cknanatots: 87% miarHoctoBanux C3C3K, 12,1% - xBopoba BimneOpanmga
(XB), 0,9% - inmri C3C3K; cTpykrypa remodinii A B YkpaiHi € HacTynHoO: jierka ¢popma — 15,2%,
cepeHbo TsKKa — 25,8%, Tskka — 59%. IHribiTopHy hopmy TsKKOT remodinii A maroth 18% niTeil.
Taxi gaHi, y IOpiBHSHHI 3 CEPEIHBONOMYSIIHHUMEU, MOXKYTh CBITUYUTH PO HEAOCTATHE BUSBIICHHS
piakicanx C3C3K Ta KIiHIYHO MaJOBHUPaKEHUX (HOPM 3aXBOPIOBAHHS.

Ananranis KH nepenbauae BHeCEHHS 0 HE3MIHHOTO TEKCTy opuriHanbHOi HacranoBu
KOMEHTapiB poO0Y0i IpymH, y IKHX BiIOOPAKEHO MOXKIIMBICTh BUKOHAHHS THX YU 1HIINX MOJO0KEHb
KH B peanbHUX yMOBax BITYM3HSIHOI CUCTEMU OXOPOHH 37I0POB’ s, JOCTYIHICTh METUYHUX BTPyUYaHb,
HasBHICTh peecTpauii B YkpaiHi Jikapcbkux 3aco0iB, mo 3a3HaueHi B KH, BiamoBigHICTh
HOpMaTHBHIM 0a3i 070 opraHi3anii HaJaHHS MEANYHOT TOTIOMOTH.

Hana KH — e pekoMeHaaIiitHuii JOKyMeHT 3 Hailkpaloi MeM4HO1 MPaKTUKU Ta HE TOBUHHA
PO3LIHIOBATUCH, SIK CTaHJIApT MeAu4yHOi Jomomoru. [lorpumanHs nonoxenb KH He rapantye
YCHIIIHOTO JIKYBaHHS Y KOXKHOMY KOHKPETHOMY BUIAJIKY; il HE MOKHA PO3IJIAIaTH K OCIOHUK, 1110
BKIIIOUA€ yci HEOOXiTHI METOIU JIarHOCTHKH Ta JIiKyBaHHA a0o Bukitodae inmi. KH He BiaMiHse
IHJUBIIYalbHOI BIANOBIAAIBHOCTI (haxiBIIB 3 OXOPOHH 3/10pOB’S 32 MPUNHATTS HAJIEKHHUX PILLIEHb
BIJITIOBIJTHO JI0 OOCTaBUH Ta CTaHy KOHKpeTHOro marieHra. daxiBelb 3 OXOPOHHU 3[0POB’Sl TAKOX
BIJINOBIAA€ 3a MEPEBIPKY MPABUII Ta MOJIOKEHb, 3aCTOCOBAHUX [0 JIIKAPCHKUX 3aC00IB Ta MEAMYHUX
BUPOOIB, YUHHUX HA MOMEHT IIPU3HAYEHHS TaKMX MEIUYHUX TE€XHOJIOTIH.

OctartoyHe pillleHHS CTOCOBHO BHOOpPY KOHKPETHOI KIIHIYHOI MHpoueaypu abo miaHy
JIKyBaHHS IOBUHEH NMPHUIMAaTH JiKap 3 ypaXyBaHHAM KJIIHIYHOTO CTaHy MAIlieHTa Ta MOKIMBOCTEH
JUTSI IPOBENIEHHS J1arHOCTUKH Ta JIKYBaHHS Y KOHKPETHOMY 3aKJIaJll OXOPOHH 310POB’S1.



16

Hacmanoeu B®OI 3 nikysanns 2emopini 3-me euoanns

AHoTanis

Ile HoBe BHumaHHs HacTaHOB BcecBiTHBOI ¢enepauii remodinii (BOI) 3 mikyBaHHA i
MEHE/DKMEHTY TeMOQiaii BUXOIUTh Yy 3axOIUIIOIOYUN Yac CTPIMKOI €BOJIIOINIT IMAXOMIB 10
JTIarHOCTUKY Ta JIIKyBaHHS IIBOTO MEIWYHOTO CTaHy. 3 MOMEHTY IyOJiKamii Jpyroro BUIAHHS
HactaHOB BOI" y 2012 p. y cBiTi BiiOyBaBCs KOJIOCATBLHUM MPOTPEC Y BCIX aCIMEKTaX MEHEHKMEHTY
remodimi. [lepenyciM cmig BIAMITUTH T€HETHYHY JIarHOCTUKY, a TaKOX JIKyBaHHA OaraTbma
IHHOBAIIMHUMU TEPANCBTUYHUMU TIpernapaTaMu, BKIodatoun npernapatu ¢akropa VIII (FVIII) Ta
daxTopa IX (FIX) 3 mogoBkeHHM (TIPOJOHTOBAaHMM) IEPiOZOM HaliBBUBEACHHS, Oicnenndivyni
aHTUTIJIA Ta TIpenapartv Ui pe-OallaHCYBaHHS TeMOCTasy, SKi 3apa3 MepeOyBaroTh y KIIHIYHIN
po3pobiii. Bee e mo3Bonsie 3abe3neuntr 0TIl eEKTHBHUN TeMOCTa3, HiXK 1e 0yJ0 MOXIJIUBO B
MUHYJOMY. 32 LIel 4ac TIOBEACHO 1 BXKE CTAJIO 3arajJbHONPUIHATHM, 110 TaOOPATOPHUI MOHITOPUHT
y TIPOILIEC] JTIKYBaHHS € €IMHUM CIIOCOOOM, SIKUH JJO3BOJISIE KApAMHAIBHO MIABUIIATH €()EKTUBHICTD
JmikyBaHHS KpoBoTed. CTBOpeHO HaA3BUYaHO e(QEeKTHBHI METOAM JIIKYBaHHS IMAlll€HTIB 3
iHri0iTopamu. 1lInpoko mpomaryeTses i BOPOBAKYEThCS KIJIbKICHA OLIHKA PE3yJIbTaTiB JIKyBaHHS
(amri. outcome assessment) 3a IOMOMOro0 HaTIMHUX KITIHIMETPHYHHUX IHCTPyMEHTIB. B maHomy
TpeThOMY BUIaHHI HacTaHOB BOI" BimoOpa)keHO yCi 11l TOCSITHEHHS, IPUYOMY Psii HOBUX PO3JILTIB
MOBICTIO TMPUCBSAYEHO TAaKUM IHHOBAIIMHUM Tramy3sM. KpiM Toro, noJaHO HOBUH PO3IUT OO
3araJlbHUX MPUHIIMIIB JIIKYBaHHSA 1 PI3HOMaHITHUX aCTEKTiB MEINYHOT JOTTOMOTHY MPH TeModiii, ska
Mae Ha MeTi 3a0e3neyuTH Oazuc Uisi PO3BUTKY KOMILIEKCHOI BHCOKOCIIEIIaTi30BaHOI CHCTEMHU
JornoMoru JroasM 3 remodiniero (JI3T), Bkaroyaroun agBoKalliio iXHiX MpaB Ta BCEOIUHY MiATPUMKY
1 pO3IIMPEHHS MOKIIMBOCTE ManieHTiB. Pekomenaanii B iboMy BUAaHHI Oysu po3po0IieHi Ha OCHOBI
o(iuiiiHo1 MeTo0JI0T 1, siIka Oa3yBanacs Ha IOKa30BHX JaHUX Ta KOHCEHCYCHUX PIIIEHHSX 32 y4acTi
MEAMYHUX MPaliBHUKIB PI3HOT MeAMYHOI crnemjamsanii ta n1oope iHdpopmoBanux JI3I'. Xoua mi
HACTAaHOBU OPI€HTOBAHI MEPEBAKHO HA MEAMYHUX MPAIiBHUKIB, BOHM TaK0X OyIyTh HaI3BHUANHHO
kopucHumu 1t JI3I', a Takoxk opraHizalii, 1110 3aiiMarOTHCS a/IBOKAIII€I0 TXHIX MpaB Ta IHTEPECIB.

Kurouosi ciioBa:
NOPYIIEHHsI 3TOPTaHHS KpPOBi, reMo(iiis, KepiBHI NMPUHIMIIM JIIKYBaHHS 1 MEHEIKMEHTY, HOBI
TeMOCTaTHYHI IIPperapaT, pe3yIbTaTH JIIKyBaHHs, MEIUIHA JOMOMOTA.

JlaHne Tpere BMAaHHA HacTaHoB B®I' 3 gikyBanHsi remodiiii 0yJjio cxBajleHO A3iiicbKo-
THXo0oKeaHCHbKHM TOBApHCTBOM 3 MNHUTaHb TPOMOO3y Ta remocrasy, C€EBponeiicbKuM
KoHcopuiymoM remodiiii Ta HanionanbsHoro pynaauniero remodiaii (CLLA).

3acrepekeHHs 11010 BUKOPUCTAHHS HACTaHOB BT

Bceecsitas denepanis remodinii (BOI') He miaTpumye k01HOT0 KOHKPETHOTO JIKAPCHKOTO
npenapary abo BUpoOHUKA; OyIb-sIKe TOCHIaHHS Ha Ha3BYy TOBapy He € cxBajieHHsM Bix BOT. BOT
HE 3aiiMa€eThCsl MEUYHOIO MPAKTHKOIO 1 32 KOJHUX OOCTaBHH HE PEKOMEH]Iye KOHKPETHI MEeTOau
JIKyBaHHS JUIsl KOHKpeTHUX oci0. HactaHoBM mpu3HayeH1 HajaBaTH JHIIE 3arajbHy iH(opMalio 1
0a3yI0ThCsl HA JTOCTIDKEHHSX MOMYJALIHHOTO PiBHA, a He JJS JIKyBaHHS KOHKpeTHoi ocoOu. Lli
HACTaHOBH HE 3aMIHIOIOTh MPOQECiiiHy MENYHY JOMOMOTY Ta TOpaju Jlikaps ta/abo iHpopmalriio B
iHCTPYKILiAX 3 BUKOPUCTAHHSA. IX CJIiJl BUKOPHCTOBYBATH JJIi HABYAHHS Ta NPHHHATTS CIIBLHEX
1H(QOpMOBaHUX pillIeHb MK MEAMYHUMU MpaIiBHUKAMHU, MallleHTaMu Ta iX omikyHamu. Kpim Toro,
Il HACTAHOBU MOXYTb HE OyTH BHUEPIHHUMHU a00 TOYHMUMHM, OCKUJIBKM MOXKJIMBA MyOiKallisi HOBUX
JOCTIPKEHb Ta MO0sIBa HOBUX MpernapariB, MEAUYHUX IPUCTPOIB a00 MOKa3aHb, 3aTBEPHKEHUX MICIIA
IPaHUYHOI 1aTH JJISl BKIFOYECHHS IO IIMX HACTAHOB. 3aB/ISKH BCEOIYHOMY Ta CUCTEMAaTUYHOMY OTJISILY
JiTepaTypH, KiiHIYHI HacTaHoBU B®I' rpyHTYIOThCS Ha JOKA30BHX JaHMX HAsBHOI PEIICH30BaHOI
HayKoBOi JiTeparypu. Xoda Taka JiTeparypa BiANOBifaja 3a3Aajerib BU3HAYCHUM KPUTEPisIM
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BKJIIOYEHHS /10 HAacTaHOoB, i BOI" BBaxkae 1eil HayKOBUIl 3MiCT HAWKpAIIUMH JOKa30BUMH JTAaHUMHU,
JIOCTYITHUMH Y SIKOCTI 3arajibHO1 KJITHIYHOT iH(pOopMallii Ha MOMEHT pO3pOOKH HACTaHOB, BKa3aHi JaH1
MAaIOTh Pi3HY SKICTh Ta METOIOJIOTIYHY TOYHICTb.

B®I' ta ii mocamoBi ocoOu, KOMITETH, WICHH, CHIBPOOITHUKH, aBTOPU Ta PEICH3CHTH
(«Ctoponu BOI'») He HeCcyTh *OJHOI BiIMOBIIATBHOCTI 32 TOYHICTH 200 MOBHOTY Ta BiIMOBIISIOTHCS
BiJl yCIX rapasTiii, sBHUX a00 mpuxoBaHuX. CtopoHn B®PI' Tako BIAMOBISIOTHCSA BiJ OyIb-SIKOT
BIJIOBIAAILHOCTI 32 OyIb-SKYy MIKOMY (BKJIFOYAIOUH, Cepe] HIIOTO, MPSMY, HENPSIMY, BUTIQJKOBY,
mTpadgHy ab0 HACTIAKOBY IIKOAY), IO BHHUKAE B PE3YJIbTaTI BHUKOPHUCTAHHS, HEMOMJIMBOCTI
BUKOPHUCTAHHS 200 Pe3yJbTaTiB BUKOPUCTAHHS [IUX HACTAHOB, OY/Ib-SIKHX MOCHIAHb, BAKOPUCTAHUX
B HacTaHoBax, ab0o MarepiaiiB, iHGopmarlii abo mpoueayp, MO MICTAThCS B HACTAHOBAX, 3aCHOBAHY
Ha Oyab-sKii IPaBOBii Teopii, He3aIeKHO BiJ] TOTO, YU iICHYBAJIH iH(OpMAILisi TPO MOXKIMBICTH TaKOT
HIKOJIH.
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Beryn

3 momenty nyoOmikamii y 2012 pomi 2-eo0 sudanua «Hacmamnoe 3 nixkysamms cemoiniiy,
nigroroBineHux BceecBiTHROIO (enepartiero remodimii (BAOI), BoHM po3iANUIMCS THpPaKeM IMOHA]
MUJTBHOH JAPYKOBAHHMX Ta €JICKTPOHHUX MPUMIPHHUKIB HA IIECTH MOBAaX, 1 OyJIM MPOIMUTOBAHI MOHA
1000 pasiB y penen3oBanux crartax. Lleii pecypc B®I' 3 kimiHIYHOI NpakTHKH 1HTEHCHUBHO
BUKOPHUCTOBYBABCS SIK CITUIBHOTOK MEIUYHUX (DaxiBIIiB, IO MPAIIOIOTh y Taimy3i reModiii, Tak i
moaeMu 3 remodiniero. Hacranosu BOI™ Oy 3aTBepixeri Mi>KHApOIHUM TOBAPUCTBOM 3 TPOMOO03Y
ta remoctasdy (ISTH), 1 Takox BoHM OyJiv TIEPIIMMH HACTAaHOBAMHU IIOJI0 YCIX aCHEKTIB JIIKyBaHHSI —
BeleHHsT — reModinii, siki Oynu npuitHari HarionansHoro iH(OpMaIiiiHOIO cIyX0010 3 HHTaHb
HactaHoB (NGC), sika panimie mianopsAKOByBayiacsi AT€HTCTBY 3 JIOCHTIPKEHb Ta SIKOCTI OXOPOHH
3nopoB's  (AHRQ) MinicrepcTBa OxOpoHHM 370poB'st  Ta  comiampHuX cnyx0 CIIA
(https://www.ahrg.gov/gam/index.html).

3a ocTaHHI II’SITh POKIB OYJI0 JOCATHYTO O€3IMPEneAeHTHOTO MPOrpecy He JHIIEe Y po3poOIi
HOBHUX TEpAaNeBTUYHUX 3aco0iB Ui JIKyBaHHS reModimii, a TakoXX BIIOYNHUCS CYTTEBI 3MIHH
napaJurMu y 6araTbOX MPUHIIAIIAX, SIKi PETYITIOIOTH TNIaHYBaHHS Ta (i1ocodito JTiKyBaHHs reMoQiTii.
BpaxoByroun mnporpec y TEXHOJIOTiIX T€HETHMYHHMX aHali3iB 1 3pOCTarouy JAOCTYIHICTb, iXHE
3acToCyBaHHA Tpu TeModinmii mepernuio 3 IOCHiAHUIBKOI 007acTi y NMPaKTUYHY IUIOMIMHY B
JTIarHOCTHII TMalli€HTIB Ta WieHiB iXHIX poauH. [losBa HOBUX KOHIEHTpATiB (aKTOPIiB KOATYISIIil
(K®K) 3 momoBxeHUM TepiooM HaIiBBUBEICHHS MPHU3BEIO HE TIABKH JIO 3MEHIICHHS «TATaps»
(anri1. «burden») xBopoOu, skuii CIPUUNHAETHCSI HEOOX1THICTIO JIIKYBaHHSI 1 OTJISTY 32 MallieHTaMH.
[1e OinbII BasKIMBHM € T€, 10 MMOJOBKEHUH nepio HaniBBuBeAeHHss KOK 103BouB niaTpuMyBaTu
3HaYHO BHUUI piBHI (akTopa MNpU PeryjspHii 3amMmicHii Teparii, HDK 1€ OyJ0 MOMXKIMBO MpH
BukopuctanHi K®K 31 cranmaptHuM 1epiogoM HamiBBUBEACHHsA. [lmaHKa MOMKIHMBOCTEH
3a0e3neueHHsl HaJiiiHOro remocrazy Oyja MigHATa II€ BHIIE 3aBASKH  BIPOBAKECHHIO
reMOCTaTHYHUX 3aco0iB, mo He MicTiITh K@K, Takux sk HoBI OicnenndiuHi MOHOKJIOHAJbHI
antutina. Llei 3aci6 103Bosie JOCATTH TeMocTa3y, eKBiBaJIeHTHOro npubim3Ho 15% pisus FVIII, 3a
YMOB MIAIIKIPHOTO BBEJIEHHS Ta 3HAYHO MEHIIOI 4acToTH BBeAeHb mopiBHsAHO 3 KOK. Jlonu 3
reMoQini€ro, sIKi OTPUMYBAJIM L}0 HOBY Tepallilo, Terep MOXYTh 3aiimarucsi OararbMa HOBUMH
BHUJIaMHU aKTHUBHOCTI, HDK Oy/b-KOJIM paHiiie, He 0osunch KpoBoTed. Kpim Toro, cTpykrypoBaHa
OLIIHKA Ppe3yJIbTaTiB JIKYBaHHS paHilme Oyja BiJTHOCHO HEPO3BHMHEHUM AacCIEeKTOM Yy JIKyBaHHI
remoginii. IIpoTsrom ocTaHHIX KIJIbKOX POKIB Ha Il 3HAUYEHHI y PYTMHHOMY JIKyBaHHI remMo@imii
3po0JIeHO 3HAYHUH aKLEHT, 1 B TEMEPIlIHii Yac g CTaHAapTHU30BAHOI OLIHKU Ta JTOKYMEHTYBaHHS
pPe3yNbTaTUBHOCTI  JIKYyBaHHS K T'€MOCTaTUYHOIO, TaK 1 ONOPHO-PYXOBOI'O  aCHEKTIB
BUKOPUCTOBYETHCS JIEKIJIbKA KITIHIMETPUYHUX 1HCTPYMEHTIB.

{06 Big0Opa3uTH BCl 111 JOCSATHEHHS Ta OLIBII ITMOOKO BIPOBAAUTH 1X y KIIHIYHY PAKTUKY,
B TPETbOMY BUJAHHI I[MX HACTAaHOB OYJIO BHECEHO KiJbKa 3MiH. Byno nogaHo HOBI po3ni, IO
MICTATh HEOOXITHY i1H(OpMAIlI0 MO0 TAaKUX TEM: T€HEeTWYHa J1arHOCTHKA;, MpoduIaKTHKa Ta
3arno0iraHHs KpoBOTEYaM reMOCTaTHYHUMU 3ac00aMM; KJIIHIYHE 3aCTOCYBAaHH 1HT10ITOPIB; a TAKOXK
OIIIHKA PEe3yJbTaTUBHOCTI JIIKYBaHHS. Y JOJATKOBOMY P03/l BA3HAYEHO TaKl MPUHIIUIIN KJIIHIYHOTO
BeICHHS reMo(diii, sIKi 103BOJISAIOTH 3a0€3MeUUTH HallBUIIll €TaJIOHN KJIIHIYHOI MPAKTUKHU, TOCSATHYTI
M1]] Yac eBOJIIOLIT WX MEIUYHHX MOCTYT Y MICIIEBOMY KOHTEKCTI KO>KHOT KpaiHU CBITY.

Crig BiI3HAUMTH JI€KI CEMaHTHYHI 3MiHH, 3allPOBA/KEHI B 1IbOMY BuUAaHHI. [[ns omucy
OyIb-sIKOT T€eMOCTAaTUYHOI Tepamii nicia KPOBOTEUl BUKOPHUCTOBYETHCS TEPMIH «EIMI30JUUHAY», a HE
«Ha BUMOT'Y», OCKUIBKM €M TepMiH Kpalle BifoOpa’ka€ KOHIIEMIiI0 Takoi KIIHIYHOI MpPaKTHUKH.
BinxmorigHO 10 BU3HaYeHHs, HajaHoro KomiTeToM 3 HaykoBoi crannaptu3amii ISTH, Tepmin «106a
eKCIo3UIIii» («100a BBEICHHS») 3aMIHEHO Ha «EKCIIO3UIish» («BBEACHHS»), SKUM OXOILIIOE BC1 103U
3amicHoro K@K, BBesieH1 marieHTy BIPOIOBK 24 TOIUH.

[Ilo6 sKomora Kpaiie YHUKHYTH OyIb-SKOi yNepeKeHOCTi, I (OPMYITIOBAHHS
OCTAaTOYHHX PEKOMEHJAIH y IuX HacTaHOBax Oylia MpHUIHATA CyBOpa METOJI0JIOTIS, 110 3aCHOBaHa
Ha KoHceHcycl. KpiM KepiBHUKA 32 KOXXHUM HAaIpPSIMKOM OyJIO MPU3HAUYEHO HE3aJIEKHOTO eKCIepTa
3 METO/IIB Ta MPOIIECiB, HE TIOB’SI3aHOTO 3 BIMOBIAHOO TalTy3310. Y Cl peKoMeHaallii Oy oTpuMaHi
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HUIIXOM BCEOIYHOTO Ta CUCTEMAaTHYHOTO OTJISAY BiJMOBIIHOI HAYKOBOI JiTepaTypu Ta po3po0ieHi
IUISIXOM aHOHIMHOTO MojaudikoBaHoro mpouecy Jenwdi, mo 1amo 3Mory CTBOPUTH PEKOMEHAAITIT,
3acHOBaHI Ha 1H(HOPMOBAHOMY KOHCEHCYCI. Ba)mBo, 110 OKpiM €KCIepTiB 3 MUTaHb reModiii Ta
MOB'SI3aHUX 3 HEIO KIIHIYHUX IUCHUIUIIH, A0 ckiany nanened Jlenbdi BXommmu modpe o06i3HaHI
MAIIEHTH, SKI TaKOXX Mall MOXKIUBICTh TEPErISIaTH PYKOIUCH Ta JITepaTypy 1 TOJOCYBaTH 3a
pexkoMeHaltii. Yci i KpoKH JTOKJIaIHO OMUCaH1 B po3iii «MeToa0I0Tis.

BaxmBo TakoXk 3a3HAYNTH, 1110 TIepe/1 TOAAHHSM J0 MyOuTiKaiii OCTaTOuHi MPOEKTH PO3/ILTIB
peleH3yBaIMCs BHYTPIIIHBO, SIK IOBHUM CKJIaJJOM KO>KHOI MmaHei, Tak 1 Bcepeauni BOI', a takox
30BHIIIHIMU €KCIIEPTaMH 3 KOKHOT'O MUTAHHS. IMEHa yCiX pEleH3eHTIB i3 BASYHICTIO IIepeliyeHi B
KIHI[l JaHUX HACTAHOB Pa30M 13 Oararbma IHIIUMHU €KCTIEPTaMU, YN BHECOK OYB HEOIIHCHHUM IS
MirOTOBKU HAacTaHOB. KpiM TOT0, OCTaHHIN payH/1 HE3AJIEKHOTO PEIICH3YBAHHS TIEPE]T MyOJIiKaIli €10
IPOBOIMBCS pefikosieriero sxypHany Haemophilia. BaxxinBo Takox 3a3HauWTH, IO 1i HACTAHOBH
Oymu cxBajeHi A3ilicbKO-THXOOKEaHCHKMM TOBAapHCTBOM 3 MHUTaHb TPOMOO3y Ta TremMocTasy,
€BponeiicbkuM KoHcopiiymoMm remodinii Ta HarionansHoro gpynaariero remodinii (CLIA).

B pesymprari ycix nmx momudikamiid i HACTAHOBH CTAIH OLIBII BHYCPITHUMH, HIXK
nonepeane BuAaHHda. OpHak, 100 30epertd ixX Jerky uuTabenbHICTh, TEKCT 3aJMIIEHO
CTPYKTYPOBaHHM i3 BUKOPUCTAaHHSIM KOPOTKHX PEYeHb y BUTIJISAI MapKOBAaHUX CHIHCKIB. JleTanbHi
MEXaHICTUYHI TOSICHEHHSI a00 ONMWCH BUXIJHHUX JaHUX, IO JIKATh B OCHOBI PEKOMEHAIlil, HE
BBIMIILIM 10 UX HacTaHoB. OJIHAK, yCi BIAMOBIIHI TOCHJIAHHS TIPOIIMTOBAHO Ta MIEPETIYeHO B KiHIII
KOKHOTO PO3JLITY.

CroztiBaeMoCh, CIUTBHOTA KIIHIYHUX (DaxiBI[iB, Ui SKOI B MEpIIy 4Yepry MpU3HAYEHI IIi
HACTAHOBH, 3HAME iX 1€ OB KOPUCHUMHU, HIXK MonepeH1 BuaanHA. Ll HacTaHOBH MOKHA TaKOXK
BUKOPHUCTOBYBATH, SIK Pecypc JUisl MIATPUMKH HAaBYaHHS, aaBOKAIlii Ta MPUUHATTS PIlICHb, IO
CTOCYIOThCS JIIKYBaHHS Ta HQJaHHS AOMOMOTH pu remo¢inii. Kpim Toro, BOHM NOBHHHI JOTTOMOTTH
BUSIBUTH MPOTAJIMHU B JOKA30BUX JIAHUX, HA OCHOBI SIKMX Oyiau c(opMylibOBaHI peKOMeHallli, 1
TaKUM YMHOM CKEpyBaTH MOAAJbIIl KIIHIYHI JOCHI/PKEHHS B LUX obOnacTsax. Sk 1 pawiiue,
SIIEKTPOHHA BEPCisl IIMX HACTAHOB J0CTyIHA Ha BeO-caiTi BOT (http://www.wth.org). L1i HacTaHOBH
OyIyTh OHOBIIOBATHCS, JOMOBHIOBATHUCA 1 MOAU(IKYBATHCS Y MIpy MOSIBU 3HAYHUX HOBUX JaHUX
a00 [oKa3iB, sKI OyAyTh CHPUYUHATA HEOOXINHICTh BiAMOBIAHMX 3MiH. lle 3a0e3meunts
AKTyaJIbHICTh 3MICTY IIMX HACTaHOB Ta BiOOpa)X€HHS B HUX MPOTPeCy, SKHH OUIKYEThCS Y
HaNOIMXK4l POKH, 0OCOOIMBO y Trajiy3i reHHoi Tepanii reMo@iiii, sika Oyze OUIbII AeTaJbHO ONUCcaHa
icJisl 3aKIHYeHHS KIIHIYHUX JOCIHI/DKEHb Ta peecTpallii JIIkapcbKUX 3ac00iB.
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Po3ain 1. llpuHumunm JikyBaHHS
Beryn

i npuHIMIM JTiKyBaHHS MarOTh HAa METi 3a0€3MeYnUTH B YChOMY CBITI BiIMOBIIHI KIiHIUHI
HACTaHOBHU, 3aCHOBAHI Ha Cy4YaCHUX HAYKOBHX JIOCSATHEHHAX 1 HalKpalluxX MpakTHKaxX A1arHOCTHKHU
Ta JIIKyBaHHA TeMO(ilii, sSIK BHU3HAYCHO KOMITETOM 3 pOOOTH HaJ HacTaHOBaMH BcecBiTHBOI
denepamnii remodimii (BOI'). Bonn BKIIOYaOTH OCHOBHI KOHIIEIIIIi, BUMOTH Ta MPIOPUTETH Y
3a0e3MeueHHi TOMOMOTH NP reMoQiiii Ta MEHEPKMEHTY yCIX acIeKTiB JIarHOCTUKY 1 JIIKYBaHHS
remMo(isii, 1110 pa3oM CTAaHOBUTH OCHOBY JUISI BIIPOBA/IXKEHHS Ta BJIOCKOHAJICHHS IIPOTpaM JIiIKyBaHHS
remoiii.

[IpuHIMIIA TPYHTYIOTHCSI HA OPUTIHAIBHKX MOJIOKEHHSX, BUKIageHuX BOI" ta BeecBiTHROIO
oprasizamiero oxoponu 310pos's (BOO3) y 1990 p.l, Ta OHOBIEHMX KepiBHMX NPUHIUIIB Ta
peKkoMeHallii, po3podienux crniibHo BOI', BOO3 ta MikHapoIHUM TOBapHUCTBOM 3 TPOMOO3y Ta
remocrasy (ISTH) y 2002 p.?

[IpUHLMIN TIOEAHYIOTh B COOi OCHOBHI KOMIIOHEHTH OCHOBHOI iHTEIPOBAHOI JIOIOMOIM® Ta
NEPBUHHOI MEIMYHOI JTOTIOMOTH, BKJIIOYAIOYHW: 33JJOBOJICHHS MOTPEO JIroseil y 310poB’i mpoTaroMm
BCHOT'O JKHUTTA 32 JIOMIOMOTOI0 KOMIUIEKCHUX MPO(UIAKTUYHHUX, JIKYBAIbHUX Ta peadimiTaniiHux
MOCIYT, @ TAKOX MaJiaTUBHOI JOMOMOTH; BHUPIIMIEHHS OIBII MMPOKUX MPoOIeM, 0 BU3HAYAIOThH
CTaH 3J0pOB’s, 3a JOMOMOIOI0 OaraToraiy3eBOi MOJITUKH Ta i, B SIKi 3aJlydeHl BIAMOBITHI
3aliKaBlIeHI CTOPOHHM, Ta SIKi JO3BOJISIFOTH MICHEBHUM TIpOMajiaM TOCWINTH TEPBUHHY MEIUYHY
JIOTIOMOTY; Ta PO3LIMPEHHS MOMJIMBOCTEH ISl KepyBaHHS CBOIM 370pOB'Sl JUIs JIOACH, POAUH Ta
rpoma®.

KpiM Toro, BOHU y3ro/I>KyOThCS 3 aKIIEHTOM Ha MOJEI JOMOMOTH IIPU XPOHIYHHUX CTaHaX, B
SKili OOIpYHTOBAaHO HEOOXIJHICTh MEPEeXOay BiJ HEBIIKIAJHOI, EMi30JMYHOI Ta PEaKTUBHOL
JOTIOMOTH 10 BEJEHHS 3aXBOPIOBAHHS — TOOTO, BCEOXOILTIOIOYOI JOMOMOTH, fKa BKIIIOUYAE
Ge3nepepBHi, MpodilakTHYHI, OPiCHTOBaHi HAa rPOMajy Ta iHTEerpoBaHi MigXOIH".

KpiM kepiBHUIITBA KITIHIYHOK MPAKTUKOIO, TPUHIIUIIN MEIUYHOI JOTIOMOTH TaKOX MOXYTh
CIIYT'yBaTH CIUJIbHOK OCHOBOIO /ISl IOPO3YMIHHSI MIJK MalllEHTCHKMMM OpraHi3alisiMu, MEAUYHUMU
npaliBHUKaMU, MEMYHUMHU aJIMIHICTpaLlisIMU Ta OpraHaMy, 1110 HAIpalboBYIOTh MOJITHKY B raiysi
oxoponu 3710poB’s. Lle, B cBOIO uepry, mae 3Mory BecTH (PaxoBy JUCKYCIIO Ta CIUIBHO PO3pOOIIATH
piIIEHHS 111010 PO3MOJUTY PeCcypCiB Ha MporpaMu 3 reMo(difii, a TAKOXkK BU3HAYATH MPIOPUTETH JUIS
JOCSATHEHHS HAWKpaIIuX MOKJIMBHUX CTAHAAPTIB B MEXax HAsIBHUX PECYPCIB.

[MpuHIMIIM MeTUYHOI OTOMOTH CIPSMOBaHI Ha iJeajbHE JiKyBaHHS TeModinii, 1100
3a0€3MeYUTH JOCTYI TMAIIEHTIB /0 HaJeXKHUX, CTIHKMX Ta SKICHUX MEIUYHUX TIOCIyr Ta
KOMIUIEKCHOI MEIMYHOI JIOTIOMOTH; OJHAK CIiJ TaKOX BHU3HATH, L0 MPIOPUTETH Ta MOMKIUBOCTI
KOHOI KpaiH! BU3HAYAIOTh IPAKTHYHUHN PIBEHb, IKHI € JTOCSKHUM Y Oy/Ib-SIKHH MOMEHT 4acy.

1.1 Hpunoun 1: Koopaunauisi Ha HanioHAJIBLHOMY PiBHI Ta HAJIaHHA MOCJYT 3 JiKyBaHHS
remoginii
CkoopanHOBaHa IporpaMa JA0NOMOTY Hpu reModifii, sika 3/11HCHIOETbCS Yepe3 BIAMNOBIAHY

YCTAHOBY Ta IHTETPOBaHA B iCHYIOUY CUCTEMY OXOPOHH 3/I0POB’sI, TIOKPAIILY€ PE3YIbTaTH JIIKYBaHHS

nrozieit 3 remodiniero?®8,

OnTtumanbHa gormomMora mpu remodumi B paMKax Takoi MPOrpaMyd BHMAarae HacTYIHUX

KITIOYOBHX KOMITOHEHTIB:

° KOMITJIEKCHE JIIKYBaHHA reMo(difii, ike HaJae MyIbTUANCIMILTIHApHA KOMaHaa (axiBIiB;

° HaIlloHabHa a00 perioHa’IbHa Mepexa HEeHTPiB JikyBaHHs remodimii (LIJIT);

° HalllOHAJIbHUN PEeCTp Malli€HTIB 3 reMOopiIi€ro;

° HaJIMHI Ta CTIiliKi mporecu JUIs 3aKyIiBil Ta PO3MOJALTY Oe3MeyHuX Ta e(EeKTUBHHUX JIKAPChKUX
3ac00iB, 30KpeMa KoHIeHTparTiB ¢akropiB koarysuii (KOK) kpoBi Ta iHImIMX mnpenapariB s
HiATPUMKH T€MOCTa3y, sIKi BUKOPUCTOBYIOTHCS IS JIIKYBAaHHs reMoQiii;

° piBHMIT TOCTYIT JI0 IIUX MOCITYT Ta TepareBTHYHHX TpenapaTis’; i



21

° BU3HAHHS COIIAJIbHO-EKOHOMIYHUX Ta KYJbTYPHHMX BIIMIHHOCTEH y MeXaX KOKHOI Tpomajw,
pErioHy 4u KpaiHu.

KommuiekcHe JiikyBaHHs remMogiii

HeoOxinmHO cTBOprOBaTH JIIKYBalIbHI IIEHTPH, SIKI 0a3ylOTbCs Ha MYJbTHIUCIUILTIHAPHIN
MOJIeNli KOMITJIEKCHOI JIOTIOMOTH, II00 JIoau 3 reMOo(iiero Manud JOCTYN 1O yCix HeoOXiIHUX
KJIHIYHUX (axiBIiB Ta 1a60pPaTOPHUX MOCTYT®,

Jus. Ilpuamun 7: «MynbTUIUCHUILTIHAPHA Jomomora mpu remodimii» Ta Posmin 2:
«KomrmekcHe aikyBaHHS TeMo(imii».

Mepe:xa neHTpiB JiKyBaHHS reMo@iii

Benenns narfieHTiB 3 TeMOQLTiEI0 HAMKpAIIUM YHHOM MOKHA 3a0€3MEYHUTH Y CIeiabHUX
JMIarHOCTUYHUX Ta JIKYBaJbHUX IIGHTPAaX 3 YITKO BU3HAYCHUMH IPOTOKOJIAMH JIIKYBaHHS,
CTaHJApPTaMU JOTIISY, 3aX0aMH JUIS 3a0e3IeueHHs SKOCTi Ta IIPOBEISHHIM ayInTiB?,

JlikapHsiM, 10 HAJAIOTh KIIHIYHY JOMOMOTY TMallieHTaM 3 remMo(iii€lo Ta CymyTHIMHU
MOPYIICHHSAMH TEeMOCTa3y, HAIOJETIIMBO PEKOMEHAYEThCS 3BEpPTATHCS 10 O(DIMIHHOTO OpraHy
MICIICBOTO CaMOBpSAYBaHHS 3 MHUTaHb OXOPOHH 370POB’S Ui OTPUMaHHS OQIIIHHOrO craTycy
nentpy nikysauas remodinii (LIJI) abo neHTpy KommnekcHoi gomomoru mpu remodinii (LIKJI)®?
(muB. Tabmuiro 1-1).

Taki HEHTPU MOXKYTh TAaKOXK HAJIaBaTH MEIWYHI IOCIYyTH TAIllieHTaM 3 I1HIIMMH, HE
CHaJIKOBUMH MOPYIICHHSIMHU T€MOCTa3y.

Komenmap poéouoi epynu: napasi 6 Ykpaini 6i0cymui yewmpu JniKy8aHus cemoqhinii.
Honomozea nayienmam 3 cemoinicio Ha0AeMbCs NIKAPAMU-2EMAMONO2AMU Y BIOOLIEHHIX/YeHMPAX
eemamonocii ma MynrbmuliCYyuniiHapHuMu Komanoamu ¢gaxisyie y dazamonpoqiieHux niKapHsx,
NPOQINbHUX HAYKOBUX YCMAHOBAX.

HauionaibHuii peectTp nauieHTin

KoxxHa kpaiHa IOBMHHAa MaTH HAI[lOHAIbHUI peecTp MalieHTIB 3 remodiiiero, 31
CTaHJapTH30BaHUM 300pOM JaHMX YyciMa LEHTpaMH TeMoQuIll Ta LEHTPali30BaHUM
aJIMIHICTPYBaHHSM  YIIOBHOBA)KCHOIO ~ HAIlIOHAIBHOIO YCTaHOBOI, abo Opatu ywacTb Yy
GaraToHalioHaTbHOMY 260 MikHapogHOMY peectpil® e,

BceecsiThiil peectp mopymens remoctazy (WBDR) B®I' nanae onnaitH-muiardopmy amns
mepexi LJII' mo BchoMmy cBITY [Uisi 300py YHI(IKOBaHMX Ta CTAaHJIAPTU30BAHUX MAAHUX IS
BIJICTEKEHHS JIIKYBaHHS Ta BEJEHHS TMAIll€HTIB, MOHITOPUHTY pPe3yJIbTaTUBHOCTI JIIKYBaHHS
TAIi€HTIB Ta KepiBHUITBA KIiHiuHOIO mpakTHKoi0'S, Pecctp WBDR Moye BUKOPHCTOBYBATHCS SK
peecTp namieHTiB s okpeMux abo ycix LI B Mexkax kpainu.

PeecTpu nanieHTiB BUKOPUCTOBYIOTHCS JUIsl 300py TOUHHMX JaHUX MPO JIFOJIEH 3 reModii€eto 3
TOYKM 30py iX JIIKYBaHHS Ta pPe3yJIbTaTUBHOCTI MEIUYHOI JOTMOMOTH, BKIIIOYAIOUU TSDKKICTh
3aXBOPIOBaHHS, METOIU JIIKYBaHHS, €11130/I1 KPOBOTEY, [10O1UHI1 SIBUIIIA, CTaH CYIJI001B, IHI101TOPHUIA
CTaTyc, CylmyTHI 3aXBOPIOBAHHS Ta SIKICTh KHUTTH.

JlaHi peecTpy 103BOJISIIOTH aHANI3yBaTH CTaHJAPTH MEIUYHOI JOMOMOTH Ta MOXYTh OyTH
BUKOPHUCTAaHI SIK IHCTPYMEHT ayJIuTy KIIHIYHUX Ta JjabopaTtopHux ciyxo0. Lle, B cBoro uepry, Moxe
CIPHUATH TIOKPAMIEHHIO AKOCTI JIIKyBaHHS Ta CIPOCTUTH MIaHYBaHHS Ta PO3MOiN pecypcis’.

PeecTpu maifieHTiB J0MOMaraloTh rMOIIe 3pO3yMiTH BIAMIHHOCTI Y JKyBaHHI reMo(ifii;
OTMCATH CXEMHU JOTJISAY, Y TOMY YHCII, IXHIO JOIUIBHICTh Ta pO30DKHOCTI Y Ha/JaHHI Ta SKOCTI
JIOTJISATY; BUSIBUTH YMHHMKH, 110 BIUIMBAIOTH HA MPOTHO3 Ta SIKICTh JKUTTS; Ta 3a0€3MEUUTH J0Ka3U
BUKOPHCTAHHS pecypcis.

HeoOxigHo 3a0e3neuuTH yci 3ax0qu Ul HAJIEXKHOro 30epekeHHS KoH(ineHHiiHOi Ta
TIepCOHANBHOI iH(pOpMalii Ta JOTPHMAaHHA NpaB JIOAMHHL BiMOBIZHO 10 HAIIOHATHEHOTO
3aKOHOJIABCTBA TA HAMKPAIINX eTUYHUX TTPAKTHK®.,

BaxxnmuBo 3abe3meunty Taki yMOBH, 1100 marfieHTd Ta/abo 6aTbku ab0 3aKOHHI OMiKyHH (Y
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BUMAJIKy HETMOBHOJITHIX) PO3YMLUIN MPU3HAYCHHS PEECTPY Ta YMOBU BUKOPHUCTAHHS JaHUX, SKi B
HbOMY 30€piraroThcs, a TAaKOX HaJaBalid MUChbMOBY 1H(GOPMOBaHY 3roay Ha 301p Ta OOMIH TaHUMH,
110 CTOCYIOTHCS JiKyBaHHs narienTal®td,
Jus. Po3nin 2: «KommiekcHe mikyBaHHs remodinii» ta Po3min 11: «Orminka pe3yiabTaTiB
TKYBaHHS».

Komenmap poéouoi epynu: napasi 6 Ykpaini iocymuiil NOBHOYIHHUL peccmp NAYIEHMIB 3
eemodpiniero. Beoymuvcs pecionapnui peecmpu.

HaunionanbHi 2060 perioHajibHi 3aKyniBJi npenaparis JJ4 JiKyBaHHs remModirii

[ocrifina noctynuicte K@K y gocTatHiii KIIBKOCTI CYTTEBO KOPENIOE 3 KpaIIUMHU
pe3yabTaTaMu JTiKyBaHHS y /el 3 reModiniero®®. 1106 mromu 3 remodiniero Manu HagiitHui JOCTyM
no Oesmeuynnx Ta edpextuBHEX K®K Ta iHmMKMX TreMOCTaTHYHUX TNpenapariB, KpaiHH TOBHUHHI
CTBOPUTH HaJIiHYy HAI[lOHAJbHY a00 perioHanabHy CHUCTEMY 3aKyIiBEJb Ta MOCTAYaHHS JIIKApPChKUX
3aco6iB s remodinii’.

JlikyBaHHs TeMOd 111 3aJI€KUTh BiJl )KUTTEBO BAXKIMBHX JIKAPCHKUX 3aC001B, K1 € BITHOCHO
JIOPOTUMU B TIOPIBHSIHHI 3 JIIKaMU IS IHIINX MEJIMYHUX CTaHIB.

CTBOpEHHs HalllOHAIBHOT TEHAEPHOI CHCTeMH, a00 CIiBIpals y 6araToHalioHaJIbHINA cucTeM1
3akymiBen’b K@OK 3martHa 3a0e3meuuTH MOXKIMBICTH BHOOPY ONTHUMAIBHHUX IpenapariB  3a
HaWKpaIom inoro!’.

[Iporiec mpuiHATTS pilIeHb MIOAO0 TAKUX TEHIEPIB 3a MIAPAIHUM OPraHOM (SK IMPAaBHIIO,
MiHiCTEepCcTBO OXOPOHU 3[0POB S UM 1HIIHMI OpraH 0XOPOHU 370POB’s1) IOBUHEH BKJIIOYATHU SIK A00Ope
00i3HaHUX KIHIIMCTIB 3 TeMOditii, Tak i npeacTaBHUKIB HanicHTiBY.

VY «Kepisnuymsi BOI w000 HayionanbHux menoepis 0Jis 3aKynieii Konyenmpamis haxmopis
Koazynayii» OMUCAaHO TEHJAEPHI CHUCTEMH Ta MPOILEIypH 3aKYIIBEJIb y BChOMY CBITI, 1 HaBEICHO
TIPUKJIAM CTBOPEHHS HALlIOHATLHOT CUCTEMH 3aKyIiBelb Ta MPOBeeHHs TeHaepint’.

Jlu. Po3nin 2: «KommekcHe nikyBaHHs reModinii» Ta Po3ain 5: «'eMoctatuyHi 3aco0m».

1.2 Mpunoun 2: Tocryn a0 6e3neunux K@K, iHmmx reMmocTaTHYHUX NpenapariB Ta MeTo/iB
JIKYBaHHSA

be3neuni ta egpexTuBHi KOK

JIrogu 3 remMoQ1Ii€r0 MOBUHHI MaTH JOCTYI 10 Oe3rneyHoro Ta €()eKTUBHOIO JIIKYBaHHS 3
ONTUMAJIHOIO €(PEKTUBHICTIO JUIs 3al00IraHHs KPOBOTEYAM Ta JIIKYBaHHS OyAb-KMX CHIOHTAaHHHUX,
NpOpUBHUX a00 TOCTTpaBMATWYHHX KpoBoTed. Jlns Oarathbox 1e mependavae JIKyBaHHS
cneuudivanmu KOK abo iHIIMMH reMOCTaTHYHUMH MpernapaTaMu.

JUis  niKyBaHHS KpOBOT€Y Ta MpO(UIaKTUKH Yy JIOJAeH 3 reMoQuli€ro MOXYTb
BUKOPUCTOBYBATHUCSA 1 BIpyC-iHAKTMBOBaHI Ia3MoBi, 1 pekomOiHanTHi K®K, a Ttakox iHmi
reMOCTAaTHYHi TIPemnaparH, KOJIH I JOpedHo-S.

[TpodinakTuka — 1€ cTaHAapT JIIKYBaHHS JJIS JIIOACH 3 TSHKKOIO reMOoQiuIi€ro, a TaKoX s
JeSIKUX JIF0JIeH 13 MOMipHOI0 reModiiero ado Jo/ei 3 IHIIUM BPOKEHUM MOPYIIEHHSIM TeéMOCTasy,
sSIKe OB’ s13aHE 13 TSHKKUM (PEHOTHUIIOM KPOBOTEHi Ta/abo BHCOKMM PH3MKOM CIIOHTaHHHX KPOBOTEY,
K1 3aTPOXKYIOTh )KHUTTIO.

TABJIALA 1-1. OyHK1ii HEHTPIB KOMITJIEKCHOT TOMOMOTH ITpU reModiii Ta IIeHTPiB JIKyBaHHS

remoinii®
LleHTp KOMILTIEKCHOI 10MIOMOT Y NPH Hentp aikyBanns remodidii (LJIT)
remogiaii (LK)
3abe3neuye 1110J000BE 0OCITYTOBYBaHHS 3abesmneuye 1I0A000BE BIAMOBITHE
JIOCBITYCHUM TEPCOHATIOM TE€MaTOJIOTTYHE MOKPUTTS
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Hanae mociyru 3 MEHe)KMEHTY 1HTI0ITOpiB Ta | 3A1MCHIOE MEHEIKMEHT 1HT10ITOpIB Ta

Teparii IMyHHOT TOJIEPaHTHOCTI Teparnito IMyHHOI TOJIEPAHTHOCTI Yy CITIBIpaIIi 3
LKAT

Hanae Gesneuni Ta epextuBHi KOK ta iHmIi Hanae Gesneuni Ta epexruBHi KOK Ta iHmmi

reMOCTaTHYHI IIpenapaTH reMOCTaTHYHI IpenapaTH

3abe3mneuye 3B’ 30K 3 TPOMAJIO0, BKIIOYAOUH | 3abe3nedye TOCTYI A0 HOCIyT

B1/IBIIyBaHHS IIIKOJIA Ta JIOMY MeJIceCTpH, (Pi3UIHOTO TEpareBTa,

COLIIbHUX IMPAalliBHUKIB Ta
AKyIIEPChKO-TIHEKOJIOTTYHHUX MOCITYT

Hanae nabopaTtopHi nocimyru 3 1ij1oJ000BOIO Hanae monepenHe reneTnuHe

JOCTYITHICTIO aHaIi31B KOHCYJIbTYBaHHSI 3 TIOJJAJTBIIIHM
HanpasieHHAM 1o LIK/II' 1 noBHOTO
OIS LY

3abe3neuye y JiKapHi JOCTYII A0 MOCITYT 3abesmneuye goctym 1o JgikyBanHs BIJI ta

MeJICEeCTpH, (PI3UYHOTO TEpareBTa, rernatuty C 3a nmormomoroto LIK/T, 3a

COIIAJIbHUX MPAIIBHUKIB, CTOMATOJIOTA, HEOOXI1HOCTI

aKyIIepChKO-TIHEKOJIOTTYHUX MOCTYT Ta
COIIAIbHO-TICUXOJIOTIYHOT I ITPUMKH
3abe3neuye nikyBanas BUI Ta renatuty C Hanae peryisipHi MOBTOPHI OTJIsIIN Ta
JIOMANTHE JiKyBaHHs y criBnpari 3 KA
3a0e3mneuye AOCTYI A0 reHeTuyHoi 1aboparopii | Hamae npodinaktuxy y cmiBmparti 3 KT
Ta TCHETUIHOT'O KOHCYJIbTYBAHHS

3a0e3MneynTH JOMAIHE JIIKYBaHHS Bene naniiiai 3amucu
Bene HaniliHy TOKyMEHTaIi10 [TpoxoauTh MEAUYHE HABYAHHS
[TpoxoauTs MeIUYHE HABYAHHS Cuisnparrioe 3 inmmmu LJIT y gocmimxeHHsax

Ta OOMIHIOETBCS KpallliMH1 IPAKTUKaAMU

[Himiroe Ta 6epe yJacThb y TOCHIIPKEHHSIX
Ckopouennsi: KOK — konnenTpat ¢aktopa 3ropranss kposi; IIKJ[[' — HeHTp KOMIUIEKCHOT TOTIOMOTH ITPH
remoinii; BIJI — Bipyc imyHoxediunty moanuu; LIJII — nenTp nikyBanHs reModitii.

Enizoguuna 3amicHa Tepanis 3 BukopuctaHHsiM KOK nHe moxe posrisnatucs, sk BapiaHT
JIOBFOCTPOKOBOT'O JIIKYBaHHS TeMo(]isiii, OCKUIBKM 1€ HEe 3MIHIOE MPUPOJHY ICTOPIIO CIIOHTAHHUX
KPOBOTEU Ta MOB'S3aHMX 3 HUMH yCKIaHEeHb 819,

B xoHTEKCTI cuCTeMU OXOPOHHM 370POB’sI B KOXKHIM KpaiHi CIiJ| NPUHHATH 10 yBard BUJaHe
BOI" «Kepisnuymeo 3 oyinku konyeHmpamis pakmopie 320pmantsy», Ta BKIOUYATHA HOTO Y TEHIEPH1
TIPOLIECH ISl 3aKYMiBII Tpenapatip 1y1s reMogiii®,

B «Omnnatin-peecmpi konyenmpamis ¢pakmopis koaeynayii» BOI” nepeniueHo BCi HasBHI Ha
JaHUl MOMEHT M1a3MoBi Ta pekoMOiHaHTHI KOK Ta netanbHuii onuc mux HpenapaTiBZO.

Jus. Po3nin 5: «['emoctatuuni 3aco0m» 1 Po3ain 6: «IIpodinaktuka npu remodimiin.

Hogi meToam ikyBaHHS Ta MOTEeHIiliHE OBHE BUJIIKOBYBAHHS

HoBi mMeronu nikyBaHHS, 110 PO3pOOISIOTHCS 3 BUKOPUCTAHHSAM aJbTEPHATUBHUX METOJIIB
BBEJICHHS (HANpUKIIAJ, MiAMIKIpHA 1H €KLIisg) Ta HOBUX MIIIEHEH B CHCTEMI reMocTaszy, MOXYTh
NOJ0JIaTH HassBHI OOMEXEHHS y BHUKOPHUCTaHHI cTaHgapTHOi 3amicHoi Tepamii KPK (ToOGTO
HEOOX1/IHICTh BHYTPIIIHLOBEHHOT'O BBEJIEHHS, KOPOTKUII 1epio/1 HAlliBBUBEIECHHS, PU3UK YTBOPEHHS
iHri0iTOpiB). Lli HOBI MeToM Teparii MPONOHYIOTh MOMITHO BIOCKOHaJeH1 (hapmakokineTnuHi (PK)
npodifi 3 Ay)Ke HU3bKUM «TArapeM» 1010 YaCTOTH BBEACHHS (HAIIPUKJIa/l, BBEIEHHS pa3 Ha MICSIb).
ToMy BOHM MOXYTh JIOTIOMOITH 3MEHIIUTH «TSArap XBOPOOW», 3yMOBIIEHHI HEOOXIIHICTIO
JIKyBaHHS, Ta MOKPALIUTH JOTPUMAHHS PEXUMY JIKyBaHHS mamieHToMm. Lli MeTonu nikyBaHHS
obroBoprotoThes y Pozain 5: «I'emocraTtnyni 3acobmy», Po3maini 6: «IIpodinaktuka mpu remodimii» Ta
Pozpini 8: «HriGiTopH 10 (haKTOPiB KOATYISIIT».
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Po3pobka rennoi Tepamii remo(inii cyTTEBO MpOCYHYJAcs, 1 peecTpallisi MUX Ipenaparis,
HMOBIpHO, BIIOYIEThCSA BXXE HAWOMMKYMM 4acoM. Ha ChOrOJHINIHIA J€Hb Y KUIBKOX KIIIHIYHUX
JOCIIJDKCHHSAX y TAIi€HTIB, 10 MalTh reModisiito TUMmiB A 1 B mponeMoHCTpOBaHO YCHINIHICTb
IIHOTO MiX0y i cipuATANBHii Tpodins Ge3mexn’l??,

I'enna Teparist TOBUHHA TaTH MOXKIIUBICTD IESKUM JIFOJIIM 3 TeMO(DITI€I0 IParuyTH 1 J0CATaTH
Ha0arato Kpamiydx pe3yJbTaTiB JIIKYBaHHS Ta SKOCTI JKUTTSA, HDK Ti, SIKHX MOXXHa JOCATTH 3a
JIOTIOMOTOI0 HAsBHUX HA CHOTOJAHI METOAIB JiKyBaHHS remodimii. Lle morpeOyBatume OLIHKH
IIUISIXOM TPHBAJIOTO CIIOCTEPESKEHHS B PaMKax KITHIYHUX JOCTIPKEHb Ta PEECTPIB MAII€HTIB.

BpaxoByroun mocTiiiHi JOCSATHEHHS, 10 TPAaHCPOPMYIOTh JaHAmAa(T JiKyBaHHS reModiii,
Ba)XJIUBO CTBOPUTH CHCTEMH TTOCTIHHOTO MOHITOPHHTY PO3BUTKY iIHHOBAIIMHUX Ta TCHHUX METOJIIB
JTiKyBaHHS TeMo(inmii Ta sSKOMOra MIBHIIIE 3pOOUTH iX 3arajJbHOJOCTYIMHUMH, MICJIA IXHBOTO
CXBaJICHHS PETYJISITOPHUMH OpraHaMu.

JuB. Posnin 5: «['emocraTuysi 3acodomuy», Po3nin 6: «IIpodinakruka mpu remodiniin, i Po3min
8: «luribitopu 10 GakTOpiB KOATYIISIIII».

1.3 | Hpuxoun 3: JIabopaTopHi MOCJIYrd Ta reHeTHYHA AiarHOCTHKA reModiii

JlaGopaTopHa qiarHOCTHKA i aHAJII3H

JliarHoCTHKa Ta JIIKYBaHHS reMoQiii BUMaraoTh JOCTYIY 0 JTaOOpaTOPHHUX 3aKIajiB, SKi
MalOTh BIAMOBIHI PECYpPCH Ta BiAMOBIAHUI €KCHEPTHUN PIBEHb JJII TOYHOTO BU3HAUEHHS PIBHIB
(dakTopiB KOATYJIAIIT Ta MPOBEJACHHS IHITNX KOATYJISIIIHHIX TECTIB.

CKpuHIHT Ta aHali3W Ha 1HTIOITOpH, SIKI B JaHUN 4Yac € HAWCEpUO3HIIINM YCKJIaJIHEHHSIM
reModinii, € KUTTEBO BAKIUBUM IS Oy/1b-5KOT KOMIUIEKCHOI ITPOrpamMH JTiKyBaHHS reMo(iii, aKa €
OCHOBOIO MEJIMYHOTO JIIKYBaHHS Ta eJliMiHaIli iHFi6iT0piB23. Opnak, OLTBIIICT LEHTPIB Y BCHOMY
CBITI HE MalOTh MOXJIMBOCTEH BUKOHYBATH aHAII3U HA IHT10ITOPH.

VY GaraThox KpaiHax 3 OOMEXEHHMHU pecypcaMu LIEHTPU Ta JIKapHi HE MalOTh BIJMOBITHUX
TEXHOJIOTIN Ta MOXJIMBOCTEW s JlarHOCTHKU remodinii. Tomy po3BUTOK ab0 BIOCKOHAJIEHHS
ICHYIOUMX J1abopaTopiif TakMM YMHOM, HI00 BOHM MOIJM NPOBOJUTH aHAMI3M KOAryssmii 3
rapaHTOBAHOIO AKICTIO, € BAXKIIMBUM TPIOPUTETOM Y IIUX KpaiHax®.

JIaGoparopii koarynsuii MOBMHHI MaTH J00pe HaBYeHHI J1abopaTOpHUM NepcoHan Ta
BIJIOBIAHI PECYPCH, BKJIIOUAIOUN HEOOX1/IHI PEaKTUBH, sIKI TOBUHHI OyTH y HassBHOCTI.

B ineani naGopatopisi reMocTa3y MOBUHHA MaTH MOKJIUBICTh HAJABaTH 11J101000B1 MOCIYTH
3 JIOCJIIJKEHHSI KOaryJaorpaMy Ta aHalli3iB Ha (JakTopH, 1 MaTH MOXKJIMBICTh ONIEPATUBHO MPOBOJUTH
aHasi3y Ha iHriGiTopu®.

BaxxnuBo maTtu Xopoliuii 3B's130K M J1a00paTOpi€r0 Ta KITHIYHOIO KJIMaH/I010, SIKa 3aMOBJIsIE
aHaizy, mo0 3a0e3NeuynuTH CBOE€YACHE BUKOHAHHS aHAI3IB, HAJEKHY OIIHKY Ta pPO3yMIHHS
OTPHMAHMX pe3ynabTaTi’,

VYci nabopatopii remocTazy MOBHHHI MaTH MpOrpamMu 3a0e3MeueHHs SIKOCTI Ta MiAsraTta
30BHINIHINA OI[IHII SKOCTI.

JluB. Po3nin 3: «JIaGopaTopHa AiarHOCTHKA 1 MOHITOPUHI» — «3a0e3MeYeHHs TKOCTI».

I'eneTnuyHa giarHocTKa reMogimii

l'enernyna pniarHoctuka remodunii BaxiuBa JUIsi BU3Ha4YeHHS Oiosiorii  XBOpoOH,
BCTAHOBJICHHS JIIarHO3y y BAXKMX BUIIAJKaX, MPOTHO3YBAaHHS PHU3UKY PO3BUTKY IHTiIOITOpIB Ta
MIPOBE/ICHHS TPEHATAJbHOI JJIarHOCTUKH, SKIIO I1e¢ HeoOximHo. Tam, A€ e MOMJIMBO, CIiJT
TIPONOHYBATH aHali3 TeHOTHITy yciM mamieHtam 3 remodimiero® (nus. Posmin 2: «Kommnekche
JikyBaHHs reModimii» Ta Po3min 3: «JlabopaTtopHa JiarHOCTHKA i MOHITOPHHTY).

I'eHeTnuHe TeCTyBaHHS HE 3aBXKAM J03BOJISIE BUSBUTH BapiaHT MyTallii, sKa 3yMOBIOE
neBHui geHorturn. [1i1 yac reHeTUYHOTro KOHCYJIbTYBAHHS JIFOJIMHU 3 TeMO(iTi€l0, HapaBJIeHO] Ha
TeHETUYHE TECTYBaHHS, HEOOX1THO 3aBXKIM MiKPECTIOBATH TaAKy MOMIIUBICTb.

MOoXJIMBICTE OOTOBOPEHHSI Ppe3yJbTaTiB TEHETUYHOTO aHajidy MK KIIHIYHUMHA Ta
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naboparopHuMHU (HaxiBISIMU € BOXKJIUBUM aCIIEKTOM CITYKOHM F€HETHYHOT IIarHOCTUKH.

JIoCSITHEHHSI MOJICKYJISIPHO-TEHETUYHUX TEXHOJIOTIH 3apa3 CTal0Th PYTMHHUMH MPAKTUKAMHU
y Oaratbox 1aboparopisx reHeTHYHO1 fiarHocTuku. [loBHul ckpuniHr reHa F8 abo F9 mpoBoauThest
3a IOOMOTror0 TosiiMepaszHoi Janmorosoi peakiii (ITJIP) Ta cexkBenyBanns Canrepa, abo METO/IIB
CEKBEHYBAHHS HACTYITHOTO TTOKOJIHHA?> 2%,

BukopucTtanHs IUX METO/IIB €BOJIIOIIIOHYE Ta TOIMUPIOETHCS HAa MDKHApOJHOMY piBHI. [Tiaxin
Ta BUKOPUCTAHHS KOHKPETHOT METOJIMKH 3aJIe)KATh BiJl HASBHOI TEXHIYHOT EKCIIEPTHU3H Ta PECYPCIB.
['eHeTHYHE KOHCYJIbTYBaHHS IIOBUHHO BKJIFOUATH BCEOIYHE OOTOBOPEHHS MOXKIIUBOCTI BHITaJIKOBHX
3HaXiI0K y reHax, BinMiHHUX Bin F8 abo F9, 3amexHO Bix MeTOMiB, SIKi BUKOPUCTOBYIOTHCS IS
IarHOCTHKH.

JuB. Po3nin 2: «KomruiekcHe mikyBanHs reModinii», Po3ain 3: «JlabopaTopHa miarHocTHKA 1

MOHITOpHHTY», Po3nin 4: «['eHeTnyna miarHoctukay, Po3min 8: «IHriGitopu no dakropis

Koarysiii», Ta Po3ain 9: «Crierudivai TUTaHHS MEHEPKMEHTY reMo(imii».

1.4 llpunuun 4: HaByanHs i TpeHiHTH 3 JIiKyBaHHS reMogiii

3anyyeHHsI MeIMYHUX (axiBuiB

Ockinpku TeMoQinis € PIIAKICHUM MOpPYIIEHHSM TIeMOCTa3y, MpU SKOMY JOCTYIHICTh
CIeIiali30BaHOT JOMOMOTHY € HAHBAXJIUBIIINM (HaKTOPOM, KU BU3HAUYAE TATAP XBOPOOU L, Habip Ta
MiArOoTOBKAa MenuyHuX (axiBIiB 3 JIKyBaHHS reModumii € HaA3BUYAWHO BAXKIUBUMHU IS
3arpoBaPKEHHS, MIATPUMKH Ta BIOCKOHAJICHHS CTaHIAPTIB MEIUYHOI JOTIOMOTH, SIKi JO3BOJSIOTH
3MCHIIIMTH 3aXBOPIOBAHICTh Ta CMEPTHICTD JIFOJIEH 3 TeMo(diITi€ero, SIK B 100pe 3a0e3neueHnX KpaiHax,
TakK i B KpaiHax 3 00MEXEHUMH pecypcamH.

3aiydeHHs JIIKapiB 3arajbHOIl NMPaKTHKH, '€MaTOJOrB Ta HAYKOBIIB y rajiys3i TpoM0Oo3y 1
reMocrazy y cdepy remodinii Mae BaKIMBE 3HAUCHHS JUIsl 3a0€3MEUYCHHS CTIMKOI Ta SIKICHOL
MEIMYHOT TOTIOMOT'H, SIK 1 3aJTy4eHHs JJabOpaHTiB, MezicecTep, (PI3MUHUX TeparneBTiB, eproTepaneBTiB
Ta IHIIMX (axiBIiB 3 ONOPHO-PYXOBOI0 anapary (HalpHuKiIal, XipypriB-opToIe/iB, peBMATOJIOTIB Ta
¢bi3iaTpiB, CTOMATOJIOTIB Ta COLIAJBHO-TICUXOJIOTTYHUX KOHCYJBTaHTIB. BCl BOHU € HEBil €MHOIO
YaCTUHOIO MYJIbTHUIMCUUIUTIHAPHOTO KOMIUIEKCHOI'O JIIKyBaHHS reMo(iii 1 BUMararmTh MOCTIHHOL
npodeciiiHOT OCBITH Ta PO3BUTKY JJISl MPAKTUKHU B LiH ramy3i.

BaxxnuBuM € TakoX HaBYaHHS 00 cHenudiku remModunii aas CyMDKHUX (axiBIIB,
HEOOXIJTHUX JJIsl BHUPIIIEHHS KOHKPETHUX JIKYBAJbHUX MHTaHb Ta NpoOJeM 31 310pOB’AM, SKi
MOXXYTh BUHUKATH Y ICIKUX TAI[IEHTIB.

MoJIMBOCTI CHIBIIpalli 3 aBTOPUTETHUMH HACTaBHUKAMH Ta OTPUMAaHHS CTUIIEHAINH/TpaHTIB
€ BaXJIMBUMHM Ta €EKTUBHUMU 3ac00aMM 3aTydeHHs Ta YTPUMAHHS HOBUX MEIUYHUX MPaLlIBHUKIB
y raiy3i remoimii.

KoopaunoBanumii miixiag 10 po3BUTKY KJIIHIYHOI €KCIIEPTH3U B raiysi remModinii (30kpema,
OporpaMM TOCTIHOTO HaBYaHHS, TPEHIHTM Ta CTHUIEHIIl), SKUH 3acHOBaHMH Ha MiCILIEBHUX,
perioHaqbHUX Ta/abo HaIliOHAIBHUX MOTPeOax Ta MpiOpHTETaxX, MOXE 3a0€3MMEYUTH OCHOBY IS
HiATPUMKH Ta BJIOCKOHAJIEHHS CTaHAAPTIB MEIMYHOI JOIOMOTH.

CriBnpansgs MK IeHTpamMu remodinii B kpaiHax 3 OOMEXEHUMH pecypcamMH Ta B J00pe
3a0e3neueHnx KpaiHax Ta MiATPUMKa BU3HAHUX €KCHEPTHUX OpraHiB € e()eKTUBHUMHU HAIPSIMKaMU
JUIS BIOCKOHAJIEHHS 3HAaHb, JOCBIy Ta CTAHAAPTIB JiKyBaHHS TeModimiit.

BO®OI' nmpamtoe y 6ararbox KpaiHax MO BCbOMY CBITY 1 CHpHUSi€ PO3BHTKY Ta 3POCTAHHIO
MICIIEBOTO, PETIOHATHHOTO Ta HAIlIOHAJIBHOTO MOTEHIliaTy B Tally3i JIAOOpAaTOPHOi AIarHOCTUKH Ta
JiKyBaHHS remMoQuTi dYepe3 NporpaMM MIKHApOJHOTO TAapTHEPCTBA (MEIWYHHUX «TBIHIHTIBY),
IPOrpaMy T'yMaHiTapHOi JOHOMOIMS! Ta MyIBTHAMCIMILIIHAPHI HABYAJIBHI Ta MPAKTUYHI ceMiHapH
JUIST MEUIHUX npauiBHHKiB32.

Jus. Ilpuammn 7: «MynpTHAMCHUIUTIHApHA AomoMora mpu remodimii» Ta Posmin 2:

«KommiekcHe nikyBaHHS TeMOQiTii».

1.5 llpunuun 5: Kiainiko-enigeMiooriuHi xocaizkeHHs
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3acHOBaHI Ha JOKa3ax JOCITIUKEHHs reModinii € Haa3BUYallHO BaXUIMBUMH, ajie IXHIN
PO3BHUTOK 3HAYHO YCKJIATHEHUH Yepe3 MaJIUid 00’ €M MOIYJISIIii MaIll€HTIB.

OcCKinbKH OUTBIIICTh ACHEKTIB KIIHIYHOTO BeACHHS reMoQimii € eMmpHYHuMH Ta iM He
BHCTAvae JI0Ka31iB BUCOKOTO PiBHS, JUIsl OTPUMaHHS HEOOX1JHUX JOKA30BHX JIAHMX 1 OLIIHKK Cy4acHOT
NPaKTHKK HEOOXiHi 106pe CIIaHOBaHi MOAANBII JOCHiKeHHAS, BUKOPHCTaHHS CITiTBbHOT 6a30B0i
cXeMHu, Takoi sk MikHapoaHa kinacudikaiis GyHKIIOHYBaHHS, 1HBAJIITHOCTI Ta OXOPOHHU 3JI0POB’s
(MK®) BOO3, 3a6e3neuye moeTHaHHS JUCIHILTIH B paMKaX OJIHIET MOJIEITI.

BpaxoByroun BiMiHHOCTI B TpiopuTeTax KJIIHIYHOI MPAKTHUKUA y CBITi, BAXJIMBO CIPHUSATH
JIOKAJIbHUM KJIIHIYHUM JOCIIKEHHSIM.

CranmapTuzaiisi OIIHKH pe3y/lbTaTiB JIIKyBaHHSA 3a0e3rnedye MOMIIMBICTh aJeKBAaTHOTO
MOPIBHSIHHS M13K JOCITI DKEHHAMISS.

[IpiopuTeTHIMH HampsSMaMy KITIHIYHUX JIOCITIDKEHb 3 TemModinii € onmTtumizaiis 3aMicHOT
Teparnii (akTopamMu 3ropTaHHs; OUTHII TTUOOKE PO3YMIHHS MPUYMH BHUHUKHEHHS iHTIOITOpIB Ta
3arno6iraHHs iXHbOMY YTBOPEHHIO; Ta 30ip KIIHIYHUX JaHUX 11010 ICHYIOUHX METOJIB JIKyBaHHS Ta
KJIHIYHOT IPAaKTUKX PH reModiii, HAaWHOBIIINX METOIB JTiKyBaHH:, TakuX sk KDK 3 mogosxennM
NepioJoM HammiBBUBEACHHS 1 HEPAKTOPHI reMOCTaTUYHI IpernapaTy, Ta B MaHOyTHbOMY — METO/IiB
TeHHOI Tepartii.

Peectpu narieHTiB Ta HalllOHAJIbHA Ta MI>KHAPOJIHA CITIBITpAIld MK IIECHTpaMHU Ta KpaiHaAMH €
e(eKTUBHIM CIIOCOOOM 00 ’€IHAHHS MaHWX Ui JOCSATHEHHS HEOOXITHOTO 00csTy BHOIPKH st
MIPOBEICHHS KJIIHIYHUX JIOCII/DKEHb TaKUX PIIKICHUX CTaHIB, IK TeMOQiTis.

BcecitHiii peectp nmopymieHs remoctasy BOI™ 1o3Bosisie JOCTITHUKAM BUPIITYBAaTH BaXJIUBI
NUTaHHS MIOJ0 JIIKYBaHHS TAIll€HTIB, TMOPIBHIOBATH SIKICTh JOMOMOTHM B pI3HUX KpaiHax Ta
BUKOPHCTOBYBATH JIaHi, 3aCHOBAHI Ha JJ0Ka3ax, Ui aABOKaIlil moTped 3 MOKpAIECHHS JTOTIOMOTH IIPH
remoimiite,

JuB. Po3ain 5: «"'emocrarnuHi 3acoou», Po3min 6: «IIpodinmakruka mpu remodimiin, Po3min

8: «IHribiTopu 10 pakTopiB Koaryssmiin, i Po3ain 11: «O1niHka pe3ynpTarTiB JiKyBaHH».

1.6 MIpunoun 6: ExcTpena Ta HeBiAKJIaIHA 10MOMOra Npu KPoBOTEYax

Y KpPUTHYHUX CHTYyaIlisiX IOad 3 reModilielo MoTpeOdyroTh HErailHOro JIOCTymy 0
JTKapChbKUX 3aco0IB Ta HEBIJIKJIAIHOTO JIKYBAaHHSA, a TAaKOX JO CHEIla]i30BaHOi JOMOMOTH Yy
BIIUIEHHAX HEBIAKIAAHOI JOMOMOTH J'IiKapeHBG. BincyTHicTh 1OCBiy Ta 3HaHb MIOJO JIKYBaHHS
remMo(iii cepea MEAMYHUX MPalliBHUKIB, OCOOIUBO Y BIJUIIEHHSAX HEBIJIKIAJAHOI IOIOMOTH, MOXKeE
TIPU3BECTH JI0 CEPHO3HUX YCKIIAIHEHb, TT0B’A3aHUX 3 JTiKyBaHHAMS,

ToMmy nyxe BaXJIMBO CTBOPIOBATH CHUCTEMH, SIKI ILJIOJA000BO JOCTYIMHI ISl JIIKYBaHHS
rOCTPUX YCKJIaAHEHb TeMO(iii, 0 CTAHOBIATH 3arPO3y KUTTIO 00 (PYHKIIAM KiHIIIBOKS,

JIikyBaJIbHI LIEHTPU IOBUHHI PO3POOMTH IPOTOKOJIM HAJaHHS HEBIJKIAJHOI JONOMOIH
JTOASM 3 TeMOQili€lo, BKIIOYAIOUU MAIIEHTIB 3 1HTIOITOpaMu, y SIKUX HEOOXiIHO mependauuTH
CTaHJAPTH JIKYBaHHS CEPHO3HUX TOCTPHUX YCKIIATHEHb, TAKUX SIK BHYTPIITHOYEPEITHI KPOBOBUIIMBH
(BUK) Ta inmi ocHOBHi BHYTpilHi KpoBOBMIMBU Ta TpaBMu® (nuB. ITpunmun 9: «MeHemIKMEHT
NAIi€HTIB 3 iHribiTOpaMm».)

JIroaeit 3 reModiTi€r0 HE CITiJ] TPUMATH B OYIKYBaHHI Y BIIIUICHHSIX HEBIIKJIATHOT JOTTIOMOTH,
iX cmig oOcTexKyBaTH HETalHO, HABITh Yy BHITAIKy MEHII CEPHO3HUX YCKIIAJHEHb, CHMITOMH SIKUX
MO3KYTb HOTipITyBaTUCS M7 yac odikyBaHHs. OG0B’ I3KOBUM € ONepaTHUBHE 3iHCHEHHs BTPYYaHb.

[lepBunHni mikapi Ta cniBpoOiTHUKK LJII' moBuHHI OyTH TOTOBMMM HETallHO pearyBaTH Ha
HA/I3BUYAIHI CUTYaIli] Ta HaJaBaTH KOHCYIbTAIIIl Ta ClelializoBaHy MiATPUMKY O0e3 3anI/IM0K6.

BukopucranHs HamioHaIpHUX 0a3 JaHUX B pekuMi oH-naitH (abo peectpy WBDR) mitst 360py
JAHMUX IIOJI0 JIIKYBaHHS Ta JIeTallli MEJMYHOTO CTaHy MAalli€HTIB 03BOJISE MOKPAIIUTH HEBIAKIAAHY
JIOTIOMOTY Ta JOBFOCTPOKOBE BEACHHS MAlll€HTIB 3 TeMOQilTi€l0, a BUKOPUCTaHHS LHU(PPOBUX
MOOUTBHUX TPHUCTPOIB J03BOJIE TALlIEHTAM PEECTPYBATH CBOi KPOBOTEUl Ta MeEperaBaTd I[t0
inpopmartiro 1o coro IJI" B peskumi peanbHOro yacy®.

Jus. Ipuamun 7: «MynbTUIUCHUILTIHAPHA Jomomora mpu remodimiin Ta Posmin 2:
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«KommuiekcHe JikyBaHHs reMoQiTii.

1.7 Hpuanun 7: MyabTHAMCHHUILIIHAPHA J0IIOMOTa NP reMogiii
OnTuManbHUNM JOTJISA] 3@ TaIlieHTaMu 3 TeMOQiTi€r0, 0COOJIMBO 3a TUMH, XTO MA€ TIKKY
dbopMy MOpPYIICHHS T'eMOCTa3y, BHMAarae JIIKYBaHHS Ta KOMIUIEKCHOI MEIWYHOI JOIOMOTH, SKa
HAJAETHCS MYJIbTHAUCIMIUIIHAPHOK KOMaHI00 (PaxiBIliB.
[IpioputeTH B JIiKyBaHHI Ta JOTJIAI J1s1 3a0€3MeUeHHS HAMKpaIIKUX pe3yabTaTiB AJIs 3J0POB’ S
Ta SKOCTI1 KUTTS JIFOJIeH 3 TeMOQTieI0 BKJTF0OUar0TEYS:
° 3aro0iraHHsg KPOBOTEYaM Ta IMOIIKOKEHHIO CYTI00iB;
° OIepaTUBHE JIIKYBaHHs €MI30/iB KPOBOTEY, BKIIOYAIOYM TOJAIbITy (I3WYHy Tepamito Ta
peabiiTario;
° BIZIOBIIHY HEBIAKJIQJHY JOTIOMOTY;
° HAJICXKHI 3aX0/1 3 YIPABIIHHSI 00JIeM;
° IIKyBaHHS OTIOPHO-PYXOBOTO arnapaTy Ta ybBOPEHHsI 1HT101TOPIB;
° JIKyBaHHS CYIyTHIX 3aXBOPIOBaHb;
° peryJspHa ColiaJbHO-TICUXOJIOTIYHA OI[IHKA Ta MiITPUMKA, B pa3i HEOOX1AHOCTI; 1
° [IOCTIHHE HABYaHHS JIOJEH, SIKI JKUBYTh 3 TreMoQuIi€l0 Ta iX POJWH, MIOAO JIIKYBaHHS Ta
CaMOCTIHHOTO HaJIaHHS JOMOMOTH.

CamocrTiiiHe HaJaHHS JONOMOTH Ta PO3IIMPEHHS MOKJIMBOCTEN MalieHTa

CamocTiliHe HaJaHHS JIOIIOMOIH, TOOTO 3JaTHICTh IMAI[IE€HTIB 3JIHCHIOBATH IOJEHHE
YIIPaBIiHHA CTAHOM CBOTO 3J0pOB’Sl Ta JIKyBaHHAM®, € HAJ3BMYAHO BAKIMBUM UYMHHUKOM Y
cucreMi BegeHHs reModinii. JIroau 3 reModisiero MOBUHHI KOMIIETEHTHO KOHTPOJIIOBATH CHMITTOMHU
KpoBOTeY, 100 30€epertu CBO€ 370POB's, MUTICHICTh CYIJI00iB Ta (YHKIIOHAIBHY HE3aICKHICTh .
CamocrTiiiHe KepyBaHHS CTaHOM 3J0pOB’S JO03BOJSE€ iM MIHIMI3yBaTH KOPOTKOCTPOKOBI Ta
JIOBFOCTPOKOBI HACIIIJIKM 3aXBOPIOBAHHSA Ta MOKE 3a0€3MeUUTH BiAUYTTSI HOPMAIBHOTO CTaHy pedei
Ta KOHTPOIIO™>.

OCHOBHUMH KOMIIOHEHTAMHU CaMOJIOIIOMOTH NPpH reMoQitii €
° po3Mi3HaBaHHS KPOBOTEY,

° BeJIeHHs 00JIIKy KPOBOTEY Ta IXHbOT'O JIIKYBAHHS;

o camocrTiiiHe BBesieHHs: KDK abo 1HIIMX reMocTaTHYHUX Mpenaparis;

° CAMOCTIHMI KOHTpOJIb 370pOB’s (30KpeMa, XapuyyBaHHS Ta (i3W4HI BIpaBH) 1 KepyBaHHS
JIKYBaIbHUMM 3axoJaMH (30KpeMa, BeJIeHHS OOJiKy, JOTPUMAaHHS MpoLenyp JIKyBaHHS,
PO3paxyHOK aJeKBaTHOI /103U TIpenapary, HajekHe 30epiraHHs, pO3BEJIEHHS Ta BBEJCHHS
IpenapaTiB AJisl JTIKyBaHHS);

° yIpaBIiHHA O0JeM,;

° YIpaBIiHHS PU3UKAMU; 1

° y4acThb y 3BITYBaHHI PO pe3y/IbTaTH JIKYBaHHS Ta BEJJCHHS JOKYMEHTAIlil.

AnBokarniiiHa poOoTa NaIllEHTCHKUX OpraHizauii 3irpaiga BaXKJIUBY pOJIb Y PO3BUTKY
JIOTIOMOTH TIpH reMo¢inii y BcboMy cBiTi. Tomy ciiJl 3a0X0odyBaTu Ta MiATPUMYBATH Malli€HTCHKI
opraHizarii JJisi BUCBITJIICHHS THUX aCIEKTiB MEIUYHOTO JOTJISAY, SIKI II[€ HE OXOIUICHI CHCTEMOIO
OXOpOHH 3/I0pOB'sl, BKJIIOUAIOYM AKIIEHT Ha PO3LIMPEHHI MOXJIMBOCTEH MAI[iEHTIB Ta CIIBIpaLs 3
IHIIMMHU YCTaHOBAMH TSI TIOJITIIIEHHST TOTTOMOTH.

Jus. Pozmin 2: «KommiekcHe mikyBaHHs remodinii», Po3nin 7: «JlikyBanHsa cnenudiuHux

KpOBOBWIIMBIBY, Po3min 8: «IHribiTopu no dakropiB koarymsmii», Pozmin 9: «Crermdiuni

NMUTaHHA MeHeKMEHTy remo¢inii» Ta Po3min 10: «YckinagHeHHS ONOPHO-PYXOBOIO

amapary».

35

Ilepexia Bix HaTaHHS MeIMYHOI IOMIOMOTH JITSM /10 JIIKYBaHHS 10POCINX
[Tepexin Big HaJaHHS MEAWYHOI JOTOMOTH JITSAM A0 JIKYBaHHS JOPOCIHX, MiJ 4ac sIKOT
MIUTITKA Ta MOJIOJI JIOJU 3 TeMOQUIIEI0 MOCTYNMOBO MPUHMAIOTh BIIMOBIJAIBHICTH 3a BIIACHE

3/I0pOB's Ta JIIKYBaHHS, MOK€ HECTH ME€BHI BUKJIMKH VISl MAIII€HTIB Ta IXHIX pOI[I/IHSG.
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JloTpuMaHHS peKUMY JIKYBaHHS € KIIFOYOBOIO MPOOIEMOI0 Y IBOX MEePEXiTHUX TOUKAX: KOJIU
MOJIOJI JTFOJTU 3 TeMOMITIEIO TTEPEXO0IATh Ha CAaMOCTIMHE BBEJICHHS MPENaparis; 1 me pa3, KOJu BOHU
NepeikIKAIOTh 3 0aTHKIBCHKOTO JJOMY Ta OepyTh Ha ceOe MOBHY BiAIMOBIIANBHICTH 32 CAMOCTIHHE
nikyBaHHS®'.

TakuM YWMHOM, y KOMIUICKCHOMY JIKyBaHHI reMourii CIij MpHAUIATH yBary MpoIEcy
Tepexo Ly JOMOMOTH 3 BiKOM, SKHil HOYMHAETLCS B PAHHHOMY HiJTITKOBOMY Billi®, KOJIM MOJIOIMM
JIOASM TIOTPIOHO JOTOMOITH PO3BUHYTH HABHUYKHA CAaMOCTIHHOTO KOHTPOJIIO €(PEeKTHBHOCTI Ta
caMOCTil{HOr0 HaJJaHHs JOMOMOTH, BKIIOYAOUH T10/I0JIAHHS COLiaNbHO-TICUXO0JIOTUHIX Tpobmem®’

MenuyHi IpariBHUKY, SKi BEAYTh 5K AITEH, TaK 1 JOPOCIUX Nalli€HTiB, HOBUHHI BpaXOBYBaTH
IHIWBIAyaIbHI TOTPEeOM MAIEHTIB Ta iXHIX POAMH, MO0 TOJIETHIMTH TEpexil Ta 3a0e3MeYuTH
HaHGLIBII AKICHUI MeIMUHU 0TI IIPOTATOM TIEpeXinHoro nepiomy>e.

3aydeHHs MiUTITKIB Ta iXHIX OMKYHIB HAa paHHIX eTanax MepexiJHOTo Mepioay Jae Jyac s
NPUKAHATTS Ta KPAaLIoro pO3yMIHHS MEPEXOy BiJl MOZEIi AOTIIsAy3a AITBMH - 10 TOPOCIOi, a TAKOX
MOB'SI3aHOTO 3 IIUM MEPEPO3NOALTY O0OB'SI3KIB 3 YIIPABIIHHS 3/I0POB'SIM Ta IPUIHATTS pillieHb y cdepi
CBOTO IiKYBaHHS >

JuB. Pozgin 2: «KommiekcHe mikyBaHHs remodimiin» — «llepexin Biag mnemiaTpu4HOl

JOTIOMOTH 10 JIIKYBaHHs Jopociux», Ta Posmin 9: «Crenudivuni TUTaHHS MEHEIKMEHTY

remodinii» — «CoIiabHO-TICUXO0JIOT14HI TPOOIeMU»

1.8 | Ipunuun 8: PeryssipHa 3amicua tepamist (mpodiiakTuka)

Cranpapt JTiKyBaHHS YCiX MAI€HTIB 3 TSHKKOIO (POPMOI0 TeModistii — 11e peryisipHa 3amMicHa
Tepanis (mpodinakruka) 3 BukopucTaHHsM KOK abo iHIMX reMOCTATHYHHX MPEIApaTiB UL
TIOTEpEe/KEHHs. KPOBOTEY. 11 MOYMHAIOTH HA MOYATKY KUTTA (10 3 POKiB) I 3amobiraHHS
YCKJIQJIHEHb OINOPHO-PYXOBOI'O amapaTy 4epe3 IOBTOpPHI CyrJIo0O0BI Ta BHYTPILIHbOM SI30Bi
kpoBoTedi’?

Enizonuuny 3amicHy Tepamito («Ha BUMOTY») (haKTOpOM 3rOpTaHHs KpOBi OUIbIIE HE CIiJ
pO3rIIAaaTH, K €PEeKTUBHUI TOBIOTPUBAINN BapiaHT JIKyBaHHS.

BripoBajkeHHsT mporpaM J0OMamIHbOi MPOMIIAKTUKK MiABMILYE CTYIIHb JOTPUMAHHS
IIPOTOKOJTY JIIKYBaHHS Ta JI03BOJISIE JIOASM 3 TeMO(IIEI0 BECTH MPAKTUYHO HOPMaJbHUM CIIOCIO
#UTTA. L1 mporpamMu MOBUHHI CYNpPOBOJKYBAaTHCS HAaBYAHHSAM MALI€HTIB, POAMH Ta MEAUYHHUX
TIPAIiBHUKIB MO0 TIepeBar MpoMiTaKTUKU Ta BAKINBOCTI JOTPUMAHHS PEXKHUMIB JTiKyBaHHI S 4L,

[Ipodinaktuka y piteil Moke OyTH HaWKpamuM crnocoOoM st KpaiHM po3lodaTH
yHiBepcanbHy MpodiTakTUKy [T BCiX JTrofiei 3 reModimierod,

Jus. Po3nin 6: «IIpodinaktuka npu remodimiin, 1 Poznin 10: «YckinagHeHHS ONOpPHO-

PYXOBOTO amapaTy».

1.9 Mpunuun 9: Beaenns: mamieHTiB 3 iHTi0iTOpaMu

Cain mpoBOAMTH CHUCTEMATHYHUN KOHTPOJb 1HTIOITOPIB Ta KOMIUIEKCHE JIIKYBaHHS
inTiGiTopiB s momeit 3 remodimicro A%, ocobmuBO KOMM mMamicHTH TmepeGyBalOTh y TPy
HaiBHIIOr0 pU3HUKy npoTiroM nepumx 20 ekcrio3utii KOK (mig «oaHi€ro eKCcrno3uii€ro» MaloTh Ha
yBa3i yci K®K, sxi BBomsThcs mpoTsroM 24-roguHHOro mepiogy®?) i mo mocsrmenHs 75
excro3umii®,

Eniminamii iHri0iTOpiB Ha JNaHUM Yac HalKpalle MOKHA JOCATTH 3a JOIOMOTOI0 Teparii
iHAyKuii imyHHoi TonepanTHocTi (I1T).

[TamienTam, y SKMX PO3BUBAIOThCA 1HTIOITOpH, MOBUHHI OyTH agoctynHa IIT 1 HamexHi
reMOCTAaTUYHI 3acO0M Ui KOHTPOJII0O KPOBOTEYi, @ TaKOX XIpypriuHi BTpydaHHS, sKi, y pasi
HEOOX1THOCTI, CJIIJT TPOBOJIUTH Y CTICIIATI30BaHUX IIEHTPAX 3 BIAMOBIIHIM noceimom??

Jl1 manieHTiB, SKi HE AaOTh BIAMOBIAI HA miaBUIIEH] A03u ¢akTopa ado IIT, moBunHi OyTH
JOCTYIMHUMHE 00XiHi (IIyHTOBI) areHTH Ta iHII BiATIOBiNHI Jikapchki 3acoon?>4044,

BpaxoByroun BapTicTh Ta IHII OOMEXEHHS Cy4yaCHMX METOMIB JIIKYBaHHs, HEOOXiIHI
MOAAJIBIII JTOCII/KEHHS Ta IHHOBAIIT B ray3i 3aro0iraHHs Ta exiMiHaIii iHFi6iTOpiB8.
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JuB. Posnin 5: «I'emocratuyni 3acoou» 1 Pozmin 8: «Iluribitopu 10 (hakTopiB KOATYISIIi».

1.10 Ilpunuun 10: JlikyBaHHS yCK/IaJHEHb 3 00KY ONIOPHO-PYXOBOI'0 anapary

[IpodinakTrka Ta JNiKyBaHHS YCKIAJAHEHb 3 OOKY OINOPHO-PYXOBOTO amapary y JojeH 3
reMoQiIi€l0 € BAKIUBUMU JJIS1 IXHBOTO 3JJ0POB’Sl, aBBTOHOMHOCTI Ta SIKOCTI )KUTTSI.

B ycix Bumagkax KpoBOTE€Y B OINOPHO-PYXOBUH amapaT Jig aJleKBaTHOIO JIIKYBaHHA 1
JOCSATHEHHS IOBHOTO (DYHKIIIOHAJIBHOTO BiTHOBJIEHHS MOTPiOHA, SIK MPaBUIIO, KOMOIHALA 3 aMiCHOT
Tepanii ¢gakropoMm Koaryssiii Ta (i3uyHOI Tepamii Ml KEPIBHUITBOM JOCBIMYEHOTO (i3MUHOTO
TepanenTa®,

Jromn 3 remodimier0 TakoX MOBHHHI MaTH AOCTyH A0 (axiBIliB 3 JIIKYBaHHS OIOPHO-
pyxoBoro amapary (To0To, JiikapiB (i3UYHOTO TepameBTa, eprorepanenra, ¢isiarpa, creniaiicra 3
¢bi3mvHOi Tepamii/peabimiTaiii, peBMarosora, opTorneaa, opToreaa-xipypra) 3 J0CBiioM poOOTH 3
reMo(isiero Ta MPOXOMUTH IOPIYHHMIA OTJISIT 1 OIIHIOBAHHS CTaHY OMOPHO-PYXOBOTO amapary, a
TaK0X JOBrOTEPMIHOBUN MOHITOPUHT MOKA3HUKIB OMOPHO-PYXOBOIO amapary Ta, 3a HeoOX1IHOCTI,
BXKHMBATU NPOPUIAKTUIHNAX 200 KOPEKIIHHIX 3aX0/IiB.

SIkmo Hexipypriuni 3axoAu He 3a0e3MeuyloTh 3aJ0BLIBHOTO 3HEOOJEHHS Ta MOJIMIIECHHS
¢GyHKI1IIi OMOPHO-PYXOBOTO amapaTy, MOKE€ BHHUKHYTH HEOOXIJHICTh y XipYPri4YHUX BTPyYaHHSIX.
OpTtoneaun-xipyprd NOBHHHI MPOWTH CHEI[iaIbHY MIATOTOBKY 3 XipypriYHOTO BEJICHHS MAIlIEHTIB 3
reMoQiiero.

JuB. Po3ain 2: «KommnekcHe mikyBanHs remodinii» tTa Po3ain 10: «YcknannenHs 3 60Ky

OIIOPHO-PYXOBOTO arapaTy».

1.11 Hpuauun 11: [AikyBanus cnenugiyHuX MeIMYHUX CTaHIiB Ta CYNYTHIX 3aXBOPIOBaHb

Crnenudiuni yckiaaJHEeHHs Ta MpoOJIEMHU JIIKYBaHHS 3aXBOPIOBAHHSA MOXYTb BIUIMBaTH Ha
Jrofiel 3 reMo@iIiero Ta IXHI CIM'T Ha pI3HUX eTarnax *KUTTs. JIiIkyBaHHs Ta JoIoMora IpH LUX CTaHaxX
NOBMHHI OyTH nepeadayveHi, sIKk YaCTHHA HalllOHAJIbHUX IPOrpaM 3 reModiii.

Hocii remodiii

Hesixi Hocii remodunii MaroTh HpoOiieMd dYepe3 MiJABUIIEHY CXUJIBHICTH JI0 KpOBOTEY,
BKJIIOYAIOYM KPOBOBUJIMBM B CYTJI00M, aHAJOTIYHO YOJIOBIKaM; KpiM TOro, BOHHM MOXYThb MaTH
po6IeMH, XapaKTepHi I KiHOK, 30KpeMa TpHUBaji abo CHIBHI MEHCTpyambHi KpoBoTewi’®?,
BBaxaernbcs, 1m0 HOCII, sIKI JEMOHCTPYIOTh CUMOTOMH TeMo(disii, MaroTh JIErKy ab0 MOMIpHY
remoginiro. ToMy /U1 KOHTPOIIIO CTaHy 3/I0POB’ sl HOCIIB /10 IPYIH KOMITJIEKCHOT JOTIOMOTY Ba)KJIUBO
BKJIIOYMTHU T1HEKOJIOTA.

Hocii MoXxyTh 3a3HaBaTH 3HAYHOIO BIUIMBY Ha pi3HI aCHEKTH CBOTO JKUTTS 1, OTKe,
notpeOyBaTH CIeliali3oBaHoi JIOMIOMOTH, SIKa CTOCYEThCS PENPOJYKTUBHUX MUTAHb, BKIIOYAIOYU
FeHeTUYHE KOHCYJIbTYBAaHHS, T€HETUYHE TECTYBAaHHs, NMPEHATAJIbHY JIarHOCTUKY Ta IJIaHYBaHHS,
TECTYBaHHsI HOBOHAPO/XKEHUX Ta COLIAJIbHO-TICUXOJIOTIYHE KOHCYIbTYBaHHS.

JuB. Po3nin 9: «Crnernudivai muTaHHS MeHEDKMEHTY TemModiii» — «Hociiy.

XipypriuHi BTpy4yaHHs Ta iHIIi iHBa3MBHI npoueaypu

Omepartii Ta 1HII 1HBAa3WMBHI MPOLEAYPH CTAHOBJIATH OCOOJIMBUN PHU3MK AJIS MAIEHTIB 3
remodimiero. OmHaK, 11 TPOLIETYPHU MOKHA O€3MIEYHO BUKOHYBATH 32 YMOBH 3a0€3IeUeHH ST HAIC)KHOT
71a00paTOpPHOT MIATPUMKH, PETEIHHOTO NepeoNepaliifHoro miaHyBaHHs, a/leKBaTHOIO FeMOCTa3y 3
BUKOPHUCTAHHAM J10CTaTHHOT KiIbKOCTI KOK Ta 1HIIKX reMoCcTaTUYHUX MpenapaTiB MijJ 4ac Ta Micis
orepatlii, i ONTUMAaJIBHOTO MiCISONEepaLifHOrO BIJTHOBJICHHS Ta peadimiTarii.

Takum 4uHOM, B JIKYBaJbHUX LIEHTPAaX Ta JIKapHAX CJIIJ 3ampoBapKyBaTH BiJIIOBIIHI
MPOTOKOIIM 3 METOI0 3a0e3MedeHHsl TIo/ieil 3 reModiieto, K 3 IHTIOITOpaMu, Tak 1 0e3 HUX, TUMU
MOCITyraMy, Y BUIIJIKaX YPreHTHHUX 1 IUIAHOBUX XIPYPridYHUX Omepariil.

Jus. Pozain 9: «Cneundivni nuTaHHs JTiKyBaHHS reModinii» — «Xipypridai BTpy4yaHHs Ta

1HBa3WBHI MPOIEAYPH
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JIikyBaHHSI CyIIyTHiX 3aXBOPIOBaHb

301IbIICHHST TPUBAIOCTI JKUTTS TpU reMo(iiii NpUBEPHYIO yBary A0 YCKJIAJHEHb,
OB’ SI3aHKUX 3 BIKOM, OCKUIBKH 3’ IBJISIETHCS BCE OUIBINE TTOBIIOMIICHD PO (PAKTOPU PU3UKY CEPIICBO-
CYIMHHHUX XBOpPOO, TIMEPTOHII Ta IHIIMX CEpUEBO-CYIUHHHUX MOPYIIEHb y IOPOCIHX JIOACH 3
remoimiero®4,

JlikyBaHHS ~CYNyTHIX 3aXBOPIOBaHb, OCOOJIMBO CEpPIIEBO-CY[UHHUX, € OJHHUM 13
HaWBAKIMBIIIMX 3aBJaHB .

Xoua OUTHLIICTh JAHWUX CBIAYUTH MPO T€, M0 TeModinis, nmpuHaWMHI, TskKa il dopma,
YaCTKOBO 3axwWInae Bij iH(apkTy Miokapnaa, 1HCYJIbTY Ta BEHO3HOI TpoMOoemOoJii, mommupeHi
(dakTOpH PHU3UKY CEPLEBO-CYAMHHUX MOPYIIEHb BCE XK MOXYTh OyTH HasBHUMM Yy TAIlIEHTIB Ta
CHPUUMHATH 11i 3aXBOPIOBAHHS, HE3BAKAIOUH Ha Ae(illUT CUCTEMH 3rOpPTaHHS KPOBi-02,

JIroqu 3 reModimi€ro, K 1 3arajpbHa MOMYJIAIis, Tak caMo abo HaBiTh OUIbIIE CXWIBHI JIO
OKMPiHHS, TrinepToHii Ta niabery™.

Heo0OxigHi npodimakTiyHi cTparterii [uist BUSBICHHS JTI0ICH 3 TeMO(]iITi€r0, IKi MalOTh OLIbII
BUCOKHil PH3HK PO3BHTKY CEpLIEBO-CYIMHHMX 3aXBOPIOBAHb Y 3pLIOMY BilliC,

Jus. Po3xin 9: «Crienndivyni muTaHHs JTiKyBaHHS reModinii» — «CymyTHI 3aXBOPIOBaHHS.

Menu4Hni npodsiaemu Biky

3 BikOM Jr0aM 3 TeMOQiIier0 MOTPeOyIOTh HaBYaHHS Ta BUKOPUCTAHHS MPOQIIAKTHUHUX
CTpaTerii, 100 3MEHIINTH PU3UKH Ta HACTIIKA BIKOBUX 3aXBOPIOBAHb.

Komanga daxiBuiB 3 remo¢inii moBuHHa OyTH TICHO 3ajydyeHa [0 IUIAaHYBaHHS Ta
MEHEHKMEHTY CIeIiali30BaHOi JOTOMOTH JUIS JIFOJIeH 3 TeMO(]1ITi€I0 Ta CyIyTHIMH 3aXBOPIOBAaHHIMU
1 OyIb-SIKUMHU YCKJIAJTHEHHSIMU, MOB'S3aHUMH 31 CTApiHHAM, 3a]1ydaTHcs 0 MIKIUCIUILIIHAPHUX
KOHCYJIbTAIll} Ta y3ro)KeHHS IJ1aHIB JIIKYBaHHS.

JIikyBaHHS MAIlIEHTIB MOXWJIOTO BiKY 3 reMO(11i€l0 MOBUHHO 3/1IHCHIOBATUCS TaK caMo, sIK 1
JUTSL THINUX JTFOJICH 111€1 BIKOBOI TPYIU Yy 3arajibHii MOMyJIsAIii, 32 BUHITKOM HEOOX1/THOI I0AaTKOBOT
KOpEKIIii HopylIeHb reMocTasy 3a gornomororo KOK®,

CreuianizoBaHi ciyxOM TOBHHHI J00pe 3HAaTH TNHUTAHHA JIKyBaHHS KpOBOTEY Ta
creupigHIX BUMOT JI0 TiKYBaHHS MAI€HTIB 3 TeModimiero®,

Jus. Po3ain 9: «Cnenndivni mutaHHS MEHEKMEHTY reModinii» — «Meauani npobiaemu

BIKY».

JlikyBanus indexuiii, 110 nmepeaawThHCA Yepes NepeMBaHHsA NMpenapariB KPoBi

[ndekmii, ski mepemaroThCA 4Yepe3 MepearBaHHS IpenapariB KpoBi, OCOOJIMBO BIpycCH
iMyHOIeDIUTY Mo MHU Ta renatuty C, B MUHYJIOMY OyJIM OCHOBHUMH YCKJIaIHEHHSIMHU JIKYyBaHHS
remodiii.

Bkpail BaxiMBO 3a0e3MeUuTH peTebHY MEepeBipKYy 1 MPOXOKEHHs BipyCHOI 1HAKTHUBAIil
CydacHHX 3ac001B 3aMiCHOI Tepartii, o0 BUKIIOUYNTHA MOXIIMBICT TIEpeIadl TakKuX 1HPEKIIii.

Xoua ynpaBiIiHHA IIUMH MEIUYHUMHU CTaHAMHU Y LI HACTAHOBI JETAlIbHO HE BUCBITIEHO,
BpPaxoBYyIOUM €(PEKTUBHICTh Cy4YaCHUX aHTUBIPYCHUX IpPENapariB i JIKyBaHHS LIUX 3aXBOPIOBAHb,
BA)XJIUBO, 100 MOXXJIMBICTh HMPOXOJDKEHHS TaKoi Teparii Oylia MOBHICTIO JAOCTYIMHOIO JIJsl yCIX
NaLieHTIB 3 reMoQiiero, IKi MOTPe6yIOTh TAKOTrO TiKyBaHHS" .

1.12 Tpunumun 12: Ouinka pe3yabTaTiB JiKyBaHHS

VY BuUnajKy JiKyBaHHS reMo(disii OlliHKa MOKAa3HUKIB Pe3yJIbTATIB JIIKYBaHHS BKIIIOYA€E B ceOe
BUKOPHUCTAHHS KOHKPETHUX IHCTPYMEHTIB, IPU3HAUEHUX JJI1 MOHITOPUHTY Iepediry 3aXBOpIOBaHHS,
BUMIPIOBaHHS HOT0 HACHIJIKIB Ta ONTUMAJILHOCTI JIKyBaHHS (TOOTO €()eKTHBHICTH T€éMOCTaTUYHOI
Tepariii Ta TiKyBaHHS TIOB'S3aHUX YCKIaTHEHb) .

Jlnr 3a0e3nedyeHHs] BUMIPIOBAHHS yCIX HACHIJIKIB 3aXBOPIOBAHHS, OI[IHKA PE3yJIbTaTUBHOCTI
NiKyBaHHS TTOBMHHA 6a3yBaTtucs Ha Moaeni MK® BOO3%:°°,
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CrannmapTu3oBaHa i BajlijloBaHa OI[IHKA PE3YJbTATiB JIKyBaHHS HEOOXiJHA I KJIIHIYHOTO
BEJICHHSI KOXKHOTO MAalll€HTA, /U1 OLIHKH SKOCT1 HAJIaHO1 IOTIOMOTH, @ TAKOXK JJIs IOCJIITHUI[BKUX 200
aJBOKAIIMHMX Mineit>>,

HaiiBaxuBimiuM mokazHUKOM e(EeKTUBHOCTI F€eMOCTATUYHOI Teparii € 4yacToTa KpoBOTEY,
0COOJMBO KPOBOBWJIMBIB y Cyryioou Ta M’si3u. Yactora KpOBOTEY € OCHOBHHM IApaMETpOM IS
OPUMHATTA pilleHb MIOAO JIKyBaHHSA. TakoX BOHA BHUKOPUCTOBYETHCS, SIK MPEAUKTOP
JIOBIOCTPOKOBUX HACIIJIKIB [/I1 OTIOPHO-PYXOBOTO armapary®.

VY Bumanky JikyBaHHA reModiiii BIUIUB KPOBOTEY Ha OMOPHO-PYXOBHH amapar Ta iHII
CHCTEMH BHMIPIOIOTH 32 KUIbKOMA IpylaMHy, BKIIOYAIOYH CTPYKTYpY Ta (PyHKIIT Tijla, aKTUBHICTH Ta
3a;my4eHicTh. Ha yci 1i rpyrnu noka3HUKIB MOKYTh BITUBATH KOHTEKCTYallbHI YHHHUKH, BKIIOYAI0UH
30BHIIIIHI, 0COOUCTICHI Ta EKOHOMIUHI (pakTOpH=.

JIJ1s1 OLIIHKM CTaHY CYTJIOOIB Ta KOHKPETHUX TPYH M 531B BUKOPHCTOBYIOTh Pi3HI KJIiHIYHI Ta
PEHTTEHOJIOTIYHI 1HCTPYMEHTH. AKTHUBHICTh Ta 3aJlydeHICTh BHMIPIOIOTBCS a00 MallieHTaMu
caMocTiitHo, a60 B pe3yJbTari crocTepeskenn® .,

[MocriitHMiA pO3BUTOK 3aC00IB BUMIPIOBAHHSI T OL[IHKH, SIKi BUKOPUCTOBYIOTH ITPH reModiii,
HaJa€ MOXJIMBICTh JIIKapsM Ta Malli€eHTaM Kpalle 3pO3yMITH Ta OLIHUTH MPHUPOAY MOPYIIEHb Ta
(GYHKITIOHATLHUX 0OMEKEHb, ITOB’SI3aHUX 3 [IAM METUIHUM crarom® .

B ocTtanHI pokH BCe yacTillle OpraHd OXOPOHH 3J0POB’S, BKIOYAIOUN MiAPO3AUIN 3 OIIHKA
MEIUYHHUX TEXHOJIOT1|, ISl OLIHKY MepeBar TUX a0 1HIIUX MEIUYHUX BTPy4aHb, BAKOPUCTOBYIOTh
JIaH1 pe3ynbTaTiB JIKYBaHHS, SKi MOBIJOMIISIOTHCS namieHTamu’?.

He3Baxaroum Ha HaAsABHICTh YHCICHHHX IHCTPYMEHTIB Ui TaKOi OI[IHKH, aKTyaJbHOIO
3aJUIIA€THCS HEOOX1AHICTh BU3HAYCHHSI 0a30BOr0 HAOOPY MapaMeTpiB [ OLIIHKU Pe3yIbTaTUBHOCTI
nikyBaHHs reModinii. Takwii 6a3zoBuii Habip B i1eayni MOBHHEH 3aCTOCOBYBATHCS BiAMOBIAHO 10
KIHIYHMX Ta KyJIbTYpHUX peaiii JikyBaHHs reModinii y Bcbomy cBiTi 213,

JuB. Po3nin 11: «OuiHka pe3ynbTaTiB JIKyBaHHSI.
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Po3ain 2. KommiekcHe JikyBaHHsA remogiii

Yeci nojoxkeHHs1, BH3HA4YeHi $IK pexomMeHiauii, Oyau po3poOJieHi Ha miacrasi
KOHCEHCYCHMX eKCIEePTHHUX OHIHOK, M0 T03HAYeHO JiTepamMu (KOHCEeHCyCHA
pexoMeHanis).

2.1 Beryn

I'emointiss — 11€ piKiCHE cHaJIkoBE MOPYIICHHS 3rOPTaHHs KPOBi, OB’ s13aHe 3 MYTAIli€l0 B
X-xpomocoMmi. ['emodinis A od6ymosiena aedinurom daxropa koarynsauii VIII (FVII), remodinis B
— nedinutom dakrtopa IX (FIX). [ediuur ¢akTopiB € pe3ynbTaToM MAaTOTEHHUX TC€HETUYHUX
Bapialiil y renax (akropis koaryssmii F8 ta F9, BinmosinHo.

HaiiTouHinn OIIHKM MNOMIMPEHOCTI remMoQumii, sKi IPYHTYIOTBCS Ha JOCTOBIPHUX JaHHUX
HaIllOHAJTBFHUX PEECTPIB TAIlIEHTIB Ta IMIOPIYHMX MDKHApOJHHMX 3BITIB BcecBiTHBROI (emepartii
remodinii (BOI') cBinyare, 1m0 po3paxyHKOBa KUIbKICTh YOJIOBIKIB 13 reMO(diliel0 B yCbOMY CBITI
ctanoBuTh 1 125 000 ociO, y OUTBIIOCTI 3 IKUX J1arHO3 HE BCTAHOBJICHHUH, MPU 1IbOMY OJI3bKO 418
000 4oJI0BiKiB MarOTh reModimiro TsKKOT Gopmu’.

I'emoginisa A ta B

I'emodiniss A 3ycTpidaerbcst Habararo yactimie, HbK remodimis B. 3a omiakamu, dactka
remodinii A cranoButh 80-85 % ycix Bunaakis remodinii; Ha remodiniro B mpunamae 15-20% ycix
BUITAJIKiB. 3a OI[IHKaMH, TOIHUPEHICTh reMo(iTii A yciX CTYIEHIB TSKKOCTI CTaHOBUTH 17,1 BumaakiB
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Ha 100 000 yonoBiyoro HaceneHHs (3 Hux 6,0 BUMaaKiB TsHKKOI reModisii A), a HOMIMPEHICTh YCiX
CTyMeHiB TskkocTi remodinii B ckinanae 3,8 punazakis Ha 100 000 wonoBivoro HaceneHnss (3 Hux 1,1
BUNAKIB TspKKOi remodimii B). Ilommumpenicte remodinii A yciX CTYNEHIB TSKKOCTI cepen
HOBOHAPOJDKEHUX MJITEH OIIHIOITh Ha piBHI 24,6 BumankiB Ha 100 000 xmomywkiB (3 HUX 9,5
BUMAJIKIB TSHKKOT remMoiii A), mommpenicts remModinii B ycix cTyneniB Tsokkocti — 5,0 BUIMaaKiB
Ha 100 000 xomuukis (3 HuX 1,5 Bumagku Tsxkoi remodinii B)L.

Binomo, mo remodinis ycnaakoByeThcs depe3 X-xpoMocoMy 3 myTariero rena F8 abo F9.
[Tpore, renu F8 ta F9 cxuibHi 0 HOBUX MyTaliii, ToMy 6113bK0 30 % yciX BUIAJKIB € Pe3yIbTaTOM
CIOHTaHHUX FeHETUYHUX Bapiauiid. [I[pocrieKTUBHI TOCiIKEHHS CBIUaTh, 0 moHax 50 % mojei 3
yhepiie 1iarHoCTOBaHOK TeMOo(DUTiEr0 TSKKOI (OopMHU HE MaIOTh IILOTO 3aXBOPIOBAHHS B CIMEHHOMY
aHamMHe3i%",

I'emodinito, sk TMpaBUIIO, MAIOThH JIMIIE OCOOM YOJIOBIYOi CTaTi, sIKI CHAAKYIOTh 3MIHEHY
MaTepUHCHKY X-XpoMocomy. Y xiHok remo¢inis (piens FVIII abo FIX <40 MO/mn) 3yctpivaerbes
PiZIKO; B TAaKMX BUITAJKaX 3MiHEHUMH € 00uIB1 X-XpOMOCOMH, a00 0JIHa XPOMOCOMA IOIIKO/HKEHA, a
inma — HeaxktuBHa. JKiHKa 3 O/IHIEI0 3MiHEHOI0 X-XPOMOCOMOIO BBakKa€Thcsl HocieM reModiii®,

KpoBoBuiuBH, mOpymIeHHS pOOOTH ONOPHO-PYXOBOTO amapary Ta iHII HACHiJKh
3aXBOPIOBAHHS 3a3BUYail BUHUKAIOTh Y YOJIOBIKIB 3 reMOQiTi€10, aJie MOKYTh CIIOCTEPITaTUCS TAaKOXK
y JesKUX KIHOK-HOCIiB. OCKUIBKM Yy HOCIIB cepelHi piBHI (akTOpiB Koaryssuii MOXyTb OyTu
HOPMaJIbHUMH a00 PI3HOI0 MIpOI0 3HMKEHHMH, CUMIITOMH Ta YCKJIaJHEHHS TeModisii y >KiHOK
MPOSBIISIOTHCS PIIIEe, TOMY YacTO iX HE MOMIYalOTh Ta HE JI1arHOCTYIOTh; BHYTPIIIHHOCYTI000BI
KPOBOBWJIUBH y HOCIiB YacTO 3aJIMIIAIOTHCA HEPO3Mi3HAHMMHM, IO TNPU3BOAUTH JIO TipIINX
pe3ynbTaTiB JIIKYBaHHSI 3aXBOPIOBaHb CYTJ00IB Yepe3 HECBO€YACHE MiarHOCTyBaHHs. HeoOXinHo
BJIOCKOHAJIIOBATH J[IarHOCTUKY Ta JIIKYBaHHs MOPYIIEHb 3rOPTaHHSA KPoBi y HociiB (auB. Po3min 9:
«Cnenudiydi NUTaHHS MEHEDKMEHTY TeModimii» — «Hociiy).

Kainiunnii giarnos
I'emodinito ciij 3amiIo3puTy y MAIEHTIB, B aHAMHE31 SKUX € OyJb-SKUH 13 MepeidyeHux
CHUMIITOMIB:
° JleTke BUHUKHEHHS CUHIIIB;
° (CTIOHTaHHI» KPOBOBWJIMBH (KPOBOBWIMBH 0€3 O4YEBHIHOI/BIIOMOI TNpHYMHK), 30KpeMa,
BHYTPILIHBOCYTJIO00B1, BHYTPIIIHHOM SI30B1 Ta KPOBOBUJIMBH Y M’SIKI TKAHUHU;
° HaJIMipHa KpOBOTEYa Micis TpaBMH a0 XipypriyHOro BTpy4YaHHs.

PanHi cuMnToMu BHYTPIIIHBOCYTJIO0OBUX KPOBOBUJIMBIB Y MAaJ€HbKUX JITE€H € OCHOBHUM
iHIMKATOPOM TsKKOI reMo(iii® (quB. HUKYe po3ain «IIposBU KPOBOBUIUBIBY).

VY pasi mipo3pu Ha TeMouTIIO JTiKap TOBUHEH PO3TJSHYTH aHaMHE3 MallieHTa Ha MPeAMET
BUIA/IKIB KPOBOTEY], & TAKOXK aHOMAJIbHUX a00 HE3 SCOBAHUX KPOBOTEY y CIMEHHOMY aHaMHe3i, SKi
BUHUKAJIM Y pIIHUX OpaTiB uu cectep ad0 pOIMYIB YOJIOBIYOI CTAaTi M0 MaTEPUHCHKIH JiHIT (TOOTO
JBOIOPiIHUMN OpaT, AsIAbKO a00 i 0 MAaTEPUHCHKIH JiHiT), 100 OIIHUTH CXEMY YCIaJIKOBYBAaHHS Ta
BCTAHOBHTH J[1arHO3.

Touna piarHocTHKa reMoQuTii € BKpaid BayKJIMBOO JJIsl IPU3HAUEHHS B1IOBITHOTO JIIKYBaHHS.
OpnHo3HauHUM JiarHo3 reModunii IPyHTYeTbCS Ha KUIBKICHOMY aHamii3i (akTopiB Koaryssimii, 3a
JIOTIOMOT 010 sIKOTo BUSABILIIOTH Aedinut FVIII abo FIX.

Jus. Pozmin 3: «JlabopatopHa miarHOCTHKA Ta MOHITOPUHT» 1 Pozmin 4: «[eHeTHmuHwMiA
aHayi3».

IIposiBu KpoBOTEY

XapakTepHUM (EHOTHIIOBUM MPOSBOM TeMOQiii € CXWIbHICTh 10 KpOBOTeY. TSHKKICTh
NpOsIBIB KPOBOTEY MpHU reModiii 3arajJoM KOpemroe 31 cTyrneHeM AeinuTy (GakTopiB Koaryssiii
(muB. Tabmuiro 2-1).

Ocobu 3 reMo(disi€r0 JErkoro CTyMeHs He OO0OB’S3KOBO MAlOTh IMPOOJIEMH y BUTIIAIL
aHOMAJIbHUX a00 TPUBAIUX KPOBOTEY, JOKH HE TEPEHECYTh CEPHO3HY TpaBMy abo XipypriduHe
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BTPY4YaHHS.

VY nrozeit i3 reModitiero TsHKKOT (hopMu HaidacTiie BiI0yBarOThCS BHYTPIITHBOCYTJIOOO0B] Ta
BHYTPIIIHBOM 5130B1 KPOBOBHJIMBH, & TAKOXK KPOBOBUJIMBH Y BHYTpIilIHI opranu (nuB. Tabmmui 2-2 i
2-3).

Y HOBOHAPOKEHUX 1 ITEH MOJIOIIE 2 POKIB 13 TSIKKOIO TreMODITIEr0 MOMUPEHUMH TUITAMA
kpoBoTeyi €%

° KPOBOBWJIMBH B M’sIKi TKAHWHU Ta BHYTPILITHHOM 5130B1 KPOBOBUJIMBH;

° KpOBOTEYi, MOB’S3aHI 3 MEIUYHUMHU MpPOLEAypaMH (HANPHKIAA, BEHEMyHKIis, BCTAHOBIICHHS
LEHTPAJILHOTO KaTeTepa, 00pi3aHHs KpaiHbO1 MIIOTI, 1T’ ATKOBHM TECT JJI1 HOBOHAPO)KEHUX );

° KPOBOBMJIMBH B IIIKipY Ta CJIM30B1 000JIOHKH (HAPUKIIA, POTOBOT OPOKHUHHM, TOPOKHUHH HOCA);

° eKCTpaKpaHiaJbHI KPOBOBHJIUBH.

Jlesiki THITM KPOBOTEY MOXKYTh OyTH HEOE3NEYHMMH ISl JKUTTS 1 BUMAararoTh HEraiHol
MEINYHOI JIOTIOMOTH Ta JIIKYBaHHS.

JuB. Tabnuito 2-2 ta Po3ain 7: «JlikyBaHHs crieniuiyHUX KPOBOTEY.

Hapyannsa nanieHTiB/ONiKyHIiB

JIromn 3 remoginmi€r0 Ta WICHH iXHIX POJUH/ONIKYHH TOBHHHI OTPUMYBATH HAaJEKHE
HABYaHHS I0JI0 YCIX acMeKTiB JONOMOTH MpH remodinii, 30kpema, 00 MNPOQPLIAKTUKU Ta
JTIKyBaHHS KPOBOTEU Ta MMOPYIICHHS POOOTH OMOPHO-PYXOBOTO arapary, a TaKoX POXOIUTH
TPEHIHTH JIJIs1 OTPUMaHHS OCHOBHHMX HaBHUOK CAMOCTIIHOTO Ha/IaHH$ IOIIOMOTH, B TOMY YHCIIi 00
pO3Mi3HABaHHS KPOBOTEYi, CAMOCTIHHOIO JIIKYBaHHS, BEICHHS MEIUYHHUX 3alUCIB, JOTISAY 3a
3y6amu Ta ynpasminns pusukamu®l! (nus. Pospin 2.5 «Jlomarmme nikyBanHs» — «CaMocTiiine
HaJIaHHS JOTIOMOTH).

2.2 KommiekcHa 1onomora

KommnekcHe nikyBaHHS reModinii BKIodae 6araTonpodiibHi MEAUYHI MOCTYTH, HEOOX11H1
JUIsL JTIaTHOCTHKH, JIIKYBaHHS 1 BEJCHHS 3aXBOPIOBAaHHS Ta HOro yckjiaaHeHb. Takl MOCIyrH,
3a3BUYaAl, HAJAIOTHCS LEHTpaMM JIKYBaHHS remModinii abo IEeHTpaMM KOMILJIEKCHOI MEIMYHOI
JIOTIOMOTHY TIpH reModinii, sik 3a3HaueHo y Posnpin 1: «Ipunnunu nikyBanHs» — [lpunnun 1:
«KoopauHaillis Ha Hal[lOHAIBHOMY PiBHI Ta HaJlaHHS MOCIYT 3 JiKyBaHHs remo¢inii». Kommiekcue
JKYBaHHS JO3BOJISIE JOCATHYTH (D13UYHOTO 1 COI1aTbHO-TICUXOJIOTIYHOTO 3/I0POB’sI Ta BUCOKOT SIKOCTI
JKUTTS MAllicHTiB 3 reModili€lo, a TaKoXk 3HUKYE PU3MK ycKIamHeHb i cmepTHocTit! ™, Bono mae
Oa3yBaTHCd Ha OXOIUIEHHI IMOCIyraMu YCIX YJIEHIB POJMHU, 30KpeMa, J1arHOCTUKY Ta KIIIHIYHE
BeneHHs HociiM 14,

OCHOBHI CKJIa/10Bi KOMILIEKCHOTO JIiIKyBaHHS
I'emodimiss — piAKiCHE CMaJKOBE 3aXBOPIOBAHHS, SK€ € CKJIQJHUM JUIsl JIarHOCTHKH Ta
JaikyBaHHsA. ONTHUMajdbHa MEIUYHA JOMOMOIa, OCOOJNMBO s JHOAEH 13 TSKKUMH (dopMamu
3aXBOPIOBAHHS, MOJIATAE HE JIMILE B JIIKYBaHHI FOCTPOi KPOBOTEYI.
[IpiopuTeTHUMH 3aa4aMH JTIKYBaHHS Ta JAOTJISAY NPH reMoiiii €
° MpodJIaKTHKa KPOBOBMJIMBIB Ta YpaXK€HHS CYIJI001B;
° MIBUJIKMHA MEHEKMEHT €Ii30/iB KpOBOTEYi, B TOMY YHUCIi (pi3nuHa Tepamis Ta peadimiTamnis micis
BHYTPILIIHBOCYTJIO00BUX KPOBOBHIINBIB,;
° yCYHEHHs 00I110;
° JIIKYBaHHS YCKJIaJHEHb OMIOPHO-PYXOBOTO anapary;
° Mpo(iTaKTUKA Ta MEHEXKMEHT 1HT101TOPIB;
° JIIKYBaHHS CYIyTHIX 3aXBOPIOBaHb;
° TOTJISAT 32 3y0aMu;
° OI[IHKA SIKOCTI JKUTTS Ta COLIIaJIbHO-IICHXOJIOTIYHA JIOIIOMOTa;
° FeHETUYHE KOHCYJIbTYBAaHHS Ta J1arHOCTHKA;
° [IOCTIHE HaBYAHHSI Ta MATPUMKA MAIIEHTIB 1 WICHIB IXHIX POJUH, K1 3IHCHIOIOTH JOTJIS/.

10,11.
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VY Oyab-Kuii MOMEHT Ma€ OyTH JOCTYITHOIO €KCTPEHA MEMYHA JJOIIOMOra 13 3a0e3MeYCHHIM

TAaKMX OCHOBHMX nociyr i pecypcipl®:

° moc)IyTu 1aboparopii 3 MTOCHIHPKEHHS TeMOCTa3y, 3aTHOT IPOBOJAUTH TOYHI Ta HAJiHHI KiJTBKICHI
aHaJII3M Ha PiBEHb (PaKkTOpa KOAryJIAIii Ta TECTYBaHHS Ha 1HT101TOPH;

° 3a0e3Me4eHHs] HassBHOCTI KOHIEHTpatiB ¢akTopiB koaryismii (K®K), abo Bipyc-iHaKTHBOBaHUX
IJ1a3MOBHX, 200 PeKOMOIHAHTHUX, a TAKOXK 1HIIUX TeMOCTATUYHUX 3aC001B, TAKUX SIK IECMOTPECUH
(AJABII, 1-ne3amino-8D-aprinin-Bazonpecut), Ta aHTH(PIOpUHOIITHIHUX 3aC001B (TpaHEKCaMOBa
KHCiIoTa abo encuiioH-amiHokanponoBa kucinora [EAKK]), 3a HasBHOCTI;

° HasBHICTh O€3MEeYHMX KOMIIOHEHTIB KpOBi, TakWx SK cBDKo3amopokeHa tuiazma (C3II) i
KpIOIIPEIUINITAT, SKIIO BOHM HAICKHUM YHHOM TIEpPEeBIpeHi, MpOTECTOBaHI Ta/abo Bipyc-
1HAKTUBOBaHI, y BUNIAKY, ko KOK He moctymHi;

° TIOMOMIXH1 3aCO0H ISl HAKJIQICHHS TirCy 1/a00 JIOHTeTH, a TAaKOX JOIOMIKHI MPUCTOCYBAHHS IS
repecyBaHHs Ta 3a0€31eUeHHs OTIOPH, 32 HEOOX1THOCTI.

TABJIMISA 2-1. 38’530K MiK TSKKICTIO KDOBOTEdi Ta piBHEM (haKTOPiB KOATYIAIii

ki PiBenb (pakTopa koaryasiuii Enizonu kpoBoTeui
TAKKOCTI P y P
Tsokkuit | <1 MO/ (<0,01 MO/mi), a6o | « CronTaHH1 BHYTPIITHBOCYTII000B1 abo
<1 % Bix HOpMaIBLHOTO PiBHSA BHYTPIIIHHOM 130B1 KPOBOBWJIMBH, IME€PEBAKHO
3a BIJICYTHOCTI BiJIOMHX IPUYHH, 5IKi BIUIUBAIOThH
Ha TeMOCTa3
Cepennit | 1-5 MO/mn (0,01 « llepioguuHi CHOHTaHHI KPOBOTEYi; TpHBaia
0,05 MO/mmn), a6o 1-5 % Bix KpOBOTEYA IMPH JIETKii TpaBMi a0 XipyprigyHOMY
HOPMAaJIHOTO PiBHS BTpy4YaHH1
Jlerkuit 5-40 MO/nx (0,05— . CwibHa KpoBOTEYA MPHU CEPHO3HINA TpaBmi abo
0,40 MO/mi), abo 5—<40 % Bixg XIpypriyHOMy BTpYy4YaHHi; PiJIKICHI CIIOHTaHHI
HOPMAaJIbHOTO PIBHS KpOBOTEY1

Jus. Po3nin 5: «['emoctatuuHi 3aco0m».

KoMania KOMILJIEKCHOI 101TIOMOTH
Hlupokuil npianazoH mnoTped MoJed 3 remModuliero Ta iXHIX POAUH HaWKpalle MOoKe
3aJI0OBOJIbHUTH MYJIbTHIUCIUIUTIHAPDHA KOMaHAa MEIUYHUX TPAIiBHHUKIB, IO MAOTh 3HAHHS U
J0CBig B cdepl reModinii, BIIMOBIIHO 0 MPUHHATUX MPOTOKOIIB Ta MPAKTHKH 1 HALIOHAJIBHUX
CTaHIaPTiB MEIMYHOI JOMOMOTH, AKIIO Taki 101516,

TABJIMIIA 2-2. Jlokanizariis KpoBOTed IpH reModiii

« Cyrnob6u (remaptpo3)

« M's31, 0co61MBO TTIMOOKI BIALIH (KJTyOOBO-ITONEPEKOBUI BIJIILL, JIUTKA,
nepearuTiays)

Crm3oBa 000JIOHKA pOTa, HOCA Ta CEYOCTATEBUX IUISXIB

« BHyTpimHbouepenHa

o [Ius/ropno

[ 11yHKOBO-KHIIIKOBA

Cepiio3zHi

3arpoxyoTh
KHUTTIO

TABJMISA 2-3. [Tpubim3Ha 9acToTa KPOBOTEY 3 PIZHUMH JIOKATI3aIlisIMH

IIpudausna
JlokaJgi3aiisi kpoBoTeui 4acToTa
Cyrnobu 70-80%
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Yacrime 3ycTpidaeThCcsi B OJHOOCHOBHUX CYIII00aX: TOMITKOBOCTOITHUX, KOJIIHHUX,
JKTbOBUX
Pinure 3ycTpivaeThcsi B 0ararooChOBHX CyrJio0ax: riedax, 3am siCTSX, KyJbIIOBUX

cyriobax

M'si3u 10-20%
[Hmi tokastizanii (BeJIMKi KpOBOTEUi) 5-10%
IlenTpanpHa HEPBOBA CHCTEMaA <5%

Tlapmuepcwoxi 6i0HOCUHU MidIC nAyiERMamu i MeOUYHUMU PaxiysmMu ma CRilbHe NPULHAMms piuletsb

Jromu 3 remModimier0 PO3TIAIAIOTHCS SIK OCOOJMBI, ajie MOBHONPABHI WIEHW KOMaHIU 3
KOMIUIEKCHOI JIOMOMOTH, SIKi 3aBJSIKA TIOBCSKJICHHOMY CAMOCTIHHOMY YIpPAaBIIiHHIO CBOIM CTaHOM
CTalOTh EKCIEPTaMU 1 HApTHEPAMH Y CBOEMY JIIKYBaHHI.

BaxnuBo 3amyyatu maimieHTiB (Ta I1XHIX OaTbKiB/OMIKYHIB) 1O NPUUHATTS pIillICHB;
BpaxoBYBaTH iXHI OCOOJMBI yroaoOaHHs, HIHHOCTI i ocobuctuit nocBin'’; Ta OTPUMYBATU IXHE
CXBAJICHHSI TIPH PO3POOIl KOPOTKO- 1 JOBTOCTPOKOBHUX ILIAHIB JIIKYBaHHS Ta MEHEIKMEHTY. YcCi
CTOPOHM TOBUHHI OpaTu y4yacTh y MNPUUHATTI AIMCHO CHUIBHUX PIlIEHb HUISXOM BHBa)KEHOTO
OOroBOpEHHsSI HASBHUX BapiaHTIB MEIUYHOI JOMOMOTH Ta OYIKYBaHUX pE3YJbTATiB JIIKYBaHHSI,
BKJIIOUAIOYM PEKOMEHJallii KIIHIYHUX HACTaHOB, 3aCHOBAaHI Ha JAaHUX HAYKOBUX JOCIIKEHb,
nepeBarn Ta PU3MKH PI3HUX BapiaHTIB BUOOpPY, a TaKOX HAasBHUX 3aHETMOKOEHb 1 OaKaHMX
pe3ynbTaTiB mamienTa i nikapa'®. Bonu IOBMHHI CIBIpaLIOBATH HAJ PO3POOKOIO i MEPiOAMUHUM
OHOBJICHHSIM 1HIUBIAyaJIbHUX TUCHMOBUX PEKOMEH/IAIIH 1010 JTIKYBaHHS, IO SIKUX MAI[i€HT/OMKYH
MO’K€ 3a HEOOX1THOCTI 3BepPTAaTUCA, a TAKOK MOBHHHI JUIUTUCS HUMHU 3 yCiMa JIFOJbMHU, AKi OepyTh
y4acTh y JOTJISAII.

Bce uacrinie naiieHTy € He TUIIe aKTUBHUMU YWICHAMHU IXHbOT 0COOMCTOT KOMaH ! MEAMYHUX
NpaliBHUKIB; BPaXOBYIOUM IIHHICTh iXHBOIO OCOOJHMBOIO PO3yMiHHs H gocBigyl’, BoHM cTaroTh
MOBHOIIPAaBHUMU TMapTHEPaMH y CKJIaJl MEAMYHOI KOMaHM, sSika Oepe TaKoXK y4acTh y HAyKOBHX
JTOCJTIJDKEHHSX, MEJMYHIN OCBITI Ta HABYAHHI CTY/ICHTIB.

Mynemuoucyuniinapua Komanoa
OcHOBHa yaCTMHA KOMaH[H, SK MPaBWIO, CKIAJAEThCA 3 MEJUYHOTO KepiBHUKA, METUUHOL

CeCTpH-KOOpAMHATOpa, (HI3UYHOTO TepareBTa, JiKaps-TadopaHTa 1 KOHCYJIbTaHTa 13 COIIAIBHO-
IICUXOJIOTIYHUX THTaHb, YCI BOHM MOBHMHHI MPONTH CHELiaNbHy MiJrOTOBKY INOAO cCrenudiku
remodiii.
o MennyHM KepiBHUK (SIK IPaBUIIO, T€MATOJIOT, IUTAYM 1/a00 topociuii, ab0 TepaneBT, KU Mae
MIJITOTOBKY Ta JIOCBIJ Y MEHEHKMEHTI TeMourii Ta 1HIIMX MOPYIIEHbh FeMOCTa3y) KOHTPOIIOE
BEJCHHS TAIlleHTa, BKJIIOYAIOYM 3aMOBJIEHHS JIaOOPAaTOPHO-AIarHOCTUYHUX  JOCHIJKEHb,
MIPU3HAYEHHS JIKYBaHHS 1 MOHITOPUHT CTaHy 3/10pOB’Sl Ta MEAUYHHUX NOTPEO Mari€eHTa.
MencecTpa-KOOpJMHATOP, SKa IMOBHHHA TMPOWTH HAaBUaHHS 100 BEACHHS TMAIliEHTIB 3
MOPYIICHHSIMU TeMOCTa3y, KOOPIMHYE HaJaHHS JONOMOTH 0aratonpo@iibHO0 KOMaH 010, HAaBYa€E
MAIIEHTIB 1 iXHI POJUHH, MPOBOAUTH TPEHIHTH 3 JIOMAIHBOTO JIIKYBaHHS Ta 1HIIMX AacCIeKTiB
JIOTJISIY 1 OI[IHIOE CTaH MaIl€HTIB Ta PO3MOYMHAE TEPBUHHY JAOMOMOTY, B pa3i HEOOX1IHOCTI.
@i3u4HUI TepaneBT BiJIIrpae BaXKJIMBY POJIb Y HaBUaHHI JItoJieil 3 reMoQii€ro 1 OMiKyHIB 111010
pod1TaKTUYHUX 3aXO0/1B, SIK1 CIIPUSAIOTH TOBHOMY BIAHOBJIEHHIO (DYHKII1H OpraHi3mMy Mmicist KOXKHOT
KpOBOTEUl Ta MPOBOAUTH KOHCYJbTAlil 100 30€peKeHHsI 3J0POBOTO CTaHY OIOPHO-PYXOBOTO
anmapary'®. Inmi daxisii 3 omOpHO-PYX0OBOTro amapaTy (TOOTO eproTepaneBT/MeanKo-COIlianbHHil
npauiBHUK, (iziarp, paxisens 3 Gi3UYHOT MeAULIMHI/peabiiTallii, peBMaToJIor, OpTOIea, Xipypr-
opTorien) 3a0e3MeuyroTh JIIKyBaHHS KOHKPETHUX MAaTOJIOTiH OMOPHO-PYXOBOTO arnapary.
JIaGopaHT MPOBOJMTH CIIELiaTi30BaH1 TOCIIIXKEHHS KPOBI JJIsl BCTAHOBJICHHS A1arHO3Y 1 KOHTPOJIIO
pe3yibTaTiB JIIKYBaHHsS, Y TOMY YHCII aHaji3 Ha 3TOpPTaHHS KPOBI, JOCTIIHKEHHS (DAKTOPIB
KOaryJisiii Ta aHasii3 Ha iHribiTopu.
o KoHCYynbTaHT 13 COIIaTbHO-TICUXOJOTIYHUX TUTaHb (0akaHO COIIAJIBHUM TpaIliBHUK abo

TICUXOJIOT) MPOBOJUTH COILIATBLHO-TICHXOJIOTIYHE OI[IHIOBAHHS 1 HAJla€ KOHCYNbTalii Ta/abo nae

o

o

o
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HaTpaBJICHHs 10 (axiBIiB MICIIEBUX CITYXO COLIATBHOT TOTIOMOTH HACENIECHHIO.

@OyHKIIT, 1110 BUKOHYIOTHCSI WICHAMH OCHOBHOI YaCTUHH KOMAaHIHM, MOXXYTh PI3HUTHCS B
PI3HUX IIEHTPaxX, 3aJEXKHO BiJ HAIBHOCTI Ta JOCBiAY MiArOTOBJICHOTO IMEPCOHATY 1 opranizamii
HaJIaHHS MTOCITYT Y IIEHTPI.

KomaHnma KOMIUIEKCHOI JOTOMOTHM TOBMHHA TaKOX BKJIIOYATH a0o0 CHIBOpAIlOBaTH i3
CTOMATOJIOTaMHM, 0013HaHUMH 11010 crieudiku reModiii, Ta iIHIMKUMH (PaxiBIIMHU, TKI MOXKYTb OyTH
HEOOXiJHI JJIs1 BUPILICHHS KOHKPETHUX JIIKYBaJbHO-MIPO(MUIAKTUYHUX NHUTaHb, 3 SKUMU MOXYTh
3ITKHYTHCS JESIKI JIIOJIU 3 TeMOQTi€0 Ta HOCI1, 30KpeMa 13 TAaKUMHU (paxiBISIMU:

° (haxiBelb 3 JIKyBaHHS XPOHIYHOTO OOJIIO;
° (hapmarieBT;

° FCHETHK;

° eIaToJIor;

° iH(EKITIOHICT;

° IMYHOJIOT;

° FTHEKOJIOT/aKyIiep;

° pagHUK 3 podeciitHol opieHTaIlii.

Komenmap pobouoi epynu: eionosiono oo Haxa3zy Minicmepcmeéa oxoporu 300po8’s
Yrpainu 6io 28 ascoemus 2002 poky Ne 385 «IIEPEJIIK nikapcekux nocad y 3akniaoax 0XopoHu
300po8'sy (3i sminamu) maki JaiKapcoKi nocaou, AK @axieeyv 3 JNIKY8AHHA XPOHIYHO20 00O,
2enamonoz ma paoHuk 3 npogeciunoi opienmayii 6I0CYmHi y nepeniKy .JIKApCbKux nocao y
3aK1A0AX OXOPOHU 300DOBA.

Jliia BupiteHHst mpo0seM 13 CYMyTHIMH 3aXBOPIOBAHHSMH, TIOB’A3aHUX 3 BIKOM, CITIOCOOOM
JKUTTS 9M IHITUMHU OOCTaBUHAMM, MOXYTh 3HAIOOWUTHCS 1HII MenuuHi ¢axiBii (auB. Poszmim 9:
«Crneungivyti npobaemu JiKyBaHH» — «CyIMyTHI 3aXBOPIOBaHHSA»).

JletanbHI TPOTOKOJM BEACHHS MAIll€EHTa MArOTh BaKJIMBE 3HAYEHHS Ui 3a0e3TedYeHHs
Oe3mepepBHOCTI HaJaHHsA JOMOMOIM Y pa3i 3MiH MEpCOHANy y CKJIaJl KOMaHAW KOMIUIEKCHOL
nomomoru %1518,

Jlnst cpusiHHSL pO3BUTKY HEOOXIJHHMX 3HaHb 1 JOcBiLy B cepi remodinii 3a paxyHOK
CHIBIIpalll 3 aBTOPUTETHUMHU HACTaBHUKAMHU Ta OTPUMAaHHs CTUIIEHIIN/TPAaHTIB MOKHa CTBOPUTHU
MOYJIMBOCTI JIJIs1 CTUMYJIIOBaHHS MEIUUHUX MPALIBHUKIB OTPUMYBATH CIeliaji3allito B 1€l cdepi Ta
BJIOCKOHAJIIOBATU PO eciiiHl 3HaHHS.

Pexomengauis 2.2.1:

Jirogam 3 remodiigicro BOI' pexkomMenaye KOOpAMHOBaHE HAMAHHS KOMILIEKCHOI
AOMOMOTY MYJIbTHAUCHUILTIHAPHOK KOMAH/I0I0 MeIHYHHMX NPALiBHUKIB, 1110 MAIOTh 3HAHHS Ta
naocBin y cepi remoiii.

INPUMITKA. OcHOBHA 4YacTMHAa KOMAHIM KOMILJIEKCHOI /JONMOMOrHM TOBHUHHA
CKJIAATHCA 3 MEIMYHOI0 KePiBHUKA, MeCeCTPU-KOOPAUHATOPA, (axiBLiB 3 OMOPHO-PYXOBOI0
anapary, JjabopanTta, axiBus 3 couiajJbHO-NCUXOJOTiYHUX MUTAHb, 4 TAKOK NAMIEHTA i WieHIB
poauHu/oNMiKyHiB. DyHKIIl, AKI BAKOHYIOTH OCHOBHI YWICHH KOMAaHAHW, MOKYTh Pi3HUTHCH B
Pi3HMX LEHTPAX 3aJ1eKHO Bill HASIBHOCTI if J0OCBiy MiATOTOBJIEHOT0 NMEPCOHAJY Ta OpraHizamii
HA/IaHHS MOCJIYT y HEeHTPi.

Pexomenpanis 2.2.2:
Juas moaeii 3 remodisiero BOI' pekoMeHaye HagsBHICTH Ta J0CTYII /10:
° BiIMOBITHOT HEBIAKJ/IAIHOI 10TIOMOTH B Oy1b-SIKHH 4ac;
o jjadopaTopii 3 AIarHOCTMKH remMocTa3y, fIKa 3JaTHAa INPOBOAUTH [0CTilKeHHs1 (aKTopiB
KoaryJisitii i TecTyBaHHs Ha iHri0iTOpH;
o BigmoBiiHuX KoOHUeHTPaTiB ¢akropiB koaryasauii (K®K), a6o miasmoBux, abdo


https://zakon.rada.gov.ua/laws/show/z0892-02#n11
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PEKOMOIHAHTHHUX, 2 TAKOK iHIIUX FeMOCTATUYHHX 3ac00iB, TakuX sk fecMonpecuH (JJJABII),
eMinu3ymMad Ta aHTUQiIOPUHONITUKH;

o 0e3MeYHUX KOMIIOHEHTIB KpOBi, Takux sfK cBiko3amopoxkeHa miaazma (C3ID) i
Kpionpenumitar, siki 0yJM HajJe;KHMM 4YMHOM IepeBipeHi, mporecToBaHi Ta/ad0 migaaHi
BipycHili inakTHBauii, B pasi, axmo K@K BigcyTHi;

° HAKJIQJIeHHs rincy i/ado JioHreTH ajisi iMMoOidi3anii Ta JONMOMIKHMX NPUCTOCYBaHb JIsl
nepecyBaHHs i 3a0e3Me4eHHs ONOPH, 32 HEOOXITHOCTI;

o iHmmMX ¢axiBIUiB JJ5 BUPIIEHHS KOHKPETHUX JIKYBAJbHO-NMPOQIJAKTUYHMX NHUTAHb, 3
SIKUMH MOKYTh CTUKATHUCH JAesIKi 0co0u, 3a norpedu.

Pexomenpauis 2.2.3:

Has ycix manienTiB 3 remoduiiero BOI' npononye niaroroBKy nucbMOBHX MPOTOKOJIIB
KJIiHIYHOT 0 Be/JleHHsl NMali€eHTa, mood 3a0e3neyuT Oe3nepepBHICThL HAJAHHS IONOMOTH y pas3i
3MiH NePCOHANTY KJIHIKH.

@DyHKUIl KOMILIEKCHOI IPOrPaMHu 10IIOMOTH

[IporpamMa HajaHHA KOMIUIEKCHOI JOMOMOTHM IIOBHHHA CIPHUATH peaizaiii KII0UYOBUX

NPUHIUITB KOMIUIEKCHOT TOTIOMOTH TpH reModinii. B 1iboMy miipo3 i onucani OCHOBHI 11 pyHKIIi.

Koopounayis ma naoanns oonomozu

[IporpamMa HajgaHHS KOMIUIEKCHOI JOIOMOTH JIO3BOJIIE€ peali3yBaTH LEHTPATi30BaHy
KOOPIMHAIIIF0 MEIMYHOT JOMTOMOTH BiJl OyIb-IKUX (haxiBIliB, CIyXkO0 1 3aKJIaJiB pi3HOTO MPOPiI0, a
TaKOX HaJaHHs CTAI[lOHAPHOI JOMOMOrH (3 rnepeOyBaHHAM Yy JIiKapHi) Ta aMOYIaTOpPHOI TOIOMOTH
(orJIsiou ¥ iHIII BiJBIyBaHHS KIIIHIKH) JUTS MAIIEHTIB Ta IXHIX POJIUH.

JIroau 3 reModiniero MOTpeOyIOTh MEPIOIUYHOIO CIIOCTEPEKEHHS 1 OLIIHIOBAaHHS CBOT'O CTaHy
Ta 30BHIIUHIX yMOB. IXHilf cTaH cIIiJ OLiHIOBATH NMpMHANMHI pa3 Ha pik; MaLieHTH 3 reModimiero
Jerkoi 260 MOMIPHOIO TSKKICTIO MOKYTh OTPeOYBATH MEHII YaCTOrO MOHITOPHHIY 2,

HanpapiieHHss 0 1HIIUX MEIUYHMX MOCHYTr (HampUKIIaZ, CTOMATOJOTIYHUX, XIPYpPriuyHUX,
THEKOJIOTIYHHX ), BKIIOYAI0YH O3HAWOMIICHHS YCiX JI0OJIaTKOBO 3aly4eHHX (haxiBIliB 1 BIAIICHD 13
IUTAHOM HAJaHHS KOMILJIEKCHOI JIOIOMOTM Mall€HTY, BIJOYBAa€eThCS B MeXkax L€l Mporpamu, 10
CIpusi€ OTPUMaHHIO Malll€eHTaMH ONTUMAIIBHOT JOMOMOTH (haxiBIIiB, 1110 MAIOTh BIAMOBIAHUN JOCBI]
y cdepi remodimii. Jlo TutaHyBaHHS 1 KOOpAMHALIT MPOIEAYP CJIiJT 3aTydaTH MaIll€HTIB/OMIKYHIB, SKi
MOBMHHI OTPUMYBATH KOHCYJIbTalll YCiX HE0OX1THUX (paxiBIiB (HAIPUKIIAM, Y BUNAJIKY XipypriuHOTO
BTpYYaHHS — aHECTE3i01I0ra, Xipypra i XipypriuHoro mepcoHany, BKIOUaroun Meacectep) 2022,

BaxuBo nocrtiiiHe CHiBpOOITHUITBO 3 MAalli€HTaMH 1 YJI€HaMHU IXHbOI POJMHU/OIMIKYHAMU 3
METOI0 PO3POOKH, ayJJUTY Ta BAOCKOHAJICHHS TUTAHY KOMIUIEKCHOI TOTIOMOTH.

Pexomenpauis 2.2.4:

Jiropgam 3 remodisiero BOI' pexkomeHnaye mnpoBeAeHHsT MYJIbTHIAMCHHILIIHAPHOTO
0o0cTe:KeHHsl, siIKe BKJIIOYAE€ OLIHIOBAHHS TreMAaTOJIOTiYHHX, NMOKa3HUKIB ONOPHO-PYXOBOI0
anmapary i SIKOCTi KHTTSl, II0 BHKOHYETbCS (axiBUIMH OCHOBHOI YaCTHHH KOMaHIH
KOMILJIEKCHOI 10IIOMOT'M NIPUHAIMHI pa3 Ha pik (K0:KHi 6 MicALiB 11 aiTeit).

INPUMITKA. HeBeauki meHTpu i ciMeiiHi Jikapi MoxyThb 3a0e3me4MTH HaJaHHSA
NEePBUHHOI MeINYHOI I0NIOMOTH TA NMPHU JIesIKUX YCKJIAJHEHHAX reMo@iaii 3a paxyHOK 4acTuX
KOHCYJIbTANUIil i3 HEeHTPOM KOMILIEKCHOI I0MOMOru npu remModuiii, 0co01MBO /I MALIEHTIB,
SIKi MEIIKAKOTH HA BeJIMKIil BiAcTaHi Bil HAOJIMAKYOr0 eHTPY JiKyBaHHA remMogiii.

Peecmp nayienmis i 36ip oanux

IIporpama HajgaHHS KOMIUIEKCHOI JIOTIOMOTH MOJIETIIyE IIEHTpalli3oBaHUi 30ip JaHHUX PO
MAIlEHTIB, CUCTEMATU30BaHUX LIOJ0 JIOKaJi3aliii KpOBOTeY, TUMIB 1 J03 BBEJCHHUX Ipenaparis,
YCKJIQJHEHB JIIKYBaHHS Ta OLIIHKH JJOBFOCTPOKOBHUX PE3YJIbTATIB I10JI0 OTIOPHO-PYXOBOT'0 arnapary i
IHIUX 3aXBOPIOBaHb, a TAaKOXX OIIHOK PE3yJbTaTiB JIKYBaHHS, TIOBIJIOMJIEHUX TAI[lEHTOM
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(HampuKIaa, 3aXO0AH, IPUHHATI MPU KPOBOTEUi, TOCTPUI Ta XPOHIYHMUA OiNb, JHI, MPOIYIIEH] Y
HaBYaHHI Yd Ha poOOTI, BIUIMB reMo(dislii Ha aKTUBHICTh y MOBCSIKIECHHOMY JKHUTTi). BcecBiTHIM
peectp nopyiieHs remocrtasy (anri. World Bleeding Disorders Registry — WBDR), po3po6iieHuit
B®TI', — ne onnaiiH-maTdopma a1k BAKOPUCTAHHS [IEHTPAMHU JIIKyBaHHs reMOQiJ1ii 1o BCbOMY CBITY
uis 300py TakuX JaHUX JUISI MOHITOPUHTY pe3yJbTaTiB MAaIi€HTIB Ta KEPIBHUITBA KIIHIYHOIO
PaKTHKOI0?,

3anucu 3 JaHUMHU MAII€HTIB HEOOX1THO BECTH BIAMOBITHO /10 3aKOHIB PO KOH(IICHIIHHICT
Ta IHIIUX HAIIOHAJIbHUX HOPMATUBHHUX aKTIiB, B ificaJli — Yy BHIJISAJAI KOMIT'IOTEPHOTO PEECTPY
HAII€HTIB, SKAH PETYISIPHO OHOBIIIOETHCS CIIELIAIBHO MPU3HAYEHUM IIEPCOHAIOM KIIHIKH 13 IPSIMUM
a00 HENPSIMUM BBEJICHHSIM JIaHUX TAIli€HTA.

CucremaTnuHuil 30ip JAaHUX TaKOX CIYXHUTh IJIS TOJETHICHHS ayAWTy IOCIYT, IO
HAJAI0ThCS IICHTPOM JIIKyBaHHs TeMOo(diIii 3 MEeTOI0 MOKpalleHHs HaJaHHsS MEIUYHOI JOIOMOTH, 1
JIOTIOMArae maIieHTOBI Kpale KepyBaTH CBOIM CTAaHOM 370POB'S.

JuB. Poznin 9: «Cnemudiuni npobnemu mikyBaHHsS», Po3min 10: «YckmagHeHHS cTaHy

OTMOPHO-pYyX0BOTO anapaty» Ta Posnin 11: «OmiHka pe3ynbTaTiB JiKyBaHHS.

Pexomenpanin 2.2.5:

Jas yecix manienTiB 3 remogiiicro BOI' pexkoMmenaye cucreMaTuyHuil 30ip JaHHUX 10
peecTpiB mami€eHTiB, e e MOKJIUBO, A ONTHMAJIBHOIO PO3MOALIY pecypciB, 3aJy4eHHsI
CJIY:K0O HaJaHHA JONOMOIM il CHPHSHHSA CHIiBOpani Mi’k HeHTPpaMM B OOMiHi JaHMMM Ta
NPOBe/IeHHI 10CIiIKeHb.

Kniniuni docnioocenns

Crnig mMpoBOAMTH OCHOBHI M KJIIHIYHI JIOCHIDKEHHS 3 reModiiaii Tam, Jie¢ 1€ MOXKIIMBO.
OCKUIBKY KUTBKICTb MAII€HTIB 3 TeMOQ1IIEI0 B OKPEMHUX LIEHTpaxX Moxe OyTH 00MEXEHO0, KIIHIUH1
JOCTIPKEHHS HallKpallle TPOBOAMTH y CIIBIpAL 3 IHIIMMH LIEHTpaMH reMo(disiii Ta HallioHaTbHUMHU
rpynaMu MawieHTiB 3 reMo(iIi€r0, TAKUMHU K HalllOHAJIbHI YIeHChKI oprasizauii BOI'.

Hasyannsa i niompumxa nayienmie/onikymie

HaBuaHHs Ta TpEHIHTH 3 TOMAIIHBOTO JIIKYBAaHHS TIOBUHHI TIPOBOJUTHCS TaM, 1€ 1€ MOXKIIBO,
1 B 1/1€as1i BOHM [TOBMHHI BKJIFOYAaTH MOHITOPUHT TOTPUMAaHHS PEXXUMY JTIKyBaHHS.

Poaunam Ta onikyHam ciiiJi HaJjaBaTH NOCTIHHY NIATPUMKY, BKIFOUAIOUYH JOMOMOTY B ITOIIYKY
pecypciB Ta/abo po3poOKy CTpaTerii, 0 JO3BOJSAIOTH iM aJanTyBaTUCS 10 XKUTTA 3 TeModiiero.

[loTeHuiiHI BUKIMKH, 3 SKUMHU MOXYTb 3ITKHYTHCS TMAaLI€EHTH 1 WIEHH POAUHU Y
MOBCSAK/IEHHOMY KMTTi, 30KpeMa, OB'A3aH1 3 MEHEDKMEHTOM KPOBOTEY, BKIIIOYAIOTh:

° 3MI1HH, OB 53aH1 3 PI3HUMH CTATIIMU POCTY i PO3BUTKY (O0COOIMBO y MIJIITKOBOMY Ta OXUIOMY
Billi);

° TOTPUMaHHS CKJIaJHOTO MEIMYHOTO PEKHUMY, IO TIOTpedye YacToro BHYTPIIIHbOBEHHOTO
BBEJICHHS TIpenapaTiB B yMOBaX peaisallii iHIIMX He MEHI BaxJIMBHX NOTped poaunu?;

° Mpo0JIeMH 3 HaBUYaHHSM 1/a00 MpalleBIalITyBaHHIM;

° IPOOJIEMH COLIATIbHO-TICUXOJIOTTYHOTO Ta MCUXIYHOTO 3/J0POB’S;

° Mpo0JIEeMH 31 CXMJIBHICTIO 10 KPOBOTEU Ta PENPOAYKTUBHOIO (DYHKIIIEIO Y HOCIIB.

VY cmiBnpani 3 OprasizaiisiMy Maii€eHTIB 3 TeMOQUII€I0 KOMIJIEKCHA MporpaMa J0IOMOTH
MOBUHHA CHPUATH YTBOPEHHIO TPYI MIATPUMKH remMo(isii, MPOBEIEHHIO OCBITHIX CEMIHapiB Ta
peKpeariitHux 3axo/1iB, TAKUX SIK TAOOPH IS JI10/IeH 3 reMo(piTi€ero.

Jus. Iigposninu 2.5 «Jlomamine nikyBanHs» Ta 2.8 «llepexin Bix meaiaTpudHOl TOMOMOTH

710 JIIKYBaHHS IOpOCauX» HUxkue, Ta Po3nin 9: «Crenudiuni npolieMu JIiKyBaHHS».

Pexomenpauis 2.2.6:
B®I' pekoMeHaye 3a0e3ne4uTH aJeKBATHE HABYAHHSA JIOIAM 3 reMogiiiecro, yieHam
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IXHIX POJMH Ta oniKyHaM, 1100 3a0e3ne4nTH caMOCTiiiHe yIIPaBJIiHHA CBOIM MeINYHUM CTAHOM
i 10cTaTHE PO3yMiHHSI ILOT0 3aXBOPIOBAHHS ISl NPOPUIAKTHKM KPOBOTEY Ta MOB'SI3aHMX 3
HHMMH YCKJIQJHEHb i IVIAHYBAHHS JKUTTH.

Pexomenpanis 2.2.7:

JIoasaMm 3 remoditiero Ta ixuiMm poauaam BOI' pexkomenaye cnpusinas i/a6o 10nomory B
NpPOBe/leHHI HAaBYAJIBHUX Ta peKpealiiHUX 3axoAiB y cHiBopani 3 NalieHTCBKUMM
opravizanismMm Jwoaeid 3 remodiiiero, MO0 XOMOMOITH 3HANTH HOBI 3alliKaBJeHHHA Ta
MOSKJIMBOCTI i MoOyayBaTH Mepe:Ky NIATPUMKH 32 YYacTI0 Pi3HOMAHITHUX YieHIB CHIIBHOTH
remodgidii.

2.3 @izuyHa KyJabTypa i Qisu4Hi HAaBaAaHTAKEHHS

®i3u4Ha aKTUBHICTh € HAA3BUYAHO BaXXJIMBOIO JJIs 3a0€311e4eHHs] HOPMAJIbHOTO PO3BUTKY
HEPBOBO-M’A30B0i cucTeMu Ta BizmdHoi popmu B3arami'®.

VY mroneit 3 remodini€ro Moke OYTH MiJIBUIIEHUI PU3UK 3HIXKEHHS MiHEpajIbHOI HIUIBHOCTI
KICTKOBOiI TKQaHWHH TIOPIBHSHO 13 3araJIbHOIO IMMOMYJISIIIEI0 Yepe3 MeBHI (JaKTOPH PU3HKY, BKITFOYA0UN
TAKKICTH TeMo(ifii, a Takok reMo(illiyHy apTponaTio i, Sk HAC/i0K, ManopyxauBicTs?’. Criocoou
3MIIIHEHHS 370pPOBOTO CTaHy KICTOK BKJIIOYAIOTH 3aroOiraHHs TeMapTpo3y, PeryisipHi ¢izudHi
HABaHTa)KCHHA U aJIeKBaTHUI piBEHb CIIOKMBaHHS BiTaMiny D 1 Kanpiio2®?’,

Oci6 31 3HAaYHOIO AUCPYHKITIEIO OMOPHO-PYXOBOTO arapary ciiij] 3a0X04yBaTH 10 BAUKOHAHHS
(b13UYHMX BIIpaB Ui 3HIKEHHS Bar — HACKUIBKU 11€ 103BOJISIE CTaH cyryio0iB. Take HaBaHTaXEeHHs
TAKOXK CIIPUSE PO3BUTKY KiCTKOBOI TKAHMHH i IiATPUMIIi il IMIIBHOCTI HA JOCTATHHOMY piBHi 2,

Bubip BuziB (i3uvHOT aKTUBHOCTI TOBUHEH BIOOpaXkaTH yIoA0O0aHH/IHTEpECH JTIOANHH, 11
Gi3uuHUl cTaH 1 3I0HOCTI, MICIIEBI 0COOTMBOCTI Ta HAsIBHI PECYPCH.

Crnig 3aoxouyBaTu Jrofeil 3 remodiiiero 3aiiMaTHCs OE3KOHTAKTHUMHU BUIAMH CIOPTY,
TaKUMHU SK TJIaBaHHS, X0AbOa, Oir mariomieMm, roibd, OaaMiHTOH, CTpUIbOAa 3 Jyka, i371a Ha
BEJIOCHIIE/II, BECITYBaHHSI, BITPUJIBHUM CIIOPT 1 HACTIJILHUN TEHIC.

Bunu criopty 3 BUCOKOIO BIpPOTIIHICTIO KOHTAKTIB 1 31TKHEHb, TaKl K QpyT00J, XOKeH, peroi,
60okc Ta O0poThOa, a TAKOXK MIBUAKICHI BUAM CIIOPTY, TaKl K TOHKM HAa MOTOLMKIAX 1 JIMXKI, HE
PEKOMEHAYIOTHCS Yepe3 MOTEHIIHY HeOe3MeKy Ui KHUTTSA B pasi MOIIKO/KEHb;, BHKIIOYCHHIM
MOXYTh OyTH BUIAJIKH, KOJIH JIIOIMHA OTPUMYE aJIeKBaTHY NMPODIIAKTHKY JUIs HIATPUMAHHS CTaHy
3JIOpOB’s MiJl Yac TaKoi AISUIBHOCTI Ta 00pe 0013HaHa 111010 MOMKJIMBUX PU3HKIB.

JIronu 3 remoistiero MOBUHHI 3aCTOCOBYBATH CHOPTUBHI 3yOH1 IIMHY (KA ), BATOTOBJIEHI 32
CHellaJIbHUMU BUMOTaMH, Uil BCIX KOHTaKTHUX BH[IB CIOPTY, 100 3amo0irT TpaBMaM 1
TONIKO/IKEHHIO 3y0iB Ta M’ IKUX TKAHUH POTOBOI HOPOKHUHUZS,

Cnipg cnpuaru peanizallii OpraHi3oBaHMX CIOPTUBHUX IIpOrpaM, a HE HEOpraHi30BaHHUX
CHOPTHUBHUX 3aXO/IiB, KOJM 3aXMCHI 3aCO0H Ta HArJIsl MOXKYTh OyTH HEJOCTaTHIMU ab0 BIICYTHIMHU.

B ineani, mroasm 3 reModiniero (OMiKyHaM 1 Wi€HaM iX POJIMHU) MEpea TUM, SIK 3aiiMaTHCs
HOBMMHU BUJAMHU CHOPTY a00 (Pi3MUHOrO0 HAaBAaHTAXKEHHs, CIiJl MPOKOHCYIbTYBAaTHCS 3 (i3UYHUM
TEpaneBTOM JIJII OOTOBOPEHHS JOLUIBHOCTI ITUX BHJIIB, HEOOXITHOTO 3aXHCHOTO CIIOPSHKCHHS,
npodiIaKTHYHUX 3aX01iB (MpodinakTuka (aKTOPOM Ta 1HIII 3aX0AM) Ta (PI3UYHUX HABUYOK 1 BMiHb
HEOOXITHUX TIepe]l TTOYaTKOM IUX 3aHATh. Lle 0coOIMBO Ba)IJHMBO, SKIIO Yy JIIOAUHU € Cyriol i3
PELMIMBHOIO KpOBOTeUero (TOOTO CyrjaoO-MillleHb, Yy SKAH Halvacrinmie BigOyBaroThCS
KPOBOBMIIHBH)?®,

[TocriitHe HaBYaHHS MAalI€HTIB/iX OMIKYHIB IMIOJ0 MOKJIIIMBUX HACIIIKIB 1X MISUTBHOCTI Y
3B’A3KY 3 remModuiiero (ToOTO THYUYKICTH CYIrJo0iB, TpaBMHU Cyrjo0iB ab0 M’s3iB) € Ba)XJIMBOIO
CHpaBoo, sl TOro mo0 poOUTH OOTpyHTOBAaHWM BHOIp, BIIMOBIIHO aJamnTyBaTH CaMOCTiiHE
YIIPaBIIiHHS CBOIM CTAHOM Ta BiJIMTOBiTaTbHO KEPYBATH CBOEIO YUACTIO B CIIOPTUBHUX Ta KyJIbTYPHUX
3axo/ax.

[Tin yac ¢i3uyHOrOo HaBaHTAXKEHHS CYIJOOM-MIIIEHI MOXKHA 3aXUCTHTHU IIMHAMU abo
JIOHT€TaMH, OCOOJIMBO 32 BiJCYTHOCTI NPO(UIAKTUYHHUX 3aXOMIB, 1[0 OXOIUTIOIOTH TOJIOBHI (pakTopu
pusnky 2031,
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Jus. Po3nin 7: «JlikyBanHs crienudiunux kpooteu» i Po3nin 10: «YckinagHeHHsS OMOpHO-
PYXOBOTO amapaTy».

Pexomenpanis 2.3.1:

B®I' pexkomeHnaye cnpusiTH peryJsipHUM (i3MYHUM HABAHTAKEHHAM i MIATPUMAHHIO
¢iznunoi popmu Jroaeii 3 remodisiero, MPUALIAIOYA 0C00JUBY yBAary HmiATPUMIi 310pPOBOro
CTAHY KiCTOK, 3MilITHEHHIO M’513iB, IOJIINIIEHHI0O KOOpAuHaNil, piznunnx GgyHkuin, cradipizamii
3/I0POBOI Baru Tijia i MO3UTHBHOI CAMOOUIHKH.

Pexomenganis 2.3.2:

B®I' pexoMeHaye CIpUSITH 3aHATTSM JIoAell 3 reMo(iniclo 6e3KOHTAKTHUMH BUAAMHU
criopty. CJ1il yYHUKATH BU/IiB CIIOPTY 3 BUCOKOI0 BiPOTiIHiCTIO KOHTAKTIB i 3iTKHEHHSI, a TAKO0K
(i3uyHOI AKTHBHOCTI, MOB’SI3aHOI 3 BUCOKOI0 MIBUAKICTIO, SIKIIO JIIOUHA He MepedyBa€ Ha
NPOoPLIAKTHYHOMY pPe:KuMi, AKMI 3a0e3meuye aleKBaTHY NIITPUMKY TAKUX BUIB AisIbHOCTI,
i He mpoiHdopMoBaHa HAJIEXKHUM YHMHOM IO/I0 IX MOTEHUIHUX PU3HUKIB, a TAKO0XK 00 iHIITKUX
HEOOXiTHUX 3aXUCHHUX 3aXO0/1iB.

INPUMITKA. Ilpun BuOopi BHIIB cHOPTY i CHOPTHMBHHX 3aXO0liB CJiJ BpPaxoBYBaTH
¢iszuuHMi cTaH Ta 30I0HOCTI JTIOAMHM, iIHTEepecH i yIIOJ00aHHSI, MiclIeBi 0CO0JIMBOCTI Ta HAasIBHI

pecypcu.

Pexomenpnauis 2.3.3:

Jwasam 3 remoduiiero BOI' pexkomenaye mepex TUM, SIK 3aiiMaTHCA CHOPTOM i
(pi3MYHUMHU BIIpaBaMH, IPOKOHCY/JIbTYBAaTHCA 3 (Pi3HUHMM TepaneBToM 260 iHIMM daxiBuem 3
npodJieM ONMOPHO-PYXOBOI0 amapary AJisi 00rOBOPeHHs JOUUIbHOCTI 00paHuX BUAIB (izmuHOl
aKTMBHOCTI, iX BiinoBiaHocTi Gi3MUYHOMY CTaHY JIIOAUHH, 2 TAKOK BUMOT 10 IeBHUX (Pi3HUHUX
HABHMYOK i BMiHb Ta/a00 3aXMCHOTO CIIOPSIA’KEHHSI.

2.4 JlonomizkHa Tepamnis

JloromixkHa Teparisi MOXe OyTH Ba)KIMBOIO IPHU JIIKYBaHHI KpPOBOTEY, OCOOJIUBO TaM, i€
BUKOPUCTAHHS KOAryJIsIiiHOT Teparii i reMoCTaTH4YHUX 3ac00iB € 00MeXEeHUM (200 HETOCTYITHUM),
1 MO’K€ 3MEHIITUTH J03U HEOOX1HOTO JIIKYBAIBHO-IPO(ITAKTUYHOTO TIpernapary.

[Tepma qomomora € KIIF0U0BOIO CKIIAA0BOIO IOTIOMDKHOTO JTIKyBaHHsI. J[J1s1 MiABUIIICHHS PiBHS
¢akropis koaryssuii (a6o JJ/TABII npu nerkiit popmi remodinii A) Ha nogatok 10 KOK moxe 6ytu
Bukopuctanuii Habip mpuniumiBs PRICE (anrm. Protection, Rest, Ice, Compression, and Elevation)
— 3aXHUCT, CIOKIH, JiJ, KOMIIPECIs, MIIHITE TOJOXEHHS KIHIIIBKM — Ha OCHOBI CTaHAApTHOTO
IPOTOKOJIY JIIKyBaJIbHO-TIpoUIakTUYHUX mnpouenyp npu TpaBmax RICE (anrnm. Rest, |Ice,
Compression, and Elevation) — crmokii, ig, KoMmmpecist, MiAHATE MOI0XKEHHS KiHI[IBKH, — IO
3aCTOCOBYETBCS MPU KPOBOTedax i3 cyrnobiB i m’s3iB. B inmomy migxoni — POLICE (anrm.
Protection, Optimum Loading, Ice, Compression, and Elevation) — 3axuct, onTUMaibHE
HABaHTa)XCHHS, JI1/I, KOMIIpecist (MOB'3Ka, sIKa AaBUTh ), MiAHITE MOJTOKESHHS KIHI[IBKH) — «CIOKi»
3aMIHEHO Ha «ONTHMaJibHE HaBaHTAKEHHA», 1100 30CepeluTH yBary Ha HEOOXIJHOCTI CTBOPHUTH
0anmaHC MK BIIMOYMHKOM 1 PaHHIM IMOYATKOM PYXJIMBOCTI 3 TOCTYIIOBUM POCTOM HAaBaHTA)KEHHS Ha
KiHIiBKY a00 Cyryio6, mo6 3amo0irTH PO3BUTKY YCKIAIHEHb 3 HACTYIHOKI iMMOOimi3ariero’?.
BaxnBo BpaxyBaTH JOLUIBHICTH KOKHOTO 3 IIUX 3aXOMIB Y JIaH1i KOHKPETHIN cUTyallii.

OcTaHHIMH pOKaMH BEIYThCS JMUCKYCIl IIOJIO0 3aCTOCYBAaHHS JIbONY, SIKHi, SK BBaYKAIOTh,
JI0TIOMarae ToJIETIyBaTH TOCTpUi O BiJl KpOBOTEUl B Cyrjo0ax i 3MEHIIYE NPUIUIMB KPOBI 10
TIONTKOKEHOT TKAHHHK . B 0JIHOMY J0CIiKeHHi BUCIOBIEHO MIPHITYIIEHHS, 0 OXOJIOKYOUHit
eeKT b0y MOKE 3aBajKaTH 3rOPTAHHIO KPOBi Ta YHOBiILHIOBATH Mpoliec GOPMYBaHHS 3TyCTKY>,
Onnak, 13 MPOTHJIEKHOT TOUKH 30pY, 3a3HAYAETHCS, 10 0araro JIroaei 3 reModuTiero MiHYIOTh JIiT K
3aci0 A1 moJIermeHHs 00JIo, 1 110 IS THX, XTO HE Ma€ IOCTYITY JI0 MOTPIOHUX MEAUKAMEHTIB, y pa3i
rOCTPOro Ta XPOHIYHOTO GO0 JTijl MOke OYTH €IMHUM BapiaHTOM (CTiKyBaHHI» > /.
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Jus. Pozain 7: «JlikyBaHHs ciennpigHUX KPOBOTEY» — «BHYTPIIHBOCYTII000B1 KPOBOTEU1»
— «JlomoMi>XKHHI TOTIIAI.

®dizuyHa Tepamis 1 peabimiTaiis € 0COOIUBO BAKIMBUMHU TSl BITHOBJICHHS Ta MOJIIIICHHS
(byHKLIN OMOPHO-PYXOBOIO arapary IMiciast KpOBOTEU Y M sI3H 1 CYTJI00H, a TaKOX Ui THX, Y KOTO
JiarHOCTOBaHA reModiniuHa apTponaTis o,

Jus. Pozain 7: «JlikyBaHHs ciennpigHUX KPOBOTEY» — «BHYTPIIHBOCYTII000B1 KPOBOTEU1»

— «®izuyHa Tepamis 1 peabumiTamis», Ta Po3min 10: «YcknagHeHHs cTaHy 31 CTOPOHH

OMOpHO-pyXoBoro amapary» — «l'emodiriuHa apTpomnaTisi i KOHTPAKTYpU CYTI00iB» —

«®Di3znyHa Teparris reModIYHOT apTponaTii».

AnTH(IOpHHONITHYHI TpenapaTH € eQEeKTUBHUMHU 3ac00aMH JIOTIOMDKHOTO JIIKYBaHHS TPH
KpOBOTEYaX 31 CIM30BUX OOOJOHOK Ta 1HBAa3MBHUX CTOMATOJIOTIUYHUX MpoIleaypax (AMB. HIKYE
2.7 «CtomartoJoriyaa JomoMora i JorJisiy 3a 3yoamuy, a Takok Po3min 5: «['emoctatudni 3ac00m»
— «IHm1i hapmMakoI0TiyHI BapiaHTH JOTIOMOTH).

Heski cenextuBH1 iHrioiTopu L[OI'-2 MoXyTh 3acTOCOBYBATHCSI IIPU 3allaJIeHHI CYrJo0iB
Ticis TOCTpoi KpoBoTedi i mpu XpoHiunomy apTpuTi’® (muB. Hmkue ITigposain 2.6 «YmpapmiHHS
oonem»).

JlomoMi>kHI METOJM YIpaBJiHHA OojieM (HaNpUKIal, MEIUTAIlis, BiIBOJIIKAHHS YBaru,
MEHTaJIbHA MPAKTHUKa YCBIIOMJIEHOCTI a00 My3MUHa Teparis) TaK0X MOXKYTb OYyTH KOPUCHUMHM JJIst
THX, XTO CTPaXIa€ XPOHIYHOK TeMmo(diIuHOKW apTpomnariero (muB. Hwkye Iligpozmin 2.6
«YrpaBiiHHs 00JIeM»).

Pexomennauis 2.4.1:

Jloasm 3 remodiii€ero, iki MalOTh BHYTPIIHBOM’A30Bi 200 BHYTPIlIHBOCYIJIO0OBI
kpoBotedi, BOI' pexomenaye norpumyBatucsi npunuumnis PRICE (3axmcer, cnokii, Jiina,
KOMIIpecisi, MiAHATE MOJI0KeHHS KiIHUIBKH) J10JATKOBO 10 3a0e3ne4YeHHs] MiABUIIEHOI0 PiBHSA
(dhaxTopiB KoaryJsuii.

Pexomennauis 2.4.2:

JIrogam 3 remoginicro, mo BHAYKYIOTH Hiciasi Cyrjio00Boi a00 BHYpPilIHBOM’si30BOI
KpoBoTteudi, BOI" pexomeHay€e mocTynoBo BiIHOB/IIOBATH (Pi3UYHIi HABAHTAKEHHS i HATJISIAOM
(pisu4HOrOo TepameBTa 3 AOCBiAOM Yy cdepi reModiii 151 OMIHKH HUM CTYNEHsI BIIHOBJICHHS
HOPMAJILHOTO PYXY i KOOpAMHAILii.

IMPUMITKA. Iloxo aireit 3 remodiiicro, AKi BiTHOBJIKTHCA Micas Cyrj1000B0i ado
BHYPIIIHBOM’5130B0OI KpOBOTeYi, (pisu4yHMIl TepameBT i omikyH a00 4jeH POJAMHM NOBHHHI
3aJMIIATHCH B TICHOMY KOHTAKTI JJsi OOrOBOpPeHHsl Ta NPHUAHATTHA PpilleHHA 1010
3aCTOCYBaHHSl BiANOBIIHUX BHAIB cnopty Ta @i3MYHOI AKTHBHOCTI AJsl MOCJiZ0BHOI
peadiiiTanii AMTHHU.

Pexomennauis 2.4.3:

Jlrogam 3 remodiniero, B AKMX AiarHocTOoBaHO remoginiudy aprpomnartiio, a6o siki
OIYKYIOTh HICJIsI KPOBOTe4i, MOB’A3aHOI 3 ONMOPHO-PYXOBHM amapatoM, BOI' pexomenaye
Opatu y4acTth y 3axo/ax 3 ¢pi3uuHoi Tepamnii Ta peadiiiTauii.

Pexomenpnauist 2.4.4:

JIropgam 3 remodiniero BOI' pexomeHay€e BHKOPHCTOBYBATH AHTH(iOpMHOTITHYHI
npenapatv (Hampukjiag, TPAHEKCAMOBY KHCJIOTY, eNCHJIOH-aMiHOKANPOHOBY KHCJIOTY —
EAKK) oxpeMo a0o sik 10n0MizKHe JIIKyBaHHs, 0C00JIMBO VI KOHTPOJII0 KPOBOTeY i3 CJIM30BO1
000/10HKM Ta NPHU IHBa3MBHUX CTOMATOJIOTIYHUX MPOLEAYpPAaX.

2.5 JlomamHe JikyBaHHS
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JloManiHe JiKyBaHHS Jla€ JIIoasM 3 remodutiero Heraitauid goctyn jgo KOK abo g0 inmmx
3ac00iB KOaryJsmiiHOi Tepamii Ta reMOCTaTHYHUX 3aco0iB (Hampukian, eminuzymao, JJIABII,
aHTU()IOPUHOIITHKY) 1, OTXKeE, 3a0e3Meuy€e ONTUMANIbHE JTIKYBaHHS PaHHIX CUMITOMIB, 1110 3MEHIITYE
Oinb, MUCRYHKINIO Ta TPUBAIICTh HEMPAIE3MaTHOCTI Ta 3HAYHO 3HIIKYE 4YacTOTY BHIIQJIKIB
rocriTanizaiii 3 IPUBOY YCKJIAAHEHb reMO(UIIYHIX KPOBOTEY, 1110 OCOOIMBO €(PEKTUBHO JUISI THX,
XTO MPOXOIUTH NPO(DUTAKTUYHE JIIKYBAaHHS TOPIBHIHO 3 €MI30JUYHUM JIIKYBaHHSIM.

JlomarHe JTIKyBaHHSI TaKOXX 3a0e3rneuye JIoAsIM 3 TeMo(]iTier0 3HaYHO MOJIIIIICHY SKICTh
JKUTTS, BKIIOYAIOYM MEHITY KUIBKICTh MPOITYCKIB Y IIKOJi/Ha poOOTi, 31aTHICTh O€3MeUHO OpaTH
y4acTh y OUIbII PI3SHOMAHITHUX BUAAX CIOPTY 1 (i3MYHUX HABAHTAXKEHHSX, OUTBIITY CTAaOIIBHICTD Y
TNpaneBIaTyBaHHi Ta 6inblIy cBO6OIY MOmOpOKeii*:,

JlomaimiHe JIKyBaHHS Ma€ TPOXOJUTH IiJ] MWIBHUM HAarJIAOM MEIWYHOI KOMaHIU
KOMIUIEKCHOI JOMOMOTH, 1 MOro ciifi po3MOYMHATH JIMILIE Miclisi KOMIUIEKCHOIO HaBYaHHS Ta
MiIrOTOBKM mamieHTa/onikyHa*t 42,

HaBuanus noBuHHO OyTH 30CepePKEHO Ha MPOCYBAaHHI OCHOBHHX 3HaHb 3 TeMO(1iii Ta OCHOB
JIOMAIIHBOTO JIIKYBAaHHS, BKITFOUAIOYH:

° po3Mi3HaBaHHA KPOBOTEY 1 3arajbHUX YCKIIaTHEHb;

° 3aX0JIM IEPIIOI TOIMTOMOTH;

° pO3PaxyHOK JI03yBaHHS;

° 30epiranss, npurotyBanHs i BBeneHHss KOK Ta/abo0 iHmmX JiKyBabHO-PO(DITaKTHYHUX 3aC00i1B;

° aCENTUYHI TeXHIKU i Mpolenypu;

° BEHOITYHKIIi10 (200 JOCTYII Yepe3 ISHTPATbHII BEHO3HUH KaTeTep) 1 CAaMOCTIiHI BHYTPIIIHLOBEHHI
BJIMBAHHS/1H €KIII1 MperapaTis;

° BeJICHHS 3aITUCIB O0JIIKY;

° HaJIe)KHE 30epiraHHs W yTHIIi3aIlito TOJIOK/TOCTPHUX MPEAMETIB;

° YCYHEHHS PO3JIMBIB KPOBI.

IIporpama aTecrarii maii€HTa/OMiKyHa OO JOMAIIHBOTO JIIKYBaHHS € KOPHCHOIO ISt
MIATBEPHKCHHS i1 3a0e31eueHHs TOTOBHOCTI PO3IMOYATH JJOMAIITHE JIIKYBaHHS.

B xiiHiIi ¢ po3rNISHYTH Ta OLIHUTH Pa3oM 13 MallieHTaMu Ta OMiKyHamH abo 4JIeHaMu
POJIMHU TaKl MUTaHHS, K JOTPUMAHHS PEXKUMY JIIKYBaHHS, pIBEHb HaBYaHHS  PO3yMIHHS BUOOPY
— enizoAnyHe ab0o NpodIaKTUYHE JTIKYBaHHS, TEXHIKM BHYTPIIIHBOBEHHOT'O BIIMBAaHHS/1H €KLIN Ta
OMHC 1 00K KPOBOTEMY.

JIUB. TakoX HMXKYE po3il «CaMocCTiliHe YIpaBIiHHSI MEAUYHUM CTAaHOM.

3amicHa Tepanisi pakTopamMu Koaryasuii

HNomamne nikyBanHsa K®OK B ijeani moBUHHE 3A1MCHIOBATHCS 3a JOIMOMOTOI0 OE3MEeYHUX 1
aerkopo3unHHuX npenapariB. KOK wmoxna 30epiraTu npu KiMHaTHI Temmeparypi abo B
MoOyTOBOMY XOJIOIUIBHUKY, 3aJIEKHO Bi ipenapaty. Jlroau 3 reMmodiriero mOBUHHI MaTH HaBUYKH
CaMOCTIMHOTO BBEJEHHS IpenapaTiB, 100 MiHIMI3yBaTH dYac Ha OTPUMAaHHsS JIKyBaHHA Ta
TIOKPAIMTH PE3yIbTATH 00 CTaHy 30pPOB’s CBOIX Cyrno6is®.

JlomariiHe JiKyBaHHS MaJleHbKHUX JiTel 3a qornomororo KOK MoskHa po3mnodaTy 3a HasiBHOCTI
Yy HUX JJOCTaTHBOTO BEHO3HOT'O JOCTYIY 1 MOTUBOBAHUX YJIEHIB POAMHH a00 OMIKYHIB, SIK1 IPOUIILIH
KOMIUIEKCHY MiAroTOBKY. JliTHM crapmioro BiKy 1 HIATITKH MOXYTb HABUYHUTHUCS CaMOCTIHHOTO
BHYTPIITHROBEHHOTO BBEACHHS TMperapariB 3a YMOB TPOXO/DKCHHS HAaBUaHHS W MPAaKTHYHOI
HiATOTOBKU Y MEJICECTPU-KOOPAUHATOpA 3 JONOMOTH Mpu reModiii (abo JoMamHboi MeacecTpu-
(daxiBI 3 BHYTPIIIHLOBEHHUX 1H’ €KIIIH, SKIO 11€ MOKJIMBO) Ta 3a HASIBHOCTI MIATPUMKH POJIMHHU.

JluB. HUxkue «CaMocTiifHe yIpaBliHHSA MEIUYHUM cTaHoM» 1 Po3ain 6: «IIpodinakTuka nmpu

reMoiii».

HoBgi MeToau JlikyBaHHSI reMocTa3sy
BukopucraHHs HOBITHIX 1HHOBAIIIfHUX METOJIB JIKYBaHHS, MpenapauiB, 10 BBOASTHCS
PI3HUMU CIIOCOOaMH, BUMArae peTeiibHO CINIAHOBAHOT'O HABUAHHS TMAIli€EHTIB/OMIKYHIB, TIATOTOBKH 1
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HAarJs1y, 0 BKIIIOYAE CTICLIANbHY HiATOTOBKY JJISl TUX, XTO EPEXOAUTH JI0 1HIIOTO BUAY JIKYyBaHHS
(HampwuKIIaa, BiJl 3aMiCHOT Teparii 3a TOIOMOT 00 BHYTPIIIIHBOBEHHUX 1H €KIII (haKTOPiB KOATryJIsIIil
10 (aKTOp-3aMiHIOBATIBHOI MIATPUMYBAIBHOI Tepamii 3a JOMOMOTrOI0 TMiALIKIPHOTO BBEICHHS
eMinu3ymaoy).

[MamienTy Ta X OMiKyHM MOBHHHI PO3YMITH OCOOJIMBOCTI, IEPEBAru M yCi PU3HUKH, MOB'I3aH1
3 MeBHUM TpenapatoM. Jlyke BaxJMBO, moO0 BOHHM OyaM SIKICHO HaBYCHi, SK KOHTPOJIOBATH
JIKyBaHHS 1 BIIMOBIh HA HHOTO, & TAKOXK 32 SIKUX OOCTaBHH BOHH MOBUHHI 3B’SI3yBaTHUCS 31 CBOIM
JikapeM Ta/a00 IeHTPOM JIIKyBaHHs remModimii (Hanpukiaa, y pa3i IpOPUBHOI KPOBOTEYl YW MpHU
MiJTOTOBIII IO OTepaIrii).

Emiyusymab

JIronu 3 reModiniero A, Mo MPoXoaaTh NpodUIAKTHYHE JTIKYBaHHS eMIM3yMadoM, MOXKYTh
pPO3MOYATH JIOMAIITHE JTIKYBAHHS ITICIIS HAJICKHOI MITOTOBKHU 3 TEXHIKH ITiIITKIPHIX im exiin .

Eminmsyma0, a takox Ti mpenaparty, mo He € aHainoramu K@K ta 3HaxonsaTbes Ha craaii
PO3pOOKH, BiIPI3HAIOTHCSA BiJ 3BUYAHUX BHUIB MPO]ITAKTUYHOTO JIIKYBAHHS, OCKIJIbKA BOHH HE
3aMIIyIOTh BiJICYTHIM (haKTOp 3rOpTaHHSA KPOBi; 1X BBOASATH MIALIKIPHO, 1 B JEAKHX BUMAAKaX ix
MOKHA BBOJMTH He YacTille ojHOro abo JBOX pasiB Ha micsub?’. Kpim Toro, i mpemapatu He
HOB'A3aHI 3 KPUBHUMH 3aXUCTY, SIKI MarOTh MIKM 1 CHAAW, L0 XapaKTEpHO JUIl HAsSBHUX CXEM
npoQUTAKTUIHOTO JIIKYBaHHS 33 JOMOMOTOI0 (haKTOPiB KOATYIIALLI.

[Tiqmkipauii HUISIX BBEACHHS eMilizymalOy BiKe MOJIETIIye BBEACHHS MPO(ITaKTUYHOrO
JIKyBaHHS TEJIaTPUYHUX TALI€HTIB y Ay)Xe paHHbOMY BiIli, 0e3 HEOOXiJHOCTI 3aCTOCYBAaHHS
npuUCTpPoiB  HeHTpaibHOro BeHo3Horo noctyny (ITLB/I). Eminnzyma®d poOuTh MOKIUBUM
3aroyYaTKyBaHHs TMPO(ITAKTUYHOTO JIKYBAaHHS MpPH HAPOUKECHHI, MO0 3a0€3MeUUTH 3aXHCT
HOBOHAPOJKEHHUX 1 HEMOBJIST, Y SIKUX BIIEpILE JIarHOCTOBAHO TSKKY Gopmy remodimii A; onHak
TIOTPiOHI TTOAABIII TOCTIKEHHS Y HEMOBIAT BikoM 710 1 poky”®.

Eminn3yma® He mnpu3HaueHWM Ui JIIKYBaHHS €Mi30fiB TocTpux KpoBored. [IpopuBHa
KpoBOTEYa JIKyeThCsl /1030BaHUM BBeAeHHAM K@K (abo mpemapatamu oOXigHOI 1ii y BUNAAKY
HalieHTiB 3 1HribiTopamu 10 (akTopiB Koaryisuii) Ha piBHi, JOCTaTHBOMY MJISl JIOCATHEHHS
remocra3zy. [Ipu nikyBaHHI €mi30/11B IPOPUBHOI KPOBOTEUI MOTPIOHA OOEPEKHICTH M1 Yac Npuiomy
eMilnu3ymMaly, OCKUIbKH y JESKUX MAI[l€EHTIB PEECTPYBAIN PO3BUTOK BEHO3HOT TpoMOoeMboumii abo
TPOMOOTHYHOI MIKpOAHTionarii MpH OJHOYACHOMY 3aCTOCYBaHHI KOHIIEHTpPAaTy aKTHBOBAHOTO
npotpom6inosoro kommiekcy (KAIIK)*. Cnix o3maifomMuTcs 3 iHCTPYKIi€I0 3 MEIMUHOTO
3aCTOCYBAHHSI KOXKHOI'O OKPEMOT'0 MEMYHOT0 BUPOOY JIsl OTPUMAHHS 3aCTEpEKEHb 1 peKOMEH a1l
3 yIpaBIliHHS PU3UKAMHU.

Jus. Po3nin 5: «I'emoctaTuyni 3acobu», Po3nin 6: «IIpodinaktuka mpu remodimiin 1 Po3ain

8: «IHribiTopu 10 (haKTOPiB KOATYIALII».

CamocrTiiiHe ynpaBJ/IiHHSI MeIHYHUM CTAHOM

CamMocTiiiHe ynpaBiliHHS CBOIM MEIWYHUM CTAaHOM HallIJIEHO Ha PO3MIMPEHHS MOXKIMBOCTEN
MAI[i€HTa 1 CTOCYEThCS 3/IaTHOCTI MallieHTa 3700yTH HEOOXiqHI HABUYKK Ta 3HAHHS, OO CTaTh
KOMITETEHTHHM Y JIOTJISAJII 32 CAMUM CO0010, 1 3aCTOCOBYBATH 1X Y MOBCSKJAEHHIN AiSTTBHOCTI 3 METOIO
KOHTPOJIIO CBOTO CTaHy Ta MiHiMi3allii Horo BIUIMBY Ha (izuuHe i ncuxiyne 310pos'a*®. CamocTiiine
YIPaBJIiHHSA CBOIM MEIMYHUM CTAaHOM BUMAarae BiJl JIOZEH 3 reModuIiero cremialbHUX 3HaHb MPO
MeXaHI3MU KpOBOTeUl Ta CTpaTerii JiKyBaHHA (KOJHU 1 5K JIIKyBaTH, Ta Ky 703y BUKOPUCTOBYBATH)
45

Kito4oBi HaBUUKM CaMOCTIITHOTO YIIPaBIIiHHS CBOIM MEIUYHUM CTaHOM, HEOOX1THI JIFOISIM 3
reMoini€ro, BKIIOUAIOTH :
° PO3Mi3HABAHHS KPOBOTEY;
° YMIHHS i1 HABUUKHM CaMOCTIMHOT'O BHYTPIIIHLOBEHHOTO BBEACHHS ITpenapaTy/caMoIiKyBaHHS;
° caMOCTiitHe HajaHHs co0i JonoMoru (ToOTO 3abe3NedyeHH sl XapuyBaHHs 1 MIATPUMaHHS (i3UIHOT

dbopmHu) Ta ympaBIiHHSA TPU3HAYCHUMH JIKApCHhKUMH 3aco0amu (TOOTO BeIEHHsI OOIiKY,
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MIPOBEJICHHS MPOIIETYp JTIKYBaHHS, MiATPUMKa aJCKBATHOTO 3aIacy JIKapChbKUX 3ac00iB, HABUYKH
30epiraHHs, po3BEJCHHS IIPEnapaTiB Ta BBEJACHHS JIKYBAIbHO-TTPO(IITAKTUIHUX 3aC00IB);

° yIpaBIiHHSA O0JIeM;

° YIpaBJIiHHS PU3UKAMHU Ta PO3YMIHHS KOHIEMIIT MPoQ1IaKTUYHOTO JTIKYBaHHS.

JlJiss caMOCTIHOTO KOHTPOJIIO 332 CBOIM MEAMYHUM CTAaHOM TaKOX Ba)UIMBUMH € 3HAHHSI
BIJIMOBIIHUX JIOJAATKOBUX METOMIB JIIKYBaHHS (Takux, sK aHTU(IOpUHOMITHKH, 3HEOOIOI0UI
npernapaTi) i JOIOMIXHOTO JiikyBaHHs (Hanpukias, npuniunu PRICE).

Jus. Iligpo3gimu 2.3 «®DizuyHa KynbTypa 1 (i3WyHl HaBaHTOKEHH», 2.4 «JlomomixkHe

JiKyBaHH», 2.5 «JlomalHe JiKyBaHHs» BULIE Ta 2.6 «YTIpaBiIiHHS 00JIeM» HUKYE.

Posniznaeanns kposomeu

Po3nizHaBaHHs KpOBOTEY, OCOOJMBO B pa3i KPOBOBWIIMBIB y CYTJIOOM Ta M’SI3U, € CYTTEBOIO
YaCTUHOIO CaMOCTIIHOTO KOHTPOJIIO CBOTO MEIMYHOTO CTaHy, IO JTO3BOJISIE PO3IIOYATH CBOEYACHE
JIKyBaHHS JUIs MiHIMi3alii KOPOTKO- Ta JOBIOCTPOKOBOTO BILTUBY KpoBoreui. [Ipu remodimii
BUYIKYBATBHHUHA IMIIXiJl I0J0 MOXJIMBHX KPOBOTEY a00 TPOMYCKH BBEACHHS IpErapaTiB MOXKe
MPU3BECTH IO MOSBH 1 MPOrPeCcyBaHHs CUMOTOMIB KPOBOTEYI, SIKi HE TUIbKU € OONIIOYUMHU, ale B
KIHIIEBOMY IiJICYMKY NPU3BOJATH JI0 MOIIKO/KEHHS CYTJI00IB.

UneHnam poaMHU/OMIKYHAM Ba)XJIMBO OYTH 3aTHUMHU PO3MI3HATU CIA0OKOBUPAKEHI O3HAKU
KPOBOTEU Y MaJICHBKUX AIiTeH 3 TeMO(]ili€r0; y HEMOBIIAT 1 JiTEll paHHBOTO BIKY PO KPOBOTEUi Y
CyrJIOOHM/M’SI3U MOXKE CBITUUTH HEOaKaHHS KOPHUCTYBATHCS KiHIiBKOI0* . O3HAKH # CHMIITOMHU
TONMPEHHX BUJIB KpoBoTeu mpu Temodimii>’ omucani Posmimi 7: «JlikyBamus crerudiunmx
kpoBoteu» Ta Po3aini 11: «OuiHka pe3ynbTartiB JiKYBaHHS».

st THX, XTO mepedyBae Ha MPOQITAKTUIHOMY JIIKYBaHHI HOBUMH BHJAMHU KOAryJsIiHOI
Tepamii, BaKJIMBO KOHTPOJIFOBATH ¥ OIIIHIOBATH 3JaTHICTh IMAIIEHTIB/OMIKYHIB pO3Mi3HABaTH
MIPOPYBHI KPOBOTEUI Ta PO3MOYMHATH BYacHE JiKyBaHHA 3a gomomoror K®K abo BiamoBigHMX
reMOCTaTUYHUX 3aCO0iB.

Camocmitine 6edenns npenapamie/camoniKy8aHHs

ManeHbkuM JITAM 1H €KLIi a00 BHYTPIIIHBOBEHHI BIIMBAHHA 3a3BUYail poOisTh OaThbKu
Ta/ab0 OMIKYHHU, MOKH IUTHHA HE JIOCATHE JOCTaTHBOIO BiKY, II00 MNEpedTH Ha caMocCTiiiHe
BBEJICHHSA "

Jitu 3 remoimi€ro, K MPaBUIIO, BYATHCS CAMOCTIHHO pOOUTH BHYTPIIIHBOBEHHI BIMBAaHHS
a00 1H'eKIlli, KOJM JOCATAIOTh CTApIIOro BIKy a00 KOJU CTAaloTh MiJTiTKamu. [[is camocTiitHOTOo
BHYTPIIIHBOBEHHOT'O BBEJICHHS MpenapaTiB MOTPiOHI HABUYKHU M 3HAHHS, 1110 3aCBOIOIOTHCS METOJIOM
cnpo6 Ta MOMMWJIOK, a TaKok HapyaHHA # miarpumka®. HaGyTTs 0cTaTHROro JOCBimy 3i
CaMOCTIMHOTO BHYTPIIIHBOBEHHOTO BBEJECHHS INpenapaTiB € CKIAJAHOI CIPABOIO, OCKUIBKH ISt
BUKOHAHHS BCIX €TamiB MOTpiOHA TEXHIKA BOJIOAIHHS OJHIEI0 PYKOIO; OJHAK OUTBIIICTh JITEH MiCIs
JOCATHEHHS 12 pOKiB MOXXYTh CaMOCTIMHO BUKOHYBAaTH BHYTPIIIHBOBEHHI BJIMBaHHS, NPUHANMHI
nepioguuHO®.

BripoBakeHHs cCTaHAapTHUX MPOILETyp, TAKUX SK CAMOCTiiiHe BHYTPIIIHbOBEHHE BBEICHHS
npernapaTiB IMOMHS B OJAWH W TOW )K€ Yac, MOXKE CYTTEBO JOIMOMOITH B JIOTPUMAHHI PEXHMY
nikyBaHHA®.

Pexomenpamis 2.5.1:

IMauienTiB (200 omikyHiB giteil) 3 remodiniero ciaix HaBYMTH camMoCTilHHOMY
AOMAIIHbOMY JIIKYBAHHIO i BMIHHIO PO3Ii3HABATH KPOBOTEYi, 2 TAK0’K BUPOOUTH HABHYKH
3ailiCHeHHSI caMOCTiHHMX BHYTPIIIHbOBEHHHX iH’€KIii, 3 KOHTPOJieM HABHYOK OTPMMAHHA
BEHO3HOI'0 JOCTYIY IPOTSITOM YChOI0 KMTTS Malli€HTA.

Camocmitine Ha0anHs 00NOMO2U U NOBOONCEHHS 3 IKAPCLKUMU 3AC00aMU
OckUIbKHY 01U 3 TeMO(D1Ii€r0, B OCHOBHOMY, CAMOCTIHHO 3/IMCHIOIOTH YIIPABJIiHHS CBOIM
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MEIMYHUM CTaHOM BJIOMa, MEIHMYHI MpAIiBHUKH 3aJeXaTh BiJl TMalli€HTa/OMiKyHAa Y CIpaBi
OTPUMAaHHS BiJl HUX MOBIJIOMJIEHB IIOJI0 BUIY KPOBOTEYI B KOXKHOMY €IT130/11, YaCTOTY KPOBOTEY 1
BUKOPHUCTAaHHS PENnaparis’2,

Tomy mamieHTamM/omiKyHaM Ba)KJIMBO BECTH TOYHI 3alMCH IIOJA0 JIKyBaHHS KPOBOTEU
(marepoBi 4M €JEKTPOHHI), 10 BKIIOYAIOTH ATy 1 JOKAi3alii KpPOBOTEUi, JO3YBaHHS Ta HOMEpP
napTii BUKOPUCTAHOTO Mpemnapary, Oyab-ski HeOakaHi SBHINA, MOB’S3aHi 3 KPOBOTEYEHO, BIKHTI
3aXO0/IM Ta 1HII PEe3yabTaTH, PO K1 CII1J] MOBITOMIISTH HAICKHUM YHHOM.

Lentpu mnikyBaHHS reModiiii Temep MarTh MOXKJIUBICTP BUKOPHUCTOBYBATH €JIEKTPOHHI
IIOICHHUKY (€-I[OJICHHUKH) Yy BUTIISAI POrpaM-A0AaTKiB Uil cMapT(OHIB, a TAKOX MOPTATHUBHI
0€3/IpOTOBI CUCTEMH MOHITOPUHTY ¥ OHJIAHH-TIIATGOPMH, K1 TO3BOJISIOTH 3IMCHIOBATH BBEICHHS
JAHUX y PEXUMI peaJbHOrO Yacy Ta iXHil aHali3. 3a JOMOMOTOK IUX IHCTPYMEHTIB MEIUYHUM
mpariBHUKaM OlJbIlle HE MOTPIOHO YeKaTH Ha BIABIAYBaHHS TNAaIll€HTAMU LEHTPY JIKYBaHHS
remoisii, mo6 IpoaHaTizyBaTH iXHi HanepoBi MOJEHHAKI S >0,

JloCITiDKeHHS TaHUX €JIEKTPOHHUX IIOJCHHUKIB MPOJIEMOHCTPYBAIH, MO iX BUKOPUCTAHHS
36inpnTye 00cAr HagaHoi iHpopMaIlii, a TaKoXK TOBHOTY Nepeaadi AaHux . BinnaneHe yrnpasmiHHs
3alMCcaMH MAaIli€HTIB MOXE TaKOX TMOKPAIIUTH JOTPUMAHHS PEKUMY JIIKYBaHHSI, ITiIBUIIUTH SKICTh
KHUTTS TAIIEHTIB, COPOCTUTH 3MIHY CXEMH JIIKYBaHHS MEIUYHUMH NpAI[iBHUKAMH 1 TOJIMIIUTH
KOMYHIKAI[iI0 3 KOMaH010 MeTuKiB4 8,

Pexomenmpanis 2.5.2:

st nanieHTiB 3 remodiJtiero Bei BBeAeHi npenapaTu (IpU4MHA BBeeHH, HOMep NapTii,
KiJIbKICTh OJUHUIb TOLIO) CJIi/I 1eTAJTbHO PEECTPYBATH | BAKOPHCTOBYBATH /LISl IIePCOHAJI3 AL
IUIAHIB JIiIKyBaHHS.

Ynpaeninus puzuxamu i ocmucienus Konyenyii npoghinaxmuyHo2o 1iKy8aHHs

Cuctema ympaBiliHHS pU3MKaMU BHMarae 3JaTHOCTI 3Ba)KyBaTH 1 OaJlaHCYBaTH IIAHCHU Ta
PHU3UKH, IO BUHUKAIOTH Y TIOBCAKIEHHOMY JKUTT1, BKIFOUAOUN KOHTPOJIb Ta TIOJI0JaHHS PU3UKIB, IO
BUHHUKAIOTh, a TAKOXK PO3MEKYBAaHHS MK HEraTUBHUM MPUHHATTAM PU3MKY Ta MO3UTUBHUM PU3UK-
MeHexMenToM*. KpiM Toro, BoHa moTpedye HaBUYOK aJBOKAIlii — 3aXMCTy CBOIX MpaB i OTped B
OTPUMAaHHI HaJI&KHOI JIOTIOMOTH, II0 peali3yeThcs 3a MIATPUMKH LIEHTPY JIKyBaHHSA reModiiii —
HANpUKJIAJ, Y BHIAJKy HEOOX1JIHOCTI HEBIAKIATHOI JONOMOIM, XIpYpridyHOro JIIKyBaHHS a0o
CTOMATOJIOT1YHOI AoroMord (auB. miapo3aimu 2.3 «®PizuuHa KyabTypa 1 Qi3uyHi HaBaHTAKECHHSD)
BuIe, 2.7 «CToMaToJIOTi9HA JIOTIOMOTa 1 JIOTJISA 32 3y0aMu» HIbK4e, a Takok Posnin 9: «Cnenudivni
MHUTaHHSI MEHEKMEHTY TeMO(1iTii»).

KpiM Toro, MeuuHi npariBHUKU MOKYTh HaBYaTH JIOAEH 3 reModiii€ro i CKepoByBaTH ix y
IUTaHYBAaHHI CBOT'O MOBCSIKACHHOTO JKMUTTS Ul TOTO, 1100 3MEHIIWTH pU3MK KpoBoTed. Ctpaterii
MO’KYTh BKJIIOYATH aJalTallll0 CXeMHU JIKyBaHHS 3 ypaXyBaHHSAM IHIIUX MPIOPUTETIB (HANPUKIAM,
IIKOJIM i CTIOPTY), PO3KIIALy JHs, 3aX0/IiB Ta MOAiH B iIXHBOMY KHUTTI®.

IIpucTpoi nuenTpanbHoro Beno3Horo gocrymy (IIIBJ)

ImnnanToBanuit I1IIBJ] mosxe 3abe3neuntu cTaOiIbHUM, TPUBAIUNA BEHO3HHM JOCTYI JUIs
MOJIETIICHHS! BHYTPIIIHBOBEHHOTO BBEJICHHA MpenapaTiB. BiH Moxke 3Ha100UTHCS AJIsi TPOBEICHHS
npodiIaKTUYHOTO JIIKYBaHHA ab0 Tepamii iHaykIiero iMmyHHoi ToaepanTHocTi (IIT) y niteit panuboro
BiKY 3 IPOOJIEMHUM BEHO3HUM JOCTYIOM® 28,

VYcknaaHeHHs W pu3MKHM, TOB’si3aHi 3 Xipypriuhoro imruiantamiero [IHBJ] (ToOro,
rocriTajizalis, KpoBoTeua, kKarerep-acoliifoBaHni iH}ekIii, TpoM603, mosioMka Ta/abo 3601 B po6oOTI),
CJ1iji CHIBCTABIATH 3 MepeBaraMi PaHHLOIO MOYATKY IHTEHCHBHOTO MPOQIIaKTHYHOTO JTiKyBaHHS >
61, Bararo mexiaTpip i (axiBIiB 3 reMo(iii, 11 PaHHLOIO MOYATKY MPO(ITAKTHYHOIO JiKyBaHHS
BiIxoasITh Bin Bukopuctanas [I[BJl Ha kopucTh BUKOpUCTaHHSA MEepU(DEPUIHOTO BEHO3HOTO
JOCTYIy, TIOYUHAIOYH 3 PEKUMY NMPODITAKTUKU pa3 Ha THKICHb, a TOTIM MOCTYIOBO 301JIbIITYBaTH
4acTOTY BHYTPINIHHOBEHHOTO BBEJCHHS TpenapaTiB®’, pazom i3 Oimbll peTenbHHM HaBYAHHAM
OIIKYHA.
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3acrocyBaHHS eMinu3ymaly sIK aJbTepHATHBHOTO 3acoly ycyBae morpeOy B IILIB/, i B
OaraThbox KpaiHax oMy Bce dacTillle HaJaloTh IepeBary cepell BapiaHTIB JIIKYBaHHS JIIOJAEH 3
remodimietro A (quB. Po3min 6: «IIpodinaktika npu reMopimiin).

[IpoTokou, AK1i BUKOPUCTOBYETHCS [ JOTIIAY 3a IPUCTPOEM (3 ypaxyBaHHSIM aCeNTHUHUX
3aro0KHUX 3aXOJiB), AKICTb HABYAHHS MAlLli€HTIB/OMIKYHIB 1 JOTPUMaHHS KOPUCTYBAa4aMHU LbOTO
MPOTOKOJIY MOXKYTh BIUIMHYTH Ha 4acTOTy 1H(DiKyBaHb. TOMY AJi 3MEHIICHHS PU3UKY YCKIIaJHEHb
Ba)KJIMBO PETENIbHO BUKOHYBATH PEKOMEHIAIlil Ta IIPOTOKOIH .

barpkiB 1 omikyHiB moTpioHO HaBuuTH Tpumatu [11[BJ] abconmroTHO YUCTUM Ta PETEIBHO
BUMUBATH KaTeTep MICIs KOXHOTO BBEJIEHHs IpemnapaTtis, o6 3anobirtu indikyBanuio ITLBJ i
yTBOpeHHI0 3rycTkiB®®. J[ysi 3amoGiraHHs 3rOpTaHHIO Ta iH(EKIIAM MOXYTh OYyTH KOPUCHHMH
dibpunonituuni 3acoou®.

BaxxnuBo 3a0e3neuntu 100pe po3yMiHHs OaThKaMH 1 OMIKYHAMH YCIX aCIEeKTIB JOMAIIHbOTO
JIKYBaHHS Ta IXHIO MiATOTOBKY Ta 3[aTHICTh BUPINIyBaTH MPOOJIEMH 1 TOJATH BUKIIHKH, SKI 4aCTO
BUHHMKAIOTh Ha KOXXHOMY 3 €TalliB PO3BUTKY AiTed 3 remoduriero (muB. Huxk4ve [liaposmin 2.8
«[lepexix Big meaiaTpU4HOI JOMTOMOTH JITSIM 3 TeMOQUIIEI0 0 JIIKYBAaHHS JJOPOCIHX).

VY pasi npobieM BEHO3HOIO JOCTYMY Yy MAalli€HTIB CIiJl PO3TISHYTH HeDaKTOPHY 3aMiCHY
Teparir, MpenapaTtd sKoi MOXKHA BBOAWTH MiAMKIpHO (TOOTO, eminmu3zymad) (muB. Po3min 6:
«IIpodinakTuka nmpu remodimi» — «HedakropHa 3amicHa Tepamisy»).

Pexomenmpanis 2.5.3:
Jiis1 moJierimieHHs pAHHBOT0 MOYATKY JIIKYBaHHA i NPoQUIaKTUKN KPOBOTEeY y JiTei 3
reMo(istie0 Mo:kHa PO3IJIIHYTH NMPUCTOCYBAHHS /ISl IEHTPAJIBLHOI0 BEHO3HOI0 J0CTYIY.

2.6 Ynpapainas 6osemM

locTpuii 1 XpoHIYHUI OUIb YacTO 3yCTpiUaeThCs y Jonaed 3 remodiniero. Ilpu npomy
TIpaBUJIbHA OLIHKA IPHYMHU GOJIIO € Iy’Ke BaKIHBOK®.

Jus. Takox Po3ain 7: «JlikyBaHHS crienn(piYHIX KPOBOTEY».

Pexomenpauis 2.6.1:

JIropam 3 remogini€ro, Mo CTPaxkIalTh Big rocrporo adbo xpoHiuHoro 0omarw, BOI
PEeKOMEHy€ BUKOPUCTOBYBATH BiNOBiAHI BiKy 3aco0M ouiHKH 00J110 il BU3HAYEHHS
NPUYMHHU i PO3POOKH BIINOBIAHOIO JIKYBAHHA.

Binb, cnpuunHeHn i BEHO3HUM JOCTYIIOM
Sk mpaBuio, 3HEOOJIOIOUl MpenapaTtd He MOTPIOHI. 3a HEOOXIJHOCTI B MICII BEHO3HOTO
JIOCTYITy MOe OYTH KOPHCHHMM 3aCTOCYBAHHS MiCIIEBOTO 3HEOO0III0I0UOr0 cripero abo kpemy®+°°,

Pexomenpaauist 2.6.2:

JIroasam 3 remodiiicro, AKuX TypOy€e OlIb y Micli BeHO3HOT0 J0CTYymy, 400 AucKoM(popT
Yy cTpax y 3B’s3Ky 3 nuMm, BOI' pexomenaye Ha Micui BEHO3HOI0 JOCTYIY 3aCTOCOBYBATH
MicleBi aHECTeTUKHU Y BUIJISA/AI clipero a00 Kpemy.

Binb, cnpuynHeHnii BHYTPIIIHBOCYT1000BMM 200 BHYTPIllIHLOM SI30BUM KPOBOBHJIMBOM
Xoua JIiIKyBaHHS TEMOCTATHYHUMH TIpeTapaTaMy CIIiJ] PO3MOYNUHATH SKOMOTa IMIBUIIE, 00
3YIMUHUTH KPOBOTEUY, /ISl KOHTPOJITIO OO0JII0 9acTo MOTPiOHI J0AaTKOBI 3aco0u (auB. Tabnuiro 2-4).
MosKyTb 3HaTOOUTHCS iHII JOTTOMiXkHi 3ax01*,
JluB. Takox Po3nin 10: «YckiaagHEeHHS OMIOPHO-PYXOBOTO anapaTy».

Pexomenpauis 2.6.3:
JIoasaMm 3 remodiiiero, sIKUX TypOye rocrpuii OUIb yepe3 BHYTPilIHLOCYIJ1000BHid 200
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BHYTPIilIHLOM S130BHii KpOBOBWJIMB, B®I' pexomenaye HeraiiHo BBOAWUTH KOHLEHTPaTH
(dakTopiB koaryasuii M8 3yNMHKM KpPOBOTeYi, BHUKOPHCTOBYBATH, 3a HeEOOXiJIHOCTI,
3He00II0BAJIbHI IpenapaTH il JonoMixHi 3ax01M 1J1s MiHiMi3auii 00110, Taki sik iMMoOLTi3amis,
KOMIIpeCisi Ta INMHYBAHHSI.

TABJIMISA 2-4. Ctparerii ynpaBiiaHs 607eM 1)1 JI01eH 3 reMopuTi€r0
1 | Mapaneramon/aneraminoheH
Axwo e echekmugno
!
2 [ariGitopu LIOI'-2? (Hampukiam, 1eIeKOKCHO, METOKCUKaM, HIMECYJTIT Ta 1HIII)
abo
arieramiHo(eH/mapareTaMot IIocC KOoAeTH
(3-4 pasu Ha neHb)
abo
arerTaMiHO(EH ILTI0C TpamMaIoil
(3—4 pasu Ha neHb)
3 | Mopdin: pazom i3 mpemapaToM 3 MOBUIBHUM BUBLIBHEHHSIM BHUKOPHUCTOBYMTE Mpemapar
IIBUAKOI Ji1 SIK IOJAaTKOBH 00JI€3aCIOKIIIMBHIA 3aci0. 30UTBITYHTE 103yBaHHS MTpemapary 3
YIOBUIPHEHUM  BUBUIBHEHHSIM,  SKIIO  MpemapaT 31  IIBHJIKUM  BHUBUIbHEHHSIM
BUKOPHCTOBYETHCS YacTime 4 pasiB Ha JICHb.
Ipumimka. SIkio 3 Oyab-KOT IPUYMHY JIIKYBaHHS IPUIIMHEHO HA NEBHUIT yac, ocobaMm, siKi MPUIMAIOTh 1 TOJIEpaHTHO
MePEHOCATh HAPKOTHYHI IIpenapaTH y BUCOKHX [[03aX, CIiJl BiTHOBIIOBATH MPHHOM LBOTO MIpenapaTy y HIDKYIH 1031 a60
BUKOPUCTOBYBATH MCHIII MTOTYKHUH 3HEOOTIOI0UNH 3aci0 i HATILAIOM JiKaps.

aridiTopu LIOI'-2 crmig 3 00EpeXHICTIO 3aCTOCOBYBATH IIOISAM 3 TreMoQiTi€lo, sSKi MarOTh YCKIAJHEHHS Y BHUITIAII
TinepToHil i HUPKOBOI AUCYHKITIT.

ITichsonepauiiinnii 0iab
Crnig yHMKaTH BHYTPIIIHBOM'I30BUX 1H'€KII1H 3HEO0IIOBAIBHUX MPENaparis.
JlikyBaHHS TMicisonepamiifHoro OO0 CIHiJ Y3TO/KyBaTH 3 aHecTe3iojgoromM abo iHIINM
¢axiBuem 3 60110.
Crovatky MOKHA TpU3HAYATH HAPKOTUYHI aHANBIeTUKH, a TOTIM Oyab-SKHil OMiOoin
TIepOPaAITLHO.
Komnu 6inp 3MeHIIyeThCsI, MO’KHA 3aCTOCOBYBATH TaparieTamor/aneTaMmiHo(deH.

Pexomenpanist 2.6.4:

IMauienTam 3 remodijiero, 110 cTpaXkKAaOTh Bix miciasgonepaniiHoro 6o, BOI' paguts
NpomnopuiliHe BeJeHHs MicasoNepaniiHoOro 00/10 32 MOrOMKEHHAM 3 aHecTe3iogorom ado
iHmmMm ¢axisuem 3 60110,

Pexomenpaauist 2.6.5:

ITamienTam 3 remodiii€lo, 1O CcTPaxkAalThL Big micasonepaniiHoro 6o, BOI'
peKOMeH/y€ aHaJjres3iro, MoAi0OHy 10 Ti€l, 0 3acTOCOBYEThCSl y NaulieHTIB 0e3 remodinii,
BKJIIOYAI04YH, 32 HEOOXITHOCTI, BHYTPIlIHbOBEHHE BBe/ICHHSI MOP(iHy 200 iHIIMX HAPDKOTHYHHUX
aHAJIBIeTUKIB 3 MOAAJBIIAM MEePOpPaJbHUM MNPUHIIOMOM omioiny (HampukJaa, TpamManao.ay,
KO/IeiHy, TAPOKOJOHY Ta iH.), a TAaKOK NapaneramoJy/aneraMiHoeny micias mocaadeHHs
0oJ10.

INPUMITKA. HII33 (HecrepoinHi mpoTH3anajJbHi 3aco0M) He CJiJ 3aCTOCOBYBATH
nanieHTam 3 remoginicro, 3a BUHATKOM ceJIeKTUBHHUX iHridiTopis [IOI-2.

INPUMITKA. He pexoMeHayeTbcsl  BHYTPIIIHBOM’SI30BHH  IISIX  BBEJCHHS
aHAJIbIeTHKIB.

Komenmap pooouoi epynu: na momenm pospobku oanoi Kniniynoi nacmanoeu ikapcokuii
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3acib 3 MidHCHAPOOHOIO HENAMEHMOBAHOIO HA36010 2IOPOKOOOH 8 YKpaiHi He 3apeccmposanuil.

Binb yepe3 xponiuny remoginiuny aprponariro

XponiuHa reModisIiyHa apTPOMAaTisi PO3BUBAETHCS B 0CI0, SKI HE OTPUMYBAIM HEOOX1AHOTO
JIKYBaHHS MICIsI KPOBOBHJIMBIB Y CYIJIOOM 1 M’S3H 3 MOJANBIIMMH Kypcamu (isuunoi Tepamii Ta
peabimiTartii.

JlixyBanHsi OoOJI0 TMpH XpOHIYHIA remMo(imiuHiA apTpomaTii TOBHHEH BKIOYATH
(GyHKIIOHAJIBHY MIATOTOBKY M ajamnTallifo, a TaKoXX 3aCTOCYBaHHS BIJIIOBIIHUX 3HEOOTIOBATHHUX
3aco0iB, SIK 11 AeTanbHO BUKIaaeHO B Tabmuii 2-41%67-69,

Jliku Bim Oo0mr0, SKi MOXYTh BHUKOPHUCTOBYBAaTH JIIOAM 3 TeMO(UIIEI0 NMPU XPOHIYHIN
remModiniyHil apTpomnaTii, BKIIIOYAIOTh MapareTaMmot/aneTamMminode, cenekTuBHi inridiropu LOI'-2,
TpamazoJl Ta OmioiaH1 ananpretuu’ O 'L, JTroasm 3 reMoQiTI€0 CITiI YHUKATH 3aCTOCYBAaHHS 1HITUX
sumiB HIT3372. Koein He MOKHA MIPU3HAYATH JITAM BIKOM /10 12 pOKiB.

Ocobam, sKi CTpakJarOTh BIJ XPOHIYHOrO OO0NI0, MO OOMEXYE pPYXJHUBICTh, dYepe3
remo(iniuHy apTpomnariio, Moxe 6yTH HOKa3aHa OPTOMEMYHA Xipyprisi .

Jus. Po3zmin 10: «YcknagHeHHs 3 OOKYy ONOpPHO-pyXoBoro amapary» — «l'emodiniuna

apTponaTtis».

Pexomennauis 2.6.6:

JioaaMm 3 remoduriel0 Ta XpoHiYHOKW reMouIiYHOW apTponarielo, AKMM HeoOXiIHO
HAJIArOIUTH ynpasJiHusa 6oJiem, BOI' pexomenaye GpyHKUiOHAIbHI TPEHYBAHHA HA aJaNITAllil0
Ha ()OoHi BiAMOBITHNX AHAJIBIeTUKIB.

Pexomenmanis 2.6.7:

Jlronam 3 remodiniero Ta xpoHiuHow remodisiuHor aprponartiero BAOI' pexomennye
NPOXOAUTH HABYAHHSA 3 YNPABJiHHA 00/1eM, BKJII0YAaI0YH BUKOPHCTAHHSA JONOMI’KHUX TeXHIiK
ynpaBJiHHA 0oJieM (HANPHUKJIAA, MeAUTalisd, BiBOJIKAHHS YBaru, MEHTAJbHA MNMPAKTHKA
YCBiIOMJUICHOCTI, My3M4YHA Tepamis).

Pexomennamist 2.6.8:

s niTeid i nopocaux 3 remodiji€ro, ycKk/JaaJ HeHO0 60JieM Yepe3 XPOHiYHY reMoijiaHy
aprponariio, BOI' pekoMeHye BUKOPHUCTaHHS NapaneTaMoJy/aneraMiHo(eny, ceJJIeKTHBHUX
inridiropis LHOI'-2, Tpamagony ado mopginy, a Takox ynukatu inmux HII33. Koaein moxkna
3aCTOCOBYBATH AiTSAM cTapiue 12 pokis, ajie BiH NIPOTHIOKA3aHUH AITAM MOJIOAIIONO BiKYy.

MMPUMITKA. TpuBaJjie BUKOPMCTAHHSA LMX JIKiB MO’Ke CTBOPIOBATH PU3HMK 3aJ1€/KHOCTI
a00 3BHKAaHHS, a4 TaKO0) IOIIKOKeHHs opraHiB. Tomy caix perejJbHO CTeXKHTH 3a iIX
3aCTOCYBAHHSM.

HNPUMITKA. Jlwaeit i3 XpoHiuHMM 0o0j1eM CJIi HanmpaB/siTH 10 cHeliajai3oBaHOI
KOMAH/H 3 yIpaBJiiHHs 6oJieM.

Pexomennauis 2.6.9:

IManienTam 3 remodiiicro, siki yepe3 XpoHiuHy remMo(iniuny apTponariio cTpaKIawTh
Bij inBasiau3yuoro 60110, BOI' pekomenaye 3seprarucs 10 paxiBusi-opronena 1js po3rjsiLy
NUTAHHA PO OPTONEIUYHY Xipyprilo.

3yOHuii 0ib

Jlropeit 3 remodini€ro, Kl CTpakIalOTh BiJl 3yOHOTO OO0, 3aBXKAM CIIiJl HANpPaBIsATH Ha
npodeciiHy CTOMATOJIOTIUHY KOHCyhbTarifo. Ciijl TakoXX 3acTOCOBYBATH BiJIMOBIAHI 3aX0JU
06opoThOu 3 Oostem (auB. Tadmwuiro 2-4).

Pexomenmpanis 2.6.10:
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st piteit i nopocanx 3 remodiiiero BOI' pekomenaye TuM4acoBe 3He001eHHS 3yOHOT 0
a00 1eJIeNnHO-JIMIBLOBOI0 000 BiAMOBIIHO 10 NPONOPUIHOI0 MiAX01Y A0 MoJermeHHs 00J110,
Ta 3BEPHEHHS /10 CTOMATOJIOra /IS OTJIAAY i OLiHKH.

2.7 CTomMaTo/I0TiYHA 10NIOMOTa i JIIKyBaHHS

st moneid 3 reModitiero 30€peKeHHs 3JI0pOB’ sl TIOPOKHUHKM POTa B XOPOIIOMY CTaHi U
3anobiranHsa npobiaemaM i3 3y0aMu Mae BeMYe3HE 3HAUYEHHS JUIs MPO(QUIAKTUKY 3aXBOPIOBAaHb Ta
MaTOJIOTTYHUX CTAHIB MOPOKHUHM POTA, TAKUX SK TIHTIBIT, Kapiec 3yOiB 1 3aXBOPIOBaHHS TKaHUH
HNapOJIOHTY, SKI MOXYThb CHPUYMHUTH CEpHO3HI KpOBOTEYI 3 sCEH, OCOOIMBO y o0ci0 i3
TAXKKOIO/TIOMIpHOIO popMoto reModinii’¥, a Takok mid YHUKHEHHS HEOOXiTHOCTI cepiio3HMX
CTOMATOJIOTYHHUX ONepaLii’™.

OckinbKH TpHUBaJla KPOBOTEYA MICIsI CTOMATOJIOTIYHOIO JIIKYBaHHS MOYKE€ BUKJIMKATH TSKKI
a00 HaBITh 3arpO3JIUBI JIs )KUTTS YCKIAAHEHHS, JIFOJIU 3 TEMO(DTIEI0 € MPIOPUTETHOIO TPYIIOIO 010
NiKyBaHHA 3y0iB 1 TOpOXkKHUHHU poTa’®,

JIrogsim 3 reMoQLIiEr0 BaXJIMBO 3a0€3MEUYUTH JOCTYN O CTOMATOJOTIYHOIO JIKYBaHHS I
perynsapHoi Npo@IiTaKTUYHOI CTOMATOJNOTIYHOI JOMOMOTH Y  CHEHIalibHO MPHU3HAYEHOMY
CTOMATOJIOTITYHOMY LIEHTpPl, IO Ma€ JOCBIJ Y BEACHHI NAIIEHTIB 3 reMO(uIi€l0 BIANOBIAHO [0
HAyKOBO-0OIPYHTOBAHHX CTOMATOJIOTIYHHUX MPOTOKOMiB > ",

JuB. takox Posnin 7: «JlikyBaHHs cnenu¢iuHuX KpoBoTeu» — «KpoBoredi B pOTOBII

MTOPOYKHUHIY.

Pexomenganis 2.7.1:

Jas gireid i gqopociaux 3 remodiniero BOI' pekoMmenaye BBeCTH NPUHIIUIU AOCTYILY /10
peryJsipHoi npo(iIaKTU4YHOI CTOMATOJIOTIYHOI [ONMOMOTM Ta O0310POBJICHHSI POTOBOI
MOPOKHUHU, BBAKAIOYH L€ YACTUHOI KOMILJIEKCHOI I0MIOMOTY NPHU remMogiii.

Pexomenpauis 2.7.2:

Jas pited 3 remogiriero BOI' pexkoMeHaye 3BepHEHHSI 10 CHELiaJbHOIO LEHTPY
CTOMATOJIOTIYHOI 1I0NIOMOTIH MiJl Yac Nepioro npopisysanHs 3y06a (mpudJju3Ho B 6 MicsiiB) ado
10 1 poxky 3 MeTO10 3HUKCHHSI PIBHS YCKJIAJHEHb, 3aXBOPIOBAHOCTI, BUTPAT i BIVINBY HA CTaH
310POB’sl, a TAKOK COLIAJbLHO-TICUXO0JIOTITYHHUX HACTI/IKIB, SIKi B Ji1o/1eil 3 reModiiero nos’sa3aHi
3 3aXBOPIOBAHHSIMHU IOPOKHUHHU POTA.

Pexomenpanis 2.7.3:

Jas nopocaux 3 remodiiiero BOI' pekomenaye mojermuru iM J0CTYI 10 BiimoBiAHUX
CTOMATOJIOTIYHUX MOCJHYr i mpomeayp /MiA JdOPOCJIHMX, i3 peryJisipHuM IpPOBeJICHHAM
CTOMATOJIOTIYHUX 00CTe:KeHb NMPOTArOM YChOIO KUTTSl Ui MOHITOPHHIY Ta NiATPUMKH
310POBOr0 CTaHy MOPOKHMHHM pPOTa, BHKOPHCTOBYIOYM HAayKOBO-OOIPYHTOBaHI W
NepPCOHATI30BaHi NPOTOKO/JM NPOPUIAKTHKU CTOMATOJIOTiYHUX 3aXBOPIOBaHb.

Pexomenpauis 2.7.4:

JIropsam 3 remodiiicro BOI' pexomenaye npogiiak THYHUM 101151/ 32 3y0aMu i pOTOBOIO
NMOPO:KHUHOI0 B SIKOCTI mpiopurtery Ajas 3a0e3leYeHHs] ONTHMAJIbHOIO CTAHY 3/10POB'S Ta
riricHu NOPOKHUHM POTA, 110 03HAYAE 3aN00iraHHA 3aXBOPIOBAHb MAPOJAOHTY il Kapiecy 3y0iB,
SIKi MiIBUIILYIOTH CXWJIBHICTH /10 KPOBOTeEYi 3 siceH, 3yOHOTr0 00J110, BTPaTH 3y0iB, YCKJIATHEHOT0
’KyBaHHSI Ta 00yMOBJ/IIOIOTH NEeBHi CONiaJbHI HACTIAKH.

Jloryisi 3a pOTOBOIO MOPOKHHUHOIO

OnTumanbHa Tiri€Ha TOPOKHUHU pPOTa € BaXJIMBOI JUIsl 3amoOiraHHs 3aXBOPIOBaHb
NapoJOHTY W Kapiecy 3yOiB, SIKI HiJABHMIIYIOTH CXWJIBHICTH IO KPOBOTEUi 3 sICEH, 3yOHOro 0oIo,
BTpaTH 3y0iB, YCKJIaTHEHOTO YBaHHS Ta 00YMOBIIIOIOTH IIEBHI COIliaJIbHI HACIIKHU (TaKi, SIK rajiTo3
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i HU3bKa camooninka)'®’8, BoHa nepen6ayae BUKOPUCTAHHS 3aC00iB TirieHM POTOBOT HOPOKHUHY i
3yOHUX IIITOK, SIKi MO’KHA aJIaliTyBaTH BIJIIMOBIIHO J0 1HIWBIIyaTbHUX HOTpe679.

3yOHuii 611, 1110 BUHUKAE CIIOHTAaHHO a00 y 3B’53KY 3 HAOPSKOM 0OMUYYSs, 3a3BUYAll BKa3ye
Ha HAsSBHICTH 3aMyIICHUX CTaJil 3aXBOPIOBaHHSA 1/a00 1H(EKIli pOTOBOT MOPOKHUHM Ta € O3HAKOIO
HEOOX1THOCTI 3BEpHEHHS 3a MPOQECIHHOI CTOMATOJIOTIYHOK KOHCYJbTaliero. KopoTkodacHuit
KOHTPOJIb OOJIIO CJIif] 3A1MCHIOBATH, SIK ONMKUCAHO BUIIE (IUB. MiIpo3aia 2.6 «YmpaBiiHHSI 00IeM»),
opu  IpOMY JUId  JIIKyBaHHS ~ 3yOHoro Oomto y  jgiTeil  mpemapaToM  BHOOpY €
naparieTamos/areramMinoden’’.

Pexomenpanis 2.7.5:

Jsi 3amo0iranHsi cTOMaTOJIOTIYHUM MpodiaeMaM i yCKJIaJHEHHSIM BCiM J0OAAM 3
remogisiecro BOI' pekomeHjaye HABYAHHS HI00 BAKIUBOCTI HAJIEHKHOI Tri€HU NMOPOKHUHU
POTAa, BKJIIYAKYH iHCTPYKUII 1010 YHILeHHS 3Y0iB ABiYi HA IeHb 32 I0NOMOr010 3YOHOI IIITKH
M'SIKOI YH CepeJHbOI KOPCTKOCTI Ta GTopoBaHOI 3y0HOI MacTH IS BHJAJEHHHA BIAKJIAAIB
HAJbOTY; 3yOHy macTy micjsi YMieHHs 3yO0iB ciii He 3MHMBaTH, a 3ajquIIATH Ha 3y0ax
(«cIIbOBYBATH, aj1e He MOJO0CKATHY), 00 MAKCUMIi3yBaTH KOPUCTH QTOpY.

IMPUMITKA. Caix 3a0x04yBaTH J10Jeil 3 reMo(ijIi€lo 10 BUKOPUCTAHHSA 3yOHOI HUTKHU
a00 MIK3yOHUX IIITOK /JJI51 IOBHOT0 BHAAJICHHS HAJIBOTY.

INPUMITKA. Ocobdn 3 o00MexeHOW PYXJHBICTIO JIKTS a00 IuIe4a MOXKYTh
CKOpHCTATHCHA MOAM(IKOBAHMMH YM €JeKTPUYHUMH 3yOHMMH HIITKAMH, 4 TAKOXK 3yOHUMHU
HUTKaMHU.

Pexomenpaauis 2.7.6:
B®I' pexomenaye KOHTPOIb 3 00Ky 0AaTBKiB/ONiKYHIB 32 YMINEHHAM 3y0iB y aiteil 3
remoiniero BikoM 10 6 pokis.

CromaroJioriuyna xipyprisi Ta iHBa3uBHi npouexypu

Ilepen Oynb-sKOIO CTOMATOJOIIYHOIO OMNEPAIiEl0 YM 1HIIOK 1HBA3MBHOIO IMPOLEIYpOI0 B
POTOBIM TMOPOXKHHUHI CIIIJ IUIAHYBAaTH 1HAUBIAYyaldbHY MIATPUMKY Ie€MOCTa3y 3a KOHCYJbTAII€l0
remaronora®’,

CucremHi a00 MiclieBl aHTU(GIOpUHONITUKY (HaNpUKIIaa, TpaHekcamoBa kuciorta abo EAKK)
€ e(eKTUBHUMHU 3ac00aMH JONOMIXHOIO JIIKYBaHHS IiJ Yac CTOMATOJIONIYHOIO BTPYYaHHS J0 Ta
TicJIst oTeparii Ta HOTeHIiHO 31aTHI 3MeHIIMTH T0Tpedy y hakTopHili 3amicHii Tepamii’®8182,

AHTUOI0TUKH CIi/1 TPU3HAYATH JIMIIE 32 KITHIYHUMU TTOKa3aHHSIMU JJIs JTIKYBaHHS 1H(EKIIIi.

Crnin 3a HEOOX1JTHOCTI 3aCTOCOBYBATH MICLEBI 3acO0M JUIsl MIJACHJIEHHS IeMOoCTasy Micis
BUJAJICHHS 3yOiB, Taki SK 3alllMBaHHS pPAaHU, BUKOPUCTaHHS MICIEBUX aHTU(IOPUHOIITHKIB,
OKCHIIEIIONO03H i (hiGPHHOBUX TepPMETHKIB, 32 MOKIMBOCTI 22,

[TarieHTH MOBUHHI HETalfHO MOBIJOMJISITH T€MaTOJIOTyY/Xipypry-CTOMATONIOTy PO OyIb-sIKY
TPUBAITY KPOBOTEUY 1/a00 TPYIHOIII 3 PO3MOBOIO, KOBTAaHHSIM a00 JTUXaHHSM ITICJISI CTOMATOJIOTIYHUX
orepaliid, OCKUIbKM II€ MOXKE 3arpoXyBaTH KHTTIO. Ti, XT0 He mepeOyBae B JiKapHi, MOBHHHI
HEeraiiHO 3BEPHYTHUCS /10 HAOIMKUOTO LIEHTPY €KCTPEHOI JOIOMOTH.

Jlnist 6araTh0X CTOMATOJIOTTUHUX MPOLETYp € He0OX1IHOO a/IeKBaTHA MiClieBa aHECTe3is, PU
1IbOMY GiTBIIICTH CTOMATONOTIYHHUX iH €Kil € Gesneannmu e,

BHyTpimiHbOM 5130B1 1H €K11ii 3 MiIBUILIEHUM PIBHEM PU3HKY, 110 MPOBOJATHCS B IOPOXKHUHI
poTa, MOXKYTh MOTPEOYBAaTH CHCTEMHMX 3aXOJIiB JUIsl TiJACUIeHHs remocTasy. Lli 3axoau moBuHHI
OyTH MpU3HAYEH] 32 KOHCYIBTAIi€I0 FeMaToNIora Hepes onepaiero®,

AJnbTepHAaTUBHI IUISIXU BBEJCHHS aHECTETHKIB, SIKI MalOTh HU3bKUN PIBEHb PU3UKY, TaKl 5K
IHTpaJyliraMeHTapHa aHecrte3iss oquHOYHOro 3y0a (AO3, anri. single-tooth anesthesia — STA) abo
BBEJICHHS 32 JJOTIOMOTOF0 IIYHOI 1H(1IBTpaIlii, € €PEeKTUBHOIO AIbTEPHATHBOIO aHECTE31T HUKHBOTO
3y6HOrO0 HepBy (AH3H)8488,

[HIII HEXipypriuHi CTOMATOJIOTIUHI MPOIEAYpPH OOYMOBIIOIOTH PI3HUN pPIBEHb PHU3HKY
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KpOBOTeUi. BUIbLIICTh BiTHOBIIOBAIBHUX CTOMATOJOTIYHUX MPOLEAYp, TAKUX SK IUIOMOYBaHHS
3y0iB, MalOTh HH3bKUH PH3HK KpPOBOTEY 1 MOXYTh IMPOBOJUTHUCS 0O€3 3aCTOCYBaHHS 3aMiCHOI
¢axTopHOi Teparii.

Crnig 3acTOCOBYBAaTH MIHIMAQJIbHO-IHBa3WBHI METOAM 1H €KIIH 3a JOMOMOTOI0 IIIYHOI
iH}inpTpanii abo iHTpagiraMeHTapHUX 1H €Ki 1 TEXHIKM 3aXHCTy M SKHX TKaHUH, a TaKOX
BUKOPHCTOBYBATH CTAaHIAPTHI MICIIEBI 3aCO0M JIJIs 3a0€31ICUEHHSI ONTHMAIBLHOTO TeMOCTa3y CIU30BOi
000JIOHKH.

[Ipodeciiine uunieHHs 3yOiB MOXke, 32 HEOOXITHOCTI, BUKOHYBAaTHUCS 13 3aCTOCYBaHHSIM
auTH(iOPUHOMITHYHMX 32c00iB®?,

Pexomenpanis 2.7.7:

Y Bunaaky namieHtiB 3 remogiiicio BOI' pekoMeHnye NpoBOAUTH eKCTPaKUiloo 3y0iB
a0o iHmi iHBa3MBHI mMpoueaypH B POTOBili NMOpPOKHHMHI (HANMpuKJIal, iMILUIaHTalilo 3y0iB,
XipypriuHi BTpy4YaHHsl y NAapoAOHTI a00 Oiomnciio siceH) JiMmie 3a iHAUBIIYAJbHUM IJIAHOM
NiATPUMKH IeMoCcTa3y, po3po0JIeHUM 32 MOT0/I>KEHHSIM 3 TeMaTOJI0rOM.

Pexomenganis 2.7.8:

s nauieHtiB 3 remodigiero BOI' pexkoMeH1ye BHKOPHCTOBYBATH TPaHEKCAMOBY
KHCJI0TY 200 encuioH-aMiHOkanpoHoBy kucjory (EAKK) y Burasai npemapartiB cucreMHol
a0o MicueBoi Ail AK 10NMOMiXKHe JiIKyBaHHS Y BeJleHHi CTOMATOJIOTiYHOr0 BTPY4YaHHS 10 i micust
omepauii, o0 3MeHIIMTH MOTPedy B 3aMiCHil Tepamii (paKkTOpaMM 3rOpTAHHS KPOBI.

Pexomenmanis 2.7.9:

B®I' pexomeHnaye BHUKOPHCTOBYBATH MicleBi reMOCTAaTHMYHi 3aX0AM NalieHTaM 3
remoiiicro, siki norpedy0Th BuaaleHHs 3y0iB. Tunosi npoueaypu BKIKNYAWTH 3a1IMBAHHA
paHH, MicueBe BHKOPHCTAHHSA aHTH(IOPHMHONITHKIB, OKHCJIEHOI Hel0Ji0o3u i (idopuHOBHX
TePMETHKIB, 110 32CTOCOBYIOThCS HAJIE;KHUM YMHOM i B 32JI€KHOCTI BiJl KOHKPETHOI0 BUIIA/IKY.

MNPUMITKA. IlamienTam ciix pekoMeHAYBaTH JOTPUMYBaTHCH M’SIKOI JieTw i 3
00epes/KHICTIO YHCTUTH WITKOK 3y0M HABKOJIO PAaHH NPOTATroM MiHiMym 3-5 gHiB micias
onepanii, 100 YHUKHYTH NMOLIKO/KEHHSI 3TyCTKY Ta MOPYUIEHHSI Mpolecy 3ar0€HHS] PaHU B
3yOHiil ssMui.

Pexomenganis 2.7.10:

Jas nmanienTiB 3 remodiniero BOI' pexkomenaye BianmoBigHy MicueBy aHecTe3ilo 1
JiKyBaHHs 3y0iB $IK Ba/IMBY 4YaCcTHHY JiKyBaHHsa 0o W TpuBoru. binbmicTs
CTOMATOJIOTIYHUX IH’€KNii y mnauieHTiB 3 reModiji€lo NMoB’s3aHa 3 HU3BKHUM PH3UKOM
YCKJAHeHb, SAKIIO IH’€KNii poOuTh (axiBenb-CTOMATOJIO0I, BHKOPHUCTOBYIOYHM MIiClEBY
aHecTe3il0 3a J0NOMOI0I0 CYIHMHO3BYKYI040ro 3aco0y, i AKINO LeH 3aci0 BBOAUTHCH NMOBIIbHO
0THOPA30BOI0 I'0JIKOI0 TOHKOI'0 KaJiopy.

Pexomengamis 2.7.11:

s nauieHTiB 3 remodiniero, ki noTpedyl0Th NpPOBeJAeHHSI B POTOBiil MOPOKHUHI
BHYTPIIIHLOM SI30BUX iH’€KIii MiABMIIEHOT0 PHU3MKY, 3a3BHYail, MOB’A3aHUX i3 HAJAHHAM
Xipypri4yHoi cToMaTo/I0ri4YHOI JOMOMOru (HampuK/Iad, Yy pa3i aHecTe3il HMKHbOLIEJIENHOIO
3yoHoro HepBy (AH3H), anecre3ii BepxHb0ro 3y0HOro HepBy a00 iH’€KIiil y THO MOPOKHUHHI
pora a00 CyIMHHY TKaHMHY si3uka), BOI' pexkomenaye mepea onepauiclo BUKOPUCTOBYBAaTH
CHCTEeMHI 3aX01H VIS MiABHIIECHHSA reMocTa3y, 100 YHMKHYTH PU3MKY YTBOPEHHS IeMaTOMHU.
Ii 3axoau ciix NpU3HAYATH 32 MOTO’KEHHSM 3 IeMaTOJIOrOM.

INPUMITKA. HasiBHicTB i e)eKTHUBHICTh AJIbTEPHATHBHUX HU3bKOPU3NKOBHUX HUIAXIB
BBe/ICHHSI MiCIleBUX aHECTEeTUKIB (TaKMX, K iHTpajiraMeHTapHa aHecTe3isi OAMHOYHOI0 3y0a
a0o in’exnii 4% aprukainy 4epe3 mivHy iH}inbTpanio) € epeKTHBHIMH aJbTepHATHBAMH
AH3H Ta HagawThb MOMKJIHUBICTH NPOBOAUTH CTOMATOJIOTIYHI NMpoUEXypPH HA MOJIOYHHX I
NOCTIHHUX HUKHbOLIEJTCNHUX MOJISIPax.
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Pexomenmpanis 2.7.12:

IHanienTam 3 remoginiero BOI' pexomenaye npusHayaTu aHTH(PiOprHOTITHYHI 3ac00H
K  edeKTHBHe  JONMOMIXKHEe JIIKYyBAaHHSI 'y MPOBeJeHHI  JIKYyBAJbHO-TIri€HiYHMX
CTOMATOJIOTIYHMX MPOLEAYP, IO MOJIerUIy€ J0CTYI 10 peryaspHoi CTOMATOJIOTi4YHOI 10IOMOTH,
SIKy Ha/1a€ CTOMATOJIOT.

Pexomennanis 2.7.13:

B®I' cTrBepakye, 10 Y NAMIEHTIB 3 reMoQuIicl0 HAsIBHICTD iH(eKIIil, 110 MepeaarnTbCcs
yepe3 KPOB, He BIUIMBA€ HA 0e3NeYHicTh JiKyBaHHA 3y0iB, OCKiJIbKH B JaHHUI Yac yHiBepcaabHi
CyBOpi mnpoueaypu 3amno0iraHHsi mNepexpecHOMY 3apakKeHHI0 € O000B'fI3KOBHUMM JJIsl BCiX
CTOMATOJIOTIYHUX MAaHINMyJsAliid, Ta peKoMeHAY€ HAJaHHS NALIEHTY MOBHOIO Nepesiky i
00CATy CTOMATOJIOTIYHHUX MMOCJAYI He3aslesKHO BiJ #oro iH(eKkmiiHOro ta iMyHOJIOTIYHOIO
crarycy.

2.8 Ilepexin Bix megiaTpu4HOi JONOMOTIH /10 JiKYBaHHS JOPOCINX

Ha pi3HHX XUTTEBUX eTamnax JIIOIU 3 TeMO(pLTIEI0 Ta IXHI OMIKYHH IEPEKUBAIOTH MEpeXinHi
nepionu, 1o nepeadavaroTh nepegady BiANOBIAAIBHOCTI 3a JOMIIA] 03a MeKaMu poauHu. Tak, Ha
MOYaTKy JKHUTTS JIIOJUHA 3 TeMOQUTI€I0 MOYMHAE HAaBYAHHS B IIKOJII a00 3aHATTS HOBHM BHIOM
CHOPTY 4M AO03BULISA, MEPEXOAUTH y MiJIITKOBUH BIK, a MOTIM — Bl MEAMYHOI JOTIOMIH JITSAM JI0
TEpaneBTHYHOI MEAMYHOI JIOTIOMOTH JOPOCIHM, BUDKIDKAE 3 JIOMY, 3aBOJAMTH HOBI CTOCYHKH Ta
oOupae kap’epy.

batpku Ta/abo omikyHH, 3a3BHYaii, OepyTh Ha cede OCHOBHY BiJIOBIIANIBHICTH 32 JIOTJISAL 32
JTITBMU Ta MIAJITKaMU 3 reMo(disiero; 30Kkpema, 1€ BaXJIMBO AJS MiATPUMKHU PEXKHUMY JIKYBaHHS Ta
JIOTPUMAHHS TEPANEBTUYHUX CXEM° L,

JIBa mepexifHi nepiou € 0coOIMBO CKIAJHUMMU JUIsl JOTPUMAHHS PEXKUMY JIIKYBAHHS: KOJIU
M1UTITKY TIEPEXO0IATh Ha CaMOCTIMHE JIIKYBaHHSI, 1 KOJIM MOJIO/I1, ajle BXKe JOPOCII1 JIOU BUDKIDKAIOTh
3 oMy i GepyTh Ha cebe TIOBHY Bi/NIOBiAabHICTh 32 caMoCTiiiHe HajgaHHs cobi gomomoru’t, barato
JIiTell Ta OUUITKIB 3 reMoQuii€lo, sKI MPOXOJATh MPO(UIAKTUYHE JIKYBaHHS, OTPUMYIOTh
BUCOKOSIKICHY KOMIUIEKCHY JOIOMOTY Ta HE BiUYBalOTh CEPHO3HUX HACHTIJKIB CBOI'O MEAMYHOIO
CTaHy, ILI0 B IOHAIbKUM TMepioJl, Ha MOYaTKy 3pUIOrO BIKYy, MOXE€ BHKJIMKAaTH HeOakaHe
CaM03aCroKOEHHS®',

B ineani, Mmoozl moiu 3 reModisie€ro TOBUHHI OTPUMYBATH HEOOX11H1 3HAHHS i HABUYKH JIJIsT
CaMOCTIMHOTO KOHTPOJIIO CBOTO MEIAMYHOI'O CTaHy, Mepll HDK MepelTH Ha JOpOCIuil piBeHb
MEJIUYHOI JJOTIOMOTH Ta JOTJISINY; OJHAK 0arato MOJIOAMX JIIOACH 3 reMOoQiIiel0 HaBITh y MI3HBOMY
MiUTITKOBOMY TEpio/ii BCe I11e MOTPeOyIOTh JOMOMOTH 0aThKIB Y o’

VYcTaHOBNIEHO, 1[0 MPUXWIBHICTH 10 NPO(MIIAKTUYHOIO JIIKYBAaHHS HE € ONTHUMAJbHOIO B
6aratbox mimtitkis (13—17 pokis) i Mmonoaux mozeit (18-30 pokis) 3 remodimiero’.

3araioM, OCHOBHUMH TEPEIIKOJAaMHU JUI TOTPUMAHHS PEKUMY MPO(DITAKTHKH € BEIbMHU
BITUYTHUHN «TsSrap» JIKyBaHHA, BIICYTHICTh a00 HE3HA4YHI IMPOSIBU KPOBOTEY Ta 1HIIMX CUMIITOMIB,
TPYJHOLI 3 BEHO3HUM JIOCTYIIOM 1 CIIPUUHSATTS MPOQUIAKTUYHOTO JIIKYBAaHHS SIK TPYAOMICTKOIO
YCKITaIHEHHS KUTTS L,

Bbap'epu 1 noTpumaHHs cXeM JIIKyBaHHs, OCOOJIMBO cepejl MiUTITKIB 1 MOJIOUX JIOJIEeH 3
reModini€ero, BKIIOYAIOTH L
° He3HAauH1 IPOSBU CUMIITOMIB;

° 3a0y/IbKYBaTICTh Ta BIJICYTHICTh 0a30BUX HABHYOK CaMOCTIHHOIO YHPABIIHHS CBOIM MEIUYHUM
CTaHOM, TaKUX SK I[0JIEHH] IPOLEAYPHU JIKyBaHHS;

° HEJIOCTATHI 3HAHHS PO reMOo(iIito, BKIIOYAOYH HU3bKY OIIIHKY IepeBar nmpoQiIakTUKHY;

° HEMOXKJIMBICTh BHUSIBIIEHHS KPOBOTEY Ta BiJIMOBIIHOTO pearyBaHHS HA HUX;

° 3arepeyeHHs XBOpOoOH;

° QakaHHSI OyTH «HOPMAaJIbHUMY;

° COPUHHATTS reModiTii K HEraTUBHOTO BIUIMBY Ha KUTTS M COLliaJbHY aKTUBHICTB;

° BIZICYTHICTh IUIAaHYBaHHS MEPEX1THUX MEPIOIIB;
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° TPY/HOILI 13 CAMOJIIKYBaHHSM; 1
° Mpo0JIeMH KOHTAKTY 3 [IEHTPOM JIiKyBaHHS reModiii AJi1 OTpUMaHHS ONTUMAIBHOTO JAOTIISATY.

[Tepexin 10 AOPOCIOTO MEPIOAY KHUTTS 31 301TBIICHHSIM HE3AICKHOCTI B )KUTTEBUX CHTYAITISX
(HampuKIaa, y 3B’SI3Ky 3 MPOKUBAHHSIM CaMOCTIHHO a00 B TYPTOXKUTKY KOJICIKY/YHIBEPCHUTETY) 1
¢dinaHCcOBOI BIAMOBIAATBHOCTI, MOXXE€ OYTH OCOOJIMBO CKIQJAHAM Ui MOJIONUX JIIOJCH 3
remodiniero®,

Lentpu nikyBaHHg reMoQinii Ta MEIU4HI MPALIBHUKA MOXYTh BIAIrpaTé BaXKJIHMBY POJIb Y
MIATPUMII TPUXWIBHOCTI O JIIKYBaHHS MOJIOIUX JIFOACH 3 TeMo(uTi€ro, KOJM BOHU CTalOTh
JOPOCITUMHU, 3a0e3Meuytour Taki yMOBH, 1100 HABYAHHS TAIIEHTIB OXOILTIOBANIO 3HAHHS W TEXHIYHI
HABUYKH, a TAaKOX PO3BUTOK BIIEBHEHOCTI y BJIACHUX CHJIaX Ta HAaBUYOK CaMOCTIMHOIO KEepyBaHHS
CBOIM MEIMYHMM CTAHOM, BKJIIOYAIOYHM COLIAJbHO-TICUXOJIOTIUHI HABUYKHU IIOJI0JIAHHS CTpPECy,
BMiHHS CIIPABIATUCS 3 )KUTTEBUMH TPYIHOIAMU .,

OCKUIbKM J0CI HE BU3HAYCHHM THUIIOBHM CHUCTEMHHI QJITOPUTM IEPEXOJy BiA IUTAYOI 10
JIOPOCIIOi TepaneBTHYHOT METUYHOI JOMOMOTH, MEAMYHA KOMaH 1a KOMIUIEKCHOT IOOMOTH TOBUHHA
NOCTIHHO OIIIHIOBAaTH CTaH JIOJe 3 TrTemMo(dimiero 3 ypaxyBaHHAM BIANOBIAHOTO BIKY,
IHIMBITyaTi30BaHOi IMATPUMKH, 1 TIOBMHHA CTEKUTH 3a IXHIMH IHIUBIIyaJIBHUMHU IOTpPeOaMH,
YI0106aHHAMHE Ta MEPEIKOAAMHI Y TOTPUMAaHHI pexuMy JTikyBaHH b &,

KittouoBi KOMIOHEHTH cTpaTerii mepexiqHOro nepioy BKIIOYaI0Th
° po3po0Ka CTPYKTYPOBAHOTO IIAHY ITEPEXOTY;

° MOHITOPHUHT 13 CHCTEMAaTHYHOIO OIIIHKOIO CTaHy TOTOBHOCTI Malli€HTA;
° IHIMBITyaJli30BaHa MIATPUMKA; 1
° TOJIaTKOBa MiATPUMKA IIPU MEPEX0/Il Ha caMOJIiKyBaHHS abo BiA 1311 3 1oMy.

KpiM ToT0, IHCTpYMEHTH CaMOCTIIHOI OIIHKH TOTOBHOCTI JIO TIEPEXO0.Ty, TaKi K IHCTPYMEHT
«HEMO-Milestones», MoxyTb OyTH KOPHUCHHUMH JUIS IPOCYBAHHS CTAHIAPTU30BAHOTO MiJXOAY 10
OIIHKHM 3/IaTHOCTI 10 CAMOCTI{HOTO yIPaBIIiHHS CBOIM MeIHYHIM cTaHOM ™,

ITincymMKOBi MOKa3HUKH, SIKI BUKOPUCTOBYIOTbCS JJISi OLIHKM €(DEeKTHBHOCTI Mepexony Bif
neAlaTPUYHOI A0 AOPOCIOi TEPAareBTUYHOI METUYHOI JOITOMOTH IPU TeMOQ 111, BKIIOYAIOTh:

° OIIIHIOBaHHS MPUXMUIIBHOCTI 10 PO UIAKTUYHOTO JIIKYBaHHS;

° OyJ1b-5IK1 3MIHU YaCTOTH KPOBOTEY;

° HABUYKH BIIEBHEHOCT] Y BJIACHUX CHJIAX;

° 3HaHHSI PO reModiiio;

° 33JI0BOJICHICTh Malll€HTA 1 OMIKYHA;

° pO3pUB Y Yacl MK OCTAHHIM BIJBIJYBaHHSM JUTSAYOI KJIIHIKM W MEPIIIM BiJBITYBaHHIM KIIHIKU
IS IOPOCITUX;

° KIJTbKICTh BUTIAJKIB TOTPATUISTHHS JI0 peaHiMallii abo rocmitasizaiiil 10 J'IiKapHigl.

[IporpaMu caMOCTIITHOTO KepyBaHHSI CBOIM MEIUYHHM CTaHOM, SIKi JOCTYIHI B [HTepHeTi,
TaKOXX MOXXYThb JOTIOMOTTH TIATPUMATH MOJIOAMX JIOJEH 3 reModiIiel0 B iXHbOMY MEpPexoji 10
JI0pOCIOT TepaneBTHYHOI MeIMYHOI JonoMoru®’,

Jus. Po3min 6: «lIpodinaktuka mpu remodimiin 1 Poszmim 11: «OmiHka pe3ynabTaTiB

TKyBaHHS».
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Pexomengamis 2.8.1:

Y nireii i miaaiTKiB 3 remodii€ro caix mixTpuMyBaTH NoOCTiliHEe HABYAHHSA TA PO3BUTOK
HABMYOK i BMiHb, BKJIIOYAIOYH 3JATHICTHh 0 CAMOCTIiHOI0 BHYTPIlIHLOBEHHOI0 BBEJCHHA
npenapariB Ta iHIIi HABMYKH, 0 0O0YMOBJIOIOTH BIEBHEHICTh Yy BJIACHMX CHJAX, — JJd
OTPMMAHHS HMMM HEOOXiIHMX 3HAHb WIOAO0 reMo(iaii AJasi CAMOCTIIIHOrO yNpaBJiHHS CBOIM
MEIUYHUM CTAHOM, Nepll Hi’K BOHM 3iCHATHL MepexiA Bix mexiaTpu4yHOI A0 A0poC/IOi
TepaneBTHYHOI MeJIMYHOI I0NIOMOTH.

INPUMITKA. Meauyna KoOMaHIa KOMILIEKCHOI /JOMOMOrd MOBHHHA MiATPUMYBATH
MOJIOIMX MALiEHTIB Ta IXHI POAMHM MPOTAIOM yChOro IepexigHoro mepioay. 3a MOKJIMBOCTI,
MepPUInii OrJIsAl MOBMHEH 3iHCHIOBATUCSA CHLIBHO AUTAYMM i IOPOCTHM IreMaToJI0roM.
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Pexomenganis 2.8.2:

Jus miponiTkiB 3 remodisiero, siki 3HAX0AATHCA HA NPOPUIAKTHYHOMY JiKyBaHHi, BOI'
PEKOMEHYE OpraHizyBaTH IHAUBiAya/ibHe HaBYAHHSA M MIArOTOBKY, HaWkpame —
Me/ICeCTPOIO-KOOPAMHATOPOM 3 reMo(isii, o0 3a0e3meynT HAJIEIKHI 3HAHHSA 1010 reMoiii
Ta MIATPUMATH NPUXWIBHICTH 10 NMPO(PIIAKTHYHOrO JIKYBAHHS i CAMOCTIiHUM HAJAHHAM
ponoMoru. Ile MOBHHHO BKJIIOYATH OLIHIOBAHHS NPUXWIBHOCTI /0 JIIKyBaHHfl, a TaKOXK
(akTopiB Ta pU3MKIB, AKi MOKYTh IPU3BECTH J0 3MiHH YACTOTH KPOBOTEY.

Pexomenganis 2.8.3:

Jus mipuiTkiB 3 remodgiiiero Bikom 12-18 pokiB BOI' pexomenaye npoBoanTH neBHUM
Yyac y BiINOBIZHHUX IXHbOMY BiKy Ta0opax ais aireii 3 remodijicro, Ajasi Toro, mod BOHH
OTPUMYBAJIM  MIATPUMKY OJHOJITKIB 1 PO3BHBAJM CBOI HABHYKH CAMOCTIi{HOIO
BHYTPIIIHLOBEHHOI0 BBEJCHHS NMPENaparTiB Ta PO3yMiHHSI BaXK/JIMBOCTI JOTPUMAHHSA PEKUMY
JIIKyBaHHSI.
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Po3ain 3. JlabopaTtopHa AiarHOCTHKA | MOHITOPMHT

3.1 Beryn

Pi3HI mopymieHHs TeMocTa3y MOXYTh MaTH JJY)XE€ CXOXi CUMITOMH. TakuM YHHOM,
NpaBUIBHUHN JIIarHO3 Ma€ MEpUIOYepProBe 3HAYCHHS JUIsl TOTO, II00 MAIlieHT OTPUMYBaB BiANOBiIHE
JIKyBaHHS.

BceraHoBUTH TOYHMH JiarHO3 MOXKJIMBO JIMIIE 32 YMOBM SKICHOT 1 HaaiiiHOI poOOTH
nabopaTopHoi ciaykOu. Taka pobOoTa 3aJIeKUTh B CYBOPOro JOTPUMaHHS JabOpaTOPi€ro
IPOTOKOJIIB 1 IPOLEAYP, SKI BUMAraroTh:

° 3HaHb 1 JOCBIAY B 00JIaCTi TAOOPATOPHHUX JOCIIKEHBb KOATyJIAIIIT;
° BUKOPHUCTaHHA SKICHOTO 00JIaIHAaHHs Ta PEaKTUBIB; 1
° MPOBEJICHHS 3aXO0iB /I 3a0e3neueHHs sikocTi (351).

Jlnist oTpuMaHHs AeTaNnbHOI 1H(OpMaIlii Mpo TeXHIYHI aCTIEKTH Ta KOHKPETHI IHCTPYKIIii 00
CKPUHIHTOBUX TECTIB Ta aHAJI31B Ha piBEeHb (pakTopa Bu MokeTe 3BEpHYTHUCS 10 TOTOYHOT'O BHIAHHS
HacTaHOB «JliarHocTuka reMoQinii Ta IHIIMX MOPYIIEHb reMOCTa3y: J1abopaToOpHE KepiBHUIITBOY,
BHu1aHoro BeecBiTHbOMO (peneparttiero remodinii (BDOT).

Pexomenmpanis 3.1.1:

B®I" pexomenaye, 106 aHai3u 11 JiarHOCTHKHM TA MOHITOPUHTY JIiKyBaHHS reModiii
MPOBOAWJIOCS MEPCOHAJNIOM, SAKHH BOJIONi€ 3HAHHAMHU i J0CBiIOM B 00JacTi J1a00OpaTOPpHUX
JAOCJHiIZKeHb KOAryJiflii, 3 BUKOPUCTAHHAM 00JIaJHAHHA Ta peaKTHBIB, siKi Oy/H BajigoBaHi
JJI HbOT0 KOHKPETHOI0 NPU3HAYEeHHS.

INPUMITKA. perainbHa iHgopMmaniss mpo JjabopaTopHi TecTH IJisi AIarHOCTHMKH Ta

MOHITOPMHIY reMoQiiii HaBeJeHa B JlJadopaTopHOMY KepiBHULTBI BDI'.

3.2 JlaGopaTopHi qocaigKeHHs KoaryJasiuii

IIpyuHOMNIU KiarHOCTUKH
JliarHocTHKa reMoQii IPYHTY€ETbCS Ha HACTYITHUX TPHOX MPUHIUIAX:

° PO3YMIHHSI KJIIHIYHUX 0cOOMUBOCTEl reMo(iiii Ta BIAMOBIAHOCTI KITHIYHOTO J1arHO3Y;

° BUKOPUCTaHHSI CKPUHIHFOBUX TECTIB, TakUX fAK mpoTpomOiHoBuii yac (IIY) 1 axTuBOBaHUl
4yacTKOBUI TpomOoruiacTuHoBui yac (AUTY), abo anamni3iB GyHKIIH TPOMOOIMTIB 1J1s1 BUSBIECHHS
MOKJIUBOI NPUYUHU KPOBOTEUl (3 ypaxyBaHHSM TOro (QaxTy, L0 HOPMallbHI pe3yJbTaTH
CKPUHIHTOBUX TECTIB HE BHKIIOUYAIOTh MOXIIMBOCTI HAsBHOCTI KJIIHIYHO 3HAYYyLIOrO MOPYLIEHHS
reMocTasy);

° MIATBEPAKEHHs J11arHO3y aHajli3aMi Ha KOHILIEHTpALilo (aKTOpiB Koaryssmii y miaa3mi KpoBi Ta
THITUMHA HEOOX1THUMHU CTICTU(PIIHIMEU JTOCTIHKECHHSIMHU.

Texuiuni acnekTu

ITiocomoexa nayienma nepeo 6i060pom 3paska Kpoei

Ilepen 3a60poM KpoOBi AJISL TOCTIIKEHHST MOKJIMBOTO MOPYIIEHHSI T€MOCTa3y, FOJI0AyBaHHS
HE € 000B'SA3KOBUM.

3a MOKJIMBOCTI, MAIleHTaM CJiJI YHUKAaTH NpUHOMY IpenapariB, sSKi MOKYTh BIUIMHYTH Ha
pe3yJbTaTH TECTIB, TAKUX SIK allETHIICATIIMIOBA KUCIIOTa, IKa MOXKe Oe3rocepeiHbO BIJIMBATH Ha
¢dyHKLiI0 TpOMOOIHTIB poTsirom 7—10 aHIB.

PiBui ¢daxtopa VIII (FVII) ta ¢akropa don Bimnedpanna (VWF) MoXyTh TUMYAcOBO
M1IBUIITYBATUCS BHACTIIOK IHTCHCHUBHUX (DI3MYHUX HaBaHTAXKEHb, CTPECY a00 3arajaeHHs, HAaCTUTbKH,
1106 BIUIMHYTH HA TOYHICTH AiarHo3y. I1is yac BaritHocTi piBHi pakTopis FVII/VWF 3pocrarors?,
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Pexomenpanis 3.2.1:

IIpu minrorosui 10 3a00py 3pa3ka KpoBi 1Jisi BU3HAYEeHHSI MPOTPOMOiHOBOTO Yacy (ITY),
AKTHMBOBAHOI'0 4acTKOBOro TpoMoomiactuHoBoro yacy (AUTY) ado akruBnocti FVIII/FIX,
B®I' paautrs namieHTam 3 remModuIi€el0 JO0TPUMYBATHCH 3BHYAWHOI [Ji€TH — HiYHe
roJIOAyBAaHHS Mepe/d B3ITTAM KPOBi He IOTpPiOHe.

IMPUMITKA. Bucokmii piBeHb JiMiAiB y mJja3Mi Moske BIVIMBATH HA BU3HAYEHHSA 4acy
3rOpTaHHs KPOBI IPH BUKOPHMCTAHHI KOATyJIOMeTPiB 3 ONTHYHUMH CHCTEMAMHM.

Pexomenpauis 3.2.2:

IIpu migroroBui a0 300py 3pa3ka KpoBi st BU3HadYeHHs1 akTuBHOCTI AUTY ado
FVIII/FIX, BOI' pexkoMeHaye nanieHTam 3 reMo(ini€l0 yHMKATH iHTEHCHBHUX (i3HYHHX
HABAHTAKeHb Nepej B3ATTAM KPOBI.

INPUMITKA. inTeHcuBHe (iznuHe HABaHTa:KeHHs a00 CTpec MOXYTh THMYacOBO
niaBummT akTuBHiCTL FVIII y nmaumienTiB 3 Jjerkow ¢opmorw remoginii A no aianazony
HOPMAJILHUX ped)epeHCHUX 3HAYEHDb; TOMY Ilepel BEHONYHKII€I0 NAli€HTH MOBUHHI BiIMOYUTH
NMPOTSATOM JAEKiJIbKOX XBUJINH. [N}

Biobip 3paskis

3pa3ok KpoBi HEOOXiAHO BiIOMPATH BiIOBITHO A0 CTAHAAPTHUX KIIHIYHUX HACTAHOB.

3pazok Oaxkano 30uparu moOmu3y maboparopii i 3a0e3Me4YeHHs]  IIBHIKOTO
TPaHCHOPTYBAHHS, 1 /1 YaC TPAHCTIOPTYBAHHS BiH TTOBUHEH 3aJUIIATHCS 3aKPUTHM.

Pe3ynbratu anamiziB MOXYTh 3MIHIOBATHUCSA B 3aJIC)KHOCTI Bij 1HTEpBAIYy MDK BiIOOpOM i
NPOBEICHHSAM aHaji3y, 1 B 3aJIe)KHOCTI BiJl yMOB 30epiranHs 3pa3kiB. Bibln BHCOKI Temreparypu
(>25°C) npusBoasaTh a0 Brpatu aktuBHOCTI FVIII 3 wacom, Toxi sik 36epiranns Ha xomoxi (2-8°C)
MO’K€ MPU3BECTH /10 XOJIOAOBOI aKTHBALll JESKUX MPOTEOTITHUHUX CHCTEM. 30epiraHHs 3pa3KiB
KpoBi mepesn o0poOkoro npu Temmneparypi 2—8°C Morke mpusBectu 10 3MeHiIeHHs piBHs FVII 1
VWEF, noctaTHixX a1t TOro, 1100 y 3/I0pOBHX MAIliEHTIB OyJia HEMPABUIIBHO JIIarHOCTOBaHa XBOpoOa
¢on Binneopanaa (XpB).

BinnocHo 360py mpo6, icHyI0Th KOHKpeTHi BKa3iBku ", BeHOMyHKIIis TOBUHHA IPOBOIHTHCS
B aCENTUYHHUX YMOBaX, 1 3pa30K OBUHEH BIJOUPATH MPOTATOM | XBUIIMHH MiCHsI HAKJIAZCHHS JUKTyTa
0e3 TpUBAJIOro BEHO3HOTO 3aCTOH0.

Kpos cinij 30upatu B IIacTUKOBHM IIITpUll a00 BaKyyMHY cucTemy 300py. ['onka nmoBuHHa
oytu 19-21 kambpy mis gopocnux i 22-23 kamiOpy A MaJIeHbKUX JiTed. J[ns GaraThoX aHami3iB
reMocTtasy Moke OyTH ycHilIHMM BigOip uepe3 mnepudepuuHi BEHO3HI KaTeTepu abo
HerenapHHi30BaHi IeHTPaIbHi BEHO3HI KaTeTepu o2,

Jlns AesKuX TECTiB Ha KOAaryljslilo He CliJ BiAOMpPAaTH KPOB 3 MOPOKHUHHUX KaTeTepis,
0COOJIMBO SIKIIIO TIPOBOUTHCS aHAJI3 arperailii TPOMOOIIUTIB.

Cilijl TaKOX YHHKATH CHiHIOBaHHS 3paska KpoBi. SIKIIO KpoB BinOMpaioTh depes katerep?,
HEOOX1IHO TUIbKH BIAKUHYTH TepIi 2 Ml 310paHoi KpOBI.

3pa3ok ciif BiAOMpaTH B LUTpaTHI npoOipku, mo mictate 0,105 M — 0,109 M (c3,2%)
BOJHOIO TPUHATPIAIUTPATy AWUTIApPATy, MIATPUMYIOUM CIIBBIIHOIIEHHS KpOBl1 /0 LUTpaTty B
crniBBigHOIIEHH] 9:1. Skio nmpobipka MicTuTh MeHIIe 90% HiTbOBOTO 00’ €My, Pe3yIbTaTH MOXKYTh
MaTH BIIXWJIEHHS, a SKIIO Mpobipka MicTATh MeHie 80% LiIboBOro 00’eMy, MOKHA OYIKyBaTu
npononranii T4 i AUTY™Y,

[TamienTH 3 MABUIIIEHUM T€MaTOKPUTOM, BHIIE HIXK 55%, MalOTh 3HWKEHUI 00’ €M TUTa3MHu,
1110 IPU3BOMTH 0 eKCITOHEHianbHOoro 301bIneHHs [TH 1 AYTY 31 3011bII€HHAM réeMaToOKpHUTY, YOT0
MO’KHA YHUKHYTH, PETYIIFOIOUH CITiBBiJHOIIEHHS KPOBi 10 aHTHKOAryJIaHTy 14,

Pesynpratu neskux tectiB T4 1 AUTY Biapi3HAIOTHCSA, SKIIO 3pa3ku 30uparotbes B 3,8%
tpuHaTpitinuTpar'®. 3pa3sok HeoOXiZHO MBHAKO i PETENbHO 3MIMIATH 3 PO3YMHOM IHTPATY,
00epeKHO mepeBepTaroun mpobipky 3 a6o 4 pazu’,

Axmo 36imHeHy Ha TpoMOoruTy iazmy (3TIT) 3aMopoXyrOTh i1t MaltOYTHIX TOCIIKEHbD,
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CJIiJl BpaXOBYBATH, IO yMOBH 30€piraHHsi BILIMBAOTh HA CTAaOiIbHICTh 3aMOPOKEHOro Marepiany’.
SIKII0 3pa3oK 3aMOpoKeHui mpu Temmepatypi -70°C, BiH Moxke 36epiratucs 1o mectu Micamis” ™,
30epiranns npu Temreparypi -20°C 3a3Bu4aii € HEAOCTATHIM.

3aMOpO’KeH1 3pa3Ku HEOOX1JHO IIBUAKO PO3MOPOXKYBAaTH Ha BOJsHIN OaHi mpoTtsroMm 4-5
XBHJIMH 11pH Temreparypi 37°C, mo6 yHUKHYTH YTBOPEHHS KPiOMPELUIIiTary.

Ompumanns 36i0nenoi na mpomboyumu niazmu (3T11)

binpuricte ananiziB Ha KoaryJsiiro BUMararoTh Bukopuctanas 3TI1.

3TII OTpUMYIOTH BiJMOBIAHO 0 CTAHAAPTHUX HACTAHOB®'.

3anmumkoBa KuUtbKicTh TpomOoruTiB B 3TII 3anexxuth Big ymMoB IeHTpHQYTryBaHHS,
BKJIIOYAIOYU HECHPUATIMBHUNA BIUIMB HA (YHKIII0O TPOMOOIMTIB NMPH BUKOPUCTaHHI LEHTPUPYT 3
OXOIOKEHHSAM, OCKIIIbKH X0JI0]] MOKe aKTHBYBaTH Tpomoouutu 0,

[lepen nocnimxennsam 3TII moxkHa yrpumyBatu 1pu KiMHaTHiM Temiieparypi (20-25°C).

[Tnasmy, sika Oyra remosti3oBaHa Imij1 9ac 300py Ta 00poOKH, HE MO’KHA BUKOPUCTOBYBATH JIJIs
aHaim3y QyHkuii TpoMOonuTiB, aHanizy AYTY abo nos's3aHuX 3 HUMM BUJIB aHAJI131B, HE3AJIEKHO
BiJl TOTO, SIKMI METOJ Ta IHCTPYMEHT BHKOPHCTOBYIOThCA 11d anamizy '8, T4 i ¢pi6punoren npu
1IbOMY 3a3HAIOTh MEHIIOTO BIUIMBY, HA HUX MOE BIUIMHYTH TilbKH CUIBHHI reMomi3 in vitrol®®,
JlosaBaHHS reMoJi3aTy B IUIa3My in Vitro Moke 1aTy XubHi pesymbpratn®ié,

Kpurepii npuilHATHOCTI 3pa3KiB [MOBUHHI BPAaxOBYBAaTU PU3MKH, MOB'A3aHI 3 BLAXUICHHSIM
3pa3ka (a TaKoX 3aTPUMKOI0 a00 BiZICYTHICTIO pe3y/IbTaTiB JOCIIKEHHS ), B IIOPIBHIHHI 3 pU3UKAMH
IpUMaHHA 1 TECTYBaHHA (a TaKOX CTYIIHb, B K apTedakTu 3pa3KiB MOXKYTb BIUIMBAaTU ab0 HE
BIUTMBATH HA KIIIHIYHUH MEHEIPKMEHT).

Pexomenganis 3.2.3:

Jas piarHocTuKH Ta MoHiTopuHry remoginii A i B B®I' pexomenaye HeraiiHo
MAapKyBaTH 3pa3KH KpOBi IM'AM i mpi3BumieM mnaunieHTa, ineHTudikaniiHuM HoMepoMm ado
AaTOI0 HAPOIKEHHS, a TAKO0XK 1aTOI0 i yacoM Bindopy 3paskis. Lle caix podutu y npucyrHocri
namicHTa.

INPUMITKA. Hemae e€auHoi AyMKH Tpo Te, 4YM CJIii MApKyBaTH HNPoOOipKy
Oe3nocepenHbo 10, a00 Bigpa3y micjsi B3ATTH KPOBI.

Pexomenpanis 3.2.4:

B®I' pexomenaye BindupaTu 3pa3ku KpoBi 1Jis1i Bu3HaYeHHs1 akTtuBHocti [TY, AUTY
a0do FVIII/FIX B uurpaTHnx npodipkax, mo micrars 0,105-0,109 M (6s1m3bk0 3,2%) BOAHOTO
HMTPATYy TPUHATPIIO JUTIAPATY, 3AKPUBATH KPHUIIKOIO NiJx Yyac 00po0KH i BUTPUMYBATH NPH
Temneparypi 18-25°C mixg yac TpaHcnmoptryBaHHs i 30epirannsa. 3pa3skm KpoBi ciin
HeHTPU(YTyBATH NPH TeMIlepaTypi HABKOJIUIIHbBOIO cepeJoBHINA, 32 YMOB He MeHIue 1700 g
He MeHie 10 xBuimH i ado anagizyBatu nporsiroM 8 roamH micasi Bindopy (4 ronmHm ajs
FVIII:C), ado 30epiraTu B riim6okomMy 3aMOpoKyBaHHi ipu Temnepatypi 35°C a6o Huxue.

IMPUMITKA. /151 30epiranHs HUTPATHOI WiJIbHOI KPOBi CJIi YHHUKATH TeMIepaTypH 2—
8°C, ockinbku e Mo:ke npu3BecTu A0 Brpatn akTuBHocTti FVIIL.

IMPUMITKA. 3pa3ku 30ixnenoi Ha TpomoounTn miasmu (3TII) moxkna 30epiratu npu
Temneparypi -35°C nporsirom 3 micsiuiB i mpu -70°C nporsiroM 6 MicsiiB 10 BU3HAYEHHS
aktuBHocTi FVIII/FIX. 306epiranns 3TII npu temneparypi -20°C 3a3Bu4aii € HealeKBaTHUM.
Mopo3uibHi KaMepu 3 aBTOMATHYHHMM PO3MOPO:KYBAHHSIM He CJIii BUKOPUCTOBYBATH IJIsl
30epiranns 3TII nus BuzHauenns [TY, AUTY a6o akruBHocti FVIII/FIX.

Pexomenpamis 3.2.5:

B®I' pexomenaye BindpaxkoByBaTH i BiZOupaTH TOBTOPHO 3pa3KM KpoOBi 1Js
pusHaveHHsa IIY, AUTY ado axkrusHocti FVIII/FIX, saxmo npobipka anas 300py MicTHTH
MeHIe 80% wiJiboBOro 00’eMy 3alI0BHEHHSI.



65

IMPUMITKA. SAxmo npobipka as Bigdopy micturth Bix 80% 10 90% cBoro niiboBoro
00’eMy 3alIOBHEHH$, TO Pe3yJbTAaTH, OTPUMAHI 3 BUKOPUCTAHHAM INEeBHUX METOAIB, MOKYTh
MaTH He3HayHe apredakTHe nmogos:xeHHs ITU i AYTY, i He3HauyHe apTedaKkTHe 3HUKEHHS
aktusnocti FVII/FIX.

Pexomenganis 3.2.6:

B®I' pexomenaye, mod 3paskum KpoBi AJjasi BU3Ha4YeHHs: akTHBHOcTi AUTY abo
FVIII/FIX 6ysnu BinOpakoBaHi i BigiOpaHi noBTopHoO, IK1I0 mix Yac Bigdopy i 00po0ku 3pa3ka
y 1a00paTOPHUX YMOBAX CTABCH reMoJIi3 200 3ropTaHHs KPOBI.

INPUMITKA. ¥ nadopaTopHux yMoBax BILIMB remoJi3zy Ha [14 HegocTtaTHbO 10151 TOTO,
00 BIVIMHYTH HA KJIiHiYHe BeJleHHS NALI€HTIB.

IMPUMITKA. 3pa3ku namieHTiB 3 reMoJ1i30M in vivo, BiidpaHni y 1adopaTopHux ymoBax
W Bu3HaveHHs akTuBHOCTI [T, AUTY a6o FVIII/FIX, mo:xxHa npuiiMaTu i 10c/aiIKyBaTH.
KP|

Busnauenns kinyesoi mouxu oocniosicenms

bararo maGoparopiii B maHuii 4ac MarOTh HamiBaBTOMAaTH4HI a00 MOBHICTIO aBTOMAaTHUYHI
aHai3aTopu Koarynsiii. TouyHe BU3HAYeHHS KiHIIEBOi TOUYKHU 3TOPTaHHS BPYYHY BUMara€ 3Ha4YHOIO
JI0CB1/ly, 0COOJIMBO, SIKIIO Yac 3rOpTaHHs 30UIblIEHUM a00 KOHIEHTpalis (piOpUHOreHy HU3bKa, a
3TYCTOK PiIKUH 1 TCHAITHHUH.

[Ipu nocniKeHHSIX BpyYHY M1 Yac CIOCTEPEKEHHS MPOOIPKY CIIIJ HAXWIATH 3 pa3H KOXKHI
5 cekyH Ha KyT npubau3Ho 90°. Mixk HaxuiamMu MpooOipKa MOBHHHA OYTH 3aHYpEHA Y BOJISIHY OaHIO
npu temneparypi 37°C.

Ckpinineogi ananisu

Jlis CKpUHIHTY TMalli€eHTa, Yy SIKOTO MiJ03PIOIOTh TOPYIIEHHI 3rOPTaHHA KPOBi, MOXHA
BUKOPHCTOBYBATH KillbKicTh TpoM6omuTis, ITH i AUTY,

UyTnuBicTh SIK IM4?°, tak i AUTY-tectiB®?? 1o nedinuTy (HakTopiB 3aJEKUTH BiJl THITY
BUKOPUCTOBYBAaHUX PEAKTHUBIB.

Pexomenpauis 3.2.7:

J1st 1a0OpaTOPHOro NOCHiIKeHHS NAi€HTIB, y IKUX NepeBipAI0Th KJIIHIYHY MiA03py HA
remoginiro A, BOI' pekoMeHy€e Tako:K BUKOPUCTOBYBATH aHAJIi3 HA NPOTPOMOiHOBHUI 4ac 3
BHKOPHCTAHHAM PEAKTHBY, AKMH MiCTUTh TKAHMHHHUI (paKkTOp JTIOAUHH.

IMPUMITKA. remoinis A, iHOAI, BUKITIOYAETHCS 3 CIUCKY, HE3BAKAIOYU HA KJIIHIYHY
MiZ03py Ha Il HAIBHICTB. Y TAKHX BHIAJKAX MOXKYTh MaTH Micue aedinuTu iHmmx Gakropis.
Hesiki manienTn 3 neBuuMu aedexramu FVII moxyTh MaTH cMMOTOMH, MOAiOHI 10 Jerkoi
¢opmu remodiiii, ane MOKYTh NposiBJIATH HopMmaiabHy akTuBHicTh IIY i FVII, skmo
JIa0OpPaTOPHUH pPeaKkTHB MiCTUTh TKAHMHHUI daKTOp, OTPUMAHUIT He Bil JIOAMHH, TAK IO
MO3KJIMBO MIOMHJIKOBO NPONMYCTUTH AiarHO3.

Pexomenpanis 3.2.8:

st 1aGopaTopHOro AO0CHiIKeHHSl NALI€HTIB, fIKi mNepeBipsAOTbCS Yy 3B'A3KY 3
KJIIiHIYHOI0 mifxo3porw Ha remodiiilo, BOI' pexoMenaye He BHKOPHCTOBYBATH pe3yJIbTaTH
AUYTY B Mexax pedepeHTHOro AianasoHy JJsi BUKJIOYEHHS HASIBHOCTI Jerkoi ¢opmu
remoinii A ado B.

NPUMITKA. V peaxkux Bunaakax npu Jerkiii remodinii A a6o B AUTY moke
3HAXOJMTHCS B MEKAX HOPMH. E

BuMiproBaHHs TpUBaJIOCTI KPOBOTEUl HE Mae HEOOX1IHOI YyTIMBOCTI Ta crenugiyHOCTI, a
TaKOX CXWJIBHE JIO TMOMHJIOK, TOB'SI3aHUX 3 OCOOJIMBOCTSMH HOTO BUKOHaHHS. TOMYy iHII TECTH
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TpomOGonuTapHOi GYHKIIT, TaKi SK arperoMeTpis TPOMOOIUTIB, € KPaIUMH, 33 JOCTYHHOCTi >4,

[pyHTYIOUKCH HA pe3ybTaTax LUX TECTiB, MOYKHA YaCTKOBO OXapaKTEPU3yBaTH KATETOPil0
MOPYIICHHS TeMOCTa3y i COpsMyBaTH oAbl aHami3 (quB. Tabmuio 3-1).

[{i CKpUHIHTOBI TECTH MOXYTh HE BUSIBUTH aHOMAJIH y MAIlI€HTIB 3 JICTKUMH TOPYIICHHIMU
reMocTasy, BKJIIOUarouu feski BapiantTu X¢B, meski BUNAIKU T€HETUYHO MiATBEPIIKEHOI JEerKoi
dbopmu remodinii A a6o B, mopymenHs ¢yakmii tpombOonuti, aedimut FXIII 1 Ti piakicHi
nopyuieHHs (piOpUHOMIZY, SKi MOXKYTh OyTH MOB'A3aHI 31 CXMIIBHICTIO IO KPOBOTEY.

Kopexyitini 0ocniocenns

AHOMaJIbHI CKPUHIHTOBI TECTH MOXKHA JJOJATKOBO JOCTIAUTU 32 JOMOMOTIOI0 KOPEKIIHHHUX,
a00 3MINTyBAILHUX JIOCITII)KCHb.

Kopekmiitni, abo 3minryBaabHI JOCTIIKEHHS 3 BUKOPUCTAaHHAM O0'€THAHOT HOPMAaJIbHOI
wiasmu (OHIT) MOXyTh 1OMOMOITH BU3HAUUTH, YU IMOB'S3aHUNM TPUBAIMN 4Yac 3TOPTaHHS KpPOBI 3
nedinutoM GakTopiB a0 MUPKYITIOIOYMMHI AaHTUKOATYJISIHTAMU YH 1HT161TOpamMHu.

AYTY cymimri 1ma3Mu MaiedTa i HOpMaJIbHOT TUIa3MH MOYKE CITOYaTKy OyTH HOPMAJIbHUM, a
MOTIM MOCTYMOBO 301BIIYBATUCS MPU 1HKYOAIii B MPUCYTHOCTI 3aJIEKHOTO BiJ 4acy 1HTIOITOpY
(Hanpukiaj, y 6aratbox BUMaakax HAOyTux ayroiMMyHHUX aHTUTLI 10 FVIII), X0oua Taka noseainka
MO>K€ 3MIHIOBATHUCS Y BUIAKaX 31 CKIaIHOK KIHETHKOIO.

TABJIMISA 3-1. [nTepnperaltiss CKpHHIHTOBHX TECTIiB

MoskIuBHI JiarHO3 Ima AUYTY KinbkicTh TpOMOOIUTIB
Hopwma Hopwma Hopwma Hopwma
I'emodinist A abo B Hopma [IpononroBanuii® Hopma
XoB Hopma Hopmanesnuii abo Hopmanbha abo 3MeHIIeHa
MIPOJIOHTOBAHMIA"
JledexT TpomMOOIUTIB Hopwma Hopma Hopwmasnibaa abo 3MeHIeHa
Ckopouennsi: AUTY — akTuBOBaHMi 4YacTKOBUU TpoMOoruiacTHOBHE vac; ITU — mportpomOinoBuii vac; XpB —

xBopoba don Bimtebpana.
*Taka * KapTHHA MOXe croctepiratucs 3a HasBHocTi aedinury FXI, FXII, npekanikpeiny ab0 BUCOKOMOIEKYJISIPHOTO
KiHIHOTEHY.

Kopexuiitni nocmipxenss 3 FVIII/FIX-nedinntHo0 m1a3Mo0 MOKHAa BUKOPUCTOBYBATH IS
KOHKPETHOTO Ae(iluTy, SKIIO aHali3 Ha piBeHb (hakTopa HEJOCTYITHHM.

Pexomenpanis 3.2.9:

J1s1 BUKJIIOUEHHSI MOKJIUBOI npucyTHocTi iHriditopa no FVIII BOI' He pexoMeHaye
BHKOPHCTOBYBATH OTpUMaHuii pe3yabTar AUTY, K110 BiH 3HAXOAUTHCS B Me:KaX HOPMH, 1JIs1
3pa3ka, AKMii MiCTHTBH cyMill piBHHUX 00’€MiB IJa3Mu nauieHta i 00'€AHaHOI HOPMAaJIbHOL
IUIa3MH, SIKIIO Leil pe3yJbTaT OTPMMAaHO 0e31ocepeIHbo MicJs NPUTOTYBaHHA Wi€l cyMmini.

IMPUMITKA. AYTY cymiwi piBHUX 00'€eMiB mu1a3Mu nauieHTa i 00'€AHaHOT HOPMAJIBHOL
IUVIA3MHU iCTOTHO 30iMbIIy€eThesl nmpoTaroM 1-2 roaud iHkyOauii mpu 37°C, saKmo 3pa3ok
Nali€eHTa MicTUTh HelTpasaizyrounii iHridéitop no FVIIL.

Amnanizu Ha pisenv pakmopa

Icuye kinpka TumiB ananizy Ha FVIIL, Bkitoyaroun XpoMoreHHu# 1 piyoporeHHUN aHaiizu
sropranHs  kposi>> . HaifuacTilie BMKOPHCTOBYBAHHMH METOJAMH B OiNBIIOCTI PETiOHIB €
ofHOCTaiiiHI aHai3K 3ropTaHHs Ha ocHoBi AUTY?%27,

[Tnasma, nedinutaa 3a FVIII 1 FIX, moBunna O6ytu moBHicTio mo36aBieHoro FVIII 1 FIX,
BiZNOBiHO, T06TO MicTHTH < 1 MO/171 i MaTH HOpMaJIbHKIL piBeHb iHIIUX (YAKTOPIiB 3rOpPTAHH’.

PiBens pakTopis 3ropTaHHs B 00'€qHAHINH HOPMAJIBHIH MJIa3Mi1 ICTOTHO PI3HUTHCS MK MyJIaMU

kpoBi®t32, ToMy nms 3a0€3MeueH s MOKIMBOCTI /ISl CIIBCTABHOCTI Ta BiJICTEKEHHs aHANI3iB Oyna
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CTBOpPEHa cucTeMa MiKHaponHux oauHuis (MO). PiBHi ¢akropiB 3ropTaHHS HaBOAATH Y
MDKHApPOJHHUX OJMHHULAX a00 Ha M, abo Ha aemwnitp (MO/mn). SAxmo BukopuctoByeThesst MO/,
TO pe3yNbTaTH HE B3a€MO3aMiHHi 3 BifcoTkoM (%) 00'e1HaHOT HOPMAIBHOT MIazsMu ",

Po3Benennst 3paska Imiaa3Myd MNPU3BOJUTH O HETOYHOCTI aHaji3y 3a HasBHOCTI AESKUX
iHriGiTopis, BKMIOYAOuM BOBYaKOBi amTHkoarynsatH (BA)®, crmenmdiunmx cumbHOpearyrounx
iHTiGiTOPiB 70 (aKTOpPiB i JEAKMX AHTUKOATYISHTHMX mpenapariB®®, a Takok HPHU3BOIUTH [0
HETOYHOCTI aHaIi3Yy.

Merton KaniOpyBaHHS aHaIi3y MOKe BIUIMHYTH Ha sKicTh pe3ynbtaTis®’ 8. Ilpm amamisi
TECTOBUX 3pa3KiB BiJ MAI[iEHTIB 3 MOMIPHOIO a00 TSHKKOIO TeMOQUI€0 MOXYTh 3HAJOOHTHUCS
po3mupeHi abo okpeMi KalmiopyBalibHI KpHUBi. HempuImycTuMo mpocTo po3MMprOBaTH KaaiOpyBaabHy
KPHBY IUISIXOM €KCTPAIoJIALii 6e3 aHali3y T0JaTKOBUX PO3BEACHb KamiOpyBaJIbHOT IIIa3MH.

VY neskux BUMaJKaxX N€HETUYHO MIATBEPHKEHOI Jierkoi ¢opmu reModisii A BCTaHOBIICHA
HopMasibHa akTuBHICTH FVIIL, komu 11 11arHOCTUKY BUKOPHUCTOBYBABCS OJJTHOCTAIIMHUN aHAaII3, ajle
3HIKEHA aKTUBHICTH P XPOMOTEHHOMY i JBOCTafilHOMY KOAaryJaoriuomx aHamizax o, Taxox
MOke MaTH Micie 3BopoTHil edext?®4#8 Ile osmauae, mo a1s BUABIeHHS BCiX (opM Jerkoi
remodinii A morpiOHO nekiiabka ThmiB aHami3zy Ha FVIILL

Bci nanienTu 31 3HmkeHoto0 aktuBHicTi0 FVIIIL 1 MoxiinBuM iarHo3oM reModuiii A MoBUHHI
IIPOWTH TOBHE JabopaTopHe oOcTexeHHs, o0 BukimouYuTH XGB. Ile 0co0amMBO BaXIIMBO IS
mudepenuiroBadis X¢B tuny Hopmannis Bij jierkoi ¢gopmu reModinii A, OCKIJIbKA BOHM 0OM/IBI
MarOTh HOpMaJbHUI piBeHb anTUreny VWF, i 3a3BH4aii oB's13aHi 31 3HMKEHO0 akTHBHICTIO FVIIT,

XpomorenHi ananisu Ha FIX cTaioTh Bce OimbIn focTYmHUME >4 i B 0HOMY MOCTiKEHH]
MOBIAOMIISUIIOCS, 10 XpoMmoreHHUH ananiz FIX moxe kpaiiie KopenaroBaTu 3 KIiHIYHOIO KapTHHOIO,
HDK OJIHOCTA{IMHUIN aHaJI3 B IEAKUX BUMAAKaX reModutii B3,

TecTu Ha reHepalito TpoMOiHy BHKOPHUCTOBYBAIHUCS IS XapaKTEePUCTHKH TeModimii>> >/,
HE Ha0YJIM NIMPOKOTO TOMIUPEHHS.

aJic

Pexomengauis 3.2.10:

J1st 1a0OpATOPHOIO JOC/IAKEHHA MALMIECHTIB, AKI pOOIATH TECT Yy 3B'I3KY 3 KJIIHIYHOIO
nigo3pow Ha remodijgivo Tuny A, BOI' pekomeHaye BUKOPHCTOBYBATH SIK OJAHOCTAXiHMIA
anauais FVIIIL, tak i xpomorennmii anaui3 FVIII:C npm nepBHHHOMY IiarHOCTHYHOMY
00cTeKeHHi.

IMPUMITKA. Ciix npoBoauTn 00M1Ba aHATI3H, HABITH SIKIIO Pe3yJIbTAT OAHOIO 3 ABOX
aHaJi3iB nokasye aktuBHicTts FVIII B Me:xxax Hopmu.

HNPUMITKA. Onnocranivinunii anauiz FVIII Bumarae Buxopucranns FVIII-gedinnTHoi
mjia3mu, mo Mictutb MerHe 1 MO/mia (<1%) akruBnocti FVIIL, i HopmajibHOro piBHs iHIIMX
¢daxTopiB koaryasuii, axki Mo:xkyTh BIuiuBatu Ha AUTY (¢iopunoren, FII, FV, FIX, FX, FXI,
FXII, npekanikpein i BUCOKOMO/1eKYISIpHUIA Kiﬂiﬂoren).%

Pexomenpnauis 3.2.11:

st 1aOOpaTOPHOIO JOC/TiAKEeHHS MALIEHTIB, AKI pO0IATH TeCT y 3B'I3KY 3 KJIIHIYHOIO
nigo3poro Ha remodiaio B, BOI' pexomeHaye BUKOPUCTOBYBATH OfHOCTadiiiHuil anaiz FIX
NPH NEPBUHHOMY J1iarHOCTHYHOMY 00CTE/KeHHI.

IMPUMITKA. Ha cboroieHHs 11e HeJOCTATHBLO JAHUX JJI BUPOOJIEHHS PeKoMeHaamii
010 BaxKIUBOCTI XpomMorenHoro FIX-anaiidy y noyaTtkoBomy JiarHOCTHYHOMY JOCJi2KeHHI
remoinii B.

HNPUMITKA. Oanocraniiinuii ananiz FIX Bumarae Buxopucranns FIX-aediumTHoi
mia3mu, mo Mictuth Menme 1 MO/aa (<1%) akruBnocti FIX, i HopMaabHuX piBHIB iHIIHNX
(paxTopiB koaryJsuii, iki Mo:xkyTh BIiimBaTH Ha AUTY (piopunoren, Fll, FV, FVIII, FX, FXI,
FXII, npekaJikpein i BUCOKOMOJIeKYIApHUI KiHiHOTeH).

Pexomenmpanis 3.2.12:
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Jdasi oaHocraniiinux a6o xpomorennux aHaidiziB FVIII/FIX eranonna/crangapTHa
IJ1a3Ma, SIka BHUKOPHMCTOBYEThCH JJIsl KAJIOpyBaHHs, a00 KOMepPUiHHOr0 MOXOJ:KeHHs, ado
NiAroToBjeHa B JiabopaTopii, MOBUHHA BiAnoBizaTm MixkHapogHomy crangapry BOO3, a
pe3yJbTaTH HeOOXIAHO NMPeACTABJATH B MKHAPOAHUX oquHuusax (MO).

INPUMITKA. Pe3yiabTaTn noBuHHi O0yTH npexacrasiiedi y Burasaai MO/ma abo MO/t

IMPUMITKA. 3arajiom, BiACOTOK € BiIOBiIHOI0 OJMHHUIICI0 BUMIPIOBAHHS AKTHBHOCTI
TIJILKU B TOMY BHIIA/IKY, SIKIIO AHAJII3 TPOBOAMTHCHA 3 BUKOPUCTAHHAM 00'€ITHAHOT HOPMAJIBLHOI
IUVIa3MH B SIKOCTi €TAJIOHHOI IJIa3MH, AKTHBHICTH SIKOI He CHiBCTABHAa 3 MIiKHAPOJIHUM
crangaprom BOO3. E

Pexomenpanis 3.2.13:

st 1a00paTOPHOro JOCHIIKEHHS Yy 3B'SI3KY 3 KJIHIYHOI Mi03por0 Ha remModijiro 3
BUKOpUCTaHHAM oaHocTagiiiHux aHauiziB FVIII/FIX, BOI' pekomeHnaye npoBOAUTH aHAJI3 3
BHKOPHCTAHHAM 3 Pi3HUX PO3BeJAeHb AOCTIIKYBAHUX 3PA3KiB IIa3MH.

IMPUMITKA. Pe3yabTaTH TecTy i po3BelleHb CTAHAAPTHOIL IUIA3MH CJIiJ NOPiBHIOBATH
METO/I0M NapaJieIbHO-JIHIHOr0 aHaizy. OquH i3 HOro cnocodiB — o0uUMcaANTH KoedilieHT
papianii (KB) 3 pesyabrariB, BuxkopucroBywuu piBHssHHA KB = ([cepennboxBanpaTnuHe
BinxmwienHs/cepenne 3HavyeHns| x 100). Axmo KB nis 3 pesyabrariB cranoButh MeHuie 15%,
CJIiI MOBIIOMUTH cepeaHE 3HAYEHHS 3 HMUX TPbOX pe3yabTaTiB. ko KB nepeBumye 15%,
pe3yJabTaTu CJiJ pereJbHO nepeBiputu. HasiBHICTH NMAaTOIOTIYHUX 3aTPUMYIOYNX YMHHHMKIB
nporu cneuM@pivyHUX (axkTopiB KoaryJsuii ad0 BOBYAKOBOI0 AHTHKOATYJSIHTY MOXKYThb
nepemkoaKaTu aeakuM oanocragiiinum anagizam FVIIL i FIX. Jlesaki TepaneBTHYHI
AHTHKOATYJISIHTH TAKOK MOXYTh CIPUYMHATH Takuii iHTepdepeHuiiinuii edekr. Y nmx
YMOBaxX aKTHBHicTh (pakTOpa B aHadi3i 3pocTrae B Mipy TOro, ik mjia3mMa cTa€ Bce OUIbII
PO3Be/IeHOI0. AKTMBHICTh (paKkTOpa HEeJO0OUIHIOETHCS, KOJIU IJIa3Ma Po30aBJIsIETHCS MEHIle, a
O0inbII TOYHHWII Ppe3yJbTAT AKTHUBHOCTI OTPMMYKTh NpH OiJbII BHCOKHX PO3BEACHHAX
JAOCJiIZKyBaHOI IJ1a3MH.

Pexomennauis 3.2.14:

Y nomyasumisix, xe 3yCTPiYacTbcsi BOBYAKOBHH AHTHKOATYJSIHT, JAJS INPOBEJICHHA
onnocraaiinnx anandizie FVIII/FIX B®I' pexkomenaye BukopucroByBatu peaktus AUTY,
SIKMH HeYyTJIMBHII 10 BOBYAKOBOI0 AaHTHKOATYJISIHTY.

Pexomenganis 3.2.15:

s Beix onnocragiiinux anaaizis FVIII/FIX nas pospaxynky akruBnocti FVIII/FIX B
JAOCJHIIZKYyBAaHOMY 3Pa3Ky CJIiil BAHKOPHCTOBYBATH TiJIbKHM 3HA4YCHHsI 4acCy 3rOPTAHHS PO3YHHIB
TECTOBAHOI0 3pa3Ka, sIKi 3HAXOAATHCA B MeKax Aiana3oHy, OXOIUICHOr0 Kali0pyBaJIbHOIO
KPHBOIO.

INPUMITKA. Ilpu anauisi gociaifkyBaHuX 3pa3KiB BiJl Haui€eHTiB 3 nmomMipHoK 200
TAXKKOIW ¢opmoro remodpinii A ado B, mMoxke 3HagoOMTHCA po3mIMpeHa ad0 A0AATKOBA
Kajgi0pyBajibHa KpuBa. Po3mIMpeHHs KaJdiOpyBaJIbHOI KPHBOI LUIAXOM eKCTpamoJsiii 0e3
aHaJI3y J0JATKOBHMX PO3Be/IecHb €TAJT0HHOI/KAJI0OPyBaJbHOI IVIa3MH € HENPUILYCTHMHM.

Pexomennanist 3.2.16:

Jus Beix TuniB anadizie FVIIIL i FIX B koxkHy nmapriro anajisy 10c/1i1;KyBaHUX 3pa3KiB
HeOOXiIHO BKJIIOYATH 3Pa30K BHYTPIIIHLOro KOHTPOJaI sikocTi (BKS). PesynbraTn anamnizy
AJIS JIIKYBAHHSA NALI€EHTAa MOKHA MOBIAOMJIATH JIMIIE HiCJA MiATBEPAXKEHHS TOro, IO
pedyiabtatr BKS 3HaX0AUTHCA B MeKaxX HiJIbOBOIO AiaNa30HY bOI0 KOHTPOJIBHOIO 3pa3Ka.

IMPUMITKA. Onuc Toro, sk BCTAHOBUTH WiJILOBI aiana3zonu s marepiajaiB BKSA Ta
K moBoauTHcs 3 pesyabraramu BKS, siki BuxoadaTs 3a Mexi AianasoHy, HaBeJaeHO Yy
JaboparopHomy KepiBHMUTBI BOI'.
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Pexomennauis 3.2.17:

Ju1st 3pa3kiB BHYTPIIIHBOT0 KOHTPO.JII0 sIKOCTi 3 akTuBHicTIO FVIII/FIX B niana3oni 50—
150 MO/nn koedinieHT Bapiaunii Mixk aHaJji3amu nosuHeH 0yru menue 10%.

INPUMITKA. [deski poc/aixxeHHs1 MOKa3aJH, 0 BUKOPUCTAHHS paHilie 30epesKeHol
KaJiOpyBaJbHOI KPUBOI NMOB's3aHe 3 6iibm BUcOkUM KB mixk anaizaMu, Hi’k BAKOPUCTAHHSA
HOBOI KaJiOpPyBaJIbHOI KPUBOI, IKY OyYIOTh Pa30M i3 3pa3kamMM NMali€eHTiB.

Momnitopunr nicas ingysii FVIII/FIX

binbin HU3bKE, HIXK OYIKyBaJI0Cs, BITHOBJICHHS PiBHs (hakTopa y Ijia3Mi Ta/abo CKOpOUYeHUH
nepio/1 HarmiBBUBEICHHS BBEICHUX KOHIEHTpaTiB (hakTopiB koaryssimii (KOK) MoxyTs Oyt panHiM
MMOKa3HUKOM HasIBHOCTI 1HT101TOPIB.

Jst 3paskiB, mo mictate KOK FVIII abo FIX, pesynpratu ananizy FVIII abo FIX MoxyTbh
BapilOBaTH B 3aJIe)KHOCTI BiJl TOTO, Yd BHUKOPHCTOBYETHCS MJIsi aHANI3y OJHOCTQIIMHUN abo
XPOMOT'€HHUI aHali3, a iHOAI 1 BiJf KOHKPETHUX PEaKTHBIB a00 HAOOpIiB, 110 BUKOPHCTOBYIOTHCS IS
aHamizy.

SIkmio aHammizuM Ha piBeHb (haKTOpa BUKOPUCTOBYIOTHCS JUISL TMIATBEPUKEHHS €()EeKTUBHOCTI
JikyBaHHS a00 KOpPUTYBaHHS JO3M, CJiJl MaTH Ha yBasi, 1[0 JEsSKi aHANi3W HE MIAXOASTH Ui
MOHITOPHHTY OKpEMHX Tpenaparis®,

BuxopucTtanss aHanizy, KU MOMITHO 3aBHUIIY€ aKTHUBHICTh y MOPIBHSHHI 3 OYIKyBaHUMH
pe3yiabTaTaMd Ha OCHOBI ITO3HAYEHOI HA ETHKETII AaKTHBHOCTI KOHIIGHTpATy (aKTopa MOxe
IPU3BECTH /10 HEAOCTATHHOTO JIKYBaHHS Ta KJIIHIYHOTO PU3HKY.

Ha MoMeHT HamucaHHS IIMX HACTAaHOB HE OYJIO BCTAHOBIIEHO IOBHOTO KOHCEHCYCY MIOAO
JOIYCTHUMOTIO CTYIIEHS BIIMIHHOCTI Pe3y/IbTaTiB PI3HUX aHAIIi31B, Kl HE MAIOTh HETATUBHOTO BIUIUBY
Ha JIIKyBaHHS TamieHTa. TUM HE MEHII CIiJ YHMKATH aHaji3iB, sKi JAlOTh pe3ylbTaTH, IO
BiJIpi3HAIOTbCA OUTbIn HiX Ha 25-30% Big HaBeneHoi Ha (rmakoHi akTUBHOCTI (akTopa abo, y
BCSKOMY pa3i, He CJIiJ] IX BUKOPUCTOBYBATH 0€3 ypaxyBaHHS LIMX BIAMIHHOCTEH.

PyTuHHI BHYTpIIIHI aHAJII31 MOKHA BUKOPHCTOBYBATH JIJIs1 HOCTIH(Y31iHOTO MOHITOPHHTY 3a
YMOBH, 1110 HasiBHA Y JIIKapH1 CUCTEMa aHaji3y (METO[I 1 eTaloH/Kani0paTop) BKIOYEHA 10 HACTaHOBU
BupoOHuKa>. Byib-sKuii MiclieBuii aHasi3 HeoOXiHO BepudiKyBaTH Ha NPEMET BUKOPUCTAHHS I
koHKpeTHOro KDK®,

VY psini craTeii Oyno MpoBeIeHO OIS OMyOIIKOBAHUX IaHUX, 1II0 CTOCYIOTHCSI BHKOPUCTAHHS
CHeliaJibHUX aHami3iB Juiss MoHiTopuHry crnemudpiuanx KOK 13 noposxkeHum mnepiojgom
naniBuseneHHs (I11TH) 1 nemoaudikoBanux KDK>8:6061

OpHocTaniiHuil aHami3, SKUH BHUKOPUCTOBYBAJIM JJIi MOHITOPHHIY OJIHOJIAHIIOTOBHX
pexomOinaHTHUX Mojekya FVIII nonoktokory anbda (Afstyla®) 3anmkyBaB akTUBHICTH Ha 45%,
TOAi SK XPOMOTEHHHI aHAli3 [03BONAB OTPUMATH OYiKyBaHi 3HadeHHs’2. Ile 3ymoBHIIO
PEKOMEH/IallI0, 1110 XPOMOI'€HHUI aHai3 € OUIbII aJeKBATHUM, 1 110 pe3yJbTaTH OJHOCTaJIHHOTO
aHaI3y CJiJl MHOKUTU Ha KOe(ILI€HT MEpPEeTBOPEHHs, PIBHUN 2, MI00 MpPaBUILHO BU3HAYUTH Y
MaIieHTa piBeHb AKTUBHOCTI FVII®, Takuii migxig He MOBHICTIO BpPaxoBYy€ BIAMIHHOCTI MiX
peaxTHBaMu®®, i NIeSIKi eKCIIepTH B3aralli He peKOMEHIyI0Th BUKOPUCTOBYBATH 1iei aHai3, IKUi 1ae
HENpaBUJIbHI 3HAYEHHS, i MHOKUTH Pe3y/IbTaT Ha KOPEKTYBaIbHUI KoedillieHT B 1boMy BUMagky®.
OckibKH ICHYE BapiaOeNbHICTh MIXK ApTISIMU PEaKTUBIB [Tl aHaJi3y Ha (pakTop, OyIb-aKUil TaKuii
KOPEKTYBaJIbHUM Koe]ilieHT HeoO0XiTHO Bepu(piKyBaTH sl KOXKHOT BUKOPUCTAHOI MapTii peakTUBIB.

Icuye 0e3miu omyONIKOBAaHUX MAOCHIKEHb PI3HUX aHATITHYHUX PpPEaKTHUBIB, B SKHUX
MOPIBHIOIOTHCS PE3YyNbTaTH JUIs 3pa3KiB, 1m0 MicTATh KOK, Bkimtouatoun konnentparu FVIIL i FIX 3
[TITH. He3Baxkatouu Ha 1ie, ICHY€ psAl OJAHOCTAJAIMHHUX 1 XPOMOT€HHUX HAOOpIB PEaKTUBIB, sIKI Ha
MOMEHT HanucaHHs 1iei HactaHoBHM He Oynu JOCHIIKEHI Ha MpeIMeT BUKOPUCTAHHS 3 NEBHUMHU
K®K. Yurtau moxe 3BepHyTHCS 10 nocwianb y Tabmumi 3-2 (FVII) 1 Ta6num 3-3 (FIX), mo6
03HAMOMHTHUCS 3 JI0Ka3aMHU, K1 MATBEPAKYIOTh HaBeIeH1 HU)K4Ye PEeKOMEH Iallii.
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Komenmap poéouoi epynu: na momenm pospooku oanoi Kniniynoi nacmanosu nikapcokuii 3acio 3
MIJICHAPOOHOI0 HENnameHmoBAHOK HA38010 JIOHOKMOKO2 anba 6 YKpaini He 3apeccmposaHull.
Afstyla® - ye mopeosa nazea, naseoena 6 opuciHATLHOMY MEKCMI NPOMOMuUNA.

Pexomenpanis 3.2.18:
st moniTopunry 3amicHoi Tepanii konuenrparamu FVIII ado FIX B®I' pexkomenaye
JaboparopissMm BuxopucroByBatu a”aniz FVIII/FIX, sakuii OyB 3arBepaxeHuil s
BHKOPHUCTAHHSA 3 KOHKPETHUM KOHIEHTPATOM, IKMi BUKOPUCTOBYIOTH [IUISl JTIIKYBAHHS.
INPUMITKA. Is pexoMeHaauniss 0co0JMBO Bax/JuBa JAJsi MOAH(PIKOBAHHUX
moutekyasipuux gopm FVIII i FIX.

Pexomenmpanis 3.2.19:

st MoHiTOpHMHrYy 3amicHoi Tepamii mia3moBuMu KkoHueHtparamu FVIII BOI'
PEeKOMEH/ly€ BHKOPHMCTOBYBATH OJHOCTaAiliHMi a0o xpomorennui ananiz Ha FVIII,
KaJi0poBaHMii 3a CTaHAApPTOM IIa3MH, SIKMH MOXJIMBO TMOPIBHATH 3 MIXKHApOAHUM
cranaaprom BOO3. E

Pexomennpanis 3.2.20:

Jl1s1 MOHITOPHHTY 3aMiCHOI Tepaiii KOHIEHTPATAMM (PAKTOPIB KOATy AL, 10 MiCTATH
NOBHOPO3MipHui  pexkoMOiHanTHuii  FVIII, B®I' pexoMeHaye BHKOPHCTOBYBATH
oaHocTailiHnii ado xpomorenHuii ananiz Ha FVIII, kaniopoBanuii 3a crangapTomM mjiasmu,
SIKUH MOKJIMBO MOPIBHATH 3 MiKHApoaAHUM ctanaaprom BOO3.

Pexomenmpanis 3.2.21:

J1st MoHiTOpHMHTY 3aMicHoOI Tepanii epMopokTokorom ajbda (pexkomdinanThuii FVIII,
3auTHii 3 imyHnorsooyainom awauan G1 — rFVIIIFc, ToproBa nazsa — Elocta®/Eloctate®)
B®I' pexoMeH1ye BHKOPHUCTOBYBATH OJHOCTadiliHMH a060 xpoMoreHHuil anajiz Ha FVIII,
KaJi0poBaHuii 3a CTAaHAAPTOM ILIa3MH, SIKMH MOXKJIHMBO TOPIBHATH 3 MIKHAPOAHHM
cranaaprom BOO3. E

Komenmap pobouoi epynu: na momenm po3pobku oanoi Kniniunoi nacmanosu nikapcovkuil 3acio 3
MIDICHAPOOHOIO HENAMEHMOBAHOI0 HA38010 e(hMOpOKmoKoe anvgha 6 YKpaini ne 3apeecmposanuil.
Elocta®/Eloctate®) — mopeosa nazea, nasedena 6 opuinanibHOMy mekcmi nPOmMomund.

Pexomennauis 3.2.22:

Jl1si MOHITOPHMHTIY 3aMiCHOI Tepamii TYPOKTOKOroM ajab@a neroJjieM (peKOMOIHAHTHOIO
FVIII 3 Buiaydyenum B-gomMeHoM i calT-cienu(ivHO NMPUEIHAHOI MOJIIETHJICHIJIIKOJIbHOIO
rpynoo Barow 40 kJla — N8-GP, toproBa nHazBa — Esperoct®) B®I' pexomenaye
BHKOPHUCTOBYBATH XpoMoreHHuil anaJi3 Ha ¢gakrop FVIII ado onnocraaiiinuii anauaisz Ha FVIII
Ha ocHOBi AUTY 3 BUKOPHCTAHHAM BAJIJOBAHMX PEAaKTHBIB, BKJIIYal0YH OKPeMi peaKTHBH-
AKTHBATOPH HAa OCHOBI esaroBoi kucaoTu (Actin®, Actin® FS, SynthAFax™, DG Synth™) ta
OKpeMi peaKTHBH-aKTHBATOPH Ha OCHOBi cmiaikareao (Pathromtin® SL, SynthASil™),
KaJi0poBaHi 32 CTAHAAPTOM IIA3MH, AKMH MOK/JIMBO MOPIBHATH 3 MI>KHAPOAHUM CTAHAAPTOM
BOO3.

INPUMITKA. Oanocraaiiini anauizu Ha FVIII 3 Bukopucranusam peaktuBiB APTT-
SP™ STA®-PTT Automate ago TriniCLOT™ APTT HS 3Ha4HO HeIO0ONIHIOIOTHL IiliCHY
akTuBHicTh FVIII N8-GP, i ix He cJ1i1 BUKOpPHCTOBYBATH.

Komenmap pooouoi epynu: YV Kniniunuii Hacmanos8i Hagedeno mopeosi Ha3eu ma mop2oei MapKu
PeaKmugie-akmugamopie Ha OCHOGI e1a2080i KUCIOMU mda CUNIKA2en0 ma Mmopeo8eibHad HA36d
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JiKapcvkoeo 3acoby mypokmoxoe anvga (Esperoct®), axi HasedeHO 6 OpuUciHATbHOMY meKcmi
npomomuna.

Pexomenmpanis 3.2.23:

Jl1s1 MOHITOPHMHTIY 3aMIiCHOI Tepamii JaMOKTOKOrom ajiba nerosem (peKOMOIHAHTHOIO
FVIII 3 Buayyenum B-gomeHom 1 cair-cieuuivyHO NPUEIHAHOK PO3TayKEHOI0
NOJIieTHJICHITiIK0JIbHO rpynoo Barow 60 k/la — BDD-rFVIII; Toprosa nazsa — Jivi®) BOT
PeKOMeH1y€E BUKOPHCTOBYBATH XpoMorenuuii anauiz Ha FVIII a6o oxnocraxiinuii aHa i3 Ha
FVIII na ocnoBi AUTY 3 BHKOPHCTAHHSIM BAJTIIOBAHMX PEAKTHBIB, BKIIOYAIYH PeaKTHB-
AKTUBATOP Ha OCHOBIi ejaroBoi KuUca0TH Actin® FSL i okpeMi peakTHBH-aKTHMBATOPH Ha
ocHoBi cuiikareao (Pathromtin® SL, SynthASil™), kaaiopoBani 3a cranmaprom miasmu,
SIKUI MOKJIMBO MOPIBHATH 3 MiskHapoaHuM crangaprom BOO3.

IMPUMITKA. Oanocraniiini ananizu Ha FVIII 3 peakTHBOM-aKTHBATOPOM Ha OCHOBI
e1aroBoi Kucjaotu Actin® FS a6o peaktuBomM-akTHBaTOpOM Ha 0CHOBI Kaojiny C.K. Prest®
3Ha4YHO 3aBMINYIOTH AilicHy akTuBHicTh FVIII, i ix He ciig BukopucroByBatu. OgHocraniiii
anagizu na FVIII 3 pukopucrannam peaktusisB APTT-SP™ i STA®-PTT Automate 3na4Ho
3aHNKYIOTh AilicHy akTuBHicTh FVIIL, i ix He cj1ig BUKOpHCTOBYBATH.

Komenmap poéouot epynu: na momenm pospooku oanoi Kniniunoi nacmanosu nikapcokuil 3acio 3
MIJICHAPOOHOI0 ~ HEeNameHMmMOBAHOK HA36010 OAMOKMOKO2 dalvga nezonv 6 Vkpaini He
3apeecmpoganuil. JIVI®) — mopeosa Hazea, HageOeHa 8 OPUSTHAILHOMY MEKCMi RPOMOmMund.

Tabauusa 3-2. [TyOmikamii, mo MicTaTe naHi ctocoBHO pi3HuX aHamni3iB Ha FVIII y mpucyrHocTi
pexoMOiIHaHTHUX 1 MOAM]IKOBaHUX KOHIEHTpaTiB (haktopa VIII

Tun npenapary Toprosa Hazsa MixHapoana ocnianus
HEIMAaTEHTOBAaHA
Ha3Ba
[ToBHOPO3MipHHMii Advate®, Kogenate® | Octocog alfa Church (2018)°,
pEeKOMOIHAHTHUI FS, Kovaltry® Kitchen (2016),
Kitchen (2016)°,
Turecek (2016)°°
FVIII 3 BDD NovoEight® Turoctocog alfa Viuff (2011)70
FVIII 3 BDD ReFacto AF® Moroctocog alfa Kitchen (2016)°%,

Jacquemin (2018)1,
Cauchie (2013)?,
Morfini (2003)3,
Ingerslev (2004)7,
Santoro (2009)"°

FVIII 3 BDD, 3nutnii 3
ninstakoro Fe Monekynu
lgG1

Elocta®/Eloctate®

Efmoroctocog alfa

Powell (2012)°,
McCue (2015)",
Sommer (2014)78,
Kitchen (2019)"°

FVIIL i3 BxopouernM | Egperoct® Turoctocog alfa Hillarp (2017)%,
B-nomenowm i caiit- pegol Pickering (2016)%!,
crenupivHO Persson (2019)%?,
npuenHanum 40 k/la Ezban (2019)83,
¢parmenToM Hegemann (2019)%,
TIOJTIETUJICHTTTIKOJTIO Tiefenbacher (2019)%
FVIII 3 BDD i3 caiir- | Jjyi® Damoctocog alfa Church (2018)%°, Gu

cnerudiaHo

pegol

(2014)8
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npuenHanum 40 x/la

ITOJI1e THJICHTJIIKOJIEM

T[oBHOPO3MipHHUii Adynovate®/Adynovi® | Rurioctocog alfa Turecek (2016)°°,
pexombinanTHuit FVIII pegol Bulla (2017)%, Weber
i3 caifr- (2017)88

Hecrieuupigaum 20
k/la nerinmoBaHHIM

OIHOJAHIIOrOBH Afstyla® Lonoctocog alfa St Ledger (2018)°?,
pexomOinanThuii FVIII Bowyer (2017)%
Pexom6binantanit FVIIL | opizyr® Susoctocog alfa Turecek (2016)°°,
cBuHi 3 BDD Vanguru (2018)%°

Cxkopouenns: BDD — sunanennit B-nomen; FVIII — ¢axrop VIII; x/la — kiromansToH.
Ipumimxa. TepamneBTUYHI TpenapaTH IO3HAYCHO SK CBOIMH MDKHADOJHMMH HEIATCHTOBAaHMMH Ha3BaMH, TaK i
TOPrOBUMH Ha3BaMH 4yepes iXHe OUTbII MOIINPEHE BUKOPUCTAHHS Ta Mi3HABAHICTh CHUJIBHOTOIO.

Tabmuusa 3-3. [lyGmikamii, o0 MICTATh JIaHi CTOCOBHO pi3HMX aHami3iB Ha FIX y mpucyrtHocTi

peKOMOIHAaHTHHX 1 MOM(iKOBaHUX KOHIIEHTpaTiB pakTopa FIX
Tun npenapary Toprosa Ha3Ba Miknapoana IMocnaannsa
HenmaTeHTOBaHA
Ha3Ba
PexoMOiHaHTHWMIA He Bkazano He Bkazano Wilmot (2014)%
Pexom6inantauii FIX, | Alprolix® Eftrenonacog alfa Kershaw (2018)>*,
3JIUTHAN 3 TUISTHKOIO Fc Sommer (2014)%,
monekyan IgGl Bowyer (2019)%
PexomGinanTHuit 6110K | |delvion® Albutrepenonacog alfa | Horn (2019)%,
FIX, 3muTwii 3 Bowyer (2019)%
aIbOyMiHOM
FIX i3 caift- Refixia®/Rebinyn® | Nonacog beta pegol Bowyer (2016),
cienupiYHIM Rosen (2016)%,
nerimroBanisM 40 k/la Tiefenbacher
(2017)%*, Ezban
(2019)%

Ckopouenns: FIX — daxrop IX; [gG1 — imyHorno0Oynin G1; k/la — KinoJaibToH.
Ipumimka. TepaneBTHYHI INpenapatd IMO3HAYEHO SIK CBOIMH MDKHApOJHMMH HENATCHTOBAaHMMH Ha3BaMH, TaK i
TOPrOBUMH Ha3BaMH 4yepe3 TXHe OUIbII NOIUpEeHe BUKOPUCTAHHS Ta Mi3HABAHICTh CITIBHOTOXO.

Komenmap pooéouoi epynu: na momenm pospobku oanoi Kniniunoi nacmanogu nikapcoki 3acobu 3
MIJCHAPOOHUMU — HENnAMeHMOBAHUMU  HA36AMU, eMOpOKmoKoe anvga, pypiokmokoz anvea,
JIOHOKMOKOZ anb@ha, Cycokmoxoe anvha, epmpenonakoe anvgha, aroympeneHonaxKoe anvgha, HOHaKoe
bema nezon 6 Ykpaini ne 3apeecmposani. B opucinanvnomy mekcmi npomomuna Hageoexo ix mopeosi
HA36U, @ MAKOXC THWUX TIKAPCLKUX 3aco0is, Ki sanuueno 6 maon. 3-2, 3-3.

Pexomennanis 3.2.24:

J1st MoHiTOpMHIY 3aMicHOI Tepamii pypiokTokor ajb¢a nerojeM (IIOBHOPO3MipHUI
pexoMOiHanTHMH FVIII 3 HecnenmnpivyHo NpuEAHAHMM MOJieTH/IEHTJIIKoIeM Barow 20 k/la;
ToproBa Ha3Ba — Adynovate®/Adynovi®) B®I' pexoMeHaye NpoOBOAUTH JeKiIbKa
JIA0OPATOPHHMX aHAJI3IB A/ OTPMMAHHSA OOIPYHTOBAHHMX PeKOMEHJaliil Npo JadopaTopHuil
MOHITOPHHI.

INPUMITKA. VY uaitepatypi HaBOAATHCS CyNepe4IHMBi JaHi NP0 BHKOPHUCTAHHSA
onHocraniiHux i xpomorennux anaidiziB FVIII B 3pa3kax, mo MicTATHh pypioKkTOKOr ajb(a
NeroJb.


https://www.vidal.ru/drugs/molecule/3019
https://www.vidal.ru/drugs/molecule/3019
https://www.vidal.ru/drugs/molecule/3051
https://www.vidal.ru/drugs/molecule/3051
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Pexomenmanis 3.2.25:

J1s1 MOHITOPHMHIY 3aMicHOI Tepamil JJOHOKTOKOrom ajbda (pexomoOinanTHuii FVIII 3
onuHoYHUM JaHuwrom [rVIII-SingleChain]; Toprosa nazsa — Afstyla®) B®I' pexkomenaye
BHKOPHCTOBYBAaTH XpoMorenHuii aHaniz Ha FVIII, kaaiOpoBanuii 3a crangapTroM mjiasmu,
SIKUI MOKJIMBO MOPIBHATH 3 MikHapoaHuM cranaaprom BOO3.

INPUMITKA. Y koporkiii iHCTpyKuii 10 mpenapary peKOMeHIYIOTbCSI XPOMOI€HHI
anaJjizu. Tako:xk Tam 3a3Ha4veHo, WO oaHocTagiiinmii anani3 Ha FVIII HexoouiHioe piBeHb
akTuBHOCTI FVIII npn6aun3no Ha 45% B nNOpiBHSAHHI 3 pe3yJ1bTATOM XPOMOIeHHOI'0 AHAJI3Y, i
NPOMNOHYETHCHA NMPU BUKOPUCTAHHI OJHOCTAXIHHOI0 aHAJII3y MHOKHTH pPe3yJibTaT Ha 2.

Pexomenpauis 3.2.26:

Jasi  MoHiTOpuHry 3amicHoi Tepamii miaa3MoBuMu KoHueHtparamu FIX BOI
PEeKOMEHy€E BHUKOPUCTOBYBATH OJHOCTadiiiHumii a0o xpomorennuil anauizs Ha FIX,
KaJIiOpoBaHUil 32 CTAHAAPTOM IUIA3MHM, SIKMA MOMJIMBO TOPIBHATH 3 MIKHAPOAHUM
cranaaprom BOO3. m

Pexomennauis 3.2.27:

Jisi MOHITOpPMHIY 3aMicHOI Tepamii mpemaparamu (axkrTopa 3ropraHHsi KpoBi, fKi
MicTaATh HeMmoau(pikoBanmii pexomOiHanTHHii FIX, B®I' pexomMeHaye BHKOPHCTOBYBATH
omHocraniinuii anagiz Ha FIX, kajiOpoBaHmii 3a CTaHAAPTOM ILUIA3MH, SIKHI MOKJIMBO
NOPIBHATH 3 MizKHapoAHuUM cTtanaaptom BOO3.

INPUMITKA. IloBinomasiiocs, mo xpoMmorerHi anajiizu FIX 3aHMKYyIOTh aKTMBHICTH
FIX pexomobinanTHoro konuenrpary FIX.

Pexomennauis 3.2.28:

J1si MOHITOPHHTY 3aMicHOI Tepamii epTpeHOHaKoroM ajb(pa (pexomoOinanTHmii FIX,
3auTuii 3 imyHorso0yiainom Jgwanaun Gl [rFIXFc]; TtoproBa nazBa — Alprolix®) BOI'
PEKOMEH/y€ BUKOPHUCTOBYBATH XpomMoreHHui anaji3 Ha FIX a0o ognocraniiinuii anami3 Ha
FIX Ha ocHoBi AYTY 3 BUKOPUCTAHHSIM BaJiJOBAHMX PEAKTUBIB, Y TOMY 4YMCJIi peaKkTHB-
aKTHBATOP Ha OCHOBI esaroBoi kuciaoTu (Actin®, Actin® FS, Actin®, Actin® FSL), okpemi
PEAKTHBH-AKTHBATOPH Ha ocHOBi cumiikaremo (Pathromtin® SL, SynthASil™), i
nojidgenonbuuii peaktus-akTuBarop (Cephascreen®), kaniOpoBaHi 3a CTaHIAPTOM IIA3MH,
SIKM MOKJIMBO NMOPIBHATH 3 MizkHapoaAHUM cTtanaapTtom BOO3.

HNPUMITKA. Onnocraaiitni ananizn Ha FIX 3 Buxkopucrannsam peaktuBiB STA®-PTT
Automate a060 kaoJsiHoBoro akrusaropa (C. K. Prest®) 3HauHO 3aHHKYIOTh AIlICHY AKTUBHICTh
rFIXFc (Alprolix®), i ix He ¢JIi1 BAKOPUCTOBYBATH. ﬁ

Pexomenpanis 3.2.29:

J1si MOHITOPHMHTY 3aMiCHOI Tepamii aJ0yTpeneHOHAKOrom ajibpa (pexkomMOiHAHTHHIA
FIX, 31uTunii 3 pekoMOiHAHTHUM JI0ACbKUM aab0yminom — rFIX-FP; ToproBa nazsa —
Idelvion®) BOI' pexoMeHaye BHUKOPHCTOBYBAaTH oAHOcTaiiiHuil anaai3 FIX na ocnoBi AUTY
3 BAJIiIOBAHMMH PEaKTHBAMM, BKJIIOYAIYHM OKpPeMi pPEeaKTHBH-AaKTHBATOPH Ha OCHOBI
cuaikareaio (Pathromtin® SL, SynthASil™), kani6poBanuii 3a crangapToM NaasMu, sIKUii
MOKJIMBO NOPIBHATH 3 MIZKHapoaHuM cranaaprom BOO3.

IMPUMITKA. Onnocraniiini ananizu Ha FIX 3 BUKOpPHCTAHHAM peakTHBY-aKTHBATOpa
HA OCHOBI es1aroBoi KucjaoTu Actin® FS a6o kaosiHoBoro peaktuBy-akrusatopa C.K. Prest®
3HAYHO 3aHNKYIOTh AilicHy akTuBHicTh rFIX-FP (Idelvion®), i ix He cJ1if BHUKOPHCTOBYBATH.
OnHocraniiiHi aHAMiI3U 3 BUKOPUCTAHHSAM PeaKTHBY-aKTHBATOPA HA OCHOBI €JIaroBOI KMCJIOTH
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SynthAFax™ a0o xpomorenHi ananizun Ha FIX 3HauHO 3aBMIIYIOTH JiliicCHy akTHBHicTh rBIX-
FP (Idelvion®), i ix He cJIi1 BAKOPHCTOBYBATH.
Pexomennauis 3.2.30:

JJ1si MOHITOPUHTY 3aMiCcHOI Tepamii HOHAKOrom Oera neroJieM (pekomoinHanTHui FIX 3
nojierijienriikosieBum ¢parmentom Barow 40 k/Ja — NO9-GP; ToproBa HazBa —
Refixia®/Rebinyn®) BOI' pekoMeHaye BUKOPUCTOBYBATH XpoMoreHHuil anajiz Ha FIX a0o
onHoctaxiiinuii anamaiz Ha FIX Ha ocnoBi AUTY 3 BajitoBaHMMHU peakTMBaMM, BKJIIOYAKYH
PEaKTUB-AKTUBATOP HA OCHOBiI enaroBoi kucjaotu SynthAFax™ a6o mnoJgideHoabHuMi
akTuBatop Cephascreen®, kanidpoBaHi 3a CTAaHIAPTOM IJIA3MHU, IKHI MOKJIMBO NMOPiBHATH 3
MixkHapoaHuM ctanaaprom BOO3.

HPUMITKA. GiabmicTes ognocragiiinux anajiiziB Ha FIX 3HauyHo mepeouniHiowTsh a60
He0OUiHIIOTH AiiicHy akTuBHICTH FIX N9-GP, i ix He ciin BukopucropyBatu. OaHocraaiiHi
aHAJII3H 3 BUKOPHCTAHHSIM PEAKTHBY-aKTHBATOPA HA OCHOBI e1aroBoi kucjioru SynthAFax™
a0o moJuigenoabHOro peaxktuBy-akruparopa Cephascreen® mnigxoasitb Ik MOHITOPMHIY
npenapary N9-GP.

Emiyuzymab

Eminm3ymab — 1me ckoHcTpyiHoBaHe OicnenudiuHe aHTHTUIO, SKE 3B'SI3y€ SK JIIOJCHKUN
FIX/FIXa, tak 1 FX/FXa 1 sike He peryatoeTbcsi MexaHizMamu, 1o perymorots FVII, ane nie sx
mimeruk FVIII®®Y,

Eminuzyma0d 3nauHo ckopouye AUTY no rpaHuib HOpMaJbHOrO Alama3oHy abo0 HUXKYE,
HE3aJIe)KHO BiJI BUKOPHUCTOBYBAHMX pEAKTUBIB, 110 O3HAYae, MO0 eMilu3ymald BIUIMBAaE Ha BCl
naGopaTopHi TecTH it aHami3m Ha ocHOBi AYTY%-100,

Eminmn3ymab 3HauHO BruBae Ha xpoMoreHHi aHainizu FVIII, mo BUKOPHUCTOBYIOTH JIFOICHKI
FIXa 1 FX, ane He Ha aHani3u, B skux BUKOpucTOBYIOThCs FIXa 1 FX Guuauoro nmoxomxenuns. s
XPOMOT€HHUX HaOOpiB, mo MicTaTh Onyaumii FX 1 mroxcekuii FIXa, HeoOximHa Bepudikaris B
KOHKpETHil 1abopartopii®®®®.

Eminuzymab MO>KHA BUMIPSITH 1 HABOJUTH WOTO 3HAYEHHS Y MKI/MJI 3 BUKOPUCTAHHSIM
MO (IKOBAHOTO OJTHOCTAAIMHOTO aHATI3y 3 O1IBII BUCOKUM PO3BEJICHHSIM JIOCIIKYBAaHOTO 3pa3Ka
(B Oydepi mis anamizy) 1 BigkamiOpyBaTh 3 BHUKOPUCTAHHSIM CHEHMU(PIUHUX IS eMIIU3ymaly
kanmi6paropis®.

Pexomennauis 3.2.31:

Jasi mani€eHTiB, fAIKI OTPUMYIOTH eMinu3ymMad Ta sIKi MOTPeOYHTh NiATBEPHAKECHHS
ouikyBaHUX PpiBHiB emiunmzymady, B®I' pexomeHaye BHKOPHCTOBYBATH MOAH(iKOBaHMIA
OJHOCTANIMHNN aHANI3 3 JOJATKOBMM €TANOM IONEPEAHLOr0 PO3BEICHHSI JOCTIIKYBAHOI
IJIa3MH Ta KAJIOpPyBaHHS aHAJI3y 3a J10NOMOro0 cnenudiyHux kajgioparopiB eminunzymaoy.

INPUMITKA. Hagitb Ha cy0OTepaneBTHYHHUX PiBHAX eMinu3ymaly piBenb AUTY moxe
0yTH HOPMAJILHUM a00 CyOHOPMAJILHUM Y NMAIIEHTIB 3 TAXKKOI reModigicio A 3 iHriditropamu
a0o 0e3 HUX.

Pexomennanis 3.2.32:

s BusHavenHss aktuBHocTi FVIII y nmamientiB 3 remodinieio A, ki oTpuMyloTh
eminusymad, BOI' pexomenaye Bukopucropysatu xpomorennuii ananiz FVIII, mo micturh
onvauui FX.

INPUMITKA. Ha TepaneBTHYHOMY PpiBHIi eminu3ymald BIUIMBa€ Ha OyAb-AKHil
xpomorennuii ananiz FVIIL, mo micrute FX mawoacbkoro nmoxom:kenHsi. Eminuzymad moske
TaKOK BININBAaTH HA XpomoreHHi anajaizu FVIII, mo mictare FIXa moacekoro i FX 6nuavoro
MOXO/IZKeHHsl, aJjie TiIbKM AKIIO0 piBeHb eMinM3ymMaldy BHIle, Hi’K 1le O4iKY€TbCH Y NMALI€EHTIB,
KOTPi OTPUMYIOTh PEKOMEH/10BaHi /103H1.
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Pexomennauis 3.2.33:

st Bu3HavyenHs piBHd inridiropa 1o FVIII y nauienTiB, iki oTpuMyOTh eMinu3ymao,
%’F PEeKOMeHAy€ BUKOPUCTOBYBAaTH XpoMoreHHunii anaJjis Ha FVIIL, mo micturs Onvaunii FX.
KP)

Pexomennanis 3.2.34:

Js mamieHTiB 3 MiZ03por0 Ha aHTHTLIA, AKI HeWTpadisywTh eminumymad, BOI
PeKOMeH/1y€ BUMIPIOBATH PiBHi eMinn3yma0y 3a 10moMoror Moau(pikoBaHOT0 0JJHOCTAAINHOTO
aHaJIi3y, 1110 BKJIIOYAE J0JATKOBY CTA/Iil0 MONEPeIHbOI0 PO3BeAeHHS JA0CTIIXKYBAHOI IJIA3MH i
KaJi0OpyBaHHA aHAJI3Y 32 I0NIOMOTr0I0 clieliaIbHUX KajaiOpaTopiB eminuzymaoy.

INPUMITKA. 3 ui€io MeT0I0 TaK0K MOKHA BUKOPHCTOBYBATH BAJIi/IOBaHI aHAJI3H HA
AHTHUTLIA 10 mpenapary, 3a HasABHOCTI.

Ananizu na ineioimopu

Cepen (QyHKIIOHATBHUX IHTIOITOPIB TEMOCTAa3y HAW4YaCTIIIE 3yCTPIYarOTHCS BOBYAKOBI
AHTUKOAryJISHTH, SIK1 HE CIIPSIMOBAHI MPOTH crelU(IuHUX (PaKTOPiB KOATYIISIIT, 1 IPUCYTHICTD SIKUX
CJIiJ] BUKJIIOUUTH TIEPEe]] TECTYBAHHIM Ha iHTi0iTOpH 10 crienupigaux (GakTopis.

Pesynbratu ananizy AUTY Ha cymimax qochiKyBaHOI Ta HOPMaIbHOI MJIa3MH MOXKe OyTu
TSDKKO IHTEpIpPETYBaTH, 30KpeMa, 4epe3 Te, 10 MpH HaOyToMmy iHTIOITOpiI CIOYATKy MOXKIIMBA
nmovarkoBa moHa kKopekilis AYTY, HaBiTh 3a HaSIBHOCTI MOTYXXHOTO CHEIU(BIYHOTO aHTHUTLIA JI0
FVII. fxmo mpucytHi antutina no FVII, Tto AUYTY miei cymimi Oyae 30inblryBaTtucs npu
MOAAJIbIIIN 1HKYyOAaITii.

binpmicte inri0GiTopiB 10 FVIII, siki po3BHMBaIOTHCS y BIANOBiAR HAa 3aMICHY TEpamiioo y
MAIi€eHTIB 3 TeMOo(DiTier0 A, IeMOHCTPYIOTh XapakTepHy Kaptuny: AUTY cymimni rmia3mMu naiienra i
00’ eqnanoi HopManpHOi 1asmu (OHIT) € mpomiskauM, TOOTO 3HaxoAsThest MK AUTY nux nBox
3pa3kiB, npuuomy AUTY noaaTkoBo NPOJOBKYETHCS MPOTATOM 1—2 roJIMH MpH 1HKYOAIiT cyMmili 3a
37°C.

1106 minTBepauTH TOM (aKT, M0 IHrIOITOp CIPSAMOBaHUM MpOTH crerudiuHoro ¢dakropa
3ropTaHHs KpOBi, HEOOX1IHO MPOBECTH crietn(IyHUI aHa3 Ha 1HT101TOp.

KinpkicHe BU3HAUeHHS THUTPY IHTIOITOpa MpPOBOMATH Yy Jlaboparopii, NEpeBaxXHO 3
BUKOpHUCTaHHAM HeliMeren-moaudikoBanoro ananizy berezna ans BU3HAueHHs 1HTIOITOpa [0
FVIIIL, ockinbku 1s Moaudikanis 3abe3neuye nosinmeny cnenupigHicTs i 4y TIUBICTh B HOPiBHAHHI
3 OPUTIHAJILHUM aHAJII30M Bere3naldl109,

Ha pesynpratu anamizy iuri0itopiB bere3na Moxe BIJIMHYTH BHUKOPHMCTaHHS pPI3HUX
PO3BEIEHb JIOCIIKYBAHOTO 3pa3Kka 10 TOTO, SIK IIl PO3BEJIEHHS OYyAyTh 3MilllaHI 3 HOPMaJbHOIO
nazmorotl,

Jlnst mamienTiB, axi mpoxosath gikyBanHa FVIII ado FIX, etan BumuBaHHs nipenapary He €
HEOOXIJTHUM, SIKIIO BUKOPUCTOBYEThCS Moaudikamis ananizy Heiimeren-beresna 3 TemnoBoro
HeliTpanizamiero, sika imaktuye FVIII/FIX y 3pasky, mo 103Bonse BUABHTH iHTiGiTOpl09111-113,
Heiirpanizauis e notpibna, sxmo FVII/FIX B mocnimkyBaHoMy 3pa3Ky cTaHOBUTH < 5 MO/am,
OCKUTbKU TaKU HU3bKUN PIBEHb HE MaTUME ICTOTHOTO BIUIMBY Ha PO3PAaxXyHOK TUTPY 1Hr10iTOpA.

Jnst BuzHauenHs ¢akropa FVIII moxxHa BUKOpUCTOBYBATH pi3HI TUNH aHani3iB Ha FVIII mix
yac BU3HAYeHHs iHri6iTopa Metonom Heiimeren-Beresnall*118, [Iporokon namionansHoi mporpamu
BusiBJieHHs 1HTiOiTOpiB y CIIIA BHMarae BHKOPHUCTaHHS XPOMOT€HHOTO aHaji3y, SKIIO MpU
TecTyBaHHI1 Ha 1HT10iTOp 10 FVIII oTpuMano no3utuBHMiA pe3yibTar HUxk4e 2,0 ogunuib beresna
(OB)'%, SIkuio € mizo3pa Ha BOBYAKOBUIA AHTHKOArYJISHT, a60 AKIIO 3pa30K MICTUTh TeparneBTHYHi
AHTUKOAryJsiHTH, Takl SK remapuH, ado mpsMi iHriditopu a0 FX a6o Flla, moxxe Oytu kopucHo
HiATBEPAUTH MPUCYTHICTh 1HTI0ITOpA 3 BUKOPUCTAHHAM XPOMOI€HHOT'O aHaJi3y Ul BUMIPIOBAHHS
3aJIMIIKOBOI aKTUBHOCTI (pakTopa (a He OJJHOCTaIIfHOTO aHaTi3y).

Turp inribiropa > 0,6 Ob/mi citif BBaXKaTH KJIIHIYHO 3HAYYITHM

Hesiki He-HewTpanizyroui antutiia no FVIIL sxi He Bu3HauaroThes aHaiizom HelimereH-

119,12
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beresna, MOXyTh OYTH KJIIHIYHO pElIeBaHTHI, OCKUIBKH BOHU MOXKYTh miacumoBaTH kiiperc FVIIL i
iX MOHa BUMipsATH MeTofoM IDA 2128,

Pexomennanis 3.2.35:

st BusHaveHnHs iHrioitopiB no FVIII y 3pasky, mo micturh Olibme 5 MO/ma
aktuBHocTi FVIII, BO®I' pexomeHaye mepen A0CITiIKeHHAM HarpiBatu 3pa3ok a0 56°C
nporsiroM 30 XBWJIMH i HeHTPU(YryBaTH NPH TeMIEPATYpi HABKOJHMIIHBOIO CepeJoBHINA
MiHiMym nipu 1700 g He MeHIIIe 5 XBUJIUH.

INPUMITKA. Me:xka kinbKicHOro BH3HadeHHsi iHriditopa 3a merogom Heiimeren-
Berecaa FVIII cranoButs 6m3bko0 0,6 Ob/mu.

INPUMITKA. Amnaniz Ha iHriditrop no FVIII 3a Heiimeren-beresna Bumarae
BUKOpHCTaHHS 3a0ydepeHoi 00'€eqHaHOI HOpMAaJbHOI ILIas3Mu sk Jokepeaa FVIIL, saky
3MimyTh 3 piBHUM 00'eMoM FVIII-gediuuTHOi nmiaasmMu 1Jisi NPUroTYyBaHHSI KOHTPOJIbHOL
cyMimi.

Pexomennpanis 3.2.36:

st Bu3Ha4veHHs iHrioiropis no FIX B 3pa3ky, mo mictuth dinbme 5 MO/nj1 akTHBHOCTI
FIX, BOI' pexomeHnaye mepea JOCHIIKeHHSIM HarpiBatu 3pa3ok npu temmepatrypi 56°C
nporsiroM 30 XBWJIMH i HeHTPU(YryBaTH NIPH TeMIEPATypi HABKOJIHMIIHLOIO CepeJoBHINA
MiHiMyM nipu 1700 g He MeHIIe 5 XBUJINH. [Ny

Pexomennpanis 3.2.37:

Jass  kiibkicHoro Bu3HaveHHsi iHriditopiB g0 FVIII B®I' pexomenaye
BHKOpUCTOBYBaTH aHaJi3 Helimeren-beres3na.

INPUMITKA. Ananizm bere3na BusiBJASATH HelTpaaidywudi antutiia. HeBeanka
yactka aHtuTiil A0 FVIII He € HeliTpandidyloumMmMu, ajie BOHM CKOPOYYKTH Iepion
HaniBBuBeaeHHs FVIII i He moxkyTh OyTH BusiBjieHi B aHai3i bere3na.

INPUMITKA. Y Heiimeren-moaudikauii onucano crnenupivanii meron Oydepusamii
o.ﬁ'ezmaﬂoi' HOPMAJILHOI IVIA3MM; TAKO0K MOKHA BUKOPMCTOBYBATH iHIIi MeToau Oydepusamii.
KP|

Pexomenganis 3.2.38:

Jas  kinbkicHoro BusHauenHsi iHriditopie go FVIII i FIX B®I' pexomenaye
BHKOPHCTOBYBATH JJIsl PO3PAXYHKY KOHIEHTPAWiH IHri0iTOPIB TIIBKH 32 THIIIKOBY aKTHBHICTH
FVIII/FIX B niana3oni Big 25% no 75% Big FVIII/FIX B koHTpO/BLHIN cymili.

IMPUMITKA. Haii0inpm TOYHY KOHIEHTPALIiI0 iHri0iTOpa MOKJIMBO OTPMMATH, KOJIM
3aanikoBa akTuBHicTh FVIII/FIX 6sm3bka 10 50% Bix piBHS B KOHTPOJIbHiN cymimii.

Pexomenpanis 3.2.39:

Jas kinbkicHoro BusHayeHHs inrioiropis 10 FVIII 3 au3skum tutpom (<2 Ob/ma) BOT
PEKOMEHy€ BHKOPHCTOBYBaTH XpoMoreHHud anajdiz Ha FVIII Heiimeren-beresna nis
BHUMiploBaHHs 3a1umK0BoI akTuBHOCTI FVIII.

INPUMITKA. Buxopucranusi xpomorenHoro anajizy Ha FVIII Heiimeren-bere3na
3amicTh oxHoctajgiiiHoro ananizy Ha FVIII 3a0e3neuye Oinbmy cnenuivynicTs i 3HMKYE
MOKJIMBY Bapia0debHiCTh BUMipOBaHHA 3aiumkoBoro FVIIL, sika Moxe nmpu3BOAMTH 10
HEJO0CTATHBLOI OHIHKHU y TaKiil Mipi, 110 MOBiTOMJIAIOCS PO XUOHONMO3UTHBHUIA IHTiIOITOP, KON
Hacnpas/i iHriéiTop OyB BigcyTHiii.

T'enna mepanis
[ToBimomisocst po Po301KHOCTI MIXK pe3ylbTaTaMH OAHOCTAIIHHOTO Ta XPOMOTEHHOTO
aHauli31B Mmicist reHHoi Teparii, crpsimoBanoi sik Ha FVIII, tak 1 va FIX.
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PesynbTaTu ofHOCTAAiHEX aHai3iB Ha FVIII 6ynu npubmusHo B 1,65 pasu ume'® i s 1,5
pasu Bumie'®, Hix XpoMoreHHi aHami3M 118 ABOX Pi3HUX METOJIB TeHHOI Teparii Monekynoro FVIII
3 BuIydyeHuM B-nomenom (anri. B-domain deleted, BDD), mio nporuiiexxne TeHIEHIIT, XapaKTepHOT
s KOK FVIIL 3 BDD, ae xpoMoreHHi aHaji3W JarOTh 3aBHINCHI PE3yJbTaTH IOPIBHSIHO 3
OTHOCTAIIHHIM aHaTi30M % ">,

Pesynbratn omHocTtamiiiHux aHamizie Ha FIX BapiroBaau 3aleXHO BiJ] BHKOPHCTAHHX
pEaKTUBiB, ajie OyJau BUILIMMHU 32 Pe3yJIbTaTH, OTPUMaHi B XpOMOTeHHHX aHai3ax Ha FIX y marienTis,
K1 OTPUMYBAJIM TeHHY Teparniio Mojiekynow FIX 3 Bucokorw crnenudidyHoro akTtuBHICTIO FIX —

BapianToMm [Tagyst®,

Pexomennauis 3.2.40:

Has kinbkicHoi ominku axktuBHOCTI FVIII y penumienrtiB mnepenocy reniB BOI
PEKOMEHIY€ NPOBOAMTH AOJATKOBI TOCJIIKEHHS i BHU3HAYEHHSI BiIHOCHOI TOYHOCTI
XPOMOTICHHHMX i OTHOCTAXIHHUX aHAJI3IB VISl IPOrHO3YBAHHS reMOCTATUYHOIO 3AXHCTY.

INPUMITKA. BusiBuiocsi, mo OJAHOCTAXIHHMI aHadI3 cTAliJILHO [Ja€ pe3yabTaTu
akTuBHOCTi FVIIL, sixi npu6.ausno B 1,6 pa3u Buili 3a pe3yibTaTH XPOMOI€HHOI'0 aHATI3Y A/
pisHux tpancreHHux mnpenapartiB FVIIL. [{ns Toynoro Bu3HavyeHHss akrtuBHocti FVIII y
PelHUIi€HTIB MOKe 3HAg00uTHCS MOo0Y10Ba KOpeasauiiiHol 3aexHocTi 3 aktuBHicTIo FVIII, sk
MJ1a3MOBOI'0, TAK i PpeKOMOIHAHTHOI0, i MOHITOPUHT KJIiHIYHOI BiANOBIi.

Pexomenpauis 3.2.41:

Juas kinbkicHoi onminku aktuBHOCTI FIX y penumieHTiB mepenocy renis BOI
PEKOMEH/Y€ NPOBOJAMTH I0AATKOBi [J0OC/JIiIKeHHS I BH3HAYeHHS BiJJHOCHOI TOYHOCTI
XPOMOTCHHHMX i OTHOCTAXIHHUX aHAJI3IB /ISl IPOrHO3YBAHHS IeMOCTATHYHOI'0 3aXHUCTY.

IMPUMITKA. [las rennoi tepanii FIX 6yB Bukopucrannii papiant FIX Ilagys (R338L),
TOMY IO BiH Ma€ 0ib1I BUCOKY crieniudivyHy aKkTUBHICTD, Hizk HaTUBHMI FIX. BusaBuniocs, mo
oJHOCTAAIHNI aHaNi3 cTabinbHO nae pedyabTatu akTuBHOCTI FIX Ilanys, siki npudéau3Ho B
1,6 pa3um mepeBHINYIOTh pe3yJabTAaTH XPOMOICHHOr0 aHaJidy. JlJIsi TOYHOro BU3HAYEHHSH
akTuBHocTi FIX [Tanys y peunmnieHTiB M0o2kKe 3Ha100UTHCS TO0Y10BA KOpeJIsLiiiHOT 32J1€2KHOCTI
ﬁKTHBHiCTlO FIX, ik nJ1a3M0BOro, TaK i peKOMOIHAHTHOI0, i MOHITOPUHT KJIIHiYHOI BiANOBIAI.
KP|

IlinroroBKka nepconany

Jlis oTpuMaHHS TOYHUX pe3yibTaTiB JabopaHT abo JiKap-mabopaHT, SIKUK IIKaBUTHCS
aHaJI3aMM KOaryJsiilii, TOBUHEH J0Ope pO3yMITH JaH1 aHATI3H.

VY pesxux BHMaJIKax Moke OYTH KOPHUCHOIO JOJATKOBA MiATOTOBKA JabopaHTa abo Jikaps-
nabopaHTa B CHelialli30BaHOMY LIEHTPI.

3.3 BukopucTaHHs cneniaJbHOro 00,1 IHAHHA Ta PEaKTHBIB

Oo6s1agHaHHsA

OcHoBHe 1abopaTopHe 001aJHaHHS TOBUHHE BKJIIOYATH BOJSIHY OaHIo 3 Temneparypoto 37°C
+ 0,5°C 1 WBUIKOTO BiATaBaHHS 3aMOPOKEHUX 3pa3KiB 1 MPOBEAEHHS PYyYHUX JOCIIIKEHb OYy/Ib-
SKMX 3pa3KiB, Ui SKUX AaBTOMAaTM30BaHUI aHaii3 OyB HEBJAIMM, a TaKoX KamiOpoBaHi
aBTOMATHU30BaHI MIMETKH.

ButpartHi Matepianu 3 MIaCTUKY 1 CKJIa, BAKOPUCTOBYBAHI IPU KOAryJISAIIHHOMY TeCTyBaHHI,
HE MO’KHA BUKOPUCTOBYBATH TIOBTOPHO.

ABTOMAaTH30BaHI KOAaryJIoMeTpH MaloTh 3HayHI IepeBaru IMOPIBHAHO 31 3BUYAMHUMHU
METOJIaMH JIeIKHX HaIliBaBTOMATiB, 30KpeMa, MiJABUIIEHY TOUYHICTh BUMIPIOBAHb, HA01p MOKIIMBUX
aHaITI3IB 1, B IEIKUX BUMAJKAX, aBTOMATHYHE BUSBJICHHS MPOOJIEM Ha MepeJaHATITHIHOMY €Talli.
Bubip xoaeynomempis
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BaxxuBi MipKyBaHHS IpH BUOOP1 KOAryJIOMETPiB BKIIOUAIOTh B ceOe:
° Ha0ip MOXKJIMBUX aHAJII31B,;
° eKCIUTyaTaliiHi BAMOTH, BKJIIOYal0Yl 00CIYTOBYBaHHS 1 pearyBaHHs Ha MOJIOMKH;
° IPOITYCKHA 3/1aTHICTB;
° MOPIBHSAHHICTD PE3YJIbTATIB HA OCHOBHOMY aHaJIi3aTopi 3 Oy/Ab-IKMMHU PE3ePBHIUMH METOAAMU;
° CYMICHICTh 3 TIPOOIpKaMu I B3ATTS POO KPOBi 1 KOHTEHHEpaMu i 30€piraHHs IJIa3MH TPH
MICIIeBOMY BUKOPHUCTaHHI; Ta
° OE3IMEYHICTb.

Heobxiana indopMaris mogo IPOIyKTHBHOCTI CHCTEMHM. li MOXHA OTPUMATH 3 Pi3HHX
JOKEpel, BKIIFOYAYH OIyOJIiKOBaHy JIITEpaTypy Ta JaHi BAPOOHUKIB, ajie TAKOXK MOYKE 3HaTOOUTHCS
neBHa Mipa OIHKHM (axiBueM Ha Micli. ICHYIOTh JOKIaaHI MOCIOHUKM 3 BHOOpPY Ta OLIHKH
aHanizaropip*133,

PeakTuBu

[IpaBUIBHOIO TPAKTUKOIO € 3a0e3nedeHHs: 0e3rnepepBHOCTI MOCTaBOK OOpaHUX PEaKTUBIB,
U [[OMY OCOOJIHMBA yBara NpUIIIsSETbCs Oe3MepepBHOCTI NApTiii 1 TpUBAIIOMY TepMiHY 30epiranHs.
[[por0 MOKHA JOCSTTH, 3BEPTAIOYHCH JO IMOCTAYaIbHUKA 3 MPOXAHHSAM MPO 30EpEIKEHHS MEBHUX
napTii A1 1adopaTopii, SKIIO 1€ MOMKIIMBO.

Pi3Hi Mapku peakTHBIB MOXKYTh MAaTH Pi3HY YyTJIHMBICT 1 HE IIOBUHHI BUKOPHCTOBYBATHUCS B
napi, SIKIIO TUIBKU 1€ HE pOOUTHCS 3 IEBHOIO METOIO.

JUis BCIX METOMIB TMOBHHEH OYTH BHW3HAYCHHN HOPMAIBHHNA pePEepeHTHUH Jiana3oH.
OnyOikoBaHE MPAaKTHYHE KEPIBHUIITBO 3 I[OTO IWTAaHHA', a JuIs aHaii3iB Ha ocHoBi AUTY
HEOOX1THO BPaxOBYBAaTH yMOBHU 300py Ta OOpOOKH TpoO, M0 BUKOPHUCTOBYIOTHCS Ha MICIICBOMY
piBHI.

3.4 3a0e3ne4yeHHA SIKOCTI

[Ipouenypu 3abe3nedyeHHsl SKOCTI OXOIUIIOIOTH BCl ACMEKTH IMPOLECY 1arHOCTUKU — BIJ
B3STTA P00, po3aiieHHs (ppakiiii KpoBi Ta aHaNI3y, a TAKOXK 31HCHEHHS BHYTPIIIHHOI'O KOHTPOJIIIO
sxocTi (BKS) — mo momanHs 3BiTY TIpo pe3ynbTat i 3a0e3nedeHHs Toro, o0 BiH OyB AOCTYMHUMN
JIKapIo MPOTATOM BiJIOBITHOTO Yacy.

BHyTpilHili KOHTPOJIb IKOCTI

BHyTpilHI# KOHTPOJIb SIKOCTI BUKOPUCTOBYETHCS ISl TOTO, 100 BCTAHOBUTH, UM JA€ cepis
METO/IB 1 MPOLEYp CTaOUIbHUI pe3yabTaT IPOTIAroM MEBHOIO MEepioly vacy.

3axomu BKSl BxuBaroThcs Ui 3a0e3neueHHsl TOro, MO0 pe3yabTaTdh J1abopaTOPHHUX
JOCTIIKEeHb Oy JOCTaTHBO HAIIMHUMU ISl HAJAHHS JOTIOMOTH Y MPUUHATTI KIIHIYHUX PIllIeHb,
MOHITOPHHTY Teparii Ta J1arHOCTHII1 TOPYIIEHb FeMOCTa3y.

I'padiune BioOpaXkeHHS pe3yIbTaTiB KOHTPOJIIO IKOCTI, HAIPUKIIAA Y BUIJIsAL Hiarpam Jlesi-
JIxeHHIHTCa, MOYKE TIOJICTIITUTH aHaIi3 TeHACHITH y pe3ynpTaTtax BKA.

30BHIIIHA OLiHKA AKOCTI
3oBHimHA omiHka skocti (305) nomomarae BU3HAUUTH CTYMIHb Y3TO/DKEHOCTI MIX
pe3yJibTaTaMH MICLIEBHX J1a00opaTopiii Ta pe3ynbTaTaMu, OTPUMaHUMHU IHITUMH LIEHTPaMHU.
MixHapoaHa cucTemMa 30BHIIHBOI omiHku sikocti BOIT (anri. External Quality Assessment
Scheme, IEQAS) crierianibHO po3po0iieHa Jutst 3aI0BOJICHHS OTPeO IEHTPIB JiKyBaHHS reModiii
o BcbOMy CBITYy. Ll cucTema BKIItouyae aHaii3M, 1[0 MalOTh BIJHOLIEHHS IO JIarHOCTUKH Ta
JKyBaHHS MOPYIIEHb TeMocTa3y. Jlerani 1€l cxemu, sika MPOBOJUTHCS CHUIbHO 3 HarionansHoM0
ciyx0010 30BHIITHKOI oriHku sikocTi Crnomydenoro KopomisctBa (UK NEQAS) 3 nocmimxeHb
xoarymsii y Ileddinmi (Criomyaene KopomiBeTBO) MokHa Ji3HATHCS 3 pecypeis BOI34,
Jlnst Toro mo6 slaboparopist JocsATa BUCOKOTO PiBHA HAIIMHOCTI BHUIPOOYBAHb 1 YCIIIIIHO
Opaja yJacTh B MpOrpamMi 30BHINTHLOT OIIHKHU SKOCTi, BOHA MIOBUHHA MATH JIOCTYII JIO BiJIOBITHUX



79

peakTHBIB 1 METOAIB TPOBEICHHS, a TaKOX BIINOBIIHY KUIBKICTh HAJICKHUM YUHOM
HiAFOTOBJIEHOTO TIEPCOHAITY.

Pexomenpanis 3.4.1:

B®I' HanoseriMBo peKoMeHye€ J1a0opaTopisiM reMocTa3sy BIPOBAIKYBATH NMPOrpamMu
3a0e3meyeHHs] SIKOCTI ISl BCiX J1a0OpaTOpPHUX cHCTeM, 00 3a0e3MeYyuTH JOTPUMAHHSA
HAJIe;KHMX | HAIHUX poueayp JadopaTopHOro aHaJi3y KpPoBi Ta 3BITHOCTI IPU AiarHOCTHIL
i JikyBaHHi remodirii. ﬁ

Pexomennanis 3.4.2:

J1si ckpuHIHroBHX TecTiB Ha remocras B®I' pexomeHaye mpoBOAMTH BHYTPIilIHiH
KOHTPOJIb SIKOCTi 3 NMPUHANMHI JBOMA PiBHAMH BHYTPIIIHLOI0 KOHTPOJIIO SIKOCTI 3pa3KiB
(HopMaJIbHMX i aHOMAJILHUX 3Pa3KiB MJIa3MM) /1JIs1 BCiX TeCTOBUX NAPTIiid He pialIe 0HOTo pa3y
HA JIeHb. N4

Pexomenmanis 3.4.3:

B®I" nHanoJsierinBo pekoMeHAY€ KIIHIYHUM J1a0opaTopisiM pery/isipHo OpaTH y4acTb y
30BHIIIHIH ONMIHII AKOCTI KOYKHOI'0 AHAJI3Y, 0 BHUKOPHMCTOBYETHCH IS JiarHOCTHKH Ta
JiKyBaHHS remoiii.

INPUMITKA. Yuactb y MiKHApPOAHIN cHcTeMi 30BHIIIHBOI OWIHKHM siKocTi BO®I
(IEQAS) no3BoJsisie JafopaTopisiM  yIOCKOHAJIUTH i CTaHJAApTH3YBaTH Ja0opaTopHi
AOCJIiIKeHHSI HA reMoiJiiro.
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Po3ain 4. T'eneTu4Hi 10CTiTKeHHA

4.1 Beryn

l'enernyna pgiarHocTuka remMo@inii Mae BaKJIUBE 3HAUEHHs M7 BHU3HAUeHHs O10JI0Tii
3aXBOPIOBAaHHS, BCTAHOBIICHHS JIIarHO3y Y TSDKKHMX BHUIAJKaX, MPOTHO3YBAHHS PH3UKY PO3BUTKY
1HT101TOPIB, BUSIBICHHS KIHOK-HOCIIB 1 HQJIaHHS MTPEHATaIbHOI JIarHOCTHKH 32 OakaHHIM.

AHali3 TeHOTHITY CJI1J] MPOTIOHYBATH BCIM JIFOJSM 13 TeMO(DLUTIEIO Ta YWIEHAaM IXHIX POIMH, SKi
nepedyBaloTh Y «IpYIli PU3HKY».

Crparerii TeHEeTUYHOTO TECTYBaHHS BU3HAYaIOThCs NapaMeTrpaMu (PEHOTHITY BIAMNOBITHO A0
pe3ysbTaTiB 1abopaTOPHOI IAarHOCTUKM KOATYJISIii, a TaKoX CIMEHHMM pojioBofoM. ToMmy ayxe
BaXUINMBO, 11100 Taki fgaHi Oynu HajgaHi jabopaTopii FTeHETUYHOTO TecTyBaHHA. TouHe TiiymMaueHHs
OCHOBHOT'O BHSBIIEHOTO BapiaHTy (200 JEKUIbKOX BapiaHTIB) 3aJIe)KUTh BiA MIATBEPIKYIOUHX
(EHOTUTIOBUX JTAHMUX 1 CIMEHHOTO aHAMHE3Y nartienTa? .

I'eHeTHuHE KOHCYIBTYBAHHS IS JIIOJEH 13 reMo(distiero Ta IXHIX POJUH € BRXXIMBUM €TalloM
niepe1 MPOBEICHHSIM TeHETUYHOTO TeCTyBaHH:. BOoHO BKITTOUae oTpuMaHHs iH()OPMOBAHOT 3TOTH BiJT
nalieHTa, OAHOTO 3 OaThKiB a00 3aKOHHOIO ONiKYyHA, IO BUMAarae SK J03BOJY Ha MPOBEACHHS
TECTYBAaHHS, TaK 1 IXHbOTO HaBYaHHS, 11100 BOHU TMOBHICTIO PO3YMUIU MPOIEAYypY TECTyBaHHS,
repeBary it 0OMe;KeHHs TeCTy Ta MOKIMBI HACIIIKU Pe3yIbTaTiB A0CTilKeHH "',

[1ix yac reHeTHYHOrO KOHCYJBTYBaHHS MAI[lEHTH MOBUHHI TaKOX OTpUMATH 1H(OpMaIlilo Ta
nopaju Mmoo npeHaransHoi giarnoctuku (ITH/]), Be1eHHS BariTHOCTI Ta MOJIOTIB y HOCI1B reModiii,
a TaKOX MepeaiMITIaHTalliiHOT reHeTH4HOi aiarHoctuku (I11°/1). BaxknuBo 3HaTH Ta OTpUMyBaTHCS
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BIJIMIOBITHUX 3aKOHIB, IO PETYJIOIOThH TaKi MPOLEAYPHU y KpaiHi, e HAIA€ThCS MOCTYTa.

'enernyHe TecTyBaHHS HE 3aBXKAMU JO3BOJIE€ BUSBUTU OCHOBHMI BapiaHT, MOB’A3aHUI 13
denotunom remodinii. ['eHeTHUHE KOHCYJIBTYBAHHS MOBUHHE MIiJKPECIUTH L0 MOXJIMUBICTH JJIS
JIOJIMHU, KOTPY HalpaBUJIM Ha TeHeTnuHe TecTyBaHHS (auB. Po3min 9. «CrneunmdiuHi nmuTaHHS
nikyBaHHs reModinii» — «Hocii» — «[ 'eHeTn4He KOHCYIbTYBaHH» — «CoLiaIbHO-TICUXOJIOTIYHA
MIITPUMKA ).

JIaGoparopii TeHeTHYHOi AiarHOCTHKH MOBHMHHI JTOTPUMYBATHCS CYBOPUX HPOTOKOJIB 1
pOLEAYp, K1 BUMArarTh:

° 3HaHb Ta JOCBIY Y cepi FTEHETUYHOTO TaOOPATOPHOTO TECTYBAHHS;

° BUKOPUCTAHHS BiIMOBIIHUX JAOCTITHUX TIATHOPM;

° 3HaHb Ta JOCBIAY y TIIyMayeHHI TCHETUYHUX BapiaHTIB, BUSABICHUX Yy 3B'A3KY 3 FeMOQiIi€lo;

° BUKOPUCTaHHS BiJIMOBIIHUX THTEPNPETAlIMHUX IIaTGOPM IS TOCTiHKCHHS BapiaHTIB;

° BUKOPUCTaHHsS BIJNOBIIHOT HOMEHKJIATypu [UIsl OINHKCY BapiaHTiB 1 BIINOBIAHUX CHUCTEM
Kiacudikaii 11 BU3HAYCHHS MTaTOTCeHHOCTI BapiaHTIB;

° BHYTPILIHIX MPOLEYyp KOHTPOJIIO SIKOCTI;

° y4qacTi y MepioAMYHIA aKpeanuTallii, 1e 11e MOXKIIUBO;
° y4acTi y cXeMax 30BHIIIHBOI oniHkH sikocTi (C3051), e e MoKIHBO.

[nTepnperariss pe3yabTaTiB TeHETUYHOTO TECTYBAaHHS MOBHHHA MMPOBOJUTHCS BUCHUMH, SIKi
MAalOTh 3HAHHS Ta JIOCBLJ] Y T€HETULl TeMOQLIii.

MOKIJIMBICT, OOTOBOPEHHSI TEHETHMYHUX PE3yJbTATIB MK JIIKapeM, KOTPHH 3aMOBIIsE
JTOCJIIJDKEHHS, 1 JIJAOOPAaHTOM, 1110 HA/Aa€ PE3yJbTaT, € BAKIUBUM IOJIOKEHHSAM CIY>KOU T€HETUYHOT
IarHOCTUKH.

Pexomenpanis 4.1.1:

st moneit i3 remoginiero BOI' pexoMeHn1ye NnponoHyBaTH reHeTHYHe TeCTYBaHHS IS
BUSIBJICHHSI KOHKPETHOI0 OCHOBHOIO0 TeHETHYHOIO BapiaHTy, MOB'A3aHOr0 3 IXHIM
NOPYUIEHHSIM KOaryJisiuii.

Pexomenpauis 4.1.2:

st o0siraTHuX HOCIIB remoginii Ta kKiHOK, 0 NMepedyBalOTh «y IPyli PH3HKY»,
poauyiB Jroeii i3 remodiniero ado mnoreHuiiHux HociiB remodigii BOI' pexomenaye
NPONOHYBATH IeHETHYHE TECTYBAHHS HA NMONEPEeAHbO iIeHTH(IKOBAHMI N'eHETHYHUH BapiaHT
y reni F8 ago F9.

Pexomenpnauisn 4.1.3:
Jast KiHOK i3 HM3bKMM piBHeM ¢eHorunoBoi koaryysuii FVIII ado FIX B®I'
PEeKOMEHIY€E MPOMOHYBATH JOCTi/I>KeHHsI TeHeTHYHOI/enireHeTHYHOoI 0CHOBH (peHoTHIY.

Pexomenpnauis 4.1.4:

st oGsiraTHuX HOCIIB remoginii Ta kiHOK, 0 NMepedyBalTh «y IPyli PH3HKY»,
poaunyiB s1ojeii i3 remodisiero ado noreHuiiHux HociiB remodiii BOI" pexomeHnaye BKIIOYUTH
AeTaJbHMI ciMeifHMII POIOBI Yy TOKYMEHTH /JIsl HANIPABJICHHS HA TeHeTHYHE TeCTYBAHHS.

Pexomennanis 4.1.5:

Ocobdam i3 mino3porw Ha remodinito Ta mnoreHuiiHUM HociaM remodinii BOI
HAIOJICTJIMBO PEKOMEHIY€ NMPOBOAUTH (eHOTHNOBHUI ckpuHIHr Ha piBenb FVIII a6o FIX,
anTured ¢akropa ¢on Bimnedopanpa (VWF) ta BusHauenHs axtuBHocti VWF mnepen
HAINPpaBJIEHHSIM HA reHeTHYHe TeCTYBaHHS.

Pexomenpauis 4.1.6:
JioaaMm i3 remodijicro, odsiraTHuM HociaM remogijii, poauyam Ta KiHKaM, IO
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nepedyBalTh «y rpymi pusuKy», ado ocodaMm i3 HU3bKHUM piBHeM (paKTOpa 3ropTaHHS KPOBI
B®I" pexkomeHnaye 1eTajJbHi FeHEeTHYHI KOHCYJbTALII Mepe THM, sIK IPONOHYBATH F'eHeTHYHE
TeCTYBaHHSI.

INPUMITKA. TI'eHeTnyHe KOHCYJbTYBAHHSI TMOBMHHE BKJIOYATH OOrOBOpPEHHS
eKCIIEPUMEHTAJIbHUX O0MeKeHb MOJIEKYJSAPHUX Pe3yJbTATiB BIANOBIIHO 10 NMPAKTHYHHX
migxoxais.

INPUMITKA. TI'eHeTMyHe KOHCYJIbTYBAHHSI NOBMHHE BKJKYATH OOIrOBOpPEHHS
MOKJIMBOCTI BHIIAJIKOBOI0 BHSIBJIEHHS iHIIMX BapiaHTiB y reHax, Biaminuux Bigx F8 ado F9,
SIKIII0 METOH0JIOTisl, 0 BUKOPUCTOBYETHCS AOCTIIHMUIBKOW Ja0opaTopiclo (HampukJaji,
CeKBEHYBAHHS HACTYNHOIr0 nokoJiHHsg — CHII), 31aTHe BUSIBJISATH TaKi reHeTHYHi Bapiaiii.

INPUMITKA. TI'eHeTnuHe KOHCYJbTYBAaHHSl IIOBHHEH IIPOBOAUTH T'eHETHYHHUH
KOHCYJbTAHT, 32 MOKJIMBOCTIL. ¥ BHIAJAKY HOro BiICYTHOCTI FTeHETHYHY KOHCYJIbTALII0 MOKe
HA/JaBaTH MeIUYHUI NPALiBHUK, AKUI 00i3HAHNH 3 TeHETHKOI0 reMo(itii.

Pexomennauisn 4.1.7:

Jasi ycix mamieHTiB, HANpaBJeHHWX HA TreHeTH4YHe TecTyBaHHsi, B®I' pexomenaye
oTpuMyBaTtu iH(opMoOBaHy 3roay mnaimieHTa, 0aTbKiB 4M 3aKOHHOro omikyHa. /lasi nboro
NMOTPiOHI SIK J103Bij1 HA POBECHHS TECTYBAHHS, TAK I IXHE HABYAHHS, 1100 YNIEBHUTHUCH, 110
BOHHU IOBHICTIO PO3YMilOTh NPOLEYPY TeCTYBaHHS, NepeBaru i 00MeKeHHS TeCcTy, a TAKOK
MOKJIMBI HACTIAKY Pe3yJIbTATIB TeCTyBaHHS.

MHNPUMITKA. MoxinBo, KJIiHIIMCTY 200 reHeTUHYHOMY KOHCYJbTAHTY 3HAJ00MTHCHA
OTPMMATH Ta 3aJI0KYMEHTYBATH NHCbMOBY iH()OpMOBaHYy 3roAy BIANOBIIHO 10 MiCHEeBHX
HOPMATHBHMX AKTIiB Ta IPAKTUKH.

4.2 Tloka3aHHSI 10 TeHETHYHOIO T0CTi/IKEeHHSA

I'eHeTnuHe TecTyBaHHS 3a3BMYail MPOBOJATH Y BCIX JIIOJIEH 3 O3HaKaMH TMOPYIIEHHS
remocra3sy (rmpo0aHjaax), a TaK0X pOJMYiB )KIHOYOI CTaTi, KOTP1 NepedyBatoTh «y TPYIi PU3UKY».

B igeani BapiaHT 3aXBOpPIOBaHHS, [0 BUKIUKAE XBOPOOY, CIIOYATKY CIiJ iAeHTU]IKYBATH Y
npobanna abo B 000B’A3KOBOro (00JIraTHOro0) Hocis. Yci iHII MOTEHIIHI HOCli MOXYTh OyTH
3r0JIOM TEepeBipeHi Ha el BapiaHT Ui MiATBEPKEHHs a00 BUKIIOUYEHHS CTaTyCy HOCIS.

ko Hi mpobaHa, HI 000B'SI3KOBUI HOCIH HE JOCTYIHI JIJIl TECTYBaHHS, TCHETUYHY OLIIHKY
MOYKHa TaKOX MPOBECTH y MOTEHLIHHOro Hocisd. OJHaK, SKIIO BapiaHT, sIKUM CIIPUYUHSIE XBOPOOY,
HE BUSBJICHO, y 3BITI CJIIJ YITKO 3a3HAYMTH, 1110 HEMOXJIMBICTh BUSIBIICHHS F€HETUYHUX BapiaHTIB 3a
JIOTIOMOT'010 ICHYFOUHX METO/IIB HE BUKJIIOYA€E CTATyCy HOCIS.

Hocii remo1iii 16eMOHCTPYIOTh IIMPOKUIA /l1aria30H piBHIB (pakTopiB, mprban3Ho 30% MaroTh
piBHi <40 MO/mn®. JKinku Ta niByaTa 3 HU3BKMM a0 TOTPAHMYHHM piBHEM MOXKYTh MaTH P
CHUMIITOMIB ITiJIBUIIIEHOT CXHJILHOCTI JI0 KPOBOTEY, SIKI 3a3BUYal BIMOBIIAIOTH JEeTKii reModiii, ane
MO3KYTh BHHUKHYTH i GUIbII cepitosni cumnromu kpopoTeu®o,

OKpiM TeTepo3UroTHOCTI BapiaHTy, SIKUH CIPUUMHSE XBOpOOy, HU3bKUHN pIBEHb (akTopa y
HOCIiB remModinii Moke OyTH MOB’S3aHUN 3 IHIIMMHU EMIreHETUYHUMHU (PAKTOpPaMHU, TaKUMHU SK
inaxtupanis X-xpomocomu (IXX) 1112 a6o cucrema rpyn kposi ABO®.

BaritHuM kiHKaMm, KOTpi € HiATBEpPKEHUMH HOCisMHU BapiaHTy F§8 abo F9, moxe Oytu
3aIpONOHOBAHO HEIHBA3WBHE TECTYBAHHSI [Tl BA3HAUCHHS CTaTi TUI0/1a, SIKH BOHU HOCSITh, 3 METOIO
1H(OpMYBaHHS 111010 MOJAIBIINX BapiaHTIB MPEHATAIBHOI A1arHOCTUKY Y TIJI0/1a 40JI0Bi4oi cTati. Le
jocaraeThes aHanizom nosaknitunaaoi JJHK mnoga B MaTepuHchkiit mnazmild 26,

[IpenaTanpHa JiarHOCTMKAa MOXe OYTH 3alpoloOHOBaHa BCIM MIiATBEP/KEHUM HOCISM
BapianTa F8 ab6o F9, siki BUHOLIYIOTH IJTiJ] YOJIOBIYOi CTaTi, HA PaHHIX TEPMiHAX BariTHOCTI LUISIXOM
3a00py BOPCUH XOpioHa a00 Ha Mi3HIX TepMiHAX BariTHOCTI IUIIXOM aMHIOIEHTE3y Mi3HbOI CTaii
BariTHOCTI 3 METOIO KEPIBHUIITBA BEJCHHSM I10JIOT1B 200 IIepeprUBaHHAM BariTHOCTI y pa3i HassBHOCTI
y IIoAa NEBHOTO reHeTHYHOro BapianTy'’ %, ['eHeTHUYHE KOHCYNbTYBAaHHS MOBHUHHE BKJIIOYATH
oOroBopenHst pusuky npoueaypu [TH/] nns BaritHOCTI.
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[ligTBepmxenum Hocisim  Bapianty F8 abo F9 wmoxe Oyt 3ampornoHoBaHHN
nepeaiMIUTaHTAIlIHHUNA TeHETUYHUHN J1arH03 3 METOI0 BiAOOpYy emOpioHa, SKWUW HE MpHU3BEIE 10
HApOJKEHHS XJIOMuKKa 3 reModimiero??2,

BaxnuBo 3HaTM Ta AOTPUMYBATUCS BIANOBIAHMX 3aKOHIB, LI0 PEryNIIOOTh T€HETUYHE
KOHCYJIbTYBaHHSI Ta TEpEeAIMIUIAHTAL[IiHY T€HETHYHY IiarHOCTHUKY B KpaiHi, 1€ HaaroTbCs i
MOCITYTH.

Byno mokasano, mo cepen ycix IeHeTHYHUX (PAKTOPIB PU3MKY HPUPOIA BapiaHTy, SKUN
cripuumHse XBopoOy, 1 st F8, 1 msa F9, € HalicuibHIIIMM (aKTOPOM PU3HKY PO3BUTKY 1HT10ITOPIB.
HynpoBi BapianTH, TOOTO BapiaHTH, SIKI MPU3BOIATH 10 MOBHOI BiICYTHOCTI OiyKa (BeNUKI jaeieii,
JyIUTIKaIli, BCTaBKH, IHBEPCii, HOHCEHC-MyTallli Ta MyTallii CcalTy CIUIalCHUHTY), TMOKa3aln
HAMCUJIBHIMIMI 3B'I30K 3 YTBOPEHHSIM i1HTIOITOPIB MOPIBHAHO 3 IHIIMMH BapiaHTaMH (HEBEIHKi
JIeserlii B pamIli 3UMTYBaHHsI, TYTUTIKAIIi1, IHCepIii, MiceHc-MyTaui'l')23‘33. Takok HOB1IOMIISIETHC, 1110
BianoBigs Ha Tepamnito IIT moB’s3aHa 3 TUIIOM BapiaHTY, IIO BHKIMKAE 3aXBOPIOBAHHS, MPUIOMY
OCTaHHA rpyna JAeMOHCTpye n0o0py peakuitro Ha IIT mopiBHsAHO 3 marieHTamu, sKi MalOTh HYJIbOBI
BapianTH",

Jlesiki 3 MeTOMIB MaHINyJAMid 13 TeHaMu (HANpUKIAA, CYIMpeciss HOHCEHC-MyTaliid i
penaryBaHHs T€HIB) MOXKYTh BUMAaraTH IOIEpeIHboi iH(OpMalii mpo BapiaHTH, IO BUKIHKAIOTH
3aXBOPIOBAHHS.

I'eneTnune 1ociipKeHHSI MOKe OyTH 3alIPOTIOHOBAHE:
°B yCiX BHIAJIKax 13 KIIHIYHO Mi03pIOBaHOK0 remodimiero abo Bumagkax remodimii 3

MITBEPHKSHUM JIAOOPATOPHHUM J[1arHO30M;

° BCIM OOJIIraTHUM HOCISIM — JIJIs1 BUBHAYCHHS MOJICKYJIIPHOT'O BapiaHTY ISl MOYKJIMBOI MaitOyTHBOT
MIPEHATATIBHOL IIarHOCTHKH;

° BCIM JKIHKaM POJUHHU, SIKI BXOJATh 10 «TPYIHU PU3HKY», JUUIsl BCTAHOBJIEHHS CTAaTyCy HOCIs, IO €
KPUTUYHO BAKJIMBUM JJII ONITHMAJIBLHOTO MPEHATATLHOTO KOHCYJIBTYBaHHS Ta TECTYBAHHS, SKIIIO
1€ TT0Ka3aHo, abo AJIs MepeIiMIUTAHTallIHHOT TeHETHYHOT 11arHOCTUKH;

° BCIM K1HKaM 13 cumntomami (3 Hu3bkuM piBHeM FVIII a6o FIX) 6e3 ponnHHO1 icTOpii;

° JUIs IPOTHO3YBaHHS PU3UKY PO3BUTKY 1HT10ITOPIB y 0Ci0 13 reModiniero;

° JJIsl MPOTHO3YBaHHsI BiANOBiAl Ha Teparito 11T;

° J7Is1 3’ sICYBaHHS JOLLUTFHOCTI BUKOPUCTAHHS JESKUX METOIB MaHIMyJISIIiH 13 TeHaMHU.

JuB. Po3nin 3: «JlabopaTtopHa larHOCTUKA Ta MOHITOPUHI.

Pexomenpauis 4.2.1:

JIrogam i3 migo3poro ado BCTaHOBJICHOI reMoginicro, sIKi MPOXOAATH TIeHETHYHE
TecTyBaHHs, B®I' pexomeHAy€ reHOTHMNYBAaTH IiHAEKCHUH BHMIAA0K (NMpPodaHA, IO Mae
3aXBOPIOBaHHS), 100 BU3HAYUTH HOr0 OCHOBHUI reHeTUYHMI BapiaHT.

Pexomenpanis 4.2.2:

s obairaTHux HociiB remoginii Ta kiHOk, 0 nepedyBalTh «y rpyli PH3HUKY»,
poaM4YiB ypaxkeHOro mnpodanaa ado mnoreHuiifHoro Hocigs remogiaii BOI' pexomenaye
reHeTHYHe KOHCY/JIbTYBAHHS LI0A0 PU3UKY HOCIicTBA.

Pexomennanis 4.2.3:

Jast Bcix oOJgiraTHux HociiB remodinii Tta poauuiB kiHouoi crarTi Jarogei, ki
CTPaKAAITh HA reMo(iiro, 200 noreHuiiiHuX HociiB remoginii BOI' pexomenaye BumiproBaTu
(peHoTUNOBI piBHi (pakTOpa 3rOpTAHHS.

Pexomenpnauis 4.2.4:

Jasi Beix oOuairaTHuX HociiB remoginii Ta poauuiB KiHOYOI crTaTi Jwogel, sAki
cTpaxaaTb, Ha remoginiio, BOI' pekomeHaye NpPONOHYBaTH reHeTMYHe TeCTYBAHHSl HA
HASIBHICTH paHillle BU3HAYEHOT0 reHeTHYHOr0 BapianTa y reni F8 a6o F9.
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Pexomenpnauis 4.2.5:
das xiHok i3 Hu3bkuM piBHeM ¢enorunoBoi koaryasuii FVIII a6o FIX B®I
PEKOMEH/IYE TOCTIIPKEHHSI TeHeTHYHOI/enireHeTHYHOoi 0CHOBHU (DEHOTHITY.

Pexomenpauis 4.2.6:

BariTaum skinkam, siki € Hocisimu Bapianty F8 a6o F9 i BuHOmywTH MJia 4oJi0Bivoi
crati, BOI' pexomenaye npononysatu npeHarajbHy aiarHocruky (IIH/I) nusi Bu3HayeHHs
crarycy remogiii mioaa.

INPUMITKA. I'eHeTH4He KOHCY/JbTYBAHHSI IOBUHHO BKJIIOYATH 00rOBOPEHHS PU3HKY
npouenypu ITH/{ nist BarirHocTi.

INPUMITKA. BaxiauBo 3HaTH Ta JAOTPUMYBATHCH BiANOBIIHUX 3aKOHIB, IO
PeryJlTh Taki NpoueaypH y KpaiHi, 1e HAJA€ThCA MOCJIyra.

Pexomennanis 4.2.7:

st ponmH, siKi X04yTh OyTH rOTOBMMH 10 HAPOAKEHHsSI JUTHHH 3 reModijiero, a6o ki
X04yTh NPUIMHUTH BATiTHICTh Y BHUIAJKY HAasgBHOCTI y mjoaa remodiiii, BOI' pexomenaye
nponoHyBatu mnpenaraiabny aiarHoctuky (ITHA) masixom 3a0opy BopcuH XxopioHa ao
aMHIOLIeHTe3Y.

INPUMITKA. BaxiuBo 3HaTH Ta JAOTPUMYBATHCA BiANOBIIHUX 3aKOHIiB, IO
PeryJolThb TaKi NpouexypH y KpaiHi, Ae HATa€TbCS MOCJIyra.

INPUMITKA. ITH/{ moxe OyTH 3anpONOHOBAHMI Ha PaHHIX TepMiHax BarirHocTti a0do
HA Mi3HIX TepMiHAX BariTHOCTI IIJISIXOM AaMHIOLIEHTe3Yy 3 HA Mi3HIX eTanax 3 MeTOK BiANOBiHOI
JAOTIOMOTHM NIPM HAPOJKeHHi IUTHHH 3 reModiJiero.

Pexomenpnauis 4.2.8:

JIvoasm i3 nigo3poro Ha reMmogiiro ado 3 BcTaHOBJIeHOI0 reMopintiero BOI' pekomenaye
NPOBOJUTH TeHeTHYHE TeCTyYBaHHsS. 3HAHHS TeHETHYHOI0 BapiaHTy MoO’Ke [10NOMOITH
nepeg0a4YuTH PH3HK PO3BUTKY IHri0iTOpY, BIANOBiABL HAa iHAYKNIIO IMYHHOI TOJICPAHTHOCTI
(IIT) Ta raMOMHY TAKKOCTI (PeHOTHITY, 2 TAKOK BUSHAYMTH JAOCTYIHICTh METOAIB MaHinyasiuii
TeHAMH.

4.3 Crparerisi reHeTHYHOI0 TeCTYBAaHHSI IPOOaHiB

B ycbomy cBiTi npubmuszno 30-45% mnamieHTiB 3 TsKKo (opmoro remodumii A
JEMOHCTPYIOTh HE3BMYAlHMI TUN cTpykTypHOoro Bapianty (CB), 3nauny inmBepcito JJHK, o
BrIMBac Ha iHTpoH 22 rena F8 (To6To iHBepcito inTpony 22, Inv22)3:36,

IuBepcis 22 inTpoHy F8 moxomuTh Maiike BUKIIOYHO 13 UYOJIOBIYMX CTAaTeBUX KIITHH
BHAC/IIOK TOMOJIOTIYHOI peKoMOiHamii MDK BEJIUKUMU 1HBEPTOBAaHMMH IOBTOPIOBAHUMU
nociigoBHoCTAMU S, HaBeseHi B JiTepaTypi JaHi MiaTBEpIKYIOTH TOM (akT, 10 Maifke BCi MaTepi
nauienTis 3 Inv22 e Hociamu®®, i mo Inv22 € HalGINBII TOMMpPeHa IPHYUHA THKKOT hopMu reModinii
Ay Bcbomy cBiTi?044,

Jlpyroio mOBTOPIOBAHOIO MOJIEI0 1HBEPCIT, 110 CIpUYHHSIE TPUOIN3HO 2% (EHOTHUIIB TAKKOI
dopmu remodinii A y BchoMy cBiTi, € inBepcis intpony 1 F8 (Inv1)®.

Pemrta marieHTiB 3 TSKKOIO, MOMIPHOKO a00 jerkor remoduriero A (ToOTO Taki, MmO €
HEIH(POPMATUBHUMH LIOJ0 TOUIMpeHHuX iHBepciit F8), a Takoxx yci mamieHTH 3 remodimiero B
3a3BUYail MaroTh HeBenMKi BapianTu F8 abo F9, Taki sk 3amillleHHS OJAMHUYHUMH HYKJICOTHUAAMU,
HEBEeNHKI 1Hcepmii, mymuikamii abo amenerii, abo, me piaiie, BEJUKI Bapiamii Yucia KOMii TeHiB
(BUKTI).

Indopmarris npo Bapiantu F8 ta F9 3i6pana y nocTynHux MiXkKHapoJHUX 0a3ax JIaHUX, TAKUX,
sk po3podieni enrpamu Kontpomto Ta IMpodinakruku 3axsoproBanb (L[K3, anrm., Centers for
Disease Control and Prevention — CDC), 3okpema, CDC Hemophilia A Mutation Project (CHAMP)
Ta CDC Hemophilia B Mutation Project (CHBMP)

37
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(http://www.cdc.gov/ncbddd/hemophilia/champs.html), a Takox mpoekt €Bporelicbkoi acoriarii
remodinii Ta cynyTtHix ctaHiB (EAHAD) ms F8 Ta F9.

Pexomenpanis 4.3.1:
st npo6anaiB yosnoBivoi crati BOI' pekomenaye NnpoBoaAuTH reHeTHYHE TeCTYBaHHS,

HalnpaBJjieHe HA BCTAHOBJIEHHS deHOTHILY 0a30BOro piBHA (pakTopa KoaryJsiuii y npodanaa,

SIKHH BKa3y€ HA TAKKICTb po3Jiany.

° Y naui€eHTiB i3 Ts2xK010 popmoro remodiiii A (FVIII:C <1 MO/ni1) a60 noMipHoI0 reMogiiero
A 3 HWKHBOKW IpaHM4YHOI akTHBHicTIO (pakTopa (FVIII:C 1-3 MO/pa) cnouarky cJig
BHKOHATH aHaJi3 inBepcii inTpona 22 F8 ta inTpona 1 F8.

o [IamieHTH 3 TAXKKOKW (popmoro remoginii A, y sIKMX BHABUTH peKYpPeHTHI iHBepcii (To0TO

inBepcii inTpona 22 F8 ta intpona 1 F8), noBuHHI npoiiTu CKPUHIHT i XapakTepu3auilo Majaux

BapiaHTiB, BK/IIOYal04Yu oJHOHYKJeoTHIHi BapianTn (OHB), Ta BapiaHTH 3 HeBeJIUKHUMHU

iHcepuisiMu, AyniikanisiMu ado JeJienissMu, 10 OXOIIIOIOTH OCHOBHI 00J1acTi F8, BKiIIouawun

26 ex30HiB, MeKi eK30H/IHTPOH, a TaK0K HeTpPaHCJALOBaHi 5'- i 3'-o6aacri. SIkmo ui Tecrn

3 IMIIAKTHCA HeiHPOpMATHUBHMMHU, NMAIIEHTIB CJiJ NepeBipATH HA HAsIBHICTL Bapiamii

yucaa komniii reniB (BUKT), Brkiarouyaroun Beauki geneunii F8, nydomoBanns a6o ckiaagni

nepecTaHOBKHU.

Y namientiB i3 momipuow (FVIII:C 1-5 MO/an) ado aerkow (FVII:C 5-40 MO/na)

reMo@uIi€I0 A CIOYATKY CJIi/i BAKOHATH CKPHHIHT | XapaKTePUCTUKY MAJIUX BapiaHTiB (TOOTO

OHB i HeBesimkuXx iHcepuiii, Aynuikaniii ado geseniii), 1O 0XOITIOITH 0CHOBHI 00.1acTi F8,

BKJIIOYAKOYH 26 €K30HIB, MeKi eK30H/iHTPOH, a TAKO3K HETPaHCJILOBaHi 5'- i 3'-00.1acTi. SIkio

i TeCTH 3AJINIMIAITHCA HeiH(hOPpMATUBHIUMU, NAWIEHTaAM ¢JIi1 mpoiiTu o0cTexxennsi Ha BUKT

F8.

B ycix nauienTiB i3 remodiniero B (TodTo y maumienrtiB i3 Taxkorw [FIX:C <1 MO/pa],

nomipuow [FIX:C 1-5 MO/ni] Ta nerkorw [FIX:C 5-40 MO/ni| remodiniero B) y nepury

yepry HeoOXilHO BUKOHATH CKPHHIHI i XapakTepucTHMKY Majaux BapiantiB (Tod0to OHB i

HeBeJIMKMX iHcepuiil, aymiikauii ado aeseuiii), 1Mo 0oXomIK0TL OCHOBHI o0Jaacti F9,

BKJIIOYAI04UM 8 eK30HiB, MeXKi eK30H/iIHTpPOH Ta HeTpaHciaboBaHi 5'- i 3'-o6macri. SIkmo i

TeCTH 3a/TUIIAITHCS HeiH(POPMAaTHUBHUMU, NALIEHTAM cJ1ig npoiiTu odcrexxennss Ha BUKI F9.

o

o

4.4 MeToau reHeTHYHHUX AOCTIIKEHb

I'en F8 nokanizoBanuii y qoBromy miedi X-xpomocomu y rnosoxkenHi Xq28. F8 Bxitouae 187
T.11.0. reHoMHoi JIHK 1 cknanaetbes 13 26 ex30HiB, 1m0 koaytoTb MPHK po3mipom 9,0 T.1m.0. 3pinuii
6110k FVIII mictuth 2332 aMiHOKHCIIOTH.

I'en F9 nokanizoBanuil y 1oBromy miedi X-xpoMocoMmu B nosioxkeHHi Xq27. F9 Bkimouae 33
t.1.0. JIHK i mictute 8 ex3zoniB. Marpuuna PHK F9 mae po3wmip 2,8 T.m.0. i KOJye monepeaHii
npoTOOiNIOK 13 461 aMIHOKHUCIOTH, KU MICIS TPAHCIALIT MIIA€ThCs MPOLECUHTY, 3 OTPUMaHHIM
3pinoro 61Ky 13 415 aMiHOKHCIIOT.

Jlnist BUSIBIIEHHS peKypeHTHoO1 iHBepcii iHTpoHy 22 F8 Mo)kHa BUKOPUCTOBYBATH Pi3HI METOAU
(manpuknaz, Cay3epH-6110T, oniMepasHy naniorosy peaxiiro (ITJIP) i3 3BopoTHIM 3cyBoM) 34655,
PexypenTHy iHBepcito inTpona 1 F8 MoHa BUSABUTH 3 BUKOPUCTAHHAM nozsiitnoi ITJIP* a6o TTJIP
13 3BOPOTHHM 3cyBOM5°. KoHkpeTHHii miaxig 1 BUKOPUCTAHHS TEBHOI METOAMKU 3JICKUTh BiJ
HasIBHOI TEXHIYHOI EKCHEepTH3M Ta pecypciB. Yci pe3yibTaTH CliJ] MiATBEPIUTH MOBTOPHUM
aHAJIITUYHUM TecTyBaHH:IM 3pa3ka JTHK.

3aekHo BiJl JOCTYITHOCTI pecypciB MOBHUI cKpuHIHT reHiB F8 abo F9 BukonyeThcst MeTOI0M
[TJIP i cexBenyBanHsM CaHrepa abo cekBeHyBaHHSIM HacTynHoro nokoinHg (CHII) mis BusiBinenss
MiCEHC-, HOHCEHC-MYallii 1 MyTalliid MICISl CTUIAHCHHTY, MaTuX 1 BEIUKUX JENelil, AyTUTiKaliil ta
incepmiit*® 51, Tam, ne pecypcu o6MexeHi, 1a6opaTopii MOKYTh 06PATH eKOHOMITHO eeKTHBHHIA
MiJIXi7 10 CKPMHIHTY nepen 3/ilicHenHsAM cekBeHyBanHs Canrepa®?, HaNpuK/Ia, 3 BAKOPUCTAHHAM
reTepOAYILIEKCHOTO aHalli3y i KoH(OopMaIliitHO-uyTIHBOr0 reib-enekrpodopesy (CSGE).
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Bubupatoun aHaliTHYHYy METOOUKY, CIiJ MaM’STaTd NpO YyDIMBICTE 1 creuugiky
BUKOPHUCTOBYBAHOT'O MIAXO/y Ta MPO Yac MiATOTOBKH IHTEPIPETALIMHOTO 3BITY. Y ¢l pe3yJIbTaTH CIIi
HiATBEPAUTH MOBTOPHUM aHATITUYHUM TecTyBaHHAM 3pas3ka JJHK.

HasiBHiCTh reHeTHYHOTO BapiaHTy CJij MIATBEP)KYBATH K y HanpsiMKax 5' (mpsamuii), Tak i
B HampsMKy 3' (3BOpOTHHMIi), OCOOIMBO y TIeTEPO3UIOTHUX HOCIIB MiJ Yac aHaii3y BapiaHTiB,
BUSIBJICHUX 32 JIOTIOMOT 010 cekBeHyBaHHs CaHrepa.

V pasi BigcyTHOCTI amIuti¢ikaiii B KOHKpETHOMY €K30Hi a00 y BUIOBKEHHUX TUISTHKAX 1] 9ac
[TJIP moxkHa 3amigo3put Benuky nenerito JIHK. Ile HeoOXigHO MiaTBEpAKyBaTH CTaHAAPTHUMHU
MeTo/IaMu, Harpukian, ren-11JIP, abo meTomamu, siki MOXKYTh KiJIbKICHO BU3Ha4YaTH red, a0o BUKT,
TaKUMHU K MYJIbTHIUICKCHA amrutidikamis miroBanux 3oHaiB (MLPA), a6o kimpkicua IIJIP y
peanbHOMY Yaci 11 Buaanenoi o6nacti®® 'L, 3puuaiini Metonu cexBenypanns CaHrepa He YyTJIHBI
qu1s BusiBiieHHs BUKI y Bunajgky HOCIiB.

SIkmio BapiaHT, SKWMH BHKJIMKae XBOpoOy, HE BHSBICHHA, MOXHA 3aIliIO3PUTH BEIHKI
JyTuTiKarii abo iHcepiii. [x MOYHa BUSBHTH, 3aCTOCOBYIOUH Ti caMi METOJIH, 1110 ¥ Ju1s imeHTrudikarii
BEJIMKHX JIEJICLIH, sIK OIIICAaHO BUIIIE.

Texuiunmii miaxia no ananizy BUKI moxke 3anexaru BiJl pecypciB, JOCTYIHUX JaboparTopii.
BianoBigHo 10 MpakTUYHUX OOMEXKEHb KOXKHOI METOAMKH, PE3yIbTAaTH TOBUHHI CYIIPOBOIKYBATUCS
OLIIHKOKO IMOXHUOKH, SIKIIIO L€ MOYKJIHBO.

BucoxomnpoayktuBHi MeToau cekBenyBaHHs, Hanpukian, CHII, crmix 3acrocoByBatu mwimie
TiciIs TOro, sIK Oy/ie BCTAHOBJIEHO, 1110 11 TEXHIKa MOe BUABHTH CTPYKTYPHi BapiaHTu 2.

VYci pe3ynpTaTd TEHETHYHOTO TECTYBaHHS IOBMHHI OYTH MIiATBEpKEHI HE3aJISKHUM
tectyBaHHsM 3pa3ka JJHK. Llporo moxHa gocsartu abo MuUIIXoM MOBTOPEHHS OPUTiHATIBHOTO aHATI3Y,
abo 3a JONMOMOTOI0 iHIIOI METOOJIOTIl, HANPHKIIAA, BUKOPUCTAaHHS cekBeHyBaHHA CaHrepa uis
niaTBeppkeHHs pe3yabraty CHIIL.

[1ix yac TeXHIYHOTO MpoLeCy B3ATTA 3pa3Ka JUlsl IPEHATadbHOI JIarHOCTUKU 3pa3KH IIJI0OLY
MOKYTh 3a0pYAHUTHUCS MAaTEPUHCHKOIO KPOB’I0, 1110 MOKE MPU3BECTU IO MTOMUIKOBOI 11arHOCTUKH.
3aneXHO Bl HasBHOI TEXHIYHOI €KCHEpTH3M Ta pecypciB, TECTyBaHHS Ha 3a0pyIHEHHs
MaTEPUHCHKHUX KJIITHH MOKHA MPOBOJIUTH PI3HUMH MeTogamMu. Hampukiaa, MoXHa 3aCTOCOBYBAaTH
YHCIIEHH] MapKepH ayTOCOMHHX KOPOTKUX TaHaeMHux nosropis (KTTT)3®. O6upatoun ananitnuny
TEXHIKY, MpPaliBHUKKU J1aboparopii MOBHMHHI aJeKBAaTHO OLIHIOBATH YYTJIMBICTE 1 crenudiky
BUKOPHCTOBYBAHOTO IMiJIXOy Ta Yac JJIsl MIArOTOBKHU 1HTEPIIPETALIIHHOTO 3BITY.

Pexomenpauis 4.4.1:

JIropsam i3 TaxKKO0I0 remoginicro A ad0 momMipHOW0 reModiai€cl0 A 3 HHXKHIM piBHeM
aktuBHOCTI piBHsA dakropa (FVIII:C 1-3 MO/a71) Ha nepuiii JiiHii reHETHYHOT0 TECTYBaAHHS
B®I" pexoMeH/1ye NPOBOJIMTH TeCTYBaHHS Ha iHBepcilo iHTpoHa 22 F8 Ta iHBepcilo inTpoHa 1
F8.

IIPUMITKA. /{1 BusiBjieHHs inBepcii inTpona 22 F8 Ta inBepcii inTpona 1 F8 moxyTh
BHKOPHUCTOBYBATHUCS Pi3Hi METOIM 3aJ1€5KHO Bi/l HAABHOI TEXHIYHOI eKCIEPTHU3H Ta pecypciB.

IMPUMITKA. ¥Yci pesyabTaTi NOBHHHI OyTH MiATBEePAAKEHI He3a1e:KHUM aHATITHYHUM
MOBTOpaMHu TecTyBaHHs 3pa3ka JTHK.

Pexomennauin 4.4.2:

Jast aroned i3 TsKKOI0 (opMor remodiaii A, sIki HeraTHBHI IIOJ0 NOIIMPEHHX
BapiaHTiB iHBepcii inTpona 22 F8 ta inTtpona 1 F8, BOI' pexomenaye mpoBecTH MOBHMIi
reHHUH CKPUHIHI ocHOBHHMX oOuacrteii F8, Bkiouawum 26 ex30HiB, Mexi cmiaiicuHry,
IIPOMOTOP, 2 TAKOK HETPAHCILOBaHi 06aacTi 5' i 3.

IIPUMITKA. HanpukJiaz, 3a/1€KH0 BiJl JOCTYITHHX pecypciB, NOBHUI CKpUHIHT reHa F8
MOKHA NPOBOJAUTH y BUIJIsAAI moJiiMepa3Hoi JaHuworosoi peaxkuii (IIJIP) i cexBenyBaHHSI
Canrepa, a00 cexkBeHyBaHHsl HAacTynHoro mokoJiiHas (CHII). Tam, ge pecypcu o0mexeHi,
Jaboparopii MOXyThb BHOPATH €KOHOMIYHO e(eKTMBHUII MiAXil 3 BHKOPUCTAHHAM
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CKPHMHIHTOBMX TeCTiB nepej cekBeHyBaHHsIM CaHrepa.

INPUMITKA. Bubupawuu aHAJITHYHY TeXHIKY, NpauniBHUKHU JadopaTopii NMOBHHHI
aJeKBATHO OL[IHIOBATH YYTJMBICTBb i cienu(iKy BUKOPHCTOBYBAHOIO MiIX0Ay Ta TPUBAJIICTh
MiITOTOBKHU iHTEpNpeTaAliiHOIO0 3BiTY.

INPUMITKA. Ilpum anaxizsi BapiaHTiB, BHSIBJEHHX 3a /IONIOMOIOI0 CeKBEHYBAaHHS
Canrepa, HasiBHiCTh BapiaHTy Ma€ OyTH MiATBEPAKEHA SIK Y HANPAMKAaXx 5' (mpaAMuii), Tak i B
HanpsMKy 3’ (3BOPOTHiii), 0CO0/IMBO y reTepo3UroTHUX HOCIiB.

INPUMITKA. VYci pe3yJbTaTd NOBHHHI OyTH miATBepI:KeHi He3aJe:KHUMHU
aHAJITHYHMMH NIOBTOpaMH TecTyBaHH4 3paska JTHK.

Pexomenpnauis 4.4.3:

Hast monent i3 remodisniero B BOI' pexomenaye npoBoaAUTH MOBHUA NeHHUN CKPUHIHT
OCHOBHHX oOJjacrteii F9, Briouaoun 8 ek30HiB, Mexi cIUIalicHHTYy, MPOMOTOP, a TaKOXK
HeTPaHCJIbOBaHi o0JacTti 5'1 3'.

MPUMITKA. HanpukJjaj, 3aj1e:KH0 Bil HassBHUX pecypciB, NOBHUI ckpuHiHr rena F9
MOKHA TOBOJAWTH Yy BHIJsAAI moJiMepa3noi Janmwropoi peakuii (IIJIP) ta cexkBenyBaHHsI
Canrepa, ado cexBeHyBaHHs HacTymHoro mokoJjinusi (CHII). Tam, ne pecypcu oOme:xeHi,
Jadoparopii MOXKyTh BHOPATHM €KOHOMIYHO e(eKTHUBHHMI MiAXiA 3 BHKOPHUCTAHHAM
CKPHMHIHTOBMX TeCTiB nepeja cekpeHyBaHHAM CaHrepa.

INPUMITKA. BuOupaoun aHaJIiTHYHY TeXHiKy, NPaliBHUKHU JadopaTopii MOBHHHI
naM’siTaTd Npo 4yTJaMBicTh i crnenugiky BHKOPHMCTOBYBAHOIO MiIX0Qy Ta TPHUBAJIICTh
MiITOTOBKH iHTepPNPeTANiiiHOI 0 3BiTY.

INPUMITKA. Ilpm anaxizi BapiaHTiB, BHUSIBJEHHX 3a /IONIOMOIOI0 CeKBEHYBAaHHS
Canrepa, HasiBHICTb BapiaHTy Ma€ OyTH NMiATBepIKeHA K y HANPAMKax 5' (npsimuii), Tak i B
HanpsMKy 3’ (3BOPOTHiii), 0CO0/TUBO y reTepo3UroTHUX HOCIiB.

ITPUMITKA. ¥Yci pesyabpTaTi NOBHHHI OyTH MiATBEPAAKEHI He3a1:KHUM AaHATITHYHHM
MOBTOpaMHu TecTyBaHHs 3pa3ka JTHK.

Pexomenpauis 4.4.4:

Jas mopei 3 remoginicro A ado B, y AKMX He BHSBJICHO KOJHOT0 BapiaHTa IpH
iHBepciiiHOMY aHaJ1i3i 200 MOBHOTeHOMHOMY ceKBeHYBaHHi, BOI' pexoMeHaye A0CTiIKeHHS Ha
BEJIMKY AeJIenilo ado gymniikamiro.

INPUMITKA. MoxHa BHKOHATM aHadi3 Bapiamii yuciaa komiii renis (BUKI) 3
BHKOPHCTAHHAM Pi3HHX NepPeBipeHNX METOAIB, AKI 3a/1eKaTh BiJ JOCTYNHUX JJIs Jadoparopii
pecypciB. BianmoBinHo 10 npakTHYHHX o00MeKeHb MeTOdY, pe3yJbTaTH IOBUHHI
CYNPOBOJKYBATHCH OLIHKOIO MOXHOKH, IKIIIO L1e MOKJIMBO.

INPUMITKA. YVYci pe3yabrard NOBHHHI OyTM HiATBEepI:KeHI He3aJleKHUMU
aHAJITHYHMMH NIOBTOPeHHSIMHU TecTyBaHH1A 3paska JTHK.

Pexomenpauis 4.4.5:

Juasi npeHartajJbHOro rtecryBaHHsd B®I' pexkomeHaye NpoOBOAMTH TECTYBAHHS Ha
3a0pyAHEeHHs 3pa3KiB IOy MATEPHHCLKHUMH KJIITHHAMHU.

INPUMITKA. 3ajie:xkH0 Big HAsiBHOT'O TEXHIYHOI0 J0CBIy Ta pecypciB 1JIsl TeCTYBAHHSHA
HAa 320pyAHEHHS MATEPHMHCbBKMMHM KJITHHAMH MOKHA BHKOPHMCTOBYBATH Pi3Hi Meroau.
Hanpuxkiaa, Mo:KHa BUKOPHUCTOBYBATH YHCJEHHI MapKepH ayTOCOMHUX KOPOTKHUX TaH/IEMHMX
nostopis (KTII).

INPUMITKA. BuOuparwoun aHaJITHYHY TeXHiKy, NpaliBHUKHU Jia0opaTopii MOBHHHI
aJeKBATHO OLIHIOBATH YYTJMBICTDb i cienu(piKy BUKOPHCTOBYBAHOIO MiAX0Ay Ta TPUBAJICTh
NiArOTOBKHU iHTepNpeTaliiiHOro 3BiTYy.

4.5 Knacugikauisi Ta onuc BapiaHTiB
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AMEpUKaHCHKUM KOJIe/KeM MeAn4yHOi reHeTnkr Ta reHomikun (ACMG) Oynu po3poOieni
HAaCTaHOBHU 3 METOI0 3a0€3MEUCHHS CTaHIAPTH30BAHOTO IMIXOAY Ta TEPMIHOJIOTIT /Il Kiacudikarii
reHeTHYHUX BapiaHTiB NPU MeHIEeNiBChbKUX posnanax’'. Ilpu 3acTocyBaHHI B 7a60OpaTopisix BOHM
HAJAI0Th KJIIHIIACTaM KOPHUCHY 1H(OpMAII0 MPO HMOBIPHICTH TOTO, IO BapiaHT BIUIMBAE Ha
dynxiio rena®.

['eHeTHYHA JiarHOCTHKA CWJIBHO 3aJICKUTh BiJl TOYHHX Ta CTaHJAPTHU30BAHUX OIUCIB Ta
o0MiHy reHeTHYHUMH BapianTtamu. s poro ToBapucTBO Bapiariii reHoMy JroauHu (aHra. Human
Genome Variation Society — HGVS) crBopuiao CcHUCTEMy HOMEHKIATYPHHX BapiaHTIB
nociigosuocreii (http://www.HGVS.org/varnomen)®. Bignosimna nomenknatypa F8 a6o F9 moxke
OyTH KOPHUCHOIO IS KJIIHIIKCTIB MPH IMOPIBHIHHI 3 TOTIEPETHIMH KJIIHIYHUMH 3BiTaMU TAaII€HTIB 200
YJICHIB POJUHH.

Pexomenpauis 4.5.1:

B®I' pexomenaye kuaacudikyBaTm BapiaHTHM BIANOBIAHO [0 peKOMeHIaUii
AMEpPHKAaHCHKOI0 KOJIe/IXKY MeJUYHOI TeHeTUKHU Ta reHoMiku (ACMG).

IMPUMITKA. Pecypc ClinGen, sikmii ¢inancyerbcsi HamioHaJbHUM iHCTHTYTOM
oxoponu 310poB’ss CIIIA i saxuii Mae Ha MeTi MOOYI0BY LIEHTPAJbLHOI0 pecypcy, AKHil On
BH3HA4YaB KJIHIYHY 3HAYMMICTh IeHiB i BapiaHTiB, 3i0paB MIXKHAPOJHUI KOMITeT eKCIepTiB
aJs 3acrocyBanHs pexkomenaauniiit ACMG no BapiantiB F8 ta F9, aki moBuHHi 1aTtu Olibie
KOHKPeTHUX peKoOMeHaalii moxo remodiii.

Pexomenmpanis 4.5.2:
B®I' pexomenaye onmucyBaTH BapiaHTH 3a J0NOMOro HoMeHkjgatypu ToBapucrBa
Bapiauiii renomy Jrwoaunu (HGVS).

4.6 InTepnperauiiini 3BiTH

3BITH KIIHIYHOI Ja0oparopii MOBUHHI MICTUTH 1H(OpMAaIlil0, IO J03BOJISIE MPAaBUIBHO
11eHTU(IKyBaTH Malli€eHTa Ta 3pa3oK, MOBIJOMIISITH PO BapiaHT 3a JOMOMOIOI0 CTaHIapTU30BaHOI
HOMEHKJIATYpH 13 NMOCHJIAHHAM Ha T€HOM, 3BEpTaTH yBary Ha OOMEKEHHS METOAMKH Ta HaJaBaTH
IHTepIpeTalil0 BUCHOBKIB TaKMM YMHOM, 1100 1€ Oyl0 KOPHUCHUM Ui JIiKaps, SKUHA 3aMOBHUB
nocmimkenns® %80,

Pexomenpnauis 4.6.1:

B®DI" pexomenaye, mo0 inTepnperaniiini 3BiTH PO MicTHIN:

° iHpopMalil0 Mpo maumieHTa, BKJIIOYAWYH iM’f Nali€HTa, JAaTy HapPOIKeHHs, Npi3BUIle
KJIIHINMCTA, AKHI 3aMOBHUB JOCJTIIKEHHS, 1aTy 300py 3pa3kiB, Aiaruo3, 0a3oBuili piBeHb
(daxTopa Ta cimeiinuii pogosin;

° onMC aHAJI3y (a00 aHANI3iB), NOCHIAHHS HA JITEepaTypy (32 HE0OXiAHOCTI), 00MEKEHHS TeCTy
i eTaJIOHHI MOCJiIOBHOCTIi TeHOMA, 110 BAUKOPUCTOBYBAJIHUCH VISl AHAJI3Y;

° pe3yabTaTu, BKIw4Ya4yu Bapiantn IHK y nHomenkaarypi ToBapucrBa Bapianiii renomy
aioauan (HGVS) T1a kiuacugikaunio BapiaHTiB AMEPHKAHCBKOIO KOJIEAXKY MeIUYHOI
reHeTHKH Ta renoMikn (ACMG); i

° [HTeprnpeTanilo pe3yJabTarTiB TecTy Yy (popmaTi, KOPUCHOMY Uil JiKapsi, SKMH 3aMOBHUB
AOCJHIIJKeHHS, BKJIIOYAIOYM pPeKOMeHAalil I0J0 NOJAJbINOr0 TeCTYBAaHHS, SIKIIO Iie
MOKAa3aHO, HACJHIAKH Ppe3yJbTaTiB TEeCTyBaHHS /UIA MAali€HTIB | 4YIEHIB POJIMHHM Ta
HEOOXi/IHICTh FTeHeTHYHOI'0 KOHCY/IbTYBAHHS.

Pexomenpaauist 4.6.2:

st BeixX iHTepnperaniifHUX 3BiTIB IS BCiX 0€i0, AKI NIPOXOAATH FTeHEeTHYHE TECTYBAHHS

Ha remoginiro, BOI' pexomenaye, mod Jikap i AocHiIHMK-Ia00paHT MajM 3MOry AJsi

00roBopeHHsI NOTEHUIHHMX (PEHOTHUIOBUX HACIIAKIB 3a3HAYEHOI0 TeHOTHITY, 32 HEOOXIHOCTI.
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4.7 Hopanbmi crparterii JOCJHiIKeHb, AIKIIO BapiaHT, 110 CIHPHYUHSAE 3aXBOPIOBAaHHS, He
BCTAHOBJICHH I

[Tpubmuzno 0,6% mnamieHTIB i3 THKKOIO (hopMoro remodinii A Ta 2,9% namieHTiB i3 TOMipHOIO
abo serkor Gopmoro remodinii A He MATUMYTh iIeHTU(]PIKOBAaHOTO TeHeTHUHOTO BapianTy B JIHK
reHa F8 mpwu 3acrocyBaHHI Cyd4acHUX AiarHOCTUYHHX METOJIIB, SIKI OXOIUTIOIOTH BCI KOAYIOYi Ta
perynaTopHi o6nacti F8, ane He rmuOoKi iHTPOHHI MOCTiOBHOCTI® .

[Tpubmuzno 1,1% namienTiB i3 noMipHOIO ab0 Jerkoro dopmoro remodinii B He MmatumyTh
inenTudikoBanoro renernunoro Bapianty B JIHK reny F9 mpu 3acrocyBaHHI CydyacHUX METOJIIB
JIArHOCTHUKH, SIKi BUKIIFOUAIOTh CKPUHIHT TNIMOOKUX IHTPOHHUX nociioBrocteii®’.

VY mami€eHTiB 3 YITKUM AiarHO30M reModurii A 1 BIACYTHICTIO BHSIBJICHOTO BapiaHTy, IO
CIPUYMHSE 3aXBOPIOBAHHSA, B KOJIYIOUHMX MOCHiAOBHOCTAX F8, aHami3 iHTpOHHMX 00JacTel NUIIXOM
CCKBeHYBaHHs a00 HAI[JIEHOr0O MacoBOIo mapaieibHoro cekBenyBanus (MPS, anri. massively
parallel sequencing) mais moBHOI mocioBHOCTI F8 € BapiaHTOM BHSBICHHS i aHaNi3y INIMOOKHX
IHTPOHHUX BapiaHTIB, 1110 OEpYyTh y4acTh y AePeKTax CIUIAiCHHTY, 5Ki, IK BBAXKAIOTh, BIAMOBIJAIOTH
3a GibLIicTs (penoTHNiB y Takux nanientis®®, [mmboki iHTpoHHi BapiaHTH CIij iHTEpIIpETYBATH 3
00epekHICTIO, TAKOXK OakaHUM € (PYHKIIOHAIBHUIA aHaJi3 [IUX BapiaHTIiB, 00 MPOJEMOHCTPYBATH
iXHIO TATOTCHHICTD.

byna pospobnena Benmuka kinbkicTe miaaTtdopm CHIT mns pisuux morpeb. Cepen HuX
wiarpopma «Moe xuttss — Hame Mmaioyrae» (https://www.Mylifeourfuture.org) omgHO4YacHO
aHaIi3ye BCi MaJli BapiaHTH Ta HOIIMPEH] iHBEPCii, 110 BUKIMKAIOTHL reModinito A Ta B’2. Tlnatdopma
ThromboGenomics (http://thrombo.cambridgednadiagnosis.org.uk) anamizye 63 renu, mos’si3aHi 3
TPOMOOTHYHUMM, KOAryIALIHHIMU Ta TpoMOGoLuTapHUMU opyieHnsmu®’ . ITanens CHIT i3 23 renis
CHaJIKOBUX IMOPYIICHb 3rOPTaHHS KPOBI JO3BOJISIE aHATI3yBaTh 23 T'eHH, U SKUX BCTAHOBJICHHUU
3B’S30K i3 CHAJKOBUMM HOPYIIEHHAMHU TeMocTaszy®. OcTaHHi JBa MiAXOU JONOBHIOTH CKPUHIHT
BapiaHTIB OKPEeMHUM TeCTyBaHHSM iHBepciii F8. Uepe3 mmpokuii crieKTp aHaIi30BaHHUX TEHIB, JBi
OCTaHHI TJIATPOPMH OCOOJIMBO KOPHUCHI JUIsl JOCHIIKEHHS MPUXOBAHOI MPUYMHM KpOBOTEHUl Yy
narieHTiB 0€3 BCTAHOBJIEHOTO J11arHO3Y.

JouinbHicTs oBHOreHOMHOTo cekBeHyBaHHs ([II'C) MoxHa po3risigaTé 3 ypaxyBaHHIM
OOMeXeHb Yy BHUSBIEHHI CTPYKTYpHUX Bapiamiid. Jlus JociikeHb Yy poOAMHAX MOXKHA
BUKOPHCTOBYBATH aHaJli3 3uerieHux renin®,

VY neskux oci0, fKI MaloTh aTUMNOBUNA (EHOTHUII, CIiJ PO3IMJISHYTH CKJIaJHI T€HOMHI
nepedynoBu. [{ux namieHTIB, y SIKUX € MiJ03pa Ha BEJIMKY T€HOMHY JIeNELit0, 10 BKIYa€e YaCTHHY
a6o Becr F8 abo F9, cmim HampaBmsaTH 10 TeHETHKA JUIS OIIHKA MOMJIMBOI JOIUJIBLHOCTI
MOBHOT€HOMHOTO JI0CIiKeHHs1. HassBHICTh CHHAPOMY T€HHHUX IMOCI1OBHOCTEH MOYKHA BUSIBUTH 32
JIOTIOMOTOI0 ITUTOTEHETHYHOTO MiKpOMATpHUHOTO aHamizy 02,

VY marieHTiB 13 MATBEPHPKEHUM JliarHO30M reModinii A, y SKUX He BUSBICHO €K30HHHX a00
IHTPOHHHUX MMAaTOTeHHUX BapiaHTiB F8, mpurniueHa excrpecist F8 Ta Bupakena remodimisi A MOXYTh
OyTu 3yMoOBIIeHI cenudivanmu nucbanancamu ekcrpecii M ikpo-PHK, siki moxHa BusiButH 260 32
nornomororo Mikpomatpuilb NCRNA, a6o 3 BukopucranHsM RNA-Seq (TpaHCKpUIITOM Ha OCHOBI
MIIC)*~%, Onnak ans Bupdenns paxrtuunoi poni MikpoPHK y matorenesi remodinii A HeoOXini
IIOJAJIBII JTOCIIIKEHHS.

Mo3aiyHiCTh 3apOJKOBUX JiHIi Ta COMaTHYHA MO3ai4HICTh MOKYTh YCKJIQIHUTU OYAb-AKY
reHeTHYHy OIiHKy reMogimii®’ %,

VY neskux BUNAJKax NpU TECTyBaHHI Ha CIMEHHMIA BapiaHT y Marepi maiieHTa 3 reModisiero
BapiaHT HE BUABIAETHCS. Y 1[bOMY BUNIAAKY CI1 PO3TIISHYTH MOXKIIUBICTh MO3aT4YHOCTI.

VY mnpobGanniB 3 remodimgiero A, KOJIM CHOCIO yCNajKyBaHHS HE € OJHO3HauyHUM, abo y
npoOaH/IiB HMKYOTO PIBHA Cepea KIHOK, HEOOXITHO IOCHITUTH 1HII MOMJIMBI JIarHO3M, SKi
BKJTIOYAIOTh:
ot 2N xBopoou ¢on Bimneopanna (XdB), sikio omineHo nume Hu3bkuii piserb FVII: C Ha piBHI

(EHOTUIOBOTO CKPUHIHTY;
o moegHanuit aedinut FV ta FVII, cnpuunnennii maroreaHaumu Bapiantamu y reHax LMANL a6o
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MCFD2%;
o ipmmi Tuma X¢pB,
JuB. Po3xin 3: «JIaGopaTopHa AiarHOCTHKA Ta MOHITOPHHI.

Ockinbku remodinist A 1 B € perieciBHUMEU TOPYIIEHHSIMH, OB’ I3aHUMH 3 X-XPOMOCOMOIO,
BOHA IpUTaMaHHAa TOMO3UTOTHUM YOJIOBIKaM, TOJI SK T€TEPO3UTOTHI JKIHKM (HOCIT) 3a3BUYail HE
MaroTh CUMNTOMIB remodinii. OgHaK y BUNajKaX CUMITOMATUYHUX HOCITB YUCIICHHI JaHl BKa3YIOTh
Ha Te, 110 HEBWIIAJKOBA 1 HAJI3BUYAaHO IIEPEKOIICHA IHAKTHBAIls X-XpPOMOCOMH Bimirpae
LEHTpalbHy pojib y natoreHesi remodiniit*%, Binbm Toro, npossu remodinii y reTeposuroTHux
HOCIIB IHOYOi CTaTi BU3HAUYAIOTHCSA (a30r0 MepeKocy y OiK iHakTuBarmii X-XpOMOCOMH, SIKi,
NEePEeBAXHO, CIPUIMHSAIOTH CAlJIECHCUHT HOpMaJIbHOTO aneso F8.

Pexomennauisn 4.7.1:

JloasiM, y fIKMX AOCTOBipHHI AiarHo3 remo@inii € 4iTKO BCTAHOBJIEHMM, ajie 3a
J0TIOMOT0K) HASIBHOTO TiarHOCTHYHOI0 FeHeTUYHOr0 TeCTYBAHHSI He BUSIBJIEHO BapiaHTiB F8
ado F9, BOI' pexomenaye B3SITH 10 YBaru iHIIi reHeTHYHi NMPUYMHH (HANPHUKJIAA, TITHOOKI
iHTpOHHI BapiaHTH).

IHNPUMITKA. Ouikyerbesi, 0 HANOIMKYMM 4YacOM HUHILIHI MeTOAM TeCTyBAHHS
OyayTh PO3BMBATHCS, BKJIYAOYM CEKBEHYBaHHsl HacTymHoro mnokojainas (CHII) Ta
noBHOreHoMHoro ceksenyBaus (ITI'C).

INPUMITKA. Metoaun CHII ta III'C caix 3acrocoByBaTH JiMile MicJas TOro, sik 0yae
BCTAHOBJICHO, 110 CTPYKTYPHI BApiaHTH MOKYTh OyTH BUSIBJICHI JaHUMH METOAAMMH.

Pexomennanis 4.7.2:

Jst xKiHOK-poaM4iB J10/1eii i3 remogiti€ero 3 «rpynu pusnky», y sKux ciMeiiHuii Bapiant
He BHSIBJICHO 32 JONMOMOIOI0 CTAHAAPTHHUX AiarHOCTHYHHMX ICHETHYHHUX TECTiB, 0COOIMBO Y
JKIHOK 3 O/IHi€I0 TUTHHOIO 3 reModiiticro, BOI' pexomenaye BpaxyBaTu MOKJIMBICTH HASABHOCTI
MO3ai4YHOCTI i 00roBOpPHTH Ii IiJ YaC reHeTHYHOr0 KOHCYJIbTYBAHHS.

Pexomennanis 4.7.3:

st moneii 3 remogii€ero A, y AKMX coci0 ycnagKkyBaHHS He € 0CTATOYHO BUSHAYEHHUM,
i y IKHX 32 JOIIOMOr0I0 HASIBHOIO JiarHOCTHYHOI0 TECTYBAHHS He BUSIBJICHO 7KOJAHOI IHBepcil
a0o renHoro Bapianty, B®I' pexomeHnaye AOCHIAMTH MOKJIMBICTH IHIIMX NOTEHUiHHUX
niarHo3iB, BKJII0OYa0uu Xxpopoody ¢on Binneopanna (X¢pB) Tumy 2N, noexnanuii nedpinut FV Ta
FVIII a6o inmi Tunu X¢B.

Pexomenpnauis 4.7.4:

J1si CMMITOMATHYHHUX KIHOK i3 HU3bKMM (peHOTHNIOBMM piBHeM (pakTOopa KoaryJsimii
FVIII a6o FIX, y sikux BusIBJIEHO JiuIlIe OAUH maroreHHuil Bapiant, BOI' pexomeHnaye
NPOBECTH AOCJHIIHMIBKI TECTH Ha XapaKTep iHaKTHBaNil X-XpOMOCOMH, SIKIIIO BOHH JAOCTYIHI
B KOHKPETHHMX YMOBax.

4.8 3abe3neveHHs AKOCTI

3abe3neuenns skocti (35), sk ommcano y Posmini 3: «JlaGopatopHa miarHoctuka Ta
MOHITOPUHI» — «3a0e3NeyeHHs SKOCT1», — 1€ 3arajibHui TepMiH, KU BUKOPUCTOBYIOTH IS
OTIHCY BCIX 3aXOJiB, 110 BXKHBAIOTHCS AJIs 3a0e3MeueHHs] HaAIMHOCTI 1a00paTOPHUX TOCTIHKEHb 1
3BiTHOCTI. Ili1 yac reHeTnuHOTrO TecTyBaHHSA 35 OXOIUTIOE BCl aCMEKTH JIIarHOCTHYHOTO TPOIIECY,
MOYMHAIOYM BiJ] EKCTpakIii HYKJIETHOBOI KHCIOTH Ta TE€HETHMYHOrO aHali3y, /10 ONHUCYy Ta
kjacudikaiii BUSBIEHUX BapiaHTIB 1 MIATOTOBKH 1HTEPIPETALIMHOrO 3BITY Ui JliKaps, 110 HOTo
3aMOBUB.

BuyTtpimniit koHTposb sikocTi (BKS) reHeTnuHux TeCTiB MOBUHEH MPOBOJUTUCH PETYISIPHO,
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11100 3a0€3MeUnTH JOCTOBIPHICTD OYy/b-SIKMX BUSBICHUX BapiaHTIB.

['eHeTMYHMM J1a00OpATOPIsIM HAMOJICTIIMBO PEKOMEHAYEThCSA OpaTH y4acTh Yy 3OBHIIIHIX
cxemax ouiHku sgkocti (3COS), mob rapaHTyBaTd, IO AKICTh BHSIBICHHX, KJIAaCH(PIKOBaHHX Ta
IHTEpIPETOBAHUX  PE3YyJbTATIB  y3TOJUKYETbCS 3  pe3y/lbTaTaMH, OTPHUMaHUMH  IHIIMMHU
nabopatopisimu. Llporo MoxHa nocsaraytu nuisixom ydacti B odiniianx 3COS abo nedopmaibHOTO
00MiHy 3pa3kamu Mix Jlaboparopismu. Odiniriai 3COS 111 TEHOMIKH TTPOBOJATHCS, HAIIPUKIIA],
OpraHi3alli€ro 3 OLiHKU SKOCTI FTeHOMHMX aHaii3iB (anri. Genomics Quality Assessment — GenQA),
a cnenudivHi U1 TEHETUYHOI OIiHKKM reModinii — HarioHanbHO0 ¢1yk0010 30BHIIIHBOI OIIHKH
sikocti Cnionmyuenoro Kopomisersa (anrin. U.K. National External Quality Assessment Service — UK
NEQAS) 1151 mopyIieHb Koarysisiilii.

I'eneTnuHO-AiarHOCTHYHI TaOOpaTOpii MOBUHHI NEPIOJUYHO MPOXOAUTH aKpEAUTAILiIO, 3a il
HAsBHOCTI, Yy 3aTBep/pKeHOMy oprani. [lix dwac akpeauTaliis Js1a0opaTopir0 OIIHIOIOTH Ha
BIJIMOBIIHICTh MIXKHAPOJTHUM CTaHAApTaM, 100 3a0e3MeUnTH SIKICHE HAJaHHS TOCTYT TeHETHIHOI
IarHOCTUKH.

CTBOpEeHHSI MEPEK T'€HETUYHHUX JTa00paTopiil JUIs THX, XTO MPOBOAWTH TC€HETUYHY OIIHKY
remMo(inii, K y MeXax KpaiH, Tak 1 M KpaiHaMU y perioHax CBITY, HaJa€ MOXKIIUBICTD IS OOMIHY
MEPEOBOIO MPAKTHKOIO Ta TOCBIIOM.

Pexomennanis 4.8.1:
B®I' pekomenaye, mod Jiadoparopii reHeTHYHOI JiarHOCTUKH NMPOXOAWJIN NePioAuYHY
aKpeauTauilo, 3a il HAsIBHOCTI, y 3aTBep/I:KEHOMY OpPraHi.

Pexomenpnauisn 4.8.2:
B®I' pexoMeHaye NpPOBOAMTH Ta PeryjsipHO PeecTPYyBATH BHYTPILIHiA KOHTPOJb
sikocTi (BKS) renernunux tecrtiB y 1aéoparopii.

Pexomennauis 4.8.3:

B®I' pexomenaye nadoparopisiMm OpaTH y4acThb y 30BHILIHIX CHCTeMaX OLIHKH SIKOCTI
(3COS) nast reHeTUYHUX TECTIB, sIKi BOHH HA/1aI0Th.

IMPUMITKA. Yuacts y 3COSI 3a0e3neuye npoBegeHHs MOBTOPIOBAHNX TA HaJAiHHUX
pocaigxenb. [boro MoskHa gOCATHYTH mLIsixoMm Yyuacti B o¢iuiiinux 3COS  abo
HedopManbHOMY 00MiHI 3pa3kaMu Mixk J1adopaTopisamu.
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Po3aia 5. I'emocTaTnuHi 3aco0n

5.1 Beryn

Jlia nikyBaHHS reModitii JOCTYNHI Pi3HI TUIM IeMOCTaTUYHUX 3aco01B Ta MpenapariB JJis
koaryssamii. Iupokuil acopTUMEHT KJaciB 1 TUMIB MpenapariB, 110 BUKOPUCTOBYIOTHCS Yy BCbOMY
CBITI, B1JI0Opakae €BOJIOIIII0 3aC001B /IS JTIKYBaHHS TeMOo]iTii Ta BIIMIHHOCTI y MICIIEBHX pecypcax
1 MOXJIUBOCTSIX CHCTEM OXOPOHH 3/I0POB’S1.

Konuentparu ¢axtopiB koarymsanii (KOK) e naiikpamnmm MeTo10M JIKyBaHHS JJis JIIOJEH 3
reMoQini€0, OCKUIBKM BOHM € 3HAYHOIO Miporo Oe3NeYHMMHU Ta e()EeKTUBHUMH JUIs JIIKYBaHHA 1
npodinakTuku KpoBored. IcHye aBa ocHoBHUX T K@K: BipyciHakTHBOBaH1 IpenapaTy, OTpUMaHi
3 IJIa3MH, SKy 3/al0Th JIIOJU-IOHOPU KpOBi; 1 peKOMOIHAHTHI TIpernapaTd, BUTOTOBJIEHI 3
BUKOPHCTAHHSAM M€HHO-1HKEHEPHUX KIIITUH Ta pEeKOMOIHAHTHUX TEXHOJIOTIH.

Po3pobka MeToiB JIiKyBaHHS 3 BUKOPUCTaHHSIM He()aKTOPHUX 3aMiCHUX MpernapariB, TAKUX
K eMinn3ymad, HeIoJaBHO 3a0e3neunsia albTePHATUBHUN TIAX1A A0 JIKYBaHHS, OCKIIBKH TaKl
npenapaTy BKe JOCTYIHI y KIIHIYHIA TpaKTUI.

Opmnak noctyn 1o KOK ta eminuzymady oOMexeHn y 6ararbox 4acTHHAX CBITY. Y JNESIKUX
KpaiHax MeIMYHI MpaliBHUKU TpHU JIIKYBaHHI TeMo]ilii 4acTo MOKJIaJal0ThCS Ha MpernapaTtu KpoBi
MICIIEBOTO BUPOOHMIITBA, TaKl SIK KpIOMpPELUMITaT Ta cBixko3aMopokeHa razma (C3II). Ognax i
npenapati kpoBi MeHH edexTuBHi, HDK K®K, 1 MoxyTh MicTHUTH BipycHI Ta OakTepiajibHi
narorenu’?. 3 1iei MpUYMHY, BipyCiHAKTMBOBAHI MIa3MoBi a6o pekomGinanTHi KOK, skmio BoHu
JOCTYTIHI, € KpalluMHU MOPIBHSHO 3 Kpionperumitarom Ta C3I1.

HeszBaxarouu Ha Te, 110 Oy TOCATHYTI YCHiXH y Oe3Melli TakuxX MpenapariB KpoBi, MO3ULISL
B®TI" nonsarae B Tomy, 1o npenapatamu BuOopy ais JikyBanHs remodinii € KOK nmpomuciosoro
BUPOOHUIITBA, SKIIO BOHHM BIANOBIAalOTh BUMOTaM HaJEKHOI (papManeBTUYHOI BHPOOHUYOT
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npaktuxu (GMP)2,

VY komruiekcHOMY «Kepieruymei 3 oyinKu KOHYeHmpamie gakmopie koazyniayii», BAJaAHOMY
B®I', ommcani KIOYOBI €IEMEHTH, IO BIUIMBAIOTh HAa SIKICTh, OE3MEYHICTh, €()EKTUBHICTD,
JIIIEH3yBaHHS Ta PETYJIIOBAHHS MpernapaTiB (akTopiB KOAryJsilii, a TAKOK BaXIIMB1 MPUHIIUITH 1010
BUOOPY MiIXOAAIMMX NPENapaTis s TiKyBaHHS TeMOopimiiZ,

B®I' Takox myOmikye Ta peryisspHo oHOBIOE BOI' «Owunaiin-peecmp konyenmpamis
Gaxmopis koacynayii», B IKOMY HaBeJleHI BC1 HasBHI HAa JaHUW MOMEHT IMpenapard Ta JeTaimi iX
BI/IpO6HI/II_[TBa3.

Pexomenpanis 5.1.1:
s nanieHTiB 3 remoginicro BAOI' He BUC/IOB/II0E NMepeBaru moA0 PeKOMOIHAHTHUX
npenaparis nepej OTPUMAHNUMH 3 IJIA3MHU KOHLEHTpaTaMu (paKTOPiB KOAryJIsLii.
INPUMITKA. Bubip Mizk nuMu Kj1acaMy npenapariB HeoOXiITHO poOUTH BiANIOBIIHO 10
MicLHeBHX KpHUTePiiB, 30KpeMa, HAsiBHOCTI, BAPTOCTi Ta ynoa00aHb nanieHTa.

5.2 Bubip npenapary
[Tpu BuOOPI mpemapary ciij OIiHIOBATH KIFOYOBI BUMOTH, BKIFOYAIOUHN HOTO OE3MEYHICTh Ta

AKICTh, YUCTOTY, BIpyCHY iHAKTHBALIiIO Ta e(heKTUBHICTH?,

be3neuynicTs Ta AKICTH

K®K, sxi B JaHWil 4ac BHTOTOBISIOTHCS 3 IUTA3MH Y BiAMOBiTHOCTI a0 craHmaptie GMP
(Hane>XHOT BUPOOHUYOT MPAKTUKH ), MAIOTh BIIMIHHI JIOKa3u 0€3MEeYHOCTI 11010 BipYyCiB, SIKI MalOTh
JimigHy 000JIOHKY, TaKuX sK Bipyc imyHonedinuty moauau (BLUI) ta Bipyc remaruty C (BI'C).

besneunicTe npenapaTy € pe3yinbTaTOM KOMIUIEKCHUX 3aXO0/iB Ta YIOCKOHAIEHb y KiJIbKOX
chepax, BKIIOUAIOUH:

° B1101p TOHOPIB (BUKIIFOUEHHS JIOHOPIB 13 TPYIl PU3HUKY);

° CKPUHIHT JIOHAI[I KPOBI, BKIIOYAI0YH aHasi3 HykiIeiHOBUX KucioT (AHK);

° HasBHICTh Psily €TamiB iHAaKTHBAIl Ta/abo BHIAJCHHs BIpYCiB y MpOIECi, 30KpeMa, COJNbBEHT-
JETEPreHTHUM METOJIOM 1 TEIUIOBOI0 0OpOOKO0, Ta HaHO(PUIBTPALIEK Ul BUIAJIECHHS JESKUX
BIPYCIB Ta MPIOHIB, sIKi HE MalOTh 0O0JIOHOK; 1

° MOCTMAapKETUHTOBHIA HATTIAZ.

VY Mipy nosiBU HOBOi iH(oOpMallii B LIl ramy3i ocodu, siki NpUIMaIOTh pillleHHS, TOBUHHI
3aBkJIM OyTH B Kypcl Cy4acHMX HayKOBMX pekoMmeHpaauiil mopo Bubopy KOK nng mogeit 3
reModiniero.

[Tpu BubGopi minaszmoBux K®K ciix BpaxoByBaTH sIK SIKICTh IUIa3MH, TaK 1 BUPOOHWYMIA
nporec. BOI' miagkpecntoe BaKIUBICTh OMIHKK OQIIIHHUMHU BiIOMCTBaMH, BIJAMOBIIaJbHUMH 32
OXOpPOHY Ta MOJIIIIEHHS 370pOB'st HaceIeHHs (TOOTO HAIllOHAJILHUMU PETYISTOPHUMHU OpraHaMH,
OpraHaM# OXOPOHH 37I0pPOB'st 200 MiHICTEPCTBAMH OXOPOHH 3/I0OPOB'S) 3 METOIO 3a0€3MEUeHHS SIKOCTI,
Ge3neuHocTi Ta e(h)eKTUBHOCTI MIa3MOBHUX TIPENapaTiB I JiKyBaHHS reModimiiZ,

JIBa nmuTaHHs NOTPeOYIOTh 0COOIMBOI yBaru:

° YUCTOTA Ipernapary; i

° iHaKTHBAIIisl/eNiMiHAIIiS BIPYCIB.

Hucmoma

Uucrota KOK Bu3HauaeThcs SIK BIJICOTOK OakaHoro iHrpezieHta (to0to ¢axrtopa VIII
[FVIII] abo ¢akropa IX [FIX]) BigHOCHO 1HIIMX iHTPEAIEHTIB Yy Mpenapari.

He icnye 3aranpHonpuiinaTol Kiacugikailii npenaparis Ha ocHOBI uncToTH, 1 KOK Ha puHKy
CHJILHO BiJpi3HSIOTBCA 32 CBOEID UMCTOTOIO. IXHIO «crenudiuHy akTUBHICTB» MOKHA BUPA3UTH B
MbKkHapoaAHUX oAuHULAX (MO) Ha Mitirpam (Mr) 1 BOHa MOK€ 3HaXOIUTHCS, HAIPUKJIIA, Y Jliara3oH1
Bix 10 10 > 100 MO/mr s FVIIT.

Jlesiki mpermapaTd MarOTh BUCOKY a00 Jy»e€ BUCOKY YHCTOTY Ha OJHIN CTajii BUPOOHHYOTO
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MPOIIECY, aJI€ 3TOJIOM CTA0LTI3YIOTHCS ATbOYMIHOM, 110 3HUKYE TXHIO KIHIIEBY YHCTOTY.

VY piakicanx Bunaakax K®OK 3 HEBHCOKOI YHCTOTOI MOXKYTh CIIPUYUHATH MOOIYHI abo
anepriuni peaxuii>®. ITaientam, y sKHX IOBTOPIOIOTHCS ajlepriuHi peakilii Ha MeBHHil Hpemapar,
MO>KHa BBOJIMTH aHTUTICTaMiHHI IpernapaTi 0e3nocepeiHbo nepes iHdy3ier, abo BAKOPUCTOBYBATH
K@K Bumioi uucTorw.

[TnazmoBi KOK FVIII MoxyTh MiCTHTH Pi3HY KiabKiCTh (akTopa hon Bimneopanga (VWF).
Tomy BaxumBo BcraHoButu Bmict VWF y mpemapari (skuii HaifuacTilie BHUMIPIOIOTH 3
BUKOPUCTAHHM aHallizy akTuBHOCTI VWF), K110 BiH BUKOPUCTOBYETHCS IS JIIKYBaHHSI XBOPOOH
don Bimne6panga (XhB), a ne remodinii A’

Js nmikyBanHs nedinuty FIX Oinpmn momiapHUM € mpemapar, mo Mictuth jumie FIX,
MOPIBHSIHO 3 KOHIEHTparamu mpoTpoMOiHoBoro komruiekcy (KIIK). KIIK Takoxx MiCTAThH iHIII
dakTopu 3ropTaHHs KpoBi, 30kpemMa, ¢akropu II, VII Ta X, 1 neski 3 SKMX MOXKYTh aKTUBI13yBaTHUCS
11 9ac BUPOOHMIITBA Ta CTBOPIOBATH pU3UK TpoMOoemoOoutii y marienra. Hunimni KITK BBaxkaroTbes
0e3nevHIMMU, HIXK OUTBII paHHI penapaTy, 3aBAsKU BKIIOUYEHHIO 1HT101TOPIB KOAryJsilii, TAKuX SK
renapus, anTuTpoMOin, i npoteinu C, S ta Z8°. OnHak npu inTeHCMBHOMY NiKyBaHHI (HATPUKIAL,
MiJ] 9ac iHTpaomnepaliiHuX 3aX0/liB) B IJIa3Mi MOXKYTh HAKOMUYYBATUCSA MPOTPOMOOTHYHI (haKTOpU
3TOpTaHHs, 10 301IBITY€E PU3UK TPOMOOESMOOTIYHUX YCKIIATHCHD.

Bipycna 6e3neka KOK He noB’s3aHa 3 IXHBOIO YHCTOTOIO, 32 YMOBH BKUBAHHSI BiATIOBITHUX
3ax0[IiB IS eniMiHanii BipyciB.

Inaxmusayisleniminayis sipycie

InakTuBamiss BipyciB B mpolieci BUPOOHUITBA € HAW3HAYHIIIAM YHMHHUKOM, SKHWA CIPUSE
6e3merr mrazmoux KOKLO,

Sk npaBuno, y nponec BupoOHunra K®K BkimouyaroThcsi 1Ba KOMIUIEMEHTApHUX alo
OpPTOTOHANILHO-CIIENM(IYHUX €Tanu 3HMKEHHS BMICTY BipyciB. Lli 3axoau MOBUHHI BiANOBiAaTH
HOpMaM, BCTAHOBJIEHUM O(ILIHHUMHU PETYISATOPHUMHU OPraHaMHU.

ConbpBeHT-IeTepreHTHa 00poOKa Mae€ BHUCOKY €(EKTHUBHICTh I0JI0 3HMILIEHHS BIpYyCIB 3
TnigHUMH 00o0JIoHKaMU, TakuXx sk Bipyc rematuty B (BI'B), BI'C ta BIJI, ane taka oOpoOka He
1HAaKTUBYE BipycH 0e3 JimiAHUX 000JIOHOK, Taki sk Bipyc renatuty A (BI'A) Ta mapBoBipyc moauHu
B109.

TennoBa 00pobka, sIK MpaBuilo, epeKTUBHA MPOTH IIUPOKOro Koja BIPYCIB SIK 3 JIMiJHOO
o0osioHKOI0, Tak 1 Oe3 Hei, Bkaowaroun BI'A Ta mapBoBipyc mogunu B19. Opnak cryniHb
1HaKTHUBAIlI{ 3aJIeKUTh B1Jl TEMIIEPATypH, 4acy Ta YMOB HarpiBaHHs — B CyXOMY YU BOJIOIOMY CTaHI.

OckiapKu JUIs eNiMiHaLll BIpYCIB IMiJ 4ac BUPOOHHUYOTo Ipolrecy 0€3000710HKOBI BIpycH B
JaHMi Yac CTaHOBIATH Oinbily npoGiemy, Hik oOomonkoBi Bipycu'l, Oynab-skumii mporec
penykiii/iHakTHBaIlil BipyCiB B i/ieajii IOBUHEH 1HAKTUBYBATH SIK BIPYCH 3 JIIMITHUMHU 000JIOHKAMH,
Tak 1 6€3000JI0HKOBI BipyCH.

InakTuBaris npionis y iazmoBux KOK HemoxnmBa, OCKUIBKH HEOOX1HI I7IS1 ITOTO METOIN
JICHAaTypyIOTh (akTOpH 3ropTaHHs KpoBi. Takok He iCHye HaJIlHHOIO CKPUHIHTOBOIO TECTy Ha
BapianT xBopoou Kpoiindensaa — SAxoda (VCID). B nanuii yac pusuk mnepempadi 3aXBOPIOBaHb, SKi
BUKJIMKaHI MPIOHaMU, Yepe3 MPOTyKTH IEPEPOOKH TIIa3MU BUPIIIYETHCS 32 JIOTMTOMOT 00 BUKITIOUEHHS
JIOHOpPIB, sIKI mepeOyBaloTh y TPYIl PU3UKY, JEHUKOPEMYKIii JOHAIN Ta JOJATKOBUX ETaliB
(dpakuioHyBaHHS IUIa3MHU Y TIpolieci BAPOOHUIITBA, BKIIIOYAIOUHX MPENHUITITaIl0, XpoMaTorpadito Ta
dimbrpaniro®.

Pexomenpauis 5.2.1:

st mopeit 3 remodiiiero BOI' pekoMeHye BUKOPHCTOBYBATH INpenapartH, ki 0yym
3aTBep/:KeHi OQiUiiHUMHM peryJisiTOpHUMH OPraHaMH, BiINOBiZaJIbHHUMH 32 OXOPOHY Ta
NOJINIIECHHS 310POB'Sl HACEJIEHH, 3 YPAXYBAHHSM OLIHKHM SAKOCTI IVIa3MH (TOOTO 4YHCTOTH
npemnapary) Ta BUpOOHHYOro nmpoiecy (TodTo iHakTUBauisi/eiMinauis Bipycis).

INPUMITKA. IIpenapar, orpuMaHuii i3 mu1a3Mu, BUPOOJICHHIT 32 J0IIOMOI 010 IpoIecy,
SIKUI BKJIIOYAE IBA eTaNM peayKuii BIpycy, He ¢JIil aBTOMATHYHO BBAKATH KPAallUM, Hi’)K TOM,
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SIKHH Mae€ JIuie oAuH cnenudiyHuii eTan iHakTUBaNil Bipycy. SIKII0 BUKOPHCTOBYEThCS JINILIE
OJIMH eTal, 0a)kaHo, 00 el eran OyB 31aTeH iIHAKTHUBYBATH BipycH 3 JiNiAHUMH 000JJ0HKAMHU
Ta 0e3 Hux. Haifuacrine npy BUpoOHMITBI JIilleH30BaHUX NpPeNnapaTiB BUKOPUCTOBYIOThCS 1Ba
OPTOroHAJILHHUX eTanu iHakTuBauii/eimMinamii Bipycis.

INPUMITKA. HasBHi Ha CbOrOAHINIHIA JeHb KOHIEHTPATH MPOTPOMOIHOBOIO
KOMILJIEKCY CJIiI BBa:KaTH 0e3MeYHIilUMM, Hi2K OB PAHHI IpenapaTu, 3aBIsIKM BKJIIOYEHHIO
iHridiTopiB Koaryasuii, TAKUX K renapud, aHTUTPoMOiH Ta Oliiku C, S Ta Z.

EdexTuBnictb

AKTBHICTh mpemnapaTy (010JIOTiYHa aKTHUBHICTb, II0O BU3HAYAETHCSA SK KOHIIEHTpAIis ado
KUTBKICTh JIIKAPCHKOTO 3ac0o0y, HEOOXigHA IS OCSTHEHHS TEeBHOro e(eKTy) Ta ePeKTUBHICTh
(3maTHICTH TIpenapary CHPUYMHATH OakKaHWK TepanmeBTUYHUNA e(EeKT y IMaIl€HTIB) TaKoX €
Ba)KJIMBHMH O3HAKAMH, SIKi CITiJl BpaxOBYBATH IIpH BUOOpi MpemapaTy?.

Byno nokasano, mo miazmosi Ta 3suyaiini pekomOinanTHi KOK FVIII ta FIX 31 crannaptaum
nepiogom Hamisusenents (CITH) MaioTh mozi6Hy i BUCOKY KTiHiUHY e(heKTHBHICTB?.

Pexomb6inanTHi KOK 3 momosxkenum nepiogom HamiBBuBeneHHs (ITITH) po3poGaeni st
3a0e3nedeHHs OUTbIn TpuBaioro teparneBTuaHoro edekry, Hix KOK i3 CIIH (nuB. HIKYE po3ain

«[Ipenapatu 3 MOJOBKEHUM IME€PIOIOM HAMIBBUBEACHHS. ).

5.3 Konuenrparu ¢akropis koarysuii (KOK)

OCHOBHMUM METOJIOM JIiKyBaHHA TsDKKOI Qopmu remodimii € 3amicHa Tepamis 3
BUKOPHUCTAHHAM IU1a3MOBUX a00 pexomOiHaHTHuUX K@K, ockinpku BOHM 3a0e3MedyloTh 3py4Hi
BUCOKI /1031 (DakTOpa 3ropTaHHs KPOBi ISt JTIKyBaHHS Ta MPOQLIAKTUKNA KPOBOTEY.

JluB. Takox Po3main 2: «KommekcHe mikyBanHs remodinii», Poszain 6: «IIpodinaktuka npu

remodimii», 1 Po3ain 7: «JlikyBaHHs ciennivHUX KpoBOBIINBIBY 1 Po3ain 9: «Crierudivni

MUTAHHS JIIKYBaHHs reMopimii».

K®K FVIII

VYcimna3moBi Ta pekomOinanTHI npenapat FVIIL, ski Ha nanuiil yac npeacraBieHi Ha pUHKY,
HaBeneHi B «Ounaiin-peecmpi Konyenmpamie axmopie roaeynayii» BOIS. Jing oTpumaHHS
JeTajabHOI iHPOpMAaLli O KO)KHOMY Mpenapary 3BepHIThCS 10 IHCTPYKIIT 3 BUKOPUCTAHHS.

Hozysannsleeedents

K®K FVIII nocrynHi y ¢dnakoHax, Ha SIKHX HaHECEHA aKTUBHICThH MperapaTy, BUpaKeHa B
MO, sixa 3HaXx0aUThCs B JianazoHi Big mpudmuszao 250 qo 3000 MO Ha ¢uakoH.

3a BiACyTHOCTI 1HTi0iTOpa KokHa MO mnazmoBoro abo pekom6inantHoro FVIII i3 CITH na
KIJIOTpaM Macu TiJla, BBe/IeHa BHYTPILIHbOBEHHO, mijBuIye piserb FVIII y mna3mi npubiansHo Ha 2
MO/ .

Take 3pocTaHHs (SKEe TAKOXX HA3MBAIOTh BIJHOBJICHHSM) 3QJICKUTh BiJ] KUIBKOX OKPEMHX
YUHHUKIB, niepeayciM Bia iHaekcy macH Tiina (IMT). Bono € Bumum y namienTiB 3 Bucokum IMT 1
HUKYMM Yy TIAIIEHTIB 3 HU3bKUM IMT2,

[Tepiox namisBuBeaenns FVIII 13 CITH cranoButh npubim3Ho 12 roauH y AOPOCINX; TIEpio
HaIBBUBEIECHHS Y JIITEH MOJIOJIIOTO BiKY € KOPOTIIMM 1 301IBIIYETHCS 3 BIKOM.

JIst po3paxyHKy JMO3YBaHHS CIiJI TIOMHOXXHUTH Bary Marfi€eHTa B KUIOrpaMax Ha OaxxaHUi
piBens FVIII 8 MO/n71, a motim momuoxutn Ha 0,5.

[Mpuknaa: 50 xr x 40 (baxkanuit piseas MO/mr) x 0,5 = 1000 MO FVIII.

JluB. Po3ain 7: «JlikyBanHs cnenudiyHIX KPOBOBHIUBIBY, 1 AuB.Tabnuito 7-2, e HaBeaeHO

piBHI 3amicHux K@K mpu pi3zHUX TUIIax KPOBOBUIJIMBIB.

K®K FVIII cnig BBOAUTH TOBUIBHO YIIPOIOBXK JEKIIbKOX XBUIIUH, SIK 3a3HaYEHO B IHCTPYKIIIT
3 BuKopucTanns npenapary'®. Uepes 15-30 xBuiiuH micns iHdy3il ci1ifi BUMIpATH TiKOBHil piBeHb
dakTopa y martieHTa, o0 MepecBiTYUTUCH, 110 BBEJICHA /1032 3a0e3IeUy€e NOCATHEHHS OYIKYBaHOTO
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piBHs akTuBHOCTI FVIIIY2,

Jlnsi marfieHTiB, SKUM TPOBOJATH XIpypriuHe BTpydYaHHs, a00 MAIli€HTIB 3 THKKUMU
KpOBOT€UaMH, SKi MOTpeOyroTh dYacTux iH(DYy3il, HeoOXimHO 3ailicHIOBaTH JabopaTOpHUI
MoHiTopuHT piBHA FVIII, BKItOYarouW BUMIPIOBAaHHS HAWHMIKYOTO 3JIMIIKOBOTO PIiBHS («piBHS
npociganusy) FVIIL mis monermenHs po3paxyHkKy HacTynHuX 103 (auB. Po3nin 3: «Jlaboparopha
JIIarHOCTHKA 1 MOHITOPUHT» — «AHaji3u Ha piBeHb (hakTopa» 1 Poznin 4: «Crenudiyai muTaHHS
MEHEDKMEHTY reMoQinii» — «Xipypridfi BTpy4aHHs Ta iHBa3HBHI IPOLIEITYPHY).

HacrtynHi 1031 B i1€a1i HeoOX1JHO pOo3paxoByBaTH 3 ypaxyBaHHSM IE€pio1y HalliBBUBEICHHS
FVIII ta koedirienTta BiIHOBIEHHS Y KOHKPETHOTO MAIli€HTA Y BIAMOBIAb HA KOHKPETHUN Mperapar.
OpnHak mepios HANiBBUBEJEHHS Yy OKPEMHUX MAIli€EHTIB HE MOXKHA MepeadadyuTH JIHIle 32 TaKUMU
XapaKTePUCTUKAMHU, SIK BIK Ta Maca Tija, i, IK MPaBUJIO, BAMArae eMITIipUIHOTO BU3HAUCHHSI.

Pexomenpamii  mono ¢dapmakokinetnunux (®K) mocmimxens HoBux KOK  FVIII
nepenbavatote 10—11 3a0opiB kpoBi, Bigibpanux mpotsirom 32—48 roxuH (1 n0HaTKOBI 3a00pu
npotsaroM 96 roaun ado nosiie g FVIII i3 TITTH). Ognak ans aganrtanii 103 y pyTHHHIN DpakTUIli
BaxiuBi mapamerpu OK MoxkHa omiHuTH Ha ocHOBI nomyssHiitanx OK-Monenet, ki J03BOISIOTH
Bu3HadaTn DK okxpemux ocid 3a 0al€CIBCBKHUMH OIlIHKAMHU Ha OCHOBI BHOIPOK 3 0OOMEKEHOIO
KiTBKIiCTIO 3pa3kiB™®.

JuB. Poznin 6: «[Ipodinaktuka npu remodiniin, 1 Pozmin 7: «JlikyBanHa cneuudiuHux

KPOBOBUJIUBIBY.

Pexomennanis 5.3.1:

Jus1 moneii 3 remogidiero, siki orpumyoTh kKoHueHTpatu FVIIL i nuis sikux ontumizanis
npodiTakTHKN MOKe HAJaTH NepeBaru B JikyBaHHi, BOI' pexomennye inauBigyasizoBanmii
(papMakokiHETHYHHMA MOHITOPHUHT.

IMPUMITKA. IlikoBuii piBeHb (pakTopa ciaix BumipoBatu yepe3 15-30 xBuiiuH micas
iHQy3ii, 100 nepeBipuTH NPaBUIBLHICTH PO3paxoBaHoi 103u. [lepiox HaniBBUBeNeHHSA 3 IIJIA3MHU
MOKHA BU3HAYUTH 3a Aonomorow nosHoro ®K-ananizy (10-11 3paskiB kpoBi, BiniOpanux
nporsiroM 32-96 roaun), ado 3a 00MeKeHOI KUIBKICTIO MPO0 y NMO€IHAHHI 3 ONIHKAMM Ha
ocHoBI nonyJsauiiHoi ®K.

besnepepsHa iHOy311 KOK n03Bosisie yHUKHYTH MIKIB Ta MpOCiaHb KOHIIEHTpAIil 1 MOXe
OyTH BUTIIHILIOK Ta 3pYYHILIOW y MEBHUX KJIIHIYHUX CUTYaIisX (HANPUKIIAJ, BEJIUKI ONEpPaTUBHI
BTpYYaHHs a00 eni3oAu TSKKUX KPOBOTEU Y MAalll€HTIB 13 caa0KkopearyrouuMH iHridoitopamu). OHak
JUTSI IILOTO HEOOX1HEe BUKOPUCTAHHS CHEIlaIbHO MPU3HAYEHUX MOMII Ta HasIBHICTH iH(GOpMaIlii mpo
crabinpHicTs KoHKpeTHOTo KDK B iHdYys3iitHOMY mpHcTpoi micis po3BeaenHs e,

besnepepBHa iHQY3is Moxke 3a0e3MeunTH 3HIKEHE BHUBEACHHS (DakTOpa, 3MEHIIEHE
JI03yBaHHS Ta 3arajibHy KilbKicTh Bukopuctanux K®KY. Torenmiiino BoHa Moxke OyTu Oinbii
€KOHOMIYHO BWTIJIHOIO JUIS MAI€HTIB 3 TSHKKOIO (GOpMOI0 TreModinii, 3aJexHO BiX 103, sKi
BUKOPUCTOBYIOTLCS JJIs O€3MepepBHOI Ta NepioAuuHOT 60II0CHOT iHPy3iits,

Onnaxk cii 6yTu 00epexHUMH, SKIO PO3TIISIAEThCS MUTAHHA PO Oe3nepepBHY 1H(Y310 171
MAIIEHTIB 3 JIETKOIO TIeMO(DUII€I0, OCKUIBKM 1€ MOB'S3aHO 3 MiJBUIIEHUM PHU3UKOM PO3BUTKY
inri6itopip’®?, xoua BHecok BmacHe OGesmepepBHOI iH(DY3il MOKe MACKyBAaTHCS HAsBHICTIO
BHCOKOPU3UKOBUX T'€HETUYHHUX BapilaHTIB MpH JIETKIN reMoiii A.

Jo3u ans OesnepepBHOi 1HQY31l cIil KOpUTYyBaTHM Ha OCHOBI YacTHUX aHami3iB (hakropa
(3a3BMuail OJIMH pa3 Ha JIEHb) Ta PO3paxyHKy BUBEICHHs (KJIIPEHCY), 3 ypaxyBaHHSM TOTO, IO
KIIipeHc ¢dakTopa Moke OyTH MiABHIIEHUM Oe3MOocepeqHbO TMicis omeparlii ado Tpu CHIbHIN
KpoBOTeYl (Hanpukiaa, kpoBoBTparta > 500 M), 3aBASKHA YOMY JUIS MIATPpUMaHHS €(eKTUBHUX PIBHIB
dakropa Moxke 3Hamobutucs pomatkoBuii Oomoc KOK. [lns geskux KOK crabinpHICTh
JEMOHCTPYETHCSI MPOTATOM 12 TOMWH TiCHs MPUTOTYBAHHS PO3YMHY; TAaKUM YHHOM, MOJKJIMBA

GesnepepBHa iH(Y3is IPOTATOM AEKiTbKOX roaun?’,
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Pexomenganis 5.3.2:

s manienTiB 3 remodiiniero, ki orpumyrors koHuentpatu FVIII, 3a HeodxinHocTi
PIBHOBAKHOI IeMOCTATHMYHOI KOpeKUii NMpPOTAroM TPHBAJOro mnepioay 4Yacy (HanmpuKJaj,
iHTpaonepaniiine JikyBaHHs, a00 Yy BHIAJAKY CHJIbLHOI KpPOBOTe4Yi Yy malieHTa i3
ciaadkopearyo4uMm iHriditropom), BOI' pekoMeHnaye po3riissHyTH MOKJIUBICT BHUKOPUCTAHHS
Oe3nmepepBHOI iHPY3il.

INPUMITKA. Be3nepepBHa iH(]Yy3isi Mo:Ke CIPUATH 3MEHIIEHHIO 3arajibHOI KUJILKOCTI
BHUKOPHCTAHMX KOHUEHTPATIiB (akTopiB koaryasimii Ta Mo:ke OyTH OLIbII €KOHOMIYHO
epeKTMBHOIO y mNamieHTIB 3 THAXKKOKW (opmorwo remodinii. OgHak, Take NOPiBHSIHHSA
€KOHOMIYHOI e()eKTUBHOCTI MO3Ke 3aJ1eKATH Bi/l 103, IKi BUKOPUCTOBYIOThHCS 1151 Oe3nepepBHOL
Ta nepioaAn4HOi 00JI0CHOI iHPY3ii.

IMPUMITKA. be3nepepBHa iHdy3isi BUMarac BUKOPMCTAHHS CIENiaJIbHO NPU3HAYEHUX
MoMIl Ta HasABHOCTI iHdopManii mMpo cTadiIbHICTL KOHKPETHOI0 KOHIEHTpaTy ¢akTopa
3rOpTaHHs KPOBi B iH(QYy3iliHOMY nmpHCTpPOI mic/asi po3BeJAeHHs, i HeOOXiIHMII MOHITOPHMHI 3a
CTAHOM MAaIli€HTIB i cTanoM iHdy3oMmary.

K®K FIX
VYci ma3moBi Ta pekoMOiHaHTHI nperapaty FIX, siki Ha gaHui yac npeacTaBieH] Ha pUHKY,
HaBeneHi B «Ounaiin-peecmpi Konyenmpamie axmopie roaeynayii» B®IS. Jlng oTpumanHs
JeTanbHOI iHGOpMAaIIii IO KO)KHOMY MperapaTy 3BEpHITHCS 10 IHCTPYKIIT 3 BAKOPUCTAHHS.
Buninsarors gsa kinacu KOK FIX:
o Uuctuit KOK FIX, sxuit Mojke OyTH Mm1a3MOBUM a00 PEKOMOIHAHTHUM (JIMB. HIOKYE 1H(HOpMAITi0
npo K®K 13 IIITH FIX);
o KOK, sxi Takox Mictath (aktopu II, VII, IX ta X, Bimomi K KOHIIEHTPATH IPOTPOMOIHOBOTO
komiuiekcy (KIIK), siki Ha chOoro/iHIIIHIN 1€Hb 3aCTOCOBYIOTHCS JIUIIE CIIOPAUYHO.
Buxopuctanns ymctux kouieHTparTiB FIX, 3a MOXIHMBOCTI, € Kpammm As JiKyBaHHS
remodinii B®° ockimekm BOHM HecyTh 3HIDKEHMH pH3MK TpOMOO3y Ta JHCEMiHOBAHOTO
BHYTPIITHHOCYAMHHOTO 3ropTanHs nopiBHsAHO 3 KIIK, 0co0a1BO B TaKMX BUTMAAKAX:
° XIpypriuyHe BTpy4YaHHS;
° XBOopoOa MeyiHKH;
° IHTEHCUBHA €KCTO3HIIisl, TOOTO TpUBaJIa Tepalisi BACOKUMHU J03aMHU;
° TpoM003 B aHaMHe31 200 BiJloMa CXHJIbHICTH JI0 TPOMOO3iB;
° OJJHOYACHE BXKMBAHHS IpenapariB, sIKI BIJOMI CBOIM TPOMOOT€HHUM IOTEHI[IaJIOM, BKIIIOUAIOUU
aHTU(HIOpUHOMITHYHI 3aCO0H.
JuB. Po3nin 9: «Cnenudiuni mUTaHHS MEHEDKMEHTY TeModitii» — «XipypriuHi BTpy4aHHs
Ta 1HBA3UBHI MPOLIETYPU».

Pexomengamis 5.3.3:

Jas nikyBanns agediuuty FIX y nanienTtis 3 remodiiiero B BOI' pekomenaye npenapar,
mo mictuth Jume FIX, a He konnenrpaTu nporpomodinoBoro komiiekey (KIIK), aki Takox
MIicTATH iHII (pakTOpPH 3ropTaHHs KPoBi, Taki Ak paxropu I, VII Ta X, nesiki 3 AKMX MOKYTh
AKTHBI3y€ThbCH MiA Yac BUPOOHUITBA Ta CTBOPIOBATH PU3MK TPOMO0O0eM00J1il y mamieHra.

NNPUMITKA. Yucri npenmapatm FIX MawTh 3HMKeHHIl PpU3UMK TPoMO03y ado
AUCEMIHOBAHOI'0 BHYTPIIIHbOCYIMHHOIO 3rOPTAaHHS, MOPIiBHSIHO 3 THM, IO CIOCTepirasocs
npu Beauknx go3ax KIIK nonepennboro noxkossiHHs.

ITPUMITKA. HasaBni Ha chorognimmii nenn KIIK BBa:kaoThes 0iJbIn 0e31MeYHNMH,
HizK OiJIbII paHHI MpenapaTH, 3aBAsIKN BKJIIOYEHHIO iHri0iTopiB Koaryasuii, TAKKX K renapuH,
aHTUTPOMOiH Ta Oinkm C, S Ta Z. [Ipore, y BUNagKax iHTEHCMBHOIO JIKYBaHHs (HAIIPUKJIAL,
iHTpaonepaniiine BeJeHHsI), NPOTPOMOOTHYHI (PAKTOPH 3rOPTAHHA MOKYTh HAKONMYYBATHCS
B IUIa3Mi | MiIBUIIYBATH PU3HK TPOMOOEeMOOJIYHMX YCKJIAJHeHb. KO Aasi HopMmaJizaunii
piBaa FIX BukxopucroBywts KIIK y BHCOKHX [103aX, CJil PO3IJISAHYTH HeOOXiIHICTH
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TpoMOonpodiTakTHKH.

Pexomenpauis 5.3.4:

st manienTiB 3 remodiiaiero B, siki morpedyoTh TpUBaJIOl Tepamnii y BUCOKHX /103aX,
PEKOMEHIYETHCA BHUKOPUCTOBYBAaTH 4HCTi KoHueHTpatu FIX, a He KoHueHTparu
MPOTPOMOIHOBOT0 KOMILJIEKCY.

Pexomenpanis 5.3.5:

Jasi maunienTiB 3 remo¢igiero B, sxuM npoBoAAThL XipypriuHe BTpPY4YaHHS,
PEKOMEHAYEThCSI BHUKOPMCTOBYBAaTHM 4HcTi kKoHueHtpatm FIX, a He KoHueHTpaTn
NPOTPOMOIHOBOI0 KOMILJIEKCY.

Pexomenpnauis 5.3.6:
Jasi nmauniedTiB 3 remodisiero B i3 3aXBOpPHOBaHHSIMM NEYiHKH PEKOMEHAYEThCS
BHKOPHUCTOBYBATH 4K cTi KoHeHTpaTH FIX, a He KOHUEHTPaTH NPOTPOMOIHOBOI0 KOMILJIEKCY.

Pexomennanis 5.3.7:

st magienTiB 3 remogiziero B i3 Tpom0030M B aHaMHe3i a00 BiIOMOI0 CXMJIBHICTIO 10
TPOMOO3iB PEKOMEHAYETbCS BHKOPUCTAHHA 4YHCTUX KOHUeHTpartiB FIX mnopiBHsiHO 3
KOHIIEeHTPaTaMu NPOTPOMOIHOBOI0 KOMILJIEKCY.
Pexomenmanis 5.3.8:

J1s1 mauieHTiB 3 remoginiero B, siki ofHOYaCHO NpUIiMaOTH NMpenapaTH, BiioMi cBOIM
TPOMOOreHHUM NOTEHUIAJOM, BKJIIYA4YH AHTH(QIOPUHOJITHYHI 32c00M, PEKOMEHIYEThCS
BHKOPHCTOBYBATH 4McTi kKoHHeHTpaTu FIX, a He KOHIeHTPaTH NPOTPOMOIHOBOT0 KOMILJIEKCY.

Jozyeannslesedenns

K®K FIX noctynHi y (iakoHax, Ha SKMX HAaHECEHA aKTUBHICTh Mpernapary, sika 3HaX0UThCS
B miana3oHi Big mpubau3Ho 250 mo 4000 MO Ha durakoH.

3a BifcyTHOCTI 1HTiIOITOPY KOkHa MO mmazmoBoro abo pexombinantHoro FIX 13 CITH nHa
KUJTOTpaM Macu Tijla, BBeJIeHa BHYTPIIIHbOBEHHO, MiABHINye piBeHb FIX y mma3mi npubnuzno Ha 1
MO/ n*?,

ITepion namiBBuBenenHs FIX i3 CITH cranoButh npubiausno 18—24 romunu. Pekomenmairii
mono OK-gocaimxens KOK FIX BkitouatoTs moHaliimenIe 8 3a00piB KpoBi, BiIIOpaHUX MPOTATOM
72 ronun (noaaTkoBi nmpodu mo 2 TxkHiB Ana FIX 13 [IITH). Onnak ans aganTariii 103 y pyTHHHIN
npakTuil Baxusi napamerpu @K MokHa omiHUTH Ha ocHOBI monyisuiiHux ®K-monenei, ski
no3BossitoTh BU3Hayath DK okpemux oci® 3a OaiieciBCbKMMM OLIHKaMH Ha OCHOBI BHOIPOK 3

0OMEKEHOI0 KiIbKICTIO 3pa3kiB®.

Pexomenpauis 5.3.9:

Juasi nmapienTiB 3 remodiiiero, siki orpumyoTs KoHuenrparu FIX, i pus sikmx
onTuMizalis NpPopLIAKTHKH MOKe HaAaTH nepeBard B JikyBaHHi, B®I' pexomeHnaye
(papMaKOKiHeTHYHN I MOHITOPHHT.

INPUMITKA. IlikoBuii piBeHb (pakTopa ciaix BumiproBatu yepe3 15-30 xBuiiuH micis
iHy3ii, 100 nepeBipuTH NPaBUIBLHICTH PO3paxoBaHoi 103u. [lepion HaniBBUBeAeHHSA 3 IJIA3MHU
MOKHA BHM3HAYMTH 3a Aonomorow mnopHoro ®K-ananizy (10-11 mpod xposi, Binidpanux
nporsaroM 1-2 TukHiB), 260 32 00MeKeHOI0 KiJIbKICTIO P00 y MO€IHAHHI 3 OLiIHKAMH HA OCHOBI
nonyasiuiiinoi K.

Hemonudikosani pexomOinantHi K®K FIX (rFIX) xapakTtepusyloTbCs HIKIUM
BIJTHOBJICHHSAM piBHS ¢akTopa B 1uiazmi, HiK minazmoBi K@K FIX, tomy koxkna omuuums FIX,
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BBEJ/ICHA HA KIJIOTpaM Baru, mijgBuilye aktuBHicTh FIX npubnusuo wa 0,8 MO/man y nopociux ta Ha
0,7 MO/nn y niteit Bikom 10 15 pOKiBZZ.
Jlyis po3paxyHKy JO3yBaHHS CIiji TIOMHOXKHUTH Bary MallieHTa B KiTorpaMax Ha OakaHWid
piBers FIX B MO/mi1.
o [Tpukian: 50 xr macu tina x 40 (HeoOximuuii piserb y MO/mn) = 2000 MO mna3moBoro FIX.
o Jlnst rFIX mo3a po3paxoByeThes sk 2000 MO + 0,8 (a60 2000 MO x 1,25) =2500 MO mist opociux
ta 2000 MO + 0,7 (a6o 2000 MO x 1,43) = 2860 MO mis1 miTei.
JuB. Po3nin 7: «JlikyBanus cnenudiyHIX KPOBOBHIMBIBY 1 UB. Tabmuiro 7-2, 1e HaBeIeHO
CXeMH IpakTHYHOTro 3actocyBaHHd KOK 11 pisHUX THITIB KPOBOBUIIMBIB.

K®K FIX crnig BBOIUTH MOBUIBHO YIIPOAOBK JIEKIIBKOX XBHJIMH, SIK 3a3HAYEHO B IHCTPYKITii
3 BUKOpHCTaHHs Tpenapary™®. Uepes 15-30 xBuauH micns indysii iy BUMipsATH MiKOBHI piBeHb
dakropa FIX y mamienTta, mo® MnepecBiAUUTUCH, IO BBEAEHA J03a 3ale3mneuye JOCATHEHHS
ouiKyBaHOTO piBHs akTUBHOCTI FIX'?,

Jlis mami€eHTiB, SKUM TPOBOJATH XIpypriuHe BTPY4aHHs, ab0 TAI€HTIB 3 THKKUMHU
KpOBOTEUaMH, SIKi MOTpeOyroTh dYactux iH(DY3ild, HE0OXimHO 3ailicHIOBaTH JIabopaTOpHHUI
MoHITOpHHT piBHA FIX, BK/IIOYarOuM BUMIpIOBaHHS HAWHWKYOTrO pPiBHA «mpocimanHs» FIX mns
MOJICTIIICHHS PO3PAXyHKY HACTYIMHHX 1103 (muB. Po3in 3: «JlabopaTopHa IiarHOCTUKA | MOHITOPHHTY
— «AHani3u Ha piBeHb (aktopa» i Po3ain 9: «Crnenudiuni NTUTaHHS MEHEDKMEHTY reModimii» —
«Xipypriuti BTpy4aHHs Ta IHBa3UBHI IPOLICAYPU»).

Ounmeni KOK FIX Takoxx MoXHa BBOAMTH 3 BHUKOPUCTAHHSIM OesnepepBHOI iHOY31i
BiuBaHHsM (K 1 KOK FVIII).

AnepriuHi peakiiii MOXKyTbh BUHUKATH IIPH TIEPEITMBaHHI IK peKOMOIHAHTHHX, TaK 1 IJIa3MOBHX
K®K FIX (npubnusno y 2%—4% Bunaakis). Bonu yacto nos’s3aHi 3 inridiropamu 1o FIX.
IIpenapatu 3 NpoAOB:KEeHUM NEPi0OM HaNliBBUBEICHHS

Heobxionicms pospooxu K@K 3 ITITH

Bucoka yactora iHdy3i# 13 Bukopuctanasm KOK i3 crangapTHUM 11epio10M HaIliBBUISICHHS
(CIIH) 306inblnye Tsrap JiKyBaHHS Ta 4acTO MPHU3BOAUTH J0 MOTAaHOTO JOTPUMAaHHS PEXHUMIB
npodinaktukn®® manientamu. PiBeHs cepeqnboi piuHoi yactotu kposoTed (PUK, anrn. Annualized
bleeding rate, ABR) He 3aBxau gopiBHIO€E HYIT0 TpH nipodinakTui 3 Bukopucranusm KOK i3 CITH,
i y Momomux moiel Bce IMe MOXYTh PO3BHBATHCA YpakeHHs cyrio6is’+?°, Ilpemapatn 3
oJI0BKeHUM MepiogoM HaniBBuBeneHH (IITTH) Oynu po3pobieHi /Ui 3MeHIIeHHS TAraps XBopoou
npu Npo(UIaKkTUIl Ta NIABUIIEHHS PIBHIB MpOCIIaHHSA (akTopa i Kpaloro 3arnodiraHHs
KpPOBOTEUaM.

Mexanizsmu nodoeaicenns nepiody HanieeUEeOeHH sl

J11 3011b11IEHHS T1ep10/1y HalliBBUBEACHHS MIpenapariB JIsl JJiKyBaHHS reMo@uii yCriHuMu
BUSIBUIIMCS TEXHOJIOTIT 3nuTTs Moneky:1 Ta [TETimoBanus®.

TexHousorii 3MUTTA 3aXUINAIOTh OLIKH, SIKI HAAXOAATh Y KIITHHY IIISXOM €HIOLHUTO3Y, BiJl
BHYTPIITHBOKIIITUHHUX ~ MEXaHI3MIB JIerpajariii [UIIXoM B3aeMofii 3 pementopom FC
HOBOHAPOJIKCHHUX.

[NET imoBaHHSA 3MEHIIYyE B3a€MOJIII0 3 pEleNnTopamMH KIIpeHCY (BUBEICHHS) E€K30T€HHHMX
MOJIEKYII.

VYci npenaparu 13 IIITH, siki Ha gaHuil yac mpejacTaBieHi HA PUHKY, HaBeAeHI B «OHaaliH-
peecmpi konyenmpamie paxmopie xkoazynayii» BOI, Jlns oTpuMaHHs feTanbHOI iHpOpMaIii 1o
KO>KHOMY TIpernapaTry 3BEpHITbCS 10 IHCTPYKIIT 3 BUKOPUCTAHHS.

Pi3Hi THIIM pexoMOiHaHTHUX Ta MoaudikoBanux opm FVIII ta FIX y3aransaeni y Po3mini 3:
«JlabopaTopHa aiarHoCTHKA 1 MOHITOpUHT» — Tabmumi 3-2 1 3-3.

Pexomenpanii BOI" mono npenaparis 3 [1ITH cTpykTypoBaHi 3rifHO 3 TAKUMHU MIPUHITATIAMU



110

° AKIIEHT 3poOJIEHO Ha BIJCYTHOCTI «IIpoOJieM KIIHIYHOI Oe3rmeku», a He Ha JOKIIHIYHHUX
CIIOCTEPEKEHHAX Ha TBAPMHHUX MOJIEISIX 3 HEUITKUMU HACI1KaMu.

o BOT" Bu3Hae, 110 OIiHKA K KIIHIYHUX, TaK 1 JOKJITHIYHIX 00CepBaIliifHUX JTOCIIHPKCHb MPEnapaTiB
3 [1ITH mpu3Bena 10 po301KHOCTEH Y HOPMAaTUBHUX aKTax 11010 peectpaitii aesikux [1ET inboBannx
Ipernaparis, IO BIUIMHYJIO Ha iX JIEH3YBaHHA AJs MPO(IUIAKTUKU Ta 3aCTOCYBAaHHS y JIiTeH B
JESKUX PErioHax.

o [[lomo anepriyHuX peaxiiii, TO BOHM, XOYa 1 PIAKO, CHOCTEPIrarOTbcs UL YCIX JKapChKUX
npenaparis, sKi BBOAAThCs 1H(DY31iHO, | Takok criocTepiraimcs A mperapaTiB Ha OCHOBI 3JTUTTS
6inkis?’.

° [Ilomo anTutin no I1EI, omybaikoBaHi J0Ka3u TOTO, IO KJIIHIYHI HACTIIKH JJIs1 OE3MEKH MaIll€HTIB
3 remodiiero, BiacyTni?®

Pexomennauis 5.3.10:

Jasi mamieHTiB 3 remoduiiero A a0o B Hemae 10ka30BHUX JaHUX HIOAO0 OyAb-SIKHX
npodieM 3 KJIiHIYHOIO 0e3MeKo10, T0CTATHIX /ISl TOT0, 100 PeKOMEeHAyBATH NepeBary nNeBHUX
MexaHi3miB aii (manpukaan, IElimoBanus, 3aurta 3 FC, 3aurTa 3 anbbymiHom), ski
3aCTOCOBYIOThCA Ul 30ijbIIeHHSl TMepiogy HamnmiBBHBeJeHH KOHLEHTpaTiB ¢aKrTopis
KOAryJsiuii.

Dapmaxoxinemuuni enacmusocmi npenapamie 3 IITTH

s npenaparis FVIII 3 TIITH momoBxkeHHs nepiogy HamiBBUBEACHHS OyJ0 OOMEXEHUM i
nepeBuIlye BiamosiaHe 3HaueHHs A npenaparis FVII 13 CITH y 1,4-1,6 pasiB (ckinagae npuliau3Ho
19 ronun). Ilpenaparu FIX 3 I1ITH maroTe HaGarato noBIIKI Mepioj HAMIBBUBEACHHS, SIKUH y 3—5
pasiB nepeBulIlye nepioa HamiBBUBeAeHHS npemnaparis FIX i3 CITH.

[Ipononrosanuii nepion HamiBBUBeAeHHs mnpemnaparie 3 [IIIH mna FVII y Ginbmiocti
BUIAJIKIB O3HAYa€ MOXKIIUBICTh iXHHOT'O BBEIEHHS ABIYl HA THXACHb a00 KOXHI 3 JHi, 1 OAUH pa3
KoxH1 7—-14 nuiB — s FIX.

Kinipenc npenaparis 3 I1ITH y mifutiTkiB Ta JOPOCINX € MOAIOHUM, SIK 1€ CIIoCTepiranocs s
npenapartis i3 CITH, a mepion HamiBBuBeeHHs y AiTell € KOpoTmmMZ®,

IIpenapatu FIX 3 [IIIH He neMOHCTpPYIOTh HMXKYOTO BITHOBIEHHS PiBHS (PakTopa, sSIKUH
cnocrepiraetscst y cranaaptHux npemnapariB rFIX. Jleski npenapatu FIX 3 IIITH nemonctpyrotsh
Habarato OLIbII BHUCOKE BIJIHOBJIEHHS, LIO JO03BOJSIE MPUITYCTUTH HASBHICTh I03aCyIUHHOTO
posnoziny menmioi wactku FIX 3 IITH3%%, Bignmosixuo, ominky sumiproBans ®K y miasmi kpoBi
CJIiJ] IOTIOBHIOBATH KJIIHIYHOIO OL[IHKOIO €()eKTHBHOCTI.

Monudikaris uX MOJIEKYJ BHECJa 3MIHM Y BUMIPIOBAHHS iXHbOI aKTMBHOCTI B PYTHHHHUX
aHajizax Koaryjorpamu. TakuM 4YMHOM, JiKapi MOBUHHI JOTPUMYBAaTHCh PEKOMEHJAlii, 10
JOJTATOTHCS IO CBIJOITBA TPO JICPKaBHY PEECTPAIIIIO TpenapaTy, ¢ BCTAHOBIIOIOTHCS ONTHMAaTbHI
aHaJi3M, sKi CJHil BUKOPHCTOBYBAaTH Uil JIaOOpaTopHOro MoOHiTOpUHTrY (nuB. Pozmin  3:
«JIabopaTopHa JiarHOCTHKA 1 MOHITOPUHT» — «AHAJI31 Ha PIBEHBb (aKTOpa»).

Fbesneunicmo ma eghekmusnicmo npenapamie 3 INIIH

Byno nokasano, 1o Bci 3apeectpoani npenapatu 3 [11TH € epexTuBHMMEU y TpodinakTHLll Ta
JIKyBaHHI KpOBOTEY y AITeH, mimiTKiB Ta gopociux. [Tonan 90% kpoBoTed YyCIHINIHO JIIKYIOTHCS
€/IMHUM BBEJICHHSIM, a e(DeKTHBHICTh 3amobiraHHs kpooTeuam Oyna Ha piBHI PUK <4-5 mns ycix
npemnapatiB 3 [IITH. 'emoctratnyna edexkTuBHICTh Oyina IPOJEMOHCTPOBAHA JIJISl BEJIMKOI KIJIBKOCTI
HEBEJIMKHX Ta CEPHO3HUX ONepaliif’?

VY nitel, miUIITKIB Ta JOPOCTHX, K1 paHillle OTpUMYyBaiIu JiKyBaHHs npenaparamu FVIII abo
FIX 3 IIITH, He Oyno BUSBICHO MiJBUIICHOTO PU3UKY PO3BUTKY HOBHX 1HTIOITOpIB,. YCi KIIHIYHI
JOCTIPKeHHs Ha mornepenHbo Jikoanux nauientax (IUJIIT) mpomemoncTpyBanu abo BiJICYTHICTh
PO3BHUTKY iHT10iTOpPY 200 Ty*Ke HU3bKI TOKA3HUKU HOTO BHHUKHEHHS, SIKi OYJIH B MEKaX PEryisTOpHO
BU3HAYEHOTO O€3MEYHOTO J1iama3oHy.
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[Ipenapatu 3 IIIIH BBommmm panime HemikoBanuMm mnarientam (PHIT), abo B pamkax
KIHIYHUX jgociaipkensr Ha PHII, a6o mo3a pamkamu gociimkeHb. Xoua NpH LbOMY OyIIH
MOBIIOMJICHHS TIPO PO3BHUTOK 1HTIOITOPIB, CYTTEBOI PI3HMIII B PIBHAX PO3BHUTKY 1HTIOITOPIB IS
npenapariB 3 [IITH nopiBasiHO 3 ipenaparamu i3 CITH He criocTepiranocs. OgHak, Ha JaHUN 9ac HE
oIyOJIIKOBaHO YKOTHOT'O OBHICTIO 3aBepiIeHoro nociipkenas B PHIT.

11ioxoou 0o 0o3yeanns npenapamie 3 1111H

K®K 3 IIITH mpomoBKyrOTh 4Yac, KOJM y MAaIliEHTa HE JIOCATAETHCS MIHIMAJIBHUN DPIBEHBb
npocinanas (pakropa B 1a3mi, 10 HEOOX1THO /Uil YHUKHEHHS CHOHTAaHHUX KpoBoTed. OHaK, iICHY€
3HaYHa BapiaOeIbHICTh MK MaIllEHTaMH, 3yMOBJICHA BIKOM, MAacoro Tija, TPYIOI KpOBi, piBHEM
VWEF, ¢enotunom kpoBoTedi, piBHEM (Di3MUHOI aKTHBHOCTi, CTAHOM CYIJIO0iB, Ta JOTPUMAHHAM
pPEKUMY BBEJCHHS/103yBaHHs. BIAMOBIHO, KOHCEHCYC 111010 CTaHAapTH30BaHOro 103yBaHHsI KOK
3 [1ITH, a Takosx 1010 TiKyBaHHS MAII€HTIB, AKi OTpUMYIOTh npenapatu 3 [IITH, sincytrii?>%,

KoxeH 13 HacTYymHUX MiXO1B IPOAEMOHCTPYBaB €(hEKTUBHICTD Y KITHIYHUX JOCTIIKEHHIX
K®K 3 I1ITH:

° (hikcoBaHa mporpama npodinaktuku (pikcoBaHa 103a Ta IHTEPBAJI, HAPUKIIA/, pPa3 HA TUKIACHD JUIS
FIX, naBiui Ha Trokaens s FVII);

° npodinakTuka, ontuMizoBana 3a ®K (onTumizaiis 103U 3 ypaxXyBaHHSIM LIJTLOBOTO 3AJTHIIKOBOTO
piBHS akTOpa, IKYy BBOAATH Yepe3 (iKCOBaHI MPOMIKKH 4acy);

° mpodiylakTHKa, ONTHUMi30BaHa 3a ()EHOTUIOM (/1032 Ta IHTEpPBaJ ONTUMIZYIOTHCA 3 TSIKKICTIO
KpOBOTE€Y Ta aKTUBHOCTI);

° mpodilaKTHKa, ONTHMI30BaHA 3a 03010/4acToTO0 (1032 Ta/abo YacToTa ONTHMI3YIOTHCS 3
ypaxyBaHHIM IJTOBOTO 3aJHMIIKOBOTO PiBHS (pakTopa Ta IHTEpBaly, HaNpHUKIal, BUINA 7033 Ta
JOBIIIMH 1HTEPBAI).

Jlnig nepexony Bij 3amicHoi Teparnii npenaparamu 13 CITH na npenapatu 3 I1ITH gactoty no3u
3a3BUYal 3HWXKYIOTh 3 3 710 2 pa3iB Ha TwxaeHb A FVII, ta 3 1BoX pa3iB Ha THXKJIEHb 10 OJTHOTO
pasy Ha 7—10 nuiB mns FIX.

JlozyBanHa Ha ocHoBi ®PK 3abe3neuye OunpIl iHAMBIAYyali3oBaHy mnpodinaktuky. s
BIIPOBA/DKEHHSI  1HJIUBIAYyadi30BaHOI MPO(UIAKTUKM B KIIHIYHIM NOPaKkTULl PO3pOOISIOTHCS
nonynsaniitni ®K-iHctpymentu. Sk Tinbku orpumano iHauBinyansHuil PK-npodine IIK, crae
MO>KJIMBUM OL[IHUTH JI03Y Ta YaCTOTY JIIKyBaHHs, HEOOX1/1H1 JJIsl OTpPUMAaHHS 0aKaHOTO 3aIMILIKOBOTO
piBHA (akTopa. L{inpoBUI 3aMUIIKOBUI piBeHb MOTPIOHO ajanTyBaTH O MOTPEO KOHKPETHOTO
Mali€HTa B MEKax MOKJIMBOCTI Ta THYYKOCTI BIJIITOBITHOT CUCTEMHU OXOPOHH 3/I0POB’ .

JuB. Pozmin 6: «IIpodinaktuka npu remodinii»y — «lIpodinaktuka Qakropamu i3

MIOJIOBKEHUM I1€P10/I0M HaIliBBUBEACHHS.

Pexomenpanis 5.3.11:

IManienTam i3 remodiiiero, siki mepexoasith Bil KOHUEHTPaTiB GaKTOpiB Koary/asuii i3
CTAHJAPTHUM MepiooM HAamiBBHUBEJIEHHS /0 KOHUEHTpPaTiB ¢akrTopiB koaryasmii 3
MO/I0OBKEHUM I1epioloM HaNiBBHBEJICHHA, SIK NPaBHJIO, NMOTPeOYIOTHh 3MEHILNCHHSI 4aCTOTH
BBeleHHs, ajie npenapatu 3 [IIIH Takox MoxkHA BHKOPHCTOBYBATH AJsl ONTHMi3auii
NpodiTaKTHKH NUISIXOM MIATPMMAHHA BUINKX 3aJTHIIKOBHUX piBHIB (pakTOpa.

INPUMITKA. /lodyBaHHsI Ha OCHOBi (papMaKOKiHeTHYHMX JAHMX BiINOBIAHO [0
pexoMenaaniii 5.3.1 Ta 5.3.9 3a0e3neuye OinbI iIHAMBIAYaNi30BaHy NpodinaKkTHKY.

5.4 O0xigHi 3aco0n

OO0x1H1 32c00M BUKOPUCTOBYIOTHCS JUIS JTIKYBaHHS Ta MPOQIAKTUKY YCKIIaJHEHb KPOBOTEU1
y nanieHTiB 3 remodiniero A abo B, y axux yrBopuiucs anoantutina g0 FVIII a6o FIX (tak 3Bani
inri6itTopu), sAKi 3a3Buyail HelTpamisyroTh QyHkiio BBenenux KD®K3*. 1li 3acobu 3acHoBaHi Ha
PI3HUX MeXaHi3Max Jii JIs JOCITHEHHS TeMOCTa3y, THM CaMUM O0XOSTYM HEOOX1HICTh 3aMIIICHHS

FVIII a6o FIX s nikyBaHHS Ta MonepekeHHs KpOBOTeU >,



112

PexomOinanTHuii akTuBoBanuii paxtop Vila (rFVIla)

PexombGinanTHuii aktuBoBanuii paktop VIla (rFVIIa) € obximHuM 3aco00M, KWW CHpHSE
3rOpTaHHIO KPOBi uepes MUISXH, 3aJIeKHi i He3asexkHi Bi TkanuuHoro daxtopa. rFVIla 3p's3yeThes
3 TKAaHUHHUM (pakTopoMm s aktuBarii FX 1 FIX 1 mo3BoJisie BiTHOBUTH KacKal 3TOPTaHHS KpOBi36’37.

Konuenrpar aktuBoBanoro nporpomoinosoro komiuiekcy (KAIIK)

Konnenrpar aktuBoBanoro mnpotpombinoBoro komiiekcy (KAIIK) BukopuctoByeTbes s
JIKyBaHHS MaiiedTiB 3 reModutiero A 3 inriditopamu. KAIIK MicTUTh epeBa)XKHO HEAaKTUBOBAHUI
daxrop II (FII, nporpom6in), FIX, FX Ta nepepaxuo aktusoBanuii FVII40,

JuB. Po3nin 8: «IHriGiTopu 10 GakTopiB KOAryJsiii», B AKiid HaBeaeHO OuTbIe iHhopMaIrii 3

KJIIHIYHOTO BEJICHHS MAIlIEHTIB 3 1HTi10iTOpamMu.

Pexomenmanis 5.4.1:

Pexomennanis 5.4.2:

IMauienTam 3 remodigiero B Ta iHriditopom, mo MawTh B aHaMHe3i aHaQiIaAKTHYHY
peakuito Ha FIX-BmicHi koHueHTpatH @¢akTopiB Koary/sinii, Heo0XiIHO BBOIAMTH
pexoMOiHaHTHMH axkTHBOBaHui ¢akrop VIla, ocKiIbKM aKTHBOBaAaHWH KOHLEHTPAT
NMPOTPOMOIHOBOI0 KOMILIEKCY BUKOPHCTOBYBATH HE MOKHA.

Pexomenaauis 5.4.3:

Juist nanienTiB 3 reModitiero Ta inriditropom BOI' pekoMenaye po3riisHyTH MOKIUBICTH

peryJsipHoi npoginakTuKy 1/ 3an00iraHHs enizogamM KpoBoTey.

Ha nopauy no 00xigHux 3aco01B CTalOTh AOCTYIHUMHU IIpenapaTH uisd He(hakKTOpPHOI 3aMICHOT
Teparnii (HarmpuKIiIaj, eMinu3ymad), ikl IPUBHOCATh HOBI apaJUrMH JIIKYBaHHS, B TOMY YHUCII 1 JJIs
JKyBaHHS 1HT101TOPIB.

Jus. ITixpozain 5.7 «HedaxkropHa 3amicHa Tepanis» Hux4e Ta Pozain 6: «IIpodinaktuka npu

remopinii» — «lIpodinakTrka 3 BUKOpUCTAaHHAM HEPAKTOPHOI 3aMICHOT Teparii».

5.5 Inmii n1asmoBi npenapatu
Kpionpeuunitar 1 C3I1, sk mpaBuiio, He MiJNAIOTHCS MpOIEIypaM BipyCHOI 1HAKTHBaLlil

(Hampukiaa, TEIuIoBi abo COJIbBEHT-AETEPreHTHIN 00poOili) 1 TOMYy HECYTh MiJABUILEHUN PU3HUK

nepeaadi BIpyCHUX MAaTOTeHiB, AKMii 3HAYHO 3pOCTae MPH MOBTOPHUX iHDy3iax 4L,

Opnax BOI' Bu3Hae HEOOXIAHICTh MOJAJIBIIOrO BUKOpUCTaHHS Kpiompeuumnitaty 1 C3II B

NeAKUX YaCTHHAX CBITY, /Ie BOHH € €JMHUMHU MOYKIIMBUMH 260 JOCTYITHUMM BapiaHTaMu JiKyBaHHs "2,

MoskHa BXKUTH MEBHUX 3aXOJIIB JUIsl MiHIMI3alli pU3UKY Mepeaadl BIpyCHUX naTtoreHis. J{o

HUX HaJIeXKATh!

° KapaHTHH TIa3MH JI0 MOMEHTY, TIOKH JIOHOPA He MPOTECTYIOTh 200 HAaBITh MOBTOPHO MPOTECTYIOTh
Ha anTuTina 10 BUIL, BI'C Ta Ha moBepxHeBi aHTUrenu Bipycy renatuty B (HBsAg) — oanak, Taky
MPAKTHUKY BaKKO 3aCTOCYBATH y KpaiHaX, Je€ 9YacTKa MOBTOPHUX JOHOPIB HU3bKA,

o rectyBanHs [IJIP ans BusiBneHHS BipycCiB — IIs1 TEXHOJIOTisI Mae Habarato OibIe 3HAUYEHHS IS
BUpoOHUITBA Kpionpeuumnitaty, HK 1181 KOK, ockinbku ocTaHHI MiAfaloTh e€TanaMm BipyCHOI
iHaKTHBAIiI*.

AJnepriuHi peakiiii yacTillleé CHOCTepiraloThbCs MICHsS MEpeTUBaHHS KPIOMPEUMITTaTy, Hik

K®K*. (Iapopmarnis momo BHKOPUCTAHHS AHTUTICTAMIHHOI HNPOQUIAKTUKY HABEJEHA BHILIE Y

po3aiii «be3nevyHicTh Ta SAKICTHY).

Pexomenpauis 5.5.1:
Jas  gikyBaHHA maunieHTiB 3 remodimdic;o B®I'T HanmoJsiersiuBO peKoMeHIy€
3aCTOCOBYBATH BipyCIHAKTMBOBAaHI IJIa3MOBI a00 peKOMOIHAHTHI KOHUEHTPAaTH (aKTOopa



113

3ropTaHHs KPOBI, a He KpionpeuuniTat ado cBix03aMOpPOKeHy IJIa3My.

INPUMITKA. BO®I' nintpumye Bukopuctanisg K®K nopiBHsIHO 3 KpionpenumiraTom
a00 C3II 4yepe3 3acTepe:keHHs 100 SAKOCTI, Oe3mexkn Ta epekTuBHOCTI. OnHak BOI' Bu3Hae
peaJIbHICTh TOI0, [0 BOHM BCe Ille NHPOKO BUKOPUCTOBYIOTHCSI B KpaiHaxX CBITY, /ie BOHU €
€IMHUMH MOKJIMBHMH 200 TOCTYNNHUMH BapiaHTAMU JIIKyBaHHSI.

Caixko3amopo:xena miasma (C3II)

OCKUIBKM  CBIDKO3aMOpOXKEHa TIuIa3Ma MICTUTh ycl (akTtopw 3ropTaHHs, il 1HOMII
BUKOPUCTOBYIOTb JUIS JTIKyBaHHS 1e(iIUTy (PaKTOPiB 3ropTaHHS.

KpionpermmitaT € kpamuM, Hix C3I1, ans nikyBannsa remodinii A*. Onnak, ockineku C3I1 i
Kpio30igHena mia3ma mictare FIX, Xxo4a i B HU3bKMX KOHIEHTPAIIAX, iX MOXKHAa BUKOPHUCTOBYBATH
JUTs JTIKyBaHHS remModinii B y kpaiHax, siki He MOXKyTh 103BoHTH co01 moxinHi KOK FIX.

Pexomenaamis 5.5.2:

Juis1 IiKyBaHHA NalieHTIB 3 reMo(ijii€ro cBixk03aMOpPOKeHa IJ1a3Ma He PEKOMEHY€ThCS
yepe3 3acTepe:KeHHs 11010 0e3MeKH Ta AKOCTi.

HNPUMITKA. Oanak B®I' BH3Ha€ HeMHHY4YY peajbHICTh IXHbOI'0 MNOJAJBIIOTO
BHKOPHUCTAHHSI B JIeSIKMX YaCTHHAX CBiTY, BOHA € €IMHHUM MOMKJIUBHM a00 JAOCTYNHHM
BapiaHTOM JIIKYBaHHS.

VYnakoBku C3II MokHa migmaBaTH TEBHMM BHJIAM OOpPOOKM BIpyHIUIAHMMHU areHTaMu
(BKJTIFOUAIOYH COJILBEHT-IETEPreHTHY 00poOKy). PexoMeHayeTbcsi BHKOPHUCTOBYBAaTH OOpOOJICHI
YIaKOBKH; OJHAK 0OpoOKa BIpyLMIaMHU MOXE MEBHUM YMHOM BIUTMBATU Ha (DAKTOPU 3TOPTAHHS
kpoBi. Takoxx Oyno moka3aHO, IO IIMPOKOMAcHITaOHE MPUTOTYBaHHA O0’€IHAHOI IIA3MHU,
00pOo0JIEHOT COJBBEHT-IETEPIEHTHUM CIIOCOOOM, 3MEHIIYE YacTKy HaMOUIBIIMX MYJIbTHUMEpPIB
VWF*% 1110 € Baxnusum ans nikysanns X(B, ane He BIUIIMBac Ha JlikyBaHHsA reModiii A.

Hozysannsleeedents

Omun v C3I1 mictuth 1 oquHUIIO aKTUBHOCTI (akTopa.

3a pomomorow Bukopuctanus numie C3II, sk mpaBuno, Baxkko pocsrtu piBHs FVIII, o
nepepuirye 30 MO/m.

Baxko mocsirtu piBHiB FIX Buie 25 MO/mn. Tlpuitaataoro € craproa mo3a C3IT 15-20

Mot/kre,

Kpionpenumirar

Kpionpeuunitatr — 1¢ HEpO3UYMHHUIM KOHIIEHTPAT BHUCOKOMOJEKYJISPHUX OLIKIB IUIa3MH,
SKHMI OciJla€e MpU NOBUILHOMY PO3MOPOKYBaHHI 3aMOposkeHoi t1a3mu npu 1-60 °C.

Kpionpermmitar wmictute 3HauHy Kinbkicte FVIIL (6mmseko 3-10 MO/min), VWE,
¢i6punoren ta FXIII, ane ve FIX i FXI. Otpumanuii cynepHaTaHT Ha3UBA€THCS KPio301THEHOIO
IJ1a3MOI0 1 MICTUTB 1HII (pakTOpH 3ropTranHd, Taki sk daxkropu VII, IX, X ta XI.

HaroJiernuBo peKoMeHIyeThesl 3aCTOCOBYBATH TIPOLIELYpPH BipycHOT iHakTHBarii 434647,

OnucaHo BUTOTOBJIEHHS BIPYCIHAKTHBOBAHOTO (0OpPOOJEHOrO COJILBEHT-AECTEPTEHTOM)
KPIOMpenumiTaTy 3 HeBEJIMKUX MYJIiB IJIa3MH, X04a 1e 3a0e3rneuye O0e3reuHicTh JIMIIe 00 BipyCiB
3 JIiMiHOI0 060M0HKOK0? .

Pexomenpauis 5.5.3:

Juast JikyBaHHs mnamieHTiB 3 reMoili€cl0 BHKOPHCTaHHSl KpIiONpenuImiraty He
PEKOMEHIYEThCS Yepe3 3acTepeskeHHs 11010 0e3leKH Ta SIKOCTi.

IMPUMITKA. 3acTocyBaHHsl Kpionpeuumiraty Mo:ke 0yTH BHIIPABJAHUM JIHIIEe B THX
CUTYaUifIX, KOJIM KOHIeHTPaTu (pakTopiB Koaryasuii BiacyTHi, OCKIJIbKH He iCHYy€ q10BeIeHOl
nepeparu Horo BukopucTaHHsi nopiBHAHO 3 K®K. HamnojeraumBo pexkoMeHAYEThCs
3aCTOCOBYBATH NPOLEAYPH BipyCHOI iHAKTUBAIII, 32 MOKJIUBOCTI.
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Hosyeanusleeedenns
[Mopuis kpionpenumnitaty, BuroroBieroro 3 1 omuaumi C3I1 (200-250 M), MOke MiCTUTH
70-80 oguuauie FVIII B 00cs31 30—40 mut.

5.6 Inmi papmakosioriudi BapianTu
Kpim K@K, y 3HauHili YacTHHI BHUNAAKIB MOXKe OyTH JOIUIBHUM 3aCTOCYBaHHS 1HIIMX
3aco0iB. Jlo HUX HaIEKaTh:
o necmomnpecut (JJTABII);
° TpaHEKCaMOBa KHUCIIOTa; 1
° ercuiIoH-aMiHoKanpoHoBa kuciota (EAKK).
Jlus. Takox Po3min 2: «KommekcHe mikyBanHsS remodimiiy, Posmin 7: «JlikyBaHHA
cienu(piYHUX KPOBOBHIMBIBY, Po3min 9: «Crienudivni nUTaHHS BeICHHS reMopiIii».

Hecmonpecun (JIJIABII)

JHecmonpecun (1-ne3amino-8-D-aprinin BaszomnpecuH, Takox Bigomuii sk JIJIABII) €
CHHTETUYHMM aHAJIOTOM Ba3ONpecuHy, skuii migsumtye pisui FVII ta VWF y mmaszmi®®,

JJIABII Moxxe OyTu JiKyBaHHSM BHOOpPY AJISl MAIIEHTIB 3 JIETKOIO a00 MOMIpHOIO (HOPMOIO
remodimii A, xomu FVIII MoxHa MiIBUIIATH 1O HEOOXITHOTO TEPANIeBTUYHOTO PiBHS, OCKUIBKHU 1I€
JI03BOJIsIE YHUKHYTH BUTpaT Ta MOTeHUIHHMX HeOesnek BukopuctanHs K@K, Bkirouaroum pusmk
po3BuTKYy iHridiTopa FVIII4%->1,

JIJIABII ne BnmuBae Ha piBens FIX 1 He mae kopucHoro edexty npu remodinii B.

IcHYIOTB CyTTEBI BIIMIHHOCTI B iHAMBINyanbHIN peakuii namientiB Ha J[JIABII. Peaxmis na
inTpanasaneuuit JJJIABII € 6inbln MiHIMBOIO a, OTKe, MEHII TepedauyBanorn 84,

JIABII oco0a1BOo KOpUCHMIM JUIs TIKYBaHHS Ta MPO(UIaKTUKKU KPOBOTEY Y HOCIiB reModimii
A2,

JJABII e mineH30BaHUM JJIE BUKOPHCTAHHS TiJ] Yac BariTHOCTI, ajie 3 OOEPEXHICTIO
3aCTOCOBYBABCs Yy BariTHUX HOCIIB ITij yac nepeiimis Ta nosoris. CiniJl yHUKaTH HOro BUKOPUCTAHHS
i 9ac mpeeknTaMmricii Ta exyiammcii uepes i 6e3 Toro Bucoki pisai VWF**%* (nus. Posmin 9:
«Crienn iyl TUTaHHSA JIKyBaHHs reMo¢inii» — «Hocii).

Pimenns mono BukopuctanHs JIJIABII moBuHHO IpyHTYBaTucs Ha BHUXIJIHOMY pIBHI
aktuBHocTi FVIII y namienTa i JocArHyToMy HOro 3poCTaHHi, a TakoXX Ha HEOOX1IHIN TpUBaIOCTI
JKYBaHHS.

Hozysannsleeedents

Xoua JIJIABII moxHa BBOAMTH TMIAIIKIPHO, HOTO B OCHOBHOMY BHUKOPHUCTOBYIOTH 3a
JIOTIOMOT0I0 BHYTPILIHBOBEHHOI 1H(Y31i ab0 y BUIJISAAI Ha3albHOro cropero. BaxknmuBo BuOpatn
npasuibHu npenapat JJABII, ockinbkuy ekl npenapaTy 3 MEHILIUMU J103aMH BUKOPUCTOBYIOThHCS
JUTS THITAX MEIUYHUX IJIEH.

[IpuitHATHI IpenapaTy BKIOYAIOTh:

° 4 MKr/MJI JUIsl BHYTPIITHHOBEHHOTO BBEICHHS,
° 15 MKr/mi1 st BHYTPIIIIHBOBEHHOT'O Ta ITi IIIKIPHOTO 3aCTOCYBAHHS;
° 150 MKr Ha (hiKkCoBaHy /103y y BUIJIA/II Ha3aJIbHOTO CIPEIO.

BBaxaerbcsi, mo omHopa3oBa mgo3a 0,3 MKI/Kr Macd Tijga, OTpPHMaHa MUIIXOM
BHYTpIIIHBOBEHHOT0 a0 ITiIIKIPHOro BBEIeHHs, MOske 36iabmuTu pisens FVIII B 3-6 pazip®™°,

Jliis BHyTpinmHbOBeHHOTO BXkuBaHHS JIJIABII 3a3Bu4aii po3BosaTh monaimMenme y 50—-100
MJI (hi310JI0TTYHOTO PO3YHMHY 1 BBOJAATH MOBIILHO MPOTAroM 20—-30 XBHIIUH.

[1ik BiAMmoBial ciocTepiraeThes NpuoIU3HO Yepe3 60 XBUIIMH MICHs BHYTPIIITHHOBEHHOTO 200
MiIIKIPHOTO BBEJCHHS.

JiTsm, sik mpasuiio, He ciij BBoautu JIJIABII uacrimne onHoro pa3y Ha JIeHb; Y JOPOCIUX IiJ
OWIBHUM HArjsiIoM MOXHA PO3IJISTHYTH JO3YBaHHA JBiYi Ha JIeHb. 3 HACTYIHUMH J03aMHU
TepaneBTUYHA BIAMOBIAL 3MEHIIYETHCS (Taxi(iIakcis) 1 3pOCTae PU3HK YCKIATHEHB; TAKUM YHHOM,
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B 3arainbHOMY Bunaaky JJIABII ve ciig BUKOpHCTOBYBATH Outbie 3 /110 MOCILIIb.

SKIIO TPOTATOM TPUBAIOTO Tepiony MOTPIOHI OLIBII BHCOKI pPiBHI (hakTOpa, MOXKYTh
snagobutucs KOK®,

[IBuake BBenmenus JIJIABII moxxe mpusBecTH 10 Taxikapiii, NPUILIMBIB, TPEMOpPy Ta
JTUCKOM(DOPTY B IITYHKOBO-KUIIKOBOMY TPAKTI.

Jlnst nopocioro mpuitHATHA ojHa (ikcoBaHa jao3a iHTpaHazanbHOro copero JJIABIT 1,5
Mr/mMil y KOXHY Hi3apro. [is namieHTiB 3 Macor Tiia MeHme 40 Kr JOCTaTHhO OJTHOPA30BOI 103U B
OJIHY Hi3,£[pf057’58.

JlesikuM  TarfieHTaM MoXe OyTH BaKKO KOPHUCTYBATHCS IHTpPAHA3IBHUM IPEnapaToM
JJIABII, 1 BiH Moxe Oyt MeHIII e)eKTUBHUM, HIXK TiamKipHe BBeneHns J[JIABII.

Ockinbku JIIABII € anTuaiypeTHuHuUM 3aco00M, y MAI€HTIB, SKi OTPUMYIOTh BEIHUKY
KUIBKICTh TIMOTOHIYHOI PiAMHK, BHYTPIITHLOBEHHO a00 MepopaibHO, MOXYTh BUHUKATH 3aTPUMKA
piaMHU, TIiMOHATpiEMis 1 HaBITH CyJOMH, IO BHMarae OOMEXKWTH BXKUBAaHHS PIOUHM IIiJ Yac
nikyBauHs JIJIABIT®®. 1le oco61MBO BaXIMBO B KOHTEKCTi JOMAIIHBOTO Ta IIepionepaniiiHoro
JIKyBaHHS HE3HAUYHUX EMi30/[iB KPOBOTEY, KOJHM 3aCTOCOBYETHhCS BEIHMKA KUIBKICTh 1HQY31H —
MAI[IEHTIB Ta OMIKYHIB ¢ MOiHGOPMYBaTH PO HEOOX1THICTH 0OMEKEHOT0 BXKUBAHHS PIAMHU MICIIs
Bukopuctanss JJJIABIT®.

JJABII cnig 3 00epekHICTIO 3aCTOCOBYBAaTH Y MaJleHbKUX JITEH, 1 BIH MPOTHIIOKA3aHHIMA
JUTSM BIKOM 710 2 pokiB. JIJiss MiTel MIKUIBHOTO BiKY B CTaIliOHApi (HAMPUKIIAJI, MiCISOMEPAIliitHO)
CJIiJl YHUKATH BHYTPIIIHHOBEHHOTO BBEJCHHS T1MIOTOHIYHUX PIUH, a 3arajbHe CIIOKUBAHHS P1IUHU
ciij 3MeHmHUTH A0 75% Big MiHIMaNbHOI MOTpeOH mpoTAroM 24 TOAMH MICIs 3aCTOCYBaHHS
JJIABIT®. V niTeii paHHbOTrO BiKy CIIiJi BA3HAYAaTH OCMOJIAIBHICTb IJIA3MHU Ta PiBEHb HATPIIO Hepes
ta nicns 3acrocyBanHs JJIABII, oco6iuBo sikio npoTsrom 24 roauH BUKOPUCTOBYETHCS OLblie
onHiei mo3u*8o9-61,

VY OurbmiocTi Jopocnux, siki orpumytots JIJIABII, rinonatpiemist € HexapaktepHowo. OaHaK
TMOTOHIS 3a3BUYAll CIOCTEPIraeThCs K y JITeH, Tak 1 y JOPOCIHUX, a Y JiTed BIKOM /10 2 pOKiB
HIJBUIIYETHCSI PU3MK HaNa/AiB BHACIIJOK HAaOpPSKy TOJOBHOIO MO3KY, CHPUYMHEHOTO 3aTPUMKOIO
Boau/rinonarpiemicro® %2, Inmi noGiuni  epextm JJIABII BKIIOYAIOTH  TONOBHHIL  Oifb,
MIOYEPBOHIHHS, BTOMY Ta Taxikapailo. BpaxoByiounm BazoaktuBHuiM edext [IABII, cuin
JOTPUMYBATHCS 00EPEXKHOCTI PU HOT0 3aCTOCOBYBAHHI y MAIIEHTIB 3 T1IIEPTOHIEI0, KA HE TOBHICTIO
KOHTPOJIIOEThCST  TepaneBTU4YHO. Ili moOiuni edexkTn MOXKyTh BUHUKATH YaCTINIE IMICIA
BHYTpIiIIHOBEHHOTO BBeIcHHs %4,

[cHylOTH TIOBIIOMIJIEHHSI TIPO BUIAJIKU TPoMOO3y (BKJIIOYarOUM 1HQApPKT MioKapja) Micis
indysii JIJIABIL. Moro crix 3acTocoByBaTH 3 06€pEXKHICTIO MAIliEHTaM 3 aHAMHE30M 260 PH3HKOM

CepleBO-CyIMHHUX 3aXBOPIOBAHB ",

Pexomenpauis 5.6.1:

J1st mani€eHTiB 3 JIerkow ado momipHow remogiiiero A ta HociiB remoginii A BOT
pexomenaye po3rasaatu gecmonpecun (JIJIABII) sik BapiaHT JiikyBaHHsI.

INPUMITKA. B®I' pexomenaye mnepeBipky edexry JJABII paasa  ouinkm
inguBinyaapHoi Binmomigi FVIII mepen TepanmeBTMYHMM BHKOpPUCTaHHAM. PimieHHsi mpo
pukopucranusa JI/IABII noBuHHO rpyHTyBaTHCSl HAa BHXiAHOMY piBHi akTuBHOcTi FVIII y
Nali€HTa, J0CATHYTOMY 3POCTAHHI Ta HeoOXiaHill TpUBaJIOCTi JiKyBaHHS.

HNPUMITKA. 3aranom, HaiimommpeHimMMU NOOIYHMMH SIBUIIAMH € Taxikapais,
NPUILIMBH, TPeMOp, AUCKOM(OPT B NLIYHKOBO-KHIIKOBOMY TPAaKTi Ta roJIOBHUH 0ilb,
0C00/IMBO i Yac MBUAKOI iIHQY3ii, | BOHH € NepeBakHO JIeTKHUMH Ta TPAH3UTOPHUMH. OxHAK
MO3Ke TAKOXK CIOCTepiraTucs rinoToHisi Ta/a6o Ts:KKa rinoHaTpieMist.

INPUMITKA. /Ina BariTHHX XiHOK mig 4yac mepeiimiB Ta moJioriB BOI' pekomenaye
o0epeskHe 3actocopyBaHHs JI/IABII, i iforo ciix yHukaTu npu npeexkJjaamiicii Ta ekjaamicii.

ITPUMITKA. Ilpu 3acrocyBaHHi moHaa 3 ai0 mocmiib TepaneBTHYHA BiANOBIAbL MOKe
3MeHIIyBaTuca (taxiginakcisg), i 3pocrae pU3MK YCKJIAAHEHb; TAKMM YHHOM, MOXKYThb
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3HAJ00MTHCS KOHIIEHTPaTH (paKkTopa 3ropTaHHs, IKIIO NOTPi0HI 0inb1I BHCOKI piBHI pakTOpa
NPOTSArOM TPUBAJIOTO Iepioay.

Pexomenpanis 5.6.2:

s nopociaiux BOI' pexomenaye He 3acrocoByBatn JI/IABII 6inbie 3 quiB mocmiab i
Jie mig nuiabHuM Harjasaaom. Sxmo JIIABII BBoasiTh ABiYi NPOTSATOM OHi€T 100H, MOJAIbIIIE
A03YBaHHSA CJIiJl 00MeKUTH 10 OJHOT0 pa3y Ha 100y.

INPUMITKA. 3arajsom, HalinomupeHilIMMUA He0aKaHMMHU SIBUIIAMM € Taxikapjiis,
rinepemisi, TpemMop, AUCKOM(OPT Yy HUIYHKOBO-KMIIKOBOMY TPaKTi Ta TroJIOBHHIl Olib,
0c00JMBO TiJg Yac mBHAKOL iHQy3ii. OQHAK TaK0K MOKYTh BHHHKHYTH TimoTeH3is Ta/ado
rinoHarTpiemis.

IMPUMITKA. Ilpu 3acTrocyBanHi monaja 3 aid mocniyib TepaneBTHYHA BilNIOBiAbL MOXKe
3MeHIIyBaTucs (Taxiginakcis) Ta 3pocTae pU3MK YCKJIaJHEHb; TAKHM YHMHOM, MOXKYThb
3HAA00MTHUCH KOHUEHTPATH (haKkTOpa 3ropTaHHsA, SIKII0 NOTPiOHI OLbII BUCOKI piBHI (hakTOpa
NPOTArOM TPHUBAJIOTO Iepioxay.

Pexomennauis 5.6.3:

s piteit BOI' pekomennye BukopucroByBaTu He Oiibuie 1 no3u JI/IABII na 100y He
oinbuie 3 1i6 mocniyib.

IHNPUMITKA. 3arajiom, HaiinommpeHimMMu He0aKaHUMM SIBUILIAMH € Taxikapais,
rinepemisi, TpemMop, AUCKOM(pOPT Yy NUIYHKOBO-KMIIKOBOMY TPaKTi Ta TroJIOBHHIl Oiib,
0c00/IMBO MiJ Yac MWBHAKOI iH(QY3ii. OQHAK TaK0K MOKYTh BHHHKHYTH TinmoTeH3is Ta/a6o
rinoHarTpiemis.

INPUMITKA. IIpu 3acTrocyBaHHi moHax 3 Ai0 mocnijib TepaneBTHYHA BiANOBIAb MOKe
3MeHmyBaTucs (Ttaxidginakcis), i 3pocrae pH3HMK YCKJIagHEHb; TAKUM YHHOM, MOXYThb
3HAJ00MTHCH KOHIEHTPATH (paKTOpa 3rOPpTaHHSA, SIKIIO NMOTPiOHI OlIbII BHCOKI piBHI (pakTOpa
NPOTSATrOM TPUBAJIOTO Mepioay.

Pexomenpanis 5.6.4:
Hdas nited Bikom 10 2 pokiB BDI' 3acrepirae, mo IIABII nporunokaszanmuii yepe3
NiABMIEHUI PU3UK HANA/iB SIK HACJTIAKIB 3aTPUMKH BOJM TA TinmoHaTpiemii.

Pexomenpaauis 5.6.5:

ITamienTam i3 pU3MKOM cepuHEeBO-CYAMHHHMX 3aXBOPHBaHb a0o0 TpomoOo3iB BT
pexoMenaye 3acrocoByBatu JI/IABII 3 o0epexHicTIO yepe3 pu3nk TpoMOoemM00J1ii Ta iHpapKTy
Miokapja.

TpanekcamoBa KHCJIOTA

TpanekcamoBa kuciora — 1e aHTUPIOPUHOMITHUHUN 3aci0d, SKUH KOHKYPEHTHO
MEepeIIKO/PKAE aKTUBaLli IUIa3MIHOTEHY 10 IUIa3MiHy. BoHa minBuinye cTaOUIBHICTH 3TYCTKY 1
KOpHCHA SIK JI0TIOMIKHA Teparlisl Iy JeAKUX TUMAaX reMo(iliuHIX KpoBoTeu .

JIikyBaHHSI JMIIE TPAaHEKCAMOBOIO KHCJIOTOIO HE 3amnobirae mosBi TreMapTpo3iB Mpu
remoinii®.

TpanekcamoBa KHcCI0Ta KOPUCHA JUIS JTIKYBaHHS TIOBEPXHEBUX KPOBOTEY 3 M SIKUX TKaHUH Ta
CIM30BOi OOOJIOHKM (HANpUKIIAJ, KpOBOTEYa Yy POTOBIM MOPOXKHMHI, HOCOBI KpOBOTedl Ta
meHoparii)®6-%8,

TpanekcamoBa kuciota ocoOJMBO IIHHA B YMOBaxX CTOMATOJIOTIYHOI XIpyprii 1 Moxe
BUKOPHCTOBYBATHUCS I KOHTPOJIIO KPOBOTEY y POTOBii MOPOXKHUHI, OB’ SI3aHUX 3 MPOPI3yBaHHAM
uy BunaganHaM 3y6is®’ %,

JuB. takox Pozmin 2: «KomrmiekcHe nikyBaHHS remodimii», 1 Posnin 7: «JlikyBaHHs

crenu(piYHUX KPOBOBUIIUBIBY.
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Ho3ysannsleeedenns

TpanexkcaMOBY KHCIOTY 3a3BHYail NPU3HAYAOTH Y BUIISAL TAOJNCTOK JUIsl IEPOPAIBHOIO
npuitomy (25 mr/kr/no3y) 3—4 pasu Ha JeHb. [i TaKoX) MOXHA BBOJMTH ILISXOM BHYTDPilIHHOBEHHOT
iH}y3ii (10 mr/kr/mo3y) 2—3 pa3u Ha JeHb. BoHa TakoX IOCTYITHA Y BUTJISII 3aCO0Y IS TOJIOCKAHHS
HOPOXKHHUHHU POTA.

Pigxo MOXXyTh BHHMKATH LUTYHKOBO-KHUIIKOBI po3naiau (HymoTa, OiroBoTa abo miapes) siK
noOIYHUHN ePeKT 3acTOCYBaHHsI TPAHEKCAMOBOI KHUCJIOTH, aJle 1[I CUMIITOMH 3a3BUYail 3HUKAIOTh IPU
3MEHIIeHHI 103u. [Ipu BHYTPIIIHBOBEHHOMY BBEACHHI TPAHEKCAMOBY KHCJOTY CIIiJi BBOJUTH
HOBUIBHO, OCKIJIBKY IIBUKE BBEJICHHS MOKE IIPU3BECTH JI0 3aI1aMOPOYEHHS Ta IIOTOHII.

Jlisi BUKOPUCTAHHS y JITEH TakoX JOCTymHa (hopMa TpaHEKCAaMOBOi KHCIOTH y BHIJISIL
cupony. Y pa3i HeIOCTYIHOCTI TaKMX JIKapChbKUX (POpM TabJIETKy TPAaHEKCAMOBOI KUCIOTH MOXKHA
pETEeNbHO MOAPIOHUTH Ta POZUYMHUTH y YHCTIH BOZI JUIS MICIIEBOTO 3aCTOCYBAHHS MPH ypaskeHHSX
CJIN30BO1, 1110 KPOBOTOYATh.

TpanekcamMoBY KUCIIOTY, 3a3BHYAii, MPU3HAYAIOTH MIPOTATOM 7 /110 MiCIIst eKCTpaKIii 3y0iB st
3aro0iraHHs MiCASONePAliHHIM KPOBOTCYAM.

TpanekcamoBa KHCIOTa BUBOIUTHCSI HUPKAMH, ii 103y CJIiJ1 3MEHIITYBATH, SIKIIO € TIOPYIIECHHS
GyHKLIT HUPOK, 100 YHUKHYTH HAKOIMYEHHS TOKCUYHUX PEYOBHH.

3acTocyBaHHSI TPAaHEKCAMOBOI KMCJIOTH MPOTUIIOKA3aHO JUIsl JIIKYBaHHSI TeéMaTypli, OCKIJIbKU
BOHAa MOJKE IEPELIKOKAaTH PO3YMHEHHIO 3IYCTKIB y CEUOBOJI, L0 HPU3BOJAUTH 10 CEpHO3HOT
OOCTPYKTHBHOI ypomnarii Ta MOTeHLIHHO MOCTIHHOI BTpaTH (QPYHKIIT HUPOK.

TpanekcamoBa KHCJIOTa TaKOK NMPOTUIIOKA3aHA MPH IPOBEIEHHI TOpaKalbHOI Xipyprii, Je
BOHA MOYE ITPU3BOUTH JI0 PO3BUTKY HEPOZUYHMHHUX IE€MATOM.

TpanekcamMoBy KHCIIOTY MOYKHa IPU3HAYaTH OKpeMo abo pa3oM i3 CTaHAAPTHUMH J03aMHU
K®K, Brirouaroun o6xinni 3acobu, taxi sik KATIK ta rFVIIa’%72,

TpanekcamoBa KHCIIOTa MPOTUIIOKA3aHa MalieHTaM 13 remodiniero B, ski otpumyrors KIIK,
OCKIIbKH TIPH IIbOMY 30iMBITyEThCS PH3HK TpoMOoemboii’>.

Pexomennauis 5.6.6:

Juist manienTiB 3 remogisnicro BOI' pekomenaye, mod anTugiopnHoIiTHKH 0yJIH HiHHOIO
AJIbTEPHATHBOIO /11l BUKOPHCTAHHA SIK CAMOCTIIIHO, TaK i B IKOCTi 10MIOMi’KHOI0 JIIKyBaHHS,
0C00JIMBO VIS KOHTPOJII0 KPOBOTeEY i3 CIM30BHX 000JIOHOK i IIKIPHUX NOKPUBIB (HANIPUKJIAL,
enmicTakcuc, poTOBi Ta NUIYHKOBO-KHIIKOBI KpPOBOTedi Ta MeHoparii), a Takox AJs
CTOMATOJIOTIYHHUX ONepaniii Ta npu npopizyBanHi a00 BunaganHi 3y0is.

INPUMITKA. AuTudiOprHOJITHKH MOKHA 3aCTOCOBYBATH 3i CTAHJAAPTHUMH /J103aMHU
KOHIEHTPATiB (aKTOpiB 3ropTaHHsA, BKJKYAW4YM O0O0XiAHi 3aco0um. OpnHak ix He cCJin
3aCTOCOBYBATH 3 KOHIIEHTPATaMH NPOTPOMOIHOBOr0 KOMILIEKCY 4epe3 MiIBUIIEHUN PU3HUK
TpOMOOEeMOO.Til.

Pexomenganist 5.6.7:

IMauienTam 3 remarypiecro BOI' pekomenaye He 3acTOCOBYBAaTH aHTH(IOPpHMHOTITHKH,
OCKIJIbKH IIe MPOTUIIOKA3aHO VIS TAKUX MALI€HTIB Yepe3 MiABMIEHUI PH3UK 00CTPYKTHBHOI
ypomnarii.

Pexomenpauis 5.6.8:
IManienTam i3 HUPKOBOIO HeaocTaTHicTIO BOI' pekoMeHnaye 3MeHIIYBATH /103yBaHHA
aHTH(IOPUHOIITUKIB Ta NPOBOAUTH peTeJbHUIl MOHITOPHMHT.

Encuiion-aMiHOKanpoHOBa KMCJI0TA
Encunon-amiHOKanpoHOBa  KHCIOTa MoOAiOHA 10  TpPaHEKCaMOBOI  KHUCIIOTH, — aje
3aCTOCOBYETHCS MEHIIIC, OCKLTBKM BOHA Ma€ MEHIIWI Mepio]] HamiBBUBEACHHS 3 IUIa3MH, MEHIIY
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e(eKTUBHICTb Ta BUILY TOKCHYHICTH®,
Jlu. Takox Po3min 2: «KommiekcHe nikyBaHHsA Temodimii», 1 Posnmin 7: «JlikyBaHHA
crieun(piYHUX KPOBOBUIIMBIBY.

Joszyeannslesedenns

VY nopociux EAKK 3a3Buuaii BBoasTE epopainbHo (100 mr/kr/mo3y g0 makcumym 2 1/103y)
a0o BHyTpimHKOBEeHHO (100 Mr/kr/mo3y 10 MakcumyM 4 1/7103y) KOKHI 4—6 TOUH 10 MaKCUMyM 24
r/100y.

Takox noctynuuii npenapar y Burisigi cuporny EAKK 250 mr/mo.

Komenmap pooouoi epynu: na momenm pospooku oanoi Kniniunoi Hacmanoeu nikapcoKuil
3aciO 3 MIJICHAPOOHOW HENAmeHmMoBAHOK HA36010 AMIHOKANPOHOB8A KUCIOMA ) JIKAPCobKill ¢hopmi
cupony 015 nepopanbHO20 NPUutiomy 8 Ykpaini ne 3apeccmposanuil.

Po3ma nuTyHKOBO-KHIIKOBOTO TPAKTY € YaCTHM YCKJIaIHEHHsM pu 3actocyBaHHI EAKK.

3MEHIIEHHS 1031 YacTO MOJIETUIYE el MOOIYHUMN eeKT.

MiomaTist — 11e pifKicHa modiyHa peaxiisi, mpo sKy nosizomisitors npu Tepanii EAKK (ane
HE TPaHEKCAMOBOIO KMCJIOTO0), SIKa 3a3BMYail BUHMKA€E MICIsA NPUHOMY BHCOKUX 103 MPOTAIOM
JEKITbKOX THXKHIB.

Mionartis npu BxuBaHHI EAKK wacto € 0OoiicHOIO, MOB’s3aHa 3 IIJBUIIEHUM pPiBHEM
KpeaTWHKIHA3M, Ta IHKOJIM cripruuuHsie MiornoOinypito. [Ticns npunuaenns nikyBanas EAKK moxna
OYIKyBaTH OBHOT'O 3HUKHEHHS CUMIITOMIB.

5.7 HepaxkTopHa 3amicHa Teparmisi
[Iporsirom ocTaHHIX ITSTH JAECATWIITH OCHOBHA yBara Npu Tepamii remodimii Oyna
CIOpsMOBaHAa Ha 3aMilIeHHA BIACYTHbOro Oinka (akTopa 3ropTaHHS KpOBi; OJHAK 3apa3s
pPEeKOMOIHAHTHI TEXHOJIOTI B MOEAHAHHI 3 KpallldM pPO3YMIHHSIM OCHOB 010XiMii 3ropTaHHsI KpOB1
3MIHIOIOTh APAAUTMy JIIKyBaHHS.

OOrpyHTYBaHHS Ta MeXaHIi3MH il

Ha nanwii yac Bxke cTBOpeH1 a00 3HAXOJATHCSA y PO3poOIll HOBI 1IHHOBAIIIHI TepaneBTUYHI
3ac00M 3 aJbTEPHATUBHUMHU CIIOCOOAMHU JOCTaBKM (HANpPHUKIAJ, MiAMIKIPHAM) 3 METOI0 MOJ0JaTh
OOMeXEeHHs NOTOYHOI 3aMICHOI Tepamii (akTopaMH 3ropTaHHS KpoBi (Takl SIK BHYTPIIIHbOBEHHE
BBEJICHHS, KOPOTKUH MepioJl HaliBBUBEIEHHs, PU3UK YTBOpeHHs iHri0iTopiB). Lli 3acobu maroTh
3Ha4HO TmoKpamieHi mpodim DK 3 myxe HHU3BKHM TsArapeM MI0J10 HEOOXITHOCTI BBEICHHS
(HampuKJaa, BBEEHHS pa3 Ha MICSIb), [0 MOKe 30UIBIINTH BiMOBIAHICTb.
3amimyBajbHa Tepamnist

3aMinlyBaibHa Tepamist BiJpi3HAETbCA BiA (aKTOPHOI 3aMiCHOI Teparii THM, IO BOHA
0a3yeTbCs Ha BUKOPHCTAHHI aJbTEPHATUBHOTO TE€MOCTATUYHOIO 3aco0y Juis 3aMmiHM (akTopa
3ropTaHHs KpoBi. Ha MoMeHT 1iei myOmikarii MiMeTHK akTopa eMiln3ymal € IepIIolo Ta €IUHOI0
JIIEH30BaHO0 3aMIHIOBAJILHOIO TEPAITIETO.

Eminm3ymad — ue ribpuane Oicnenn¢pidHe aHTHTLIO, ke HaiieHe Ha ¢epmeHT FIXa Ta
sumoreH FX, mo imitye kodakropry ¢pynkuiro FVIII y nanienTiB 3 remodiniero A, 3 iHridiropamu
a6o 60e3 Hux. Eminmszymat 3B's3yerbes 3 FIX, FIXa, FX ta FXa; oqnak, came iforo adinnicts g0 FIXa
ta FX cnpusie aktusanii FX, sxa katanizyerscs FIXa, Ta yrBopeHHIo TeHasu’' ",

KitouoBumu mnepeBaraMu eminu3ymMady € HOro MiAIIKIPHUNA HUISAX BBEJCHHS, TPUBAIUH
nepioj] HaMiBBUBEJCHHS, BUCOKA €(EKTUBHICTh y MPO(]IaKTHIIl KPOBOTEY Ta 3MEHIIECHHS YaCTOTU
emi30/1iB KpOBOTeY y maiieHTiB 3 iHriditopamu FVIII abo 6e3 HUX.

Ockinpku eMinmm3ymad OioximiuHo BiapisHseTbes Bim FVII, 3anumaerscs 6arato muTaHb
110710 10T0 TOBIrOCTPOKOBOT'O BILTMBY Ha MATOJIOTIIO CYTI00iB Ta IMyHOT€HHICTh Y TAIlI€HTIB, SIKi HE
MaroTh 1HT101TOPIB.
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Eminm3yma® He mnpusHaueHWd JUIs JIIKYBaHHS €Mi30fiB TocTpux KkpoBored. [lorpiOna
00epeXHICTh TIPH JIIKYBaHHI €Mi30J[iB NMPOPUBHUX KPOBOTEY IIiJI Yac MPUHAOMY eMilu3ymaly,
OCKUIBKM y KIJIBKOX TMAIiEHTIB PO3BUHYJIACh a00 BEHO3Ha TpomOoeMOoumis, abo TpOoMOOTHYHA
MiKpoaHrionaris npu ogHodacHoMY 3actocyBanHi 3 KAITK'®. Criz 3BepTaTcs 10 eHTPY JTiKyBaHHS
remodinii Ta cIigyBaTH KEPiBHUITBY 3 YIPABIIHHS PH3UKAMH.

Pexomenpauis 5.7.1:

st manienTiB 3 remodiiiero A 3 inridiropom pexkomenaauisa BOI' moasirae y romy, mo
eMinmu3yma0 cJjiiJ1 3acTOCOBYBATH /ISl PeryJasipHoi NpodiakTHKH.

INPUMITKA. [das nauieHtiB 3 remodinicio A 0e3 iHridiropy pexomennamis B®I
MOJIATA€E Y TOMY, 10 eMiM3yMa0d MOKHA BUKOPMCTOBYBATH /ISl PeryJsipHOi NpoQiiakTuKH.

3aco0m 1uis1 pedastaHCyBaHHS IeMOCTa3y

B cuctemi remocTasy peryaroeTbes OalaHC MK IMTPOKOAryIstHTaMu (Harpukiaz, Gpakropamu
3rOpTaHHS KPOBi) Ta MPUPOJHUMHU AHTUKOATYISIHTAMU (HAIMPHUKIIA, aHTUTPOMOIHOM, 1HTIOITOPOM
nusixy tkaauHHOTO (hakropa (TFPI) Tta aktuBoBanmm Ginkom C). IlopymieHHs 3ropTaHHs KPOBi €
HACJIIJIKOM Je(ilUTy MPOKOAryJIsSHTIB, TO/1 AK AeDIIUT NPUPOAHUX aHTHUKOATYISHTIB MMOB'SI3aHUM 3
[iABUIEHUM PU3UKOM TPOMOOYTBOPEHHSI.

I'emodinisi, Sk mNpaBWIO, JIKYEThCS MUIAXOM 3aMICHOTO BBEACHHS  BIiJCYTHHOTO
IPOKOAryJISTHTHOTO Oinka abo 00XimHUX 3ac0o0iB (HANPUKIIAA, KOJIH MPHUCYTHI 1HTiOiTOpH). OnHak
1HriIOyBaHHS TMPHUPOJAHUX AHTHKOAryJsSHTIB TaKOXX MOXKE BIIHOBUTH TemocTa3. lle MokHa
CTHIOCTEpIraTé B MPHUPOJHUX YMOBaX, OCKUIBKH CIUIbHE yCHaAKyBaHHS TpoMOodiumiuHuX (hakTopiB
PU3MKY MOKE TMOM'AKIIYBaTH KIiHIYHUN (peHoTun Tspkkoi remodinii A. Kpim Toro, yTBopeHHs
TPOMOIHY 301IBIIYETHCS TPU CHIJIBHOMY YCHaAKyBaHHI TeMo(1Iii 3 1eskuMu popmamu TpoMOodiii
(Hanmpuknaz, aedinutom npoteiny C).

®itycipan — e tepanis Ha ocHOoBI PHK-iHTepdepenuii, sika cnenudiuHo HaiieHa Ha
matpuuny PHK aHTUTpOMOiHY /Ul NPUTHiYeHHs yTBOPEHHS aHTUTPoMOiHy B Tedinui’’. ITepeparu
3aCTOCOBYBATH Y JIFOJIeH K 3 remodimnietro A, Tak i B, 3 iHribiropamu abo 6e3 HUX.

Jlig npo(1aKTUKK KPOBOTEY HANOUIbII €(PEeKTUBHUM € IPUTHIYEHHS aHTUTPOMOIHY Ha 75%.
V BUIaAKy IPOPUBHOT KPOBOTEUI MOKHA BUKOPUCTOBYBATH 3aMicHY Teparito ¢akropamu FVIII/FIX
abo oOxigHMMM 3aco0amH, OJHAK CJIIJl 3aCTOCOBYBAaTH MEHIII JO3H, 100 MIHIMI3yBaTH PHU3UK
Ha/IMIpHOT aKTUBHOCTI ITPOKOATryJISTHTIB.

BuxopucTtanus aHTuUTLI 10 1HTIOITOPY HUIsAXy TKaHuHHOrO (aktopa (TFPI) sBise coboro
IHIIMHA TAXIA, SKUH TECTYEThCS y KIIHIYHUX JOCHIKeHHSIX. B maHuil yac po3poOisiroThesl pisHi
antutina g0 TFPI, yci Bonu 3B’ s3yroThes 3 nomenoM K2 a6o 3 nomenamu K1 1 K2 monexymu TFPI,
TakuM uruHOM 3axuiaroun FXa ta FVIla Big iHri6yBaHHﬁ78. i mpenapaty TakoX MOXHA BBOAUTH
MIITKIPHO Ta BITHOBIIIOBATH T€MOCTA3 y JIoJiei 3 remodimiero sk A, Tak 1 B, 3 iHridiTtopamu ado 6e3
HUX, ajleé TPUBAIICTh IXHBOI Jii OOMEXeHa MIIIeHb-0MOCEPEIKOBAHIUM PO3IOALIOM Ipenapary.
3actocyBaHHs (PiTycipaHy BUMarae peTeibHOTr0 KOHTPOJTIO, 1100 MiHIMI3yBaTh pU3uK TpoMO03y. JIBi
KIIIHIYHI TporpaMu JOCHiKeHb aHTuTin a0 TFPl 3apa3 TpuBaioTh, ogHaK y J[ABOX IHIIUX
CrocTepirajgucsi O3HakKh TPOMOOTHYHHUX YCKJIaJHEHb. Yepe3 1i MOOIUHI SIBUIA OAHY KIIHIYHY
nporpamy OyJi0o 3yIHHEHO, a 1HIIy TOBHICTIO IPUITMHEHO.

JluB. Takox Po3ain 2: «KommnekcHe mikyBaHHS remodinii», Posain 6: «IIpodinaktuka npu

remodinii», Po3ain 8: Inribitopu 10 ¢axropis koarymsuii» 1 Po3nin 9: «Crenudiuni nutaHHs

JKYBaHHS TeMOpiii».

Komenmap pooouoi epynu: na momenm po3pobku oaroi Kniniunoi nacmanosu nikapcokuil
3aci6 3 MIJICHAPOOHOI HENAMEeHMOBAHOI HA38010 (imycipan 6 YKpaini He 3apeecmpoaHuil.
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Po3ain 6. IIpodinakTuka npu remodiii
Y yvomy Po30ini pozensioaemocs npoghinakmuka y nayicHmis 3 2emoghinieto 3a 8i0cymHocmi
ineibimopis 0o ¢paxmopa VIII abo IX. l[o0o npoginakmuku nayienmia 3 ineioimopamu, ous. Po3zoin

8: «Ineibimopu 0o pakmopie koazynayii».

2.4 Beryn
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[Tpodinakruka npu reModisii mossrae y peryisipHoMy BBEACHHI TEparieBTHYHUX MPETaparis,
CIPSIMOBAaHUX Ha MIATPUMKY T'€MOCTa3y JAJisl 3a00iraHHi0 KpoBOTE€YaM, OCOOIMBO KPOBOBUIIMBAM Y
cyrnoOwu, SKi MPU3BOIATH 10 apTponarii Ta inBamigHocTi. [IpodinakTrka MOBUHHA 1aTH MOKIHBICTD
JOJIIM 3 TeMO(D1TI€I0 BECTH 3/I0POBUM Ta aKTHBHUH CIIOCIO JKUTTS, BKIFOYAIOYH YYaCTh y OLIBIIOCTI
Gi3MYHUX Ta COLIaTbHUX BHUJAAX TiSUTBHOCTI (BOMA, y IIKOJI, Ha poOOTI Ta B TpoMaji), Ha PiBHI
monen 6e3 remodiii.

[MpodinakTuka kxoHuentpatamu QakropiB koarymsmii (KOK) HasuBaeTbes peryisipHOIO
3aMICHOIO Tepartiero. Takuil pexxuM BiIPI3HIETHCS B1J €130 IMYHOT 3aMiCHOI Tepartii (TaKoXK BiJOMOi
AK «IKyBaHHS Ha BHMOTY»), SIka BM3HA4aeThca sk BBegeHHs K@K mumre min wac kpoBoTedil.
Enizonnuna Teparis, HE3aJeKHO BiJi BUKOPUCTOBYBAaHUX /03, X0ua 1 HEOOXiHA I 3MCHIICHHS
0010 Ta 1HBAJIIIU3YIOUOTO BILUTUBY OKPEMHUX KPOBOBHIIMBIB, ICTOTHO HE 3MIHIO € MPO(]ijib KpoBOTEY,
a OT)Ke, HEe 3MIHIOE IPUPOAHUIA aHAMHe3 reMOo(iii, 10 MPU3BOIUTH 10 YPAKEHHS OIOPHO-PYXOBOTO
amapary Ta iHIINX YCKJIaJHEHb, 3yMOBIIEHUX KPOBOTCUAMH.

Tomy 3amicTh emi3oAUYHOI Teparnii 3aBXKA1 PeKOMEHIYEThCS BUKOPUCTAHHS MTPO(DITAKTUKH.
VY kpainax 3 OOMEKEHHMH MOJJIHMBOCTSAMH B Taily3i OXOpPOHH 3JIOpOB'S Ta Ui MAIli€HTIB 3
obMexeHnM aoctynom 10 KOK MoxyTh 3aCTOCOBYBATHCS MEHII IHTEHCUBHI CXEMH MPO]ITaKTUKH
(muB. po3min 6.9 «ExonomiuHi acniekTu npodinakTukn»). TUM He MeHIIe, Y BCiX KpaiHax iJieaiom €
Taka CHUTYyallis, KOJIM MAI[leHTHU HE MarTh KpOBOTEY (TOOTO, OCSITHEHHS «HYIhOBOI» KUIBKOCTI
KpOBOTEY).

3 MOsIBOIO 1HHOBAIIMHUX HE(PAKTOPHUX METOIIB 3aMICHOI Tepartii, siKi 31e01IbIIIOr0 MOYKHA
BBOJUTH  MIIMIKIpHO,  TPOQUIAKTHKA  TEPEOCMHUCIIOETHCS ~ SK  pEryjsipHEe  BBEACHHS
(BHYTpPIIIHBOBEHHO, MiJMIKIPHO a00 IHIIUM YHMHOM) Te€MOCTaTUYHOro 3aco0y (3acobiB) s

TIOCHJIEHHS TEMOCTAa3y Ta e(peKTHBHOTO 3am0biraHHs KpoBOTedaM y Jrofieit 3 reModimiero®?,

Pexomenaauis 6.1.1:

J1st manieHTiB 3 remodiiero A a60 B 3 TH:KKHM (eHOTHIIOM (CJ1i/f 3ayBasKMTH, 10 CHOIH
MOXKYTh BXOAUTH NAli€EHTH 3 NOMipHOIO reModiniero, ajge TsKKUM ¢(eHoTunom), BOI'
HAIOJIETJIMBO PEKOMEHAY€ 3HAXOAUTHCH Ha npodijakTuui, AOCTaTHIN s 3anmo00iraHHsA
KpoBoTe4YaM y Oyab-IKHil Yac, ajle Taka npodiJakTHKa NOBUHHA O0yTH iHAMBinyali30BaHo10, 3
ypaxyBaHHAM (eHOTHIY THKKOCTI KPOBOTeY NAII€HTa, CTAaHY CYIJ100iB, iHAWBIAYaJbLHOI
(apmakokiHeTHKH Ta CAMOOUIHKMY i M00aKaHb Mali€eHTA.

HNPUMITKA. InpuBinyanizanmis npoQuIakTHKM O3Ha4a€, MO0 SAKIIO Y MAaNi€HTa
NPOAOBIKYIOTH BiI0OyBaTHCSl KPOBOTeYi, HOT0 pesKUM NPOoPIAKTHKH NOBHHEH OyTH OoCHIeHMIi
(3a no3or0/9acrororo, ad0 3a 000Ma mapamMeTpamMn), 00 MoNeEPeIUTH KPOBOTEUi.

IMPUMITKA. V kpainax 3i 3HaUHMMHU 00MeKeHHSAMM Yy rajiy3i 0Xoponu 310poB's BOI
TAKO0K BHCTYINA€ 32 BUKOPUCTAHHSA NPO(QLIAKTHKH NMOPIBHAHO 3 €NMi30AMYHOI0 Tepami€lo, aje
BU3HAE, 110 MO’Ke 32CTOCOBYBATHCS MEHII iHTeHCHUBHA NpodiakTuKa.

Hus. Iligpo3aimu 6.9 «ExoHomiuni acnektu mnpodimaktukum» Ta 6.10 «Hwusbkomo30Ba

npodilakTHKa y Mali€HTIB 3 00MekeHUM 10cTynoM 10 KOK».

3amicHa Tepamnis (paKTOPpaMH i3 CTAHAAPTHUM IIEPi0IOM HANIBBUBECHHS

[IpodinakTuky pasille BH3HAYalM $K pETYJIsIpHE BHYTPIIIHbOBEHHE (B/B) BBEACHHS
BiJICyTHBOTO (pakTopa 3ropranHs Kposi VIII (FVIII) y moneit 3 remodinieto A a6o dakropa IX (FIX)
y nrozeii 3 remodinietro B, ki BBoasaTh 3 MeToro miaBuineHHs piBHsA FVIII abo FIX Tta 3anmoGiranns
kpoBoTeyam’. Haronoc y TakoMy 3aranbHONPHIHATOMY BH3HAUeHHI IPOo(DiTakTHKU 6YI0 3poOaeHo
Ha 3aro6iraHHi cyrio000BUX KPOBOTEY Ta Ha MiITPUMIL 30POB’ sl OMOPHO-PYXOBOTO arapary.

Merta npoilakTUKH MoJIAraia y ToMy, 1100 JIoJIuHa 3 TSKKOI0 (opMoro reModinii (6a3oBHit
piBens FVIII abo FIX <1 MO/, To6T0 <1%) 0TpriMana peHOTUI KpOBOTEY, THITIOBHH ISl TIOMiPHOT
a0o serkoi remodiutii, NUIIXOM MiATpUMaHHs piBHS (akropa Buiie 1 MO/ ( >1%) y Oynb-sikuii
gac,

Takuii pexxuM 0a3yBaBCsl Ha CIIOCTEPEIKEHHI, 10 Y JIFOACH 3 MOMIPHOIO TeMOQITIEID PiIKO
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BiJI0OYBaIOTHCSI CIIOHTAHHI KPOBOTEYI, 1 BOHM MalOTh HabaraTo Kpaiie 30epexeHHs PyHKIIi1 cyrao0iB.

Opnak 4yepe3 MOCTYIOBE HAKOMWYEHHsI HOBUX JAaHUX CTa€ Jieaji OUIbI 3aralbHOBU3HAHUM
Tol (akr, mo 3anmikoBi piBHi (akropa 1-3 MO/mn (1%—-3%) € HemocTaTHIMH JUIsl TIOBHOTO
MOTNIEPEKEHHS KPOBOTEY y BCIX JItO/IeH 3 TeMOo(iTi€ro, 1 32 TAKUX PIBHIB MEPIOIUYHO BiIOYBAIOTHCS
KJIHIYHI Ta CyOKJIIHIYHI KPOBOTEY, 1110 MPU3BOAUTH JI0 TOCTYIIOBOT'O MPOTPECYBAHHS 3aXBOPIOBAHHS
Cyr7106iB MPOTATOM YChOTO KUTTH .

3araioM, YuM BUII piBHI (QakTopa B OyAb-SKHIl Yac, TUM MEHIIE BUHHKAae KpoBored. Ha
koxHUH 1% 301b1IeHHss 6a30Boro piBHS (akTopa (y mroaeit 3 reModiiieto, Ki He 3HAXOAAThCA Ha
npodiIaKTUII) CIIOCTEPITaeThCs 3MEHILIEHHS YacTOTHU KpOBOTed, a Koiu 0azoBuil pierb FVIILC
crae BuIuM 3a 15 MO/ (15%), crioHTaHHi KpoBOTei € HexapakTepHuMu® 8, BpaskaeThbes, 110 Te XK
came BigHOCUTKCS 1 70 piBHIB FIX:C, X04a 116 muTaHHS 3aIUIIAETHCS MEHIII BUBUSHUM. AHAIOTIYHO
OyI10 MoKa3aHo, 1O YMM OlIbIle Yacy namieHT npoBoauTh 3 piBHeM FVIII auxuum 1 MO/mn (1%),

TUM BHIIIA YaCTOTA NPOPUBHHUX KPOBOTEY TIijl yac mpodinakrtuku®.

3amicHa Tepanisi pakTOpPOM i3 MOAOBKEHUM NePio0OM HATIIBBUBeIeHHS

3actocyBanHs K®K 3 monomxenum mnepiogoM HamiBBuBeneHHs (ITITH) Boucyerbes y
BU3HAYCHHS 3arajlbHONPUUAHATOI MpoQinakTuku (akTopamu, aje JH03BOJISE JOCSITAaTH OiIbIl
aMOITHUX IUIel MpPOQITaKTHKU, HIK MPOCTO MEPETBOPEHHS (PEHOTUIY MAIll€HTa 3 TSHKKOTO Ha
TIOMIPHHIA.

Lle ocobnuBo ctocyethbes neskux mpemnapari FIX 3 TIITH, siki 703BOJNSAIOTH JIOASM MaTH
piBenb FIX y Heremodiniunomy nianazoni (> 40 MO/ [40%]) npoTsirom 3Ha4HOT YaCcTKH 4Yacy, Ta
Ha piBHI Aiana3ony nmoMipaoi remodimii (5—40 MO/ [5%—40%]) 6e3mocepeHbo mepe 1 HaCTYIMHOO
indysiero®.

Xoua npodinaktuka 3 Bukopuctanusm KOK O6yna GpyHaamMmeHTaabrHOI OCHOBOIO JIIKYBaHHS
reMod il MpOTATOM 0araTbox JECATUIITh, HA JaHUI YaC OCHOBHA KOHIIEMITiS JIIKYBaHHS 3MIHIOETHCS
3 PO3BUTKOM HOBHUX THIIB Teparlii.

HedaxTopna 3amicHa Tepamist

HedaxTopna 3amicHa Teparis BiIpi3HAETbCA Bl 3aMiCHOT Tepamii (hakTopoM 3ropTaHHsI KPOBi
TUM, 110 3a0e3Meyye reMocTa3 3a JOIMOMOTrol 1HIIOTo MexaHi3My, Hix 3amimienHst FVIII ado FIX.
[Tepmroro 1 Ha vac miei myOmikalii €1MHOI0 He(haKTOPHOIO 3aMiCHOIO Tepamiero remodimi A, ska
oTpuMana ireH3yBaHHs, € emimuzyma6'’. Eminmsymad mimerye kodakTopHy axktupHicts FVIIL
[loro BBOAATH MiIKiPHO OJIMH pa3 HA THIKIEHb, a B JIEAKHX BHIAIKAX MOXKHA BBOIUTH IIE Piflle,
HaIpUKJIaJ OAMH pa3 Ha 2 abo 4 TwxHi (auB. Iligpo3ain 6.5. «[IpodinakTka 3 BUKOPUCTAHHSIM
He(aKTOPHOT 3aMiCHOT Teparii»).

OcCHOBHi BU3HAYCHHS Ta NOHATTH B nNpoginakTuui 3 Bukopucranuam KOK

[IpodinakTuky XapakTepHu3ylOTh 3aJ€KHO BIJl Yacy, KOJM ii PO3MOYMHAIOTH, Ta BIT Il
iHTeHcuBHOCTI. 1[i BU3HaYeHHS BiHOCATHCS 1 10 TeModinii A, i 1o remodinii B (quB. Tabmuri 6-1
Ta 6-2).

IMoyaTok npoginakTuku: yac Ta NiaAXoau

Bik Ha moyaTky npodilakTHKN BUSBUBCS CUIIBHUM MPEAUKTOPOM JIOBIOCTPOKOBUX KITIHIYHUX
pe3yJbTaTIB.

JIronu 3 remModiniero, y SKuxX npodinaktuka Oyna posmoyara paHo (ToOTO, MepBUHHA a00
BTOPUHHA MPOQiNaKTHKa), MOKA3aIH HAMKpAITi JOBrOCTPOKOBi pesyabTatu? (mus. Tabmumo 6-1 3
BU3HAYECHHSAMH TUIy npodinakTuku). KpiM Toro, paHHii moyaTok mpo@uIakTUKHA TaKOXK 3MEHILIYE
PHU3UK Ta YaCTOTY BHYTpilIHbOUepenHUX KpoBoBmwinBiB (BUK), siki € HallBUIIMMHU Y Jy’e MaTeHbKUX
nireit®®,

JIOBrocTpOKOBI KOTOPTHI MOCHTI/DKEHHSI TMOKa3ajiM, 10 HEBENHKa KIIbKICTh CYTrJI000BHX
KPOBOBWJIMBIB, SIKi BiIOYBAIOTHCSI HA PaHHIX €Tamax »HUTTSA 10 MOYaTKy NpodilakTHKH, Moxe (Y

JIeAKUX TIAIEHTIB) B KiHIIEBOMY HiZICYMKY HPU3BECTH 10 reModiniunoi aprpomaTiit4o
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Tomy perynspHy npo@iIakTUKY, pO3MOYaTy B MOJIOJAOMY Billi, Ta SIKY BBOJSTh Y BIATIOBITHUX
J103ax, CJiJ] BBAKaTH CTAHIAPTOM JIIKyBaHHS remModiiii, MOKK He OyAe JOCTYIHA albTepHATHBHA
JIOBFOTEPMIHOBA TEpaIlisi, TaKa K T€HHA Tepartis.

Panime icHyBanm pi3HI MiAXODW IIOJO TOTO, SIK PO3MOYATH 3BUYAMHY NPOQIIaKTHUKY 13
3aCTOCYBaHHSIM 3aMicHOT B/B Tepamii ¢akropom. JlBa OCHOBHI cmocodu (BHCOKOI030Ba
npodiTakTHKa Ta HU3bKOA030Ba MPOMUIAKTHKA 3 MITHOMOM JI03U) B OCHOBHOMY BIJPI3HSIOTHCS 32
yactoToro BefenHs KDK, i y MEHIIOMY CTyIHeHi — 3a BUKOPHCTOBYBAHHMH J103aMH .

[TpodinakTrka 3 mMaiHOMOM YaCcTOTH, KA TTOYMHAETHCSA 3 MEHII IHTEHCUBHOT MPOMITaKTHKH
(HampuKiaa, BBEJACHHS OAWH pa3 HAa THXKJCHb) 3 HACTYITHUM 301IBIICHHSIM YacTOTH, JO3BOJISE
MaJIeHbKUM JITSIM Ta IXHIM pOJMHAM IOCTYHOBO aJanTyBaTUCS [0 TAraps, CIPUYMHEHOIO
HEOOXIJHICTIO BBEACHHS NPOQUIAKTUKMA (HANpUKIaA, morpeda y peryisapHux mnepudepruaHux
BeHO3HHX 1H]Y3iax)!81°. 3a cranoM ManeHbKUX JiTel, y AKUX MPOodiIAKTUKY TOYNHAIOTH 3 HU3BKUX
7103 3 HACTYITHUM TiIHOMOM, HEOOXiTHO PETeIbHO HAIIAJIATH, 1 32 HEOOXITHOCTI CIIiJ HIBHIKO
301IbIIYBAaTH 1HTEHCUBHICTh MNPOQIIAKTUKU (200 JUIs BCIX MAIli€HTIB, a00 B 3aJI€KHOCTI BiJ
CUMIITOMIB KpPOBOTeU1), 00 3armodiraTu KpoBOTEYaM Ta, SIK HACIi0K, PO3BUTKY YCKJIaIHCHb.

SIKI10 MOYMHATH 3 MEHII IHTEHCUBHOT MPO(1TaKTUKH, a TOTIM IOCTYIOBO ii IiABUIILYBATH, 1€
MOYKE TIOJIETIIUTH JJIsl POAWHU HEOOXiAHICTh 3aCTOCYBAaHHS MPOQUIAKTUKM HA PaHHIX CTamisx i
MOKPALUTH JOTPUMAHHS MPO(IIAKTUYHOTO pekUMy. BUsBHIIOCS, 110 TAKUH MiIX11 TAKOX 3MEHIITY€
noTpedy y BCTAHOBJICHHI IPUCTPOIB IEHTpabHOTO BeHo3HOoro foctymy ([TLB/]). OgHak mamieHTH
HAa MEHII IHTEHCHBHIM NpPOQITaKTUI[l MalOTh BHUIMUN PU3MK KPOBOTEY OO MOMEHTY IMiJHSATTS
inTencuBHOCTI mpodinakTukuZ®?,

TABJIMISA 6-1. Kitacudikamis Tunis 3Buyaiinoi npodinaktuku remodinii A i B koHneHTparamu
(axTopiB Ha OCHOBI MOMEHTY il HOYATKY"
IlepBunna Perynspna OesnepepBHa MpoQiIakTHUKa, SKY PO3MNOYMHAIOTH 3a BIJCYTHOCTI
npodinakTuka | 33JOKyMEHTOBaHUX YIIKOJDKEHb CYIJI00IB, $KI BHU3HAYAIOTHCA (PI3UYHUM
OTJISIIOM Ta/abo JOCIiKEHHSIMH TIarHOCTUYHHUX 300paXeHb, 1 10 BHHUKHEHHS
JPYroro KIIHIYHO OYEBHUJHOTO KPOBOBUJIMBY B CYIJo0 Ta 10 JOCSTHEHHS
TPUPIYHOTO BIKY
Bropunna Perynspua GesnepepBHa npoduiakTuka, sIKy po3NOYMHAIOTh MIiciast 2 1 Ouible
npogiiakTHKa | KPOBOBUJIMBIB y CYIJIO0H, ajie 70 MOYaTKy PO3BUTKY YIIKO/DKEHb CYIJI00iB; 1€
3a3BUYail B110yBa€eThes y Billl 3 1 O1IbIIE POKIB
Tperunna Perynspna Oe3nepepBHa NpoQUIAKTUKA, SIKY PO3NOYMHAIOTH MICIS MOYaTKY
npoiIakTHKA | PO3BUTKY  JOKYMEHTAJIHHO  MIATBEP/IKEHOTO  YIIKODKEHHS  CYTJIO0iB.
TpetnHHOIO NPOQIIAKTUKOIO SIK MPAaBUIO HA3UBAIOTh MNPO(MIUIAKTHKY, SKY
PO3MOYMHAIOTH Y 3p1IIOMY BiIll

TABJIMIA 6-2. Knacudikaiiisi THMB 3BUYaiHOT MPOQUIAKTUKM KOHIEHTpaTamu (PakTopiB i3
CTaHJAPTHHUM TIEPi10JIOM HAMIBBUBEACHHS HA OCHOBI 11 IHTEHCHBHOCTI

InTeHcuBHIiCTD I'emodinis A I'emodginis B
npodinakTuku
[Mpodinaktuka 25-40 MO FVIIl/kr koxHi 2 aui (> | 40-60 MO FIX/kr nBiui Ha
BHMCOKHMH J03aMu’ 4000 MO/kr Ha pik) TiokaeHb (> 4000 MO/kr Ha pik)
[Ipodinakruxa 15-25 MO FVIll/kr 3 naui na | 2040 MO FIX/kr nBiui Ha
CEpeIHIMH J103aMHU tiwkaeHs (15004000 MOJ/kr Ha | Txaens (20004000 MO/kr Ha
pik) pik)
[MpodinakTuka 10-15 MO FVIll/kr 2-3 aui Ha | 10-15 MO FIX/kr 2 naHi Ha
Hu3bkuMU jgo3amu (i3 | Txaens (1000-1500 MO/kr wa | Tiokaens (10001500 MO/kr Ha
301JIBIIICHHSIM piK) pIK)
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IHTEHCUBHOCTI 03H, 3a
norpebu)?

Cxopouenns: FIX — dakrop IX; FVIII — dakrop VIII; MO — midkHapoaHA OJHHUIL; KT — KUTOTPaM.
*Cmixg cnpuiiMaTé JWIIe SK BUXIOHY TOYKY 3aMICHOI Teparii, Ky CJIiI aJanTyBaTH, HACKITBKH 1€ MOJKIHBO, IS
3aro0iraHHs KPOBOTEYI.

Jlnst mozeit 3 remoditiero A, y sKuX MpodiakTUKy ModnHaTh 3 Mmanux 103 KOK FVIIL, ne
MOXKE MaTu JOAATKOBY (HEIOBElIEHY) IepeBary, ska MOJsrae y 3MEHIICHHI pU3UKY 1HTIOITOpIB,
OCKUJIBKM OyJIo TIOKa3aHo, 1o Benuki Ta vacTti mo3u FVIII Ha paHHIX cTamisx mMmoB’s3aHi 31
36iIbIIEHHSIM YaCTOTH PO3BUTKY iHIiGITOPY??,

Jlns aromed 3 TSOKKOIO/MOMIPHOIO reMo(ii€ro, siki B paHHbOMY JUTHHCTBI IEPEHECIH
KpPOBOTEYI, 110 3arpOKyBajH >KUTTIO, HE CJiJI 3aCTOCOBYBAaTH MPO(UIAKTHUKY 13 TIAHOMOM 03, a
HEeraiiHO MOYMHATU MPO(DITAKTUKY BUCOKHUMH J103aMHU.

Sk Ta xomu po3nouatu npodinakTuky KOK i3 CITH abo 3 [1ITH, cyTTeBO HE BiApPI3HAETHCS.
B 000x Bumankax mnpodiTakTHKy CIiJ pPO3MOYMHATH CBOE€YACHO, MOYMHAIOYM 3 ab0 BUCOKOL
J1031/BUCOKOT 4acTOTH, 200 3 HU3BKOI YaCTOTOIO, 3 HACTYITHUM ITiIHOMOM YacTOTH.

ITpu KO®OK 3 IIIIH qna Garatbox sroneil MOXKyTh OyTH AOCTAaTHIMH MeEHII 4acTi iHQy3ii
(HampuKIIaa, OUH pa3 Ha THXKIEHB), OCOOIMBO ISl THX, XTO Ma€ TSHKKY remModinito B 1 otpumye
K®K FIX 3 IMITH. Ockinsku K®K 3 TIITH Bce-Taku moTpiOHO BBOAUTH BHYTPIIIHBOBEHHO, iX fK 1
paHillle BaXKO BBOJUTH Jy’Ke MaJEHBKUM JiTAM 3 TIOTaHUM NepudepUIHAM BEHO3HUM J0ocTyrmomY’.

[MutanHs mouyaTky NpoGdiTakTUKU HEPAKTOPHUMH 3aMICHUMHU 3aco0aMH II€ HEIOCTaTHHO
no6pe nociipkene. OcKiIbKH eMinu3ymMal BBOJISATH MiAIIKIPHO, BUPIIIYETHCS MPOOieMa 3 BEHO3HUM
nocTynoM. Moro MoxHa po3moyaTd B TOH caMuil yac, KOJIH HOYMHATh npodinaktuky KK, a6o,
MOJKIIMBO, paHillle, Xo4a JaHi BCe Ime ayxke obMexeHiZ. TToTpiOHi mogambIIi JOCHiIKEHHS MO0
T0YaTKy 3aCTOCYBAaHHS eMilln3yMa0y y HOBOHAPOKEHUX 2,

Jus. Tabmui 6-1 Ta 6-2, Bume, Ta Po3ain 3: «JlabopaTopHa 1arHOCTHKA 1 MOHITOPUHTY —

«AHaJi31 Ha Hr10ITOpU».

Pexomenaauis 6.1.2:

Jas pitel 3 TaKK00 (popmoro remodiaii A a6o B, BOI' pekomenaye panHiii mo4yaroxk
npodinakTuku konmenrpatamu ¢akropiB koaryasinii (FVIII/FIX i3 crangapraum a6o
MOI0B)KEHUM MEPio oM HaNiBBUBeAeHHs1) 200 iHIIIMM reMOCTATHYHHUM 3ac000M (3acobamu) 10
MOYaTKYy ypa:keHHsl CyrJio0iB Ta, B ineaJi, 10 3 pokiB, 3 MeTOI0 3aM00iraHHs CIIOHTAHHUM Ta
NMPOPUBHUM KPOBOTEYaM, BKJIOYAIOYH TeMapTPoO3d, sIKi MOKYTh NPHU3BECTH [0 ypPasKeHHS
CyrJaoo0iB.

Pexomenpanis 6.1.3:

Jast miputiTkiB Ta 10pocaux 3 reModitielo, y AKX € 03HAKHN YPasKeHHs CyIJ100iB i sKi e
He Oysin Ha npodinakTuni, BOI' pexoMenaye po3noYuHATH TPETHHHY NPO(PUIAKTHKY 3 METOIO
3MeHIIeHHA KiJIbKOCTi reMapTpo3iB, CIOHTAHHUX TA NPOPUBHUX KPOBOTEY TA YNOBiJIbLHEHHS
nporpecyBanHsi remoginniunoi aprponarii.

InTeHcHBHICTD NPOPUIAKTHKHI

Xo4a 1HTEHCHUBHICTh TPO(DIUIAKTUKH, 3a3BHUYai, BU3HAYAIOTh B 3JIEKHOCTI BiJl BHCOKOI,
CepeqHbOi Ta HU3BKOI JI03H, CIiJ PO3YMITH, IO IHTEHCUBHICTh 3aJIEKUTHh AK Bl J03M, TaK 1 Bil
YacTOTH BBEJEHB, 1 1[0 BHCOKA JI03a 3a3BM4Yall BIHOCUTHCS JO KOMOIHAIlll SK BUCOKHX 103, Tak 1
BHCOKHX 4aCTOT BBEJICHHS, B TOH Yac SIK HU3bKa J03a 3a3BUYail BIIHOCUTHCS JO KOMOIHAIlIT MEHIIIHNX
JI03 1 MEHIIINUX YaCTOT, X04a 1 HE 3aBIKJIH.

Jus. wmwxue Ilimposmimn 6.6 «Cxemu QikcoBaHOI/HEONTUMI30BaHOI TPODITAKTHKI

bakTopom» Ta 6.7 «CxeMu ONTUMI30BaHOT MPOPUIAKTUKU HAKTOPOM».

6.2 IlepeBaru npogiiakTuKu
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IIpodinakTuka 3 BUKOPHCTAHHAM KOHIEHTPATIB (paKTOPiB KoAryasuii

VYci pexxumu poinakTUKe (BUCOKO-/cepeIHbO-/HU3bKOA030BI, 3 BukopucTanusaMm KDPK abo
npodiIakTUKU He(PaKTOPHUMHU 3aMiCHUMHU 3ac00aMu, HAMPUKIAJA, eMiln3ymMabom) 3a0e3neuyroTh
3HAYHI TepeBard MOPIBHSAHO 3 EIMI30JIMYHOI0 Tepamiero. 3BHUYaiiHa MpOopiIaKTHKAa BUCOKHUMH Ta
CepelHIMU JI03aMH, pPO3MoYaTa Ha IMOYATKy >KUTTA, Oyna MoB's3aHa 13 3HMWIKEHHSAM YacTOTH
cyrno6oBux kpoBoted Ha 90%, MOKa3HUKOM CEpEeHbOI PIYHOI YACTOTH KPOBOBWIMBIB y CYIJIOOU
(PUKC, anri. «annualized joint bleeding rates, AJBR») Hrkde 3-X Ha piK, i 3HAYHUM 3MCHIIICHHSIM
TIOTipIIEHHS CTaHY CYII00iB Ta AereHepaTHBHUX ypaXkeHb Cyriao0ini?2>,

[TpodinakTrka Takox 3a0e3neuye 3aXUCT BiJl IHIIMX TUIIB KPOBOBUJIMBIB MpH remModimii, y
TOMY YHCIIi, 3a1100irae a60 iCTOTHO 3MEHIye PU3UK BHYTPIIIHROUEPETHNX KPOBOBUIHBIB Y,

JIOBrOCTpOKOBI TepeBaru BKIIOYAIOTh 3HIKCHHS XPOHIYHOTO OOJI0 OMOPHO-PYXOBOTO
amapary, (QYHKIIOHAJIbHUX OOMEXKEHb Ta 1HBAJIITHOCTI, 3MEHIICHHS IMMOTPEOM B OPTONEAMYHIN
Xipyprii, rocmitamizamisx, HEBIIKJIaJHIA OMOMO31 Ta 3MEHIICHHS TPUBAIOCTI TepeOyBaHHS Y
ctarionapi. Bce ne nmpusBoauTh 10 OLIbIIOT 3aydyeHOCTi (TOOTO pPEryJispHOro Bi/BilyBaHHS) B
OCBIiTHIX, pekpeamiiiHux Ta mpodeciiiHux 3ax0/ax i MOKpAIIEHHs AKOCTi KUTTAC,

Uepes 1i nepeBaru BeecBitHs opranizanist oxoponu 310poB’s (BOO3), BeecBiTHs enepartist
remodimi (BOPI'), a Takoxx Oarato HamioHaJPHUX Ta MDKHAPOJHUX OpraHizamiii 3 remodimii
CXBAJIIOIOTh PaHHIO MPO(MIIAKTUKY K CTaHAApPT JOIVISIAY 3a AITBbMH 3 TSOKKHUM  (DEHOTHUIIOM
remodinii?’ i peKOMEHIYIOTh MPOIOBKYBATH TPO(ITAKTHKY IPOTATOM yChOTO KMTTsA. KpiM Toro,
JOpOCIIi 3 TSHKKUM (PeHOTHIIOM reModiii (SKIO BOHU 1Iie He Iepe0yBatoTh Ha MPOQIIaKTHII ) TAKOX
TIOBMHHI PO3M0YaTH MPodiTaKTuKy?,

IIpodinakTuka 3 BUKOPUCTAHHAM He()aKTOPHOI 3aMicHOI Tepamii
[Tokazano, 1o npodilakTHKa eMiIM3yMadoM B Psii KIIIHIYHUX JOCIIHKEHb ITOB's13aHa 3 Ty)Ke
HU3BKUM piBHEM KpoBoteui (cepenHsi piuyHa yactora KpoBoted (PUK) na piBHi 1,5), npu npomy
sHauenHs PUK e HuKuMMM, HiK Ti, sKi paHinie Oyau y HamieHTis i yac npodinakrtuku KOK2,
[ToTpiGHI fmOAATKOBI JOCHIIPKEHHS W00 JOBFOCTPOKOBHX PE3YJbTaTIB JIIKYBAHHS
eminmu3ymabom. Ha nanuii MOMEHT JaHi 110JJ0 BUKOPUCTAHHS 1HIIUX He(aKTOPHUX MpenapaTiB s
MpoQTaKTUKH € HabaraTo O1IBIIT OOMEKECHUMHU.

Pexomenpanis 6.2.1:

MMauientam i3 TsoKKUM  (eHoTunom remodiiii A a6o B, ocodiamBo airam, BOI'
PEeKOMeH/AY€ PperyjisipHy JAOBrOTpMBaNY MNpPoQilakTHKY $K CTAaHAAPT JIKYBaHHSA [JIf
NONepeIKeHHsA TeMapTPOo3iB Ta IHIIKUX CIIOHTAHHMX Ta NPOPHBHHUX KPOBOTEY, MIATPUMAHHS
310pOB’sl ONOPHO-PYXOBOI'0 amnapary Ta HiIBUIIEHHS AKOCTi KUTTsA. Ko npodinakruka
HEMOJKJIMBA, CMi30MYHA Tepallisi € BaXKJIUBUM METOAOM JIKYBaHHSl TOCTPHMX KPOBOBHJIMBIB,
ajie BOHA He NoNepeAnTh YPasKeHHs CyIJ00iB y JOBrOCTPOKOBIi NMepcneKTuBi.

IMPUMITKA. Y noBrocrpoxosiii nepcneKTuBi paHHsl Ta peryjisipHa npodgiiakruka y
AiTeil 3MeHIIy€ reMapTpo3u Ta iHmi reModiniuHi KpoBoTeui, MOKpaILy€e CTaH 310pPOB’Sl Ta
HACTIAKM I CYIJI00iB, 3MEHIIy€ KiIbKICTh BiIBilyBaHb JikapHi Ta nepe0yBaHHAI Yy
cTanioHapi Ta Mo)e JONOMOITH YHMKHYTH HeOOXilHOCTIi B OpTONEeIUYHHUX BTPYYAHHAX,
BKJIIOYAK0YH XIpyprivHi, y Maiil0yTHbOMY.

6.3 IIpodinakTuka pakropamu i3 CTAHIAPTHUM NePioOM HaNiBBMBeAeHHS

Yeci KOK i3 CIIH (tob6to mna3MoBi Ta pEeKOMOIHAHTHI) MalOTh, MO CyTi, MOAIOHI
dapmakokineTnyHi BaactuBocti. Kopotkuii nepiox namisBuBeneHHss KOK i3 CITH npusBoauts 10
HEOOX1IHOCT1 YaCTHUX MPOKOJIiB BeH i npodinaktuku (3—4 pa3u Ha TiwxaeHs uist FVII ta 2-3 pasu
Ha TixkaeHb s FIX). Le yacto mpusBoauTh 10 HeoOXinHocTi 3acTocyBanHs [11IB/] y manenpkux
JiTel Ta 10 3HMKEHHS PiBHSA JOTPUMAHHS PeXKUMY JIKyBaHHS y CTapIIUX AiTel i qopocamux?e,

3 K®K i3 CITH BaXko IOCATTH 3QJIMIIKOBOTO piBHS (akropa, skuil nepesuirye 1 MO/mn

(1%). Anst uporo nmoTpi6Hi Ayxe yacTi iHPy3ii (MOKIUBO, HIOHS), sIK1 OLIBIIICTD MALlI€HTIB, IIBUALLIE
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3a BCe, HE X0UyTh a00 HE MOXKYTh POOUTH.
[HMBiAyansHU piBeHb GakTopa y JIFoAeH 3 reModitiero Ha TpodIaKTUIII BU3HAYAETHCS:
° PeKUMOM PO IIAKTUKH (J103yBaHHS Ta 4aCTOTA), AKUW MPU3HAYEHUI [IbOMY Malli€HTOBI;
° mapaMeTpaMud Horo iHauBiAyanbHOi QapmakokiHetnuHoi (PK) wmerabomizamii  (dakTopa
(BiHOBJICHHS piBHS (haKTOpa Ta MEepioj HaIliBBUBEACHHSI/KITIPEHC); 1
o ®K-xapakTepucTHKaMu BUKOpHCcTOBYBaHOoro mpenapary KOK (aus. Tabnuirio 6-3).

Pexomenpanis 6.3.1:

IHanienTaMm i3 T:KKUM (peHOTHIIOM reMoginii A a6o B pexkomeHayeThCsl NPOPLIAKTHKA
KOHIleHTpaTaMu (pakTopa 3ropTaHHs KpPoBi (200 i3 crTangapTHUM 200 3 MOI0BKEHUM IEePiooM
HaNiBBHBe/ICHHSI) Y TAKUX /103aX Ta iHTepBaJiax 103yBaHHA (3aJ1€KHO Bil (papMaKOKiHeTHYHHUX
(®K) BiaacTuBocTeil KOHUEHTPATY (hakTOpa 3ropTaHHs KPOBi), sIKi 103BOJAITH IM 3aBKIU
MAaTH JOCTaTHiil piBeHb HUPKYJIOIY0I0 Y KPoBi pakTopa 1/ 3an00iraHHs reMapTpo3aMm Ta
CIIOHTAHHUM i MPOPUBHUM KPOBOTE4YaM, BUXOAAYHM 3 IXHIX iHAMBiAyaJbHUX NOTPeDd, CIOCO0y
JKUTTHA Ta 30epesKeHHs] OIIOPHO-PYX0BOI0 anapary.

MPUMITKA. Y mMunyjiomy 3ajumkoBuii piseHb (pakropa 1 MO/na (1%) BBakaBcst
aJleKBATHUM LiJIbOBUM 3HaYeHHsAIM. Tenep, ycBiIoM/I10104H, 110 NPHU 3aIMIIKOBOMY piBHI 1%
NMANIEHTH 3AJTMIIAKTHCA Mi 3arpo3010 KPOBOTedi, OiIbIIICTH JIKApiB BBAXKAKOTH 3a Kpalle
BCTAHOBJIIOBATH BUII HibOBi 3aJnmKoBi piBHi (>3%—5% a6o0 Bumie). HegaBHi nociigkeHns
MOKAa3yITh, HI0 TAKi MiHIMAJIbHI PiBHi 103BOJIAIOTH 3MEHIIUTH YACTOTY KPpoBOoTe4Y. OHAK NpH
HbOMY JUUISl JOCATHEHHSI BUIUX 3AJTMIIKOBHUX PiBHIB MOXKYThb 3HA00UTHCA Oibiui 103U a0o
yacTimi BBeJeHHS] KOHIEHTPAaTIiB (pakTopiB 3ropranns. OTiKe, pesKMM CJIiJI EPCOHAJI3YBATH
HAa OCHOBI AaKTHBHOCTI JIIOAUHH, c110co0y ii :kuTTs Ta ®K MeTradoJizauii ¢paxropa.

Yac 1o0m i nosyBannsa K@K i3 CIIII

Yac BBeZeHHA MNpO(MIIAKTUYHMX 03 BaXJIMBUH, ocoOnuBo ans 3BuyaiiHux KOK 3
KOPOTIINMHU Tiepionamu HamiBBuBeaeHHs (Tooto, FVIII/FIX i3 CITH). 3aBasku KOpOTKOMY Hepioy
HaniBBuBesieHHs1 KOK 13 CITH 3Buuaiinuii mpodimakTHUHUHN peKUM CTBOPIOE CHHYCOIAANbHY KPUBY
MIKIB Ta 3aJIMIIKOBUX PIBHIB MPOCIIaHHS (akTopa, TOMYy B IEBHI MEPIOAN Yacy HAIlEHTH MOXYTh
0e3MeuHO MPOSIBISITH OBy aKTUBHICTb, & B 1HIII MEePiou — Hi.

OCKIJIbKY JIFO/IM YaCTIIIEe MPOSBISIOTh aKTUBHICTh MPOTAroM jHA, s Outbmocti KOK 13

CIIH noriunuM € BBEJCHHS BpaHIIi, a HE yBeUepi.

Pexomenaauis 6.3.2:

IMamienTam, siKi JOTPUMYIOTHCS PU3HAYEHOI0 PEKUMY NPOPUIAKTHKH, ajle BCe-TaKH
MalTh NpopuBHi KpoBoreui, BPI' pexomenaye migiiom piBHA npodinakTukm 3
BHMipIOBaHHSAM 3aJIMIIKOBHX PIBHIB ()aKTOpa Ta, 32 HEOOXIAHOCTI, MPOBEICHHS BiANMOBIIHUX
OpTONeINYHUX BTPYYaHb.

INPUMITKA. Byab-fikuii mani€HT, y SIKOro BiICyTHA BilOBiAb Ha a/IeKBATHY 3aMiCHY
Tepamnilo GakTopoMm, aje AKHii JeMOHCTPYBAB BiiNOBib Y MUHYJI0MY, Ilepea NiAHOMOM 103U
Mae€ NPOMTH TecT Ha iHridiTop.

6.4 IpodinakTuka pakTopaMu i3 NOJ0BKEHUM NEPioI0M HaNiBBUBeIeHHS

Hasisui oomesxenns npodinaktuku KOK 13 CITH npussenu 10 po3poOKku, BOPOBaHKEHHS Ta
301nbmeHHs 00csriB Bukopuctands KOK 3 [ITH, sike cnoctepiraeThcsi OCTAHHIM YaCOM.
Iepiox HaniBBUBeIeHHS/KJIipeHC

HasieHi Ha croronuinmHii nens KOK FVIII 3 [TITH gemMoHCTpyOTh HE3HAYHE MTOOBKEHHS (B
1,4—-1,6 pa3iB) nepioay HaniBBuBeeHHS (KiipeHcy) nopiBHsHO 3 KOK FVIII 13 CITH, 6e3 cyrreBux
BinminHoctel 'y @K-BnactuBoctsax mik mumu FVIIL 3 TIITH. (Cnig 3ayBakuTu, 10 Ha CTamii
KJIIHIYHUX JTociipkeHb epedysae me onua FVIII 3 [TTH (BIVV001), skuit nemorctpye 3—4 kpaTHe
IPOJIOBXKEHHS Tepiony HamiBBUBeaeHHs.) Ha mporuBary npomy, KOK FIX 3 IIITH nemoHcTpye
CYTTE€BO MOKpaIlleHU# nepio] HamiBBUBeACHHs (B 3—5 pasiB qosmuii) y nopiBsiHHI 3 FIX 13 CITH,
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ane Ha Biaminy Big FVIII 3 TIITH, mix pizaumu KOK 3 TIITH FIX icHyIOTh CyTT€BI BiAMIHHOCTI Y
BJIACTUBOCTSIX 032,

Jo3yBanHst

Ha nanwii yac BU3HA4eHHS NMPO(DITAKTHKM BUCOKHUMH, CEPEIHIMU Ta HU3BKUMH J03aMHU 3
Bukopuctanasm K®OK 3 [IITH mie He yrouHeH1, ToMy HESICHO, UM CIIiJT IePErJIAIaTh Il TIIyMayeHHS,
BpaxoBylouH Te, 1o 3a gornomororo KOK 3 I1ITH moxHa oTpumaru Habarato BUIII 3aJIUIIKOBI PiBHI
dakTopa, oco6mBo pu BukopuctanHi koHeHTpariB FIX 3 ITITH. 3ae6inpmoro FVIII 3 ITITH marots
aHaJIoOTi4HI piBHI BigHOBIEHHs (akTopa, sk i3 FVIII i3 CITH, a oTxe, 103U, 1110 BUKOPUCTOBYIOTHCS
U1 ipodinakTuku, MaroTh Oytr monioHumu. [eski npenapatu FIX 3 TIITH nemoncTpyroTh BHIIII
piBHI BiTHOBIICHHA (haKTOpa 32 paXyHOK MEHIIIOT0 MT03aCyJMHHOTO po3noainy, Hix FIX i3 CITH. s
LIUX HperapariB MOKHA 3aCTOCOBYBATU MeHIIi 103U npodinaktuku’3l. Byno BucioBIeHO TinoTesy,
IO BiIMIHHOCTI B mo3acyauHHOMY po3noaim FIX mix pisaumu xonuentparamu FIX 3 IITH Ta i3
CITH MOXyThb MaTH BakJIMBE 3HAYEHHS B 3aXUCHOMY edeKTi, skuil 3a6e3neuyiors i KOK33,
[ToTpiOHI MOJANIBIII TOCIHKEHHS IIOTO e(heKTYy.

Yacrora 103yBaHHSA

B ninomy, KOK 3 IITH no3BoisioTs Mr0AsIM 3 reMo(dislier0 3MEHIIUTH KUTBKICTh 1H(Y3i1H,
HEOOXITHUX JUIsI JOCATHCHHSI TaKWX € 3aXUCHUX piBHIB (akTtopa, sk i KOK i3 CIIH, abo
JIO3BOJIAIOTH MABUIIYBATH 3aJIMIIKOBI PiBHI (paKTOpa Ta JIOCSITaTH KPAIOro 3aXUCTY BiJl KpPOBOTEY 3a
TaKol X KITBKOCTI iH(DY3iii, a0 nocsrati 000X 1iiei. 3a monomororo koHIeHTpatis FVIII 3 TTITH
MOKHA JOCSTHYTH a00 TOMIPHOTO 3MEHIICHHS 4YacTOTH 1H(Y3ii, ab0 MmMoMipHOTO 301TbIIEHHS
3aJMIIKOBUX PiBHIB (pakTopa (ane, IMOBIpHO, HE 000X IIiJIeH).

Jesiki (ane He Bci) koHneHTpatu FIX 3 ITITH no3BossitoTh narieHTaM MpOBOAUTH BBEIACHHS
HabaraTo pijuie (Hanpukiaa, pa3 Ha 7—14 nHIB) 1 IpH UOMY MiATPUMYBATH 3aiMIIKOBI piBHI FIX
10%-20%°31323 250 3nilicHIOBaTH BBEICHHS MIOTHKHS 200 YaCTIIIIe i JOCATATH 3aIMIIIKOBUX piBHIB
20%, 30% abo HaBiTH 1€ BUIIUX PIBHIB. CIMHUM 3aCTEPEKECHHSIM MPU LIBOMY € TOH (akT, 110
BYUIMBE 3HAYCHHs B 3axvcHOMY edekTi FIX MoxyTh MaTu BiMIHHOCTI B HOTO MO3aCyTUHHOMY

posmominie.

Yac no6u i no3yBanns K®K i3 I[IITH

YuM foBmIMI mepioJ HamiBBUBEAEHHS Mpenapary, TUM MEHII KPUTHYHUMH € TEpPMiHU

BBeIeHHs. OCOOIHBO 1Ie CTOCYEThCs Aeaknux Konuentpatis FIX 3 TIITH3"3 (qus. Tabmumo 6-4).
Pexomenpnanis 6.4.1:

Jasi nmauieHTiB 3 THKKMM (eHoTunom remodiiaii A ado B, 1o BHKOPHUCTOBYIOTH
koHuenrTpatu FVIII a6o FIX 3 IIIIH, B®I' pexomenaye mnpoBOAMTH NPOPUIAKTHKY
koHueHTpaTamu ¢gakropiB koaryasuii 3 [IITH y nocrarnix g03ax Ta 3 inTepBajamMu 103yBaHHA
AJI51 NPO(PINTAaKTHKH reMapTpPo3iB, CHIOHTAHHUX TAa NPOPUBHUX KPoBOTeY i 30epexeHHs1 pyHKIil
CyrJaooiB.

TABJIULSA 6-3. YnHHWKY, sIKi BIUTHBAIOTH HAa PiBEHB (PaKkTOpa (CTOCYEThCS (haKTOPIB 3rOPTAHHS
sk 3 CITH, Tax i 3 I1I1H) y mroaeit 3 remodiniero

3MmiHHI Bnuius Ha piBHI hakTOpiB
HaitBaxxmusimi
YacroTa BBeICHHS" [TonBoeHHsT yacTOTH BBeneHb (0e3 3MiHM 03U Ha 1HQY3iI0)
3a0e3redye J0JaTKOBE TPHUKPUTTS TPHUBAIICTIO B CEPEIHBOMY 5
[Tepion NepiojIiB HaiBBUBEICHHS

b

HamiBBuBeieHHs/kinipeHc’ | [TogBOeHHST TiepioJy HamiBBHBEACHHsS 3a0e3rneuye J10aTKOBE

NPUKPUTTS TPUBATICTIO B CEPEIHBOMY 5 Tepio/IiB HalliBBUBEICHHS

MeH1 Baxxinsi




131

Jo3a [TonBoeHa mo3a 3abe3meuye MOJATKOBE MPHUKPHUTTS TPUBATICTIO 1
Mepio/1 HaITiBBUBEICHHS

BignoBienss [TogBoeHe BimHOBIEGHHS piBHA (akTopa 3abe3neduye J01aTKOBE
OPUKPUTTS TPUBATICTIO | mepios HaiBBUBEACHHS

Ipumimka: s Tabnuns aganToBana 3a ganumu Carcao (2015)%.
Ckopouennst: KOK — xonnenTpar dakropa koaryssuii; [IITH — nonossxennii nepion HanisBuBeneHHs; FIX — daxrop

IX; CITH — cranmapTHuUil nepio]] HAIliBBUBCICHHS.
aYacri mani 103u KK, sik nmpaBuiio, Habarato eeKTHBHIII, HiX piaKicHi Bexuki no3u. lllonenHa npodinaktuka Oyna 6 HailepekTuBHimow cxemoro npodinakruku uisi KOK i3

CITH, ockinbky BOHa 7103BONsANA O 3aCTOCOBYBATH BiaHOCHO HeBenuki go3u KOK i mpu mpoMy miarpumyBaTi BHCOKI piBHI akropa. OnHak Takoro pexumy 6y10 6 myxke BakKko

JIOTPUMYBATHUCSI, OCOOJIMBO JUIS AL[IEHTIB MOJIOJIIIOTO BiKY.

Bigomi 3MiHHI, U0 BIIMBAaIOTH Ha Tepioj HamiBBHBemeHHs/kmipenc FVIII, Bkmrouarots rpymy kposi (rpyma O
MOPIBHSHO 3 IHIIMMHM) Ta piBHI (akropa ¢on BimeOpanna. MeHiie BiOMO NP0 YMHHMKH, SIKI 3YMOBIIOIOTH
IHIMBiqyaTbHI BITMIHHOCTI Y (hapmakokiHeTHuHii Metabomizanii FIX. 3aebinbmoro, BigHOBIEHHS piBHA (hakTOpa Ta
MIepPio/T HAIIBBUBEACHHS 301IbIIYIOTHCS 3 BikoM iHauBiAa. 1le Moxke 3yMOBIrOBaTH TOH (hakT, 110 MAMIEHTH JITHHOTO

BiKY TTIOTpeOYIOTh MEHIIIOT 103U Ha OJHY 1H(]Y3it0 IS MATPUMKH aHAJOTI9HUX 3AIMIIKOBHX PiBHIB (pakTopa.

6.5 lIpodinakTuka 3 BUKOPUCTAHHAM He(aKTOPHOI 3aMicHOI Tepamii
[Mpumitka: Eminuzymad — enuHui JTiI[eH30BaHUM HeQakTOpPHUN 3aMiHHUN Ipemnapar,

JOCTYITHHI Ha MOMEHT ITyOJTiKaItii.

Po3BuTOK HOBHX HE()AaKTOPHUX IeMOCTATUYHUX METOMAIB JIIKYBaHHS Mpu remodinii BuMarae
neperisay KOHIENIid Ta BuU3HA4YeHb npodimaktuku. Lli HOBI HedakTOpHI BHIU JIKyBaHHS
BKJIIOYAIOTH eMilu3ymab, mimetuk FVIIL, sxuil yxe 3acTocoByeThes B jtikyBanHi remodinii A, a
TaKOX 1HIII 3ac00u, 5Ki 1 TepeOyBaroTh y PO3po0Ili, BKIIFOYAIOYU 3ac00H, 1110 1HTI0YIOTh MPUPOIHI
EHJIOTeHHI aHTUKOArylsaHTU (aHTUTPOMOIH, 1HTIOITOp HUIAXy TkaHuHHOro dakropa (TFPI) Tta

aktuBOBaHuM mipoteid C).

TABJINISA 6-4. 3anokymenToBani nepeBaru KOK 3 ITITH

ITepeBaru meHnmoi yacToTu indy3sin

IlepeBarn BHIIMX 32JIMIIKOBHX PiBHIB

MPU3BOAUTH JO OUIBII PaHHBOIO IOYATKY
poQiIaKTUKU

¢akropa
MeHma KUIbKICTh BiBITyBaHb JiKapHi a0o | binbmn edexkTuBHa mpodinakTuka — BUILKN
BI3UTIB MEIMYHOI CECTPH JI0/IOMYy Ha IOYATKY | pIBEHb MOINEPEIKEHHS KPOBOTEY (K KIIIHIYHO
npoQUIaKTUKM Yy  TAli€eHTa, 10  MOXE | OUEBUIHUX, TaKk i CYOKITIHIYHUX

MIKpPOKPOBOTEY) TMpH 30epekeHHl MoaA10HuX
rpadikiB BBEJICHHS

Menma norpe6a B IILIB/I, mo npu3BoauTh 10
MEBHOT EKOHOMIi KOIITIB Ta 3MEHIIEHHS
YCKIIaJJTHEHb

[ToTeHuiHO OUIBIIMI pIBEHb 3aJIy4€HOCTI Y
CIIOPTUBHI BUJU AaKTUBHOCTI (3 MOXKIIMBICTIO
3aiiMaTucs BUIAMH CIOPTY, K1 TPaJULIIMHO HE
PEKOMEHIYIOThCS), 6€3 ICTOTHOTO i IBUIIICHHS
PHU3UKY KPOBOTEY

Menm o0TspkiMBi rpadiku iHpY31#H (CyBOpicTh
JOTpUMaHHS 1001 Ta 4acy BBE/ICHHS):

° MEHIIIE PAaHKOBUX BBEICHb

° MEHIIIE BBE/IEHb Y poOOUi/HaBUaIbHI JIHI

30iIbIIeHHsT  piBHA  NPO(MITaKTUKH  cepel
Mali€HTiB, $Ki 3apa3 He TnepeOyBaloTh Ha
npodiTaKTULL

Ipumimka: 1 Tabmuns aganTosana 3a qanumu Carcao (2015)%°.
Ckopouenns: KOK — konnentpar ¢axropa xoaryssiuii; [TI[B/l — npucTpiii neHTpanbHOro BEHO3HOTO J0CTYITY;

IITH — mooB>KeHwMiA TIepio]T HalliBBUBEICHHSI.

Eminm3yma6 ta inmi HeakTopHi 3aco0u, sIKi 3HAXOASATHCS Ha eTarli po3po0KH, BIPI3HIAIOTHCS
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BiJ] 3BUYAafHUX THIIB MPOQITaKTUKH, OCKUIBKA BOHM HE 3aMiIyIOTh BICYTHIH (pakTop 3ropTaHHs
KpOBIi, BBOASTHCS MIALIKIPHO, a B JEIKUX BHUIMAJKaX MOXXYTb BBOAMTUCA JIyK€ PIAKO, HAIPUKIIAJ,
onuH pa3 Ha 2 a6o 4 twxui'l. Kpim Toro, 1i 3aco6M MaloTh KpHUBY 3aXHCTy 0€3 MaKCUMYMiB Ta
MIHIMYMIB 3aJIUIIIKOBUX PiBHIB, K1 XapaKTEPHI I PEKUMIB TPoLTaKkTuKu paxkTopamu.

Bxe O6yno nposeneno Benuki PKJl eminn3ymaly y namienTis 3 reModiniero A 3 iHribiTopamu
Ta 0€3 HUX, Kl MATBEPAUIN OE3MEYHICTh Ta 3aXUCT BiJ KPOBOTEY ITUM npenapaT0M2’32'40 (mmomo
3aCTOCYBaHHA eMilu3ymaly y namieHTiB 3 iHriditopamu nuB. Po3ain 8: «luribitopu n0 dakropis
KOaryJisiii).

Eminm3ymab Bke MmoJierurye mo4aTok NpouIakKTUKY y Tali€HTIB y OUTbII paHHROMY Billi Ta
6e3 HeoOximHocTi BcranoBiaeHHs [TLB/I. Ile Moxke cipUUMHUATH TTEPEOCMUCIICHHS TOTO, IO SIBJISE
co0oro mepBuHHA npodinakTuka (auB. Tabmuiro 6-1), OCKUIbKH, MOXIINBO, MPO(QIIAKTUKY MOXKHA
pO3MoOYMHATH HabaraTo pasiiie, HK 3a3BUYaid. Lle MoXke 3MEHIIMTH pU3HK KPOBOTEY, SIKI 3apa3s
TPAIUIIOTBCS y JY)Ke MaJleHbKUX aiTeil (y Bimi 6—12 micsimiB) 10 3BUYAHOTO TEPMIHY MOYATKY
npodinaktuxu'?304 Tlorpi6ui momaneun mocmimkenHs GesnedyHocTi eminusymaby y wiei rpymu
namienTis®*,

Hedakropni npenapatu nmoBuHHI nepeadadaTu MEHII OOTSHIIUBY MPOPLIAKTHKY, IO MOXKE
MOKPAIIATH JTOTPHUMAHHS PEXKHUMY JIIKYBAaHHS Ta MOXE CIPHUATH PO3MOBCIOJUKEHHIO MPOQIITAKTUKA
cepes MarieHTiB, AKi 3apa3 He epeOyBaroTh Ha MPOQIIAKTHIN (BKIIOUYAIOYUHN IMAIIEHTIB 13 TTOMIPHOIO
reMoQini€r0), Mo JO3BOJIUTH iM aKTUBHIIIE OpaTH y4acTh Y COLIAIBHUX Ta CHOPTHBHHUX 3aXOax.
Buieckazane Bxke MiATBEPAKYEThCS 30UTBIICHHSIM CIIOKUBAHHS Ta BUKOPUCTAHHA eMiln3ymaly.

Yci 1i po3podku TpaHCHOPMYIOTh KOHICIIIII0 IHTEHCUBHOCTI MPOQIIAKTUKU. binbine He
MO’KHa Ha3BaTU MPOQIIAKTHKY BHUCOKOJI030BOIO, SKIIO BOHA MPU3BOJIUTH JI0 3AJUIIKOBUX PiBHIB
daxropa 1%—3%>.

Pexomenpaauis 6.5.1:
st manieHTiB 3 THAKKHUM (QeHoTunoMm remodiiii A 0e3 iHridoitopiB mpodinakruka
eMilu3yma0dom 3anodirae remapTpo3amM, CIIOHTAHHMM Ta IPOPUMBHUM KPOBOTeYaM.
INPUMITKA. Ognak B®I' 3a3Havae, 1m0 AOBroCTPOKOBHMX JAaHUX NP0 pe3yabTaTH
JIKyBaHHS MALiEHTIB PY TAKOMY IiJXO0/i 1y’ke MaJIo i peKOMeHAy€ OTPUMYBATH TaKi 1aHi.

JuB. Takox Posmin 5: «['emoctarnuHi 3acobom» 1 Po3min 8: «IHribitopu no ¢akropis
KOAryJIsIIii».

6.6 Cxemu ¢ikcoBaHoi/HeonTHMi30BaHOI MpodiakTHKN aKTOPOM

PisHuMM TpymamMu KIIHIOKCTIB Oyiau  po3poOieHi Ta pO3MOBCIOUKEHI 0arato cXem
npodinaktuku  ¢aktopamu. Lli cxemu, Sk TpaBuIo, MOXKHa Kiacu(dikyBaTH abo K
HCONTHMI30BaHi/gki 0a3yloThcsi Ha (iKcoBaHUX mJ03aX («OOWH PO3MIp Ui BCiX»), abo 3
ONTUMI30BaHOIO/1HAMBIIyaTbHO MiIIOPaHOI0 CXEMOIO MPODITAKTHKH.

Cxemu npoginakruku ¢paxkropamu 3 IIITH 3a Tunom «Onuu po3mip au1s Beix»

IIpoghinakmuxa ucoxumu ma cepeOHimu 0o3amu

Bucokoao30Buii miaxin 10 mpodinakTHKH mepeadavae BBEACHHS, K mpaBuio, 2540 MO/kr
Ha 7103y uepe3 JieHb a00 3 pa3u Ha Tk aeHb (11 konueHTpatiB FVIII i3 CITH), abo aBivi Ha THXXIEHb
(s konuentpariB FIX 13 CIIH) 3 meroro 3abe3nedyeHHs 3aXUCTY Bl CIOHTAHHUX 1 MPOPUBHUX
kpoBoTeu. [IpodinakTrka MpOMI>XHUMHM 103aMH BiJJPi3HAETHCS BiJl MPO(PITAKTUKY BUCOKUMH J103aMU
TOJOBHUM YHHOM THM, IO 3aCTOCOBYIOThCS MeHImi go3u (15-25 MO/kr), ane, sk mpaBuiio, 3a
no1ioHOT a00 Maiike moaiOHOT yacToTn BBeAeHb (nuB. Tabmuii 6-2 Ta 6-5).

TABJIMLSA 6-5. [lepeBaru Ta HEOMIKU cXeM MPOQTAKTUKH (HIKCOBAaHUMHU JA03aMU (pakTopa i3
CIIH 3a tuniom «OuH po3Mip TSI BCIX»
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TOOTO piBHI, $KI TEPEBHUIIYIOTH |
MO/ (1%)

3abe3neyye  JOCTaTHE  JIIKyBaHHS
NPaKTUYHO YCIX MAIli€EHTIB, 03BOJISE
MOTEePEAUTH MIPAKTUYHO YC1 KPOBOTEYI
Jlocsrae  HAWHWKYUX  TOKA3HUKIB
PYKC Ta Haiikpanux J10BroCTPOKOBUX
pe3yNbTaTIB I CYriio0iB

[Iporionye mepeBarm  ans  Jyxe
AKTUBHUX JIOJEN

Pe:xxum IlepeBaru Henmouiku
Bucoka 3abe3neuye, 110 MalieHTH 3 | Moxke OyTH 1TOB’s13aHa 3 IpodIeMaMu
no3a/Bucoka reMoQini€l0 B CEpeIHbOMY IOCTIHHO |13 ~ JOTPUMaHHSIM  pPEXHMY  Ta
4acToTa MmaroTh BuMiproBai piBai FVIII/FIX; | 3pydnicTio BHACIiIOK 30iIbIICHHS

BUMOT Bij] ITAI[I€HTIB 111010 BBEICHD

[ToB’s13aH0 3 HAHOUTBIITM
BUKOPUCTaHHSAM (akTopa Ta, SK
HACJIIJIOK, HABUIIIOIO BapTICTIO

Crpuunnsie 3aa4ny notpe0Oy B [1LB/]
ado AB®

Mosxe CHPHYUHATH HaJMipHE
HAaBaHTA)KEHHS Ha JEIKUX 0cCi0, sKi
MaroTh OUTBII TOMIpHUN (EHOTHIL,
0 MOXXEC HEraTUBHO BIUIMHYTH Ha
JOTPUMAHHS PEKUMY BBEICHHS

He imeanbHO MmigxoauTh A KpaiH 3
00MEXEHUMH pECYpCaMu

Cepennst 1o3a/

CCpCAHA YaCTOTa

3MeHIIye MOKa3HUKH PUKC
npuban3Ho Ha 90%, 1o piBHSA <1 Ha pik
€ JemeBmIO, HDK NPOQUIAKTHKA
BUCOKHMMH JI03aMH, a OTKE, JOCTYITHA Y
OUTBLIIN KIIBKOCTI KpaiH

3abe3mneuye MOKa3HUKH SIKOCTI KUTTS
Ta aKTUBHOCTI, CITIBCTaBHI 3
po(d1IaKTUKOI0 BUCOKUMU J03aMHU
Moxe OyTu HaWKpalmiuM BapiaHTOM
JUTSL THJUTITKIB Ta TOPOCIHX

[Ipu3BoauTs 110  HEZOCTATHBHOIO
JIKYBAIBHOTO €(eKTy B JAESIKUX
MaI[lCHTIB

[Ipu3BoauTh 110 JEMIO  TipHIUX
JIOBTOCTPOKOBHUX HacmikiB amst OPA

Hwusbka
no3a/Hu3bKa
qacTrora

€ HaliMeHII A0poror i3 (ikCoBaHUX
PeKUMIB NPOPUIAKTHKH, a OTKE,
JIOCTYITHOIO B OUIBIIIH KUTBKOCTI KpaiH

3HMKY€E 4acToTy KpoBoTed Ha ~ 80%
a0o0 O1TbIIIe TOPIBHSHO 3 €30 IUYHOI0
TEpaIi€ro 1 MOXKe JOCATAaTH MOKa3HUKA
PUYKC na piBni npubnnsHo <3 Ha pik20

XapakTepu3yeTbCsi  HEBHU3HAUCHUM
JIOBTOCTPOKOBUM BIUTMBOM Ha
Hacnigku ans OPA, ski, BiporigHo,
ripi, HDK Ti, SIK1 TOCSTalOThCs TpU
peXHMax TMPOMDKHUX ab0 BHCOKHX
103

Ipumimxka: 11g Tabnuug ajgantosana 3a ganumu Carcao (2015)%,
Ckopouennst: PUKC — piuna gyactota KpoBOBHIMBIB y cyriiodu; AB® — aprepioBenosna ¢icryna; [1LBJ] — npuctpiit
LeHTpanbHoro BeHoszHoro noctyny; FIX — dakrop IX; FVIII — dakrop VIII; OPA — onopHo-pyxosuii anapat; CITH
— CTaHJIapTHUH 1epio]] HalliBBUBE/ICHHSI.

CxeMH BHCOKO0/1030BOi Mpo(diIaKTUKK yacTinie notpedyroTs BcranosineHHs 1B/ y miteit.
Bonu MoxyTh Hajatu 6aTbkaM MOXKJIMBICTB JIIKYBaHHS reMO(diIii y CBO€T AUTHHU BAOMA, 1 TAKUM
YUHOM O1JIbIIIE HE 3aJIeKaTH BiJ PETySPHUX MOI30K A0 JiKapHi. BOHM TakoX poOJsATh JiKyBaHHS
MEHIIT CTPECOBHM JIJIs MOJIOJIUX TAII€HTIB, IO MOTEHIIMHO MOKPAIy€e MPUXHIbHICTD 10 JTIKYBaHHS.
OpnHak, BCTaHOBJIEHHS NPpUCTPOiB Auist LB/l moB’si3aHe 3 BUTpaTaMu Ta AUCKOM(POPTOM, TAKOK BOHU
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XapaKTepU3yIOThCsS BHUCOKOI0 YAaCTOTOI YCKIAJAHEHb (30KpeMa, iHdekmii, Tpom003 Ta BiAMOBHU
MEeXaHI4HOTO TPUCTPOIO), SIKi 4acTo NPU3BOAATH A0 rocmiTamizanii Ta 3aminu ITLBJ?8%2. Orxe,
[MIBJ cnig posrisgatd, sSK THMYAcOBY JOMOMOTY 1 BHKOPHCTOBYBAaTH HOTO TPOTATOM
SAKHAMKOPOTILIOro Yacy, HEOOX1IHOTO AJisl IepeXoly Ha BUKOPUCTAaHHS NepU(epuyHUX BEH.

B pesynbrari ouikyBanHs yckinaaHenb Bif I[ILIBJl BinOyBaeThCsl BiOKIaJCHHS HETAHHOTO
MOYaTKy NpOo(dIAKTUKYA BUCOKUMH J103aMH Y MaJIeHbKUX AiTei. Bee Oinbiie i 6iy1bIine 1iTei paHHhOTO
BIKY 3 TSDKKMM (peHOTHUTIOM TeMo(]isii po3MounHa0Th MPOMITAKTHKY 31 CXeM 3 MiJHOMOM J03H, Y
AKX MPOQIIAKTUKY TMOYMHAIOTH 13 BBEICHHS J03M pa3 Ha TIKJEHb, a MOTIM yacToTa 1H(]Yy3ii
TIOCTYIIOBO HAPOILYEThCS HE3ANEKHO BiJ (PEHOTHITY KPOBOTEUi%?,

VY marieHTiB, AKi epeHecIn HeOe3MeuHy IS )KUTTSI KpoBoTeuy, 1031 KDK abo HedakTopHMX
npernapariB, sfKi BHUKOPUCTOBYIOTHCS Uit NPO(]ITAKTUKH, MOBUHHI OyTH aJeKBaTHUMH IS
3aro6iraHHs MoAajJbIIMM KpoBoTeuaM. BogHowac, mie HeoOXiJHO BU3HAUYUTH ONTUMAJIbHI 103U IS
JIOCSITHEHHS I1€1 METH.

Pexomenpaauis 6.6.1:

IManienram i3 momipHo/TsiskKo0 Gopmoro remodiiii A a6o B, 0co6mBO THM, XTO
nepeHic He0e3Me4YHY /ISl JKUTTHA KPOBOTeuy (HANIPHUKJIAJ, BHYTPIilIHbOYEPeNHUil KPOBOBUJINB
(BYUK), BOI' pexomenaye nposoautu npodinakruky konuenrparamm FVIII a6o FIX a6o
HedaKTOPHMMHM MNpenaparamMu (HAanmpuKJaa, eminudymadom npu remodinii A) 3 meroro
3amo0iraHHsi MOBTOPHMM KpOBOTEYaM, IO 3arpoxylTh xkuUTTI. Lle 0c00MBO BaxkIMBO
nporsiroM nepummx 3-6 wmicsauiB micas BYK, ockinbku y meil mepiog puU3sHK peunHIMBY
HAWBUIIMIA.

IMPUMITKA. OckilbKu po3BUTOK iHTi0ITOPIB NOB's13aHNUI 3 IHTEHCHBHOIO €KCIIO3MII€10
¢paxTopom, sik ne BinOyBaerbess mpu BUK, Takum mamieHTam morpidHe HaslexkHe KJIHIYHe
CIIOCTepPesKeHH 32 BiINOBIIAI0 HA JIIKYBAHHA TAa YyacTe NPOBeleHHS JIa00pATOPHUX TeCTiB HA
BUSIBJICHHS IHTiOITOPIB.

Pexomenmpanis 6.6.2:

IMauienTam i3 remoginiero Ta yrpyiHeHUM BEHO3HUM JOCTYIIOM, SIKMii NepelKoAKa€E
PeryJiipHUM IH’€KIisIM KOHLEHTPAaTy ¢akTopa 3ropraHHs Kpoi, B®I' pexomenaye
BCTAHOBJIIOBATH MNPHUCTPiii meHTpaibHOro BeHo3Horo aocrymy (IIIBJ) anas moJiermenHs
npodiTakTHYHNX IH’ €Ki KOHUEHTPaTy (pakTopa 3ropraHHs KpoBi. IHmmii pocrynHuii Ha
JAAHUH MOMEHT BapiaHT — 1le BAKOPHUCTAHHS eMillu3ymaly, IpuuoMy B Maii0yTHLOMY MOXKYTh
3’ABJAATHCS iHII mimKipHi HedakTOpHI mMpenapaTu.

Komenmap pobouoi cpynu:

s ¢opmanizoeanoi oyinku ympyoHeHHsT 8EHO3HO20 OOCMYNY Yy O0pPOCIUX Modice Oymu
suxopucmana mooigirosana wxara A-DIVA [van Loon FHJ, van Hooff LWE, de Boer HD, Koopman
SSHA, Buise MP, Korsten HHM, Dierick-van Daele ATM, Bouwman ARA. The Modified A-DIVA
Scale as a Predictive Tool for Prospective Identification of Adult Patients at Risk of a Difficult
Intravenous Access: A Multicenter Validation Study. Journal of Clinical Medicine. 2019; 8(2):144.
https://doi.org/10.3390/jcm8020144]. Mooigixoseana wxanra A-DIVA 6azyemvcsa na oyinyi maxux
gaxkmopis, K BI0OMUL AHAMHE3 YMPYOHEHO20 BHYMPIUHbOGEHHO20 OOCMYNY, OYIKY8AHUI
APAKMUKYIOUUM  JIKApem YMpYOHeHUU 6HYMPIWHbO08EHHUN OOCMYN, HEeMONCIUBICIb  BUAGUMU
PO3UUPeHy 8eHy 3a O0NOMO2010 nanbnayii ma/abo izyanizayii Kinyieku ma oiamemp Yilbo8oi 6eHU
Menute 3 minimempie.

Mooughikosana wxana A-DIVA npeocmasnena sk adumuena cucmema oyiHku OJisi pO3PAXYHKY
NPOCHO3068AH020 PU3UKY OJil OKpemoz2o nayienma, 0anu Oas KOMCHO20 3 (hakmopie pusuxy
000arwmucs, wob oamu NPUOIU3HY OYIHKY YMPYOHEHO020 6HYMPIUHb08eHH020 docmyny. OyinKu
HAapaxogyiomuvcs nicis 8i0N0Gi0i «mak» Ha oKpemi sanumawnHs - no 1 6any 3a KOJHCHY 8i0N08I0b
«maxy. Ha ocnosi oyinku 3a aOumueHorw wWKaniow pusuxy YmMpYyOHEH020 6eHO3HO020 OOCMYNY,
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nayicHmie ModicHa Kiacugixysamu 6 epyny Huzbko2o (ban 3a mooughixosanoro wxanorw A-DIVA O
abo 1), cepeonvoeo (ban 3a moougirosarnoro wxanorw A-DIVA 2 abo 3) abo sucoxkoeo puzuxy (ban 3a
moougirosarnor wkanow A-DIVA 4 abo 5).

Ilpoyedypa oyinxu sxarouac 6 cebe HAOAHHs JiKapem 8i0N08ioeli Ha HACMYNHI 3aNUMAHHS 3
niOpaxyHKom 0auis, 6iON0BIOHO 00 HAOAHUX BIONOBIOel:

Tax Hi
Yu € 6 anammesi 0aui npo YCKIAOHeHUll HYMPIUHbOBEHHULL 1 6an 0 6anis
docmyn?
Bu ouixyeme nesdanoi nepuioi cnpobu uu 6axckozo 1 6an 0 6anis
BHYMPIUHbOBEHHO20 00CMYNY?
Yu € HemodcIuBUM BUHAUUMU POSUWUDEHY 8eHY NPU NAIbNAYLL 1 6an 0 6anis
8epXHbOI KIHYIBKU?
Yu € Hemoocausum i0oenmu@ikysamu po3uupeH)y 6eHy uLisixom 1 6an 0 6anis
gizyanizayii 6epxHvoi KiHyieKu?
Yu mae naubinvuia poswupena ena oiamemp meruie 3 1 b6an 0 6anis
Minimempig?

Ipu oyinyi 3a yicro wkanow, skuwo cyma 6anie >4, mo maxuil 6UNa0OK, MpaKmy€emocs K
VMPYOHeHUU 6eHO3HUL OOCHYN

na  ¢opmanizosanoi oyinku ympyoHeHHs 6eHO3HO20 docmyny Yy Oimel, Modce Oymu
suxopucmana wkara DIVA, 3a odonomocor sakoi moocHo npoenosysamu YCnix yu Hesoauy
nepugepuyno2o 6HympiuHb08eHH020 88edeHus. Cymapnuti 6an, ompumanuti 3a wxanrowo DIVA
00380/1€ NPOSHO3Y8amu, y AKUX Oimeu Oyoe 8axdCKO ompumamu 6Hympiulhbo8eHHul oocmyn [1.
https://pathways.chop.edu/clinical-pathway/vascular-access-emergency-department-clinical-
pathway 2. Yen, Kenneth MD, MS; Riegert, Anne RN; Gorelick, Marc H. MD, MSCE, Derivation of
the DIVA Score A Clinical Prediction Rule for the Identification of Children With Difficult
Intravenous Access, Pediatric Emergency Care 24(3):p 143-147, March 2008. | DOI:
10.1097/PEC.0b013e3181666f32; 3. Clinical Practice Guidelines,
https://www.rch.org.au/clinicalguide/quideline_index/intravenous_access_peripheral/ ]

LIxana DIVA 6a3zyemvca na oyinyi 3 3MIHHUX: 6IK, MOJNCIUBICMb NANbNAYII nepupepuinux 6eH
ma MOoNCIUBICMy 8i3yanizayii nepugepudnux 6eH, npu Yybomy Oanu HaApaxo8yiomvCs HACMYNHUM
yunom. 2 6anu ona dimeu monoowe 1 poky, l6an - ona 1-2 pokie, 2 6anu - 011 6eHU, wjo He
nanvnyemocs, i 2 oanu 01 8eHU, wjo He i3yani3yemuvCsl.

Illkana eu3nauennsa YUHHUKI@ PUBUKY PO3GUMKY YMPYOHEHO020 8€HO3H020 0ocmyny y Oimei -
DIVA

Ilpeoikmop 0 banie 1 ban 2 banu
Bizyanizayis een Buoumi - He suoumi
Ilanvnayis een Ilanvnyromuvcs - He nanvnyromucs
Bix > 36 mic. 12-35 wic. <12 wmic.

Ilpu oyinyi 3a yicro wxanow, sKkwo cyma o6anie > 4, mo makuii 6UNA0OK MPAKMyEmMbCsi 5K
VMPYOHEeHUU 8eHO3HUL OOCHYN.

[Ipoghinakmuka HuzeKUMU 003aMU

[IpodinakTuka HU3BKMMHU J03aMHU Iepedadae BBEJCHHS 3aMICHUX IpenapariB (pakTopiB 3
MEHIII YaCTUMH IHTEepBaJlaMU (3a3BHYail OJIMH pa3 Ha THXKACHL a0o0 JBa pa3u Ha THXKJICHbB), a00 3
BUKOPHCTAHHSAM MEHIIHX /103, 800 KOMOiHaIlii 000X MiXO0IiB.


https://pathways.chop.edu/clinical-pathway/vascular-access-emergency-department-clinical-pathway
https://pathways.chop.edu/clinical-pathway/vascular-access-emergency-department-clinical-pathway
https://www.rch.org.au/clinicalguide/guideline_index/intravenous_access_peripheral/
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VY xpaiHax 3 gocTaTHIMH pecypcamMu NpOoQiIaKTHKAa HU3BKUMH [103aMH, SIK IPABHIIO, €
HU3bKOYACTOTHOI TPOQIIAKTUKOI 13 3BHYAHHUMHU J03aMH. BOHA 4acTO BHUKOPHCTOBYETHCS SIK
crocib moyaTKy npoQiIaKTHKY, a TOTIM MPOBOIUTHCS MIIHOM YaCTOTH A0 OUIBIIT BUCOKOTO CTYIICHS
3aXHCTY.

B neskux ImEHTpax NPOBOAMTHCSA MIiAHOM IHTEHCHBHOCTI MPOQUIAKTUKMA JHUIIE y THUX
MAII€HTIB, SKI JEMOHCTPYIOTh IPOPUBHI KPOBOTEUI IIPH MEHII IHTCHCUBHIN mpodiaakTuii (migiom
3 ypaxyBaHHSM ()€HOTHITY KpOBOTEUi). B IHIIHMX IIEHTpaxX MIBUAKO MPOBOASATH M1IHOM IHTEHCUBHOCTI
npodTaKTUKK y BCIX MAIll€HTIB, HE3aJEXKHO Bil (EHOTHIY KpoBOTedi (MiAHOM HE3aJIe)KHO Bij
dbeHoTuIry KpoBoTeui), mob 3a0e3MeUnuTH KPaIuil 3aXHCT.

Y kpaiHax 3 OOMEKEHHMMH pecypcaMu MpOoQiIaKTHKA HHU3BKHUMH JI03aMH, SIK IPAaBHIIO,
nepeadavyae BHKOPHCTAHHS MeEHIIMX [103. Lle cmoci® i mamieHTiB mUX KpaiH po3MoYaTd
npodinakTuKy, ane 3 MeHmuMMHU BuTparamu. II[o6 MiHIMI3yBaTH BHTpaTH, OCHOBHA YyBara
NPUIUIAETHCS MiHIMI3alii BUKOPHCTOBYBAHMX 103 MPHU 30epeKeHHI 4acTOTH BBEJCHHS HA PiBHI
BHCOKO0/1030B0i mpodinaktuku?®43-46,

Lle poOUTH MOXKIIMBHM 3aMICHY TEpaIliio 3 piYHHM CIIOKMBAaHHIM TpenapaTiB, MOIIOHUM 10
€MI30IMYHOTO JIIKYBaHHs, aJi¢ 13 3HAYHO HI)KYMM PIBHEM CIIOHTAHHUX KPOBOTEY.

[lepeBaru Ta Hepomiku (hikcoBaHuX cxeM npodinakruku pakropom i3 CITH 3a tunom «Onun
pO3Mip AJIg BCiX» HaBeaeHi B Tadmwuiii 6-5.

6.7 CxeMu onTHMi30BaHOI NPOPLIAKTUKHU (pakTOPOM

OntuMizoBaHi cxeMH NPODITAKTHKH I1HIUBIAYIbHO MigiOpaHi UIsi MOTped KOXKHOTO
namiedTa. lle o3Hauae, MmO 1HAUBIAM OTPUMYIOTH PEKUMHU MPO(DINIAKTUKH 3 ypaXyBaHHSIM iXHIX
noTped, a HEe 3arajJbHOro PEXKUMY, PO3POOJICHOTO IS BCIX MAIE€HTIB. B imeam 1ie M03BOJIUTH
pPO3pOOHUTH HaNEKHY MNPOPIIAKTHKY JUIS KOXKHOTO maiieHTa. Taka mpodinakTHKa AacTh 3MOTY
e¢extuHie po3noauaTu KOK tak, 1110 BoHM He OyAyTh «BUTpauyaTUCS» Ha MAIIEHTIB, IKUM MOXKE
HE 3HAJI00UTHUCS BEJMKA KUIBKICT Mpenaparis, 1 pH 1[boMYy He Oysie 00MeXeHb Ul MaLli€HTIB, SKi
MaloTh BHUINY noTpedy B mpenapatax (auB. [linpo3ain 6.9 «ExoHOMIYHI acnekTd MpOQiIaKTHKN»
HUXKYE).

[IpodinakTuky MoXxkHaA onTUMI3yBaTH pizHUMHU criocoOamu. Lle crocyerbes sik remodinii A,
tak i B (quB. Tabmwumi 6-2 ta 6-6).

OnTumizaiis npo@uUIaKTUKH 10 NOTPeOd HallieHTa IPYHTYEThCS Ha BIIMIHHOCTSX Y (DeHOTHUITI
XBOpOOH, a TAKOXK BIIMIHHOCTSX B iHAuBIAyanbHil ®K-meTabomnizanii ¢pakropa.

[lepeBarn Ta HeOONIKM pPeXUMIB (PIKCOBAHOI MPOPUIAKTUKHU, SK 1 CXEM ONTHUMI30BaHOI
npodinakTuku HaBeaeHi B Tabnuii 6-5 (cxemu 3 pikcoBaHOI0 103010) Ta Tabnuii 6-6 (onTrMi3oBaHi
cxemu). OueBHUIHO, HE 1ICHYE YKOJTHOT CXEMH, KA HaWKpaIle MmaxXoAuTh JIJIs BCIX MAIll€HTIB Ta s
BCIX KpaiH.

Kinnesa meta Bciei npodigakTHYHOT Teparii TOBUHHA OyTH OJIHAKOBOIO — HE MATH OJHOI
CHIOHTaHHOI KPOBOTEUI.

JuB. Po3nin 11: «Ouinka pe3yabTaTiB JTIKyBaHHS.

YMHHMKH, 1110 BIIMBAOTH HA (DEHOTHUII CXHJIBHOCTI 10 KPOBOTEY

JIronu 3 remo(isiero IEMOHCTPYIOTh 3HAYHY (DEHOTHUIIOBY T€TepOre€HHICTh CXMIJIBHOCTI 10
KkpoBoTed. [l MiKiHIMBITyapHa BapiaOeIbHICTh MIOMITHA HAaBITh Cepe JT0JIEH 3 TSKKOI0 (HOPMOIO
remoiii i3 cniscTaBHUM GazoBUM piBHEM (akTopa’ =0,

@eHOTHIT CXMUIIBHOCTI 0 KPOBOTEY € PE3yNbTaTOM CYKYITHOTO BIUIMBY TE€HOTHUIIOBOTO
npo(dUTI0 OKpEeMOro TAaIlieHTa (BKJIIOYAIOUM T€HOTUIl reModimii, TeHeTH4Hi mpodinai BCIX IHIIMX
reMOCTaTUYHUX (PAKTOPIB Ta 1HIII T€HETHYHI O3HAKH), CTaH 370POB's CYIJIOOIB Ta MOBEIIHKOBI
ocobauBocTi (nuB. Tabmwuito 6-7).

Byno BcraHoBieHO, 110 JTIOAM 3 TeMODUIIEI0, K1 CTPaXAal0Th BiJ TOBTOPHUX KPOBOTEY Yy
MOJIOJIOMY Billi 1 MAIOTh IOLIKOJKEHI CYTI00H (Cyriao0Hu-MillleHi), IK IpaBuio, OyayTh MoTpedyBaTu
MIATPUMKA HA0araTo BUIMMX 3aJMIIKOBHX pIBHIB (akTopa, MmO 3amolirTd KpoBOTEYaM Yy
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MaiiOyTHEOMY.
MiKIHIMBIAyaIbHI BIAMIHHOCTI B OajlaHCI MK TO3UTHUBHUMH Ta HETAaTUBHUMH PETYJISTOPAMH
reMoCTa3y TaKoXk MPHU3BOIATH 10 Pi3HOTO PU3KKY KpOBOTeu*?,

Kpim Toro, piBeHb aKTHBHOCTI (pakTOpa MOXKE CHUJIBHO 3MIHIOBATUCS TPOTATOM IKHUTTS
mroauHu. Hanmpukian, ManeHbKi JiTH MOCTIHHO 1 HenepeadauyBaHO MPOSBISIOTh AKTUBHICTB, TOJI SIK
CTapIIi JIiTH Ta TOPOCi MOXKYTh OyTH Habarato MEHI aKTUBHUMH, OJIHAK 1] YaC aKTUBHOCTI BOHH
MOXYTh 3aiiMaThCsl 3aIUIAHOBAHUMHU (PI3UYHUMH HABAaHTAKEHHSIMHU 3 MEHILIOK WMOBIPHICTIO

BHKIIMKATH KPOBOTCUY.

TABJIMISA 6-6. AnanTartis npodiJakTHKH 10 TOTped marieHTa

ITigxix no omruMizamii IlepeBaru Henoaikn
dapmMakoKiHeTHKA BusHnae Toit ¢dakr, mo namientya | Bumarae BIJI HaIl€HTIB
3 reMOo(LTi€I0 MAIOTh BIAMIHHY | IPOXOKEHHS NpUHANMHI
[Tepenbdauae npoBeACHHS | DK-merabomizamiro  (akrTopa, | MiHiMaIbHOT O1iHKH DK,
NPUHANMHI MIHIMAQJIBHOI OUIHKH | o0 BrimMBac Ha 1OTpeOy B
OK y maiieHTiB, 3 HAaCTYIHUM npodinaKkThi. [ToTpebye JOCBiY B
KOPUT'YBaHHS J103U/9aCTOTH iHTepIpeTamii  pe3yibTaTiB

BBeJleHb (akTopa /ig Toro, oo | [IpuBonutes y Bignosianicts | K.
JOCATTH Y KOXXKHOTO marienTa | kuibkicth KOK, mo BumaoThes

3a3galIeriahb BHU3HAYEHOIO | MAIli€HTY, 3 HOTo moTpedaMu Ha 30cepe/Ky€eTbCA  JIMIIE  Ha
3JTUIIIKOBOTO PiBHS (haKkTopa. OCHOBI DK, rapaHTyroud | OAHOMY arpuOyti,  AKHH
OTPUMAaHHS KOXHUM TaIll€EHTOM | CIIPHUsIE kpooreui  (PK-
Mo:kHa OLIHUTH 3a AOMOMOIOKO | oCTaTHROI KiutpkocTi | MeTabomizaniss (akTopa) Ta
MOMYJIAIITHUX ®K-mozeneit | npenapary s JIOCATHEHHS ITHOpYE THIII BIIMIHHOCTI MK
(nanpuknag, WAPPS-Hemo) 3a | ognakoBux piBHIB (akTOpA. MarjieHTaMu, BKJTIOYAIOYH
JIOTIOMOT 010 0aifeciBCbKOTO piBeHb (PI3UYHOI aKTUBHOCTI.
aHami3zy BincytHs HeoOXigHICTH i | YyacTb y CIOPTI MOXe OyTH
rarjieHra MIEPEHOCUTH | KpaIle 3a0e3mneycHa
KpOBOTeui, 1100 KOHCTaTYBaTH | JIOCIIIKEHHIM piBHS
foro miABHILEHY mOTpedy B | QakTopa
npodiIaKTULL.

[lix yac 3maraHb, a HE JUIIE
Moske mnpu3BeCTH 0 3HAYHOI | 3AIMIIKOBHUX PiBHIB (hakToOpa.
eKOHOMIT y CTMOXHMBaHHI
(akTopiB, ockinbku namientu | Lle MOxe mnpusBoaMTH 10
OTPUMYBATUMYTh TOYHY | 3aBUIICHOIO  JI03yBaHHA Yy
KiTbKicTh,  HEOOXimHy I | AEAKHX MALIEHTIB, SKi MOTIH
JOCSITHEHHS IIEBHUX 0 Jerko MEPECHOCUTHU MEHII1
3JIMIIIKOBUX PiBHIB (hakTOpa. 3aJIMILKOBI PiBHI (akTopa, a 3
1HIIOro OOKY, 10 3aHUKEHOTO
Jlo3Bonsie  i1HAMBIAYyaNi3yBaTH | JI03yBaHHS Y IHIIHMX MALlI€HTIB

npo(diIakTUKY 3 BIKOM, | (HapHUKIIaL, JTyXKe
ockinbku @OK 3MIHIOIOTBCS 3 | aKTHUBHHX),  SKHM  MOXeE
BikoM mnariecHra. Omiuku DK | 3HamoOuTHcs BUIIUN

HEOOXiTHO TOBTOPIOBATH 3 | 3AIMLIKOBHUH PiBEHb (haKkTOpa
Bikom*®
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Kainiuni ¢paxkropu (dpeHorun
CXWIBHOCTI 10 KPOBOTEY Ta
THN (Qi3MIHOT AKTUBHOCTI)

[Tepenbauae BUOIp MOYATKOBOTO
peXUMY, SIKUI MOKE MaTH Oy/Ib-
Ky 4YacTOTy BBEICHHs, 1 3a

narieHTaMu PETENBHO
CIIOCTEpIraloTh Ha  TpPEAMET
KpoBoTeui. 3a HEOOXITHOCTI

703y Ta 4YacTOTy KOPHUIYIOTh
(mgHIMalOTh ab0 3HIKYIOTH)

TUTS eJriMigaril 3HAYHUX
KIITHIYHUX KpOBOTEY 3a
JIOTIOMOI'OFO MIHIMaJIbHO

IHTEeHCUBHOI TPOLITaKTUKH

Busnae, 1m0 mamieHTH 3
reModiIier0 HEOTHOPITHI, HE
TiIbKu o0 K meTadomizarii
(dakTopa, ame 1 B 0Oararbox
IHIIUX acreKkTax (JIesKi 3 SKHUX

HEBIJIOMi),  SKI  CHpPHUSIOTH
PO3BUTKY KpOBOTEY Ta
Hacaiakis it OPA.

Kpame IIPUBOJUTH y
BIJIIIOBIIHICTH o0csr
npodinakTuku 3 TOTpedaMu
TaIi€eHTa, 10 JI03BOJISIE
320111aJKyBaTH Ha

MOMYJSIIITHOMY PiBHI TIE€BHY
KkitbkicTh KOK.

JUIS TIEPEX1THUX
eTamiB  JKUTTS, HANPHUKIAI,
H1IIoM IHTEHCUBHOCT1
npopUIaKTUKH B PaHHBOMY
JUTUHCTBI Ta 3HWKEHHSI — Yy
3piomy BiIli.

[Tigxomure

Jlo3Bomisie ny’)ke  MalleHbKUM
ITAM 3BUKHYTH o
BHYTPIITHLOBEHHUX  BBEJCHb
IiJT 9ac MiaioMy IHTEHCUBHOCTI
npoQiTaKTUKN Ta MOKe
no3BosiuTy yHukatu [TLB/I.

€ HEOoOXIIHICTh JUIS TAIliEHTa
MEPEHOCUTH KPOBOTEY, 11100
MOXKHa OyJlI0 BCTaHOBHTH
Horo (eHOTHII KpPOBOTEY Ta
notpedy B mpodimaKTHIl

B 3HauHiit Mipi 3a1€XKUTh BiJ
KpUTEpIiiB  KpOBOTEYi, sIKi
BUKOPHCTOBYIOTHCS TSt
KOpeKLii JiKyBaHHS. Xouya
JesKl ~ TAIllEHTH  MOXYTh
HEPEHOCUTH JIesIKI KPOBOTEUl
0e3 MOMIKOKEHHSI CYTJI00iB Yy
JIOBTOCTPOKOBIH MEPCIIEKTUBI,

iHIml  marieHTd  (0co0auBO
MaJIeHbKI  JiTH) Habarato
OuTbIl Bpa3nuBi. Y TaKux

[ali€HTIB HABITH OJHA abo
KiJJbka KpPOBOTE€Y  MOXKYTb
CIPUYMHATH  TIOMIKO/DKEHHS
CyrJIO0iB Yy JIOBIOCTPOKOBIi
HEPCIEKTHBI.

ITig Jac nigiiomy
IHTEHCUBHOCTI PO(DIIaKTUKU
MAI[iEHTH MiAJAI0THCS PUBUKY

Cepiio3HO1 KpoBOTEY1
(mampuknazg, BUK).

[ToTpebye MOCTIHHOT
amanTtanii mpoQiIAKTHKA 0
pexXHUMIB ¢13uuHOI
aKTUBHOCTI, II0 MOXe OyTu
poOJIeMaTHIHHM, SIKIIIO

TUOU  (PI3MYHOI AKTUBHOCTI
4acTO 3MIHIOIOThCS.

Ipumimxa: s Tabnuis anantoBana 3a qanumu Carcao (2015

)29_

Ckopouennsi: KOK — konnentpar ¢akropa xoaryssiiii; [IIBJ] — npuian meHTpalbHOTO BeHO3HOTO faoctymy; BUK
— BHYTpPIIIHBOYEPETHUH KPOBOBIIINB; B/B — BHYTpINTHhOBEHHE BBeeHHS; OPA — onopHo-pyxoBuii anmapat; K —

(hapMaKoKiHETHKA.

aJlocTymHO 3a ajpecoro: http://www.wapps-hemo.org#

ToMy pexuM npodiIaKTHUKY Malli€eHTa MOKe MOTPeOyBaTH 3MiH 3 4aCOM, OCOOJIUBO 31 3MIHOIO
piBHS akTUBHOCTI. OTXKe, MPO(DITAKTUKY MOXKHA 1HAMBIIyaTi3yBaTu MPOTATOM KUTTS JIFOJMHH.

YacTkoBO Taka iHAWBITyaTi3allis MOxe OyTH MOB’si3aHa 3 1HIWBITyaTbHUM CIIOCOOOM >KUTTS:
JesIK1 JIFO/IM, SK1 BEAyTh OUIbII CUISUMN CHOCIO )KUTTS, MOXKYTh 00paTH MEHINY KiIbKICTb 1H(Y31H,
10 MPHU3BEE 10 HUKIOTO CTYIEHS 3aXHUCTY, TO/I SIK ORI aKTUBHI 0COOM MOXKYTh 0OpaTH JacTinii
iHQY311 Ta BUIIMA piBeHb 3axucTy. Lle 00ymMOBiII0€ HEOOXiIHICTh ONTHMI3alii MPOMITAKTUKH MiX
Mai€HTaMHy, a TaKOK JJI OJHOIO 1 TOTO K IMAaI[i€HTa 3 BIKOM.

VYci BumeonucaHi YMHHUKKA OOYMOBIIOIOTH 3HAYHY BapiaTUBHICTH KIIHIYHOTO (DEHOTHUILY
cepen moaei 13 reModuiero. Taky MIHIMBICTD YCITaIKOBAaHOTO (DEHOTHUITY CXHIIBHOCTI 0 KPOBOTEY
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MOXKHa TMPOAEMOHCTPYBAaTH 3HAYHMMHU BIMIHHOCTSMHU BiKYy, B SIKOMY Y JiT€ croctepiraerbcs
MepIINi KPOBOBWIIMB y cyriio0. Llei Bik Moxe 3MiHIOBaTHCS BiJ <1 poKy A0 mMpHOIU3HO 6 POKIB,
TIIPUYOMY Cepe/Hiil Bik CTaHOBUTH MpUOIM3HO 2 Poku™’. Y KilbKOX AOCHIIKEHHAX OYJI0 TOKA3aHo,
IO BiK HEPIIOro KPOBOBWIIMBY B CYIJIO0 Ja€ 3MOTY IMPOTHO3YBaTH ()EHOTUI KPOBOTEY B HACTYITHI
POKH, SIKHI CIIPUYMHSE BIIMIHHOCTI y IIOPIYHOMY BHKOPHCTaHHI (haKTOpa Ta 4acTOTI BUHUKHEHHS
aptponartii. [lpu 1mpomy marieHTH, y SKUX TEPIIMA KPOBOBWIHMB Y CYIJI00 BHUHHKAE Ii3HIIIE,
NOTpeGyIOTh MEHIIOI KiTbKOCTi HpenapaTy i y HUX pO3BUBAETHCA MEHII BUPAKEHA apTPOMAaTis >,

6.8 lorpuMaHHsI pe;KUMY BBe/IeHHSI Ta HABYAHHSI Nali€HTiB/oMiKyHiB

HesBaxaroun Ha mnepeBard npodUIaKTUKUA, TPUXWIBHICTh 10 JIKYBaHHsS 1 JOTPUMAaHHS
pPEeKUMY BBEACHb TPAJUIIMHO 3aJUINAIOTHCS 3HAYHOIO Mpobiemoro. IcHye Oarato mpuuuH Ui
HEJI0CTaTHLOI'0 JAOTPUMAHHS peKUMY NpoduIakTUKU. OCHOBHOIO NPUYMHOIO €, BIPOTITHO, TArap
HeoOxigHocTi BBeneHHs KOK, mpuyoMy BHYTpIIIHEOBEHHO 1 yacTo. L{e mpu3BoANTE 10 YCKIIaJHEHD
BEHO3HOI'0 J0CTYIy (0COOJIMBO y AiT€H MOJIOALIONO BiKY, a TAKOX Y AOPOCIUX JIO/IeH 31 3HAYHOIO
apTpomnari€lo Ta MpoOJIEeMHUMH BEHAMH) Ta HECIPUHHATTS AWTUHU a00 POJUHHM HEOOXiTHOCTI
BUTpayaTy 0arato yacy Ha CTaHJAPTHY NPOQUIAKTUKY.

[Hma npuyMHa 3MEHIICHHS MPHUXWIBHOCTI 10 MNPO(MITaKTHKH OOYMOBIIEHA THM, IO
npodinakTuKa MpHU3HAYEHA [EePEeBAXHO Ui 3arnoOiraHHs JOBFOCTPOKOBUM YCKJIaJHEHHSAM
remo(inii. IMamieHT/ONIKYH MOXYTh HE PO3YMITH JOBrOCTPOKOBHX YCKJIQJHEHb reMOdiii, sKi
BUHUKAIOTh, SIKIIO NMpo(diTakTUKa HE PO3[oyaTa B MOJIOJOMY Billl, @ TAKOXK HEIOCTaTHHO PO3YMITH
nepesaru npodinaktuku> (nuB. Poszin 2: «KommiekcHe JikyBaHHS reModiniin — «llepexin Bifa
JIKyBaHHS AITEH 710 JIKYBaHHS JIOPOCIIHXY).

HacnigkoM HEIOCTaTHBOTO AOTPUMAHHS PEXUMY JTIKYBaHHS € 3HIDKCHHS €()EeKTUBHOCTI
npodinakTukd. B kpaliHIX BuUmajgkax HEAOTPUMAHHS JIKYBAaHHS IMPHU3BOIUTH O HPUIMHEHHS
npodUIaKTUKU Ta MiJAA€ Mall€eHTa 3HAYHOMY PHU3HMKY KpoBoTeul. Taka mpoOiiemMa 3MEHIIEHHS
HOPUXWIBHOCTI JI0 JIIKYBaHHS CIIOCTEPIraeThes SIK y KpaiHax, 10 MaroTh JOCTAaTHI pecypcH, Tak 1 B
KpaiHax 3 0OMEXEHHMHU PEeCypCaMu.

ITpu BuxopucranHi KOK i3 CIIH npomymieni abo BiaCTpouyeHI NpOQiIaKTUUHI BBEIECHHS
HEraifHO 301IBIIYIOTh PU3UK KPOBOTEYi. TOMY MpOMYIICHI/BiICTPOUYCHI BBEICHHS 3YMOBIOIOThH
3HaYHy YacTKy IpopuBHUX kpoBoTeu®. V punanky K®K 3 ITITH HactiAKu HpoIyIeHoi 1031 MOKYTh
Oytu mie Outbll 3HayHMMHM. OpAHAK icHye Habarato OUIBLIMI 3amac, SKIIO BBEACHHS IPOCTO
BIJICTPOYEHE, a HE MPOITyILEHE.

[Ipenapatn K®K 3 TIIIH MoxyTh HOKpallyBaTH NPUXWIBHICTh, OCKIIBKH JI03BOJISIOThH
MIPOBOAMTH BBEACHHS pifllle Ta B MEHII HaBaHTaXeHH yac (yBeuepi, a He BpaHIli; Ha BUXITHI, a He
B OynHi). OcobnuBo 11e cTocyeThes nesikux KOK FIX 3 TITTH.

Eminuzyma0, sxuii Mo)KHA BBOJAWTH pa3 Ha THXKICHb, pa3 Ha JBa THXKHs a00 KOXHI 4 THXKHI,
MOBUHEH Ill¢ OUIbllle MOKPAIIUTH HPUXWIBHICTh JI0 JIIKYBaHHA. Taka MOXIMBICTh NHOTpelye
JOJJaTKOBOTO BHUBYEHHS. BIumB iHmIMX He(aKTOPHUX TMpernapariB, SKIIO BOHU BHSBISATHCS
epeKTUBHUMHU Ta O€3MeYHUMU Ta CTaHyTh KJIIHIYHO JOCTYIHHMH, TaKOXX MOTpedyBaTuMe
JOJJATKOBOTO BUBUEHHS.

[IpodinakTuka — 1€ KOJEKTUBHA POOOTa, SKa CIUPAETHCA HA TOCTIHHE HABYAHHS Ta
KOHCYJIbTyBaHHsS mamieHTiB/onikyHiB. Komanna ¢axiBuiB meHTpy JiKyBaHHsS Temodimii Bimirpae
KJIIOYOBY POJIb Y HaBYaHHI MAI[i€HTa 1 HOro POAWHU 100 MPOQIIAKTHUKH, BaKJIUBOCTI BEIEHHS
[arnepoBoro abo eNeKTPOHHOIO II0JIEHHHUKA €Mi30/1iB KPOBOTEUl Ta KUIbKOCTI BUKoprcTaHuX KOK
a00 1HIIMX IperapariB, a TAKOX LI0J10 BAKIMBOCTI JOTPUMAHHS IJIaHy JIIKYBaHHS.

TABJIMISA 6-7. YnHHWKY, 110 BIUIMBAIOTH HA ()EHOTHUI CXMIJIBHOCTI 0 KPOBOTEY Ta CIIPUSIOTH
(EHOTHUTIOBIH MIHIMBOCTI MK MaIli€HTAMH

I'eneTnuHi BigMiHHOCTI Herenernuni BigMiHHOCTI

BapianT remodiii PiBHi Ta TMIIN AKTHBHOCTI
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PiBHi THIINX MIPOKOATYJISIHTHUX ta | @yHKIiOHAaNbHA  374aTHICTE  Ta  (pi3uuHa
AQHTUKOATYJISTHTHUX O1JIKIiB KOOpJAMHAIis  (30Kpema, CHJla, THYYKICTb,
piBHOBara, CTabiIbHICTh, PYXJIUBICTb)

3amanpHi peakxiiii, sSKi MOXYTh BIUIMBaTH Ha | PU3MKOBa MOBEmiHKA
CHPUUHSATIUBICTh JIFOJWHU 0 TOIIKOHKCHHS
cyrso0iB BiJ KpOBOTEY

bynoga Tina (30kpema, cTaH M’s31B)

HasBHicTh 200 BIZICYTHICTH ICHYIOUHMX CYTJIO0iB-
MimeHed abo  BCTaHOBJIEHOI  TremMo(duTYHOI
aptpornarii

BunukaeHHs TpaBMHU

Ki1r0490BOIO CKIIQIOBOKO MPOQIIAKTUKH € HABYAHHS MAI[i€HTiB/POJANH BHYTPIIIHBOBEHHOMY
BBEJICHHIO TIpenapaTiB B JIOMAIIHIX YMOBaX, 10 HA3WBAETHCA JIOMAIITHIM JTiIKyBaHHSAM (1uB. Po3min 2:
«Kommnekche nikyBanHs remodinii» — «Jlomaiine ikyBaHHS).

Perynsipai ornsiam mpoTATOM YChOTO KHTTS B HEHTPI JIKYBaHHS reMo(disii BaKIIUBI s
Heperisay CHUIBHOrO IUIaHy NMpo(diJakTHKH, BKIIOYAIOYM THUII Mpernapary, J103yBaHHs Ta YacTOTY
BBEJICHHS, SIKi MIOBMHHI KOPUTYBATHUCS BIAMOBIAHO 10 MacH Tijla MAIi€HTa, CXMIBHOCTI 0 KPOBOTEY
Ta IHIIUX (aKTOPiB.

Yce BUIIEBHUKIIAZICHE € OCHOBHUMHU BUMOTaMU 15l €PeKTHBHOT PO LIaKTUKHU. [HIITI BUMOTH
U1 eeKTHBHOT podiIakTUKK HaBeneHi B Taomui 6-8.

TABJINLSA 6-8. OcHoBHI BUMOTH 10 €(heKTUBHOT PO ITaKTUKN

Hapniiine, Oe3nepeOiliHe mocTayaHHS MpenapariB JUlsl NpOQUIAKTUKK (KOHLEHTpPATiB (akTopiB
KoaryJsiii Ta/abo HehaKTOPHI MpenapaTH)

besnepepBuuil (axoBuit MOHITOPHHTI (KJIiHIYHUH Ta sabopaTopHuil) NpoduUIAKTUKKA Ta i
€(hEeKTUBHOCTI

JlomariiHe JiKyBaHHS, siKe, Oa)KaHO, 3IHICHIOETHCS MaIll€HTOM/OMKYHOM

Jlo6pe yCBiAOMIIEHHS MALlI€EHTOM HEOOX1IHOCTI NPO(IAKTUKU

Hanexxne 10TpUMaHHS NAIIEHTOM PEKUMY MPO(P1IIAKTUKI

Pexomenpaauis 6.8.1:

Jasi mamieHTiB 3 THKKHUM (eHoTtunom remodiaii A ado B, saki mepedyBarTh Ha
npodisakruui, BOI' pexoMeHnaye HaBYATH NMALIEHTIB/OMIKYHIiB CBOE€YACHO Ta TOYHO BECTH
00JIiK emi3ofiB KPOBOTeY Ta BHKOPHCTAHMX MpeNapartiB, a TaK0 X INPOBOJMTH PperyJsipHi
MOHITOPHHIOBI Bi3UTH NalieHTIB B IEeHTPaX JiKyBaHHs remoginii.

6.9 Exonomiuni acnekTn npodinakTuku

K®K, sk npaBuiio, € ayxe TOpOroBapTICHUMHU 1 3a3BUYail ckiagaroTh nmoHaa 90% BapTocTi
nikyBaHHS reModinii. Lle icTopuuHO mpu3Beno 10 TOro, mo MmpodilakThKa y KOPOTKOCTPOKOBIM
nepcreKkTHBi Oyia 3HaYHO JOPOXKUYOI0, HK €Mi30IM4Ha 3aMicHa Tepallis KOHLIEHTpaTaMu (akTopa.

Bapricte mpodinaktukm gayxke 3anexuTh Bifg BapTrocTi KOK Ta Bim 1HTEHCHBHOCTI
npodiIaKTUKK (YaCTOTU BBEJICHD T JI03H). Y JJOBFOCTPOKOBIM NEPCHEKTHBI IEBHI BUTPATH HA PAHHIO
Ta IUIAHOBY NMPOQUIAKTUKY MOXKYTh KOMIIEHCYBATHCS 3MEHIIIEHHSIM BUTPAT Ha JIIKYBaHHS Y 3plIOMY
Billl Yyepe3 Kpalluid CTaH 3710pOB's CyriI00iB, 10 MOXe 3MEHITYBATH KUIBKICTh T€MapTPO3iB Ta 1HIII
reMopUTIYHUX KPOBOTEY, a OTXKE, 3MEHITYBaTH KUTBKICTh BIIBIAYBaHb KIIHIKM Ta TOCIITaTi3aIlii
OpOTSIroM 0araTbOX POKIB. @ TAKOXK 3MEHIIMTH a00 YCYHYTH HEOOXITHICTh JOPOTHX OPTOMEIMYHUX
XIpypPriuHMX BTpyYaHb Y MaOyTHHOMY.

HaBnaku, mpsiMi BUTpaTu Ha €Mi30AWYHY TEPaIlilo 3 4acOM 3POCTal0Th, OCKIJIBKU YMCIIEHHI
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KPOBOBWJIMBU TPU3BOASATH A0 MOUIKO/PKEHHS CYTJI001B Ta OUIBIIOI ypas3/iMBOCTI BiJl KPOBOTEY, IO
YacTO MPHU3BOJMTH 10 IMOTPeOM y dacTimux emizoguyHux BBeaeHHIX KOK Ta HeoOxigHOCTI
OpTOIEANYHHX OMepaliii yepes AeKiIbKa POKiB.

[cCHY!OTh 3HAYHI JOBrOCTPOKOBI HEMPsMI OCOOMCTI Ta CYCIUJIbHI BUTpaTH, SKIIO JIIOIU 3
remodinieto He epedyBaroTh Ha MPO(pITaKTHIIl, BKIOYAI0OUN MPOIYCKH HaBYaHHsS abo Ha poOOTi Ta
oOMexxeHHs TPOodECIHHIUX MOMXKITMBOCTEH JIJIs1 JOPOCIIUX 3 TeMO(1IIYHOI0 apTPOIATIETO.

Po3poOka HOBHX mipemapaTiB it reModiii, AMOBIpHO, MAaTUME 3HAYH1 €KOHOMIYHI HACTIIKH.
IcTopuyHO, KON BBOJSATHCS HOBI MpeapaT, BOHH, SIK IPaBUJIO, TIOPOXKYi, HIK ICHYIOUI «CTapiIiy.

OnHak, BOHM 4YacTO NPHU3BOAATH O MAJiHHA IIHM Ha «cTapimi» mpemaparu. Lle moxe
MIPU3BECTH JI0 O1IBIIOr0 PO3IMOBCIOKEHHS MPOMITAKTHKU (1, MOXKIUBO, TPO(ITAKTUKH BUCOKUMHU
no3amn) 3 BukoprctanHsaM KOK nmoneperHporo NoKoMiHHS, OCKIJIBKY 3HIKEHHS 1iH MOXe 3pOOUTH
TpaauIiiHy MpoiTaKTHKY HabaraTo JMEMIeBIIOK Ta OUIBII JOCTYITHOKO.

Kpim Toro, GaraTo kpaiH AOCSATIM 3HAYHOTO 3HMKEHHsS LiH Ha KDK 3aBasku 3akymiBisim
Yepe3 HalliOHANBbHI Ta PEerioHaIbHI TeHIepU ",

6.10 Hu3bkoa030Ba npodinakruka y nauieHtis 3 oomexeHum aoctynom 10 KOK

[TpoTsirom GibII HIXK JBOX JAECATHIIITH MPO(diTaKTHKa Oylia CTaHIaPTOM MEIUYHOT JJOTTOMOTH
B OUIBIIOCTI KpaiH, sIKI MAalOTh JOCTaTHI pecypcH, ajieé BOHA PIAKO MPOBOAWIACH y KpaiHax 3
OOMEKEHUMH peCcypcaMM, OCKUIBKM BBaKalacs HEIOCTYMHOI B J03aX, SKi 3a3BUYal
BUKOpUCTOBYBanuch ®. Ha nouarky 2000-X pokiB, y psaii o6cepBaliiiHuX 10CIiKeHb 6YI0 HOKa3aHO
nepeBaru HU3bKO1030BO1 MPO(DITaKTHKN KOHIIEHTpaTaMH (hakTopiB (a came, 3MEHIIEHHS] KPOBOTEY
Ta Kpamie 30epexeHHS 30pOB’sl CYIJIOOiB) TMOPIBHAHO 13 €Mi30JMYHOI0 3aMICHOIO TEpariero
(bakTOpamMu, SKOTO MOKHA JOCATTH Oe3 pi3koro 36imbmenns Baprocti2®®’. Tomy 6ys10 BU3HAHO, 10
npodilakTuKa KOHIEHTpaTaMM (pakTopa y HU3bKHMX J103aX TaKOX IMOBHHHA OyTH IEepeBaKHUM
CII0CcOOOM BEZICHHSI MMAllI€HTIB HABITh y KpaiHaxX 3 OOMEXEHUMHU PECYpCaMH.

JleMoHCTpallis mepeBar CXeM HH3bKOJ030BOi MPO(IIAKTUKU Haja €Mi30AUYHOI0 Teparliero
MoO3ke OyTH Ba)JIMBHM KPOKOM JJIsi IEPEKOHAHHS 3alliKaBJICHUX CTOPIH y KpaiHax 3 0OMeXeHUMHU
pecypcamu y AOLUIBHOCTI TOCTYHOBOTO MEPEXO/1y MALIE€HTIB 3 TeMO]TIEI0 3 €Mi30INYHOT Teparlii Ha
npodimakruky?243-46:58.59,

[To3uuist BOI' nmonsrae B Tomy, 10 y THX KpaiHax 3 OOMEXEHHMH pecypcamMu B raiysi
OXOPOHH 3/I0POB’sl, JI€ € MOXKIIUBICTb IIOCTYIIOBOT'O 3aIIPOBAKEHHS PO ITaKTUKN, HaHBaXIIUBIILIUM
€ 3a1I0YaTKyBaHHS MPO(QUIAKTUKY Y IITeH paHHBOT'O BIKY, OCKUIBKH 3a1100IraHHs PO3BUTKY CYTJI001B-
MillleHed MOKe MaTH 3HA4YH1 JJOBTOCTPOKOBI TIEpeBaru Jjisi 3[0poB’si Cyriao0iB.

Pexomenaauist 6.10.1:

IMamienTam i3 TAKKHM (eHoTunom remoginii A a6o B y kpaiHax 3 o0OMe:keHUMH
pecypcamu B cucremMi oxoponu 310poB’ss B®I' Bce 2K HamojerjmBo pPeKOMEHIYE
BHKOPHCTOBYBATH NPO(PLIAKTHKY (HABITH TOAi, KOJIH €AMHMM BApPiaHTOM € BMKOPHCTAHHS
MEHIIHUX /103 (paKkTopa), a He eNi30AUYHY Tepanilo KoHUeHTpaTaMu GaKTOpiB AJisl 3MEeHIIeHHSA
reMapTpo3iB Ta IHIIMX CHOHTAHHUX i IPOPUBHUX KPOBOTEY Ta KPaworo 30epe:xeHHst QyHKIii
CyrJaooiB.

6.11 Hogi Bu3Ha4YeHHs MPodiTaKTHKI

IIpu 3actocyBaHHI eminu3ymMaly Ta, MOXKJIMBO, IHIIMX HE(PAKTOPHUX METOJIB JIIKYBAaHHS B
MaitoytHeoMy, a Takoxkx K®K 3 BJI (3okpema, FIX 3 IIIIH) moTpiOHI HOBI BHU3HAYEHHS IS
npodinaktukd. CydacHi BHU3HAu€HHS MNPOQUIAKTUKA TOBMHHI MICTUTH IIMPOKUH  CIEKTP
T€MOCTAaTHYHHX 3aCO01B 3 PI3HUMHU MEXaHI3MaMHU JIii Ta crocoOamMu BBEICHHS.

BO®I npononye HacTynHe HOBE BU3HAYCHHS POQ1IaKTUKHU, 3aCHOBAHE HA Pe3yJIbTaTUBHOCTI,
a He Ha Ji03ax TepaleBTUYHUX MpernapariB ado yaci MovYaTKy CXeMHU JIKyBaHHS: PEeryJsipHe BBEICHHS
FeMOCTATHYHOTO 3ac00y/3ac00iB 3 METOIO TOMEPEHKEHHS KPOBOTEY y JIrojiel 3 reModii€ero, 1o
JIO3BOJISE€ 1M BECTH aKTUBHHH CIIOCIO JKUTTS Ta JOCITTU SKOCTI JKMTTSA, CIIBCTABHOI 3 JIOALMU O€3
remoiii.
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6.12IIuTanHs, siKi NOTPedyI0Th BUPillleHHS Y MOJAIbIIUX HAYKOBHX J0OCTiIZKEHHAX
[Ipodinaktuka B MaiiOyTHROMY CTBOPUTH HOBI BHKJIHMKH Ta IOTpeOy B HayKOBHX

IOCIIIKEHHIX, BKIIOYAIOUYH TaKl MUTAHHS:

° sIK OIiHIOBaTH (papmakonauHamivHi edekTH Ta (apMaKOKIHETHKY HOBHX METOIB IperapaTis,
BPaxOBYIOYH, 1110 MOHITOPHHT € OUIBII CKJIaJHUM, HIXK TpocTo BuMiptoBaHHs piBHiB FVIII abo FIX;

°SIK OI[IHIOBAaTH I1HTEHCHUBHICTh NPOMPUIAKTUKH EMIIIU3yMaOOM Ta IHIIMMHU MOTCHI[IHHUMU
HeaKTOPHUMU MperapaTaMu, 0COOIHMBO 3 OTJIAY Ha CydacHi MpoOIeMH MOHITOPUHTY TaKUX BUIIB
JIKyBaHHS;

° K 3JIMCHIOBATH KIIHIYHWA JIKyBaHHS MPOPUBHUX KPOBOTEY Ta XIPYPridyHHUX MPOLEIYp Y
MalieHTiB, SKi TnepeOyBalOTh Ha MNPOQIIAKTUI eMIIM3yMaOOM Ta IHIIMMH TOTCHIIIHHUMU
HeaKTOPHUMHU IpenapaTaMu;

° K HaMKpalle MPOBOJUTH MOHITOPUHI KOPOTKO- Ta JOBFOCTPOKOBHMX KJIHIYHMX HACHIJKIB Ta
MOOIYHUX SIBHII P 3aCTOCYBaHHI X HOBHX IpEMNapariB, OCKUIBKH BOHH MOXYTh OyTH MOB'sI3aHi
3 TAKMMH KJIIHIYHUMH PE3yJIbTaTaMU Ta HECIIPUITIMBUMU SBUILIAMH, K1 paHillle HE 3yCTpidalncs;

° K JIATH TPH PO3BUTKY IHTIOITOpIB (TpaaumiiHO 1€ — HaKOLIbIIA 3arpo3a MpW JIKyBaHHI
reMo(iii) Ta MPOBOJUTH €NiMiHAIlII0 1HTIOITOPIB HA (OHI eMinu3yMady Ta 1HIIMX MOTEHIIHHUX
He(paKTOPHUX MPETaparis;

o K HaWKpamie mia0upaTu TeMOCTaTU4YHYy Tepamito a0o KOMOiHAliI METOMIB JIIKYBaHHSA 3
ypaxyBaHHIM HEOOX1THOCTI ONTHMi3alii /Il KO)KHOTO MaIli€HTa.
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Po3ain 7. JlikyBanus cnienugiyHNX KPOBOBUIIUBIB

7.1 Beryn

OCHOBHUMHM KJITIHIYHHMH O3HaKaMu reModimii € TpuBaii CIOHTaHHI Ta/abo TpaBMaTHYHI
KPOBOBWJIMBH, HaWyacTille B ONOPHO-PYXOBHW amapaT, IEpPEeBaXHO BHYTPIIIHBOCYTIO00BI
KPOBOBUJIMBH Y BEJIMKI CHHOBIAJIbHI CYTJIOOM — B TOMIJIKOBOCTOITHI, KOJIIHHI Ta JIKTHOBI, 1 4acTO B
IUICYOBI, MPOMEHEBO-3aIl ICTKOBI Ta KYJBIIOBI CyriioOu. I'emMo¢inaiuHi KpOBOTEUl TaKOX YaCTO
TPAIUIIIOTBCS B M's13aX 1 CIIM30BUX OOOJIOHKAX, piAllle — B 1HIIUX M'AKMX TKaHUHAaX, TOJIOBHOMY
MO3Ky Ta BHYTPIIIHIX opraHax. be3 HajeXHOro JIiKyBaHHS Taki BHYTPIIIHI KPOBOTEYI MOXKYTh
IPU3BOJUTH 10 CEPHO3HUX YCKIIQJAHEHb 1 HaBITh CTAHOBUTHU 3arpo3y AJIs KUTTSL.

CXUJIBHICTh 0 KPOBOTEY Ta iXHI CHMIITOMH 3aJIeXKaTh BiJl TSDKKOCTI reModinii maimienra Ta
piBHsI (paKTOpa 3ropTaHHs KPOBI.

JIronu 3 7erKor0 reModislier0 MOKYTh HE MaTH MPOOJeM 3 aHOMATbHUMU a00 TPUBAIUMHU
KpPOBOTEUYaMH, SIKI BUMaraiu 6 3aMicHOI Tepanii (pakTopoM 3ropTaHHs, IOKU HE 3a3HAI0Th CEPHO3HOT
TpaBMH a0 HE TEPEeHeCyTh omepaiito. Y oci0 13 MOMIpHOW TeMOQUIIEI0 MOXYTh BHHHUKATH
BUIIAJKOBI CIIOHTAaHHI KpOoBOTeui Ta/abo TpuBami KPOBOTEYI IpHM HE3HAYHHMX TpaBMax abo
xipypriuaux BTpy4yanHax (auB. Po3nin 2: «Kowmmuiekche mikyBanHs remodimiiy — Tabmums 2-1:
«3B'A30K TSHKKOCTI KPOBOTEYI 3 piBHEM (DaKTOpa 3rOpTaHHS KPOBi»).

VY 3arajibHOMY BHIIQJIKy OCHOBHHMM METOJIOM JIIKYBaHHS €Mi30/1iB KPOBOTEY y MAIlIE€HTIB 3
TSDKKOIO popMoro reMoiii € HeraiiHa 3amicHa Tepartist (pakTopoM 3ropTaHHs KpOBi Ta peadimiTartis.
OpHak, pi3Hi THIIM KPOBOTEY Ta KPOBOTEY Y MIEBHUX aHATOMIYHHMX MICISIX MOXYTh BUMaraTH OiIbIIl
cnenudigyHOro JiKyBaHHS 1 JOJATKOBUX 3axomiB. Jlis JiKyBaHHS KpOBOTEY, IIOB’SI3aHUX 3
KOHKPETHUMH MICI[SIMH, Ba)XJIMBO MPOKOHCYJIBTYBAaTHCS 3 BiIMOBiIHUMH (axiBIsiMu (OLIbII
neTanbHa iHGOpMallis Ta peKOMEHAall 100 BHYTPIIIHEOM SI30BUX KPOBOBHJIMBIB Ta T'OCTPUX 1
XPOHIYHMX YCKJIQJHEHb OMIOPHO-PYXOBOTro arnapaTy HaBezeHo y Po3aini 10: «YckinaaHeHHs onopHo-
PYX0BOro anapary» — «BHyTpillIHbOM’s130Bi KDOBOBUIIUBIY).

MerToro nikyBaHHS creu(iYHUX KPOBOBWJIMBIB € HE TUIbKHU JIIKYBaHHSI KpOBOTeUl, aje 1
3an00iraHHs PelUANBY KPOBOTEYi, 3SMEHIIICHHS YCKJIQJIHCHb Ta BITHOBJICHHS (YHKIIIi TKaHUH Ta/abo
OpraHiB JI0 CTaHy, KUl epeyBaB KpOBOTEYI.

[lepmM KpOKOM € MpaBUJIbHE J1arHOCTYBaHHS crelU(iYHOT KpOBOTEYl, JJS YOTO MOXE
3HaI00UTHCS TIOE€AHAHHS KIIHIYHOI OILIIHKH, JAOOpaTOpPHUX aHaji31B Ta METOMAIB J1arHOCTUYHOI
Bizyaunizauii (peHtreHiBebki 3HiMkH, KT, MPT).

VY OLIBIIOCTI BUMAJKIB JIKYBaHHS reMo(iii TepaneBTUUHI BTPy4YaHHS MOXYTb IepeayBaTu
MOBHIN IarHOCTUII Nalli€eHTa. 3aBAaHHs PAaHHBOTO BTPYYaHHS — 3MEHILUTH CTYMIHb KPOBOTEYl Ta
11 yCKJIaJHEHHS.

KinpkicTh reMOCTaTHYHOrO 3aco0y, KU BHUKOPHCTOBYETbCS JJIS JIIKYBaHHS KpPOBOTEdi, a
TaK0X TPUBAJIOCTI JIIKYBaHHS 3aJIeXkaTh Bl MICLS Ta TSKKOCTI KPOBOTEYI.

Bce Oinpmie mamieHTiB 3 reModimiero A JKYIOTBCS 3a JIOIOMOTOI0 HPOQiIaKTUKU
eminuzymabom. llg Tepamis He mnpu3HAuYeHA Ui JIIKYBaHHS TOCTPUX €MI30JIB KPOBOTEU Ta
POPUBHUX KPOBOTEU (KpPOBOTEUA, III0 BUHUKAE MIXK BBEICHHIM MPODITaKTUYHHX J103).

[Ipu npopuBHIi KpoBOTEUl y ManieHTIB 6e3 1Hr10ITOpIB, AKI NPUIMAIOTh eMIlU3yMal, CIif
3actocoByBaTu BBeaeHHs ¢aktopa VII (FVIID) y no3ax, sixi 371aTHi 3a0e3neuuTH remoctas. Ha
CHOTOJIHIIIHIN J€Hb Yy TaKii KIIHIYHIA cuTyalii He 3a(iKCOBAaHO YKOJHUX BUMAJAKIB TpoMO03y abo
TPOMOOTHYHOT MiKpOaHTioMmaTiil,

[TamienTam 3 iHri6iTopamu, ki NpURMarOTh eMilu3yma0l, y BUMIAJKy TOCTPUX KPOBOTEY, CII1J
BBOJUTH pekoMOiHaHTHHM akTuBoBaHuil (hakrop VIla (rFVIla) y mozax, siki 3gaTHi 3a0e3neduTu
remoctas. CItiJi yHUKaTH BUKOPUCTAHHS KOHIIEHTPATy aKTHBOBAHOT'O MTPOTPOMOIHOBOTO KOMILIEKCY
(KAIIK) y mamieHTiB, sIKi OTPUMYIOTh eMillU3yMa0, y SKUX BHHUKAIOTh MPOPUBHI KpoBOTeUi. SKIIo
BukopuctanHg KAIIK He yHukHyTH, MOXHa 3actocoByBatu MeHuIl n103u KAIIK npu perensHomy
CIIOCTEPEKECHHI 3a TAalli€eHTOM Ha MpeIMET pO3BHTKY TpoMO0o3y Ta/abo TpoMOOTHUYHOI
MiKpoaHrionarii.
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Jlnst mauieHTiB 3 iHTIOITOpaMu, fKi HE OTPUMYIOTH eMilnM3ymal, CiIiJl BUKOPHUCTOBYBATH
crangaptHi no3u rFVIla a6o KATIIK.

HaBuyanHs nanieHTiB/ONIKYHIB

OckinbKH OLTBIIICTh KPOBOTEY MPH reMo(diii BUHUKAIOTH 11032 MEKaMH IIEHTPIB JIIKYBaHHS
remodiii, mocTifiHe HaBYaHHS MAII€HTIB/OMIKYHIB € BaYKIIMBUM KOMITIOHEHTOM JIIKYBaHHS KPOBOTEY.

JUis  MeTUYHHMX TMpaIiBHUKIB BaXKJIMBO HABYWTHU TMAIIEHTIB Ta OMIKYHIB OCHOBaM
pO3Mi3HaBaHHS Ta JIIKYBaHHS KpPOBOTEY, CaMOCTIHHOTO HAJaHHS JOMOMOTH Ta CaMOCTIHHOIO
YIPaBIIiHHS CBOIM CTaHOM, & TAKOK MOBIJOMUTH PO MOTEHIIIHI PU3UKH KPOBOTEUi Ta YCKIIaIHEHb,
MOB’SI3aHUX 3 PI3HUMU OOCTaBMHAMHM Ta Ha PI3HUX eTamax po3BUTKY (nuB. Po3zain 2: «KommiekcHe
JikyBaHHs TeModinii» — «/lomarine nikyBaHHs» — «CaMocTiiiHe KepyBaHHS CTAHOM).

HapuanHs marfieHTIB Ta OIMIKYHIB NMOBHHHE BKJIIOYATH 1H(OpMAIIO IIOA0 OOMEXKEHb Ta
MOYJIMBHUX MOOIYHHX e(EeKTiB TeMOCTaTHYHMX 3ac00iB Ta MPO HEOOXIAHICTH KOHCYJIbTALIN 3
MEAMYHUMU TPaLliBHUKAMHU JIJIs1 OTPUMAHHS IHCTPYKIIIH Ta MOJANbIINX BTPYYaHb.

7.2 BHyTpPilIHBbOCYT/1000Bi KPOBOBHJIMBH

[ToyaToK KpoBOTedi B CYrJI00 MAllieHTH 4YacTo CIPHAMAIOTh SK BiI4yTTS «aypu»’, sKke
OTIHCYETHCS SIK BIAUYTTS MMOKOJIOBAHHS Ta CTHCKAHHSA B CyrJIo01 1 epeaye MosBi KIIHIYHIX O3HaK.
Cyrio60Buit KPOBOBUIIUB (FreMapTpo3) BU3HAUAETHCA SIK €I130/1, 110 XaPaKTEPU3Y€EThCS MOETHAHHAM
Oyab-AKUX 3 HACTYITHUX O3HAK".

° MOCUJICHHS HAOPsKy a0 HarpiBaHHS IIKIPH HaJ CYTJIOO0M;

° IIOCUJIEHHS 00.110; a00

° [IOCTYIOBa BTpaTa OOCATY PYXJIUBOCTI a00 TPYIHOIIl 3 BUKOPHUCTAHHSAM KIHIIIBKA MOPIBHSHO 3
OCHOBHUM pPIBHEM.

Brpara o6csary pyxamMBOCTi, OB si3aHa 13 KPOBOBHWJIMBAMH B CYIJIOOU, 0OMEXY€E SIK 3THHAHHS,
TaK 1 pO3THHAHHS.

3amicHa Tepanisi pakTopamMu KoaryJasuii

Mertoro JiKyBaHHS TOCTPOrO reMapTpo3y € sSKHaWIIBHALIA 3ylUHKa KpoBoTeui. B ineani
JIKYBaHHS CJI1J IPOBOAMTH, SIK TUIBKM MAIIEHT 3aiJ03pUB KPOBOTEUY, 10 TOSBH SBHOT'O HAOPSIKY,
BTpaTH QYHKIIi cyrino6a Ta nossu 605110%,

Konuentpar ¢akropa 3ropranns kposi (KDK) ciig BBonuTu HeraiHo y 1031, 1OCTaTHIN JUis
TOTO, 00 MiBUIMTH piBeHb (AKTOpa y MAIli€HTa HACTUILKH, 100 3YMMHUTH KPOBOTEY> S (J1B.
Ta6muiro 7-2).

VY HeBIAKIAAHUX yMOBaX OI[IHKa KPOBOTEYl MOBHMHHA BKIIOYATH JOCITIKEHHS aHaMHE3y
KpoBoTeY, (PI3UYHMIA OTJIsi Ta OLIHKY 6010, Y31 Moxke OyTH KOPUCHUM IHCTPYMEHTOM JUISI OL[IHKU
PaHHBOTO IeMapTpPo3y°.

BinnoBigs Ha JIKyBaHHS NPOSIBISETHCS 3MEHIIEHHSIM OOJI0 Ta HAOpSAKY 1 301IbIIEHHAM
o0csary pyxyiuBocTi cyrio0a. [l OWIHKM BIAMOBIAI Ha JIIKYBaHHS TOCTPOTO TI'eMapTpo3y
PEKOMEHIyIOThCSl BU3HAaUeHHsI, HaBeaeH1 B Tabmumi 7-1.

Pexomenpauis 7.2.1:

IManienTiB 3 remo(iniro 3 TAKKHIM reMapTpo30M CJIi/J JIKyBATH HeraifHO 32 10NMOMOI0I0
BHYTPIllIHLOBEHHOI0 Be/JleHHs (BBe/leHb) 3aMiCHOI0 KOHIEHTPaTy (pakTopa 3ropTaHHsl KPoOBi
10 3yNIHHKH KPOBOTeYi.

Pexomenpanis 7.2.2:

IMauienTam 3 remodiiiero 3 momMipHow a0o0 JIErko Cyrjo00BOI0 KPOBOTEYEI0 CJIij
BBecTH 1 BHYTpPIlIHbOBeHHY iHQY3il0 KOHUIeHTpaTy ¢(aKTopa 3rOpTaHHS KpOBi, SIKY
MOBTOPIOIOTH 32 HASIBHOCTI KJIHIYHMX IOKAa3aHb, B 3aJI€KHOCTI Bil TOro, 4Yd 3ynMHeHa



148

KpoBoTeua.

SIKmo KpoBoTeya TPHUBAE MPOTATOM HACTYMHUX 6—12 TOAMH, CHiJl NEPeryIsHYTH ILIaH
KJIIHIYHOI OIIIHKH, SKMHA BKIIOYA€ TOJANBIIYy IarHOCTUYHY OLIHKY (TOOTO aHali3W Ha piBEHb
dbakTopa) Ta/abo MoCHIIEHHS 3aMiCHOI Teparrii pakTopoMm.

3anexHO BiJ BIIMOBIJII HA MEPILY A03Y JIIKYBaHHS, MOKE 3HaJJOOUTHCS MOIANIbIIE BBEICHHS
n03 4epe3 12 roawH Mmicis TOYAaTKOBOI HaBaHTaXXYBaJbHOI 103U Ui Temodumi A  (sSKmo
BukopuctoByetscsi FVIII i3 cranmapTHUM mepiofioM HamiBBUBEIEHHsS) abo depe3 24 roguHH A
remodinii B (skmo BukopuctoByeThes daktop [X (FIX) i3 cranmapTHUM 11epiogoM HarliBBUBEACHHS )
JUISt TIOBHOT 3yMUHKHU KpoBoTedi’ (qus. Tabmnuio 7-2).

[ToTpeba y BBeaeHHI noaaTKoBOI 1031 KoHIeHTpaty FVIII abo FIX 3 momoskeHum nepiogom
HAIIBBHUBE/ICHHS OY/Ie TAKOX 3aJICKATH BiJ] IEpPi0ly HAMTIBBUBEACHHS IpEnapary.

Sk1110 BiAMOBI AR HA TEMOCTATUYHY TEparito KIacuPiKyeThCs sIK TOMIpPHOI a00 BiIMiHHA, TOI
KpOBOTEYa, sIKa Movayiacsi yepe3 OUThII HiXK 72 TOAWHU Micis MPUIMHEHHS JIKYBaHHS MOYaTKOBOT

KpOBOTe‘{i, Ha3MBA€THCA HOBOIO KpOBOTe‘IeIO3.

TABJINIA 7-1. Knacudixkarist BiAMOBiII Ha JIIKYBaHHS

Bigmiaza [ToBHe 3HATTS 60Jr0 Ta/ab0 OBHE 3HUKHEHHS 03HAK IPOIOBKEHHS KPOBOTEU1
IICJISI TOYATKOBOTO BBEJICHHS MPOTITOM 8 TOIHH, 1 IKE HE BUMArae moJ1ajibIol
3aMiCcHOI Teparlii HakTopoM mpoTAroM 72 TOAMH Micis TOYaTKy KpOBOTeul

Hob6pa 3HayYHEe MOJICTIICHHS 000 Ta/abo MOM SKIIICHHS 03HAK KPOBOTEYi IPOTATOM
MPUOJIM3HO § TOIUH TICIS OJTHOPA30BOTO BBEJICHHS, ajie ke BUMarae OiibIie 1
JI03M 3aMicHOI Teparrii GaKTopoM MPOTIATroM 72 TOJIUH JIJIsl TOBHOTO NMPUMTHHEHHS
[TomipHa [MomipHe mosnerieHHs 6010 Ta/abo MOM’IKIICHHS 03HAK KPOBOTEYi MPOTATOM
npuOJIM3HO § TOJIUH MiCisl IEPBUHHOTO BBEJICHHS, Ta sike OoTpelye Oinbiue 1
BBEJICHHS MIPOTATOM 72 TOJWH, ajie €3 MOBHOT'O MPUITUHEHHS

Bincyrhicts | BincyTHicTh a00 MiHIMalbHE MOJIMIIEHHS, 200 CTaH MOTipLIYEThCs TPUOIN3HO
BIJIITOBI/I MPOTSTOM 8 TOJIMH MICJISI TOYaTKOBOTO BBEJICHHS

Ipumimxku: HaBesieHi Bullle BU3HAYCHHS BINOBIJII Ha JIKYBaHHS TOCTPOrO I'eMapTpO3y CTOCYIOThCS JIIKYyBaHHS
npernapaTami i3 CTaHIAPTHUMHU [IEPi0IaMH HAIIIBBUBEACHHS Y 0Ci0 3 reMo(isiero, sSiKi HeraTHBHI 1100 iHri0iTopy. Li
BHU3HAYCHHS MOXYTh MOTpeOyBaTh MonmuQikaiii Ui TMAIi€eHTiB 3 IHTIOITOpaMH, sKi Yy SKOCTI T€MOCTaTHYHOTO
MIPUKPUTTS OTPUMYIOTH O0XiTHI 3aCO0H, @ TAKOXK Y MAIlIEHTIB, sIKI OTPUMYIOTh KOHIICHTPATH (paKTOpa 3ropTaHHS KPOBi
3 IIOAOBXKCHHUM HepiOZ[OM HaHiBBI/IBGI[eHHﬂ. VYTOYHEHHS BH3HAUYCHL MOKE 3Ha,Z[O6I/ITI/IC$[ JUIA ,Z[OCJ'Ii,I[)KCHB, B SKHUX

NALi€HTH anpiopi OTPUMYIOTH Oarato BBeACHb (hakTopa 3ropTaHHs Ul JIKYBaHHS IOCTPUX CYIJI000BUX/M’S30BHX
KPOBOTEY B paMKaX IIOCUIIEHOT IPOrpaMH €Mi30JMYHOr0 JiKyBaHHs. AnanTtosaHo 3a Blanchette et al. (2014)3.

Cyrno6-MimieHb — e OJUHOYHUHN CYTII00, y SKOMY MPOTATOM 6 MICALIB MOCHLIb B1IOYI0CS
Tpu 260 GiNTbIIIe CIIOHTAHHUX KPOBOTEY",

SIKIIO CUMIOTOMH Ta O3HAKH KPOBOTEUi 30€piratoThCsi, HE3BaXKAIOUM Ha 3a3BUYAl MPaBUIIbHI
Ta aJileKBaTHI BTPYYaHHs, CJiJl PO3IMVISHYTH HAsBHICTH 1HT10ITOPIB a00 albTepHATUBHUX J1arHO3IB,
TaKMX SIK CENTUYHUE apTpuT abo nepenom (auB. Pozmin 8: «IHridiTopu 10 GakTopiB KOATYIAIIT»).

Yupasainus 0osem

l'ocTpuii remapTpo3 mMoxe OyTH Haa3BUYalHO OOJIIOYUM, 1 ONEpaTHBHE BBEJEHHS (hakTopa
3ropTaHHs Ta epeKTUBHE 3HEOOTIOBAHHS € OCHOBHUMH MiIXOAaMH TSI IIKyBaHHS OO0JIO.

3He001r00Y1 3ac00M IS JIIOJICH 3 reModUTie€r0 BKIOYAOTh HapareraMmoli/aieraMinodeH,
cenektuBHi iHTiOITOp L[OI'-2 (ane we inmi HII33), Tpamagon abo omioiqu® ! (muB. Pozmin 2:
«KommekcHe ikyBaHHsS reModiTiiy — «YTIpaBiaiHHS O00JIeM»).

baratboM marieHTaM MOKe 3HAIOOUTHCS 3HEOONEHHS oOmioigamMu. byab-sike BKHBaHHS
OTI01/1IB TOBUHHO MPOXOIUTH 1] KEPIBHUIITBOM (DaxiBIls 13 3HEOOIEHHS, OCKIJIBKH TaKl /i1 HaBITh 3
HaWKpalyMHA HaMipaM#i MOXYTh MIPU3BECTH JI0 3JICKHOCTI BiJl ITpenaparis.

TpuBanuii npuiiom omioigHUX 3HEOOTIOIOYHMX CIiJ PETENbHO KOHTPOJIOBATH, aje Oa)kaHo
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HOro yHUKaTH 4epe3 XPOHIYHY MPHPOJY €Mi30JiB KPOBOTEY y JIOACH 3 TSHKKOI reModiiiero Ta
PHM3HMKH MEIUKaMEHTO3HOI 3aJIe)KHOCTI.
JuB. Po3nin 2: «KommiekcHe nikyBaHHS reModinii» — «YTpaBiiHHs 60sem».

Pexomenganis 7.2.3:

Y nanieHTiB 3 reMo@iji€l0 CTynmiHb BUPAXKEHOCTI 00110 PU reMapTPo3i ¢l KUIbKiCHO
OL[IHIOBATH Ta KOHTPOJIIOBATH 32 WIKaJ0I0 00,110 BeecBiTHBLOI opraHizanii 0XopoHu 310poB’st
(BOO3).

Pexomenpauis 7.2.4:
IHamieaTam 3 remogidiero, siki MawTh OlIb, CHIPHYMHEHMH TIeMapTPO3OM, CJil
NMPU3HAYATH 3HeO0II0BAJIbHI NPeNnapaTv BiAMOBIIHO 10 CWJIH 00J110.

Pexomenpanis 7.2.5:

Y nanienTiB 3 remodisiero, siki MalOTh CUJILHUI OiJIb, TIKYBAHHS TAKOT0 00110 IOBUHHO
BKJIKOYATH OMiOI/IN, SIKi NPU3HAYAKTH B 3AJI€KHOCTI BiJl KJIIHIYHMX CHMITOMIB y Tii Mipi, y
SIKii manieHT 3M0Ke MaKCHUMAJIbHO HABAHTAKYBATH 200 BUKOPUCTOBYBATH CYIJI00 0e3 00.110.

JlomomizkHi 3axoau

3araJbHUM MIIXOAOM 10 YHPAaBIiHHA CHUMIITOMAMU TeMapTpo3y € YOTUPHU KOMIIOHEHTH:
CHOKIii, mia, cruckanus, migHiManas («RICEy, Bix anrm. «Rest, lce, Compression, Elevationy). ¥
JTiKyBaHHS reMoQumi mei miaxia JTOMOBHIOEThCs iMMoOimi3amieto. ToMy vacto neil Habip 3axomiB
PEKOMEHIYIOTh JOMOBHIOBATH «3aXHUCTOM» (aHrii. protection) momkomkenoi miasHku («PRICE»,
Protection + RICE). CtuckaHHS MOXeE CHOpPUSTH 3MEHIICHHIO PU3UKY MOBTOPHOI KpPOBOTEYI.
BonHouac, ockinbku TpuBajie mnepeOyBaHHS Yy CIOKOi MOXKE HETaTMBHO BIUIMHYTH Ha (DYHKIIIIO
cyrio0iB Yepe3 3MEHIIEHHSI M’SI30BO1 CHJIM, OyJIO 3ampOIrOHOBAHO KOHIIEMINIIO, B SIKIM «CITOKIH»
3aMiHeHO Ha «omnTumaibHe HaBanTaxeHHs» (POLICE — Protection + Optimal Loading + RICE),
o0 3a0XOTUTH MEINPALIBHUKIB BCTAHOBIIOBAaTH OajaHC MDK BIANOYMHKOM Ta PAaHHBOIO
MoOimi3ali€eto 1 BpaBamMu 3 OOTsDKeHHAMU. Lle M103BONUTE 3amo0irTy HeGakaHUM YCKIIaJHEHHSM,
MOB'sI3aHUM 3 IMMOO1TI3aIlI€l0, BOJHOYAC MIHIMI3YIOUM MOBTOPHI KPOBOTEYi, SIKI MPHU3BOJATH [0
CHHOBITY Ta TOIIKOKEHHs Xpsa’?,

[Tokazano, 110 3aCTOCYBaHHS JIbOJY 3MEHIIYE TOCTPUN O1JIb, TIOB’SI3aHUN 13 TEMapTPO30M.
OpHak NpHUITYCKarOTh, 10 3HMKEHHS BHYTPILIIHHOCYTJIO00BOI TeMIepaTypu MOXKE MEpelIKoKaTh
3TOPTAHHIO KPOBi NpM HAABHOCTI TOCTPHX ypaxkeHb TKaHHH'>'* BpaxkaeTbcs NpuilHATHHM
KOPOTKOYacHE BUKOPUCTaHHS JIbOLy POTAroM 15—20 XBUIMH BiJjpa3y Miciis IOYaTKy KpoBoTedi, 0e3
MPSIMOTO KOHTAKTY i3 IIKipOIo, SKMi He MOBMHEH TepeBHIryBatH 6 roamu'® (mus. Posmin 2:
«KommuiekcHe nikyBaHHs reModinii» — «JlonmomixHa Teparmisny).

[1ig yac KpOBOBUIIUBY y CYIJIO0 HAMIB3ITHYTE MOJIO0KEHHS, IK IPABUIIO, € HAOIIBII 3pyYHUM,
i Oyb-ska crpo6a 3MIHUTH 1ie TTONIOKEHHS 4acTo MOCHITIoE OimbLo.

3aJIe’)KHO BiJ] MICIISI KDOBOBWJIMBY B CYTJI00, TIHATTS ypaKEHOTO CyTiio0a, SKII0 BOHO T00pe
TIEPEHOCUTHCS i € KOM(POPTHUM, MOKE CIPUSATH 3MEHIIIEHHIO HAOPSKY, BUKIUKAHOTO reMapTpo3om ™S,

Jlnst immo0imizartii cyriio6a 3 TOCTpUM KPOBOBHIJIMBOM JI0 3HUKHEHHS 00JIF0 PEKOMEHTYEThCS
CTOKIH y BUMAJIKy KPOBOBUJIMBY B KYJbIIOBUH, KOJIHHUNA a00 TOMUIKOBOCTOMHUM cyrio0Ou, abo
BUKOPHUCTAHHS JIOHT€THU MPU KPOBOBUJIMBI B JIKTHOBUH, IJIEUOBUI a00 IMPOMEHEBO-3aIl’ ICTKOBHIM
CYyTJIO0H.

Sk TUIbKY O11h 1 HAOPSK MTOYMHAIOTH CTUXATH, TAIIIEHT MOYKE 3MIHUTH TTOJIOKEHHS YPa)KEHOTO
cyrno0a 3 TOJOKEHHS CHOKOK Ha TOJIOKEHHS (YHKIIT, 00epeXHO 1 MOCTYNOBO 30LIBIIYIOUU
MOO1TI3a11ii0 Cyriio0a.

[TamienTam i3 KPOBOBHJIMBAMH Y Ta30CTETHOBUM, KOJMIHHHHA a00 TOMIIKOBOCTOITHUHN CYTriioou
cii; OOMEXUTH HAaBaHTAXEHHS, IOKM HE BIIHOBUTHCS MOBHUM 00'eM pyxXiB Ta PyHKIIIN cyrioda a0
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KPOBOBHJIMBY, 1 3HUKHYTh CHUMIITOMH T'OCTPOTO OOJIO Ta 3amajceHHs. baxaHO YHUKATH CUJIOBOTO
HABAaHTAXCHHS MPOTATOM | THXKHS, BUKOPHCTOBYIOYM IMPHCTOCYBAHHS JJIsi XOAbOW (HaIpHKIIA,
MUJTHIIL, XOYHKH ) JJIsI IOCTYIIOBOTO BiTHOBIICHHSI HABAHTAXKCHHSI 1111 KEPIBHUIITBOM YJIeHA KOMaH/IN
KOMIIJIEKCHO JIOTIOMOTH 3 JIOCBiZIOM peabiniTalii OOpHO-PyXOBOT0 anmapary micis KpoBoBuIHBiBS,
Jlyist kepyBaHHS MPOIIECOM BiJHOBJICHHS HABAHTAXCHHSI TAKOK MOXHA BUKOPHUCTOBYBATH OOJHOBI
BITUYTTS.

Ili momoMixHI 3aX0OU HE 3YMHHAIOTH CYrJIOOOBI KpPOBOTEYi, ajie MOXYTh JOMOMOTTH
KOHTPOJIFOBATH i 3MEHIIMTU CUMIITOMHU OOJIIO Ta 3ananeHHs’.

JluB. Takox Po3uin 2: «KomruiekcHe aikyBaHHS reModimii» — «J{omoMixkHa Teparisy.

Pexomenpamnis 7.2.6:

JIikyBaHHSI TreMapTpo3iB Yy mnamieHTiB 3 remodiiicro, KpiMm 3amicHol Tepamii
KOHIEHTpaTaMu (paKkTopa 3ropTaHHs KPOBi, HEOOXiITHO NMPOBOAUTH 3a JONOMOIOI0 MiIX0Xy
«cnokii—nig—crucHenusi—nignimanus»(«RICE» B anrinomoBHiii gitepaTypi).

INPUMITKA. BOI' Bu3Hae, 10 B JeSIKUX PerioHax CBiTYy MeTOa «BiANMOYHHOK—JIiI—
CTHCHEHHSA—MIAHIMAHHA» MOkKe OyTH €IMHUM JOCTYIIHUM MOYATKOBUM CIOCOOOM JIIKyBaHHS,
a00 HaAlKpaMM JO0CTYITHUM JIIKYBAHHSAM 32 BiICyTHOCTi 10cTaTHBOI KUIbKOCTI KOK um inmmx
reMOCTATHYHHX 3aC00iB.

Pexomenpanis 7.2.7:

Y naunieHTiB 3 remoQijIi€el0 Npu reMaprTposi ¢l YHUKAaTH HABAHTAKEHHS /10 THX Hip,
NOKH CHMINTOMH He MNOKpamarbcs /0 Takol Mipu, mo0 mnamieHTy O0YyJI0 MOXKJIHUBO
HABAHTAXKYBATH KiHIIBKY 0e3 3HAYHOIO0 00J110.

Pexomenpauis 7.2.8:
Y nanieHTiB 3 reMo@iIi€l0 BUKOPHUCTAHHA OMIOIIHUX 3HEOOJIIOIYMX IS KOHTPOJIIO
00.110 Ma€ OyTH MAKCMMAJIbHO 00MeKeHNM.

®dizuyHa Tepamnis Ta peadidiTauis

di3uyHa Tepamis Ta pealimiTalis AAS JIKyBaHHS MAaLI€HTIB 3 TeMO(UIIEI0 BKIHOYAE
TPEHYBaHHS Ha THYYKICTh Ta CHJIY, BIJIHOBJICHHS MPOIPiOIENTHBHOI/CEHCOMOTOPHOT (QyHKIIT Ta
BIIPABU Ha piBHOBAry 1 (yHKIIOHANBHICTh JJIS BITHOBJIEHHS a00 30epexeHHs QyHKIH cyrnoliB Ta
M’ 513186,

PetenpHa oIliHKa TOCTPOro KPOBOBWJIMBY B CYIJIO0 3 MOAANBIIOI (DI3UYHOIO Tepariero,
aJIalTOBAHOIO JI0 KJIIHIYHOI CHUTYyalll KOKHOTO IMalll€HTa € 3alOpyKOI0 YCIHIIIHOTO JIKYBAHHS
€Mi30/1iB KPOBOTEY 1 YIPABIIHHS CTAHOM OIIOPHO-PYXOBOTO anapary Mpu reModiii.

B ixeani ¢izuunHy Tepamito ciif MPOBOJUTH MiJ AOCTATHIMU HNPUKPUTTAM (pakTopamMu ado
IHIIMMU TEeMOCTaTHYHUMH 3aco0aMu. SIKIIO TeMOoCTaTU4YHe NPUKPUTTS HENOCTYNHE, (i3UYHY
Tepario CJIij] 3aCTOCOBYBaTH 00EPEKHO, a BIIPABU PO3IMOYMHATH 3BAKEHO.

BaxnuBo peTenpHO criocTepiraTi 3a ypakeHUM CYTJI000M MPOTATOM Beiel (i3UYHOI Teparmii
Ta OLIHIOBATH, Y TIOTPIOHO reMOCTaTUYHE JIIKyBaHHs [l 3a1100iraHHs pelunuBy KpoBoTedi’
PealOimiTamisi moBMHHA BKJIIOYATH K aKTHBHI, TaK 1 MACHBHI PyXOBI BIpPaBH JUIS BiTHOBJICHHS
Jiana3zoHy pyXJIMBOCTI.

[TamieHTy HEOOXITHO TPOJOBXKYBaTH AaKTUBHI (I3WYHI BOpPaBU Ta MPONPIONETITUBHI
TpPEHYBaHHs, IOKU HE BITHOBUTHCS TOBHUI 00'eM pyXiB Ta PYHKIIIOHYBaHHS Cyria001B Ha PiBHI, IKHU
OyB Hepeji KPOBOTEUEI0, Ta HE 3HUKHYTh 03HAKM FOCTPOTrO CHHOBITY S,

Pexomenpauis 7.2.9:

IIpu remaprtpo3i y nauieHTiB 3 remogijtiero HeoOXiiHO MoYMHATH (i3MYHi BIPaBU MiJ
NOKPHUTTAM (aKkTOpa 3ropTaHHsl KPpOBi, Bigpa3y, $IK TiIJIbKM NPHIUHAKTHCA 00JbOBI
CHMIITOMH.
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Pexomennanisi 7.2.10:

IIpu remaprpo3i y mamieHTiB 3 remodijgicro merow ¢isudHoi Tepamii mMae OyTH
noBepHeHHs pyHKUii cyr;i100iB 10 cTaHy nepej KpoBoTeYero.

Ilyukuis cyrioda (apTpouenTes)

[TpoBenenHs aprporeHTe3y (MyHKIT Cyrio0a, BUIAJICHHS KPOBI 3 CyriI000BOi CyMKH) CIiJT
pO3IIISIIaTH, K BapiaHT JIIKyBaHHS TAIli€EHTIB 3 TeMO(dIi€r0, sIKi MalOTh TPUBAJII CUMIITOMH a0o0
CHUMIITOMH, 110 MOTIPIIYIOThCS KPOBOTEU1, 30KpeMa:

o Hanpy)KeHuil, OoNiCHUI reMapTpo3, KU HE JEMOHCTPYE MO3UTUBHOI IMHAMIKU IPOTATOM
24 TomMH TICNS TIEPBHHHOTO BBEICHHS (II€ OCOOJIMBO CTOCYETHCS KPOBOBHJIMBY B KYJBIIOBUH
cyrsio0 uepe3 Horo ocoOJIMBY aHATOMII0); a00

o iCHy€e KIIiHIYHA Ti03pa Ha 1H(EKIiF0/CEeNTUIHNI apTPUT

SIK MOXIMBY NUpPUYMHY CTIHKMX KpOBOTEY, BCyNeped aJeKBaTHIM 3aMicHiM Teparii
dakropamu, cnif po3rasaaty iHriditopu. [lepen mpoBeneHHSIM apTpOIEHTE3y HEOOX1IHO BU3HAYUTH
HAsBHICTH 1HT10iTOPIB.

Jna mamieHtiB 3 remodimiero 3 1HTIOITOpaMM CHiJl 3aCTOCOBYBATH 1HIINI aJIeKBaTHI
reMOCTAaTUYHI 3aco0M Juis 3a0e3MeYeHHs TeMOCTATUYHOTO MPUKPHUTTS TPOIEIYPH, SKIIO BOHA
HeoOxinHa’' (muB. po3ain «BenenHs kpoBoteu» y Posaini 8: «lHriGiTopu 10 GakTopiB Koarymsii»).

ApTporieHTe3 CIIiJi 3aBXAU POOUTH B CYBOPUX AaCCNTUYHUX YMOBAxX, IMI00 YHUKHYTH
1H(DiKyBaHHA cyrio0a.

VY pa3zi HeoOX1IHOCTI apTPOLIEHTE3Y MOTO CIi TPOBOAUTH JIMIIE ITi]] PAKTOPHUM MPUKPUTTSIIM
3 piBHEM aKTHUBHOCTI (pakropa moHaimeniie 30—-50 MO/, sikuii Ciiijt miaTpuMyBaTi npoTsirom 48—
72 romuH. ApTpOICHTE3 HE CIIiJl pOOUTH B THX BHUIAJKAX, KOJH Take MPUKPHUTTS (hakropom (abo
eKBiBaJIleHTHE MPUKPUTTS iHIIMMU TeMOCTATHIHAMH 3aC00aM1) HeoCTymHe .,

Crnig BUKOpPHUCTOBYBATH TOJIKY 13 BEIMKHM TpOCBiTOM, mIoHaiimeHnme 16 G. Ilicna
MIPOBEJICHHS apTPOLIEHTE3Y CYrao0 il IMMOOLTI3yBaTH 3 BUKOPUCTAHHSIM JIETKOTO CTUCKAHHS, a
HABaHTa)XCHHS HEOOX1THO 0OMEXYyBaTH JI0 TUX Tip, MOKU B CYrJI001 HE PO3CMOKYETHCS 3AIMIIKOBA
KpOB, a00 KOJIM O171b 3HUKHE 1 MOKHA Oy/ie MOYMHATH MOOLTI3a1liI0 KIHIIIBKH.

I[Ticna apTpoleHTe3y HeoOX1ITHO MOYMHATH PETENbHO KOHTPOJIbOBAaHY (hi3MUYHY Tepamito Ta
peabimiTartito.

JluB. Takox Po3ain 10: «YcknagHeHHs 3 60Ky OMOPHO-PYXOBOTO anaparym.

7,19,20

Pexomenganis 7.2.11:

Y nauientiB 3 remoginiero 0e3 iHridiTopiB, siki 3HaxoAAThCS Ha 3amicHiil Tepamii
(paxkTOpPOM, NPH BUHMKHEHHI KPOBOBHJINBY B CYIJI00, 1110 XaPAKTEPHU3YEThCS NOCTIHHUM 00J1eM,
apTpPOLeHTe3 PEKOMEHAYEThCS JIHIIEe Y BHNAAKAX HANPYKEHOro 00JII040ro reMaprposy ado
nmigo3pu Ha IHPeKnilo. PyTHHHO NPOBOAUTH aPTPOLEHTE3 HEe PEKOMEHIYEThCH.

IMPUMITKA. V¥ 6aratbox 3akJjaaax 0XOpOHHM 310POB’sl apTPOLIEHTE3 He € 3BUYAHHOI0
NPaKTHKOIO Yepe3 M00OIBaHHS 3aHECTH BHYTPIIIHbOCYIJIO00BY iH(peKuilo.

7.3 KpoBOBHJIMBH Y IeHTPAJIbHY HEPBOBY CHCTEMY Ta BHYTPillIHbOYepenHi
remoparii

VYci TpaBMU TOJI0BH, MIATBEpXKeHI a0o Mij03proBaHi, 3HaYHI TOJ0BHI 001, Y TOMY YHCIi
TOJIOBHI 00J11, SIKI TPUBAIOTh IPOTATOM JIEKIBKOX TOJMH, Ta B ICIKUX BUMAIKaX COHJIMBICTH TOBUHHI
pO3rIIAIaTHCS, IK MOKJIMBI O3HAKHM BHYTPIIIHBOYEPEITHOT'O KPOBOBUIMBY. PanToBuii cuibHUM OL1b y
CIUHI MOXe OyTH CHMIITOMOM KPOBOTE€Y1 HABKOJIO CIIMHHOTO MO3KY.

VY pa3i 3Ha4HOI TPaBMU r'OJIOBH 200 KIIIHIYHOT MMi/103pY Ha KPOBOBWJIMB Y LIEHTPAIbHY HEPBOBY
cucteMy Ta/abo BHYTpILIHbOUYEPEIIHY KPOBOTEYY MOTPiOHE HEBIiAKIAIHE JTIKYBAaHHS BBEJICHHIM
K®K, He uekaroun po3BUTKY MOAAIBIINX CUMIITOMIB 200 J1s TaOOPaTOPHOTO YM PEHTTEHOIOT1YHOTO
MiTBEPHKCHHS.

Pexomenpanis 7.3.1:
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Y nauieHTiB 3 remodii€ro i3 mig03por Ha KPOBOBWINB Y IEHTPAJIBLHY HEPBOBY CHCTEMY
a00 fiki MalTh CUMIITOMM, NMOB'SI3aHI 3 KPOBOBHUJIMBOM, CJIi/I HEraiHO BBOJAMTH Npenapar
(hakTOpa 3ropTaHHs, 10 NPOBEIEHHS T0CTiIKEeHb.

VY BUNAJKy BUHMKHEHHS 3HAYHUX TpaBM a00 CHUMITOMIB CJiji HEraifHO BBECTH MOTPIOHUMN
3aMiCHUH (haKTOp 3ropTaHHS KPOBi J0 MPOBEACHHS OyAb-KHX IHIIMX BTPydYaHb, 1 MIATPUMYBATH
piBeHb (pakTOpa, MOKK HE Oy/e BU3HAUEHA €TIONOTis KpOBOTEYi. SKIIO KPOBOTEUY MiATBEPIKEHO,
MiTpUMYyiiTe BiANOBiaHMIA piBenb (akTopa npotaroM 10—14 nuis???® (qus. Tabnuio 7-2).

[ToTpiOHi HeraitHi MeTUYHI OOCTEKEHHS Ta 15, BKIIIOYar0un KoM toTepHy ToMorpadiro (KT)
abo MarHiTHO-pe3oHaHCcHY ToMorpadiro (MPT) ronoBHOro MO3Ky Ta HEBPOJIOTIYHY KOHCYJIBTALIIO,
SIK1 CJ1I IPOBOAMTH SIKOMOTA mBuame’*?. V3]1 Mmoxe OyTH JOLUIBHUM Y JTEH.

Pexomenpanis 7.3.2:

IManienTam 3 remodiniero i3 nMigo03por0 Ha KPOBOTEUy B LEHTPAJIbHY HEPBOBY CHCTEMY,
fIKa MOKe 3arpoKyBaTH JKMTTIO, CJIiI HeraiHO NPOBOJAMTH 3aMiCHY Tepamilo (paKTopom
3rOpTaHHsl KPOBi 10 NpOBeJdeHHsI I0CITiIKeHb, i MPOIOB:KYBaTH ii, MOKH KpOBOTeYa He
NPUIIUHUTHCH.

INPUMITKA. Ilanienram 3 remoginiero, skuxX JIKyBaJu Ha NpeaMeT KpPoBOTedi B
LEHTPAJIbHY HEPBOBY CHCTEMY, PEKOMEHAYEThCSl NMPOBOANTH BTOPUHHY NPOPLIAKTHKY AJIs
3ano0iraHHsi peu By KPoBOTe4i

BHyTpimHb0UEpeTHI KPOBOBHIIUB MOXE OyTH IMOKa3aHHSAM JUIsl BTOPUHHOT PO iTaKTHKH
(kopoTkoyacHa MpodigakTUKa TPOTAroM 3—6 MicsliB ab0 HaBiTh HPOTATOM YChOTO KHUTTH),
0COOJINBO B THUX BHUIQJKaX, KOJIW HASBHUM BITHOCHO BHCOKHW PH3HMK PEIHUANBY KpPOBOTEUl
(wanpuknaz, y npucytsocti BIJI — Bipycy imyHoaedinuty moaunun)?226:27,

7.4 KpoBOBHJIMB y IOpJI0 Ta U0

KpoBoteua B ropno abo mmuro Moke OyTH HacCIAKOM MICLEBOI MaToJyorii, TpaBMH abo
CHJIBHOTO KalllIIo, 1 MOXe XapakTepusyBaTucs HaOpsikoM abo Oonem. Taka kpoBoTeda €
HEBIJIKJIAJIHOI0 MEJMYHOIO CUTYaIli€l0, OCKIJIbKA BOHA MOXKE MPU3BECTHU /10 OOCTPYKIIT AMXATbHUX
NUIAXiB. SIKIo moka3zaHo, 00epeKHO MiTHIMITH TOJOBY, MO0 3MEHIIUTH OOCTPYKIIO AMXaTbHHUX
HUISAX1B Yepe3 KPOBOBUIIUB.

SIkmo B ob6nacti ropia a0o ImMi BUHMKAIOTh 3HAYHI TpaBMU a00 CHMIITOMHU KpOBOTEHI,
nanieHty ciig HeraiiHo BBecTu KK, mo6 migBumuTy piBeHb (akTopa y namieHTa, 0e3 »KOJHUX
3aTPUMOK, SIKI MOXYTb BHHMKHYTH IIiJi 4yac OYiKYBaHHS IIOBHOTO MEIWYHOIO OOCTEXEeHHs (JUB.
Ta6muiro 7-2).

[oTpi6Ha HeraifHa rochiTanizaris i MeauuHe 0OCTeKeHHs y (haxiBlA-0TONapHHIronora’,

HeoOxigHo miaTpuMyBaTH 3aXMCHI PiBHI (pakTOpa A0 MOBHOTO 3HUKHEHHS CHMIITOMIB
(muB. Tabmawuio 7-2).

28-30

Pexomennauis 7.4.1:
IIpu kpoBoTeyax y ropJi Ta mmi y nanieHTiB 3 reModii€ero ciix HeraiiHO BBeCTH 3aMiCHY
Tepamnilo (pakTopoM 3ropTaHHs KpPOBi Ta HAaBaTH KOHCYJIbTalil Ta J0NOMOIY HEBiAKJIAIHO.

Pexomenpauis 7.4.2:

IIpu kpoBoTeyax y ropJi Ta mui, BKIIOYa4YU NOMIKO/IKeHHS SI3MKA, 3aMICHY TepaIlilo
(axkTopoM 3ropraHHsi HeOOXiIHO MPOAOBXKYBATH /10 IOBHOI0 3HUKHEHHS CHMITOMIB
KpOBOTeYi.

Jlnst 3armo6iraHHsi KPOBOBHJIMBY B POTOBY MOPOKHUHY Y XBOPUX Ha TSDKKUNA TOH3WIIT, KPIM
OaKkTepiabHOTO TIOCIBY Ta aHTUOIOTHKIB, PEKOMEHAYETHCS MPOBOAWTH mTpodinakTuky KOK,
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necmorpecuaoM  (JIJIABIT — panms oci6 3 nerkoro abo moMipHOO remodimiero A) abo
anTu(diopuHomiTHKaMu  (erncuioH-aMiHoKanpoHoBoto  kucioToro (EAKK) 1 TpanekcamoBoro
KHCJIOTOIO).

Pexomennauis 7.4.3:

Y nauieHTiB 3 reMmo@ijiicro 3 KpoBOTEYaAMH Yy TOPJIi Ta HIKI Ta MicIeBOIO iH(EKIi€I0 CIIix
PO3MOYATH NPHItOM aHTH(IOPUHOINITHKIB VIS JTiIKyBaHHSI KPOBOTe4i Ta aHTHOIOTHKIB 115
JiKyBaHHS iH(peKii.

7.5 HHIIyHKOBO-KHIIKOBI/a010MiHAJILHI KPOBOBHJIMBH

l'ocTpi KpoBOBWIMBH Yy HUTYHKOBO-KHIIKOBUH TpakT (ILIKT) MOoXyTh mposBisTHCSH, SK
rematemMesuc (0I0BOTa KPOB'10), TeMaToxe31s (peKTalIbHE BIAXOMKEHHS CBIXKOT KpoBi) a00 MeleHa.

V marmienTa i3 3aXBOPIOBaHHIMHM TIEUiHKHU Mepiioro o3Hakoro kpoBoredi B IIIKT moxe Oytu
NeviHKoBa eHIedanonaris, OCKIIbKMA MEYiHKa, SKa HE MpPalIoe HaJeKHUM YUHOM, HE MOXKe
nepepoduT Benuke OiKoBe HaBaHTaxeHHs pu KpoBotedi B LIIKT.

Bynp-sxi o3naku kpoBoteui B IIIKT Ta/abo rocTporo KpoBOBHJIMBY B 00JIACTH JKHBOTA
BHMAararTh HETAHHOTO MEAMYHOTO 00CTe)KeHHs. Beix marienTiB i3 kpoBoreuamu B IIIKT HeoOxigHO
rOCHiTaTi3yBaTH.

Pexomenpgauis 7.5.1:
IIpu xpoBorteui y LHIKT y nmanienTiB 3 remogiiero ciix HeraifHO MiABUIYBAaTH piBeHb
(pakTopa TAa BU3HAYATH €TIiOJIOTiI0 Ta JIKYyBATH OCHOBHY IPHYHHY KPOBOTeYi.

Kposoreui y IIIKT HeoOXi1HO JTiKyBaTH SKOMOTa MIBUIIIE MiCJIsi OTPUMAaHHS TpaBMH Ta/abo
BUHUKHEHHS HalNepIIuX CUMIITOMIB 3 BUKOPUCTAHHSM 3aMiCHOT Teparlii (aKTOpoM 3ropTaHHs, 11100
NIJBUIIUTHA pIBEHb (aKkTopa y IMalli€HTa, 1 MIATPUMYBAaTH piBEHb (akTopa 10 HPUINUHEHHS
KPOBOBUJIUBY Ta BCTAHOBJICHHS €TioNorii kpoBoBWINBY 32 (nuB. Tabnuio 7-2).

Pexomenganis 7.5.2:

IMamieaTam 3 remoginiel0 y pa3i HUIYHKOBO-KMIIKOBHX KpOBOTeY Heo0XigHO
NPU3HAYATH AHTH(PIOPUHOTITHKH.

AHTU(DIOPUHONITUKY 4YacTO € €(PEKTUBHOIO JONOMIKHOIO TEpami€ro K JUIsl Mali€HTIB 3
remodiniero A, Tak i 3 remodiniero B. YV neskux maiieHTiB MOXKHa 3 0OEpEKHICTIO OJHOYACHO
3actocoByBaTi KAIIK abo koHuenTpar nporpom6iHoBoro komiuiekcy (KIIK).

Sk BKazaHO, HEOOX1AHO JIIKYBaTH MEPIIOHKEPETO KPOBOBUIIUBY.

PerynspHo KoHTpoIIOHTE piBEHb IeMOII00IHY Ta 3a MOTpeOu JIKylHTe aHeMito abo MIoK. Y
OyIb-SIKOTO TAIliEHTa 13 3HIKEHHSM PIiBHS T'e€MOTJIOOIHY CIiJi BUKOHYBAaTH €HJIOCKOIIIIO, SIKIIO €
kJiH1YH1 nokazaHHs. [Ipu kpoBoteuax y ILIKT nocnimkxeHHsIM BUOOPY € €HIOCKOMISI.

VY mnamieHTiB 3 PO3BHMHEHOIO XBOPOOOIO MEYIHKHM CJiJl KOHTPOJIOBAaTH DPIBEHb amiaky Ta
PO3MOYMHATH JIIKYBaHHS JIAKTYJ03010 a00 TOAIOHMM 3aco00M i 3amoOiraHHs KITIHIYHIA
eHnedanonarii.

Pexomenpanis 7.5.3:

I[Ipy MUTYHKOBO-KHMIIKOBMMM KpPOBOTeYaX Yy MNalieHTIB 3 remogijiiclo HeoOXigHO
NPOBOJMTH EHJAOCKOINIYHY Ta PEHTIreHOJIOTIYHYy Bidyaudizamilo s BHSIBJCHHSl YyCiX Micub
JIoKaJi3auii KpoBoTeui.

Pexomenpauis 7.5.4:
IIpy MUTYHKOBO-KHIIKOBMX KPOBOTEYaX y NALEHTIB 3 reMo(uIi€l0 CJIiI peryJjsipHO

KOHTPOJIIOBATH pPiBeHb reMorJio0iny.

loctpuii abpoMiHABHUI KPOBOBHWJIMB (BKJIIOYAIOYM 3a0YCPEBHUHHUN KPOBOBHUIIMB) MOXKE
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CHPUYMHATH O17Tb Y )KMBOTI Ta 3yTTs, 1 HOr0 MOXHA IPUIHATH 3a psAf IHPEKIIHHIX a00 XipypriyHux
ctaHiB. BiH Takok MOKe MPOSIBIATHUCS SK MapaJiTHYHA HEMPOXiHICTh KUIIIKIBHUKA.

KpoBoteui B 006nacTi HBOTa HEOOXITHO JIKYBaTH MOBHHHI HETraiiHO, MO0 MiIBUIIMTH Ta
MIATPUMYBATH piBeHB (haKTOpa y Malli€HTa, TOKA He Oy/1e BU3HAYCHA €T10JI0T 1.

[IpoBeniTh KIIiHIYHY OIIHKY MamieHTa 3 (i3MYHUM OOCTEKEHHSM, OIIHKOK O0JIt0 Ta
aHaMHE30M, BKJIIOYaloud aHamue3 kpoBored. Y3J[ Ta/a6o KT 103Bojsie BHU3HAUMTH MiCIE Ta
TSDKKICTh 9YePEBHOT KPOBOTEUI.

BianosigHe nikyBaHHS CI1iJ] BU3HAYATH ITi]] YaCc KOHCYJIbTaIlii 3 (baXiBueMZS'?’O (muB. Tabnuito

7-2).

7.6 HupkoBi kpoBoTeui

HupkoBi kpoBoTeui (KpOBOBHIIMBU Y CEYOBUBIJHY CUCTEMY) MOKYTh BUHUKATH CIIOHTAaHHO
a0o micIisl TpaBMH.

KpoBoTeua 3 ce4OBUBIAHUX LUIAXIB MOKE OyTH MEPIIOI0 03HAKOO 3JI0AKICHOTO YTBOPEHHS
CEYOBOT0 MiXypa, 0COOJIMBO Y MAII€HTIB CTAPIIOTO BiKY.

CumMrnromamMu MOXYTh BKJIFOUATH OLTb Y )KMBOTI, HAOPSKH, CUIILHUI OUTh y OOIIl Ta CIIKHI Ta
remMarypis.

[TamieHTiB 3 mMOMipHOIO 0€300JICHOI0 FeMaTypi€l0 MOKHA JIIKYBAaTH 3a JOMOMOIOI0 TOBHOTO
TMOCTIILHOTO PEXUMY Ta eHepriiuoi rTigparamii (3 n/mM? miomi moBepxHi Tina Ha A00y), 3
BUKOPHUCTAHHAM 3aMiCHOI Tepamii (akTopoM 3ropTtaHHs abo 0e3 Hel, ynpoaoBx 48 roauH, SKIIO
BIZICYTHI CymyTHI mopymeHHs QpyHKIiii Hupok abo cepus. Yuukaite /IJIABII npu inTeHCHBHOMY
Fi,[[paTyBaHHiSS.

Yci HUPKOBI KPOBOTEHI CJIiJ| pO3TIISIATH SIK HEBIIKIIaIHUH CTaH.

Pexomenpaauis 7.6.1:
Y nauieHTiB 3 remodijiiel0 3 KPOBOBHJIMBAMM B CEYOBHUBIAHI NUISAXU CJiJi BU3HAYUTH
Micle KpoBOTeYi Ta HeraifHO NPU3HAYMTH 3aMicHY Tepaniio (aKTOPOM 3rOpTaHHS KPOBI.

Pexomennauis 7.6.2:

IIpu HupKOBIi KPOBOTeYi MANIEHTH 3 reMo(iTicl0 3 HUPKOBOI0 KPOBOTEYECH0 NMOBHHHI
NPUHMATH JOCTATHI0O KiJbKICTh PiIMHM i 3HAXOAMTHCA HA MOCTIILHOMY peXuMi [0
NPUNMHEHHS KPOBOTEYi.

SIkmo npucyTHii Ou1b abo cTifika pscHa remarypis, BaXJIMBO CTEKUTH 3a 3TYCTKaMH Ta

HEMPOXiJHICTIO ceuoBHBigHMX mUIAXiB>>®*, Vmukaiite BukopucTaHHA aHTH(IOPUHOTITHIHMX
33
3ac001B™".

Pexomennanist 7.6.3:
IMaunientam 3 remodijielo 3 HUPKOBOI KpPOBOTeYEI) He CJil BBOJAUTH
aHTH(PIOPUHOTITHKH.

Pexomennauist 7.6.4:
Y naunieHTiB 3 remogiji€clo 3 HUPKOBOIO KPOBOTeYel 3aMicHY Tepamil (axkTopamu
3rOpTaHHs CJIil NPOJOBKYBATH 10 THX Iip, IOKH KPOBOTe4a He Oyae 3ynuHeHa.

[amienTa ciiji HapaBUTH O YpOJIOTA JUIsl OLIHKK MICIIEBOT MPHUYMHU, SKIO TeMaTypis
(psicna/mMakpockomiyHa a0 MIKPOCKOIMiYHA Temarypis) 30epiraerbcsi ab0 BHHHMKAIOTH TOBTOPHI
emizonu (quB. Tabmnwuito 7-2).

7.2 O4Hi KPOBOBUJIMBH
KpoBoteua B 0ko (0pTaIbMOJIOTIYHUN KPOBOBHWIIMB) € PIAKICTIO, SIKIIO BICYTHS TpaBMa abo
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iH}eKis oKa.

OuHi KpoBOTEYI CJIij JTIKyBaTH HETAHO IS TIBUILIECHHS PiBHA (aKTopa y mari€eHTa, 1 Horo
HiATPpUMAaHHS JOTH, JOKM He OyJe BU3HAYEHA ETIOJOris KPOBOTEYi, MICIs 4YOro CIiJ MPOBECTH
BiJIMOBi/IHE JTIKyBaHHS 32 KOHCYIbTaLi 3 (axirem?®C,

Pexomenpanis 7.7.1:

Y namieHTiB 3 reModiniero 3 oQTAIBLMOJONIYHUMHM KPOBOTEYAMH CJIiJI HeraiHo
NiABHIIYBATH piBeHb (aKTOpa 3rOpTaHHs KPOBI Ta NPOBOAWUTH O0CTeKeHHS MNAaLi€HTa
opTasbMoJI0TOM.

Pexomenpanis 7.7.2:

Y nauieHtiB 3 remodiniero 3 oPTANBMOJONIYHMMH KPOBOTEYAMH CJiJ PperyJjsipHO
NPoBOAUTH (Pi3UYHMI OIJIAX KOKHI 6—8 ronH 1J151 BU3HAYEHHS TPUBAJIOCTI 0PTAIBLMOJIOTTYHOT
KpOBOTeYi.

HPUMITKA. 3a kjIiHIYHMMH OKAa3aHHAMM MOKHA IIIKJIIOYATH BidyaJiizaniro.

Pexomennanis 7.7.3:
¥ nanieHTiB 3 remo@ini€ero 3 0pTAIBLMOJIOTTYIHUMH KPOBOTEYAMH JiKYBAHHS TA MOHITOPUHT
CJIi/I MPO/I0OBKYBATH, JOKH KPOBOTEe4Ya He 3yNIMHUTHCS.

[NamienTa cnij sKHANIIBHU/IIE HAIPABUTU HA KOHCYNbTaLi0 0 odramsmornora (aus. Tabmuio 7-
2).

7.8 KpoBoTeui B poToBiii mopoxHuHI

HaiimomupeHimyumMu MpuYrMHAMU  KpPOBOTEY (KPOBOBWJIMBIB) y POTOBIM TOPOXXKHHHI €
BUJIaJICHHsI 3y01B, KPOBOTEUI 3 SICEH (YaCTO Yepe3 HEJAOCTATHIO Tri€Hy MOPOKHUHU POTA) Ta TPABMH.

KpoBOTOUMBICTB SICEH € 03HAKOIO 3aIIAJIbHOTO 3aXBOPIOBAHHS SICEH (T1HTIBIT), SIKE MiIIA€ThCS
JIKYBaHHIO y JIoAeH 3 reModuiiero, 1 oMy MoxHa 3amo0irtu. KpoBOTOUYMBICTH SiICEH HE
BUKJIMKAETHCS BIIACHE HASBHICTIO BPOJKEHOTO NMOPYILIECHHS FeMOCTa3sy.

PanHe 3BepHEHHSI 1O CTOMATOJIOTa JJIs OIJISIAY Ta BIANOBIAHOIO JIIKYBAHHS MAapOJOHTUTY
JI03BOJISIE 3MEHIIUTH KPOBOTOYMBICTH SICEH MICIs YMIIEHHsA 3y0iB, 3amoOirTM NpOrpecyBaHHIO
3aXBOPIOBaHb SCEH Ta 3MEHIIMTH HMOBIPHICTh pAaHHBOI BTpaTH 3y0iB 1 pU3HK ITOB’I3aHUX CUCTEMHUX
YCKJIQJIHEHb.

[HmII MeHm mnomuMpeHi MPUYMHU KPOBOTEY y POTOBIM MOPOXKHUHI MOXKYTh BKJIIOYATH:
MOIIKO/DKEHHS CaMUM TAI[i€eHTOM, BUMAIIHHAM MOJOYHUX 3y0iB (y JiTel) Ta HeJaBHO MPOBEACHE
CTOMATOJIOT1YHE XIpypriuHe BTpy4aHHs 0e3 BIMOBIAHUX T'€MOCTaTUUHUX 3aXO0/1B.

KpoBoTteui miciast BTpaTd MOJOYHHX 3YOIB 3a3BHYail HE 3aTATYIOTHCS, SIKIIO BOHU BYACHO
BUSBJICHI Ta IPOJIIKOBaHI. 3yOHY SIMKY CIiJl MPUTUCHYTH HAKJIaJaHHSAM CTHUCKAIOUOTo BOJIOIOIO
MapJIeBOI0 TAaMIIOHA, SKUW CIiJ 3adMIIMTH npuHaiiMHi Ha 15-30 xBuimH. BarbkiB/omikyHiB
HEOOXiTHO MOTIEPEIUTH, 10 Y Pa3i KOJIM KPOBOTEYa TPHUBAE JAOBIIEC 6 TOAWH, IM CIIil 3BEPHYTHUCS 10
CBOTO LIEHTPY JIIKYBaHHS reMoDiIii 17151 OTpUMaHHS JOJAaTKOBOT IOTIOMOT'H.

JlJi yHUKHEHHSI MICISIoNepaifHuX KPOBOTEY Y Malll€HTIB 3 TeMO(Ii€l0, IKUM TUIaHY€EThCS
NPOBE/IEHHS 1HBA3MBHUX CTOMATOJOTIUYHUX THpoueayp abo omepaliii y poTOBi MOPOXHMHI,
HEOOX1THUH PeTebHO CIUTAHOBAaHUH NepeonepaliitHuii IaH reMOCTaTUYHOI 1 ATPUMKH.

Pexomennauis 7.8.1:
Y naunienTiB 3 remodijii€ro 3 KpoBoTeyer B POTOBiil MOPOKHUHI €J1il BUSHAYMTH Micue
KPOBOTeYi Ta, SIKIIO 1Ie MOKJIHBO, HAKJIACTH CTUCKAIOYMii TAMIIOH Ta/a60 MIBH.

Pexomenpauis 7.8.2:
IamieaTam 3 remodiji€el0 3 O0padbHOK KpPOBOTEeYeK CJHil NPHU3HAYATH
aHTU(PIOPUHOJITUKY TA 32CTOCOBYBATH iX Y BIANOBIIHUX /103aX.
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AHTH(IOPUHOTITHYHI 3aCO0M CJTi]] 3aCTOCOBYBATH 3 00EPEKHICTIO Y MAIIEHTIB 3 TeMOQLTIEI0
B, sixi orpumytots Benuki go3u KIIK, a6o y namienTam 3 inri6itopamu, siki orpumyrots KATTKZ539,

Pexomenpauis 7.8.3:

B pa3i nepcuctyo4oi KpoBoTedi B pPOTOBiii MOPOKHMHI y MalieHTIB 3 remodiiicro,
3aMicHy Tepamilo (GaKkTOpOM 3ropTaHHsI KPOBi CJIil MOEAHYBATH i3 MicueBHMH 3aco0amMu,
TAKHMHM K HAKJIA/IaHHS WIBIiB Ta MicLieBe 3aCTOCYBAHHSA aJPeHAJIHY JJs 3yIIUHKH KPOBOTEYi.

Komenmap po6ouoi cpynu: midcHapoOHa HeNnamewmo8aHa HA36d JIKAPCLKO2O 3Ac0o0y
aopenanin — enine@ppum.

[amienTam, y sIKHX CIIOCTEPIra€ThCsi TpUBala KpOBOTEYa 3 pOTa, CIiJ SKOMOra IIBUALIE
3BEpHYTHCS 32 KOHCYJIBTAIIIEIO 10 CBOET KOMAH/IM JIIKYBaHHS reMo(ifil i3 3airydeHHsIM CTOMAaToJIora
a0o 1IeJIeMHO-JIMLEBOro Xipypra A BU3HAUEHHS NEePIIONPUYNHY Ta TSHKKOCTI KPOBOTEUI.

SKmo micis peTenpbHO CIUTAHOBAaHOI 1HBA3WBHOI CTOMATOJIOTIYHOI IMPOIETypH BUHUKIIA
HECIO/1iIBaHa KPOBOTEYa, MapajesbHo 13 JIKyBaHHAM KPOBOTEU1 pOTOBOI MOPOKHUHM CJIiJ1 IPOBECTU
7Ta0opaTOpHI JOCTIKEHHS Ul BUSBICHHS MOKJIMBHX HMPUYHH, HAPHUKIAL, HASBHOCTI 1HTi10ITOPY
ab0 cnpUYMHEHOro JiKaMu AedexTy QyHKIIIT TPOMOOIHUTIB.

[lepcuctyrodi KpoBOTEUi B POTOBIH MOPOKHIHI HEOOXITHO KOHTPOJIIOBATH 32 JIOTIOMOTOIO
HOCTAITHUX MICIIEBUX Ta/abo CHCTEMHHUX 3ac00iB, 30KpeMa:

° fe3nmocepeIHE CTUCKAHHS AUISTHKY 3a JIOTIOMOT0I0 BOJIOTOr0 MapJIeBOr0 TAMIIOHA, SIKUH 3aJTUIIAI0Th
moHaiMenme Ha 15-30 xBumH;

° MiCIIeBa aHEeCTe3is alpeHaIiHOM/eTiHe(PUHOM ISl CIIPUSIHHS MICIIEBOMY 3BYXKCHHIO CYJIUH;

° HaKJIaJIJaHHs LIBIB JJIs 3aKPUTTS paH;

° 3aCTOCYBAHHS MICIIEBUX T€MOCTAaTMUYHUX 3ac001B, HANPHUKIAJ, OKCHIICIIOJIO3H, TPOMOIHY,
($16puHOBOTO repMeTHKa a00 MOJI0HNUX;

° BUKOPUCTaHHS TMepopajbHUX abo0 MiCleBUX aHTHU(QIOPUHOMITUKIB Yy BUIVISIAL PIAMHM IS
nonockanHs pota abo mactu?*3C;

° CHCTEMHE JIIKyBaHHA BuOoOpy, Hampukian, 3amicHa Tepamiss KOK, JJABII abo
aHTU(}IOpPUHOITHYHA Tepallis, sKe MiI0upae KOMaH/a JIKyBaHHS reModiii; 1

° MOHITOPHUHT XHUTTEBO BAXKJIMBUX MOKA3HUKIB Ta JIIKYBaHHS aHEMIi, 32 HEOOX1IHOCTI.

[Ticna gocsirHEeHHs reMocTa3y CyBOpe JOTPUMAaHHS MICISI0NepaliifHOro peKumy JIiKyBaHHS
3MEHIIIYE PU3UK TTOBTOPHOI KPOBOTEYI.

[TarienTam 3 reModimiero ¢ peKOMEHIyBaTH:

° BUKOPUCTOBYBATH CUCTEMHI Ta/a00 MiciieBi aHTU(IOPUHOTITUYHI 3aCO0M TPOTATOM S5—7 JIHIB;
° yTPUMYBATHCS BiJl 3aHATh CIOPTOM Ta IHTEHCUBHUX BIIPAB MPOTATOM 3—5 JHIB;
° BJKMBATU M’SIKI IPOAYKTHU Xap4dyBaHHS, YHUKATH €HEPridHOrO IMOJIOCKAaHHS pOTa MPOTAroM 3—95
JIHIB;
° yTPUMYBATHCS B KypiHHS 200 3MEHIIUTU HOT0 MPOTATOM MpUHAMHI 24 rouH; 1
° PO3MIIIHYTH MO>KJIMBICTh BUKOPUCTAHHS M’SIKOI IIMHM Ui 3aXUCTY paHHM Ha JOBIIMHA TEpMiH, 3a
HEOOX1IHOCTI.
JuB. Takox Poznain 2: «KomrmuiekcHe nikyBaHHS reModiniiy — «CTomarosioridyHa JormomMora
Ta JAOTJIAIY.

7.9 KpoBoTteua 3 HOca (emicTakcuc)

KpoBoteua 3 HOca (emicTakcuC) MOXe BHHUKATH TMPHU TOIIKOMKEHHI a0o MoJpa3HeHHI
CIM30BO1 000JIOHKH HOCA.

JIronu 3 remMo(iiero MOKYTh MaTH 4acTi Ta TPUBaJIi HOCOBI KPOBOTEUI, sIKI MOXKYTb OyTH 200
JTy’)Ke He3HAYHUMHU, a00 CEpHO3HUMHU, SIKI BAMAraroTh MEJUYHOI TOTIOMOTH B CTaIlioHapi ado JliKapHi
IIBUAKOI JOIIOMOT'H.
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3amicHa Teparmist (akTOpOM 3ropTaHHS KPOBI 4acTO HE MOTPiOHA, SKIIO0 KPOBOTEYa HE €
cepito3HOI0 260 MOBTOPHOBAHOK?22Y,

Pexomenpanis 7.9.1:
IIpu HocoBIil KpOBOTeYi Yy MALIEHTIB 3 reMO(Ii€0 il MIIHATH IOJ0BY Ta HAKJIACTH
XO0JIOIHM I KOMIIpec Ha nepeHices (a came, odsacth Kucennoaxa-Jlitia) .

Pexomengauis 7.9.2:

IIpu HoOcOBili KpoBOTewi y maumieHTIB 3 remMoQijiclo cjil YHUKATH TAMIIOHAIM HOCA,
OCKLUJIbKM BOHA MOe CHIPUYMHHUTH KPOBOTeYy NPH BUIAJEHHI TaMnoHa. OIHAK HA NPaAKTHL
TaMIIOHA/1a HOCA IIHPOKO BUKOPHUCTOBYETHCH.

Pexomenpauis 7.9.3:
IIpu HocoBill KpoBOTeYi y manieHTIiB 3 reMogiricl0 KpiM 3aMicHOI Tepamnii ¢gakTopom
3rOpPTAaHHS MOKHA 3aCTOCOBYBATH CEPBETKY, 3MOY€eHA AHTU(IOPUHOTITHYHUM 32C000M.

[TamienTamM 3 TOCTpUM €MICTAKCMCOM HEOOX1JIHO HaJaBaTH IMEpIly MEIUYHY JAOMOMOTY
HACTYIHUM YMHOM:
° Haxunuty TOJNOBY MAallieHTa BHEped, M00 YHUKHYTH KOBTAaHHS KPOBI 1 JO3BOJIUTH TMALlI€HTY
00epe’kHO BUIYBATH CIA0K1 3TYCTKH.
° [IocTiiHO 1 MIIIHO TMPHUTUCKATH 3MOYEHY KPIDKAHOKO BOJOI Mapiio 10 MEpeaHbOI HOCOBOT
Heperopoaku, To0To 10 obaacti JIutia, nporsirom 5—10 XBUIMH.
> KopucHum Oy/ie MiclieBe 3aCTOCOBYBaHHS 3 BUKOPUCTAHHSIM 3MOYECHOT CEPBETKH.

HazanbHa TammnoHaja MPOTUIIOKA3aHA, OCKUIBKM €HJIOTeNlalbHa CyJuHHA OO0OJOHKA
PYHUHYETBCS TICIISI BUAAJIEHHS TAMIIOHY, 1 reMocTas Oyze yrpyaHeHui. EQexkTUBHOO alnbTepHATUBOO
€ TIPUTTIIKaHHS.

Jlia enicTakcucy, OB’ SI3aHOTO 3 aJiepri€ro, 1HQEKUIIMU BEPXHIX JUXAJIbHUX LUISIXIB a0o
CE30HHUMH 3MIHaMHM, 3aCTOCOBYHTE aHTUTICTaMiHHI Ta MPOTHHAOPSKOBI Mpenaparu, 3a HasBHOCTI
MOKa3aHb.

IIpu emicrakcuci, CpUYMHEHOMY 1H(EKII€I0, 3aCTOCOBYHTE aHTHOIOTHKHM, 3a HasBHOCTI
MOKa3aHb.

SIKIIO emicTakCUC TPHUBAJIMM abo TparuigeThCsl 4acTo, OILIHITH HAsABHICTh aHeMii Ta JikyiTe ii
HaJIC)KHUM YHHOM.

[TamieHTaM 3 TSKKUMH Ta PELUAMBYIOUMMH HOCOBUMHM KPOBOTE€YAMU PEKOMEHIYIOTHCS
KOHCYJbTalil (axiBus Ta npodirakTuuHi 3axoau. KoHcynbTallis oToJapuHrosora AOUiIbHA, SKILO
HOCOB1 KPOBOTEYI € MEPCUCTYIOUUMH 200 PELUANBYIOUHMHU.

VY TskKkHX a0 CTIMKUX BUIIAJAKaX MOXe OyTH MOKa3aHa TepaleBTUYHA OKIII031s apTepiabHUX
CyJIMH HOCa.

[IpodinakTryHi 3aX0aH ISl SMEHIIEHHS PU3UKY €MICTaKCUCY BKIIOYAIOTh!

° MiJIBUILEHHS BOJIOTOCTI HABKOJIMIIIHBOTO CEPEIOBUIIIA;

° HAHECEHHs TefiB (HalpHKIIaI, Ba3eaiHy ab0o COJIbOBUX Kparesib/relliB) Ha CIM30BY 000JOHKY HOCA
1151 30epeKeHHs 3BOJIOKEHHSI, a00 BUKOPHCTAHHS COJILOBOTO CIIPEIO;

° TOTpUMaHHS IpUHOMY MTPU3HAYEHHX JIIKIB, TAKUX SIK aHTUT1CTaMiHHI ITpenapaTH, NPOTUHAOPSIKOBI
JKH Ta aHTUOIOTHKY BIATOBITHO /IO BKA31BOK JIKapsl.

Pexomenpauis 7.9.4:

Y nauieHTiB 3 reModisi€ro 3 NepCUCTYIOUMM eNiCTAKCHCOM CJIiI KOHTPOJIIOBATH OCHOBHI
NOKA3HUKH JKUTTEAISVIBHOCTI Ta piBeHb reMor/100iHy 10 NPUNIMHEHHSI KPOBOTeYi (K NpaBuJIo,
nporsirom 24-48 roaux).

Pexomenpauis 7.9.5:
Y nanienTiB 3 reMogisiero 3 penuINBYIOYHMH eNiCTAKCHCAMU CJIiJl HeraifHO BUSIBUTH Ta
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JiKyBaTH OCHOBHY mnaroJoriio. IIporuna0dpsikoBi 3aco0m Ta aHTHUricTamMiHHi npenaparu
MOKAa3aHi, SIKII0 KPOBOTeYa MOB’SI3aHA 3 AJIePriclo, a aHTUOIOTHKH CJIil BBOJAUTH, SIKIIO
KpOBOTe4Ya NOB’si3aHa 3 iHpeKuicro.

7.10 Po3puBHu Ta cagHa

Po3puBm Ta cagHa — 1€ 30BHIINIHI KPOBOTEY1, CIIPUYMHEH] TOBEPXHEBUMHU a00 TIIMOOKUMHU
nopizamu ab0 NOAPANMHAMU Ha MOBEPXHI MIKIPH.

[ToBepxHEBI PO3PHUBH CITIJ JIKYBaTH 3aCO0aMHU MEPIIOT TOTTOMOTH.

[Tpu rm6GoKuX po3pHuBax MiHIMITE PiBeHb (PAKTOpa y Malli€HTa, a IOTIM 3aIIUHTE paHy, SKIIO0
e Heooxinuo?®-30 (muB. Tabmuiro 7-2).

Pexomenpanis 7.10.1:

IIpu po3puBax Ta cagHax y nauieHTiB 3 remodini€ro cjia HeraifHO BBeCTH 3aMiCHY
Tepaniio GakTopoM 3ropTaHHsA KPOBI Ta 3a1IMTH PaHy, AKIIO e HeOOXiAHO, KOHCYJIbTYHYHUCh
3 BiANOBiAHMMM Xipypramu.

I[JI?I 3HATTS IIBIB CJIiIl PO3TIIAHYTH MOKJIMBICTE T€MOCTATHIHOIO INOKPUTTs, AKIIO PU3UK
KpOBOTe‘li BBAXKA€THCA BUCOKHM.

7.11 KpoBoBH/IUMB y M’IKi TKAHUHH

KpoBoBwiinB y M’siki TKaHMHM (reMaToMa) BUHUKA€E y M’s3aX, 3B’SI3KaX, CYXOXKWJIKaxX Ta
MIIIKIPHAX TPOCTOPAXx.

[TommpeHi MOMIKO/MKEHHS M’SIKHX TKAaHWH 4YacTO CIPHYUHIOIOTHCS BUBUXOM a0o0
PO3TATHEHHSM, YAapoM, IO MPHU3BOIUTH 1O 320010, a00 HaJMIpPHOTO NEpeHaNpyKEHHs MEBHOTO
oprany. CUMITOMH 3aJieXKaTh BiJl MiCISl KDOBOBUJIUBY.

IIpu O6inbIIOCTI MOBEPXHEBUX KPOBOTEU y M'sKI TKaHMHU 3aMicHa Tepamis (pakTopom
3ropTaHHsl MOK€ He 3HazoouTuca. Moxke OyTHM KOPUCHUM 3aCTOCYBaHHSI MIIIHOIO CTHCKAaHHS Ta
JBOIY.

Binkputa TOpOXHMHHA KpOBOTEYA, HANPHKIAL, B 3a0YEPEBUHHHUHA MPOCTIp, MOIIOHKY,
CiIHHUILI 200 CTETHO, MO’KE MPU3BECTH /10 3HAYHOT KPOBOBTPATH. SIKIIO MiA03PIOETHCS TaKa CUTYallis,
HeoOX1/1Ha HeraifiHa 3aMmicHa Tepamisi (aKTOpoM 3TOpTaHHs KpOBi, 1100 3MEHLIUTH KPOBOTEUy, a
TaKOX JIiJl Ta JOMOMDKHE JIKyBaHHS, 100 3MEHIIUTH Oijb, TKAHMHHHUI MeTa0omi3M, HaOpsK Ta
3araneHHs.

OmiHiTh NalieHTa Ha IPeAMET TSHKKOCTI KPOBOBUIIMBY Ta MOKIJIMBOTO Ypa)K€HHs TUCTAIBHOT
HEPBOBO-CYIMHHO1 cucTemMu. CiliJi BUKIIOYUTH MOXJIMBI TPaBMH B MICIISIX, IO MICTATh KUTTEBO
BA)XJIUB1 OpPraHu, Taki sIK T0JIoBa a00 YepeBHA MOPOKHHUHA.

HeoOxigHO mpoAoBXKyBaTH KIIHIYHE CHOCTEPEKEHHS, 1100 YHUKHYTH KOMIApTMEHT-
cunpomy?8:29,

PerynsapHo KoHTpoOmIOWTEe PiBEHb TeMOTJIO00IHY Ta KHUTTEBO BAKIWBI TMOKA3HUKH, JTOKU
KpPOBOTEYA HE 3yMMUHUTHCS Ta/abo He BiTHOBUTHCS (PYHKIIIS.

Jus. Takox Po3ain 10: «YcknaaHeHHs 3 00Ky OMOPHO-PYXOBOTO amapary.

7.12TI1pakTuyHi cxemu 3amicHoi Tepamnii 3 Bukopucranuam KOK

baxani mikoBi piBHI (akTopa y 1uia3mi, HaBeneHi B Tabmuimi 7-2, BiqoOpaxkaroTh MIMPOKHA
CIIEKTP MPAKTUYHHX IMTAXO0/IB 1 € yacThHOIO HacTaHoB BDI™ 3 2005 poky. [IpoTsromM mporo TpuBaioro
nepiofly BOHHM JOMOMarajld HaJaBaTH KIIHIYHY JOMNOMOTY, a TaKO0X BHMKOPHCTOBYBAJIHCS B
JOCTIPKEHHSAX, 30KpeMa, MIOJ0 TeMocTa’y NpH XIPYypriuHMX BTPYYaHHAX, Oe3 Oyab-aKux
MOB1JIOMJIEHb PO MpobiemMu 3 Oe3nekoro. [1oTpiOHI JOAATKOBI AOCTIIHKEHHS ISt KpUTUYHOI OLIHKA
IIUX TPAKTHK.

TABJIMISA 7-2. [Ipaktuuni cxemu. [1ikoBi piBHI dakTOpa y ma3Mi Ta TPUBAIICTh Teparnii
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I'emodinis A I'emodinis B
3pa3zok 3pa3ok 3pa3ok 3pa3ok

HHM3bKO0/1030B0IL BHCOKO/1030BOI HHM3bKO0/1030B0I BHCOKO/030BO]
Tun Hi‘KOBl/li/‘l T].)l/lBaJ'liCTb Hi‘KOBl/lﬁ TPuBaniCTb Hi‘lcomm T].msanicn, Hi‘KOBl/lﬁ T;.mnanicn,

Pi1BE€Hb JIIKYBaHHSHA Pi1BE€Hb JIIKYBaHHSA PIBE€Hb JIKYBaHHSA Pi1BEHb JIKYBaHHSA
KPOBOBHJ/IUBY | dakropa (am) (dakropa (aH) (dakropa (an) (dakropa (an)

(MO/na) (MO/na) (MO/na) (MO/na)
Cyrno0 10-20 |1-2° 40-60 1-22 10-20 1-22 40-60 1-22
[ToBepxueBuit M’s13/BifncyTHicTh HC—yckianHeHb (KpiM KIIyOOBO—TIONEPEKOBUHN M's3Y)

[10-20 [2-3® [40-60 [23* [10-20 [2-3* [40-60 [2-3°
KiryboBo—tionepekoBuii M'si3 a00 rmboki m'si3u 3 HB—momkopkeHHsIME 200 3HAYHOKO BTPATOIO
KpOBI
[TouaTkoBa 2040 (1-2 80-100 1-2 15-30 1-2 60-80 1-2
igrpumytoua |10-20 |3-5P 30-60 3-5P 1020 |3-5° 30-60 3-5°
BHyTtpimHpouepenna
[TouaTkoBa 50-80 [1-3 80-100 1-7 50-80 1-3 60-80 1-7
[TinTpumyroua |20-40 |8-14 50 8-21 20-40 8-14 30 8-21

30-50 (47 — — 30-50 4-7 — —
I"opno 1 mms
ITouaTkoBa 30-50 [1-3 80-100 1-7 30-50 1-3 60-80 1-7
[TinTpumyroua |10-20 |4-7 50 8-14 10-20 4-7 30 8-14
I1151yHKOBO—KHILIKOBUN TPAKT
[TouaTkoBa 30-50 [1-3 80-100 7-14 30-50 1-3 60-80 7-14
[TinTpumyroua |10-20 |47 50 10-20 47 30
Hupxosa 2040 |35 50 3-5 15-30 3-5 40 3-5
['mubokwmii 20-40 |57 50 57 15-30 57 40 57
pO3puB
Onepariis
(Benuka)
[Tepenoneparni |60-80 80-100 50-70 60-80
WHO
[Tocromepaniii |30-40 |1-3 60-80 1-3 30-40 1-3 40-60 1-3
HO
20-30 |46 40-60 4-6 20-30 4-6 30-50 4-6
10-20 |7-14 30-50 7-14 10-20 7-14 20-40 7-14
Oneparris
(He3HayHa)
[Tepemomeparni |40-80 50-80 40-80 50-80
HUHO
[Tocronepamiii |20-50 |1-5° 30-80 1-5°¢ 20-50 1-5°¢ 30-80 1-5°¢
HO

Ipumimku: Y uiit Tabnuui HaBeAeH1 OaxxaH1 MiKOBI piBHI (hakTopa npu 3amicHii Tepanii KOK ms
JKyBaHHS KPOBOBUJIMBIB y PI3HUX aHATOMIUHUX JUISHKAX, K1 SIBJISIIOTH COOOIO J1ara30HH 3HaueHb,
10 BUKOPUCTOBYIOTHCS B PI3HUX KpaiHaxX CBITY, B 3aJIeKHOCTI BiJ HasBHUX pecypciB. BaxinBo
3a3HAYUTH, 110 METOIO TAKOTO JIKyBaHHS € e(eKTUBHA KOHTPOJIb KPOBOTEYI, i BOHO TOBUHHE OyTH
OJIHaKOBHUM B ycboMy cBiTi. Hukui piBHI 3amicHOi Tepanii KOK BumararoTs HabaraTto NuibHIIIOTO
CIIOCTEPEKEHHS Ha IpeMeET e()eKTUBHOCTI KOHTPOJIIIO KPOBOTEU1, TPH IIbOMY € BUCOKA BIpOT1HICTh
TOT0, 110 3HaA00NATbCsA nonaTkoBl BBeneHHs KK nns gocsrHeHHs HiboBOro piBHs (akTopa y
TUIa3Mi, @ TAKOXK JUISI OTPUMaHHS HAJIS)KHUX PE3ybTATIB 111010 TEMOCTa3y Ta HACIIIKIB AJIsl OTIOPHO-
PYXOBOTO anapary.
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Ckopouennsi: KOK — konnenrtpar ¢akropa 3ropranas kposi; HB — HelipoBackyisspHHiA.

®Moske OyTH JOBIINM, SIKIIO Bi/MOBIAb HEaJCKBATHA.

“Inoxi moBure, Hampukaz, BTOpHHHA MPodinakTHKa Hif yac (i3udaHoi Teparii.

“3anekuTh Bif MPOLEAYypH; KIABKICTH BBEICHL Oyae 3ajexaTd BiJ IMepioay HariBBHBECICHHS
BUKOpUCTOBYBaHOTr0o KOK.
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Po3nin 8. Inriditopu 10 ¢pakropis koaryasuii
KOHCEHCYCHHMX €KCIIePTHUX OIiHOK, 110 O3HAYEHO JIiTepaMu (KOHCEeHCYyCHA peKoMeHAauis).

Y yvomy Po30ini onucyemuvcs npobiema ymeopenms ineioimopie — oO0He 3 Haucepuo3Hiuux
VCKAAOHEHb Npu JIKY8AHHI 2eMOpiNii, a maxoic Hadamvcs K408l GU3HAYEHHS MA KA3I8KU U000
CKPUHIH2Y, MeCmy8anHs ma AiKy8arHs ineibimopie. JIikyeanHs ineibimopis npu cemoqhinii A ma npu
eemoghinii B 0b6eosoproemuvcs okpemo, 8paxo8youu pizHuYio 8 4acmomi YmeopenHs ma JNiKYy8aHHI
ineibimopis.

Vci pexomenoayii oo suxopucmanus aiKapcokux 3acobis y yvomy Pozoini datomwvcs 3
NPUNYWEHHAM, WO KOHKDEeMHUll npenapam € OOCMYNHUM ) Ne6Hill Kpaiui, pecioHi uu 6 cucmemi
OXOPOHU 300pP08 A1.

8.1 Beryn

«Iuribitopamuy» npu remodinii Ha3uBaOTh aHTUTLIA Kiacy IgG mo ex3oreHHoro (akropa
sropranas kpoBi VIII (FVIII) abo dakropa IX (FIX), sxi HeliTpamizyloTh (QyHKIIIO BBEIESHHX
KOHIIEHTpaTiB (akTopa 3ropraHHs Kposi (K®K)!. IHTi6iTOpH BUABIAIOTH Ta KilbKiCHO BU3HAYAIOTH
3a moroMororo Heiimeren-monudikoBanoro anamizy beresna.

MosxuBicTh yTBOpeHHs iHrioiTopf cimix 3amimo3putu y 6yab-saKOro naiieHTa 3 reModisiero,
KW KIIHIYHO HE BiamoBimae Ha 3amicHy Tepamito K@K, ocobmuBo y marlieHTiB, siKi paHimie
BiAMOBinan Ha Hel (IUB. HIbKYE po3aii 8.2 « CKpUHIHT Ha iHTIOITOpH».)

[aribiTopy YacTime 3ycTpivaroThCs y MALIE€HTIB 3 TSHKKOIO (POPMOIO 3aXBOPIOBAHHS, HIXK TIPU
noMmipHii abo jerkii remodinii, 1 yacrime y maiieHTtiB 3 remoditiero A, HiX 3 remodiniero B.
KoHTponk Hax KpoBOTEUAMHU € 3HAYHO OIIBIIO MPOOJIEMOI0 Yy MAIi€HTIB 3 TeMO(DuIien 3
iHribiTopamMu, HiX y mnamieHTiB 0e3 iuriditopis. I[uribitopu mo FVIII abo FIX mnow’s3ani 3
MiIBUIIEHUM TSTapeM 3aXBOPIOBAHHS, BKITFOUAIOYH MTiABHIEHUNA PU3HK YCKIIAIHEHb 3 00Ky OMOpHO-
PYXOBOTO amapary, 6010, Gi3n4HUX 0OMEXEHb Ta MPOOJIEM 13 JTIKYBAHHSM, IKI MOXYTh BIJIUBATH
Ha (i3uyHe PYHKIIOHYBAHHS MMAIll€HTa, 31aTHICTD 10 (PI3MUYHUX HABAHTAXKEHb Ta SKICTh KHUTTS.

Kpim Toro, imynHa Bignosigs Ha npenapatu FVIII ta FIX HemoctatHbo 3po3ymina, i, 3a
BIJICYTHOCTI JIOKa30BUX JIaHUX, 3aJUIIAEThCS Oararo oOiacTel, ae iH(popMallis mOoA0 JIKYBaHHS
CTaHiB 3 1HT10ITOpaMU € HEOAHO3HAYHOI a00 CYMepedsIUBOIO.

binpmr Toro, xowa 3’SBISAIOTBCS HOBI IpemapaTH Ta cTparerii JIKyBaHHA M emiMiHarii
1HT10ITOPIB, 5Kl MOTEHUIHHO MOXXYTh OyTH YCHIIIHUMH, IXHI JJOBFOCTPOKOBI KJIIHIYHI pe3yJabTaTH
3JIMIIAIOTHECS HEBIJOMHUMH.

IcHytOTH CyTTEBI BiAMIHHOCTI MK remodimiero A Ta remodimiero B mono uactotu
BUHUKHEHHS 1HT101TOPIB, JIiIKyBaHHA Ta Bianosial Ha IIT, a Takox epekTUBHOCTI anbTepHATUBHUX
reMocTaTH4HuX 3aco0iB. Tomy y n6amy Pozaimi iHri6itopu npu remodinii A Ta iHriGitopu nmpu
remodiii B 00ToBOPIOIOTHCS OKpEMO.

HaBuanHs namieHTiB/onmikyHiB

[TocriiiHe HaBUaHHS MAIIEHTIB Ta WIEHIB TXHIX POJAWH/OMIKYHIB Ta COL[IaJIbHO-TICUXO0JIOTIYHA
HiATPUMKA € BAXKJIMBUMH KOMIIOHEHTaMM JIIKYBAaHHS MAIll€HTIB 3 reModinio Ta iHridiTopamu,
BpPaxOBYIOUH 0araTorpaHHIiCTh Ta CKJIQJHICTh I[OTO CEPHO3HOTO YCKIAAHEHHS. MenundHuM
npaliBHUKaM, MMalli€eHTaM, BUXOBATEJSIM Ta KOMaH/ Il IEHTPY JIKyBaHHs reModinii BKpail He0OX1THO
HiATPUMYBATH XOPOIINH 3B’ 130K 3 BAKOPHCTAHHSIM CKOOPAMHOBAHOTO TUIAHY HaJJaHHSI JOTTOMOTH.

8.2 CxpuHiHr Ha iHridiTOpH

[HriGiTopu BuUMiprOIOTECS 3a JonoMororo aHanizy beresna adbo Helimeren-moaugikoBaHoro
aHaizy Berezna??.

3a BU3HAYCHHSM, ITO3UTHUBHUHN aHaji3 Ha 1HT10iTOp — 11e TUTp > 0,6 ommHMUIE betezna (OB)
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s FVIII ta >0,3 OB st FIXM,
BumiproBanHs 1HTi0ITOpPY MOXe MPOBOAUTHCS ITiJT Yac 3aMICHOI Tepallii IUIIXOM aHalli3iB 13
3aCTOCYBAHHSAM METOIB IMONEPEHBOI TepMooOpoOKy 3paska® (muB. Posmin 3: «JIaGopatopHa

JIIarHOCTHKA 1 MOHITOPHUHT» — «JlabopatopHe AOCHIDKEHHS KOaryismii» — «AHaI3M Ha
1HT10ITOPY).
Cnabkopearyrounid iHri0iTop — 1e iHriditop 3 tutpom <5,0 Ob, a cunmpHOpearyrouuit

iHri6iTOop — iHri6iTOp 3 TUTpOM >5,0 OB.

Crnabkopearytoui iHT101TOPH, SK MPABHUIIO, € TAMYACOBUMH (TPaH3UTOPHUMH ). TpaH3UTOpHUN
1HTI0ITOp BHU3HAYAETHCA SK TIO3UTUBHHUM 1HTIOITOp, KUK OIYCKA€ThCS HUKUYE 3a3HAYCHOTO
TPAHUYHOTO PIBHS MPOTATOM 6 MICSAIIIB BiJl MTOYATKOBOI BCTAHOBJICHHS 0€3 OYJb-IKUX 3MIH y CXeMi
JIKyBaHHS Ta, HE3BAXKAIOYM HA NPOJOBXKEHHS aHTureHHoro HaBaHTakeHHs KOK. Ilimo3py Ha
IHT101TOp CIIIJT MATBEPKYBATH IIOBTOPHUM JIA0OPATOPHHUM aHaJIi30M, a00 TOKYMEHTYBaHHSAM (haKTy
c1aOKOTo BiJTHOBJICHHSI PiBHS (hakTopa B KPOBi MICIsl BBEJCHHS, Ta/ab0 3MEHILICHOTO Mepiory
HamiBBUBeNleHHs (t/2) — MeHme 6 roguH npu remodimii A (y Bumaaky konuentpary FVIIIL i3
CTaHIAPTHUM TIEPiOJIOM HAMIiBBUBENEHH"), Ta MeHIIe 9 roauH — npu remodinii B (y Bunaaxy KOK
FIX i3 crangapTHEM 1Iepio oM HaHiBBI/IBeI[eHHH)7.

CupHOpearyroui iHribiTopu 3a3Buuail € CTiKuME (IIEpCUCTYIOUMMH). IXHili THTp MoKe
3HIKYBaTHCA a00 MepecTaBaT BU3HAYATHUCS ITICIIS TPUBAJIOTO Mepioay 3a BiacyTHOCTI BBy KOK.
OnnHak BOHU 30UIBIIYIOTECS Yepe3 3—5 aib micis moBTopHOro HaBaHTaxeHHss KOK (anamMHecTrdHa
Bi,Z[HOBiI[B)g.

Jly>ke BaXKITMBO SIKOMOT'a paHille BUSBUTH 1HT10ITOpH, 00 3a0€3MEUNTH HAICKHE JTIKYBaHHS
narienta. llloHaliMeHIle MONOBUHY BHUMAAKIB BUHUKHEHHS I1HTIOITOPIB BHUSBISAIOTH ILISXOM
PYTHHHOTO CKPHHIHTY B aMOyiaTopii micist nepBuHHOTO ekcro3uiii KOK, Toxi sik pemTy BUSBISIOTH
Ipu OTpUMaHHI c1a0Koi KIIHIYHOT BiAMOBiAl Ha 3amicHy Tepanito KOK (To6To, Koiau BiTHOBIECHHS
piBHs (akTopa Ta/abo mepioj HAMIBBUBEICHHS HE € TaKUMH, K OUYIKYIOTh) MPH JIKyBaHHI a0o
npodinakTuIli KpopoTeui®.

AHani3u Ha I1HTIOITOPH CIiJ MIPOBOAUTH Mepes CEpHO3HUMHU XIpYpriYHUMHU OIEpalisiMi Ta
SKILO CIOCTEPIraeThCsl HEONTUMAaJIbHA BiNOBIIb Ha 3amicHy Tepanito KOK y micisonepariiitHoMy
nepioni” %M, a Takox y Gymb-sKoro mamieHTa, SIKMil He Bi/NOBiZa€ HA aJeKBaTHY 3aMiCHY Tepartiio
K®K, skmio Taka BiAMOBIAL ciOCTEpiranacs y MI/IHYJ'IOMy7’12'14 (muB. Tabmumro 8-1).

TABJIMIA 8-1. [lokazanus 1y1s aHai3y Ha 1HTI0ITOPH
ITicns mepmioro BBeneHHs (ekcmo3wilii) hakTopa
[Ticnst iHTEHCUBHOT €KCTO3UIlli (pakTOpa, HAMPUKIIAJ, [OJICHHOTO BBEJEHHS OUIBIIE HIXK 5 THIB
nocoiie’
VY Bunajky HOBTOPIOBAaHUX KpOBOTE€Y a00 KPOBOBWIMBIB Yy CYIJIOO-MillleHb, HE3Ba)KalOUM Ha
aJlekBaTHY 3aMicHy Tepamito KPK 1214
VY pasi BIICYTHOCTI peakllii Ha aJIeKBaTHY 3aMicHY Tepanito KO
[Ipn HuK4YOMY 3a OUIKYyBaHHI BiTHOBJIEHHI piBHA (hakTopa y mia3mi, abo0 KOPOTLUIOMY Mepiofl
HaMiBBUBEICHHs (aKTOpa Mmicys 3amicHoi Tepamii KPK 1214
TIpy HEONTHMANKHOI KITiHiUHi# a60 1a60paTOpHiii BiamoBii Ha 3amicHy Tepamito KOK®
Iepen onepamicro™’ !
[Tpu HeonTHMaBHIN TicasONEepaniiHii BiIMOBIAlL HAa 3aMicHY Tepanito KD

Cxopouenns: KOK — xonnenTpat hakropa KoaryJsiii.

K7,12,14

K7,12-14

Oco01MBO BaXJIMBO MPOBOJUTU PYTHHHUN CKPHUHIHT Ha 1HTIOITOpU MiA 4ac HaOUIbIIOro
PHU3UKY IXHBOT'O PO3BUTKY, IPUHANMHI KOKH1 6—12 MicswiB micns novyatky 3amicHoi tepamnii KOK, a
TOTiM MmopiuHo. X04Ya JesKi aBTOPH BHCTYNAIOTh 3a YacTillle MPOBEJCHHS CKPUHIHTIBS, Taka Touka
30y 3IMIIAETHCS CYNEPEWINBOIO, OCKIIBKH ICHYE HEBEIHMKA KUIBKICTh TAaHUX, SIKI MIATBEPIKYIOTh
KOPHUCTH TAKOTO MiIXO0Y.
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CKpUHIHT CiJl MPOBOAUTH y OyIb-SKOTO Talli€HTa, HE3aJEeKHO BiJ BIKY UM TSKKOCTI
3aXBOPIOBAHHA, AKHMH mNpuiiMae iHTeHCHBHe JiKyBaHHS (To0OTO Oimpmie 5 amiB mocmins)’*® Ta
IpOTSIroM 4 THKHIB MICHIS OCTAaHHBOI 1HPY3II.

JuB. takox Hwkue Iligpo3ainu 8.3 «Iuri6itopu no FVIII npu remodinii A» — «Yacrtora

BUHUKHEHHS iHTi0iTOpiBY, Ta 8.4 «lHribitopu mo FIX mpum remodinii B» — «Yacrora

BHUHHUKHEHHs 1HT10iTOpiB»; Ta Po3min 3: «JlabopaTopHa MiarHOCTHKAa 1 MOHITOPHUHI» —

«JIabopaTopHi JOCHTIKEHHS KOaryJsii» — «AHalli3u Ha iHri0iTopu».

Pexomennauis 8.2.1:

s mamieHTiB 3 HemOJABHO [XiarHOCTOBaHOIO remogiigicio A B®I' pexomeHnmye
pery/sipHuii CKPHHIHT HA iHri0iTOpu NpuHaiiMHI KOKHi 6—12 micsniB, a moTiM mOpivYHO.

INPUMITKA. SIx npaBuJio, CJijJ pO3rJSHYTH MOK/JIMBICTH OLIBII YaCTOr0 CKPUHIHTY Y
BUIIAJKY NOBTOPIOBAHUX KPOBOTeY 200 KPOBOBWIMBIB y CyIy100-MillleHi, sIKi TpamisoTbes,
HE3BAKAI0YM HA CTAH/JAAPTHY 3aMiCHY Tepamiio pakTopom.

INPUMITKA. B wmiii pexoMeHaaunii Hajaerbcs Oulbllle 3HAYEHHA PaHHLOMY
AIarTHOCTYBAHHIO Y MAILi€HTIB 3 THKKOKW (GopMoro remodijii, a TaKoXK y BUNAAKY Ni3HHOI0
AiarHOCTYBAaHHSA Y 3plJIOMY Billi y NALI€HTIB 3 MEHII TAKKHM 3aXBOPIOBAHHSAM, 30KpeMa, MmicJis
IHTEHCHBHOI0 BIVIMBY KOHLIEHTPATY (PAKTOPA 3rOPTAHHA KPOBi, HANPUKJIA/L, CJIsl Onepanii.

IMPUMITKA. Bumora 10 yactoro 3a00py KpoBi /1 aHAJIi3iB NOB'A3aHA 3 MOKJIMBICTIO
BHHMKHEHHS HEKOHTPOJILOBAHUX 200 He0e3MeYHHX ISl AKUTTS KPOBOTeY.

Pexomennpanis 8.2.2:

J1st nanieHTiB 3 remoginiero A, AKi OTPUMYIOTh KOHIEHTPAT (paKTOPA 3rOPTAHHS KPOBi
Oinrbme S aHiB mocmiib, BOI' nmponoHye nmpoBOAMTH CKPHUHIHI Ha iHri0iTOpm ympoaosx 4
THKHIB MiCJIs1 OCTAHHBOT0 BBEI€HHSI.

Pexomenpnauis 8.3.2:

Jst manieHTiB 3 remoduiiclo A, sIKi JIeMOHCTPYIOTh ¢Ja0Ky BilIlOBiAb HA aleKBaTHY
3aMicHy Tepamniio ¢gakTopoM Koary/flii, 200 He pearylTh Ha Hei, 400 sIKi MAIOTh HUKYI Bijl
04iKyBaHOI0 BiIHOBJICHHS (paKTOpa a00 nepiox HaniBBuBeAeHHs, BDI npononye nposenenns
CKPHMHIHTY Ha iHri0iTOpH.

Pexomennauis 8.4.2:

Y naui€HTiB 3 remodiaiclo A, ki roryrscs 10 onepaunii, BOI' npononye npoBoautu
CKPMHIHT Ha iHri0iTOpM Nepen onepauiero, 100 BUSHAYUTH, YH NPUCYTHI iHTi0iTOP, OCKINbKH
B pa3i HOro NMpPUCYTHOCTI MOKYTh 3HAJ00MTHCS Npenapartu, ki He mictutsb FVIIIL.

Pexomenpauis 8.5.2:

Jasi naunieHTiB 3 HeNIOAABHO [AiarHOCTOBaHOKW remogiitiero B B®I' pexomenaye
NPOBOJIUTH PeryJIsipHUIl CKPUHIHT Ha iHTi0iTOpPU He piglie npuHaiiMHi 6—12 micAuiB, a moTimM
IIOPOKY.

INPUMITKA. B 3arajibHOMY BHIAJAKY, CJIiJ PO3IVISHYTH MOKJIMBICTH OLIbII 4acTOro
CKPHMHIHIY iHTI0ITOpPIB Yy BUNAAKY NOBTOPIOBAHUX KPOBOTeY 200 KPOBOBMJIMBIB Yy CYIJ100-
MillleHi, IKi TPAIJIAIOTHCS, He3BAXKAI0UM HA aJleKBaTHY 3aMicHY Tepaniio (pakTopoM.

IMPUMITKA.: Ockinbkn yacToTa iHridiropiB Hadararo Huk4a npu remo¢iaii B, Hizk
npu remogiii A, B 1bOMY BUIIAJKY A0CBi/ll Ta 10KA30Bi 1aHi 00MexKeHi.

INPUMITKA. B miii pexoMeHaaunii Hajaerbcs OulblIe 3HAYEHHS PaHHbLOMY
AiarHOCTYBAHHIO iHTi0iTOpPiB, MO0 YHMKHYTH HEKOHTPOJHLOBAHUX KpPOBOTeY Ta IXHIX
yCKJIaJHeHb. Bumora no vacroro 3a0opy KpoBi Ui aHANI3IB NMOB'si3aHa 3 MOXKJIUBICTIO
BHHHKHEHHS HEKOHTPOJbOBAaHUX 200 He0e3MeYHHX I ;KUTTH KPOBOTeY.
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Pexomennanis 8.6.2:

Y nauieHTiB 3 remogiiiero B, siki JiKylOTbCSI KOHIIEHTPATOM (PAKTOPA 3rOPTAHHS KPOBi
Oinbme 5 aHiB mocmisib, BAI' nmpononye npoBoAMTH CKPHMHIHI HA iHridiTopm mporsirom 4
TH/KHIB IiCJIS OCTAHHLOI'O0 BBEICHHS.

Pexomenpauis 8.7.2:

Y nauienTtiB 3 remodisiecro B, siki He BiAMOBIAAIOTH Ha aJeKBATHY 3aMiCHY Tepariio
(pakTOpoM 3ropraHHsi KpoBi a00 y sIKMX piBeHb BiHOBJeHHs1 (akTopa aldo mnepion
HANIBBUBEJEHHSI € HMKYMM 32 o4vikyBaHui, BOI' pekoMeHay€ NPOBOAMTH CKPHHIHI Ha
iHriéiTopu.

Pexomenpanis 8.8.2:

Y nauienTis 3 remoginiero B, y skux posBuBaeTbes ajepriuia peakuisi Ha Tepamiro FIX,
BKJIKOYa04M aHadinakcio ado HeppoTnununii cunapom, BOI" npononye npoBoauTH CKPUHIHT
Ha iHridiropu, o0 BU3HAYNTH, UM NPHUCYTHIH IHribiTOP.

Pexomengamist 9.8.2:
Jis1 manieHTiB 3 TSKKOI0 (hopMoro remodiiii B, siki roryorscs 10 cepiio3Hoi onepamii,
B®I" npononye npoBoAuTH nepeaonepaniiHuii CKPUHIHT HA iHri0iTOpH.

8.3 I'emodiiis A ta inriditopu 1o FVIII

I'eHeTn4Hi Ta 30BHIIIHI (PAKTOPH PU3UKY

[aribitopu wacrime 3ycTpidaroTbes y ocid 3 TsKKOI0 (opmoro remodinii A, HIX y oci0 13
IOMIPHOIO Ta JIETKOK (JOPMaMH 3aXBOPIOBAHHS.

[ QaxkTopu puU3MKY YTBOpEHHs IHTIOITOpIB Hpu remModuiii A BKIIOYaIOTh HASBHICTb
1HTI0ITOPIB 'y CiIMEHHOMY aHaMHe31, HaJeXHICTb /O YOPHOIIKIpoi adpuKaHChKOi abo
JaTMHOAMEPUKAHChKOI €THIYHOI I'pyMH, T€HEeTHYHl BapiaHTH, Takl SK TUI MyTalii remouiii Ta
HOJIMOPQHI IMYHOPEryJATOpHI TeHH, Ta IHTEHCHBHA EKCIIO3UIlisl KOHIIEHTpaTtaMu (hakTopa
(Hanpukiaj, IHTeHCUBHA 3aMicHa Teparis KOK npu Tskkiil KpoBOTeUl y paHHbOMY Billl, KPOBOTEU1
B IEHTpaJbHY HEPBOBY CHCTEMY, NpPM XipypriuHomy BTpydaHHi a6o Tpapmi)®®101214-20 (yp,
Ta6nurro 8-2).

Tun npenaparty (To610, mazmoi KOK FVIII 3 pakTopom don Bimnedbpanna adbo 6e3 HborO,
a60 pexoM6iHanTHI KOK FVIII) Moke BIimMBaTH Ha pU3UK 1HT10ITOPIB y MALI€HTIB 3 TeMOoQLIier0 A.
OjHaK 1€ MMTaHHs € HeAOCTATHBO JAOCIIPKEHUM 1 3alMIIAcThes cynepednupum o2l

YacTroTa BUHMKHEHHS IHTi0ITOpIB

[uriGitopn (HeHTpami3yro4yl aHTUTLIA) PO3BUBAIOTHCS 13 KYMYJIATHBHOIO YaCTOTOIO
npubmusHo 30% Yy paHille HelTiKOBAHUX MalieHTiB 3 remModimicro A'®?2 3 gxkux 79% BUHMKAIOTH
npoTsrom nepmmx 20 eKCro3uIii, a pemra (21%) npoTaroM mepmux 75 excrnosuniit??. Excrmosumis
BU3HAYAETHCS SIK Oynb-KUH 24-TONWHHHMNA TEpioj, MPOTIrOM SIKOTO BBOAWUTHCS Mpenapart, L0
mictuts FVIII a6o FIX'22,

YacTtora iHrIOITOPIB PI3HUTHCSA 3aJE€KHO B 3AJEKHOCTI Bl JOCHIKEHHS, 1 MoXe OyTu
3aHKEHOIO B JIOCIIJKEHHSIX, Y IKUX He BCl cy0'eKTH € paHie HenikoBanuMu nanientamu (PHI), 1
y AKUX TI0/aJIbIIE CTIOCTEPEKEHHS 3a MAllicHTAMH € HEMOBHUM®,

YacroTa 1Hr101TOPIB Y Malli€HTIB 3 reMo(iTier0 A JIerkoi Ta nomMipHoi GopMu CTaHOBUTH 5%0—
10%, mo HWXK4Ye, HDK y MAIEHTIB 3 TSHKKOIO (Gopmoro remodinii. B 1ipoMy Bunanky iHriditopu
3a3BMYail BUHUKAIOTh y CTApIIOMY Billl Ta yacTo micis iHTeHcuBHOI ekcno3uiii FVIIL, nanpuknan,
TIpH XipypriyHoMy BTpydaHHi a60 CHILHUX KpoBoTeuax'??%. V GiblIocTi BUMAKIB 1ii iHriGiTopH €
cnabkopearyrounMu. [HriGITOPY 3 CHITBHOIO PEaKIi€r0 y TAKUX TAIIEHTIB 3yCTpidaroThes pimme?,

binbmicTe BUNaAKIB Jerkoi Ta nmomipHoi remModinii A cnpuYMHEHI MiCEHC-MYTallisMH, SKi
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3a3BMYail MOB'A3aHi 3 HU3BKOIO YACTOTOIO PO3BUTKY iHTiGITOPIB, X0Ua BiIOMO i JeKiNbKa BUHATKIBZ,
Tsrap, ikKuil CHpUYMHSIE XBOP0Oa

Jitu Ta popocni i3 criiikumu inriditopamu FVIII 3a3Buuail xapakTepusyrOThCS BHUILIOO
YaCTOTO TOCHiTaNizaniii?®, GiAbIIMMM BUTpaTaMH Ha JKyBaHHSA'® Ta BUIIMMM IIOKa3HUKAMH
CMEpTHOCTI, Hix marieaTu 6e3 inridiropin?,

Po3poOka HOBHX HEPaKTOPHUX 3aMICHUX MIPerapaTiB MOXKe JOIMOMOTTH 3MEHIIIUTH 1IeH TArap
y MailOyTHbOMY.

KpoBoTedi y marfieHTiB 3 JIETKOIO Ta MOMIpHOIO TeModiiiero A 3 1HTIOITOpaMH MEPEeBAKHO
NPOSIBIISIOTBCS SK CIM30BO-IIKIPHI, CEYOCTAaTEeBl Ta HMUIYHKOBO-KHIIKOBI KPOBOTEYi, IO Haraaye
CUMIITOMH KpPOBOTE€Y Y TAIlI€HTIB 13 HaOyTol reModiniero A (BUKIMKAHY ayTOAHTHTUIAMH JI0
FVIIN®Y. Tomy pusux cepiio3sHHX ycKIagHeHb a00 HABiTh CMEpTi Bijl cepiO3HMX KPOBOTEY y IIUX
MAII€HTIB € JJOCUTh 3HAYHUM. ICHYIOTH J1aHi, IO PIBEHb CMEPTHOCTI CepeJl MAaIli€HTIB 3 JIETKOK Ta
MOMIpHOIO TeMo(iiero 3 iHribiTopamMu y 1’ATh pa3iB BHINUN, HIK Cepel TaKUX MAaIlieHTiB 0e3
iHri6iTopis®.

He3Baxkaroun Ha HasBHICTh He(PAKTOPHOI 3aMiCHOI Teparii Uit mamieHTiB 3 remodimiero, y
AKX PO3BUHYIHUCS 1HTIOITOpPH, ICHye KOHCEHCyC (axiBLiB, II0 y TMAali€HTIB 3 IHriOITOpamMu
HeoOXiIHO, 32 MOKIMBOCTI, cipoOyBatu Tepamito 1T, mo6 eniminysaty inriGiTop?.

TABJIMLSA 8-2. [Torenniiini hakTopu pu3MKy BHHUKHEHHS iHT101TOpIB
Paca®10.15
CimeiiHnii aHaMHE3
['eHoTHII, IMYHOPETYJISITOPHI T€HU
TsoxkicTs remodinii>0121419.25

IaTeHcHBHICTS 3amicHOi Tepanii KPK®1214-16.18.20

Tun KPK516:21

CrkopouenHs: KOK — konneHTpaT pakropa 3ropTaHHs.

9,10,15

9,16,17,20,25

HasBHicTh HedaKTOPHHUX 3aMICHUX MpenapariB (HApHUKIaL, eMilu3ymMaly), ki e(peKTUBHI Y
npodTaKTUIl KPOBOTEY y marfieHTiB 3 iHriditopamu FVIII, mopoauia nutaHHs 11040 TOTO, YU CIIJT
3aCTOCOBYBATH Taki 3aco0u 0, mif 4dac, micas ado 3amicth IIT. OmHak 11e MUTaHHS 3aIUIIAETHCS
CYIMEePEWINBUM, OCKUTBKH JTAHUX TSI HOTO BUPIIIEHHS HEJOCTaTHBO.

JlikyBaHHSI KpOBOTEY

JIikyBaHHSI KpOBOTEY y MAIlIEHTIB 3 reModilieto Ta iHridiTopaMu HEOOXiTHO MPOBOJUTH 32
KOHCYJIbTYBaHHS 3 IIEHTPOM JIIKyBaHHSI reModiiii Ta MepcoHaaoM, SIKMM Ma€ JOCBIJA JIIKyBaHHS
iHFi6iT0piB7’28 (muB. Tabmuiro 8-3).

Bulip nmpenapaty i JiKyBaHHsS [TOBUHEH I'PYHTYBATHCS Ha TUTP1 1HT1O0ITOPIB, KIIHIYHINA
peaxilii Ha mpenapar, Micli Ta xapakTepi kpoBoTedi’?® Ta HasBHOCTI npenapary B KpaiHi.

Pexomenganis 8.3.1:

s nauieHTiB 3 remoginiero A ta inriéitopamu no FVIIL, y sxkux BUHUKIA rocrpa
KpoBoTeya, BOI' pekomeHaye npoBOAMTH JIKyBaHHSl 3 YPAXyBaHHAM TOI0, Yu € iHriGiTop
CWJILHOPEAryl4nM 4M c1adKopearyo4um.

Bapianmu nikyeannsa ona nayienmie 3 inzioimopamu oo FVIIT

3amicna mepania KOK

Jlns cnabkopearyrounx iHrioitopis 3amicHa tepariss KOK FVIII npu roctpux kpoBoTeyax €
ONTHUMANBHOIO, SKIIO JOCATAlOTHCA BuMipioBaHi piBHI dakropa”?®®, Heobximmmii perembHmit
MOHITOPUHT KJIIHIYHOI €()eKTUBHOCTI, OCKUIBKH JUIS JOCATHEHHS TeMOCTa3y MOXKYTb 3HAaJOOUTHUCS
OUIBII BUCOKI JIO3M.
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3a BiACYTHOCT1 OOIPYHTOBAHOI'O Ta IIEPEBIPEHOTO AITOPUTMY J03YBAaHHS, BUKOPUCTOBYETHCS
HacTynHa Gopmyna s orinku KiibkocTi FVIII, HeoOXimHOT y AKOCTI HaBaHTaKYBaJILHOI 103U JIJIS

HeiiTpanizaii inridiropa®®:

[Maca tina (kr) x 80 x [(1 — remarokpuTt) X TuTp aHTUTLIT (OB)]

s mocsrHenHs: BumiproBaHoi aktuBHOCTI FVIII nomarote momarkoBi 50 MO/kr monan
PO3paXyHKOBY HABAHTAXKYBAJIbHY J03Y-".

PiBni FVIII cnin BumiproBaTs uepe3 15 XBUIUH Micis 3aBepILIeHHs 00JII0CY, TAKOK HEOOX11HEe
KOPUTYBAaHHS IS JIOCSATHEHHS IIJILOBUX PIBHIB, OCKUIBKM ICHYIOTh 3HA4HI I1HAWBITyalbHI
BimMiHHOCTISL.

[Ipu cunpHOpearyroumx IHTIOITOpax Id JIIKYBaHHS KPOBOTEU CIiJ 3aCTOCOBYBATH TEparito
00X1AHMMH (LIYHTOBMMHM) 3acobamu (pexomOiHaHTHUI akTuBoBaHui (akrtop Vlla (rFVIIa), abo

KOHIICHTpAaT aKTUBOBaHOTO MpoTpoMOiHoBoro komruiekcy — KAIIK), abo cunsunii FVIIL.

Pexomennpanis 8.3.2:

Js manienTiB 3 remodijiiero A Ta iHriditopamu, siki MalTh rocrpi kposoreui, BOT
pexomeHnaye BUKopuctanusa koHuenrpary FVIII nis nanieHrtiB, siki MaoTh ciiadkopearyroui
inrioiTopn, Ta oOximumii 3acid0 (pexomOinanTHuii ¢axrop VIla (rFVIla) a6o koHumeHtpar
aKTHBOBAaHOro nmporpoMoOiHoBoro komiuiekcy — KAIIK) aas manienTiB 3 remoginiero A ta
CWJIbHOpearyl4umMH iHridiropamu.

HNPUMITKA. VY naui€eHTiB, iKi OTpUMYIOTh He()AKTOPHY Tepamiio AJsi MPOPLIAKTUKHA
(manpukiaan, eminusymald), BO®I' nanae nepesary rFVIla mnepeny KAIIK uepe3 pu3suk
TpoMOOTHYHOI MiKkpoaHrionaTii, ko KAIIK 3acTtocoByerbes 3 eminm3ymadom.

MNPUMITKA. Y nauieHris, siki oTpUMYyIOTH eMiiu3yma0, i IKUM BBOASTH KOHLIEHTPAT
FVIII, nnsa sumiproBanns aktuBHocTi FVIII:C y nuiasmi kpoBi Ta piBHA THUTPY iHri0iTOpiB
B®I' pexomenaye nposeaeHHst xpomoreHnux anajiziB FVIII 3 Bukopucranusam Oumvadoro
peakTuBy (Omuauunii FX y HaOopi peakTusis).

INPUMITKA. HeoOxinna obGepe:xxnicts npu 3acrocyBanHi rFVIla y naunienris, siki
OTPUMYKOTH eMinu3ymMad i MawTh (akTopH pH3MKY TpPoMO03y (HANPHKJIAA, NEpeHeceHa
BEHO3HA TPOM0O0eM00.1isl, OKUPiHHA, KYPiHHS, XPOHiYHA iH(eKIlis, 3anajleHHsA) Yepe3 PU3UK
rocrporo inpapkry miokapaa 0e3 migiiomy esementa ST () Ta em0o0.1ii JiereHeBoi apTepii.

JUnis TMali€eHTIB 3 CUIIBHOPEArylOUMMHU 1HT101TOpaMu, TUTPU SKHUX BIAJIH A0 HEBUMIPIOBAHUX
a00 HU3bKUX PIBHIB, cTaHAapTHY 3aMicHy Tepanito KOK FVIII moxHa 3acTOCOBYBaTH B €KCTPEHUX
CUTYyaIlisfx 10 3—5 nHiB (3a OLIBII YaCTOTO BBEACHHS 3aBASKH KOPOTIIOMY ME€Pi01y HAIliBBUBEICHHS)
JI0 BUHUKHEHHSI aHAMHECTHYHOI BIAMOBIAl. 3a 11 HacTaHHs mojanbine jikyBanHs KOK FVIII, sk
npasuno, Bike He epexruBHe ? i HeoOXimHa Teparis oOXigHuMu (HIyHTOBUMHM) 3acobamu. Lle
HiJKpecitoe HeoOX1IHICTh peTeabHoro MoHiTOpuHry FVIIL.

dakTop-3aMillyBalbHa Teparis — eMinu3ymad — BCE YacTillle 3aCTOCOBYETBHCS IS
3a106iraHHs KPOBOBUINBIB y MaIi€HTiB 3 inribiTopom a0 FVIIIE223, 1leit 3aci6 edexTuBHO 3an06icac
KpoBoTeuaM (3abe3neuye mpo@iIakTUKy) y MamieHTiB 3 remodiigiero A Ta iHriOiTOpOM, ane He
NpU3HAYCHUHN VTS J1iKY6aHHs KPOBOTEY. TakuM YHHOM, TIPOPUBHI KPOBOTEUI BUMAraroTh JIKyBaHHS
K®K FVIII (y Bunaaky ciabkopearyro4yoro iHriGiTopy), Ik OMMCaHO BUIE, 00 TeMOCTaTUYHUMHU
00X1AHUMHU 3aco0amu (JUTsl CUIIBHOPEAryro4oro iHridiTopy), ik onucaHo Huxk4de. [lomupeni o0xinH1
3aco6u — 11e rFVIIa ta KATIK, siki IpoieMOHCTPYBaIi CBOKO e(heKTHBHICTS i s podimaktukmh3,
1 7151 JTIKyBaHHSI KPOBOTEY.

TABJIMISA 8-3. JlikyBaHHS TOCTPHX KPOBOTEY Y MAIIEHTIB 3 reModitiero A Ta iHTiGiTOpamMu

I'emodinist A CmfﬁK_Ol?earqul
iHridiTOpHN

CuabHopearyroui iHrioiropu




168

3aci6 FVI113t rFVIla a6o KAITK3340470
a6o FVIII*¢
Momnitopunr | AktuBHicTh FVIII Tpomboemacrorpadist abo aHasi3 yTBOpeHHS
Amnainiz (FVIILC) TpoM6iny*©d

Ckopouenns: KAITK — KOHIIEHTpaT akTHBOBAHOT'O IIPOTPOMOIHOBOT'O KOMIUIEKCY;

FVII — ¢axrop VIII; FVIIL:C — axtuBHicTs FVIII; rFVIIa — pexoMOinanTHmiA akTuBoBaHuH hakrop Vlla.
®HeoOxiHe ITiABHUINCHE, YACTIIIE TO3yBAaHHS, IKIIO Mepiol HalliBBUBECHHS CKOPOUCHHH.

Y nauienTis, ski nepebyBaroTh Ha MPopLIAKTHUII eMinu3ymMadoM, e yankatu KATIK a6o 3acTocoByBaTH iforo

3 00EpEKHICTIO y MEHIIINX J03aX depe3

pH3MK TPOMOOTHYHOI MiKpoaHrionatii (monepe/pKeHHs y 4YopHid pamii). OOepeXHICTh TakoXX HeoOXigHa Ipu
3actocyBanHi rFVIla y mamienTtiB Ha eminm3yma0i, ski MalOThb (aKTOPH PU3MKY TPOMOO3y uepe3 pH3UK iH(papKTy
Miokapa abo eMOoii JJIereHeBoi apTepii.

°Y nami€eHTiB i3 CHIIBHOpEAryIOUMMH 1HTI0ITOpaMu, y SKUX TUTP iHTIOITOpIB Ha JaHUH MOMEHT € HU3bKUM, MOKHA
posrisimatu Bukopuctanus FVIIL, 3 peTensHIM MOHITOPHHTOM aHAMHECTHYHOI BiATIOBIII.

dAHani3 yTBOPeHHs TPOMOIHY HE € Cy4acHUM TECTOM JUIs MOHITOPHHTY i HEOCTYHHMIA y GibinocTi naGoparopiii, aje
HOro BCe YacTile BUKOPUCTOBYIOTD ISl OLIHKHU BIAMOBII.

Towupeni cemocmamuuni 00xioHi 3acobu

JlikyBaHHs 0OXiAHMMHM Tpenaparamu, K MpaBUiIo, ckiangaeTbes 3 oaHiei no3u KAIIK a6o
nBox 103 rFVIla. EdexruBnicts aBox 103 rFVIla (90-270 mkr/kr) ab6o oxaniei mo3u KAIIK (75-85
OJIMHHULL/KT) € CIiBCTABHOIO MPH JIIKYBaHHI CYTI060BOro KpoBOBUIMBY-C. IIpH 1IbOMY, OJIHAK, AesKi
MaIi€eHTH MOXKYTh MaTH Kpallly BiJIOBIb HA OJIMH 3aci0, HXK Ha 1HIINH, IO MiAKPECITIOE BaXKIIHBICTh
innuBinyamizanii Tepamiic=® (nuB. Tabmuo §8-3).

OpnHak, SIKIIO TeMOCTa3 3aJUINAETHCS HE3aI0BUIBHUM IpH OKpeMoMy BukopuctanHi rFVIla
a60 KAIIK, koxeH 3 HUX MOKHA 4epryBaTH KOXKHI 6 romaun’ %,

Kom6iHoBaHe/moc:mi1oBHE JIIKyBaHHS OOXITHUMH 3aC00aMHU MOKHA 3aCTOCOBYBATH JIUINEC B
JTIKYBaJIbHUX LIEHTPAX, 10 MAIOTh 3HAYHUH JOCBI] BEJICHHS MAIIEHTIB 3 reMo(itieto Ta iHTr10ITOpamH.
HeoOxigHuil perenbHU MOHITOPUHI IIOAO MOMKJIMBOCTI TpoMmMOO3y Ta JAHCEMIHOBAHOTO
BHYTPIIIHBOCYIMHHOTO 3rOPTaHHS.

3a oninkamu, KAIIK npu3Boauts 10 aHaMHECTHUHOT BiAMOBI 1 TpuOian3HO y 30% marieHTiB
3 inri6iropamu FVIII uepes nassnicts y KATIK FVIIT®,

Xoua rFVIIa abo KAIIK mMokHa BUKOPUCTOBYBATH IS JIIKYBaHHSI KPOBOTEY SIK y MAallI€HTIB
3 remo(iniero A, Tak 1 B 3 iHridiropamu, icHye 3actepexxeHHs moao Bukopuctanus KAIIK, sxuit
mictuth FIX, y mamienTis 3 inri6itopamu 1o FIX, y sikux nposiBiseTses aHadilakTHUHA peakilis Ha
FIX. Onnak, 1e He € mpo6sieMoro AJis namieHTiB 3 iHri0iTopamu g0 FVIIL

3acmepesrcenna: Y nalieHTiB, AKi OTPUMYIOTh eMilIU3yMal, 1 oqHodyacHo oTpuMytoTh KATIIK,
MO’Ke BHHHKHYTH TpoM003 a0 TpoMbGoTHuHa MikpoanTiomaTis ", Takum 4MHOM, CIiJ yHHKATH
KAITIK y nari€eHTiB, ki OTpUMYIOTh eMilIM3yMald, 3a BUHSATKOM MAaIli€HTIB, K1 HE BIAMOBIIAIOTH HA
rFVlIla, a6o xonu rFVIla venoctynuwuit, i npu no3yBanni KATIK we Bumie S0 MO/xkr i He Ginbiire 100
MO/Kr cymapHO Ha JIeHb 3arajoM.

Pexomenganis 8.3.3:

s manieHTiB 3 remodigiero A Ta ciaadkopeary4yuMu iHriditopamm, y SIKHX
PO3BHBAETHLCS TOCTPa KpoBoTeya, BOI' pekomenaye npenapar, mo mictutb FVIII, ado, sikmo
remMocTaTu4Ha Biamosiab HexoctaTHsa, BOI' pexomenaye rFVIla a6o KAIIK. Insa Tux, xro
orpumye npogdinakrTuky eminusymadoM npu rocrpiii kposoreui, BOI' Hanae mepesary
BukopucranHio rFVIla nepen KAIIK /st yHHKHeHHSI pU3HKY TPOMOOTHYHOI MiKpoaHrionarii.

INPUMITKA. HeoOxinna BusiBasitu o0OepexHicte npu 3acrocyBanHi rFVIla vy
NANi€HTIB, AIKi OTPUMYIOTH eMinu3ymMad i MalTh (pakTopu pU3MKY TPOMOO3y (HANPHUKJIA,
NepeHeceHa BEHO3HAa TPoM00eMOo1isl, 0KUPIiHHSA, KYPIHHS, XPOHiYHA iH(eKIis, 3amaaeHH)
yepe3 pU3MK rocrporo ingapkry miokapaa 6e3 migiiomy cermenta ST (IMoneST) Ta emoo.ii
JiereHeBol apTepii.
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INPUMITKA. [{as sumiproBanns aktuBHocTi FVIII:C y niasmi kpoBi Ta piBHSI TUTPY
inrioitropie BO®I' pexkomenaye npoBeaeHuss xpomorenuux aHajiszis FVIII 3 BukopucTranusam

Onuyavoro peakTuBy (0nuauuii FX y HaOopi peakTusiB).

TABJIMLA 8-4. [TocxinoBHa Teparis o6xigHuMu 3acobamu, 3 yepryBaaam rFVIla ta KATIK®’

6:00 paHky 90 mkr/kr rFVIla
9:00 paHKy 50 O/1/xr KATIK
12:00 nast 90 mkr/kr rFVIla
15:00 50 Oll/xr KATIK
18:00 90 mkr/kr rFVIla
21:00 50 Oll/xr KATIK
00:00 HOUI 90 mkr/kr rFVIla
3:00 panky 50 OJ1/xr KATIK
6:00 panky 90 mkr/kr rFVIla

CrkopouenHs: KAITK — KoHIEHTpaT aKTHBOBAHOTO MPOTPOoMOiHOBOTO KoMIUTekey; IFVIla — pexomOinanTHUI hakTop
Vlla.

Pexomenpnauis 8.3.4:

Y Bunmagky po3BHTKY TOCTPOi KpOBOTe4Yi Yy mamieHTiB 3 remodiiiero A Ta
cwibHopearyrwounmu inridoitopamu no FVIIL, saxi orpumylots eminmsymad, BO®I' napae
nepesary rFVIla nepex KAIIK pJis1 yHMKHEeHHSI pU3MKY TPOMOOTHYHOI MiKpPOAHTionAaTii.

INPUMITKA. HeoOxinHo BusiBasitu oOepexHicte npum 3acrocyBanHi rFVIla y
NAli€HTIB, AIKi OTPUMYIOTH eMinu3yMad i MalTh (paxkTopu pu3nKy TPpoMOO3y (HANPHKJIA,
nepeHeceHa BeHO3HAa TPoM00oeMO0o0Jlisl, 0’KUPiHHSA, KYPiHHS, XPOHiYHa iH(eKis, 3anmajJeHHs)
yepe3 pHM3HMK aprepiaibHOi TpomOoemOouii, Hanpukjaax rocrporo IMomeST Ta emoourii
JiereHeBoi apTepii.

IMPUMITKA. [{as sumipoBanus y miasmi kpoBi aktusHocti FVIIL:C Ta piBHs THTPY
inriditopis BOI' pexomenaye nposeaennsi xpomorennux anajizis FVIII 3 Bukopucranusm
Onuyavoro peakTuBy (0muauuii FX y HaOopi peakTusiB).

Emiyuzymab

daxTop-3aMIHIOBAJIbHUN Tpernapar — eMinu3ymad — 1e Oicnenu@iuyHe MOHOKJIOHAJIbHE
antuTiio 1 MiMernk FVIII, mineH3oBaHWi 171 KIIHIYHOTO BUKOPUCTaHHS IS MPOQITaKTHKH
KpOBOTEY y MaIll€HTIB 3 TeModisiero A 3 iHriditopamu ta 6€3 Hux. [Ipu npopuBHUX KpoBOTEYAX y
MAIliEHTIB, SKI OTPUMYIOTh eMinu3ymad, iM motpiOne emizomguune jikyBaHHs K®K FVIII abo
00X1IHUMHU e MOCTATUYHUMH 3aC00aMU, SIK OIMMCAHO BHIIIE.

VY KiTBKOX KJTIHIYHUX BUITPOOYBaHHX (a3u 3 Ta HOCTMApKETHHIOBHX CIIOCTEPEHKEHHAX 0YI10
MOKa3aHo, 1[0 eMinu3yMad € edeKTMBHUM NpoQiIaKTUYHUM 3acO00M y JIOpOCIMX Ta JiTed 3
inri6itopamu®#143, Ockinbku eMinu3ymad BBOAATH MiAMIKIpHO KOxkHi 1, 2 a60 4 TxkHI, TArap
npodiIakTUKU € Habarato MEHIIMM, HIXK IMpH BHUKOPUCTaHHI OOXIAHMX 3aco0iB. Eminuzymad
3MEHIIIy€ 3aXBOPIOBAHICTh, KUIBKICTh YCKJIAJHEHh Ta YHUCIIO TOCHITami3alii, Ta € €KOHOMIYHO
e(eKTUBHUM

[IpodinakTuyHe n03yBaHHS eMilM3yMaOOM CKJIAJaeThes 3 mepioay IHAyKLii y no3ax 3,0
MT/KT/THXKIEHb TIPOTATOM 4 TH)KHIB, SIKi BBOASTH MIAMIKIPHO. [T0OTIM MOYMHAETHCS PEKUM JT03YBAHHS
1,5 mr/xr/TrxaeHb, a00 aTbTepHATHBHI CXEMHU BBEICHHS, HAPUKIIA], 3 MI/KT KOXHI 2 THXKHI a00 6
Mr/kr koxkHi 4 TrkHI L,

Ockinbku eMinu3ymab 3aBakae npoefeHHo aHaniziB FVIIL:C ta Bu3HaueHHIO iHTIOITOPIB
no FVIII 3a momomororo omnoctamiitHoro anamizy FVII, nns BusBnenns inrioitopis mqo FVIII
BUKOPHCTOBYIOTh CHEIiaIbHUI XPOMOTEHHHUI aHAI3 i3 BUKOPMCTaHHAM OMYa4yuX peakTuBip*®4o,

Pexomennauis 8.3.5:
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Jst manieHTiB 3 remodijiiero A Ta iHriditopamu, siki oTpuMyTh emMinuzymad, BOI
PEeKOMEHIY€E XPOMOIreHHI aHAJI3M 3 BUKOPUCTAHHAM OuM4ayoro peaktuBy (Omyaumii FX y
Ha0opi peakTUBIB) VI MOHITOPUHIY piBHS iHTi0iTOpPIB.

PexomeHyeThCSI pETENIbHUN MOHITOPMHI KIIHIYHOI BIiAMOBiAI Ha eMinu3ymad Ta
71a00paTOPHUIM MOHITOPHUHT PiBHSI TUTPY 1HT10ITOPIB 3a IOMIOMOTO0 XpOMOTEHHOT0 aHaiizy beresna
3 BUKOPHUCTaHHIM OMYauMX PEaKTHBIB.

[TamienTam, sKi OTPUMYIOTh eMi3yMal 1 MarOTh (PAKTOPHU PU3HKY TPOMOO3y, HAPUKIIA,
NepeHeceHy BEHO3HY TPOoMOO0eMOOIIiio, OKUPIHHS, KYPiHHS, XpOHIUHY iH(eKIio abo 3amaieHHs,
ciig 3 obepexHicTio 3actocoByBatu rFVIla depe3 moreHmiiHuii pusuk rocrporo IMoOmeST Ta
em601ii JiereneBoi aprepiit’.

Pexomennanis 8.3.6:

Js manienTiB 3 remodijiiero A Ta iHriditopamu, siki oTpuMyTh eMinuzymad, BOI
PEKOMEH/1y€ NPOBOAUTH peTeJbHHUI KIIHIYHUI MOHITOPMHI HA peAMeT TPOMOO03iB, MOOIYHHMX
peakuiii Ta TPOMOOTUYHOI MiKpoOaHTionarii.

INPUMITKA. HeoOxinHo BusiBaaTH o0epexHicTs npu 3acrocyBanni rFVIla vy
Nali€HTIB, IKi OTPUMYIOTH eMinu3yMad i MawTh (QakTopu pu3nKy TPoMOO03y (HANPHUKJIA,
NepeHeceHa BeHO3Ha TPoM00emM0o01isi, 0KUPiHHA, KyPiHHS, XpPOHiYHA iH(]eKuis, 3anajeHHs)
yepe3 pusuk rocrporo IMoncST Ta em0outii JiereneBoi apTepii.

Pexomennanis 8.3.7:

Ockijibkn eMinu3yMad BHKOPHCTOBYEThCS /ISl NPO(MIIaKTHKHU, ajie He AJs JiKyBaHHS
rOCTPUX KPOBOTeY y MALIEHTIB 3 reMoiiicl0 A Ta iHridiropamm, mMpu rocTpux KpoBoTevyax
B®I" pexoMenaye 3amicHy Tepaniio (pakTOpOM 3ropTaHHA KPOBi.

Pexomenaauis 8.3.8:

ITamienTam 3 remodiiiero A ta iHridiTopammu, siki OTpUMYIOTH eMilu3ymMa0, NpH rocTpii
KkpoBoTeui BOI' pexomenaye 3amicHy Tepaniio (pakTOpOM 3ropTaHHsl KPOBi, BKJIIOYAIO4H
FVIII, nna tax, XxTo Ma€ ciadkopearyrodi inrioitopu. BOI' nagae nepesary rFVIla nepen
KAIIK y nanienTiB, fiki MaloTh cujibHopearyoui iHridiropu no FVIII yepe3 pusuk po3BUTKY
TPOMOOTHYHOI MiKpOaHrionarii.

INPUMITKA. HeoOxinna BusiBasitu o0OepexHicte npu 3acrocyBanHi rFVIla vy
NANIEHTIB, AKi OTPUMYIOTH eMilM3yMa0d i MalTh (AKTOPH PH3UKY TPom003y (HANMpHKJIaj,
nepeHeceHa BeHO3Ha TPoMO00eM00.1ifl, 0KUPiIHHS, KyPiHHA, XPOHiuHA iHdeKuisa, 3anajeHHs)
yepe3 pusuk rocrporo IMoneST Ta em0o.1ii J1ereneBoi aprepii.

Pexomenpauis 8.3.9:

st maniedTiB 3 remoginiero A Ta iHridiropamu, siki OTPpUMYIOTH eMinu3ymald, npu
roctpiii kpoBoteui BOI" nanae nepesary rFVIla nepen KAIIK 4yepe3 pusuk TpoMO0OTHYHOI
MiKpoaHrionarii.

INPUMITKA. B®I' nanoasirac Ha JOTPMMAaHHi NomepeakeHb Yy YOPHii pamui B
iHCTpyKUil JikapcbKkoro 3aco0y emMinu3ymady Ta HeoOXiIHOCTI CJIIAKYBaTH 32 NMOSABOI0 HOBHMX
AO0KA30BUX JaHUX.

INPUMITKA. HeoOxizna BusiBasitu o0OepexHicte npu 3acrocyBanHi rFVIla vy
NAmi€HTIB, AIKi OTPUMYIOTH eMinu3yMad i MalTh (pakTopu pU3MKY TPOMOO3y (HANPHUKJIA,
NepeHeceHa BEHO3HAa TPoM0oeMO0o0Jlisl, 0KUPiHHSA, KYPiHHS, XPOHiYHa iH(eKLis, 3anaJeHHs)
yepe3 pusuk rocrporo IMoneST Ta em0o.1ii JiereneBoi aprepii. TpoM0OTHYHI PU3UKH MOKYTh
TPHUBATH 10 6 MicsilliB, NIPOTATrOM SIKMX piBeHb eMinu3ymMaly B IJ1a3Mi Moxke 30epiratucs.

Jlikapcoki 3acobu na cmaoii KIIHIYHUX 6UNPoOYB8aHb
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Konnenrparu rFVIla 3 monoBxeHUM 1epioloM HaNiBBUBEACHHS MOXYTh BiIITPaTH TMEBHY
pOJIb y JIIKyBaHHI KPOBOTEU Yy MAIiEHTIB 3 TeMo(duIiero Ta iHridiTopamMu, Xoda Takl JOCTIIKCHHS
MPOBOIMIIKCK IN VILro Ta Ha paHHIX CTaIiAX KIIHIYHUX nociimkens 849,

VY nmanwmii yac 11 npodiTaKTUKKA KPOBOTEY Y MAIIEHTIB 3 1HTI0ITOpaMU MPOXOATh KIIIHIYHI
JOCIIJKeHHsI He(DaKTOpHUX MpenapariB, TakuX sk (iTycipas, 1ocaipKyBanui 3aci6 Ha ocuoBi PHK-
inTepdepennii, Haninennii Ha anTuTpoM6in (siPHK-AT)™, a Takox iHTiGITOpH MIISXY TKAHWHHOTO
dakropa (antu-TFPI)®. OuikyeTbcss, mo BoHM He OynyTh e(QEKTUBHUMM IIPH eIli30AUYHOMY
JIKyBaHHI KPOBOTEHY.

Xipypriusi BTpy4YaHHsi Ta iIHBa3UBHI IpoueaypHu

Ilepen XipypriyHMM BTpYYaHHSM Ta IHBAa3MBHUMH MpPOLEAYpaMH PEKOMEHIYETHCS
MIPOBOJIUTH TECTYBaHHS MAIlEHTIB 3 reModiiero ycix Gopm TspKkocTi Ha iHTiIOiTOpH. Ciia BXKUTH
0COOJMBHX 3arMoODKHUX 3aXO[iB y MAIi€HTIB 3 reModisiero 3 iHriOiTOpaMu, SKi TOTYIOTBHCS JI0
XIpypri4yHOro BTpY4YaHHS: HEOOX1JHO 3a3/1ajeriap BU3HAYUTH 1 CIUIAHYBATH MPUKPHUTTS (HaKTOPOM,
JIKyBaHHS OOX1THUMH 3aCO0aMH Ta IOAAJBIIE CIIOCTEPEIKEHHS.

[ToTpiOHMIT peTeapbHU MOHITOPUHT KJIIHIYHOI BIAMOBiI HA Tepamito 0OXiJTHUMH 3aco0aMu,
30KpeMa, KOHTPOJIb 3 IXHBOIO O€3MEYHICTI0O — TPOMO030M a00 KOArysIonaTiero CoKUBaHHS.

SIK TIJIBKM FeMOCTa3 IOCITA€EThCS 1 MIATPUMYEThCS Y 00paHOMY PEKUMI MIPOTATOM 3—5 THIB,
JIO3YBaHHS IMX 3aC00iB MOXKHA 3MEHIIyBaTH MpoTsAroMm 1-3 TwxkHiB. OpHaK, BU3HAHO, 10 rpadik
JI03yBaHHS 1 3MEHIICHHS J03M MOBUHHI OyTH 1HAMBIAYalbHUM I KOXKHOTO TAIli€HTa, OCKUIbKU
ICHYIOTh BIIMIHHOCTI B iH/AMBIyalbHIN peakiii Ha Teparito 00XiTHUMH 3ac00amMHu.

besnepepBHa iH(Yy3i1 3 MigiOpaHO 0300 — M€ OJWH BapiaHT JUId XIPYpriyHUX Ta
1HBa3UBHUX IPOLEAYP, IPUUOMY LIOJHS CII1JI PO3paXxOBYBaTH KIIIPEHC, 13 BIMOBIAHOIO KOPEKIIIED
JI03H.

V mariieHTiB, SIKi IOTAHO PearyrTh HA TePaIiio OJHUM OOX1THUM 3aC000M, CIIiJ PO3TIIIHYTH
KOMOIHOBaHe/TOCTiIOBHE JIiIKyBaHHS OOXigHUMH 3acobamu. Iloka3aHo, IO TOCTITOBHE iX
BukopuctanHsa (To0to yepryBanHs rFVIla ta KAIIK koxHi 3 roauHu) nokpairye epeKTUBHICTh
MOPIBHSIHO 3 Tepami€ro OAHUM OOXiAHMM 3acO000M 1 JTO3BOJISIE 3HU3HWTU 3aralibHy JOOOBY J03Y
KAITK®":38, 3MEHIIYIOUM TOTEHIIWHUNA TpOMOOTHYHHMI pusuK. [locimioBHI cxeMu ciij
3aCTOCOBYBATH JIMIIE B JIKYBAJbHUX IIEHTpaxX, SKi MalOTh BENUKHUN JOCBIJ JIKyBaHHS MAIlIEHTIB 3
reMo(isiero Ta 1Hri0iTOpamu, 3 peTesIbHUM KOHTPOJIEM Ha MpeAMET TPOMOO3y Ta JUCEMIHOBAHOIO
BHYTPILIHbOCYIMHHOT0 3ropTanHs (nuB. Tabmnuiro 8-4).

Pexomenmamist 8.3.10:

Jas manienTiB 3 remoginiero A ta ciaadkopearyrwouumu iHridiropamu go FVIIIL, saxi
TOTYIOTbCSl /0 XIpYpPriyHoro BTpy4YaHHsd a00 iHBasuBHOI mnpoueaypu, B®I' npomonye
BHKOPHMCTOBYBATH OlIbII BHCOKI Ta 4acTimi no3u mpenapaty FVIIIL, nixk 3a3Buuaii, yepes
KOpOoTKHui nepion HaniBBuBeneHus FVIIIL.

IMPUMITKA. BO®I' tako:x BHU3HA€E, sIK MOXKJIMBHUII BapiaHT, 0e3nmepepBHY iH(Yy3io 3
kopurysanusm ao3u FVIIIL.

Pexomenpanis 8.3.11:

Juast manieHTiB 3 remodiigiero A ta cuiabHopearywunMmu iHriditopammu no FVIIIL, saxi
roTyIOThCSl A0 XipypriuHoro BTpy4YaHHsi a0o iHBa3uBHOI mnpouenypu, B®I' pexomenaye
Tepanito o0xinaumu 3acodamu (rFVIla ado KAIIK), na Bu0ip qikaps. SIkmo Tepaniss oqiHuM
00XiTHMM 32c000M He CIPANbOBYE, IHIIMM TepaneBTUYHHUM MiIX00M € MOCJTiJ0BHE BBeI€HHS
pi3HHX 00XizHuX 3aco0iB, To0TO 4YepryBanHsa rFVIla 3 KAIIK. BOT' tako:xk pexomeHaye
NMPOBOJAUTH peTeJIbHUI KJIIHIYHIA MOHITOPUHT 1010 PU3UKY TPOMOO3Y.

Pexomenpanis 8.3.12:
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Jist manieHTiB 3 remodijgiero A Ta iHriditropamm, siki oTpUMYIOTH eMinu3ymao, i siki
rOTYIOThCS /10 Cepii03HOI onepauii 200 inBa3uBHOI npouenypu, BOI' pekomenaye npenapar, mo
mictuth FVIII, y nanienTis, fiki MmaoTh ciaadkopearyrodi inridoiropu. BOI' Hanae nepesary
rFVIla nepen KAIIK y namienTiB, siki MalThb CHJIbHOpearyw4i iHridoiropu, yepe3 pusuk
TpoMOOTHYHOI MikpoaHrionaTii. BOI' He 1a€ pekomeHaanii 11010 KOHKPETHOI 103, YaCTOTH
BBe/JleHb 200 TPUBAJIOCTI JIIKYBAHHS, OCKUIbKH IAaHUX HEJOCTATHDHO.

INPUMITKA. HeoOxitno BusiBasiTH oOepexHictb npu 3acrocyBanHi rFVIla vy
NMAl€EHTIB, SIKIi OTPUMYIOTH eMinM3ymMad i MalTh (pakTopu PU3HKY TPOMOO3y (HANPHKJIAL,
NepeHeceHa BeHO3HAa TPomM0oeMO0o0Jlisl, 0KUPiHHSA, KYPiHHS, XPOHiYHa iH(eKis, 3anmajJeHHs)
yepe3 pusuk rocrporo IMoneST Ta em0oJ1ii JiereHeBoi apTepii.

Pexomenpanis 8.3.13:

IMamieaTam 3 remoginiero A Ta iHriditopamu, siki oTpuMyHOThH eminuzymad, i siki
rOTYKOThCSI /10 He3HA4YHOI omepaunii ado iHBa3uBHOI mnpoueaypu, BPI' pexomenaye ado
HHM3bKO/1030BY 3aMiCHY Tepamniio (pakTopoMm, a6o ii BiICyTHiCTb.

INPUMITKA. HeoOxinna BusiBaaTH o0epexHicTs npu 3acrocyBanHi rFVIla vy
Nali€HTIB, IKi OTPUMYIOTH eMinu3yMad i MawTh (pakTopu pu3nKy TPoMOO03y (HANPHUKJIA,
NepeHeceHa BeHO3Ha TPoM00eM0o0.1isi, 0KUPiHHA, KypPiHHS, XPOHiuYHA iH(deKis, 3anajJleHHs)
yepe3 pusuk rocrporo IMoneST Ta em0outii JiereneBoi aprepii.

Pexomenpnauis 8.3.14:

Y nanieHTiB 3 remoginiero A Ta iHriditropamu, siKi OTPUMYKOTH eMminu3yma0, i sIKi
roTYIOThCS 10 cepiio3Hoi onepaiii a00 inBa3uBHOI npouenypu, BOI' pexkomeHnaye npoBoauTH
peTe/ibHUI KJIIHIYHMA MOHITOPHMHI HAa mpeaMeT TPOMOO03iB, KOAryJonartii CroKMBaHHA a0o
TPOMOOTHYHOI MiKpOaHrionarii.

Pexomennauis 8.3.15:

Jasi maniedTiB 3 remodinicro A Ta iHriditopamMm, siKi BHKOPHCTOBYIOTH Tepamilo
o0xitHuMu 3acobamu, BOI' pexoMeH1y€e NPOBOAMTH KJIIHIYHNH MOHITOPMHI Ta PO3IJISIHYTH
HeOoOXiHICTh 1a00pPAaTOPHOT0 MOHITOPMHIY 3 BUKOPHCTAHHAM AHAJI3y YTBOPEHHSI TPOMOIHY
Ta iHIIMX TeCTiB KoAaryJorpaMu, npore Ui peKoMeHJauil 0CTaHHiX NoTPiOHi 101aTKOBI AaHi.

Inaykuis iMyHHOI TOJIEPAaHTHOCTI

EniMinanis iHri6iTopy HUIAXOM I1HAYKLIT IMyHHOI TojepaHTHOCTI ycmimHa y 70%-80%
TAI€HTIB 3 TSKKOIO hopmoro Temodimii A5,

BigmoBine Ha IIT Moke OyTH MEHII CHIPHATIMBOI Yy TALIEHTIB 3 MOMIiPHOIO/JIErKO0
remodimiero A,

Pexomenpauis 8.3.16:
Juasi nmanieHTiB 3 remoguiielo A, y SIKMX PO3BHBAIOThCHA CTiiKi cia0kopearyoui
inrioitopu, BOI' npononye po3riasiHyTH J0ouijibHicTh iHAYKLil iMyHHoI ToiepanTHOocTi (IIT).

Yemimmuictes  [IT  Bu3HauaeThcss 3a CTIHKMM HEraTMBHUM TUTpoM beresnma, 1m0
CYNPOBOKYETHCS HOPMAIBbHOIO (PapMaKOKIHETUKOIO, BKIJIIOUAIOYM BIJHOBIEHHS DIBHS (akTopa
>66% Ta mepion HamiBBHBeneHHs >6 roauH Ui cTanpapTHux KOK FVIIL Ilicns mocsrHeHHs
yemimHoi [IT moxHa po3nouatu abo BiAHOBUTH NpodiaakTUKy 3 Bukopuctanusam FVIIIL

IcHye 3aranbHH KOHCEHCYC MO0 TOro, Imo HeBmawa [IT — 1me He3maTHICTH MOCITTH
YCHIIIHOT TOJIEPAHTHOCTI MIPOTATOM 2—3 POKiB 3 MOMEHTY T10YaTKy pexumy 11T%7,
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Pexomennauis 8.3.17:

IManientam 3 remodumiero A Ta cTiikuMM iHridiTOpaMmu, y SIKHX IHAYKIisi iIMYHHOI
TosiepanTHOCTI (IIT) He Oyaa ycnimHo0, 200 siki Hikoan He npoxoanu IIT, BOI' pekomenaye
npodiakTUKy eMinmu3yMadoM mopiBHAHO 3 NpoitakTHKo10 00Xignumu 3acodamu (rFVlla a6o
KAIIK), ockisibku eMinn3ymMao0 € 0l1b11 e(peKTUBHUM y NPO(dinaKkTHLi KPOBOTEY TAa MPOCTiIUM
Y BBeJIeHHi 3aBSIKM MiIIIKiPHOMY BBeIeHHIO Pa3 HA THKIEHb.

JlonubHICTh Ta yMoBH novatky IIT 3amumarorbes auckyciiinumu. [lani peectpis 3a 1990-Ti
ta 2000-H1 poku mokaszanu, mo ycruix IIT OyB HallBummM, SKIIO ii pO3MOYMHANM Y MAIEHTIB 3
HU3BKUMH THTpaMu 1HTI0ITOPIB (<10 OB). ToMy mikapi NPUHHSAIN MOJITUKY OYiKYBaHHS IOYATKY
IIT, moku Tutpu iHribiTopiB He BraayTh 10 <10 Ob. OgHak Hemo aBHO JiKapi MOYaaH iHIiIOBaTH
IIT Binpa3y micis BUABIEHHS iHTIOITOPY, 6€3 ypaxyBaHHS THTPY, 3 XOPOILIOO BifmoBinm0®.

Ontumaneauii pexxum mns [IT (mpemapatr abo mo3yBaHHS) MOTPiIOYIOTH YTOYHEHHS. Y
MibxHapoaHomy aociimkeHHi I[IT e Oynmo BusiBIeHO pPi3HUII B €(EKTUBHOCTI MK PEXKHMOM 3
HU3BKOIO [103010/HI3bKOI0 YacToTo0 (50 MO/kr FVIII 3 pa3u Ha THXK/IEHB) Ta CXEMOIO 3 BHCOKOIO
103010/BUCOKOI0 yacToTor (200 MO/Kr Ha [eHb), OJHAK PEXUM HHU3bKOI JT03M/HU3BKOI 4acTOTH
BHUMarap OUTBII TPUBAJIOTO Yacy ISl TIOCSITHEHHS TOJIEPAHTHOCTI Ta Y IIeH 1mepio1 BHHUKaIA OibIa
KUIBKICTh KpOBOTEY, 0co0anBo y mepiri 3—6 micsauiB IIT. 3 miel npuuuHu 11e ITOCHiKeHHS 0Yio
TIIPUIMHEHO JOCTPOKOBO®', 3 MOJAJIBIIMM BUOOPOM JIIKAPSAMU PEKUMY 3 BACOKUMH [103aMH/BHCOKOIO
4aCTOTOIO.

[Tig wac T, gKmo y mami€eHTiB CIOCTEPIralOThCs YacTi KPOBOTEYi, iM MOYKHA MPU3HAYATH
npodinaktuky ooximaumu 3acobamu (rFVIIa, KAIIK) a6o mnpodinaktuky eminu3zyMmadboM.
[TpodinakTuka eminuzymadom Oyiia MoB’s3aHa i3 OUTBII BUPAKEHUM 3HH)KEHHSIM YacTOTH KPOBOTEY,
HDK nTpodiTakTuKa 00X1THUMH 3ac00aMH.

MosxnuBo, 3aBasku npodinaktuil eminnsymadbom IIT moxna 3aTpumaru abo YHUKHYTH,
BPAaxXOBYIOUM Jy’Ke HU3bKY YaCTOTY KPOBOTEY, SIKi BUHUKAIOTh IPH 3aCTOCYBaHHI 1IbOTO Mpenapary,
ajie AMCKYycii 00 I[bOT0 TPUBAIOTh, A ITaHUX HEAOCTaTHHO (AMB. BUlle «BapiaHTu NIKyBaHHS JUIs
naifieHTiB 3 iHridiropamu g0 FVIID» — «Eminuzymady).

Icnye HemocTaTHBO JaHMX NPO BUKOPHUCTAHHS (AKTOPIB 3 TOJOBXKEHHUM IEPI0JOM
HamiBBHUBE/IeHHs 200 MOMOMIKHUX HepaKkTOpHUX MeTOMiB dikyBaHHs mif yac IIT. 3a monepennimMu
JAHUMU I HEBENMKOI KIJTBKOCTI BHIMAJAKIB Ta OOCEpBAIliMHUX JOCTIKEHb ITOKa3aHo, IO
nojosxxeHuit nepiox HamiBBuBeleHHA K@K edextuBHuil y aeskux naumieHTIB 3 iHri0iTopamu,
BKJIIOUAIOYH MALIIEHTIB 13 CHJIbHOpPEAryrouMMHM IHTIOITOpaMM Ta TUX MAlll€HTIB, y KOrO paHillIe
teparnis [IT 6yna Hepnanoro npu Bukopucrandi KOK 13 cranaapTHUMU nepiofjaMy HariBBUBEICHHS,
a00 y SKMX HE BJIaBaJOCs BUKIUKATU IMYHHY TOJIEPAHTHICTb, 1 116 MOXKE€ CKOPOTHTH TPHUBAIICTh
IITY"5980 Mani mocmimkeHb Ha HEBENHKiil KiIbKOCTI MaIi€HTIB MOKa3yl0Th, [0 PEKUM BBEJICHHS
FVIII y no3i 100 MO/kr Tpu4i Ha THXXICHB IUTIOC MPOQITaKTHKA eMil[i3yMadoM € Oe3MeYHuM Ta
NOB'A13aHUi 31 3HIKEHHAM TUTPY iHriGiTopis®. JIng minTBepikeHHs LUX pe3yabTaTiB HEOOXimHi
0111 MacIITaOH1, PaHIOMI30BaH1 TOCTIKCHHS.

Ockinbku IIT Bumarae wactux iH(y3iil (IHKOJIM IIOJEHHUX), SIK MPAaBUJIO, BOHA BUMAarae
XOPOIIIOr0 BEHO3HOTO IOCTYITY. Y MaJCHBKHUX JiTeH 3 MaTUMH BeHaMH Ta/abo0 MOraHuM [EHTPaTbHIM
BEHO3HMM J10CcTynoMm, ajs npoBeaeHHs [T 3a3Buyaii motpiGeH npucTpiif IEeHTPaIbHOTO BEHO3HOTO
noctymy (ITBJ). Ognak Bukopuctanus [11IB/] mos'si3ane 3 TakuMu yCKJIaIHEHHIMHU, K 1HPEKITIT
ta/abo TpomO03u. 3 1i€l MPUYMHU eMinu3yMad, SKUH BBOISATH MiIIKIPHO i SKUH HE BUMarac B/B
JIOCTYIY, BBKAETHCS OUIBII MPOCTUM BapiaHTOM, HiXk cTanaapTHa IIT. Takox Horo BUKOpUCTaHHS
MO€ JTO3BOJIMTH BBEICHHS MEHIINX H03/Hrk4uxX dactoT iHdy3ii KOK FVIII npu 3acrocyBanHi
pa3om 13 IIT a6o 3amicte IIT, Xoua 11e ocraroyHo He aoBeAeHO. Lle 3anuiaeTbes cynepeuwnBuM,
OCKIUIBKM BIJICYTHI JaHi IOJ0 PU3MKY PO3BHUTKY IHTIOITOPIB, SKIIO IS JIKYBaHHS MPOPUBHHUX
KpOBOTEY IiJ1 Yac Mpo(diIaKTUKK eMiln3yMaboM NoTpiOHa emnizoauuna 3aMicHa Teparis KOK.

Uu cmig 3acTocoByBaTH ewminu3ymad m0, mig dvac, micias abo 3amicte Tepamii [T,
HEBCTaHOBJIEHO®?, i /I BiAMOBimi Ha Il TMTAaHHA nmoTpiOHI KJIiHIYHI JocHiKeHHS. OCKUTbKH



174

eminuzymab OioximiuHo BiApisHserbest Binm FVIIL, 3anumiaetscst Garatro mwWraHb MIOAO WOTO
JIOBIOCTPOKOBOTO BIUIMBY Ha MATOJIOT1IO CYTJI001B, IMYHOT€HHOCTI Ta €KOHOMIYHOT €()eKTUBHOCTI y
MAIIEHTIB, SIKI HE MAIOTh 1HT10ITOPIB.

Xoya icHye 1HTEpeC A0 3aCTOCYBaHHS IMYHOACTPECHBHOI Ta IMYHOMOYIIOIOUYOI Tepamii y
HaIieHTiB 3 reModiTi€ro Ta iHriGiTOpaMu, poJib UX IpenapaTis e He Bu3HaueHa. OCKIIbKU HEMae
Y3roJKEHO1 JTyMKH IIIOJI0 ITUX 3ac001B Y JIIKyBaHHI IMAII€HTIB 3 1HT101TOpaMu, HEOOX1IHI J0aTKOBI
KITIHIYHI TIOCITiKCHHS.

IIpodinakruka 3 Bukopucranaam FVIII nicias inaykuii iMyHHOI ToJIepaHTHOCTI

[Ticna ycmimuoro mnposenennsi IIT y mamieHTtiB 3 remodimiero A 3 1HTIOITOpaMH CIif
posnoudaty npodinaktuxy FVIII i3 peTrenbHIM MOHITOPUHTOM KIIIHIYHOT BiAMIOBiI.

[Ipunaiimai ogqun K®K 3 momomxkenuMm mepiogom HamiBBuBeaeHHs — FFVIIIFC —
JOCIIJKYBAJIA HA TIPEAMET HOTO TOJIEPOTeHHOT0 OTEHINay y 3armo0iraHHi YTBOPEHHIO 1HT101TOpIB
Ta IHAYKII IMyHHOT ToJiepaHTHOCTI. Ha maHuii MOMEHT J1aHi Mpo BIUIMB MpEIapaTiB 3 MOJOBKCHUM
TIepioIoM HaIiBBUBEIEHHS € 0OMeskeHuMu e 0003,

3mina npenapary

Xoua iICHYIOTh CYIMEpewInBl IYMKHU II0/I0 PO3BUTKY 1HT1OITOPIB y MAlli€HTIB, SIKI 3MIHIOIOTh
pizHi npenaparu KOK, BKiIro4aoyn iCHyBaHHS TaKUX IOBIIOMIJIEHb HAa OCHOBI HEBEJIHMKOI KUTBKOCTI
BUIAJIKIB, JaHI BEIMKUX TOCIIPKEHb BKA3yIOTh Ha BIJCYTHICTh JOKa3iB, skl O MiATBEpIKYyBalu
TiIBUIIEHNH PU3HK iHTi6ITOPIB y pasi 3Minu mpenapary®©°,

Pexomennanis 8.3.18:

Jus1 manieHTiB 3 remogisiero A, siki mepexoAsTh Ha iHIIKIA THI 200 MapKy npenapary
¢paxTopa, BOI' He Hajae KoaHOI nmepeBaru BHOOPY KOHKPETHOr0 BHMAY Tepaiii, OCKUJILKH
HasIBHI JaHi cBiI4aTh, 0 3MiHA Ipenapary He 30i1bIIy€ PU3MK PO3BHUTKY iHri0IiTOpPIB.

IMPUMITKA. BOI 3a0xo4ye Budip npenapary Ha OCHOBI IOTEeHUI{HUX NepeBar, TAKUX
SIK MPOCTile BBeCHHS, 0€3MeYHICTh, e)eKTHUBHICTH Ta 0COOMCTI yog00aHHs.

IMPUMITKA. BOI' nixTpumye 30ip npocneKTUBHUX JAHUX NPO YTBOPeHHH iHTi0iTOpiB
NPH BUKOPHCTAaHHI Pi3HUX Npenaparis, 0c00JMBO 10 Ta MICJIsA 3MIHU Npenapary.

Pexomenganis 8.3.19:

Jas nauieHTiB 3 TAXKKOIW0 (opmoro remodinii A Ta iHridiropamu AJsi 3MeHIIEHHS
enizoxiB kposored BOI' pexomenaye eminn3ymad mopiBHsIHO 3 NMPOQIIAKTHKOK O0XiTHMMH
3ac00aMM, OCKIJIbKM 32 HassBHUMHM JaHUMH eMinu3ymald mnepeBepuiye NPOPLIAKTHKY
0o0xiniHuMU 3aco0amu.

8.4 I'emodiaist B Ta inriéitopmu 1o FIX
I'eHeTH4Hi Ta 30BHIIIHI (PAKTOPH PU3UKY

Iaribitopu FIX Maibke BUKIIOYHO CIIOCTEPIralOThCS Y MALIEHTIB 3 TKKOI (POPMOIO
remodinii B, i myxe piako — npu 6inbum nerkux Gopmax®’.

[aribitopu y namieHTiB 3 TSDKKOIO popMoro reModisiii B pifgkicHi 1 HaltyacTime TparisoThCs
y HaII€HTIB 3 HYJbOBUMH BapiaHTaMHU MyTalliil TeHy, IpH SKUX €HJOTeHHUI (paKTop 3ropTaHHS HE
BUPOOJSETbCSA, B OUIBIIOCTI BUMAJAKIB 4Yepe3 BENHUKI JAeJelii, 3MIIIeHHS paMKH Ta HOHCEHC-
BapianTi® %, Jlani moo cnaakoBoi CXMIBHICTS 0 PO3BUTKY iHTiGiTOPiB TIpH reModinii B BixcyTHi.

BBaxaetbcs, 1110 yTBOpeHHs iHTi0iTOpiB pu remodinii B He nmos’s3ane 3 Tunom KOK FIX.
[cHYIOTH MOBITOMJIEHHS ITPO PO3BUTOK 1HTI0ITOPIB SIK Y MAIIEHTIB, K1 OTPUMYBaJIH IJIa3MOBI, TaK 1
pexom6inanTHi KOK FIX.
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YacTrora BUHMKHEHHS IHri0iTOpiB

dopMyBaHHs 1HTIOITOpIB Yy marieHTiB 3 remodimiero B BigOyBaeTbcsi HedacTo, 3
KyMYJIITHBHOIO 4acTOTO0 710 5%°%%70,

Po3Butok iHribiTOpy mo FIX BBakaeThcss HalWCepHO3HIMIUM YCKJIQJIHCHHSIM Y MAIEHTIB 3
remooiniero B®, ne Tinbku yepes BTpaty BiAnosini Ha 3amicHy Tepamito FIX, ane i mos's3ani 3 num
pusnKK aHadinakcii Ta HegpoTHuHOro cuHApPOMy®’.

BusiBnenns inri6iTopiB npu remodinii B monioHe 10 iXHHOro BHUsBICHHS pu reModimii A,
MPUYOMY OUTBIIICTB 1HTIOITOPIB BIIOYBAETHCS MICIS MEIiaHHOTO 3HAaYeHHS Yy 9—11 ekcro3utliii Ta 10
20 eKcHO3MIIii, i AK IpaBmIo, 10 2 pokise,

Crparerii mikyBanHs iHTi0iTOpiB 10 FIX monmiOHiI 1m0 crpaTeriii JiKyBaHHs 1HTIOITOpIB 110
FVIIIL. 3okpema, BoHH 30cepe/KeH] Ha KOHTPOJI reMocTasy Ta eliMiHauii iHridiTopy.

Uepes TAKKICTh YCKJIATHEHb PEKOMEHIYEThCS PETENbHO CHOCTEpIraTu 3a MallieHTaMH 3
remodiniero B Ta oOcTexxyBaTu iX Ha HasBHICTBH IHTIOITOPIB KOXKHI 6—12 MicAIIB MiCIs MOYATKY
3amicHoi Teparii KOK, a motim mopivyHo.

Tsarap, axkuii cnpuYuHsI€ XBOpoda

Anaghinaxmuuna peaxyisa na FIX

YTBOpeHHs 1HTIOITOPIB y MalieHTIB 3 reModiniero B y mioMy xapakrepusyeTbes MOIi0HIM
TSATapeM XBOpoOH, sK 1 mpu reModiii A, aje MoXke TakoX BKJIro4aTH aneprivyni peakuii Ha KOK FIX.
Amnadinakcis 3yctpivaetbes y 50% nauieHtis 3 remodiniero B 3 inribitopamu?’, i yacrinte y XBopux
3 Hy/Ib-MyTanismu. Taki peakiii MOKyTb GyTH IEpIIMM CHMITOMOM PO3BHTKY iHTibiTopy 10 FIX®'.

HemonaBHo giarHoCTOBaHiI MAIiEHTH 3 TSHKKOIO popmoto remodinii B, oco0auBo Ti, y IKUX y
ciMeliHOMY aHaMHe3i 3adikcoBaHa TsDKka popma remodinii B 3 iHriditopamu ta/abo 3 reHeTHYHUME
BapiaHTaMH, sIKi 3yMOBIIIOIOTh CXHJIBHICTb /10 PO3BUTKY 1HT101TOPIB, HOBUHHI OTPUMYBATH OYATKOBI
10-20 excno3uniit KOK FIX y xiinimi ado JikapHi, e MOXJIMBO HaJIaBaTH JOTIOMOTY MPH TSHKKUX
QNepriuHuX peakilisiX, OCHAIIeHHX OONaJHAHHAM [UIsl EKCTPEHOI JOMOMOTH 1 JIIKyBaHHS
amadinaxcii®’.

Peakiii MOKyTh TaKoX BiOyBaTUCA Mi3Hille, ajte GyTH MEHI TSHKKUMUZ" 'L,
Pexomenmamis 8.4.1:

Jst nauienTiB 3 remodiiiero B, y ikux po3BuBaerbes anadisnakcis Ha BBeneHHs FIX,
B®I" pexoMeHnaye NpoBOAUTH CKPMHIHI HA HasiBHICTh iHTi0iTOpy 10 FIX, ockinbkm asnepriyna
peakuisi Mo:ke OyTH NepuIOI0 03HAKOIO PO3BUTKY iHTi0iTOpY.

Pexomenpauis 8.4.2:

Y nauienTis 3 remoginicro B 3 iHridiTtopamu y cimeiitHomy aHamHe3i, 200 THM, AIKi MaIOTh
(pakTopn pu3MKY PpO3BUTKY iHriditopis, B®I' pexomenaye mnpoBegeHHA i MOHITOPUHI
NMOYATKOBHUX BBe/leHb y KJIiHili 200 JikapHi, B IKHX € MOXJIUBICTH HAJAHHA J0NMOMOIH NpPH
TAKKHX AJIePrivHuX peaKkuisax.

Pexomenpauis 8.4.3:

Y nauienTis 3 remodiiiero B, y akux po3suBaerncs anadinakcisa Ha BBeaenns FIX, BOT
PEKOMEHIYE€ NPOBOAMTH CKPUHIHI HA He(POTHYHHH CHHAPOM, OCKIIbKHM BiH 4acrime
3ycTpidaeTrbes y nanieHTiB 3 inrioitropamu no FIX i 3 anepriunumu peakuismu Ha FIX.

Pexomennauis 8.4.4:

s mauienTiB 3 remoginiero B Ta iHriditropamm, y sIKMX BHMHHMKAa€ ajepriuda
peakuisi/anadinakcis na BBenenns FIX, BOI' pexkomenaye auisi JikyBaHHS TOCTPHX KPOBOTeY
BukopucroByBaTu rFVIla, ane Bucrynae nporu Bukopucranasi KAIIK, ockiibku BiH MiCTUTH
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FIX i moxe cnpu4nHATH 200 MOCHJINTH AJIePrivHy peaxKuilo.

INPUMITKA. Iloxo nauieHTiB 3 remodigicro B ta iHridiropamu, y sIKUX BHHHMKAE
ajepriyna peakuis Ha tepamniio FIX, BOI' 3Beprae yBary Ha HeJAOCTaTHICTH JaHMX, AKi 0
A03BOJIMJIM  PEKOMEHAYBATH JeceHCHOLTi3amico MaaumMu mnoBropHumMu  go3amm  FIX,
BHYTPIlIHLOBEHHO a00 MiIMKIPHO, i KOHCTATy€, M0 B JeIKUX BHUIAJAKAX Leil miaxigy moxe
NMOTIiPIIMTH aJIepPriyHy peakuiro ad0 BUKJIMKATH aHadijsakciio. Y pasi nmpoBegeHHs Takoi
necencuOinizanii mo FIX, 1i ciaq npoBoauTH 3 00€peKHICTIO Ta JMIIe MiJl NWIBHUM HATJIAI0M
(daxiBuis.

Pexomennauis 8.4.5:

IManientam 3 remogiiicro B Ta inridiropamm, y sikux po3BHBa€TbCcA aHadijgakcis Ha
BBeieHHs1 FIX, BOI' pexomennye gikyBanns rFVIla, a ne KAIIK, ockinbkun KAIIK micTuTs
FIX i Mo:xe cipuYMHUTH 200 MOCUJIMTH AJIEPrivHy peakuilo.

JlikyBaHHSI KpOBOTEY

JlikyBaHHSI KPOBOTEU y MAIEHTIB 3 reMOQIIi€r0 Ta iHrIOITOpaMu MMOBUHHO TPOBOIUTHUCS 32
KOHCYJIbTAIllil 3 LIEHTPOM JIIKYBaHHA IreMo(uIii Ta MEpPCOHAJIOM, SIKMUH Ma€ JOCBIJ JIIKYBAHHS
inri6iTopin” 2,
JlixyBaHHs KpoBOTe€Y Yy TMaulleHTIB 3 TreModiaiero B 3  iHribitopaMmu mOBUHHO OyTH
inmuBinyanizoBannM®’. Bubip npenapary HOBHHEH I'DYHTYBATHCS HA THTpi iHTiOiTOpY, KiIiHiuHii
peaxiiii Ha mpenapar, moNepeaHixX peakilisx Ha BBEJCHHs, JIOKali3alii Ta xapakTepi kposoTedi’ > Ta
JIOCTYITHOCTI TIpenapary y rneBHil KpaiHi.

Pexomennanis 8.4.6:

IMauienTam 3 remodiniero B Ta inridiTopamu, y sikux po3BUBa€ThCs rocTPpa KPoBOTEYa,
B®I' pexomenaye HagaBaTH JIKyBaHHS B 3aJIeKHOCTI BiJ TOro, 4M € iHridirop ciadko- ado
CHJILHOpPeAaryl4ymM, Ta Y4 MPUCYTHI B aHaMHe3i ajepriuHi peakiii.

Bapianmu nikyeanns onsa nayienmie 3 incioimopamu oo FIX

3amicna mepanisn KOK

J1714 martieHTiB, SKi MalOTh cllabKopearyrodi iHri0iTopu, MOKe 3aCTOCOBYBATHUCS crierudidHa
3amicHa Tepanis KOK FIX, skmo mae Mmicue ajnekBaTHa HeiTpamizawis iHTiOITOpy 1 HaIldHUN
KOHTPOJIb KpoBOTeui. OCKIIbKH allepriyHi peakilii Ta aHadinakcis MOXKYTh BUHHKATH y Maixe 50%
namieHTiB 3 reModiiiero B, y sikux € iHriditopu, HeOOX1IHUN PEeTEeIbHUN KOHTPOJIb TaKO1 Tepamii.

Pexomenpauis 8.4.7:

IManienTam 3 remodiiiero B ta cnadkopearyrouynmu inridiropamu no FIX s nikyBaHHs
rocrpux kposored BOI' pexkoMeHay€e BUKOPUCTOBYBATH mpenapar, mo mictuts FIX, sikmio
BificyTHI anepriuni peakuii Ha FIX.

Jlns  mamieHTiB 3 remogimiero B i3 cuibHOpearyrounMmu  iHTiGiTOpamu, abo i3
ciabKkopearyrouuMHy 1HT101TOpamMHu, aje y SIKMX PO3BUBAIOTHCA ajepriuHi peakuii abo aHadinakcis,
JUIE KOHTPOJIIO KpOBOTEYi MOXKHa BHUKOpucToBYyBaTH 00ximuuit 3aci® rFVIIa. Ockineku KAIIK
mictuTh FIX, 11€ Mo’ke cripoBOKyBaTH a00 MOCUIINTH allepriyHy a0o aHapIaKTHYHY BiANOB1b. 3 1i€i
npuunnu ciin yaukatu KATIK y nmanienTi 3 remodiniero B. Onnak, 3a BiICYTHOCTI Takoi peakxiiii,

KATIK 1eMOHCTpyBaB CHiBCTaBHY e)eKTHBHICTh IPU KOHTPOJIi FOCTPOi KpoBoTeui?’.

Pexomenpnauis 8.4.8:
st TiKyBaHHSA rOCTPUX KPOBOTeY y NawieHTIB 3 reModiiiero B Ta cunbHoOpearynounmu
inrioitopamu 10 FIX B®I' nagae nepeBary rFVIla nepen KAIIK, ockiibkn KAIIK micTuth
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FIX i moxe cnpu4nHATH 200 MOCHJINTH AJIePrivHy peaxKuilo.

Towupeni cemocmamuuni 00XiOHi 3acobu

AJnbTepHATUBHI T€MOCTAaTHYHI 3aCO0M JIJIsl TIOMEPEKEHHS CIIOHTAaHHUX a00 TpaBMAaTHYHUX
KpoBOTeY (Mo iJaKTHKK) y MaIlieHTiB 3 remodinieto B Ta inridiropamu Brimrouatots rFVIla abo, 3a
BiZICyTHOCTI anepriynoi/anadinaktuanoi peaxiii Ha FIX, KATTK344760.72.73,

[IpodinakTuka OOXiTHMMM 3aco0amMHM Yy TAI€HTIB 3 IHrIOITOpaMH HE € HaCTiJIbKU
e(DEeKTUBHOIO 1 HACTUIBKH 3pPy4YHOIO, SIK CTaHJapTHA MpodinakTuka (GakTOpoM y TaIlieHTIB 0e3
inri6iropin’?.

[Ilo crocyeTbcst TeMOCTa3y, CTaHIAPTHUM IAXOAO0M € Teparis o0xigaumM 3acobom rFVIla.
3aranom, KAIIK moxe 30i1blIyBaTH pU3UK PO3BUTKY aHadinakcii uyepe3 BmicT FIX, 1 #oro cmin
YHUKATH y MaIi€eHTiB 3 remodiniero B 3 iHriditopamu (nuB. Buiie). O6uaBa 3acobu eheKTHBHI Y
mikyBanHi 90% KpoBOTE€Y B OIOPHO-PYXOBOMY amapari Ta MOXYTh 3aCTOCOBYBATHUCS IIPH
BHUCOKOJIO30BI1i1 Ta HU3bKOI030BI1HA np0(1)iJ1aI<TI/ILIi34'72 (muB. Tabmuiro 8-5).

Ockinbku He iCHye HaJiifHMX Ja0OpaTOPHHUX JOCHIIKEHb JJIsI MOHITOPHUHTY Teparii
00X1IHUMH 3ac00aMU, PEKOMEHAYETHCS PETEIbHUNA MOHITOPUHT PiBHS TeMOrjio0iHy, KPOBOBTPATH,
3aro€HHs paH Ta KIIHIYHOI BIAMOBIAI HA JIKYyBaHHS, BKIIIOYAIOYM PE3YJIbTATHUBHICTH, MPO SIKY
MOBIAOMJISIIOTH MAIIEHTH, Ta Cy0 €KTUBHI BIATYKH MaIli€HTIB.

Pexomennanis 8.4.9:

Jas nauienTiB 3 remodigicro B Ta iHriditopammu, siki BUKOPUCTOBYIOTH Tepamiio
o0xignnMu 3acodamu, BOI' pekomeHnaye NpoBOAUTH KJIIHIYHMA MOHITOPMHI TAa PO3IJISAHYTH
HeoOXiIHICTh J1a00pPaTOPHOT0 MOHITOPMHIY 3 BUKOPHUCTAHHAM aHAJI3y YTBOPEeHHS TPOMOiHY
Ta IHIIMX TECTiB KOAryJOIPaMH, X04a JJI PeKOMeHAalil OCTAHHIX MOTPiOHI J0JATKOBI JaHi.

Jixapcoki 3acobu na cmaoii KNiHIYHUX 8UNpPoOYE8aHb

Ha cranii k1iHIYHMX BUNPOOYBaHb 3HAXOIUTHCS JAEKUIbKA HOBUX HE(PAKTOPHUX IpenapaTiB
JUIsl TpOo(1JIAaKTUKKM KPOBOTEY Y Malll€HTIB 3 reMoginiero B 3 iHriditopamu, BKIo4yarouu (itycipan
(SiIRNA-AT3)*® ta antu-TFPIPY™, 11i npenapatu MoxyTh 3a6€3MeUMTH MEHII iHBAa3UBHUH LIIAX
Ta/ab0 3HUKEHHS YaCTOTH BBEJCHHS Ta, SIKIIO MiATBEP/SITHCS OC3MEUHICTh Ta €PEKTUBHICTD, MOXKYTh
OyTH 103BOJICHI /Ul KJIIHIYHOTO BUKOPUCTAHHS.

Konuentpar rFVIla 3 nmogoBxkeHUM nepiojloM HamiBBUBEIEHHS, SIKUH MPOJIEMOHCTPOBAHO
IPH TOCITIHKEHHI TeMOCTa3sy in vitro® na paHHIX eTamnax KJIIHIYHUX JOCIBIKEHb JJIs MPOQITaKTHKU
KpPOBOTEY y TAIi€HTIB 3 reModiiicio B Ta inribitopamu®®. Lleit mpemapaT Moke 3MEHITYBaTH YacTOTY
BBEJICHbD 1, SIKIIO MIATBEPAUTHCS HOro O6e3rnevHicTh Ta e(eKTUBHICTb, MOXKe OyTH JT03BOJICHUN IS

KITiHI9HOTO BUKOPUCTaHHS ",

Inpykuis iMyHHOI TOJIEPAHTHOCTI

OckinbKM TOMIMpPEHicTh 1HTi0iTOpiB y remodinii B Huzbka, nocBin Bukopuctansas T e
oOMexeHuM. [IpuHIMOM Takoro JiKyBaHHS MOMIOHI 70 NMPUHLMIIB JIKyBaHHS reModinii A, ame
piBeHb YCIIXY € HMKYHUM, OCOOJIMBO y MAIli€HTIB 3 anepridyHoio peakuiero Ha FIX. B ocranHbOMY
BUIMAJIKy MOXe 3HamoouTucs paeceHcmoOumzamis FIX mepen cnpoboro IIT, ommak mani mpo
e(eKTUBHICTH Ta OE3MEUHICTh TAKOTO MiIX0AY € HEJOCTATHIMH.

Ponp imyHozmenpecaHTiB y mnamieHTiB 3 remodimietro B 3 iHriditopamu gociipkeHa
HEJOCTaTHhO, OCKUIHKM Taki JaHi oOMekeHi. TakuM 4YWUHOM, Y3TOMKEHOT AYMKH M0N0 iX
BUKOPHUCTAHHS y LIUX TAI[IEHTIB HEMAE.

Pexomenpanis 8.4.10:
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Jas nauientiB 3 remodiiieco B Ta inridiropamu BOI' He moxke HagaTH pekoMeHAANIT
110/10 BUKOPHCTAHHS Tepamii iHAyKIil IMyHHOI TOJIEPAHTHOCTI, OCKIJIbKH 10CBi/l 32CTOCYBAHHSA
IIT npu remoiiii B € o6mexenum.

INPUMITKA. Y nauienTiB 3 remodiaicro B Ta inriditopamu, y skux 31iliCHIOIOTH CIIPO0Y
IIT, cain norpuMyBaTicsi BUCOKOI030BHX MIPOTOKOJIIB 3aMillleHHs1 (paKTOpa, MOAIOHUX 10 THX,
SIKi peKOMeHAYIOThbCsl Mpu remMo@iiii A, 3 peTeJJbHUM PO3IJISIIOM MOMKJIMBOCTI 32CTOCYBAHHS
imynocynpecii. Ciiix 3a3Ha4nTH, 1110 TPH 3acTocyBaHHi BUCOKHUX /103 IIT moxke 3pocTatu pusuk
PO3BUTKY He()POTUYHOIO CHHAPOMY.
IIpodinaxkruka 3 Bukopucranuam FIX micas IIT

[Micna yenimmuoi IIT y manientiB 3 remodiniero B 3 iHriditopamu (110 BU3HAYAETHCS SIK
MOBEPHEHHS JI0 CTIHKOrO HEraTMBHOTO TUTPY 1HTIOITOPIB) ciia po3nouatu npodinaktuky FIX i3
PETEIIEHUM KOHTPOJIEM KIIIHIYHOT BimmoBimi’.

XipypriuHi BTpy4aHHs Ta iHBa3uBHi NpouexypH

[lepen omepamisMu Ta I1HBa3UBHHUMH TPOLEAYpPaMH TMalieHTaM 3 remodimiero B
PEKOMEHIYEThCS IPOBOIUTH TECTYBaHHS Ha 1HT101TOpHU. Y manieHTiB 3 remodinieto B 3 iHribiTopamu
HEOOXiJTHO TMpHUIMATH CIeliaNbHI 3a00KHI 3aX0/AM, SIK 3a3HAYEHO BHUIE y po3aiti «JIlikyBaHHS
KpPOBOTEY», BKIIOYAIOYH MOHITOPUHT aJepriuHUX peakiliii Ta HEPPOTUUHOTO CUHIIPOMY.

VY manienTiB 3 remodimieto B 3 iHTiGITOpOM, SKi B aHAMHE31 MaJIM TSDKKI aJleprivHi peakiii Ha
FIX, moxe po3BuHyTHCS HEDPOTUUHMI CHHIPOM, SKUH MOKEe OyTH HE3BOPOTHIM. Y NESKHX
HAIi€eHTIB, sKi mpoxonaTh Tepamito 11T, Moxe po3BuHyTHCS HehpOoTHUHUI cuHApPOM. HeoOxinHuii
MWJILHAKA MOHITOPUHT HaBiTh micis 3aBepmieHHS IIT, OCKUIBKM HEPPOTHYHUN CHHIPOM MOXKE
30epiraTucs.

Icnye HemocTaTHRO AaHMX LIOJ0 TOro, uu ciif iHinitoBatu [IT y mamientis 3 remodiniero B
HICJIsl BUSIBJICHHS 1HTI0ITOPY, 1 KOJMK e HeoOXiIHO poOuTu. OnHAK JesKi JiKapl po3MOYHMHAIOTh
pexum IIT i3 BBegenHst FIX 3 BUCOKOIO 103010/BHCOKOIO YaCTOTOIO 70 JOCSITHEHHS TOJIEPAHTHOCTI,
TOOTO KOJIM TUTP 1HT10ITOpa CTa€e CTablIbHO HETATUBHUM, a PIBEHb BIAHOBIEHHS (haKTopa Ta Mepioj
HOro HamiBBUBEECHHS MOBEPTAIOTHCA 10 HOPMaJIbHUX 3HaueHb. O/HAK MIATBEPAKYIOUUX JI0Ka31B
HeMae, 1 el miaxig 6a3yeThecs Ha JOCBIAL JIIKYBaHHS 1HT101TOpiB npu remodinii A. Haazsuyaitno
B)XJIUBUM € KJIIHIYHUH Ta 1a00paTOPHUN MOHITOPHUHT, OCOOJIMBO Ha MPEIMET PO3BUTKY aJepriyHUX
peaxkiiiit abo HepOTUIHOTO CUHIIPOMY.

TABJINISA 8-5. JlikyBaHHS rocTpUX KPOBOTEY Y MAalll€HTIB 3 remodiiieto B Ta iHridiropamu

I'emoginisa B Cm}ﬁK.o pearyiom CuibHopearyoui IHridiTOpn
IHri0iTOpH
3aci6 FIX 20 rFVIIa a6o KATIK?P
Mowuitopunar | AxtuBHicTs FIX Tpomboenacrorpadis abo aHaii3 yTBOpeHHs TPOMOiHY**
Amnani3 (FIX:C)

Ckopouenns: KAITK — KoHIIEHTpaT akTHBOBAHOTO IIPOTPOMOIHOBOTO KOMIUIEKCY;

FIX —daxrop IX; FVIII — ¢axrop VIII; rFVIla — pexombinanTanit aktuBoBanuii pakrop Vlla.

aHeoOxiqHE IMiABHUIICHE, YACTIIIE T03yBaHHS, SKIIO TIEPio]] HAlliBBUBEJCHHS CKOPOUYCHHUH.

®Y narientis 3 inri6itopamu 10 FIX icHye BUCOKHMIT pU3MK PO3BUTKY alepriyHoi peakilii Ta HepPOTHIHOTO CHHAPOMY
IPY BUKOPUCTAHHI Ipenaparis, 1mo Mmictath FIX, nanpuxnan, KAIIK, i cain nonepempkaty naunienra npo Hux. OpHak, y
TIAITI€HTIB 3 AIEPTIYHOIO peaKIieio a0o HePPOTHIHNM CHHAPOMOM Ha npenapaTH, 1o mictars FIX, cmin yankatu KAIIK,
OCKiIbKH BiH MicTuTh FIX.

‘TecT yTBOpEHHS TPOMOIHY HE € Cy4aCHUM TECTOM JUIsi MOHITOPHHTY 1 HEIOCTYITHHI Y OUIBIIOCTI J1ab0paTopil, alie Horo
BCE YACTIIIC BUKOPUCTOBYIOTH [UISI OLIHKH BiAIOBIII.

VY marieHTiB, SKi MamTh clla0Kopearyooui 1HTIOITOpH, MOYKHA PO3TISHYTH MOXJIHBICTH
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cranaapTaHoro npukputTs KOK FIX, Ko BOHU T03BOJSIOTH JOCATHYTH JOCTATHRO BUCOKUX PIBHIB
dakTopa. Y MmamieHTiB 13 CUIILHOPEAryrouYuMu 1HT10iTOpamMu abo y KX B aHAMHE31 OyiIu ajepriuHi
peakuii Ha KOK FIX, pexomenayerbcst nikyBanHs o0XxigHuM 3acobom rFVIla, mo oGymoBieHo
PHU3HKOM aJIepTivyHO1 peakIlii abo MoripiIeHHs TaKoi peakiiii y TUX, XTO Ma€ ajepriuni peakiii Ha FIX
npu nikyBaHHi KAIIK uepes BmicT y HboMy FIX.

Sxkio remocTas € He3a10BUIbHUM ITpH okpemomy BukopucTtanHi rFVIla abo KAIIK, 11i 3acoou
MOKHA 4YepryBaTH/, OJHAK 3 YypaXyBaHHAM TOTO, IO Il MiaxXin 6Ga3syeTbcs Ha HEBEITHKOMY
CIIOCTEPEIKHOMY JOCIIKEHHI, a TaKOX PO3yMIIOUH PU3HMK aJIEPTriYHOi peakilii abo MoripiieHHs
anepriynoi peaxuii npu BukopuctanHi KAIIK 3a paxynok Bmicty FIX.

[ToTpibeH peTeNbHUI IHTpAONEpAIHHUN MOHITOPUHT KJIIHIYHOT peakiii Ha Teparito
00X1THUMH 3aco0amu, 0COOIMBO HA ITPEAMET TPOMOO03y 1/ab0 Koarynonarii Crio)KMBaHHS (UB. BUIIIE
Pexomenaariro 8.4.9 11010 KJIIHIYHOrO MOHITOPHHTY Teparrii 00XiTHUMHU 3ac00aMu).

SIK TUIBKM TeMOCTa3 10CSITaeThes 1 NIATPUMYETHCS Ha PEKUMI 3 00X1HUM 3aCO00M MPOTITOM
3-5 nHIB, BUKOPUCTAHHS IIUX 3aC00iB MOXKHA 3MEHIITYBATH MIPOTIATOM THXHS a00 OlbIIIe.

Pexomennpanis 8.4.11:

s nmanienTiB 3 remogigiero B ta ciaadkopearyrounmu inridiropamu go FIX, sxi
roTyloTbcsi 10 onepauii, BOI' He Hanae nepesarn Tumy npenapariBs FIX, ajse pexomenaye
yacTili BBeJleHHA Yepe3 KOPOTKUi nepiox HanisBuBenenHs FIX.

Pexomenpauis 8.12.4:

Juas manienTiB 3 remoginiero B Ta inridiropamm no FIX, ki roryorbes 10 onepauii,
B®I pexomenaye rFVIla, a ne KAIIK, ockinbkn KAIIK mictuts FIX i Moke cnpuunanTH 260
MOCHJIMTH AJIEPTivYHy peakKuiro.

Pexomennpanis 8.4.13:

st nanienTiB 3 remodiJiero B Ta inriditopamu, siki MmaroTs ajepriuny peakuito Ha FIX,
i fKi roryorscsa 10 onepauii, BOI' nanae nepesary rFVIla nepex KAIIK, ockinbkn KAIIK
micTuTh FIX i Moxke cipuunHUTH 200 NOCUJIUTH AJIePriuyHy peakuilo.

Pexomenpnauis 8.14.4:

IMamienTam i3 remodinicro B Ta iHriditopamu, siki roryrorbcs a0 omepauii ado
inBazuBHOI npouenypu, BOI' pexomenaye perenbHMii KIiHIYHMIT MOHITOPMHI Ha NpeaMeT
TPOoM003iB 200 KOaryJIonaTii CIIOKUBAHHS.

3mina npenapary

Xoua iCHYIOTh CyNEpeuKkHt I0JI0 PU3UKY PO3BUTKY iHT10ITOpIB y MalieHTiB 3 reModinieto B,
AK1 nepexoAaTh Ha i npenapatd KOK FIX, Bkitouaroun HeYUCIIEeHHI OB1IOMIICHHS ITPO KIIHIYHI

BUIIAJIKH, I0Ka3, K1 MATBEPIKYIOTh TAKHI PU3UK, 3aITUIIAIOTHCS HEeIOCTATHIME®?,

Pexomennauis 8.4.15:

Jas nauientiB 3 remodigiero B, siki mepexoasith Ha iHIMA THN a00 MapKy npenapary
(pakTopa, BOI' He Hazae koaHOI mepeBaru BHOOPY KOHKPETHOr0 BHAY Tepamii, OCKUIbLKH
HasIBHI JaHi cBiquaTh Npo Te, 110 3MiHA NpenapaTy He 30LIbIIyE PU3MK PO3BUTKY iHri0iTOpIB,
aJie 171 migTBepIKeHHs Hboro opaxkye PK/I i3 cyBopuMm KoHTpOJIEM.
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Po3zain 9: Cneuudivyni nutanus JikyBaHHs reMoQiii

9.1 Beryn

VY mogeit 13 remo@ini€ro Ta YieHiB IXHIX POAMH MPOTIrOM JKUTTS MOKYTh BUHUKATH Pi3HI
CHUTYyaIlii, OB’ s3aHI 13 3araJlbHUM CTAaHOM 3JI0POB’s Ta, 30KpemMa, 3 TeModitiero, abo mpoodIeMu o010
yIpaBIiHHA MEIUYHUM cTaHoM. Jl0 HHX HajlexaTh KpoBOTe4l abo YCKIaJHEHHS 3 OOKy
PENPOYKTUBHOI CHCTEMH y HOCIiB, OCOOJHMBI BUMOTHU JI0 TPOBEACHHS XIPYPriyHUX Ta IHIIUX
1HBAa3MBHUX MPOLEAYP, COLIATbHO-TICUXOJOTIYHI MPOOIeMH, CYIyTHI 3aXBOPIOBAHHS, 00YMOBIIEHI
CIIOCOOOM KHTTS 1 CTApIHHSIM, Ta 1HIII MPOOIEMH.

OckinpKkH JTIKyBaHHS TaKkWX CTaHIB 1HOJI MOK€ BUKIWKATA TPYAHOII, HABUAHHS IIOJO
npodiIakTUKU Ta/abo JIIKYBaHHS CTaHIB, K1 pO3IIAJAI0ThCA Y IIboMY Po3iii, Mae OyTH OCHOBHHM 1
MOCTIHHUM IPEIMETOM CIIBIpAIll MIXK JIIOJBMHU 3 TeMO]UIIEI0 Ta WIEHAMH IXHIX POJUH 3 OJHOTO
00Ky Ta MyJIbTHIUCIUIUTIHAPHOO KOMAH/I0H0 JIIKapiB, — 3 IHIIOTO OOKY.

9.2 Hocii

HaiiBaxxui popmu remodisii, SK mpaBUiIO, CIIOCTEPIralOTHCS Y YOJIOBIKIB; KIHKH TPaIULiiiHO
KIACU(IKYIOTBCS SIK «HOCII».

Hocii B 6araThox BUTNaJKaxX HE MAIOTh CUMOTOMIB reModinmii, OCKibKH, HE3BAKAIOYU HA
HasBHICTh aHOMaJIbHOTO TeHy F8 abo F9 B omHiit X-xpoMocowmi, iHIlIa XpoMocoMa MiCTUTh TeH F8
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abo F9, sxuii 3aramoM QyHKIIOHYE SK HOPMaJbHHUNA, BUPOOJISiIOUN (HaKTOPH KOAryJsiiii Ha piBHI
HIDKHBOT MEXI1 Jlana3oHy HOPMHU.

VY neskux HociiB HHM3bKa akTuBHICTH ¢akrtopa VIII (FVII) a6o dakropa IX (FIX)
00yMOBJIeHA JTalOHI3aIIEr0 (OBIIbHA CYIIPECist OJHIET 3 IBOX X-XPOMOCOM, Ky TaKOX Ha3UBaIOTh
X-1HaKTHBALIIEI0), IO B PIAKICHUX BUMAIKAaX MOXE CIIPUYUHHUTH JIETKY, TOMIpHY a00 HaBITh TSKKY
dbopmy remodinii. JKiHOK, y SKHUX € BIAMOBIIHI CHMOTOMH, CIIiJI BBaXXKaTH ocobaMu 3 remModiiero
NEeBHOI (POPMH, TaK CaMo SK 1 YOJOBIKIB i3 reMo(ifi€ero.

CnaakyBaHHsA remogiiii
JKinok, ski MaroTh maToreHHy Bapianiro F8 ab6o F9, BBaxaroTh OOJIraTHUMHU HOCISIMH
remodimi. OOJiraTHUX HOCIIB MOKHA 1IeHTH(]IKYBaTH SK TaKuX, IO MAalOTh I'eH TeModiii,

IPYHTYIOUHCh Ha HassBHOCTI reMo(iJ1ii B CiMEifHOMY aHaMHe31.

J1o o0uriraTHUX HOCIIB HAJIC)KATh:

° yci 010J10T14HI JJOYKU OaThbka 3 reModiii€ero;

° OioJIOTiYHA MATH JUTHHH 3 TeMOQili€io, y sKoi Ime xo4ya O OAWH WICH POJMHH Ma€ TreMOQilio
(manpwukian, ii OpaT, i1 0 MAaTePUHCHKIN JIiHIT, J91bK0, TJIEMIHHUK a00 ABOIOPiaHUI Opat) abo €
HiATBEPKEHUM HocieM reModisnii (Hampukmaz, ii MaTH, cectpa, 6adycs o MaTepUHCHKIH JiHii,
TiTKa, INIEMIHHMIIA 200 JBOIOPiAHA CecTpa);

° 0ioJIOTIYHA MAaTH JBOX a00 OUIbIIE JiTEH 13 TeMOQITIETO.

J1o NOTeHILIMHUX HOCIIB HAJIE)KATh:

° GioJoriuHa JOYKa, CeCTpa, MaTh, 0adycs 1Mo MaTepUHCHKIM JIiHIT, TITKA, IJIEMIHHUIA 200 ABOIOPiIHA
cecTpa Hocis reModiii;

° OiojoriuHa MaTH JAWTHHH 3 remMoQiiiero, y sSKoi HasBHICTH reModinii abo HoOCiiB remodimii B
CIMEIiHOMY aHaMHe31 He BCTaHOBJICHA.

PiBHi pakTopa y HoCiiB

Hocism, y sixux piBai FVIII/FIX nexats y Aiana3zoni HOpMu, 3aMicHa Teparlis KOHIIEHTpaTaMH
(baxTopiB KoaryJsiii Moxe HiKoJIu He 3Hao0uTHcs. [IpoTe nesiki Hocli, y sIkux piBHI (haKTOPiB HUXKU1
BiJ Jiana3oHy HopMu (To6to Hmkde 50 MO/mi), mMaioTh Taki cami MpoOjaeMH 3 BUHUKHEHHSIM
KpPOBOTEY, 1110 i 4OJIOBIKK 3 reModiiero (HalpuKIIad, CuibHAa KpOBOTEYA MICHs BUJAIEHHS 3y0a,
XIpypriyHoro BTpy4yaHHs ab0 TpaBMH), a TaK0oX MpoOiemu, creuudiuHi Juis KIHOK, HAIpUKIIAd
TpuBasii a60 pACHI MEHCTPYyasbHi KpoBoTEHi®,

SIKII0 y HOCIIB HpPOSBISETHCS OUIBLI BHUCOKA CXWJIBHICTH O KpOBOTEY, HIK 1€ MOXKHA
NPUITYCTUTH Ha MIJACTaBl PiBHA (PAKTOPIB (K 1 YOJOBIKH), MOXKIHUBO, BOHM MAlOTh J10JIaTKOBE
MOPYILIEHHS KOoaryJsiii, IK-oT Bapiauis reHy ¢akropa gon Bimnedpanna (VWF) abo BpomxeHuit
nedeKT TPOMOOIIUTIB.

Pexomennanis 9.2.1:
Hocii remodinii, He3ane:xxHo Binx piBHA d¢akTopiB Koaryasuii, mMawTh O0OyTH
3apeecTpPOBaHi B HEHTPI JiKyBaHHA reMoiJii.

Pexomennanis 9.2.2:
JlikyBaHH$I Ta ynpaBJIiHHA MeUYHHUM CTAHOM Yy HOCIIB remodiii cj1ig 3ailicHIOBaTH Tak
€amo, SIK y 40JI0BIKiB i3 remogimicro.

JliarHocTuka piBHA (aKTOpa KoaryJsilii y HOCIiB

B ycix HallOMMKYMX pOAMYOK Mallie€HTa 3 remModiiiero (MaTepi, cecTpu abo JOYKH) CHij
BU3HAYaTH piBHI (hakTOpiB Koarynduii, 30kpema mepen Oyb-SKOK 1HBAa3MBHOIO MPOIEIypOIO,
TIOJIOTaMH, Ta IKOMOTA IIBHIIIIE — ITiCJIsl TIOSIBH Oy/Ib-SKHX CHMIITOMiB aHOMAIBHOI KPOBOTEYi 2.

Y MNOTEeHHIMHUX HOCIIB JiarHo3, 3a MOXJIMBOCTI, CIiJl MATBEPAUTH 32 JOMOMOTOIO
FeHEeTHYHOTO aHajli3y, OCKiNbKM PiBHI (AKTOPIB Y HOCIIB MOXKYTh mepeBumntysat 50 MO/mrs4,
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VY Jneskux HOCIIB B pe3yabTari iHaKTHBALli X-XpOMOCOMH MOXYTh BH3HAuUaTHCS PiBHI
daxTopiB, XxapakTepHi I moMipHOi a6o HaBiTH THXKOi Qopmu remodinii® (qus. Posmin 2:
«Kowmriekche nikyBanHs remodinii»y — Tadmurst 2-1).

Pexomennanis 9.2.3:

B ycix moTeHuiiHUX Ta 00JIraTHUX HOCIIB reMogiii cjiJi BU3HAYATH NMOYATKOBI pPiBHI
FVIII/FIX nepex cepiio3HUMHU IPOLeAYyPAMH, XIpYPriYHUMH BTPYYAHHSIMU Ta IIPU IJIAHYBaHHI
BariTHOCTI.

CumMnTomMu KpoBoOTEY

J1o HaOLTBIIT OMKUPEHUX MPOSBIB KPOBOTEUI Y CHMITOMATHYHHUX HOCIiB HaJIekKaTh

° MEHoparis (psicHa MEHCTpYyalbHa KPOBOTEYA);

° nucMeHopest (O1J1b 1M1 Yac MEHCTPYaIbHOT KPOBOTEU1);

° MICTISATOJIOTOBA KPOBOTEYA;

° KpOBOTEUYa B MEPUMEHOMNAy3albHHUI MepioJl (aHOMallbHa KPOBOTEYA B MEPiOJ] MEHONAYy3allbHOTO
nepexomay);

° aHOMaJIbHa KpOBOTEYA MiCIs TPaBMU a00 MEAMYHUX BTpyYaHb (HAMPUKIAI, MICIs BUAAJICHHS 3y0a
abo xipypriunoi omnepartii).

TopMoHasbHA Teparis € epeKTUBHOIO JUIS JiKYBaHHS TSKKMX MEHCTPyalbHUX KpoBoTeu®’.
MOoTMBUMH BapiaHTaMH €:

° ipenapaTu AJis MepopaibHOTO, MIAMIKIpHOTro abo TpaHCACPMATbHOIO 3aCTOCYBaHHS, SIKI MICTATh
€CTPOTeH/TIPOTeCTEPOH/TIPOTECTHH;
° BHYTPIIIHbOMATKOBA CUCTEMA, 1[0 MICTUTh JIEBOHOPTECTPE.

Jns JmiKyBaHHY TSDKKOI MEHCTPYaJbHOI KpOBOTEYI MOXe OYTH JOIUIBHUM TaKOX
3aCTOCYBaHHS IEpPOpalbHUX aHTU(IOPUHOMITUKIB, HANpPUKIAA, TpaHekcamoBoi kuciotu (15-25
MT/KT K0kHi 6-8 romun)®,

1

I'eHeTHYHE KOHCYJIbTYBAHHS

I'eHeTHUHE KOHCYJIBTYBAaHHS € HAJ3BMYAHO BaKJIMBHUM, € CKJIAJHUM KOMIIOHEHTOM
KOMIUIEKCHOT'O HaJIaHHS JOMIOMOTH JIFO/SIM 13 reMO(UTIEI0 Ta WiIEHaM iXHIX pOJIMH, a TAaK0X oco0am
i3 rpynu pusuky®.

Xoua MacmTal i JOCTYMHICTh TAKUX MOCIYT BapilOIOTh 3a1€KHO Bil Kpainu'® Ta KOHKpETHOTro

LIEHTPY JliKyBaHHs reMo(iniitl, 3a3Buyaii KOMIIEKCHE reHeTHYIHE KOHCYIbTyBaHHs BKIoyac”:
° 301p Ta aHaJi3 CIMEMHOI0 1 MEANYHOTO0 aHAMHE3y MallieHTa JUIsl OLIIHKK HMOBIPHOCTI PO3BUTKY
3aXBOPIOBAHHS;
° HaBYaHHS HIOJI0 CIIaJKOBOCTI, TEHETUYHOTO aHaII3y, JIKYBaHHS, NPO(UIAKTUKU Ta HAsBHUX
pecypciB;
° KOHCYJIBTYBaHHS 3 METOIO TIPUHHSTTSI OOTPYHTOBAHUX PIIlICHb Ta aJanTallii 10 HasIBHOTO PU3HKY
ab0 MEMYHOTO CTaHy.

[Ipy reHeTMYHOMY KOHCYJIBTYBaHHI HEOOXIJIHO BpaxOBYBAaTH JKUTTEBUHM JOCBI Ta
Cy0’€KTHBHI YSBJICHHS JIIOJUHH, a TAKOXK COLIaJIbHI, KYJIbTYpHIi, PEJiriiiHi YMHHUKA T4 YMOBH, SIKi
MOXKYTh BIUTMBATH Ha PIIICHHS Ta JYMKH, OB’ sI3aHi 3 TCHETUYHUM CTAaTyCOM.

@axiBui 3 TEHETHMYHOIO KOHCYJBTYBAaHHS MOXYTh JOIOMOITH $K OOJIraTHUM, TaK 1
MOTEHLIWHUM HOCIAM TeMo(1Iil YCBIJOMUTH HasiBHI T€MOpariuHi Ta F€HETHYHI PU3HKH, a TaKOX
aJanTyBaTUCS 10 MEIUYHUX, TICUXOJIOTTUHUX, CIMEHHUX 1 PEMPOAYKTUBHUX YCKIIAJHEHD 1 HACHIIKIB
CBOTO TEHETHYHOTO CTaTyCy .

OcHoBHa poJjb (PaxiBIB 13 FTEHETUYHOTO KOHCYJIBTYBaHHS MOJISTAa€ B TOMY, 11100 po3Ka3aTu
namieHTaM Mpo HpUpOJHUN mepedir remModinii, BCTAHOBUTU IXHE POAMHHE JEPEBO/T€HEAJIOriIo,
IPOBECTU OIHKY pH3MKIB, IOB’SI3aHMX 31 CHAJKOBICTIO TreMo(diiii, po3’SICHUTH pe3yabTaTu
FEHEeTUYHOr0 aHali3y, JOMOMOITH Malli€eHTaM oOpoOWTH Ta CHCTEeMAaTHU3yBaTH T'€HETUYHY
indopmariro, a Takox 06roBOPHTH BiAIOBIHI BapiaHTH, OB’ A3aHi 3 MUTAHHAMH PETPOLYKIIii’.

Axmo goctyn a0 mocayr kBaiiikoBaHWUX (HaxiBIIB 3 TEHETHYHOTO KOHCYJIbTYBaHHS €
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0OMEKEHHM, BiAMOBiNATBHICTh 32 HAJAaHHSA MAIliCHTAM BaKJIMBOI I'€HETHYHOI iH(popMalii’ yacTo
OepyTh Ha ceOe MpaIliBHUKU IEHTPIB JIKyBaHHsS TeModiiii Ta IIEHTPIB KOMIUIEKCHOTO HaJaHHS

JIOTIOMOTH TpH TeMoisii, 30kpeMa TepaneBTH, MeICeCTpH Ta/abo cowianbHi ncuxonorn’.

CouiajibHO-IICUXO0JIOTIYHA MiATPUMKA

PerynsipHa coliaabHO-IICHXOJIOTIYHA OIIHKA Ta KOHCYJIbTYBaHHS MalOTh OyTH CKJIaJOBOIO
YaCTUHOIO MEHE/PKMEHTY MEIMYHOTO CTaHy Ta KOMIUIEKCHOTO HaJIaHHS JIOTIOMOTH HOCISIM TeMOoitii.
Moske OyTH HEOOXiTHUM HampaBieHHS HOCIS A0 (axiBIs i3 COIiaTbHO-TICHXOJIOTIYHOI MATPUMKH
(mcuxonora) Uil TOTIOMOTH Y BHPIIIEHHI NCUXOEMOIIHHUX Mpo0JsieM, SIKi MOXYTh BUHUKATH B
IpoIIeCi TeHETHYHOTO KOHCYJIbTYBaHHs 200 Ha Pi3HHUX eTanax >KUTTSL.

ChiBrpans coIiaJbHUX TCUXOJIOTIB Ta (PaxiBIiB i3 TEHETHYHOI'O KOHCYJIBTYBAaHHS MOXKeE
MOKPAIIUTH 3arajbHy SKICTh Ha/IaHHS JIOTIOMOTH MAIIEHTY.

VY ’KIHOK-HOCI1B MOKyTh BUHUKATH Pi3HI €MOIIii Ta COiaIbHO-TICUXO0JIOT14H1 HACTIAKH, B TOMY
YHUCI BIMYYTTSI MPOBUHU, IIKOJYBAHHS Ta CaMO3BHHYBAYCHHS y 3B’S3KYy 3 PIIICHHSIM HapOIUTH
JTUTUHY Ta MOTO HACTIJKaMU, SK-OT IMepenadya JUTHHI CBOEI TEHETUYHOI Bapiaui'ilz. Taki mogyTTs
MO’KYTh BUHUKATHU B yCIX WIEHIB POJAMHHU, B TOMY UHcHi y 6a0yci, sika Moria OyTu HOcieM, Ta y OaTbKa
3 remModimiero’?,

[IpamiBHUKK LIEHTPIB JiKyBaHHS remodinii Ta iHII MeAnpaiiBHUKHA (30kpeMa (axiBii 3
TeHETHYHOTO KOHCYJIBTYBAHHSI Ta KIIIHIYHI TCHETUKH ), YWICHH POJUHU IMAIlI€HTA, a TAKOXK OpraHizamii
NAI[IEHTIB MAaOTh YCBIJJOMITIOBATH, 110 MOYYTTS HOCIiB reMo(disiii MOKYTh 3MIHIOBATUCS Ha PI3HUX
eTamax XHUTTS, OT)KE, TeHETUYHE Ta/ad0 COIiaIbHO-TICUXOJIOTIYHE KOHCYJIbTYBAaHHS MOXKe OyTh
noTpiOHe HOCiAM Gible HiX OJMH Pa3 y KHUTTi 2,

Heo0xigHO 3anpoBaiuTH KOMIUIEKCHY CHCTEMY T€HETHYHOTO KOHCYJIbTYBaHHS, SIKa BKIIFOYAE
OpraHizoBaHe HaBYaHHS, BEJICHHS MEIMYHOTO CTaHY, MOJAIIBIIC CIIOCTEPEIKCHHS Ta JOBIOCTPOKOBY

MeIMYHY i COIianbHO-TICHXONOTiYHY miATpuMKY HOCiiB,

I'eneTn4He nocaixKeHHs

I'eHeTnuHe AOCHIPKEHHS MOJIETUIYE BUSBJICHHS HOCIIB Ta MpeHaTajbHY JiarHOCTUKY. 3a
MO>KJIMBOCTI CJT1/I TPOTIOHYBATH MIPOBEICHHS TEHETUYHOTO aHaJIi3y MOTEHIIIHUM HOCISIM, KOJTU BOHH
BX€ JIOCUTH JIOPOCIi, 00 3p03yMITH HACTIJIKM TOCTAHOBKHU J[1arHO3Y Ta AaTH 3Oy Ha MPOBEACHHS
amamizy'®.

BaxnuBo 3HaTH 1 AOTPUMYBATHCS BIJNOBIJHMX 3aKOHIB OO0 MPOLEAYp T€HETUYHOIO
TECTYBAaHHsI Ta IPEHATAIbHOI JIarHOCTUKH B KpaiHi, /16 HATa€ThCsI TaKa MOCIIyTa.

JluB. Takox Po3nin 4, po3ain «I'eHeTHUHEe T0CT1IKEHHSI».

Pexomennanis 9.2.4:
Hocisim remodiii ci1ix nponoHyBaTH KOHCYJIBLTYBAHHS, sIKe BKJIIOYA€ PO3IJIsi] NUTAHb,
NOB’A3aHUX 3 PIllICHHSIM HAPOJAUTH AUTHHY, Ta MOKJIMBHUX YCKJIaIHEHb.

IIpenaranbHa KiarHoCTHKA

[IpenaranbHy 11arHOCTHKY, 3a3BUYall, IPOMOHYIOTH 3 METOIO JONOMOITH B IJIAHYBaHHI CiM 1,
a TaKOX OI[IHUTH pPHU3WKU. BusBieHHs remodinii y miojia 4oyioBiYoi cTaTi goromarae OaThbKaM i
MeArnpaliBHUKaM IPUWHATH PIIIEHHS 111010 BEJIEHHS BariTHOCTI, HAIIPUKIA[, Y pa3l TSKKOI hopMu
3aXBOPIOBAHHS Y IUI0JIa IPOBECTU KecapiB PO3THH, 1100 3MEHIIUTH PU3MK BHYTPIIIHBOUEPEITHOTO
kpoBoBunBY (BUK) Ta npaBuibHOro 3acTocyBaHHS XKIHII aHecTe311 i yac rnosoris (aus. Po3ain 4,
po3ain «'eHeTHYHE TOCIIHKEHHS).

IInanyBaHHs BariTHOCTI Ta NpeHATAJbLHUN Nepiox

B ycix BariTHUX HOCI{B, YHpaBIiHHS IXHIM MEIUYHUM CTAHOM Ma€ BKJIIOYATH TICHY
criBOpalio Mix (axiBimu 3 remodiii Ta akymepaMu. BakMBo MaTH YiTKUHM TUIAH TOJIOTB, SKUN
MOBITOMJISIETHCS JKIHITI-HOCIIO Ta 3aIMUCYETHCS B il METUYHINA KapTi.
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Pisni pakmopis xoaeynayii npomseom eazimmocmi
Pieenr FVIII y HOCIIB MOXeE CYTTEBO MiJABUIIMTHCS B TEPiOJ BariTHOCTI Ta TMOBHICTIO
HOpMaJli3yBaTucs B mofanbinomy. Oanak pisens FIX, sk IpaBuiio, He 3MiHIOEThCS 3HAYHOIO Mipoio .
HagiThb gK1110 B TpeTHOMY TpHMECTPI PiBHI (hakTOpiB nepeBuinyoTh S0 MO/, y HOCIiB MOXKe
BUHUKHYTH aHOMaJlbHa KPOBOTEYA i 4ac moJioriB. ToMy Haa3BHUYalfHO BaXKJIMBO JIO IOJIOTIB, a
TaKOXK 32 MOKJIMBOCTI JI0 HACTaHHS BariTHOCTI OTpUMATH 1H(OPMAIIiIO 1100 HAsIBHOCTI Ta CTYIICHS
TSDKKOCTI KpOBOTEY B aHaMHe31 HOCIsI, BUMAJIKIB KPOBOTE€Y B CIMEHHOMY aHaMHe3i, a TaKOX IpO

KpOBOTEYI ITi/1 Yac MOTePeTHIX nostoris®.

Pexomennauis 9.2.5:
Barithum Hocisim remogisii HeoOXinHo Bu3HauuTH piBeHb FVIII/FIX y Tperbomy
TPUMeCTPi, 100 OIHNTH PU3UK KPOBOTEYi i/l Yac MoJIoriB Ta B micasmnoaorosuii nepioa. KP

IoJioru

Perionapna (emigypaiibHa) aHecTe3is HE MPOTHUIIOKA3aHA HOCISIM, SKIO MOKA3HUKH IXHBOT
KOaryJjorpaMu 3HaXOSThCs B MEXKaxX HOPMH, a piBE€Hb BIANOBIAHOIO (haKTopa KoaryJisiiii nepeBHIye
50 MO/an a6o 36imbiryethes m0 moHan 50 MO/mn y pesyabTati mpodinaktuynoi Tepamiil®.
AHecTe3110 Mae BUKOHYBaTH JOCBIJUEHHUI aHECTE310JI0T, BPaXOBYIOUM IMOKA3HUKU KOAryJsALii Ta
piBHI (aKTOPiB Y HOCIs, @ TAKOXK, 32 MOTPEOH, BYKUBAIOYM 3aXOIB JUIsI CBOEYACHOTO JIIKYBaHHS.

3a HeoOX1HOCTI CJIiJT 3aCTOCOBYBATH 3aMICHY TEpaIliio KOHIIEHTPAaTOM (haKTOPiB Koaryssiii,
06 3ab6e3neunTH piBHI pakropis Bumie SO0 MO/t mig yac MoJoriB Ta MIATPUMYBATH iX y JTiama3oHi
HOPMH TIPOTATOM IIIOHAWMEHIIe 3 AHIB IMICIs BariHAIbHMUX ITOJIOTIB Ta IIOHAHMEHIEe 5 JTHIB MiCs
KecapeBoro po3tuHy >/, Croci6 monoris y HOCIiB i3 mmog0M 6e3 reModisii cii BH3HAYATH 3a51eXKHO
BiJ] IOKa3aHb /10 aKyIIEPCbKUX orepawii. Jleski noka3aHHS MOKYTh BUMaraTH IPOBEJCHHS MOJIOT1B
IUIIXOM KECcapeBOro pO3TUHY, 1100 3amoOirTH BHYTPIIIHHOYEPENTHOMY KPOBOBWIMBY Y
HOBOHAPO/KEHOT INTHHHU, 5IKa, 32 TIPOrHO3aMH, MOKe MaTH TSKKY GopMy reModimiit®,

HezanexxHo Biza TOro, BiA0YyBatOThCS BariHajabHI OJIOTH Y1 IPOBOAUTHCS KECApiB PO3THUH, aKT
HapOJDKEHHS AUTUHHM 3 MiATBEPKEHOI0 a00 Mi03pI0BaHO0 reModiieto Mae OyTH aTpaBMaTUYHHUM,
1106 3MEHIIUTH PU3MK TeMOPATiuHKUX YCKIaHeHb,

VY pasi BariHaJbHUX IOJIOTIB CIIiJ| YHUKATH 3aCTOCYBAHHS IIUIIIB Ta BaKyyM-eKCTpakKilii, a
TaKOX MPOBEJCHHS 1HBA3UBHUX MPOLEAYp, K HaNpuUKIIajd 3a0ip KpoBi 31 MIKIpU TOJIOBU IUIOZA Ta
HaKJIaJaHHs eeKTPO/IiB Ha HOro roaosy™®.,

JuB. Po3ain 7: «JlikyBaHHS cnerudiyHux kpoBoteu» — Tabnuus /-2 moao0 3amicHOi Tepamii

KoHIleHTpatamu ¢akTopiB koarymsauii (KPK) y pas3i Bemukux abo Maaux XipypriyHux

BTPY4YaHb.

Pexomennanist 9.2.6:

B umissix Oe3mexkn marepi Ta AMTHHH MOJIOTH Y HOCIIB reModiiii MAalOTh NMPOXOAUTH B
JikapHi, ae € ¢paxiBui 3 reMo@iii Ta iCHy€ MOKJIUBICTH CBOEYACHOT0 YCYHEHHS YCKJIAAHEHb i/
yac noJoris. KP

Pexomennanis 9.2.7:
BaritHum Hocism remodinii BOI' He pexoMeHaye iHCTpyMeHTaNIbHI OJ10TH.

[Micasimonorosuii xorJsig

VY HociiB 3umxenHs piBHiB FVIII ta VWF micns momnoriB BinOyBa€eThCsl TOCHUTH HIBHIKO®.
3a3BHuail BOHM MOBEPTAIOTHCS JI0 MOYATKOBHUX 3HaueHb uepe3 7—10 nHiB, aye iHOMI e TparuiseThes
panime®,

BaxnuBo KOHTposIOBaTH Ta MIATPUMYBATU PiBHI (PAKTOpIB Koaryssmii MIiCisl IMOJIOTIB,
OCKIJIbKM Y HOCIiB PU3HK HEPBUHHOI Ta BTOPMHHOI HiCJIAMOIOr0BOi KpOBOTeui € migsumeHum®:, Y

pa3i BHHHMKHEHHS TICJSIMOJIOTOBOI KpPOBOTEYl Tepami€ro Tepmioi JiHIIT € 3amicHa Tepartis
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KOHIIGHTpaTaM#u (aKTOpiB Koarynsuii, 3acTocyBaHHs aHTH()IOPUHOMITHKIB (TpaHEKCaMOBOT
KMCJIOTH) Ta TOPMOHAJIbHA Tepartis®.

VY dedKkux BHIIAQJAKaX HOCIAM 13 OUIBII BHCOKMM DPHU3MKOM KpOBOTEUl MPODITaKTHYHY
TOPMOHAIILHY TEpario MOXKHa PO3MOYMHATH Ofpa3y MIiCJs MOJOTIB Ta MPOJOBXKYBATH MPOTITOM
MicsIse.

ol mpu reModinii A B micIsAMONOroBHil Mepios 3acTocoByOTh Aecmornpecud (JIJIABII)®
(muB. Po3nin 5: «'emocraruuni npenapatu» — «lHmi gapmakosoriuni Bapiantn» — «JlecMmonpecun
(AJABIID)»).

[lepen BUMUCKOIO 3 JiKapHI y HOCIIB 13 PHU3UKOM Mi3HBOI MICISAIMOIIOTOBOI KPOBOTEUI
HeoOXi/THO BU3HAYNTH PiBEHb reMOrI00iHy?2.

KpoBoTeua Moxe BHHUKHYTH 13 3aTPUMKOIO 10 35 IHIB MicCIisl MOJIOTIB; HOCIi 000B’SI3KOBO
MarTh OyTH MpOiH(OPMOBaHI MIPAO TAKOT'O PU3UKY 1 MepeOyBaTH IiJ] CIIOCTEPESIKEHHIM MPOTATOM
2 THKHIB TICIIS TOJI0TIB. MOXe OyTH JTOIUTBHAM IMOJAITBINE CIIOCTEPEKEHHS POTATOM 1—2 MicCsIIiB

JU1sl KOHTPOJIIO TCIANONOroBOi KpoBOTedi 22,

Pexomenmamis 9.2.8:
Y HociiB remogiii cjiii KOHTPOJII0BAaTH SIK NEPBUHHY, TAK i BTOPMHHY HiCJIANOJI0TOBY
KPOBOTeYY, Ky HeOOXiIHO JIIKyBaTH i3 3aCTOCYBAHHS BilIIOBIIHUX IreMOCTATUYHHUX 3aXO/iB.

JliarHOCTHKA HOBOHAPOI:KEHHUX

B ycix HOBOHapOIKEHUX XJIOMYHUKIB, MaTepi SIKUX € HOCIIMU TeMoQinii, CIiJ B3SITH
IYMOBUHHY KPOB, 1100 BU3HAYMUTH PiBHI (PaKTOpIiB KOAryisimii 3 METOI0 PaHHBOTO BHUSBJICHHS Ta
nikyBaHHs remodinii. daxiBers i3 TiKyBaHHS reModiTii Ma€e MOBIIOMUTH Pe3yIbTaTH TECTY OaTbKaM.

B HOpMI y Hapo/I)KEHUX B HAJEKHUN TEPMIH 1 IEpeIdacHO HApOKEHUX JiTel 0e3 remodimii
piBHi FVIII Ha MOMEHT HapoPKEHHS JIeXkaTh y Jiana3oHi HOPMH [Tl IOPOCIIOi JI0AUHU a0o € Jemo
nigBuieHnMu. OTxKe, y OUTBIIIOCTI BUMAAKIB reModiito A MOXKHA J1arHOCTYBATH MTPU HAPOHKEHHI.
BukitoueHHs cTaHOBUTH Jierka Qopma remMoinii A, uis MiITBEp/PKEHHS SKOI CIiJ HOBTOPHO
MIPOBECTU JUTHHI aHalli3 y Bill OJM3bKO 6 MICSIIB, SKIIO NpH HepuioMy aHami3i nokasHuk FVIII
3HAXOMBCA B HIDKHIM MeKi Jliamazony HOpMHUZ,

Ha Bigminy Bix FVIII, piBui FIX y HoBoHapoixeHnX 0e3 reMo(isiii CyTTeBO HIKY1 32 HOPMY,
a y MepeayacHo HApOKEHUX BOHH € e HIKUMMHUZ. Xoua 3a3Buyail TaxKy abo moMipHy dGopmy
remo¢inii B Mo>kHa iarHOCTYBaTH B HEOHATAJIbHUH MEP10/1, HEMOBIIATAM 13 JIETKOIO (POPMOIO MOXKE

3HaJOOUTHCS TOBTOPHUM CKPUHIHT Y Billi 3—6 MiCs1iB.

Pexomennanis 9.2.9:

Y xJjonumkiB, MaTepi IKMUX € NiATBepAKeHUMH a00 NOTeHUiHHUMU HocissMu remModiJii,
CIif  B3ATH NYNOBMHHY KPOB UI1 BH3HAYECHHS  aKTHBOBAHOI0  YaCTKOBOIO
TpombomiacTuHoBoro yacy (APTT) abo piBHiB pakTopiB Koaryasuii.

Jlonomora npu nepepuBaHHi BariTHocTi

* BukuiHeM BBa)XXa€eThCsI CIIOHTaHHUH a00pT a0 NepeprBaHHs BariTHOCTI B 1epion 10 20 THKHIB
y BUIJISI/II HOBHOTO 200 YaCTKOBOI'O BUIITOBXYBAHHS IPOAYKTIB 3aIlJIiIHEHHS 3 MaTKH, HE3JaTHOCTI
IUI0/1a 10 PO3BUTKY a0 CMepTi MI0/1a B yIpo6i>.

* SIK TIIBKK MIATBEPIKYETHCS MEPEpUBAHHS BariTHOCTI 4epe3 3arubenb miuojna abo BUKHUAEHb,
aKyluep XipypriuHuMm IUIIXOM BHUYHUINAE MaTKy 00 YeKae CIOHTAaHHOT'O BUIIITOBXYBaHHS IPO/IYKTIB
3arUT THEHHS.

* [Ipu cionTaHHOMY a0OpPTi Y JKIHOK 31 BJK€ 1CHYIOUOI0 T'€éMOCTAaTUYHOIO aHOMAJTIET0, SK-OT CIaJKOBE
TOPYIIEHHs TeMOCTa3y??, BilaeThcsl MepeBara XipypridHoMy BTpYYaHHIO. Y TaKuMX BHIAAKax
BHUMAra€eThcs aJIeKBaTHE JIIKYBaHHS MeMOCTAaTUYHHMU IperapaTtaMy 3TiHO 3 PeKOMEHJOBAHUMHU

IHTpaonepaifHIMHI MMPOTOKOJIaMU BeJieHHs TarieHTiB (auB. Hwk4e [ligposmin 9.5 «Xipypriuni

24,25
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BTpPY4aHHS Ta iHBa3MBHI mpoueaypu» 1 Po3min 7: «JlikyBaHHS crenu(iuHuX KpOBOTEY» —
Tabmuus 7-2 moao 3aMicHOI Tepanii koHneHTpatamMu ¢aktopiB koaryismii (KDPK) y pasi Benukux
a00 MaJMX XipypriYHUX BTPYYaHb.

* OCKIJTbKM KPOBOTEYI ITiJ Yac BariTHOCTI Maike 3aBXKJIM 3yMOBJICHI aKyIIEPChKHUMH KPOBOTEYAMH,
HeoOXiJHe aJeKBaTHE aKylIepChbKe BeIEHHsS. Y pa3i BUHUKHEHHS KPOBOTEYi y BariTHOI JKIHKH-
HOCI5I, MOYKE TaKOK OyTH HEOOX1THMM BIIIOBITHE T€MOCTATUYHE JIIKYBaHHS.

* 'emMocTaTiuHe JiKyBaHHS IOJISITa€ B 3aMILICHHI HEIOCTATHHOTO (akTopa Koaryssmii abo B
3aCTOCYBaHHI IHIIMX BapiaHTIB JIIKYBaHHS 3TiAHO 3 MPOTOKOJIAMH MEHEDKMEHTY reMOpariuHux
YCKJIATHEHb Y TAIIEHTIB 13 TeMODUTIETO.

9.3 O6pizanusn

OO6pi3aHHs — 11e XipypriyHa nporeaypa, o MUpPOKO IPAKTUKYEThCS: ii mpoxoauiu a0 30 %
YONOBIYOTO HAceTeHHs cBiTy?%?/.

Kopuctb 00pi3aHHs 3 MEIMYHOT TOUKHU 30pY MOJIATae y 3MEHIIEHH]I pU3UKY 3aXBOPIOBaHb, 1110
NEePeAal0ThCs CTATEBUM IUISIXOM, 3MEHIIEHH]I PU3UKY KapIIMHOMH CTAaTEBOTO YiICHA Ta 3MEHIICHHI
PHM3HKY PaKy IMMIKKM MATKM y CTATEBUX NAPTHEPOK 0OPi3aHUX Y0JIOBiKiBS,

Jlo BU3HAHUX MEIWYHUX MTOKa3aHb HAJIEXaTh (iMo3, napadiMo3, penuauBy0unii 0aiaHiT Ta
petnauByrounii Gananonoctut?’ %, HeMeIMYHUMM NPUYMHAMHM Ta MOKA3aHHAMH MOXKYTh OyTH
CoIiaibHI, KyJbTYpPHI, 0COOHMCTI Ta PEIITiiiHI YNHHHUKH.

[Tpu remoinii oOpizaHHs MOB’sA3aHEe 3 PIZHUMHU YCKIQAHEHHSIMH, J0 SIKUX HaJeKaTh TpUBaja
KpOBOTEYa, I1HQEKIlis, JOBre 3aro€HHs IIKIpW/iABUINCHA 3aXBOPIOBAHICTh, TAHTPEHA; BIPYC
imynogedinuty moauau (BLUI) Ta rematut, HaOyTi yepe3 KOHTaMiHOBaHI IperapaTtu KpoBi s
JIKyBaHHS KpPOBOTEYi; PHU3MK PO3BUTKY IHTIOITOpPIB y HEOHATAIbHHUN TEpioJ,, COIiaIbHO-
TICUXOJIOT1YHI TPABMH Ta MiJABUILEHUH PU3UK JeTanbHuX Bunaakis2>,

OCHOBHMMM YMHHMKAaMH, SIK1 CJiJI BpaXOBYBAaTH IPU IPOBEJCHHI OOpi3aHHS MallleHTaM 13
reModini€ro, € IHAUBIAYyaIbHI XapaKTEPUCTUKHU Malli€HTa, 30KpeMa, pO3BUTOK 1HT10ITOPI1B, BEHO3HUIM
JIOCTYT Ta JOTJISIZ 32 PAHOI0, a TAKOXK MPOQECiiiHUi TOCB1A MEIPALlIBHUKIB 1 HAsSBHICTh PECYPCIB Y
JiKapHi/LeHTpi JiKkyBaHHs. [1i1 yac BuianeHHs MIBIB y Malli€eHTIB HEMUHYUYE TOYMHAETHCS KPOBOTEYA,
AKY CIJ] JIKyBaTH IUISXOM 3aMICHOI Teparlii KOHIleHTpaTaMu (hakTopiB Koaryssmii (aus. Po3ain 7:
«JlikyBanHs crienugiyHuX KpoBoTeu» — Tabmuist 7-2 mozo 3amicHoi Tepanii KOK y pasi Benukux
a00 MaMX XIpypriuHUX BTPY4YaHb).

Heo0xi1HO OL[iHUTH CITIBBITHOLIEHHS KOPUCTI-PU3UKY Ta OOTOBOPUTH 1€ MUTAHHS 3 YWICHAMHU
POJIMHU Ta IHIIUMHU OIIKYHaMH.

Pexomennanis 9.3.1:

Y nauieHTiB i3 remodijgiclo npouenypa o0piaHHs Ma€ NPOBOJAMTHCH B IJIAHOBOMY
NMOPSIAKY [JOCBiIYEHUMH XipypramMm Ta TreMaTrojioraMM B TIeMaToJIOTiYHOMY IIeHTpi,
3a0e3nme4eHoMy pecypcaMu, 3 JOCTYIIOM /10 KOHIIEHTPATiB (aKTOpiB KoaryJisiii.

Pexomennanis 9.3.2:
Y nauieHTiB i3 remodisiero 6e3nmocepeHbO NMepea NMPoIeIyPO0 HEOOXiAHO MiIBUIIIUTH
piBeHb (hakTOpiB Koary.asuii B niaasmi kposi 10 80—100 MO/aJ1.

Pexomenpanis 9.3.3:

IMauienTn 3 remodinielo, AKMM BUKOHYETHCS 00pi3aHHs, Mil 4Yac NMpouelypu MawTh
nepedyBaTu MmiJ HarJIAaoM Jikapsi, mo0 MoxkHa 0yJI0 KayTepu3yBaTH BCi CyAHWHH, IIO
KPOBOTO4YaTh.

Pexomennanist 9.3.4:
Jas nmaunieHTiB i3 remodiiiero, sxkuM npoBoauTbes oOpizanHs, BPI' pexomenaye
3aCTOCOBYBATH TOMiYHI (QiOPMHOBI repMeTHKH fIK JONMOMIXNKHY Tepamilo, BUKOPUCTOBYHOYH



190

3ac00H, BHMIOTOBJICHi, 32 MOXKJIMUBOCTI, i3 3aCTOCYBAHHAAM HaJiHUX NpouUeciB 3HUKEHHS
BIPYCHOr0 HaBaHTa)KeHHsI/iHAaKTHUBalii, MO0 MiHIMI3yBAaTH PHU3HMK Iepeaadi NMATOreHHUX
OprasizMiB 4yepe3 KpoB.

Pexomennauis 9.3.5:

Jas mauieHTiB i3 remodiii€ero, SIKUM NpPoBoAMTHCH o00pizanHsa, BOI' pexomenaye
KOPHUI'YBAaTH 3aMiCHY Tepamnil KOHIeHTpaTaMu (paKkTopiB Koary./sinii 3aj1e:KHO Bil KJIiHIYHOT O
nepediry mnpoueaypu. Skmo BHUMaraerbcsi TPUBajJa 3aMiCHA Tepamisd KOHIEHTPAaTaMHU
(paxTopiB Koaryasuii, METO0 Ma€ OyTH MIATPUMAHHA KOHLIEHTPalii ¢pakTopiB Ha piBHI MOHajA
50 MO/ nporsirom nepummx 3 aHiB Ta moHajx 30 MO/nJ1 npoTsiroM HacTynHux 4—8 HiB.

Pexomennmanis 9.3.6:

Y mnauienrtiB i3 remodiiiero, ki nponuiM npoueaypy oOpizaHHs, CJIii MOBTOPHO
BU3HAYNTH KOHUEHTPAUil iHri0iTOPIB, fAKIIO CHOCTEPIraerbcsi KpPoBOTe4a, SIKa He
3YNUHAETHCA i MOraHO BIANOBIa€ HA 3aMiCHY Tepalilo Ta JIOKAJIbHi reMOCTaTHYHI 3aX0/1H.

Pexomennauis 9.3.7:

Y nauieHTiB i3 remodiiicro, siki NpolILIM MpoueAypy o0pi3aHHs, OBHUI MaTepiaJ,
SIKMI He PO3CMOKTY€EThHCS (KO TAKHI BUKOPUCTOBYEThCS) HeoOXiiHO BUAAIuTH Yepe3 10-14
JAHIB IicJsl NpoueaypH; AJsi JIKyBaHHSI HEMHUHYY0i KPOBOTe4Yi HeOOXiIHO 3aCTOCOBYBATH
3aMicHYy Tepamnilo KOHIleHTpaTaMu GaKkTopiB KoaryJsiuii.

Pexomennauis 9.3.8:

Y mnauniedTiB i3 remoginier, y AKUX micas oOpi3aHHS BHHUKAE HEKOHTPOJIbOBAaHA
KpPOBOTeYa, CJIiJl PO3IJISIHYTH BCi MOXJIMBI BapiaHTH, B TOMY 4YHCJi MOPYLIeHHS WiJicHOCTI
KPOBOHOCHHUX CYJAHH, AePinuT (aKTOPIiB KOATYJIALII Ta aHOMAJIii TPOMOOLUTIB.

Pexomenmamis 9.3.9:

IMauienTam i3 remodiigiero, y sIKUX micas oOpi3aHHS BHMHUKA€ HEKOHTPOJIHOBAaHA
KPOBOTEYa, CJIii 3aCTOCOBYBATH NONOMIKHY Ta HNiATPHMMYBAJIbHY Tepamilo; Taka Tepamis
BKJIIOYAE NepeTUBAHHS KPOBI Ta JIOKAJIbHI FeMOCTATHYHI 3aX0/11, IK-OT HAHECeHHS TONMIYHMX
npenaparis.

9.4 BakuuHauis
HlenienHss npoTH 1HQEKUIMHUX 3aXBOPIOBaHb MAalOTh BUpIIIAIbHE 3HAYEHHS s
npodiTakTUKK 3axBOproBaHHA. Jlrogm 3 reMo(ii€r0 TOBHHHI OTPUMAaTH BCi  IICTUICHHS,
PEKOMEHI0BaHi1 /JIsl BIIIOB1IHOT BIKOBOI I'PYIIH.
Jlo mpo0OJIeMHUX MUTaHb, TIOB’A3aHMX 13 BaKIIMHAIII€I0, HATIECKATh!
° IUISIX BBEJICHHS BAKIIMHU;
° BaKI[MHAIIIS TAIIEHTIB 13 OCIa0IeHnM iMyHITeTOM (Hampukiam, 3 BUJI-indekuiero).
[TamienTam 13 ocnabieHUM IMYHITETOM BBEJEHHS JXUBUX BIPYCHHX BaKIIMH MOXe OyTu
IPOTHUIIOKA3aHE.
Jloka3iB Toro, 1o MIEMIeHHs CIPUYUHAIOTH PO3BUTOK iHTi6iTOpiB, HeMae3!,

Pexomennanis 9.4.1:

Hitam i gopociaum i3 remoginiero ciix npoBOAMTH TaKi caMi VIAHOBI BAKIMHALII, SIK i B
3arajbHiil nonyJsinii; oAHaK nepeBary cJil BilgaBaTu MiAIIKipHOMY BBeJeHHIO BAKIMH, a He
BHYTPIilIHBOM S130BOMY 200 BHYTPIlIIHbOJePMAJILHOMY, OCKiJIbKM BOHO O/ITHAKOBO Oe3le4YHe Ta
edexkTHBHE | He BUMarae iHdysii pakTopiB Koaryasuii.

HNPUMITKA. Sxkmo uOuUIAXOM BBeJeHHIT BaKUMHM O0OB’fI3KOBO Ma€ OyTH
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BHYTPIlIHBOM’SI30Ba iH’€KNLifl, CJil BBeCTH /03y KOHIEHTPAaTy (aKTopiB Koaryasuili Ta
KOPHCTYBATHCS FOJIKOI0 HAlMEHIIOro Kamiopy (25-27).

IMPUMITKA. Kpim Toro, nepes BBeleHHSIM BAKIMHH CJIi/l HA S XBWJIMH NPUKJIACTH 10
Micus iH’ekuii maKer i3 Jb0J0M, a MOTIM NPUTUCKATHU Micle iH’€KIil MPOTATrOoM IIOHAWMEHIIIe
10 xBUJINH, 100 3MEHIIIUTH KPOBOTEUY Ta HAOPSIK.

Pexomennanis 9.4.2:

Hdas niTeid i nopocaux i3 remodiuiiero ta Bipycom imynoaepiuuty soaunun (BLJI1), BOT
PEKOMEHIY€ CTAHJAAPTHY iMYHi3alilo, B TOMY YHMCJi BBeleHHS BAKIIUH MPOTH MHEBMOKOKY Ta
rpuIy, a TAKOXK HeNJIeHHs sl npodisiakTuku renatury A i B.

Pexomenmamis 9.4.3:

s niteii i nopocaux i3 remodiniero ta Bl/I-ingexuicro BOI' pekomeHnaye yHUKATH
BBE/JICHHS KUBHMX BIPYCHHX BAKIHMH (HANPHUKJIAA, IPOTH BITPSIHOI BICIIH, ’KOBTOI JTUXOMAHKH,
poTaBipycy, a TaK0 3aCTOCYBAHHSA NMePOPAIbHOI MOJIIOMi€TITHOI BAKIMHN Ta KOMOiHOBaAaHMX
BaKIMH /151 NpodiIakTHKHN KOpYy, napoTuty i kpacuyxu (KITAK)).

9.5 Xipypriuui Brpy4yanHs Ta iHBa3uBHi npoueaypu

Mo>xe BUHUKATH HEOOX1THICTh XipypriyHUX BTpyUYaHb 3 MPUBOJY YCKIaIHEHb reModinii abo
XxBOpoO, He MOoB’s3aHuX 13 remodiniero. [Iurtanus, siki 0OroBOPrOIOTHCA B IbOMY Po3mini, MalTh
NEepUIOYEeProBe 3HAYCHHS MTPU MPOBEICHHI XipypriYHUX BTPYYaHb MAli€HTaM i3 reMoQiTi€ro.

XipypriuHi BTpy4aHHs AJIs TAII€HTIB 13 reMo(]isliel0 BUMAralTh JOJATKOBOTO IJIaHYBaHHS
Ta B3aeMOJIii 3 GaxiBISIMK PI3HUX CIICiai3allii, o He € HEOOX1THUM JIJIsl 1HIIUX TAIli€HTIB.

AHecTe310JI0r TIOBMHEH MaTH [OCBiJA pPOOOTH 3 MallieHTaMH, sIKi MarTh IMOPYIICHHS
reMocTasy.

Jlns HelipoakcianbHOT aHecTes1i piBHI (PaKTOpiB Koarymsuii MaroTh nepeuiryBati 50 MO/,
1100 YHUKHYTH KPOBOTEYi Ta MOANBIINX HEBPOJIOTTYHNX YCKIIaTHEHb 2,

Omnepartito cii MjaHyBaTH Ha PaHKOBI T'OJMHU NEPIIMX JHIB THXKHA, 1100 y pa3i moTpedu
Oyna 3a0e3neueHa onTUMalIbHA MIATPUMKA 3 00Ky Jaboparopii Ta 6aHKy KpOBI.

Matots OyTH HasBHI anekBaTHi KijbkocTi KOK (abo mpemapaTiB 00XiAHOI Jii /U1 MAalli€HTIB
13 1Hr10iTOpaMu), HEOOX1H1 JUIsl MIPOBEJEHHS Omepallii Ta JJs MicAsoNepaliiHOro 3aCTOCYBaHHS
OpOTSArOM 4Yacy, MOTpiOHOTO Ui 3aroeHHs Ta/abo peabimitanii. (Lo cTocyeThcst maiieHTIB 13
iHTi0iTopamu, auB. Po3ain 8: «IHribitopu no dakropiB koarymsmii» — «XipypriuyHi BTpydaHHS Ta
1HBa3UBHI MPOIIETYPU»).

V pasi Biacyraocti KOK abo mpemnapatiB 00xiaHO1 /111 HEOOXITHOIO € aJeKBaTHa JTOTIOMOra
0aHKy KpOBI JUIsl TOCTaYaHHS KOMIIOHEHTIB TJIa3MHU.

Jlo3yBaHHs Ta TpuBaiicTh 3actocyBaHHd K®K alo 1HIMX reMoCTaTHYHHX IpenapariB
3aJIeKaTh BiJ TUILY omeparlii, o npoBoauThes (1uB. Po3main 7: «JlikyBaHHs cieniniyHUX KPOBOTEU»
— Tabnuus 7-2 moo 3amicHoi Teparii koHueHTparamu ¢akropis koaryisuii (KOK) y pa3i Benukux
a00 MaJMXx XipypriyHUX BTPYYaHb.

Komenmap pooouoi zpynu: /[na eusnaueHnHs XipypeiuHux empyuaus (8eiuxi abo marni),

MOJICHO BUKOPUCMOBYBAMU BU3HAYEHHS XIPYpeiuHuX empydans 3a Santagostino [Santagostino, et al.
Haemophilia 2015;21:34-40]

Benuxi xipypeiuni empyuanns Mani xipypeiuni
8MPYUAHHSL
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Busnauenns Insasuena xipypeiuna npoyedypa, saKa Ineazusna onepamuena
8I0N0BI0AE HACMYNHUM O3HAKAM npoyeodypa, npu AKitl
- [lponuknenns 8 NOpoICHUHU Mina 3a0iAHI MILKU WKIpaA,
- Ilooonanns meszenximanibHo2o bap'epy MYKO3HI Memopanu abo
- [lowxo0orcenns gacyii nosepxHesa CNoay4Ha
- Buoanenmns opeanis MKAHUHA.
- byov-saxa 3mina HopManbHOi aHamomii

Bionogiono, 0o suznauenozo xipypeiuno2o 6mpy4ants 3a1eicums 003y8aHHs Ma MpUanicmo
sacmocysants KOK

Benuxi xipypeiuni empyuanns Mani xipypeiuni
8MPY4aAHHS
Ouikysana mpueanicme | He menwie 7 OHi8, 6K1I0UHO 3 OHeM onepayii Menwe 7 Onis,
ssedennsi FVIII, ons BKIIIOUHO 3 OHEeM
3VRUHKU KPOBOMEY, U0 onepayii
BUHUKIU 8 pe3yTbmami
onepayii
Jlixysanns bontocne ssedenns abo mpusana ingysis boniocne 6sedenns
Jloza Jloza susnauaemucs 8i0no8iono 00 nokanvhoi | /loza susnavacmocs
npaxmuxu. Ilpomoxoau pekomenoyromo 8i0N08IOHO 00
yinvosuii pigenv FVIII 6 naasmi 50 MO/on JIOKANIbHOI NPAKMUKU.
NOYUHAIOYY 3 OHSL BMPYUAHHA 00 7 OHsL NiCs
onepayii

EdexTuBHICTh TeMOcCTa3zy A TMPOBEJACHHSA XIPYPridYHMX MpPOLEAYyp MOXHA OLIHUTH 3a
KpUTEPISIMH, BCTaHOBIEHUMH HaykoBuM KOMITETOM 31 cTanAapTu3auii MiXKHapOJIHOTO TOBapUCTBA
3 BUBYEHHs TpoMOO03iB i remoctasy (quB. Tadmuio 9-1)%3,

HouineHicTh 3acTocyBaHHs KOK abo 1HIIMX reMocTaTUYHUX IpenapariB CliJl po3risigaTu
nepes NpoBeICHHSIM 1HBa3UBHUX JIarHOCTUYHUX MPOLEAYP, HAPUKJIIaI JIIoMOaIbHa IMyHKIS, aHAJI3
ra3oBOT0 CKJIaly apTepiaabHOT KpoBi a00 Oy/b-AKa €HIOCKOMIYHA O10TICIA.

JJABIT wMoxe Oyt e(QeKTMBHMM TeéMOCTaTUYHMM IIpernapatoM IpH HpPOBEIEHHI
XIpypriyHoro BTpy4YaHHS Ta IHIIMX 1HBa3WBHUX MPOLEAYyp Malli€HTaM 13 JIErKow (HOpMOI0
remodimi A, sKi BIANOBIAAIOTH Ha JIIKyBaHHA (Ta HE MalOTh MEIWYHMX NPOTUIOKA3aHb), y pasi
HE3HAYHOI KpOBOTedi ab0 NpoBeIeHHS Majoi omepamii-t. Jlo oO6mexens 3actocysanHs JIJIABII
HaJIe)KaTh 3aTPUMKA PIAMHU, TiMOHATpieMis Ta Taxidinakcis. Taxidinakcis BUHHMKAe y BHUIAJAKaXx,
ko moBTopHi no3u JIJIABII 3acTocoByrOTbCS 3 KOPOTKMMH YacOBHUMH 1HTepBasiamMu (12—
24 roguHM), TIPU IIbOMY CIOCTEPIraeThCsl 3HIKEHHS akTUBHOCTI pearyBanHs FVIII npubausHo Ha
30 %, mouMHAarOUM 3 IPYTOi JIO3W Ta HaJMaii, SKIIO IHTEpBaJ CTAHOBUTH 24 FOJWHU. 3 OTJISAY Ha
MoxnuBy Taxidinakcito, JJJIABIT Moxxe He MiIXOAWTH Malli€eHTaM, sIKi MOTPeOyIOTh a/IeKBaTHOTO
reMocTa’y IMpoTAroM JOBIIMX MEpIOJiB Yacy, HaNpUKIad, IWICIs BEJIUKOro XIPypriyHOTO
BTpYYaHHS >,

[Tpu xomb6inoBanomy 3actocyBanHi JIJIABII Ta xonnentpary FVIII moxHna nogonatu neski
HEJIOJIIKM OKPEMOT0 3aCTOCYBAaHHS LUMX IperapariB; MpoTe JOCBi 3aCTOCYBAaHHS Ta JaHl IIO0
e(eKTHBHOCTI Ta 6e3MeYHOCTi KOMGIHOBAHOT Teparil BiacyTHI .

VY pasi HeoOxigHOCTI a00 3a BiacyrHocTi KOK TepaneBTHYHMMHU BapiaHTaMM FeMOCTaTHYHOT
niaTpuMkH € 3actocyBanHs JIJIABII ta antudi0puHOMITHKIB (TpaHEKCAMOBOI KUCIOTH 200 €NCUIIOH-
aMiHOKAlpOHOBOi ~ KMCJIOTH) Ha JOJATOK JO II0YaTKOBOi 3amicHoi Tepamii®. Cepen
aHTU()1IOpUHOMTHKIB TpaHEKCAMOBa KUCIIOTa YMHHUTH CHIIBHIITY Ji0 Ta Kpaile mepeHoCcuThes. BoHa
€ 0c00JIMBO €(heKTUBHOIO Ta KOPHUCHOIO Y BUMAIKaX KPOBOBUJIMBY B CIIM30B1 OOOJIOHKH.
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Jus. Po3min 5: «['emocratmuni mnpenapatu» — «lHmn Qapmakosioriuni BapiaHTH» —
«ecmonpecun (JIJTABIT)».

HasBHicTh 1HTIOITOpPIB €Il BU3HAYATHU TEped XIPYpridyHUM BTPYYaHHSIM Ta y BHUMIAIKY
cyOonTHMAaIBHOI BIAMOBII HA JIIKYBaHHS B Ticisoneparniitnuii nepion (muB. Po3ain 8: «Iaribitopu
10 (akTopiB Koarymsmii» — «Xipypriddi BTpy4aHHs Ta iHBa3UBHI IPOIIETYPH»).

Pexomennanis 9.5.1:

IManienTn 3 remodisico A ado B noBuHHiI MaTu 0e3nepemIKOAHNI TOCTYII 10 €KCTPEHUX
i maHoBHX XipypriuHux mpoueayp 3 nomepegHiMH OOCTeKEHHSMM, L0 MOKe NMOKPaIIMTH
3arajibHe CaMOIIOYYTTS Ta AKICTb KUTTS.

Pexomenmamis 9.5.2:

3a pexomennaniclo B®I, BegeHHs mnamieHTiB i3 remodinieo, ski moTpedyrTh
XipypriuyHoro BTpy4aHHs, Ma€ 31iiCHIOBATUCS B HEHTPi KOMILIEKCHOI 10NIOMOTH NPH reMogiJiii
a0o micsi KOHCyJabTalil 3 Horo ¢gaxiBusMH.

TABJINIIA 9-1 BusnaueHHs aeKBaTHOCTI TEMOCTA3y JUIS IPOBEIEHHS XipypriuHUX IPOLEayp .

Bigminauii InTpaomnepariiina Ta micasionepaniiHa kpoBoTpara (y Mexax 10 %)
aHAJIOT14HA Tiii, 10 CIIOCTEPIraeThesl y MaIieHTiB 6e3 remodiii.

* BigcyrHicTh moTpeOu y BBEICHHI 101aTKOBUX (HE3aIIAHOBAHMX ) 7103
FVIII/FIX/mpenapatiB 00xigHOT 1ii Ta

* HeoOXigHICTh NepenrBaHHs KOMIIOHEHTIB KPOBI aHAJIOTIYHA Tii, 110
BiJI3HAYAETHCS Y Malli€HTIB 0e3 reModinii

Xopommi InTpaonepaiiina Ta/abo micisonepariiiiHa KpOBOBTpaTa A€o BUIIA, HIK
ouikyeThcs y mamieHTa 6e3 remodinii (10-25 % Bix ogikyBaHOTO PiBHS),
aJie 3a OLIHKOIO 3JIy4eHOr0 Xipypra/aHecTe310J10ra pi3HULSA € KIIHIYHO
HE3HAYYIIO0.

* BigcyTHicTh noTpeOu y BBEICHHI /10/1aTKOBUX (HE3aIIIAHOBAHMX ) 7103
FVIII/FIX/npenapatiB 00X11HOT 111 T

* HeoOXiaHICTh NepenuBaHHs KOMIIOHEHTIB KPOBI aHAJIOT14HA TiM, 1110
BIJI3HAYAETHCS Y MAalll€HTIB 0€3 reMoQiii

3agoBinbHui [nTpaonepariiina Ta/abo micisonepariiiiHa KpOBOBTpaTa JEI0 BUIIIA, HIXK
OUiKyeThCs y narierTa 6e3 remodinii (25-50 %), i BUMarae 101aTKOBOTO
JKYBaHHS.

* € morpeba y BBeICHH1 JI0JJaTKOBHX (HE3aIJIAaHOBAHUX ) /103
FVIII/FIX/npenapari 06xiaHo1 11ii a00

* [ToTpeba y nepenriBaHH1 KOMIIOHEHTIB KPOBI1 BUIlA (He OUIbIlE SK y/ABIY1),
HIK OUIKyBaJIOCS

IMorannii/Bincyrwiii | CyTTeBa iHTpaonepaiiiia Ta/abo micisonepaniiHa KpOBOBTpara, sika €
3HAYHO BUIIO0, HIXK OYiKy€ThCs y marieHTa 6e3 remodinii (>50 %),
BUMarae BTpy4YaHHs Ta HE MOXe OYTH MOSICHEHA 1HILIOO
X1pypriYHOI0/MEeINYHOO MPUYUHOIO, OKPIM reMOodiii.

* HeouikyBaHa rinoTeH3ist a0 HeO4iKyBaHe MepeBeIeHHs 10 BiIIICHHS
iHTeHcuBHOI Tepamii (BIT) y 3B’s13Ky 3 kpoBOoTeueto abo

* CyTT€BO MiJBUILEHUI 00’ €M NepeIrBaHHs KOMIIOHEHTIB KpOBi (OLIbILE SIK
yIB141), HIXK O4IKYBaJIOCs

IIpumimku: OKpiM OIHIOBaHHA BTpaTH KPOBI IiJ Yac omepamnii, AT OLIHKKA XipypridHOi KPOBOBTPAaTH MOXKHA, 3a

HEOOXiTHOCTI, 3aCTOCOBYBATH PiBHI TeMOTIIOOIHY JI0 Ta TICIIS ONeparii Ta KiTbKiCTh OMHHIIb TIEPETUTOT €PUTPOIIUTAPHOT
Mmacu. XipypriuHuii remMocra3 IOBHHEH OLIHIOBaTH Xipypr Ta/abo aHecre3iosor, sikuii OpaB y4acTb Yy IpPOBEICHHI
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omepartii, a MEAMYHI 3aMCH CIIiJl BECTH MPOTATOM 72 TOAWH IICISA XipypriqHOTO BTpy4daHHS. Xipypriddi Iporeaypu
MOXXYTh OyTH KJTacH(DiKOBaHi K BEIHMKI a00 Malli. BelMKor XipypriqHOIO MPOIEIypoI0 BBAKAETLCS Taka, IO BUMArae
reMOCTaTUYHOI i ATPUMKH TPOTITOM TIEPiojy, 10 HEePEBUIILYE 5 MOCIIIOBHHUX JIHIB.

Crkopouennsi: FIX — daxrop IX; FVIII — daxrop VIII; BIT — BigniaeHHs iHTEHCUBHOT Teparii.

Pexomenmamis 9.5.3:

Jist manieHTiB i3 remodiiiero, IKMM HeoOXiiHe XipypriuHe BTpy4aHHsl, MalOTb OyTH
HasIBHi KOHIEHTPATH (PaKTOPiB Koaryasiii B KiJIbKOCTi, JOCTATHIH JJI51 IPOBeIeHHs onepanii
Ta VI Mic/as0NepaliiHOro 3acTOCyBaHHSI NPOTSIOM 4acy, HeoOXiIHOro 1Jisi BilHOBJICHHSI
Ta/ab0 peadiiiTaiii.

Pexomennamisa 9.5.4:

B®I' pexomenaye, mod y neHTpax, e NpOBOAATHLCS XipypriuHi onepauii nanieHram i3
remodiiicro, 0ya0 3a0e3meyeHO aJeKBATHY JA0OpPaTOPHY MiATPUMKY IS HaJXilHHOIO
MOHITOPHHIY piBHIB ¢aKkTOpiB Koary/suii B inTpaonepauiiinuii nepion.

Pexomennauis 9.5.5:

Jasi mamieHTiB i3 Jerkorw ¢opmorw reModuuii A, IKMM NPOBOAUTHCH XipypriuHe
BTpY4YaHHsi, BOI' pexomennye 3acrocyBanns JJIABII nus miaTpuMku remocrasy, sIKIIO y
namieHTa crnocrepiraerbcsi xopoma tepaneBTuyHa BianoBinbs Ha IJJABII npu nmpoBeneHHi
npoou nepej onepamiero.

HNPUMITKA. JJABII He pekOMeHAY€EThCS A/l NIATPUMKH XIPypriuHoro reMocrasy B
Nali€eHTIB i3 Jierkoro popmoro remodiii A, y skux Binnosias Ha JJJLABII (mixBumenns piBHiB
aktuBHocti FVIII y nuasmi) € He3agoBiiibHOW, a00 saxkum JIJIABII nporumoxaszanmii
(HanpuKJ/IaJ, NALi€EHTaM i3 cepHO3HUM cepLeBO-CYIMHHUM 3aXBOPIOBAHHAM).

ITPUMITKA. BpaxoBywuu pusuk taxiginakcii, JI/IABII He cJix 3acTocoByBaTn 10B1I€
3-5 nHiB, 32 BUHATKOM BHNA/KIB, KOJIM NA[IEHTY Mo:ke OyTH 3a0e31euyeHo peTebHUIl HATJIsA]
Ta Mepexii Ha 3acTOCYBAHHS KOHLEHTPATY (PAKTOpiB Koary/asimii y pa3i BHHHUKHEHHH
Taxiginakcii. Orke, fAKIWIO O4YiKyBaHA TPHUBAJICTh JIKYBaHHSl mnepeBullye 3-5 qHiB
(HanpuKJ/Iaa, MicJsi BEJMKOro XipyprivHoro BTPY4YaHHS) MeINPALIBHMKH MOKYTh B3araJi
yHuKkatu 3acrocyBanus JIJIABIL.

INPUMITKA. JJABII € npenaparom mnepmoro BHOOpY IJsi NALIEHTIB I3 JIETKOIO
¢hopmoro remodiii A, mod ynuxknytu Burpat Ha KO®K, 3acrocyBanns konuenrparis FVIII ta
NOTEHUIITHOT0 PU3MKY PO3BHUTKY iHTi0IiTOPIB, IKWH MiABHILYE€THCS 31 30i1bIIEHHAM KIIBKOCTI
BBe/leHb.

ITPUMITKA. 3 orusizy Ha HeOOXiZHICTH PETEJHLHOI0 MOHITOPHHIY, BeICHHSI TaKHX
NALiCHTIB MaIOTh 3AiHCHIOBATH A0CBiUeHi reMaToJIOIH.

Pexomenpanis 9.5.6:

Y naunieHTiB i3 remodiuiieo, SIKHM NPOBOAMTBHCH XIpypriuHe BTPYYaHHS, CJIil
PO3IJISIHYTH 3aCTOCYBAaHHSI AHTH(IOPMHOMITHKIB i TOMYHMX reMOCTATHYHHMX Npenaparis,
SIKIIO MOTPiOHA T10MOMizKHA Tepamnisi 101aTKOBO 10 3aMicHOI Tepamnii KOHIleHTpaTaMu (paKTopiB
KOAryJsiuii.

Pexomennanis 9.5.7:
Ilepen- i micasionepaniiiHe o0cTexkeHHsI BCiX mauieHTiB i3 remoginiero A a6o B mae
BKJIIOYATH CKPHHIHI Ha HASIBHICTD iHTi0ITOPIB Ta IX KVIbKiCHe BU3HAYCHHS.

Pexomennanis 9.5.8:

Jusi manieHTiB i3 remodiji€ero, IKUM NPOBOAUTHLCH XipypriuyHe BTpy4aHHsi, BOI' He
PeKOMeHIy€ HellpoakciaabHy aHecTe3il0. SIKII0 BUMAaraerncsi HeiipoakciajbHa aHecTe3is, Ti
CJIiI POBOAMTH JIMIIE 32 HAABHOCTI (pakTOpPIiB KoOAryJsillili B 10CTATHIN KiJILKOCTi, OCKiJIbKH
0e3nevyHicTh HellpoakciaJbHUX NPoLeAYpP y Nali€HTIB i3 reMoQijIiclo He BCTAHOBJICHO.
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INPUMITKA. BusHaerbcsi, 0 B JAeAKMX LEHTpax HelipoakciaJbHa aHecTe3isl €
NMPUAHATHOIO JJIA NMAIEHTIB i3 reMo@ijieo miciasi BiTHOBJIEHHSI TeMOCTa3y, TOAI K B IHIIUX
LeHTPAax s Npoueaypa He BiTa€Tbes, i NepeBara BillaeTbes 3arajibHiil aHecTesii.

Pexomennauis 9.5.9:

IManienTn 3 Jerkow ¢popmoro remodijiii A Ta Bci manienTu 3 remodijiero, siki Bnepiue
OTPUMYIOTH iHTEHCHBHY 3aMiCHY Tepamil0 KOHULEHTpaTamMH (akrTopiB KoaryJsimii, MalTh
AOCUTH BUCOKHUI1 PU3UK PO3BUTKY IHTi0ITOPIB, TOMY NOBUHHI NPOWTH MOBTOPHUI CKPUHIHT HA
HasIBHICTD iHTi0iTOPIB Yepe3 4—12 THKHIB micis onepaiii.

Pexomenmanist 9.5.10:

HJas xipypriynux namieHTiB i3 remoduriecro B, skum HeoOXigHa iHTEHCHMBHA 3aMicHa
Tepanis, BO®I' He pexomeHay€e 3aCTOCYBAHHS KOHLEHTPATIB NMPOTPOMOIHOBOI0 KOMILIEKCY
(KIIK) 3 orusiny Ha pusuk Hakonu4veHHs ¢akropiB koaryasuii II, VII i X, mo moxke
CYNPOBOIKYBATUCS Mi/IBUIIEHHAM PU3UKY TPOMOOTUYHMX YCKIIAHEHD.

Pexomennanis 9.5.11:
B®I' pexkomenaye 3aMicHy Tepamii0 NPOTSAIrOM IIOHaWiMeHIIe 3 IHIB NpPU MaJIMX
xipypriunux npoueaypax i monaiivenme 7-10 qHiB nNpu BeJHKHUX XipypriyHux mpoueaypax.

Pexomenmamis 9.5.12:
s nauientiB i3 remodijiiero A ado B, AxkuMM npoBoguTHCH BeJHMKe Xipypriuse
BTpy4YaHHs, BOI He pekomenaye papmakoioriauny TpoM0oonpodiiakTuky.

9.6 CekcyabHICTh

JTromu 3 reModislier0 MOKYTh BECTH IIIIKOM HOpPMAalbHE CTaTeBe KUTTAS . Xoua cTaTeBe
3JI0pOB’sl, SIK MPaBHJIO, HEOCTATHHO OLIHIOETHCS MPU PYTMHHOMY HaJaHHI JIONIOMOTHU JIIOJSAM 13
reModiTi€r0, HEMIOJaBHI JOCHIDKEHHS TMOKa3aid, IO TMOIIMPEHICTh MpoOJieM 31 CTaTeBOIO
AKTUBHICTIO € CYTTEBO BUIIOKO, HiXK y 3araibHii MOMyIsiii-e,

VYcknaaHeHHd reModunii MOXYTh CYNpPOBOJDKYBATHCS MOPYLUIEHHSM CTaTeBoi (PyHKIIIT
(BizcyTHicTh mibio abo immoTeHils). binb, cTtpax Oomro abo aHanresis MOXKYTh BIUTMBATH Ha
cekcyasbHe OakaHHsI, a reMo(iIiuHa apTpomnaTis MO>kKe 00YMOBITIOBATH (P13MUHI OOMEKEHHS IT1]1 Yac
CTaTEBOTO aKTY.

JIiTHIM BIK, BHYTPIIIHBOCYIJI000B1 KPOBOBMJIMBU Ta (YHKIIOHAIBHUN CTaH CYyrjao0iB
HPU3BOJATH /10 MOTIPLIEHHS CTaTeBOrO 370POB’sl; KPIM TOro, IMOTaHe CTaTeBE 370POB’sl 3HAYHOIO
MipOIO TIOB’sI3aHe 3 TOTiPIIeHHS 3araJbHOTO CTAHY 370pPOB’I°C.

JIronu 3 reModini€ro MOBIIOMISIOTh PO CKYTICTh CYIJI00iB, sIKa BIUIMBAE HA IXHE CTaTeBE
&UTTS (53 %), OLIb y cyriobax, MOB’sA3aHMM 31 cTaTeBOr akTUBHICTIO (53 %) Ta BiJICYTHICTH
azekBaTHOI iH(opMarlii o0 craTeBoi AKTUBHOCTI Y.

[HOA1 cTaTeBa aKTUBHICTH MOKE CIIPUYMHSITH BHYTPIIIHHOM 130B1 KPOBOBWJIMBH (HApUKIIa,
y KJIyOOBO-TIONIEPEKOBUH M’s3), IIO MOXKE BUMAaraTH aKTHBHOTO JIIKyBaHHS a0o CIeIiaJibHOro
KOHCYIBTYBaHHS ISl SMEHIIEHHs PU3UKy MoBTOpHUX BunazakiB*® (qus. Poszin 10: «YcknagHeHHs 3
OOKy OIIOPHO-PYXOBOTO arapary»).

Ha crareBe >XMTTSI MOXYTh BIUIMBATH TaKOX YCKJIQJHEHHS BIPYCHHUX 3aXBOPIOBaHb,
Hanpukiaz, xpoHiunoro renaruty C (BI'C) ta BUI-indexuii®.

Kpim Ttoro, mpoGiemu B cTareBOMYy >KHMTTI MOXYTb OYTH CIPHUYMHEHI XBOpoOamw,
OB’ SI3aHMMH 3 BIKOM (TilepTeH3is Ta I[yKpOBHii 1ia0eT), a TAaKOX MPUHOMOM JISSKUX MperapaTiB st
JKYBaHHS CYIYyTHIX 3aXBOPIOBaHb.

VY neskux Bumnaakax epeKTUBHUMU MOXYTh OyTH nepopainbHi iHridiTopu pocdoauecrepasu-
5 (cunpenadin, tamanadin). Crmig 3a3HAYWTH, MO Il MpEMapaTd JEN0 MPHUTHIYYIOTh arperarito
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TPOMOOIIMTIB in Vitro Ta MOXKYTh CIIPUYMHUTH HOCOBY KPOBOTEUY BHACIIOK 3aKJIaZCHOCTI HOCA.

OxkpiM (i3UYHOTO BIUIMBY Ha CTATEBE XKUTTSA, Yy JIIOACH 13 reMo(uIi€0 MOXXYTh BUHHUKATH
comiaNbHI Ta MCUXOJIOTIYHI MpoOIeMHu, MOB’si3aHi 31 cTaTreBUM 370poB’siM. [ToBigoMisiiocs o Ha
CTaTEBE KUTTS JIFOJIeH 13 TeMO(ITIEI0 BIUTMBAIOTH TOOOOBAHHS 110,10 BAHUKHEHHS KPOBOBUJIUBY ITi]T
Yac CTATEBOT'0 aKTY, BIICYTHICTh Oa)XaHHs, TPOOJIEMH, TTOB’sI3aHi 3 BIIUYTTSIM CBOT'O TiJIa, CTpax OyTu
BiJITOPrHEHNM, TT06i4Hi e(heKTH TiKapChKHUX 3ac00iB, 6inb Ta BToMa*C.

Oco0nmBOCTI KYJIbTYpU B JIESIKHX KpaiHaX MOXYTh BIUIMBATH Ha PIIICHHS JIOAWHH MO0
TOT0, YA OOTOBOPIOBATH MPOOIEMH CTATEBOIO 370POB s 31 CBOIM JikapeM. OCKUIbKHU JTIOAH MOXKYTh
HEox04e 00rOBOPIOBATH MOi0HI MUTaHHS, YCi (haxiBIll 3 KOMIUIEKCHOTO HaIaHHS JOMOMOTHY ITOBHHHI
BMITH IHIIIFOBaTH TaKi PO3MOBHM Ta 3a0XOYYBAaTH IAIIEHTIB JO OOTOBOPEHHS CBOTO CTAaTEBOIO
3JI0pOB’sl Ta SIKOCTI JKUTTS, 1 TaKWM MigXiJ CJiJ 3aCTOCOBYBAaTH B PYTMHHOMY IpOIECi HAJaHHS
nonomoru.

I'emaTocnepmisi (mOMiTHa HEO30POEHMM OKOM HAsBHICTH KpOBI B CHEpMi) YacTo
3yCTpivaeThes Mpu reModisii Ta MOKe BUKIIMKATH CYTTEBE 3aHETIOKOEHHS Y ACSIKUX JIFOJIeH Ta IXHIX
HapTHEPIB.

I'emarocnepMisi piIko MMOB’si3aHa 13 CEPHO3ZHUMH AUC(YHKIIISIMU; TUM HE MEHIIE, TTUOMHHOIO
IPUYMHOIO MOXe OyTH OUIbIL cepiio3HA NATOJIOT IS, 1110 BUMArae noJajlblInX 00CTEXKEHb.

Pexomenmamist 9.6.1:

Y nopocanx naumieHTiB i3 remodutiero ¢ BUSBISITH MPOOJIeMH CTATEBOI0 3I0POB’sl B
MeKaX PYTHHHOIO HAJaAHHS J0MOMOTH, 1100 BUSHAYMTHU MOK/IUBI edeKkTH, MOB’A3aHi 3 BikOM,
BHYTPIIIHBOCYII000BUMH  KPOBOBWJIMBAMH, 0OojdeM 1  CKyTicTIO B cyriodax,
BHYTPIilIHBOM SI30BUMH KPOBOBW/JIMBaMHU (HampHUKJIal, Yy KIy0OOBO-TONepeKkoBHil M’fA3), fAKi
MO:KYTb iHO/Ii BUHHUKATH IIPH CTATEeBill AKTUBHOCTI.

Pexomennanis 9.6.2:

IIlo cTrocyerbes manieHTIB i3 remMoginielo Ta CynyTHiMM 3aXBOPIOBAHHSIMH, Y SIKHX
MOKYTh BHHHUKATH YCKJAJIHEHHS remMoQuiii, 0 CyNpOBOMKYIOTHCH MOPYLICHHSAM CTATEBOI
¢ynkuii, BOI" pexomenaye npaniBHUKaM HeHTPIB JikyBaHHs reModiii 3a0e3neunT BcediuHy
COiAIbHO-TIICUXOJIOTIYHY MIATPUMKY, IKa BKJIIOYA€ PeryJsipHe Ta KOMILIEKCHe 00rOBOpeHHs
CTAaTeBOI AKTUBHOCTI TA IKOCTI JKUTTS.

9.7 CouiaJbHO-NICUXOJIOTIYHI MPoOIEeMH
Tsoxkka ¢opma remodinii acoriiioBaHa 13 CYTTEBUMH COLIAJIbHO-TICUXOJIOTIYHUMHU Ta
eKOHOMIYHMMH Hpo0GJieMaMy y Jojieil i3 remodinieto Ta ixnix omikynip*!. Ockinbku remodinis Moxe

BIUIMBATU HA Pi3HI aCMEKTH MOBCAKICHHOI NISJIBHOCTI Ta CIMEMHOTO JKUTTS, NCHXOJOTIYHA Ta

collialbHa MIATPUMKA € BaXKIMBUMH KOMITOHEHTAMH KOMIUIEKCHOTO HAJaHHS OMOMOTH MpH

remoinii*?,
CorianbHO-TICUXO0JIOTIYHA MIATPUMKA € Ba)KJIMBUM aCIEKTOM MEIUYHOr0 OOCITYrOBYBaHHS

Jro/ielt Ta POMH, SIKi )KUBYTH 13 reMOQTI€l0 Ta OB’ I3aHUMU 3 HEIO YCKJIaJHEHHSAMU.

3a3Buyaii, 1110 QYHKI[II0 BUKOHYIOTh COIllaJIbHI IPALlIBHUKY Ta/a0o0 1HII MpaliBHUKH LEHTPIB

KOMIUIEKCHOTO HaJaHHsI [omoMoru. OCHOBHI (pyHKIIIT:

° 3abe3neunTr sIKoMora Oibie iHpOopMaIlii 3p03yMiJIOr0 I Talli€HTa/YIeHIB pOAUHN MOBOIO, sIKa
0 OXOIUTIOBaIa BCi aCMIEKTH Ha/IaHHS JJOTIOMOTH, B TOMY YHCHi (i3WUHI, ICUXOJIOTIYH1, eMOIliiHI Ta
€KOHOMIYH1 YMHHUKH KUTTS 3 TeMOQLITIETO.

° 3a0€e3MeUnTH COILIaTbHO-TICUXOJIOTIUYHY MIATPUMKY Ta KOHCYJIbTYBAaHHS JUIS TAalli€HTIB, iXHIX
0aThKIB Ta 1HIIUX YWICHIB POAWHH (B TOMY YHCII 3I0POBUX OpaTiB 1 cecTep).

> B3aemoniiTu Ta 0OrOBOPIOBATH JIIKYBaHHS O€3MOCEPEIHbO 3 AITbMHU 3 TeMo(dili€lo, a He JuIIe 3
iXHiMH OaTbKaMHU.

o OiHIOBAaTH Ta BUPILIYBAaTH MPOOJIEMH, TIOB’s3aH1 3 JOTPUMAHHAM PEXKUMY JIIKYBaHHS.

o Jlomomaratu marfieHTaM po3yMiTH Ta BUPIIIYBATH MUTAHHS Ta TPOOJIEMH, TTOB’I3aH1 3 HABYAHHSIM
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y IKoJIi a00 3 MpaleBIamTyBaHHIM.

° 3a0X04YyBaTH TAII€HTIB Ta WICHIB iXHIX POAWH /0 YTBOPEHHS KOJia MIATPUMKU (HAIPHUKJIA,
HUIIXOM (pOpMyBaHHS TPYH MiATPUMKH, IPHETHAHHS 10 TAKUX TPYI Y LIEHTPI JIIKYBaHHS reModimii
Ta JI0 OpraHi3allii Mamie€HTIiB).

o [IparroBaTi B MapTHEPCTBI 3 OpraHi3alli€lo MAI€HTIB, 00 HABYATH MAIlIEHTIB, WICHIB IXHIX POJUH
1 MEpaIiBHUKIB, Ta KOHCYJbTYBATH 11010 HAJAAHHS JOIIOMOTH MPpH remModimii.

°V¥ pa3i BIACYTHOCTI COI[iaJIbHUX IPAaliBHUKIB, 3apyYUTHCS MIATPUMKOI MICIIEBHX OpraHizarlii
OXOpPOHH 3/10pOB’S1.

° 320X04yBaTH MAli€HTIB, WICHIB iIXHIX pOJMH Ta OMIKYHIB JI0 0OTOBOPEHHS MHUTaHb a00 MpodIeM,
OB’ I3aHUX 13 TICUXIYHHUM 37I0POB’SIM, SIK-OT Aenpecist ab0 TPUBOXKHICTb.

° Po3mizHaBaTH monepeKyBaibHI O3HAKA XPOHIYHOI BTOMH Ta AETPecii, Ki 4aCTO BUHUKAIOTH MPH
XPOHIYHMX 3aXBOPIOBAHHSAX, Ta HAJABaTU PEKOMEH ALl Ta pECypCH IS 1X MOI0JIaHHS.

° 320X04yBaTH NAIi€HTIB 0 MPOIYKTUBHOI Ta TUIIAHOI AIsTIBHOCTI BIIOMa Ta Ha poOOTi.

Jus. Hwkde Iligposnin 9.9 «Menuuni nmpobiieMu, 1MoB’s3aHi 31 crapiHHIM» — «CollianbHO-
MICUXOJIOT14YHI TPOOJIeMH, TIOB’I3aHi1 31 CTAPIHHAMY.

Pexomenmamis 9.7.1:

Jas nmaunieHTiB i3 TsKKOI0 dopmor remodinii BOI' pexomenaye 3ade3neunTH
CONiAIbHO-TICUXOJIOTIYHY MiATPUMKY, $fIK CKJIAJ0BY 4YACTHHY KOMILIEKCHOI0 HaJaHHS
aonoMoru mpu remodiiii, i3 3ajydyeHHAM MicUeBMX Opraizamiii oXopoHu 310poB’sl y pasi
BiICYTHOCTI ICHX0JI0TiB 200 coOniaJIbHUX NPALIBHUKIB.

Pexomenmamist 9.7.2:

B®I' pexomenaye, mod uneHTpH JiKyBaHHsA remMoginii mxomomMaraaum mnamieHTam i3
remMo@iier0 Ta iXHiM poOAMHAM YTBOPHOBATH Ipynu a00 Mepexki MiITPUMMKH Ta NIPUEIHYBATUCH
10 HUX, 2 TAKOK 320X0YYBAaTH y4acTh B OpraHizamisix nauieHris.

Pexomenpganin 9.7.3:

B®I' pexomeHnaye 3anpoBaKyBaTH B LEHTPAX JiKyBaHHS reMogiaii Ta opranizamisx
Nali€HTIB BiANOBIIHI MporpaMm Jisi JONMOMOIH JITHIM HamieHTaM i3 reModijielo muisixom
OL[iIHKHU TXHBOI'O Mepexoly HA HACTYNHHMI BIKOBMIi eTamn, OHiIHKH Ta NPOQIIAKTHKH CyNMyTHIX
3aXBOPIOBaHb | (YHKLIiOHAJBHUX NOPYIICHb, OMIHKH KOTHITHBHOI Ta eMOULIHOI (yHKIII,
BHUSIBJICHHS Jienpecii Ta HANPaBJIeHHs HA JIIKYBaHHS, 2 TAKOK LIJISIXOM IOCHJICHHSA COLiaJIbHUX
3B’AI3KiB.

9.8 CynmyTHi 3aXBOpIOBaHHSA

30UIbIIEHHS] TPOTHO30BAaHOI TPUBAJIOCTI KUTTS y JItoJeH 13 reMoQiiero (3aBASKU 3HAUHOMY
BJIOCKOHAJICHHIO HaJaHHS JOMOMOIU NpH remodimii, B TOMY 4YHCIi HasBHOCTI O€3MEYHHUX Ta
eextuBHNX KOK) cynmpoBOKYy€eThCS HU3KOK HOBUX MPo0seM. Y Bce OUTBIIOT KUTBKOCTI JTFOEH 13
reMoQiIi€l0 po3BUBAIOTHCS CEPHO3HI CYIyTHI XBOPOOU, HANPUKIIA]] CEPLEBO-CYyIUHHI, MeTaboIIuHi
Ta HUPKOBi 3aXBOPIOBAHHS, 2 TAKOXK PAK/3MOAKiCHI HOBOYTBOPEHH .

VY pesynbTaTi LHEHTpU JIKyBaHHS reModinii Bce Oinblie moTpeOyroTh €KCIEpTHOI OI[IHKH
¢daxiBuiB, sKa paHilme piako Oyira MOTPIOHOIO, HANPUKIIAA, KapAloJoriB, €HJIOKPUHOJOTIB Ta
oHKonoris*,

3arajnoM, CyNmyTHI 3aXBOPIOBaHHS, sIKI BUHMKAIOTh y JITHIX MAIl€EHTIB 13 reModisiero, ciij
JIKyBaTH MiCs KOHCYNbTAIlli 3 BIAMOBITHUMH (DaxiBLISAMU TaK caMo, SK 1 B MOMYJISIIT MaIli€HTIB
TaKOro caMoro BiKy 0e3 reMo@iiii, ajie JiKyBaHHS HEOOX1JHO KOPUTYBaTH y BUIMAIKaX, KOJIU PU3UK
KPOBOTEU1 MiBUIIYETHCS BHACTIIOK NMPOBEJCHHS 1HBa3UBHUX MpoOLEAYyp abo MpHuiioMy JIiKapChbKHX
3ac00iB, SKi MOKYTh CIIPHYHHUTH KpOBoTeuy .

Pak/3/1051KiCHI HOBOYTBOpEHHSI
Pusuk po3BUTKY paKy IMiJIBUIYETHCS 3 BIKOM, 1 1€ TaK CAMO CTOCYETHCS JITHIX MAIli€HTIB 13
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remoiniero®,

€ 6araro T0KyMEHTAJIbHUX MiATBEP/KEHb TOTO, 110 Y MAI[I€HTIB JITHHOTO BiKY 3 TeMO]iTi€r0
BUIIA IHLIUJCHTHICTh 3JIOSKICHUX HOBOYTBOPEHb BIpPYCHOTO TOXOKEHHs, crpuunHeHux BIJI
(HampuKIaa, HEXODKKIHChKA JiM(pomMa, 6a3aabHOKIITUHHA KapiuuHoMa, capkoMa Kamomi) Ta BI'C
(HanpuKaj, remaTorenonsapHa kapuuaoma (ILIK))46-48,

He BcTaHoBieHO, 4K BIUIMBA€E HAsSBHICTH reModiii Ha MOMMPEHICTh IHIIUX THUITB PaKy y
mrozelt i3 remodimiero. Takoxk HEBIIOMO, YU BIUIMBAE reMOQLIisl HA KITHIYHUEN Tepedir 37105KiCHOTO
3aXBopIOBaHH;I49'51.

HemonaBno npoBeneHi aHami3u cBigyarh, mo 3a BUHATKOM [TIK BHaAcmigok XpoOHIYHOTO
renaTuTy, MOKa3HUKUW CMEPTHOCTI BiJl paky B IJIOMY aHAaJOTIYHI Yy JIOJIeH 13 reModiiiero Ta B
3arajibHii Honynslui'i52.

Pusuk xpoBoTedi y mrojiei i3 reModiiiero Ta OHKOJIOTTYHHM 3aXBOPIOBAHHSAM ITiJIBUIYETHCS
y pasi HasBHOCTI Takux (axTopis*:

°  MPOBEACHHS IHBA3UBHUX JIarHOCTHYHUX 1 TEPANIEBTUYHUX MIPOLIETYP;
°  TpOMOOIMTOIEHIs, IHIYKOBaHA XIMiOTepaIi€eo Ta/abo pagioTepariero.

OT1xe, reMOCTaTUYHY Tepallito CJIiJi 3aCTOCOBYBATH HE JIUIIE €130 JUYHO i1 4ac 1HBa3UBHHUX
IpOIeyp, e TaKOXK Yy BUTJISAI TPUBAIOi MPO(IIAKTUKK y BHUIAIKAX THKKOT TPOMOOIUTONEHIT
BHACJTiIOK XiMioTepamii Ta/a6o pagiorepamii*’,

HeBimomo, sika KimbKiCTh TPOMOONHMTIB € O€3MEeYHOI y TAIlieHTiB 13 reModimiero Ta
3MOSIKICHUM 3aXBOpPIOBaHHSAM. Jleski eKcrnepTH pajsiTh PO3TISHYTH MOXKIMBICTH MPOQITaKTHKU
HUIIXOM 3aMICHOI Tepamii KOHIIEHTPaTOM HEIOCTaTHBOro (pakTopa Koaryssiii JOAaTKOBO [0
JiKyBaHHS TPOMOOIUTOIEHIi, SKIIO0 KUTBKICTb TPOMOOLUTIB CTaHOBUTH MeHIie 30 r/n*, xoua
MOTIEPETHI JOCIIHKEHHS MOKAa3aJId, M0 MPO(MITAKTHKY CJIi/I 3aCTOCOBYBATH Y BHITAJIKaX, KOJIH PiBEHb
TPOMOOLIUTIB 3HIDKYEThCS 0 MeHiie 50, BpaXOBYIOUM PU3MK KPOBOTEUI B LEHTPAIbHY HEPBOBY
cucremy (IJHC) ta immmux cepiiosHux kpoBoTed> (mmB. Posmin 7: «JlikyBaHHs crenudiqemx
KpoBoTeuw» — Tabnui 7-2).

OCK1JIbKH BJIaCHE TPOMOOLIUTOIEHISI HE YHHUTh aHTUTPOMOOTHYHOTO €(eKTy, IOIUIbHICTD
AHTUTPOMOOTHYHOT MPO(ITAKTUKY CI1J1 PO3TISHYTH IPU TAKUX TUMAX 3JI0SIKICHUX 3aXBOPIOBaHb, SIK1
acoliioBaHi 3 BUCOKMM PU3MKOM TpoM603y*,

Jlns manieHTiB 13 reModisi€ro, y sSIKMX JIarHOCTOBAHO OHKOJIOTIYHE 3aXBOPIOBAHHS, SIKE B
3arajibHIM TOMyJALIl CyTPOBOKYETHCS MIJABULICHUM PU3UKOM PO3BUTKY BEHO3HOI TpoMOoeMOoii
(BTE), npodinaktuka TpoM00eMO0:1ii MOKe He OyTH HEOOX1AHOI0, OCKIIBKH MaIleHTH 3 AedinnuToM
dakTopiB KOAryNAIii € BiTHOCHO 3aXMIIEHNMH Bij po3BuTKYy BTE,

Pexomennanis 9.8.1:
Jasi maumieHtiB i3 remogiaicro BOPI' pexoMeHaye CKpPHHIHI Ha OHKOJIOTiYHI
3aXBOPIOBAHHS BiANOBIIHO 10 BiKY.

Pexomennauis 9.8.2:

J1st 1iarHOCTHKM Ta JIIKYBAaHHA 3J105IKiCHMX 3aXBOPIOBaHb y Naui€HTIB i3 remModiicro
B®I' pexomeHnaye 3acTOCOBYBATH a/leKBAaTHY 3aMiCHY Tepamilo KOHUeHTpatamu (axropiB
KOAryJasuii Ti€xo Miporo, ik e Heo0XiHO AJ1s1 MiHiMi3alil pU3UKY KPOBOTei.

Pexomennauis 9.8.3:

J1st nanieHTiB i3 remoginielo, y sxux ximiorepanisi a6o pagiorepanisi CcynpoBoIKy€eTbCA
THAKKOI0 TPHBAJIOK TpoMOouutoneHielo, BOI' pexomenaye OesnepepBHy npodilakTHUHY
3aMicHy Tepamilo.

Pexomennanis 9.8.4:
IManienTam i3 remodiiiero, y AKUX AiarHOCTOBAHO OHKOJIOTiYHE 3aXBOPIOBAHHS, CJIi
3aCTOCOBYBATH TaKi caMi NMPOTHNYXJMHHI NMpenapatru, fikKi peKOMEHJA0BaHI Js 3arajbHoL
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NONYyJIsiii.

Pexomennanis 9.8.5:

o crocyerbcss mamieHTiB i3 remodiniero 0e3 IHri0iTOpiB, y AKMX JiarHOCTOBAHO
OHKOJIOTiYHe 3aXBOpIOBaHHA, BOI' pexoMenaye npu npuiHATTI pillIeHH s 11010 NPOPLIAKTHKHA
BEHO3HOI TPoM00eM00.1il BPaXoByBaTH reMopariyHuid i TPOMOOTHYHMIA PU3MK Y KOKHOIO
OKpeMOoro namieHra. SIkuo taka npoiiiakTuKa 3aCTOCOBY€ETHCSl Y NALIEHTIB, IKi OTPUMYIOTh
KOHIleHTpaTu (akTopiB Koary/suii, il ¢ peTeJJbHO KOHTPOJIIOBATH, 00 MiATPUMYBATH
KOHIeHTpauii (pakTopiB KoaryJsilii Ha piBHI, HM:KYOMY Bia aianazony pusuxky BTE.

NNPUMITKA. SAxmo nauienTH 3 remodijtiero 6e3 iHridiTopis, y AKMX JiIarHOCTOBAHO PAaK,
OTPUMYIOTH (apmMakosoriyHy mnpodiIakTHKy, BOHA Ma€ OyTH TaKOW CcaMoOl, SIKa
PEKOMEHYEThCS ISl 3arajibHOI MONMYJIsilii, 32 YMOBH 1110 32CTOCOBYETHCH BiANOBiHA 3aMicHA
Tepalisi KOHIEeHTpaTaMM (pakTopiB Koaryasuii Ta Oepy4m 10 yBaru, mo 3aminieHHs ¢pakropis
10 PiBHIB, 110 NEPEBUILYIOTH HOPMY, € NOTeHUiitHNM (pakTopom pusuky BTE.

ITopymieHHsI MO3KOBOI0 KPOBOOOIIY/iHCYJIbT

[MamienTy 3 reMoQiTi€l0 CXIIBHI A0 TEMOPATriyHOTO IHCYJIBTY, SIKAH € HAHOUTBII Cepiio3HUM
TUIIOM KPOBOBMJIMBY B LI MOMyNALii; OJHAK MOBLAOMIIIIOCS TAaKOX IPO  BUIAIKU
imemiunOro/TpoMGoTHYHOTO iHCYIBTY >*® (uB. Posxin 7: «JlikyBaHHS crnenudiuHMX KPOBOTEU» —
Tabmuus 7-2).

Diopuasuis nepeacepab

Hexknananna ¢iopusiuis nepeacepap (PII) € HaltOUIbII NOMIMPEHUM TUIIOM apUTMIi, BOHA
TOB’SI3aHa 13 CYTTEBUM MiJBHILEHHAM PU3MKY eMOONIIUHOTO iHCYIbTY. Ii mOMmupeHicTs y 3aranbHii
MOMYJISILIT 301IBIIYEThCS 3 BiKOM, Bapitotoun Bia <0,1 % y mamieHTiB Monoaue 55 pokis, 10 3 % y
namieHTiB BikoM 65-69 pokiB Ta 10 9 % y nmauienTis crapiuie 80 pokis® ™%,

Pe3ynbraTti ocTaHHIX JOCIIIKEHB CBITYATh, 10 MOMIUPEHICTH P1OpUIIALIIT IepecepIb cepet
HAIi€HTIB 13 TeMO]1II€I0 aHAIOTIYHA TiM, 1110 PEECTPYETHCS Y JIF0/IeH TAKOTO CaMOTO BIKY B 3arajibHii
nomymsiic’.

Hemae nanux, ki cBiguaTh Opo Te, M0 NaIieHTH 3 TeModimieto Ta GpiOpuIsiiieto nepeacepab
3axXUIIEH] Bl TPOMOOEMOOIIYHUX YCKIAAHEHb.

JlikyBaHHs HeknanaHHOi (iOpuisnii mepencepip NOJISArae B 3aCTOCYBaHHI CTpaTeriit
KOHTPOJIIO CEpIIEBOIO0 PUTMY, SK KapiaioBepcis abo alOusiisi; MpoTe Il CTpaTerii He 3aBXkKIH
BUKIIIOYAIOTh HEOOX1IHICTh TePareBTUIHOI aHTI/IKoaryJI;Iui'i54.

Bin0ip narienTiB 13 remModini€ro, siIKi MalOTh BUCOKI IIIAHCH Ha YCIIIIHY Kapai0BepCiio, Mae
BiZOyBaTHCA B LIEHTPI JikyBaHHs reMo(iii 3a ydacTro kapionora®®,

OxJ11031s1 BYIIKA JIIBOTO Mepezceps Moxke OyTH BapiaHTOM JIJIsl MALI€HTIB 13 HEKJIAMaHHOIO
(ibpunsuiero nepesncepn, AKi MalOTh BUCOKHUI PU3KMK KPOBOTEi Ta KapaioeM6oii®:,

VY mnanieHTiB 6€3 reMopariyHoro jAiate3y TepaneBTUYHI PIIIEHHS 1100 aHTUKOATYJSLii 3a
HasBHOCTI (iOpmsLii nepeacepab NpUIMalOThCs Ha MiACTaBl 3BaKEHOI OIIHKU 1HIAMBIIYalbHOTO
pu3uKy iHCYnbTy 3a mkainoro CHA>DS;-VASc Ta pusmky KpoBoTedi, sSika BHHHKAE BHACIIIOK
AHTHUKOATYJISALINHHOI Teparii (pU3UK KPOBOTEUi, acOLIHOBAHOI 3 aHTUKOATYIISIIEI0 P (iOpHIIsLii
nepejicep/b B 3araibHili HOMyIALii, po3paxoByeThes 3a mkanoo HAS-BLED)>.

Hemae nanux, ski JO3BOJISIIOTH MIATBEPAMTH a00 BIIKWHYTH TINOTE3y, IO y MAIi€HTIB 13
remodimiero mokasamku 3a mkaramMu  CHA2DS,-VASc a6o HAS-BLED € oaHakoBo
ingopmatuBaIMu>+,

He icHye HaykoBO OOIpYHTOBaHMX peKOMEHJAIllH 040 JiKyBaHHA (iOpuisLii nepeacepab
y MaIi€HTIB 13 TeMOQiTi€l0.

Pexomennanis 9.8.6:
JIikyBaHHSI MaUi€HTIB i3 reMo@isi€lo Ta HekJIaNaHHOIO QiIOpHJIsALi€cIo nepeacepab MalOTh
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30IICHIOBATH MeIMYHi Opuraau, A0 CKJAaaAy SIKHX BXOAATH /JOCBiIYeHi reMarosoru Ta
KapaioJoru.

Pexomenganis 9.8.7:

B®I' pexomenaye, mod npu BeldeHHiI NMALIEHTIB i3 TAKKOI0 a00 MoMipHOIO (hopMOIO
remodisii Ta ¢Qiopuasimiero nepeacepar BpaxoByBajmcs 0asagabHi piBHi FVIII/FIX, pu3zuk
iHCY/IbTY, BH3HAYeHUH NUIAXOM 3BaKeHOI OLIHKH PH3UKY iHCYJIbTY, PO3pPaxoBaHOro 3a
mkajgorw CHA2DS2-VASc, Ta nporHo3oBaHoro pu3ukKy KpoBOTedi, sika BUHHKA€ BHACJTII0K
AHTHKOATYJISIHTHOI Tepaiii, a TAK0K Po3riIsaajiacs J0UiIbHICTh NPUNMHEHHS AHTUKOATYJISAIIIT
Y BUIIQJIKAX, KOJIU PU3HK IHCYJbTY HUKYHUI, Hi’K PU3UK KPOBOTEYi.

Pexomenmamis 9.8.8:

st manieHTiB i3 remogiiiero Ta pidpuisiuiero nepeacepab, AKi MalOTb BUCOKHIT PU3UK
KpoBoTeui Ta TpomOoemOo.iii, BPI' pexoMeHaye OK/IIO3iI0 BYHIKA JIBOro Iepeacepis,
0c00/IMBO y pa3i HeMOKJIUBOCTI 3aCTOCYBaHHSI TPHBAJIOI 3aMicHOI Tepamii KOHLIEHTPAaTOM
He0CTATHBOI0 (PAKTOPA KOATYJISALII.

IMPUMITKA. Ilepen BUKOHAHHAM OKJIIO3ii BYILIIKa JIIBOTO mepeacepAsi y NaIi€HTIB i3
remodiiicro Ta pidpuisuicro nepeacepab HeOOXiAHO B KOKHOMY OKPeMOMY BHIIAJKY POBECTH
OL[iIHKY PM3MKY KPOBOTe4Yi Ta BUKOHYBATH NPOLEAYPY NiJ HATIAAOM KapaioJora.

Pexomennauis 9.8.9:

Jus1 mamieHTiB i3 remoginiero, y AKNX pU3MK HeKJanaHHol GidOpuasiuii nepeacepab €
BHCOKMM 200 NepeBHINY€ PU3UK reMopariyHux yckjaagHeHb, BOI' pexomeHnaye pereibHO
PO3IVIIHYTH JOUUIBHICTD 32CTOCYBAHHA AHTHKOATYJISHTIB.

MNPUMITKA. Bubip Mik mnepopajbHUMH AaHTHKOATYJSHTAMH mHpsiMol Aii Ta
aHTaronicramu Bitaminy K 3ajeskuTh Big MicueBMX NPOTOKOJIIB, HASIBHOCTI AHTHIOTIB JJIAA
HelTpanizanii Ail aHTHMKOAry/JsiHTIB, a TaKO0 Bil MOXJIMBOCTI HMIATPMMYBAaTH aJAeKBATHI
3aJIMIIKOBI PiBHI HEIOCTATHLOIO (PAKTOpPA KOAry.Jasiuii.

IMPUMITKA. He3Baxawum Ha BiICYyTHiCTb HAYyKOBO OOIPDYHTOBAHHUX JAHUX IIO/AO
IbOI0 MOKA3aHHA Y NAL€HTIB i3 reModiji€ro, OLIbIIICTH €KCNEPTIB BBAKAIOTH, 110 Y NALi€HTIB,
SIKi OTPUMYIOTh AHTHKOATYJSHTHY Tepamiio 3 npusoay ¢iopuisuii nepeacepab, 3aJMIIKOBI
KOHIIEHTpalii HeAOCTAaTHLOro (axkrTopa KoaryJasaumii cJail miaTrpuMyBaTH Ha piBHI >15-
30 MO/na1.

IMPUMITKA. Ockinbku BiANOBial HA 3aCTOCYBaHHS NEPOPAJIBLHOI0 AHTHKOATYJISIHTA
npsimoi aii Ta anraronicra Biraminy K Mo:kyTh BapiroBaTucsl, pillieHHs II0/10 3aCTOCYBAHHS
AHTHUKOATYJISIHTHOI Tepamii cJil NpuiMaTH iHIAMBIAYAJbHO VISl KOKHOIO NALI€EHTA MiCJsi
KOHCYJIbTAalil 3 Kapaiojaorom.

Pexomengauis 9.8.10:
IManienTaMm i3 remogii€ro, ycKJIaaHEHOIO IHri0iTOpaMu, aHTUTPOMOOTHYHA Tepamis, IK
NPaBWJIO, IPOTHIIOKA3AHA.

HeoOximnHi momanmpIn JOCTIKEHHS NI OIIHKM O€3MeYHOCTI aHTUTPOMOOTHYHOI Teparii y
HalieHTiB 13 reModiniero A, yckinaaneHoto inriditopamu FVIIL, ski oTpumMyroTs eminusymad.

Beno3na rpom0oemoo0.1ist/ TpOMO03

BBakaeThcs, 10 mamieHTH 3 reModiiiero 3axuiieHi BiJ BeHO3HOI Tpomboemo6o:iii (BTE)
3aBIAKU AePiuuTy (HaKTOpiB KOAryJISIii.

Cnonrtanna BTE HeuacTo 3ycTpiduaeTbcs y MHaLI€HTIB 13 TeMOQiIi€l0, B TOMY YHUCII Y
NAIlieHTiB 31 CHNAAKOBOIO TpoMOodinieo; mpore mnoBigomisuiocs, mo BTE acouiiioBana 3
XIpypriYHUMH BTPYYaHHSIMH (HAPUKIIA, 13 TOBHOIO 3aMIHOIO KOJIHHOTO a00 CTETHOBOIO CYrjioba
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a00 3 BEJIMKUMU TOPOKHUHHUMU OTIEePaIlisiMU 3 IPUBOAY PaKy). TeopeTHuHO MPHUITYCKAETHCS, 10 B
TaKii KIIHIYHIA cuTyanii npupoanuii 3axuct Bix BTE ocnabnroeTses nmpu BBEJACHHI BHCOKHX J103
KOHIIEHTPATIB HEJOCTATHIX (aKTOpiB KoaryJsiios %4,

[HTeHCMBHA 3aMicHa Tepamis KOHIEHTpatoM mpoTpoMmOiHoBoro komiuiekcy (KIIK) y
naiieHTiB i3 remodiniero B Moxe npuzBectr 10 HakonuueHHs ¢akropiB koarynsamii 11, VII i X, mo
MO3Ke CYTIPOBOIKYBATUCS HiJBUILEHAM PU3UKOM po3Butky BTE®.

IaTencuBHa Tepamis npenapatamMu OOXiJHOI 1ii TakoX MOke OyTH acolliifoBaHa 3 OibII
BHCOKUM PU3HKOM po3BUTKY BTE>®,

KpiMm ToOro, ojHo4YacHe 3acTOCYBaHHsS eMilM3yMa0y Ta aKTHBOBAHOTO KOHIICHTPATY
nporpomoOiHoBOTO KoMILiekcy (KATIK) Morxe cipuauHUTH TPOMOOTHYHI YCKIIQAHEHHS, B TOMY YU CITI
BTE ta tpom6otuuny mikpoanrionaTito® (nus. Posuin 8: «Iuri6iTopu 10 (GakTOpiB KOAryIsIlii»).

Ha neii wac Hemae HayKOBO OOIPYHTOBAHOI'O KOHCEHCYCy Iojo MeHemkmeHTy BTE y
HaLi€eHTIB 13 reModuiero. BucyBaeThcst mpunyeHHs, 10 MOYKHA 3aCTOCOBYBATH T€pPaleBTHYHI 1031
AHTUKOATryJISHTIB, SKIIO KOHLIEHTPALlis HEIOCTATHOTO (pakTOpa KoaryJiii miATpUMY€EThCS Ha PiBHI,
o nepesumtye 30 MO/nn** a6o 15 MO/nr™.

I'emocTrarnuHa BiAMOBiAb HA TMpenapatd OOXiMHOI Jii 4acTo € HemepeadadyyBaHOK; OTKE,
AHTUTPOMOOTHYHI 3aCO0U CITi/I 3aCTOCOBYBATH JIMIIIE Y MAIIEHTIB 13 TeMOQUIIEI0 Ta 1HTIOITOpaMHu 3
BHCOKOIO BIAMOBIAIIO, SIKI HaleXaTh /O TPYNU HANBUIIOIO PU3HKY PO3BUTKY TpPoMmOO03iB. VY
PIOKICHUX BHIIQJKaX, KOJIM PU3MK HEBUJIIKYBAaHOTO TPOMOO3y MOXKE IEpPEBUILYBATH PU3UK
reMOpariyHuX yCKJIaJHEHb, 3aCTOCYBaHHS aHTUTPOMOOTHYHMX mpernapariB € Bunpasnanum. (Lo
CTOCYEThCS MAIEHTIB 13 iHTi0iTOpamu, auB. Po3ain 8: «IHribiTopu 10 hakTopiB KOATYIISIIT»).

Pexomennauis 9.8.11:

Y nauieHTiB i3 reMo@uIi€0, AKUM NPOBOAATHCH XIPYPriuHi nmpoueaypu Ta siKi MAalTh
BHCOKHI PU3MK PO3BUTKY BEHO3HOI TPpomM0oeMOO.Iii (HampUK/Iaa, NPH NPOBeJAeHHI BeJUKHX
OPTONEANYHHUX XIPYPriYHUX onepaniii, BeJIMKMX MOPOKHMHHMUX ONepaniii 3 npuBoay paky ado
npy TpuBaJiil iMmmMoOinizanii micas xipypriunoro Brpy4yanusi), BOI' pekomeHaye B KOKHOMY
OKpeMOMYy BHNIAJAKY oninioBaTu pusuk BTE.

Pexomenpanisa 9.8.12:

Y naunienTiB i3 reModisi€ro, IKUM NPOBOAUTHCA XipypriuHe BTpy4YaHHs, acolilioBaHe 3
BHCOKHMM PH3MKOM BE€HO3HOI TPOMO00eM00J1il Ta reMopariyHux yckJjaaHenb, BOI' pexomenaye
PO3IJISIHYTH MOKJIMBICTH 3aCTOCYBAHHS MEXaHIYHUX MeTOiB TPOMOONPO(PiIaKTHKH.

ITPUMITKA. Ha Binminy Bix ¢apmakonoriynoi TpomoonpoditakTuku, MexaHidHi
MeTO[HU He acouilioBaHi 3 pU3HKOM reMOpariyHuX yCKJIaHeHb.

Pexomennauis 9.8.13:

Y nanienTiB i3 remogini€ro, y AKHX CHIBBiIHOIIEHHSI PU3MKY KPOBOTeYi Ta PH3HMKY
PO3BUTKY  BeHO3HOI  Tpom0oeMOoOJii CBiZYMTHL Ha  KOpPHUCTHL  (PapMaKoOJIOTiYHOI
TpombOonpodinakTuku, BOI' pekomeHnaye 3acTocOByBaTH TaKy caMy NPaKTHKY, fK 1 B
3arajbHiil nonyJsuii, 32 yYMOBHM OTPUMaHHS aeKBAaTHOI 3aMicHOI Tepanii.

INPUMITKA. Ilepexn npuilHATTSAM PpillIeHHS] II0A0 AHTHKOATYJSIHTHOI Tepamii y
nagieHTiB i3 remoginiero 3aBxKIM CIiA B KOKHOMY OKPEMOMY BHMIAAKY OLIHIOBATH
reMopariyHui i TpoMOOTHMYHMI PpH3UKH. Y [AeAKHX Nali€HTIB i3 remoginielo pu3ukK
HEKOHTPOJbOBAHOI KPOBOTEYi MOKe NepPeBUIIYBATH KOPUCTh AaHTHKOATYJISILl.

Pexomenpanis 9.8.14:

MMauientam i3 remodginicro 06e3 inriditopis B®I' pexomeHay€e 3acTOCOBYBATH
NpodinTakTHYHi A03M AHTHKOATYJSAHTIB JIMIIE Micasi 3a0e3le4eHHS KOHTPOJII0 IeMoCTasy
IUIAXOM a1eKBaTHOI 3aMicHoOI Tepaiiii.

INPUMITKA. SIkmo pu3MK HEKOHTPOJbOBAHOI KPOBOTe4Yli INepeBHINYE KOPHCTH
AHTHKOArYyJasLil, 32CTOCOBYBATH AHTHKOATYJISTHTH HE MOKHA.
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INPUMITKA. s pexoMeHaalLisi HE CTOCYETHCS NMAIIEHTIB i3 reMo@iTi€l0, yCKJIATHEHOI0
IHri0iTOpaMu, IKUM AHTUKOATYJISIHTH B3araJji NpoTUnoKa3aHi.

Pexomenmamis 9.8.15:

Y nauieHTiB i3 remoginiero 6e3 iHridiTOpiB, y AKX BUHUKAE FOCTPHIl emi30/1 BEeHO3HOL
TpoMOoeMOo0Jii, B®I' pexoMeHay€ 3aCTOCOBYBATH BHMCOKOIHTEHCHBHY AHTHKOATYJISLIiI0
MiHIMaJIbHOI TpHBAJOCTi, i3 3a0e3medyeHHsAM 3aMilleHHs (akTopa KoaryJsimii Ta mig
peTeJIbHUM KJIIHIYHMM i J1a00paTOPHUM KOHTPOJIEM.

INPUMITKA. s pexoMeHaallisi HE CTOCYETHCS NMAIIEHTIB i3 reMoQiti€l0, yCKJIATHEHOI0
IHri0iTOpaMu, IKUM AHTUKOATYJISIHTH B3araJji NpoTUNnoKa3aHi.

HeoOximHi momaneIni JOCTIKEHHS I OIIHKK O€3MeYHOCTI aHTUTPOMOOTHYHOI Teparii y
narieHTiB i3 reModiniero A, ycknaaneHoto inriditopamu FVIIL, siki oTpumytoTs eminuzymao.

MeTta6otiunuii cHUHAPOM

MeTtaboniuHuil CHHAPOM TOB’S3aHUM 13 OKUPIHHAM Ta BIACYTHICTIO (Di3UYHOT aKTUBHOCTI,
110 9acTo OyBae y ITHIX Mozeit i3 reModiielo BHACTIIOK TsKKOT reModiniunoi aprponartii®,

Osxupinnst (ingexc macu Tina (IMT) >30 kr/M2) € cepilo3HOIO MPOOJIEMOIO 31 30POB’SIM Y
PO3BHMHEHHX KpaiHax fK y 3arajbHiil MOmMymsmii, Tak i cepen monei i3 remodimiero®. KinpkicTs
MAIIEHTIB 13 TeMO(Ti€T0, SIKI MAIOTh HAJIUIIKOBY Bary, Takox 3p0CTa€68.

OsxupiHHs BIUTMBAaE Ha (Bi3sHMUHy aKTHBHICTH sk y AiTei®®, Tak i B mopociux’®. Xoua Gyio
IPOBEICHO JIMIIE KUIbKa JOCHIDKEHb 3 OLIHKM BIUIMBY OXHPIHHS Ha KIHLEBI pe3yJbTaTy,
cnenuivHi 11t remodinii, € gaHi, MO0 HAAMIpHA Maca Tijla YUHUTH CYTTEBUI BIUTUB Ha Jiama3oH
pyXy Ta (YHKIIIOHATbHUI CTaH CYIJI001B HUKHIX KIHI[IBOK, a TAKOXK Ha OLIb y Cyriiobax, 1o Moxe
CHJILHO BILIMBATH HA 3aranbHy AKiCTh KUTTS /2,

HanMipHa Bara Ta 0’KMpiHHA MOKYTh BIUIMBATH Ha YAaCTOTY KPOBOBHJIMBIB PI3HUM YHHOM: Y
JeSIKUX TALI€HTIB 13 HaJMIPHOIO Baroro/OKUPIHHSIM CIIOCTEPIraeThCs MEHINA YacTOTa BUIAJKIB
KPOBOBHWJIMBY, aJI€ 1€ MOX€E MOSCHIOBATUCS HIKYUMU PIBHAMU (i3UWYHOT aKTUBHOCTI; 3 1HILIOTO OOKY,
y OrpSIIHMX NAI[€HTIB 13 reModuli€l0 BIA3HAYAETHCSA OUIbIIA YacTOTa BHYTPILIHHOCYTIO0OBHUX
KPOBOBWJIUBIB, Hi y NAIliCHTIB i3 reModiicro, sKi He MalOTh OKUPiHHs'C.

V nani€eHTiB 13 reModii€ro, iK1 MalOTh OKUPIHHS, BEHO3HUH JOCTYI YCKJIQAHEHHH, 1110 MOXKE
oOMeXyBaTH TXHIO 3/IaTHICTB JJO caMOCTiiHOI 1H(]y3ii Ta, BIANOBIAHO, CYIPOBOKYBATHCS HUKYOIO
NIPUXHIIBHICTIO 10 MPodinakTuyHOi Teparii . Hikua IpUXMIBHICT 10 TPodiTaKTHKK Y HAIlicHTIB
13 reModuliero, sKI MalOTh OXHUPIHHS, MOXe MpPHU3BECTH JI0 3OUIBIICHHS 4YacTOTH
BHYTPIIIHHOCYTJIO00BUX KPOBOBWJIMBIB Ta BpPELITI-pEIIT MOTIPIIMTUA TNepedir remModuIigHoi
apTpomnarii Ta ocTeoapTpHuTy’C.

V nari€eHTiB 13 reModii€ro, sIK1 MalOTh HAAMIPHY Bary a00 03KUPiHHS, BIIHOBJIEHHS (PaKTOPIB
KOATyJISIIii BiAPI3HAEThCA. Y JiTeH 13 OKUPIHHAM Meaiana koedimienta BigHoBieHHs piBHs FVIII
craHoBuna 2,65, a y miTeil i3 HopManeHOIO Macoo Tima — 1,9474,7,

VY nesikux NaiieHTiB 13 0KUPIHHAM MOXe OyTH e(eKTUBHOIO 1032, pO3paxoBaHa Ha Macy Tija
0e3 ypaxyBaHHsI )KHPY, 110 3MEHIIYE BapTiCTh JIKYBaHHS IpenapaTaMH, 1031 SKHX PO3PaXxOBYIOThCS
3anexHo Bijg Baru. OpHak, 00 BU3HAYMTH iI€ajibHY 103y, y KOXKHOIO TMalieHTa HeoOXiIHO
JOCTIANTH (apMaKOKIHETHKY, B TOMY YHCJI BU3HAUUTH 3AJIMIIKOBI Ta IMIKOB1 PiBHI Mpemapary, a
TaKO’ PiBHI ()aKTOPiB KOATYJIsALii B JOJaTKOBI MOMEHTH Yacy.

KoHnTponb Macu Tina ciiJi peKOMeHAYyBaTH YCIM MallieHTaM y LEeHTpax JiKyBaHHS reModimii
K CKJIaJIOBY YaCTHHY NMPOTpaMu 3MiI[HEHHs 3710poB’s. [Iporpama Mae BKJIIOYaTH Taki KOMIIOHEHTH:
° HABYAHHS 3 PAIIOHAILHOTO XapuyyBaHHsS A OaThKIB AiTeH 13 reMo(duIiero Ta s JOPOCIHX 13

reMoQini€ro;
° IpOrpaMH KOHTPOJIIO MacH Tija;
° ICUXOJIOTIYHA MiATPUMKA;
° KOMIUTEKCH (hi3uYHUX BrpaB (OaxkaHo Imix KoHTposieM (axiBii 3 Gi3uyHOT Tepartii B IIEHTP1);
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° (hapmakosioriuHa Teparnis;
° OapiaTpu4Ha XIpypris;
° criBIpans 3 paxiBIIMH 3 MEIUKO-XIPYPri4HOTO JTIKYBaHHS 0KUPIHHS a00 HAMIPABICHHS 10 HUX HA
KOHCYJIBTAIIIIO.

3acrocyBaHHs 6apiaTpUUHOI Xipyprii MOKJIMBE Y JIFOJIeH 13 reModisiero, siki MalOTh MOpOiIHE
OKHUPiHHA'S,
Pexomennanist 9.8.16:

Y namieHTiB i3 remodisieo ciain peryJsipHO BHMIpOBATH 3picT i Bary, oo
KOHTPOJIIOBATH iHIEKC MAaCH TiIa.

Pexomennamist 9.8.17:
IManieHTiB i3 remodiji€cro, AKi MaIOThL HAAMIPHY Bary a00 O:KHPiHHS, CJIil HANIPABJISATH
HAa KOHCYJIbTALiI0 100 NPABUJIBHOI0 Xap4YyBaHHs Ta/a00 KOHTPOJII0 Baru.

Pexomenmamis 9.8.18:

IMauienTn 3 remodiiero, siKi MalOTh 0:KUPIHHSA, IOBUHHI OTPUMYBATH 3aMiCHY Tepaililo
koHuenTparamu FVIII/FIX Ha ocHoOBI Macu Tijia 6e3 ypaxyBaHHs sKMPY Hic/Id iHIUBIyaJIbHOL
OL[iHKHU (papMaKOKiHeTHKH.

Hyxposnuii niader

[TomupenicTh IyKpoBOTro AiadeTy y Jrofei i3 reModiiiero BUBYEHA HEIOCTATHBO, OJTHAK OYII0
BCTaHOBIIEHO, 110 BOHA € BHILOIO Cepe]I JIoieH i3 reModiniero, HiK y 3araibHil MOmymsii®,

SIkio mokazaHe JIiKyBaHHS 1HCYJIIHOM, MOKHa BUKOHYBATH MiAIIKIPHI 1H €KL 0€3 pU3nKy
KpOBOTEdi Ta HEOOXiMHOCTI 3amileHHs (HaKTOpiB KOATyIAIii .

binbma maca Tina/IMT € OoCHOBHUM (AaKTOPOM PHU3HKY PO3BUTKY HE JIMIIE I[YKPOBOI'O
niabety, a i arepocKiepo3y, CEeplEeBO-CYIMHHUX 3aXBOPIOBAHb Ta IOAAIBIIOTO YPAKCHHS
apTponaTUYHUX cyriao0iB. OTxke, PEeKOMEHIYeThCsl peryispHa (i3uyHa aKkTUBHICTh Ta (i3MuHa
Tepartis, CHpAIMOBaHA Ha MPOQiNAKTHKY MOAAIBIIOTO TOTIPIIEHHS CTaHy cyrao6is®,

Pexomenmanis 9.8.19:
IMauienTam i3 reModuIielo i MPOBOAUTH TAKNUH caMMH CKPMHIHI Ha aialer, fIK i B
3arajbHiil momy.Jasiuii.

Pexomennauis 9.8.20:

Juas JikyBaHHA malieHTIB i3 reModijiero Ta giadeTroM cJjiia 3acTOCOBYBaTH Taki cami
cTparerii MeHeIKMEeHTY /ISl KOHTPOJIIO AialdeTy, K i B 3arajibHiil nony.Jasuii; IK1o NoKa3aHe
JIKyBaHHSl iHCYJIiHOM, MO’KHA BHKOHYBATH HiAIIKIpHI iH’ekuii 0e3 pH3MKY KpoOBOTe4i Ta
HeoOXiIHoCTi 3amilieHHs pakTOpiB KoaryJsii.

HupxoBgi 3axBoproBaHHusi

V namieHTiB 13 reMoQi1i€l0 HUPKOBI 3aXBOPIOBAHHS BUHUKAIOTH 13 BUIIOIO YacTOTOIO, HIK Y
3aranbHii nomynanii. Kpim Toro, y maiieHTiB i3 reMo(uIi€l0 iMOBIPHICT CMEPT1 BiJl HUPKOBOTO
3aXBOPIOBaHHS MPUOIM3HO B 50 pa3iB BUINA, HIX Y 3araibHil HOMyJIsiii®,

Buma yacrota HHMpPKOBHUX 3axBOpPIOBaHb Yy JITHIX JIOJEH 13 reModuii€ro, 1MOBIpHO,
00yMOBIIEHA HU3KOIO CYMYTHIX (aKTOpPiB pU3MKY, Y TOMY yncIi Takux 44
° JTITHIH BIK;
° HAJIXKHICTh J0 1HIIOT MOMYJIALIT, HI)K €BPOIIEOiN 31 CBITIION LIKIPOIO;
° FIepTEeH31s;
° HasBHICTh B aHaMHe31 HUPKOBUX KPOBOBWJIMBIB 1 remMarypii, 110 MOTEHLIHHO MOXXE CHPUYMHUTH

MOLIKOJKEHHS CTPYKTYPU HUPOK;

> BIJI-ingexuis Ta KOMOiHOBaHAa aHTHPETPOBIPYCHA Tepartis;
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° 3acTOCYBaHHSA aHTH()IOPUHOIITUYHUX aMiHOKHUCIIOT.

Takum YMHOM, Yy TIAIIEHTIB 13 TeMOQITIEI0 MOXKE MIABUIIYBATHCS HEOOX1THICTh ﬂiani3y44.

VY mnarmieHTiB, siKi MOTPeOYIOTh 3aMiCHOI HUPKOBOI Teparmii, BUOIp MK NEpUTOHEATbHUM
JI1aJTi30M 1 TeMOIiai3oM 3aJIeXKHUTh BiJl CICIUBIYHUX JIJIs TarieHTa GakTopiB, TAKUX SK M1IBUIIECHUAN
pU3HUK iHdeKIiil y manieHTiB i3 mupo3oM Ta/abo acruTom™®,

TeopernuHo mepeBary ciijJ BiiJlaBaTH MEPUTOHEATHLHOMY Jialli3y, OCKUIBKHM BiH BHMarae
3acTocyBaHHA (DAKTOPIB KOAryJslii JIMIIE MiJ dYac BBEIEHHS KaTeTepa, NpoTe IMpoleaypa
acoIliioBaHa 3 BUCOKUM PHU3UKOM MEPUTOHEATHHUX 1H(]EKIIIH, 0COOIMBO y MaIli€HTIB, 1H()IKOBAHUX
BI'C Ta BUIL. Tomy nepeBary 4acTo BiJIal0Th T'eMOJliaNi3y i3 3aCTOCYBaHHSAM TeMapuHy Ta OAHi€l
no3u KOK 110 Ta micisg KoxHO1 npouenypn“.

SIkmo oOupaeThcsi reMojiani3, UEHTPAIbHUI BEHO3HHMU JOCTyn € 000B’s3koBHM. Ilepen
po3TalIyBaHHsIM MPUCTPOIO KOHIEHTpallis (akTopiB koaryssiii mae cranoButu 80—100 MO/m1, a
Hajai miarpuMysaTucs Ha pisHi 5070 MO/nn npoTarom 3 AHiB micas mpouexypu™’’.

Ocreonopo3

Bbyno BcTaHoBneHo, 1m0 y Mojel 13 reModiIiero MiHepalbHa HIUIbHICTh KICTKOBOT TKAaHHHU
(MILIKT) € mmxuoro. 3 Hmwkyoro MIIKT nos’si3ana Oinbla KibKiCTh apTPONATHYHUX CYIIIOOIB,
BTpaTa PyXJIMBOCTI CYTII06iB Ta aTpodis M s3iB, 110 MPU3BOAUTH 10 BiICYTHOCTI aKTMBHOCTI &2,

He 3’scoBano, 4n moTpeOyrOTh Mali€eHTH 3 TeMO]IIIE€I0 PyTHHHOTO MOHITOPHUHTY KiCTKOBOT
macH. Takuii MOHITOPUHT MOKHA PEKOMEH/IYBaTH MAIll€EHTaM 13 BUCOKUM PU3UKOM a00 JEKiIbKOMa
(dakTopaMu pU3UKY.

Y MoJIouX MAali€HTIB CIIiJl 3a0X04YyBaTH BIIPaBU 3 BarOBUM HAaBaHTA)KEHHSM Ta BiJIOBIJIHI
BUJM CIIOPTY, SIKI CTUMYJIIOIOTH PO3BUTOK 1 MiITPUMAHHS HAJICKHOT IIUIBHOCTI KICTKOBOI TKAHHUHU
(SIKIIO 11e JO03BOJISiE€ 30POB’S cyrio0iB), 00 HApOIIyBaTH KiCTKOBY Macy Ta 3MEHIIYBaTH PU3HMK
OCTEOMOpPO3Y B 3pIJIOMY BILIl.

VY narieHTiB i3 BUPAXKEHOI OCTEOIEHIEI0 CIIiJ] PO3IJISHYTH HEOOXIJHICTh 0JaTKOBOTO
npuiioMy Kanbliito Ta BitaMiHy D abo 6idocdoHariB, a nmepea moyaTkoMm JOBIOCTPOKOBOI Teparii
6idoconaTamu ciIiJ IPOBECTH OLIHKY cTany 3y6is®8L,

Komenmap pobouoi zpynu: midxcHapoona HenameHmo8ana HA36d NIKAPCbKO2O 3Aco0y
simamin D - epeoxanvyugpepon

JlereHepaTHBHI 3aXBOPIOBaHHS CYIJ100iB

3 BIKOM ypaxkeHHs CYIJ00iB Iporpecye Maiike JiHIHHMM YMHOM Yy MAalLl€HTIB HE JUIIE 3
TAKKOIO, a 1 3 TOMipHOIO (popMOI0 reModimii*,

Jlo cynyTtHix (akTopiB HajekaTh OCTEONOpPO3 Ta OCTEOINEHis, CUISYMI CHOCi0 KUTTS,
Ha/MipHA Maca Tija Ta OKUpiHHA*,

BpaxoByroun miBMIIEHY 4YacTOTy MOPOIAHOCTI Cyriao0iB, HEOOXITHUMM € CTpaTerii
npodiakTuku. Xoda BTOPMHHA MpoQiuIaKTHKa 3MEHIIye YacTOTy BHIIQJKIB KpOBOTeul, ii
e(eKTUBHICTb /U HOKpAILEHHs OPTONeANYHOT (YHKIIii 9iTKO He BcTaHOBIEeHA™.

Jus. Takox Po3ain 10: «YcknaaHeHHs 3 00Ky OMOPHO-PYXOBOTO amapary.

Pexomennanis 9.8.21:

Ycix mani€eHTIB i3 reMo(LIi€I0 /11 320X04YBATH /10 peryJ/sipHoi (pi3H4HOI AKTHBHOCTI Ta
aJ1eKBATHOI'O CIIO:KMBAaHHS KaJbLil0 Ta BiTaminy D.

INPUMITKA. IlanienTn 3 remodiii€cro, siki MalOTh NOPYUIEHHS ONOPHO-PYXOBOIO
anaparty Ta TpaBMH, NOBMHHiI 0TpUMYBaTH ¢i3M4YHY Tepamilo Ta NPOXoaAUTH peadijiTaniro mix
HarjasaoM ¢paxisug 3 ¢izuuHol Tepanii, AIKMA Ma€ J0cBix podoTH 3 J10abLMU 3 reModilicro.

Pexomennanis 9.8.22:
IManienTH 3 reMmo@iicro, AKi MalOTh 0CTEONOPO3, 0CTEONOPOTUYHHH MePesIoM a00 y SIKHUX
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NiABMIIEHUII PHU3MK IMepejoMiB, MAaWwTb OTPUMYBAaTH IiHAWBiAyaJbHO mixiOpani
AHTHOCTEONOPOTHYHI Npenaparu.

9.9 Meanuni npodaemu Biky

Jlus. Takox Iligpo3nin 9.8 «CymyTHI 3aXBOPIOBaHHS, /16 0OTOBOPIOIOTHCS PaK 1 3JI0SIKICHI
HOBOYTBOPEHHSI, IOPYIICHHSI MO3KOBOTO KpOBOOOIrY, 1HCYNBT, (piOpuisLis nepeacepab, BEHO3HA
TpoMOOeMOoITis, TPOMOO03, METa0OIYHUIA CHHAPOM, ITYKPOBHH Jia0eT, 3aXBOPIOBAHHS HUPOK Ta
JIETeHepaTHBHE 3aXBOPIOBAHHS CYTJIO0IB.

Benuke 3HaueHHs Mae peryispHe HaBUYaHHS Ta KOHCYJIbTYBaHHS JITHIX JIOAEH IIOAO
BXJIUBOCTI MOBLIOMIIATH (haxiBIsIM 3 JiKyBaHHS remMo¢inii mpo mpobiemu 3i 310poB’siM, 1100
OTpUMATH HAJIC)KHE JTIKYBaHHS.

JliTHIM manieHTaM i3 TeMo]islie€l0 HEOOXIAHMN TaKWW CaMui, JOCTYI 0 HAaBYAHHS MO0
YCBIIOMJICHOT'O CTaBJIEHHS IO 3/J0pOB’s, K 1 mamieHTaMm Oe3 remMoinmii, a TakoX 3aCTOCYBaHHS
NPEBEHTUBHUX CTPATETIH Il 3MEHIIIEHHS PU3UKY 3aXBOPIOBAHOCTI, ITOB’SI3aHO1 3 BIKOM.

@axiBui 3 JiKyBaHHs reMo(isii MOBUHHI OpaTH aKTUBHY Y4acTh B YCYHEHHI mpoOjem Ta
YCKJIaJIHEHb, TMOB’SI3aHUX 13 HAJaHHSIM JOMOMOTH JITHIM JIIOAAM, Ta 3a0e3leuyBaTH peTesbHe
0OTOBOPCHHSI Ta y3TO/KCHHS TUIAHIB JIIKYBaHHS.

[NTamienTam i3 nerkoro Gopmoro remodinii Moxke OyTH HEOOX1THUM CrelliaJbHe HaBUAHHS 3
(okycoM yBarm Ha OTEHIIIiHI IPoOIeMH, TIOB’s13aH1 3 TEMO]ITIEI0 Ta THITUMHU XBOPOOAMH.

Pexomenmanmist 9.9.1:

3a pexomengauicro BOI' jiTHi mamieHTn 3 reModili€l0 MOBMHHI MATH TaKMi caMuii
JAOCTYI 10 HABYAHHS 3 IUTAHb 310POB’H Ta NPEeBEHTUBHUX CTPAaTeril 1JI1 3MeHIIIEeHHS] PU3UKY
CYNYTHIX 32XBOPIOBAaHb, OB’ SI3aHUX i3 BiKOM, fIK i B 3arajibHii momyJisiuii.

Pexomenpanis 9.9.2:

3a pexomenaaniclo BOI' daxiBui 3 jgikyBanHsi remoginii moBuHHI OpaTM aKTHUBHY
y4acTb B YCYHEHHI Npo0jeM Ta YCKJIaJHEHb, NMOB’A3aHHUX i3 HAAHHAM JOIOMOIH JITHIM
JIIO/ISIM, Ta 3a0e31e4yBaTH peTesibHe 00rOBOPEHHS TA Y3I0/KeHHs IUIaHIiB JIiIKyBaHHS.

l'inepronis

JlocimkeHHsT TToKa3aiu, M0 JIIOAM 3 reMoili€lo MaloTh BUIMUN CepelHii apTepiaabHHA
TUCK, YABIYl OUIbIy MMOBIPHICTh PO3BUTKY TiNEpTEH31i Ta BHUKOPUCTOBYIOTh OujibIle
AHTUTINEPTEH3UBHUX MPENApaTiB HOPIBHAHO 3 3aralbHOIO TOMysicr0828,

lNimepren3isa acouiifoBaHa 31 CTaHAAPTHUMH (PaKTOpaMH PU3MKY TaKUMH, SIK JITHIH BIK,
IyKpoBUi niabet, auciimigemis, BUCOKUN IMT Ta 0KupiHHS; MPOTE MPUUYMHU BUIIOT MOLIUPEHOCTI
rinepreHsii cepel MaIieHTiB i3 reModiNieio 3aIMMa0ThCs HeBCTaHOBIeHUMUS S,

limeprensis € noOpe BimoMUM (HaKTOPOM pPH3UKY CEPLEBO-CYAMHHUX 3aXBOPIOBAHb,
HUPKOBUX 3aXBOPIOBaHb 1 BHYTPIIITHBOYEPEITHOTO KPOBOBWIIMBY. Bce 11e MOKe CTaHOBUTH CYTTEBY
npo6eMy IIpy HaJaHHi JOMOMOTH MaIlieHTaM i3 reModimiero®,

3 orjsAy Ha MiBUILEHUN PU3MK KPOBOTEYl y MAIIEHTH 3 TIMEPTEH3IEI0 Ta TeMOoQiIiero
MOBHMHHI OTPUMYBATHU BIAMOBIJHE JIKYBaHHS Ta PETYJISIPHO MEPEBIPSATH apTepiaabHUM THCK.

3a BiICYTHOCTI 1HIIMX (DaKTOPIB CEPLIEBO-CYTUHHOTO PU3HUKY CHUCTOJIYHHMM apTepiaabHUIl
THUCK CIIiJl MIATPUMYBATH Ha piBHI <130 MM pT. cT., a AiacTONIYHUN — Ha piBHI <80 MM pT. CT.

Pexomenpanis 9.9.3:

B®I' pexomenaye B Yycix mnauieHTiB i3 remodijiero peryJsipHO BHMipIOBaTH
apTepiabHMIl THCK Yy MeKaX CTAHJAAPTHOI0 HA/IAHHS 10NOMOTIH.

INPUMITKA. Ils pexoMeHaalisi IPYHTYETbCA HA JAaHMX, SIKi CBiI4aThb NP0 BHIILY
NOIIMPEHICTh apTepiajbHOI rinepreHsii cepea manieHTiB i3 reMoginiclo He3aneKHO Bix BiKYy,
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HIJK y 40JIOBIKIB y 3araJIbHiil momyJisimii.

Pexomennanis 9.9.4:

Jas maumientiB i3 remodisiero BPI' pexkomeHaye Takuii camMuil MeHEIKMEHT
apTepianbHOI rineprensii, sik i B 3arajbHiil MomyJIsii.

INPUMITKA. IlauienTiB i3 remodinicro, y sskux 0yJ0 AIarHOCTOBAHO TrilepTeH3ilo,
MO’KHA JIIKYBATH B LEHTPI JIKyBaHHsA remoginii a0o HanpaBasTH 10 3aKJaAiB NEePBHHHOI
MEJIUYHOI JONOMOIM, 3aJIe;KHO BiJ MicHeBOI CHCTeMH OXOPOHH 3/0pPOB’Sl Ta NPUUHATOI
NPaKTHKH.

Imemiuyna xBopoba cepus

HasBHi naHi cBig4aTh, 110 4aCTOTa PO3BUTKY aTEPOCKIIEPO3y cepel el 13 TeModimiero €
TAKOI0 CaMOI0, K i B 3aranbHil momysmiit®®’,

3 iHmoro OOKy, cepei TMaIi€HTIB 13 reMOUIE€0 HUXYl MOKa3HUKH CEPICBO-CYIWHHOI
CMEPTHOCTI, HIK y 3arajibH1{ MOyl (IMOBIpHIIIIE 32 BCE, 1I€ MOSICHIOETHCSI HUKYUM BUPOOJICHHIM
TpoMOGiHy B TOUIli po3puBy Omsiknm)e 88,

He BcraHoBiieHO, UM MOXKE BCE OLIBII MOLIMPEHE 3aCTOCYBAaHHS MPOQPUIAKTUKH Yy JITHIX
JroJiel 13 reMo(dTi€r0 MPU3BECTH A0 IMiIBUILNECHHS CEPIIEBO-CYIMHHOT CMepTHOCTigg.

VY nrozei 13 TSKKOR0, TIOMIPHOIO Ta JIETKOR0 (hOpMOI0 reModiiiii MoKe pO3BUHYTHUCS BUpaKeHa
imemMiyHa XBopoOa cepis. JIiKyBaHHS TakMX BHUIIQJKIB CJIiJI BU3HAYaTH B KOXKHOMY BHIAJKYy
IHUBIIYalbHO Ta 3a0€3MEUNTH TICHY CHIBIpPALIO (axiBIiB 3 JIIKyBaHHS reModuii Ta Kap10JI0TiB.

[IpuiiHATTS pilICHHS I[OAO AHTUTPOMOOTHYHOI Tepamii y MaIli€eHTiB 31 BPOJIKEHOIO
TEHJCHIIIEI0 JI0 KPOBOTEY € OCOOJMBO CKJIQJHMM; HEL[OJABHE JIOCHIKEHHs I10Ka3ajlo, UIO0
AHTUTPOMOOIIMTAPHI Ta AHTUKOATYJSHTHI IpenapaTd 30UIBIIYIOTh YacTOTY BHUMIAAKIB TSDKKOT
KpOBOTEUi y MaIlicHTiB i3 TeModinicro (cniBBimnomenns mancis (CLI) = 3,5)%.

Posrnsimatoun MOXIIMBICTE aHTUTPOMOOTHUYHOI Tepamii y MaIieHTIB 13 reModimiero, Ciija
OIIiHIOBATHU TaKi acIeKTH .

° (peHOTHUN KPOBOTEUI y MAIlI€HTA;

° IHTEHCUBHICTh aHTUTPOMOOTHYHO] Teparii;

° TPUBATICTh 3aIJIAHOBAHOI TEPAITii;

° BJIACTUBOCTI aHTUTPOMOOTUYHOTO TIpernapary.

MenanpalliBHUKH, SKi TPAIIOIOTH 13 MalliEHTaMH 3 TeMO(]iTi€r0, TOBUHHI MMPOBOJUTH 3 HUMHU
HaBYaHHS 110/I0 CEpPLEBO-CYAMHHOIO PHU3UKY Ta 3a0XOYYBATH 10 3MEHILIEHHS PU3MKIB (MaJiHHSA,
OXHpiHHA, (Bi3uuHi BOpaBK) a60 onTUMizalii (rimepTen3is, rimepimizemis)®.

Pexomenmamis 9.9.5:
IMauienTam i3 remodinicro ciail MpoBOoAUTH TaKMii caMMii CKPMHIHI Ta JIIKyBaHHA
okpemMux GaKTOpPiB PU3UKY CepPLEBO-CYINHHHUX 3aXBOPIOBaHb, K i B 3arajibHiil momyJisimii.

Pexomennauis 9.9.6:

IMauienTn 3 remodiniero, siki MawThL cepueBO-CYIMHHIi 3aXBOPIOBAHHSI, NOBHHHI
OTPUMYBATH PYTHHHY MeJHMYHY JONOMOIY, aJanTOBAaHYy caMe N0 IXHbOI CHTyamii, micias
KOHCYJIbTAalil 3 Kapaiojaorom.

Pexomennauis 9.9.7:

Jist nanieHTiB i3 remogiiiero 6e3 IHridiTOPiB, y IKHX AiarHOCTOBAHO CePLEBO-CyANHHE
3axBoproBaHHsi, BOI' pekomeHaye Take caMe JIIKyBaHHS, siIKe 3aCTOCOBYETbCS B 3arajibHiil
MONYJIsilii, 32 BUHATKOM HEO0OXiTHOCTi J0JaTKOBOI0 KOPUTYBAHHSA NMOPYLIEHOI0 reMoCTa3sy 3a
JA0TOMOI0K0 KOHIEHTPATIB (pakTOpiB Koary.suii.

IMPUMITKA. Ilepen TuM, IK NpUHMATH pPillIeHHSI 00 CTpaTerii JJIKyBaHHS NallicHTIiB
i3 remodumiero, ¢l y KOXKHOMY KOHKPETHOMY BHIAAKY OWIHUTH TeMOpariyHui i
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TPOMOOTHYHUI PU3HUKHU i TAKKICTH CEPIEBOro 3aXBOPIOBAHHA TAa OTPUMATH KOHCYJbTaLil0
KapaioJsiora.

Pexomenmamis 9.9.8:

Cepen mnamieHTiB i3 remoginiero Ta iHribitropamm 3 BHCOKOIO BianoBiggw BOI'
PEKOMEHYE OOMEKHUTH 3aCTOCYBAHHSI AHTUTPOMOOTHMYHHX NpenapaTiB THM NaNi€eHTaM, Y
SIKUX PU3MK HEBWIIKYBAHOT0 TPOMOO03y NepeBUHIIY€E PU3UK FeMOPAriYHMX YCKJIAIHEHb.

INPUMITKA. Ls pekoMeHaalisi IPYHTYETbCS HA CIOCTEpPEKEHHI, 110 TeMOCTATHYHA
BiANOBIAbL Ha MpenapaTH 00XiHOI il YaCTO € HenepeadauyBaHOIO.

IIPUMITKA. HeoOxigni mnoaaibnii JOCHIiIKeHHSI JA OIIHKHM 0e3NmeYHOCTi
AHTUTPOMOOTHYHOI Tepamii y mani€HTiB, AKi OTPUMYIOTH eMinu3ymao.

Pexomennanis 9.9.9:

3 oruiAy Ha BIACYTHICTH ONMYO/JIIKOBAHUX JAHHMX II00 AHTUTPOMOOLMTAPHOI Tepamii y
naugieHTiB i3 remogimiero, B®I' pexoMeHaye peTeJilbHO OLIHIOBATH reMopariyHumii i
TPOMOOTHYHHUI PU3UKH Y KOKHOTO OKPEMOro NMalieHTa.

IMPUMITKA. IIpononyerbes MiATPUMYBATH 3aJHIIKOBI KOHIEHTPaIil HEJOCTATHbHOI'O
¢pakTopa  koaryasuii wHa  piBHi >15-30 MO/an  nporaroM = JIBOKOMIIOHEHTHOI
anTuTpoMOouuTapHoi  Tepamii Ta  >1-5 MO/pa MPOTArOM OTHOKOMIIOHEHTHOI
AHTUTPOMOOLMTAPHOI Tepamii; OJHAK CcTpaTeriv0 JIKyBaHHSI HeoOXigHO migduparu
IHIMBIAyaJbHO JJIA KOKHOTO MALI€HTA.

IHNPUMITKA. PimeHHs 11010 3aCTOCYBAHHS AaHTUTPOMOOLUTAPHOI Tepamil manieHTam
i3 remodisti€ro 3aB:KIM CJi1 MPUHMATH Mic/Is KOHCYJIbTAaLIl 3 KapAioJa0rom.

Pexomennauis 9.9.10:

3 orusiAy HA BiACYTHICTH ONMy0JIIKOBAaHMX JAaHHUX INOA0 NALIEHTIB i3 reModiiicro, AKUM
NpOBOAUTHCHA 4Yepe3liKipHe kKopoHapHe BTpy4YaHHsi (UKB), BOI' pexomeHaye pereibHO
OL[IHIOBATH IeMOPATiYHUH | TPDOMOOTHYHNN PU3HKH Y KO)KHOT'0 OKPEMOI'0 MALi€HTA.

INPUMITKA. ¥ nauienTiB i3 remoginiero 6e3 inridiropis, sxum nposogutrbea YKB,
NPONOHYETHCH MIATPUMYBATH KOHLEHTPALII HEI0CTATHHOIO (akropa KoaryJjsimii Ha
MakcumMaiabHomy piBHi 80-100 MO/as1 mpoTsirom nepioay 3acToCyBaHHS TepaneBTHYHUX 103
AHTUTPOMOOTHYHHX MpenapartiB; OJHAK CTpaTeril0 JiKyBaHHs HeoOXiqHO mixdupaTn
IHIMBIAYaJbHO JJIA KOKHOTO MALi€HTA.

INPUMITKA. PimeHHs moao 3acTOCYBAaHHSI AHTHTPOMOOTHYHOI Tepamii 3a UM
MOKA3aHHAM 3aBK/IH CJIi/l IPUITMATH Mic/Isl KOHCYAbTANIl 3 KapaioJorom.

Pexomenganist 9.9.11:

3 orusiAy Ha BiACYTHICTH ONMYy0JIiIKOBAaHUX JAaHHUX INOA0 NALIEHTIB i3 reModijicro, AKUM
npoBoanJIocs aoprokopoHapHe myHTyBaHHs (AKII), BOI' pexkomeHnaye pereibHO OLiHIOBATH
reMopariyHui i TPOMOOTHYHMI PU3UKH Y KOKHOI'0 OKPeMOro namieHra.

INPUMITKA. ¥ nauienris i3 remodiiero 0e3 iHridiropis, sikum nposoautbes AKI, sk
i mpm IiHmWMX cepiio3HMX XIPpYpPriYyHUX NpoUeAypax, MNPONOHYETHCS MiATPUMYBaTH
KOHIEHTPALi0 HeJ0CTATHLOrO pakTopa Koary/siuii Ha MmakcumaabHomy piBHi 80—100 MO/aa
nepen, mig yac ta micasa AKII, noxku He Oyae Q0oCArHyTe HOCTATHE 3arOCHHS PaHHW; OAHAK
cTpaTeriio JiKyBaHHs CJiJ NiA0OMPATH iHAMBIAYAJIbHO 1JIs1 KOKHOIO MALIEHTA.

INPUMITKA. PimeHHs moao 3acTOCYBaHHSI AHTUTPOMOOTHYHOI Tepamii 3a UM
NMOKA3aAHHAM 3aBKIH CJIiJI NPUAMATH MiCJs KOHCYJIbTANIl 3 KApAioJorom.

Pexomenpanis 9.9.12:
3 orusay Ha BiICYTHiCTH ONMy0JiKOBAaHMX JaHMX IIOA0 NMAaLi€HTIB i3 remodiiielo Ta
inpapkTom miokapaa 3 migiiomom cermenTa ST, iIkMM He MIAXOAMTHL PaHHE 4Yepe3HMIKIpHe
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KOpOHapHe BTpy4aHHsl, BOI' pexoMeH1y€e peTe/IbHO OLIHIOBATH PU3UK KPOBOTeYi Ta CTYNiHb
THAKKOCTi CeplueBOro 3aXBOPHOBAHHS IHAUBITYAJbHO Y KOKHOIO MALIEHTA.
IMPUMITKA. 3acTocyBanHnsi (piOpuHOIITHYHOI Tepanii MOKHA PO3IJISIAATH JIMIIE MicJIst
MOBHOI KOPeKUil reMoCcTa3y HUISXOM 3aMillleHHSI HeIOCTATHLOI0 GaKkTopa KoaryJasimii.
INPUMITKA. Pimennss mogo 3acrocyBaHHsl (iOpMHONITMYHOI Tepamii 3a LHUM
MOKA3aHHAM 3aBKIM CJIiI NPUHUMAaTH MicJs KOHCYJIbTalil 3 KapaioJiorom.

Pexomenmamis 9.9.13:

Y BUnaakax, KoJIM namieHTam i3 remodijiiero nmokasaHa 3amiHa cepueBOro KJamaHa,
ONTUMAJIBHUM BapiaHTOM Ma€ OyTH OioJIOTiYHMHA IITYYHHH KJanaH, o0 YHUKHYTH
HeOOXiTHOCTI 0€3CTPOKOBOI AHTUKOATYJISIIIIl.

T'inepxonecmepunemis

[ToBiTOMIISETHCS, 110 CEPEIHI PiBHI XOJECTEPUHY B IMAIIEHTIB 13 TEMO(LITIEI0 HUXKYI, HIK Y
3arapHil momynanii®. Pisni XonecTepuny (3aranbHuii xonectepu, Gppakiii TiMonpoTeinis BUCOKOT
nrinpHOCTI (JITIBII) Ta minompoteiniB Hu3bkoi miimpHOCTI (JITTHIL])) HEoOXimHO BHMIprOBaTH Yy
JITHIX MAIIEATIB 13 TeMOQITIET0, SIKI MAIOTh PH3UK CEPIIEBO-CYTUHHUX 3aXBOPIOBAHb.

SIK110 piBHI XOJNECTEPUHY BHCOKI, MPU3HAYAETHCS JIKYBaHHS. SIK MpaBUIIO, CITIBBIAHOIICHHS
3aranpHoro xonecrepuny ta JINIBIL] He mae nepeBuyBaru 8.

Pexomennamist 9.9.14:
Y nauieHTiB i3 reModiii€cro JikKyBaHHS rinepxoJiecTepruHeMii Ma€ OyTH TaKHM CaMHM,
SIK y 3araJibHiil momyJisimii.

CouniaJbHO-TICHX0JIOTiYHi MP00JIeMH BiKY

VY JiTHIX manieHTiB 13 reModiiero 1HBaNIIKM3a1isl Ta O0IICHA apTponaTis MOXKYTh BILTHHYTH
HAa SKICTb )KMTTS Ta HPU3BECTHU 10 BTPATH CaMOCTiiHOCTI*?,

VY JITHIX Mali€HTIB MOXYTh BHHHMKAaTH HEOYIKyBaHI €MOIIiiHI CIUIECKHM, TOB’s3aHl 31
CriorajaMM IpO HETaTMBHHUH JOCBIA y 3B’A3Ky 3 TeMO(]ii€l0 B IOHOCTI (HampuKiIag, Ipo
rocmiTanizari)®.

06 mokpamuTy SKIiCTh )KUTTA Ta 30€perTé CaMOCTIHHICTb, MMOKa3aH1 3aX0IH s aganTaiii
BJIOMa 200 Ha poOOTI Ta BIANOBIHE JIIKYBaHHS OOJIIO.

AKTHBHY COILIaJbHO-TICUXOJOTIYHY MIATPUMKY Ma€ HaJaBaTH COLIaJbHUN TMpaIliBHUK,
MeJICECTpa 3 JI0CB1I0M pOOOTH 3 MalllEHTaMHU 3 TeMo(UIi€r0, JIKap Ta/abo MCUXOJIOT.

[lopiune oOcTeKeHHs NallieHTa B LIEHTP1 JIKYBaHHS reMoQiii € CIYIIHOI HAaro1010 OLIIHUTH
Ta 33J0BOJIBHUTU MOTPeOH, sIKi 3 BIKOM 3MIHIOIOThCA. 3a MOTpPeOM Ta 3a B3a€EMHOIO 3OO0 CIiJl
PO3TIISIHYTH HaJlaHHS MAIlEHTY BIIMOBIIHUX MOCIYT 1 PeCypciB.

Pexomennauis 9.9.15:

Ockinbky y 10pocnx Jrojeii i3 remodisiero B mpoueci crapiHHsi BUHUKA€E 6araTo 3MiH
B oco0uctomy Ta couniajbHoMy KUTTi, BOI' pexoMeHnaye 3a0e3ne4nTH aKTHBHY COLiaJIbHO-
MCHXOJIOTIYHY OLIHKY Ta MIATPUMMKY B 3B’A3KY 3i 3MiHOI0 iXHiX moTpeod.

Oyinka sskocmi sicummsi
VY monelt 13 reMoQuTi€l0 MOXKYTh BUHMKATH Pi3HI COLIANBbHO-TICUXOJIOTIYHI MPOOIeMH, SIKi
BIUTMBAIOTh Ha 3arajibHe caMoroayTTs. OIiHKa SKOCT1 KUTTS MOXKE:
° TOITIOMOI'TH BU3HAUUTH CIIPUUHSATTS MAIL[IEHTOM CTaHy CBOT'O 3710pOB’sI Ta CBOiX MOTPED;
° TOTIOMOT'TH OTPUMATH JIaH1 11010 KIIHIYHUX Pe3yNbTaTiB, K1 MOXKYTh MOKPALIUTH SIKICTh Ha/IaHHS
JIOTIOMOTH;
° CIyTYBaTH METOJOM IIBHUIKOTO CKPUHIHTY I BHUSBICHHS OKPEMHUX TMAIi€eHTIB abo IinX
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MOMYJISALIHN, sIKI MOXYTh MOTpeOyBaTh OULIBII JETaNbHOI OLIHKK CTaHy 370pOB’S Ta MOTpeO,
OB’ SI3aHMX 13 SIKICTIO )KUTTS;

° BUSIBUTH 1HAWBITyalIbHI Ta 3arajbHi MOTPeOU MAIiEHTIB B OTPUMAaHHI 3HaHb Ta/a00 HaBYaHHI, 1100
MOKPAIUTH CAaMOCTIHHE YIIPaBIiHHSI MEIUYHUM CTAHOM.

JuB. Takox Po3nin 11: «Ouinka pe3ynbTaTiB JiKyBaHHS.
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Po3ain 10. YcknagHeHHs 3 00Ky OIOPHO-PYX0BOro anapary

10.1 Beryn

I'emoinist xapakTepu3yeTbcs TOCTPUMHU KpOBOBHIIMBaMH, MOHA 80 % 3 AKX BUHHUKAIOThH Y
MEBHUX Cyriao0ax (HaiyacTilie TOMITKOBOCTOITHUX, KOJIHHHX 1 JIKThOBHUX, & 4aCTO 1 KYJbIIOBHX,
TJIEUOBHX i 3’ ICTKOBHUX) i B TIEBHHX M’3aX (KIyOOBO-TIONEPEKOBOMY Ta JIHTKoBoMY) 2. 3anexHo
BiJ] TSDKKOCTI 3aXBOPIOBAHHS MOXKYTh BUHUKATH CIIOHTaHHI KpoBoTedi (1uB. Pozain 2: «Komruiekcue
nikyBaHHS remodimii»y — Tabmuig 2-1), kpiM Toro, Ha (HoHI NMPOGITAKTUYHOTO PEKUMY MOKYTh
BUHHMKATH TIPOPHBHI KpOBOTEYi (KpOBOTEYi, SIKi TPAIUISIOTHCS y MEpiog Mik MPOodiTaKTHYHUMH
iHpy3isasmu KOK).

[lepmri BHYTPIIHBOCYTTIO00BI Ta BHYTPIIIHBOM S30Bi KPOBOTEUi, 3a3BUYail, BUHUKAIOTH Y
JiTeH 13 TSOKKOK (hopmoro reModiii, KoJId BOHH MTOYMHAIOTH TTOB3AaTH Ta XOJUTH, K MIPaBUIIO, MK
1 Ta 2 pOKaMU JKUTTH, ae iHOMi y GilbII cTapIIOMY TIepeI0MKIILHOMY Billi.

PennauByrodi  BHYTPIIIHBOCYTJIOOOBI ~ KPOBOBWJIMBH  CIPUYHMHSIOTH  IPOrpecyroue
MOILIKO/DKEHHSI CYTJI00iB B Pe3yibTaTi HAKOMWYEHHS KPOBI B MOPOXKHMHI Cyriio0a Ta 3amaneHHs
CUHOBIaJIbHOT 000yI0HKU. lle TpU3BOAWTH 1O TaKUX YCKJIATHEHb, SK XPOHIYHUN CHHOBIT Ta
remodiniuna aprpomatia?. KomeHnTapi Ta peKkoMeHalii OO0 BHYTPINIHLOCYTIOOGOBHMX
KpOBOBHIIMBIB UB. Po3min 7: «JlikyBaHHs cienndiuHuX KpOBOBMWIMBIBY 1 Tabnuito 7-2.

HeanexBaTHe s1iKyBaHHSI BHYTPIIIIHEOM SI30BUX KPOBOBHJIMBIB MOYKE TIPU3BOJIUTH JI0 YTBOPEHHS
M’SI30BHX KOHTPAKTYp, OCOOIUBO B OLIACYTIO00BUX M’ si3aX (HAIIPUKJIIA, TUTKOBOMY Ta MOIIEPEKOBOMY),
110 YACTO BiIOYBAECTHCA B TIEPIIi AECATHIITTS KHUTTA 2. KpiM TOro, MOXKyTh PO3BUHYTHCH iHIIi, GBI
Cepilo3Hi yCKJIaJHEHHS, 30KpeMa, KOMIIAPTMEHT-CUHAPOM Ta MCEBAONYXJIMHU (IUB. HUXKUYE «3aMicHa
Tepartisi KOHIeHTpaTamu (akTopis Koaryisiii» Ta [ligposain 10.5 «IlceBnomyxmmHuy).

[IpodinakTuyHe MiKyBaHHS AJIs 3aM00ITaHHS €Mi30/1iB KPOBOTEY BBAXKAETHCS CTAHIAPTOM, B
Tiil Mipi, B AKili J03BOIAIOTH HASBHI pecypcu®.

3aranoM, YCHiNIHE JIKyBaHHsS JUIsl JOCATHEHHS MOBHOTO (DYHKI[IOHAJIBLHOTO BiJHOBJICHHS
BUMarae KOMOIHOBAaHOTO 3aCTOCYBaHHSI 3aMICHOI Teparlii KOHIEHTpaTaMH (akTOpiB Koaryssiii
(K®K) abo inmmx 3acobiB 3a0e3meueHHs] TeMocTa3y (HampHuKiaja, MpemapaTiB oOximHoi mii Jis
NAII€EHTIB 3 1HT10ITOpaMu) 3 GI3UYHOIO TEepaMIEro.

HaBuanus nauientiB/onikyHis

HaBuanHs mamieHTiB 100 MpoOJieM ONOPHO-PYXOBOrO amapary npu remodumi e
HAJ3BUYAlHO B@XXJIMBHUM, BOHO MAa€ OXOIUIIOBATH IHUTAaHHS 3J0pOB’S Cyrjo0iB 1 M s3iB,
PO3Mi3HABAHHSA Ta JIIKYBaHHS KPOBOBWIMBIB Y CYTJI00H, YCYHEHHsI 00110, YCKIIQAHEHB 3 0OKY OTOPHO-
PYXOBOTO anapary, a TaKOX Ba)KJIMBICTh 3aCTOCYBaHHS (Pi3M4HOI Teparnii Ta peaOiniTanii. Bennuesne
3HaYeHHs Mac MyIbTHAMCHMIUIIHAPHUN MiAXif 10 JiKyBaHHS KpOBOTeY Ta iX HACHiAKIiB® (JMB.
Po3znain 2: «KomriuiekcHe JIiKyBaHHS TeMOpiIii).

10.2 CunoBir

ITicng rocTporo remapTpo3y BiJOyBaeTbCsl 3amajieHHS CHHOBIANIbHOI OOOJIOHKH, SIKE
CYNPOBOJIKYETHCS TIIEpPEMIEI0 1 30UTbIIEHHSIM 00’ €My, 1110 CIpUsIE JIETKOMY ii momkoakeHH:o. 1100
BUITIKYBaTH FOCTPUIi CHHOBIT, MOKe 3HaJ00UTHCA Killbka THKHIB>®',

PesynpTaTom HETOCTaTHROTO JIIKYBaHHS ITPH TOCTPOMY CHHOBITI € PO3BUTOK PEIIUIHBYIOYOTO
reMapTpo3y Ta CyOKIiHIYHMX KpPOBOBUIMBIB B cyrio6?. Po3BHBA€ThCS XPOHIUHE 3amaleHHs Ta
rineptpodisi cUHOBIaIbHOI OOOJIOHKH, a Cyrjio0 CTa€ CXWJIBHHUM J0 MOBTOPHUX KpPOBOBWIIMBIB.
BuHukae 3aMKHYTe KOJIO «KPOBOBHJIMB — OOMEXKEHHS PYXJIMBOCTI Cyrjioba — 3amajeHHs», 110
BPEIITi-PEINT MPH3BOAUTE 10 HE3BOPOTHOTO MOIMIKOKEHHS XPAIIiB © Ta KicTOK i BTpaToro GyHKIii
cyrno6is.®

ko 1eit mporiec TpuBae MoHaM 3 MicsIll, HOTO KIacu(IKYIOTh, SIK XPOHIYHUI CHHOBIT.

HeoOxigaumu € peryisipHi 0OCTEKEHHS 10 TOBHOTO BIIHOBJICHHSI CYIJI00a Ta CHHOBIaIbHOI
00OJIOHKH, BiZICYTHOCTI 3aJIMIIKIB KPOBi Ta/abo MOB’SI3aHOTO 3 KPOBOBUIMBOM cHHOBITY . ITiz uac
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yCiX MOJANIBIIMX TUIAHOBUX OOCTEXEHb CIiJ JOCTIKYBAaTH (i3WYHUN CTaH MAaIll€HTa HA TPEAMET
3MiH y cyrio0ax (Hampukian, o0’em cyrioda, M’s30Ba CHJia, HASBHICTh BHIIOTY B IOPOKHUHI
cyrnoly, aMIutiTyia pyXiB y cyrio0i, CTymiHb OOJIbOBOTO CHHIPOMY 32 Bi3yaJIbHOIO aHAJIOTOBOIO
mkanor) (muB. Pozmin 11: «Orminka pe3ynbTaTiB JikyBaHHsS»). [IpoTe B OaraThboX BHIAIKax
CHHOBIiaJIbHa 000JIOHKA HIKOJIM HE TIOBEPTAETHCS IO CBOT'O IEPBUHHOTO CTaHY.

OCKUIbKM KJTIHIYHI O3HAKHM HE 3aBXKIM aJICKBaTHO Bi0OpakaroTh (PaKTHUHY CHUTYAIIilo,
PEKOMEHTyeThCs TIPOBOAUTH YIAbTpa3BykoBe pociimkenns>®. Marnitno-pesonancna tomorpadis
(MPT), xoua 1 BBaXa€ThCs Hapasi 30JO0THM CTaHAAPTOM Bi3yali3alliiHUX JOCIIIKECHb, €
BUCOKOBAPTICHOIO Ta JIOBFOTPUBAJIOI0 TEXHOJIOTIEI0, KPIM TOTO, HEHMPUHHATHOIO JJSI MaJCHBKUX
nireii®.

Pexomenmamia 10.2.1:

IManienTam 3 remogisiero BOI' pekoMeHnaye NpoBOAUTH peryJsipHy (i3u4Hy OLIHKY
CTaHy CMHOBIAJbHOI 000JIOHKH MiCJIs1 KOKHOI0 KPOBOBHJIMBY, IIEPEBAKHO i3 32CTOCYBAHHAM
BiAMOBIIHUX MeTOAIB AiarHOCTUYHOI BidyaJi3auii, TAKUX fIK YJbTPa3BYKOBe JOCTiIKeHHS (32
MOKJIMBOCTI), JOKH CHTYyalisi He CTaHe KOHTPOJbOBAHOK, OCKiJIbKH NPOBEJICHHS JIMIIEe
KJIiHIYHOI OLiHKY He Ja€ MOK/JIMBOCTI BUSSBUTH CHHOBIT HA PAHHbOMY €Talli.

JlikyBaHHSI XpOHIYHOI'0 CHHOBITY

Mera JiKyBaHHS XPOHIYHOTO CHHOBITY — TMPUTHIYEHHS CHHOBIQJIBHOI AaKTHBHOCTI Ta
3MeHIIEHHS 3amajeHHs i 30epexkeHHs miicHocTi Ta Gynkii cyrmodaltt?,

KoHcepBaTuBHI BapiaHTH Tepallii BKIIOYAIOTh MPOQITaKTUKY MPOTATOM 6—8 THXKHIB (1S THX,
XTO HE OTPUMYE PETyisipHe PO UIAKTHYHE JIIKYBaHHS), (I3UUHY TEPAITiiO Ta TPUHOM CEIEKTUBHUX
iHri6iTopiB 1MKIoOKcureHasu-2 (LIOT-2) ais 3MeHmIeHHs 3ananeHHs >,

Pexomenmamis 10.2.2:

s manieHTiB 3 remodiniero, siki MalOTh XpPOHIYHMII CHHOBIT, ajle He MalOTh
MOSKJIMBOCTI OTPMMYBaTH peryjsipny npo¢inakruyny Ttepamilo, B®I' pexomenaye
HexipypriuHe JiKyBaHHS, B TOMY YHCJIi KOPOTKOYACHY MPOQiIaKTHKY NPOTATroM 6—8 THKHIB
AJsl KOHTPOJI0 KpOBOTeY, (Ii3HYHY Tepamilo Jjif MOKpPaIlleHHs M’SI30BOI CHJIM Ta
(¢pyHkuionyBaHHs cyrJi00iB Ta npuiioM cejiekTUBHMX iHTiOiTOpPiB LIOTI'-2 10151 3MeH1IeHHs1 00,110
Ta 3anaJeHHs.

IMPUMITKA. 3asie:xkHo Big QyHKIiOHAJIBHOIO CTaHy nanieHTa, GizMyuHy Tepaniio cJin
NMOYMHATH MOCTYNOBO, IHAMBIIyaJbHO BH3HAYaTH LI Ta KOMIUIEKCH BIIPaB, IOCTYNOBO
30i1bIIYIOYH BaroBi HABAHTAKEHHSI.

IMPUMITKA. V¥V nauientiB i3 rocrpum 001eM Ta penMIMBYIOYHMH KPOBOBHJINBAMH
¢ikcaniss 3 BUKOPUCTAHHAM JIOHI'eTiB MOKe CTa0LIi3yBaTH ypa:KeHU#l cyrjio0 ta oOMe:XUTH
pyxuauBicte. IIpm nboMy HeOOXiIHO MNPOSIBJIATH O00EpeKHICTh, OCKIIbLKH TpHBaJa
iMmMoOiiizauis npu3BoauTh 10 aTpodii M’sa3iB, TOMY HaBiTh y pa3i ¢ikcaii cyrjio6a JIOHreTo
PEKOMEHAYIThCS i30MeTPUYHi BIIPABH.

IMPUMITKA. Y pa3si BiacyTHocTi BianoBii Ha HexipypriuHi BTpy4aHHs iHTeHCHUBHICTh
Tepamii CJil TNOCWINTH, CHPAMOBYKWYHM 1I 0e3mocepelHbO Ha CHHOBIT, MNISIXOM
creniajJizoBaHoOro JiKyBaHHS 32 y4acTIO BiinoBigHoro gaxisus.

Pexomenpnanis 10.2.3:

st mamienTiB i3 remodijii€ro, fIKi CTPa)kIalOTh HA XPOHIYHHI CHHOBIT (110
XapakTepu3yeThbes JiMie He3HAYHUM 00j1eM Ta o0OMe:KeHHsM Jiana3oHy pyxjauBocti) BOI
PEKOMEHAY€ KOHCYJbTALII0 JAOCBIIYEHOr0 creniagicra i3 3aXBOPIOBAHb ONOPHO-PYXOBOIO
anapary B HeHTPI JikyBaHHA reMoQiii.
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QDizuuna mepanis npu CUHOBIMI

®i3nuna tepanis>!® mig narnamom daxisuis 1eHTpy TiKyBaHHS remModiii peKoMeHIyeThCs
IPOTSTOM yChOTO Nepioay peadimiTamnii, 3 HOCTYOBHM HApOIyBaHHSM HaBaHTAXCHHS JJISl IOBHOTO
BIJTHOBJICHHSI M 30BOi CHUJM Ta (DYHKIIOHYBaHHsA. BoHa MoO)ke BKJIIOYATH IMOACHHI BIPaBH AJIS
36iIbIIeH s M 130801 CHIIM Ta BiHOBJIEHHS Jiana3oHy pyxy cyrmobal’.

OyHKIIOHATBHI TPEHYBAaHHS MO>KHA PO3MOYMHATH 3 YpaxXyBaHHSAM MPaKTUYHMUX LJICH AJs
KOKHOTO marienTal®,

Jlst cTabimizantii ypakeHoro cyriio0a Ta 0OMeXeHHs HOT0 pyXJIMBOCTI MOXKE OyTH JIOIITILHOIO
¢ikcarris JOHreTaMH 3 METOIO 3a1I00ITaHHs TOBTOPHUM KPOBOBUIJIMBAM Ta TPABMYBAHHS (CTUCHEHHS)
CHHOBiaNbHOT 00070HKH T yac pyxy*® (muB. Posmin 7: «JlikyBaHHS crieruigyHEX KPOBOTEU) —
«BHyTpimHbOCYT1000BH KPOBOBMINBY — «Di3MyHa Teparlis Ta peadimiTarisny).

VY XpoHIYHHUX BHIAJIKaX, KOJIM PEaKIlisi HAa KOHCEPBATUBHI METOIM JIIKYBAHHS B1ICYTHS, MOXKE
OyTH MOoKa3aHa CHHOBEKTOMIs/CHHOBIOPTES.

Cunosekmomis/cunogiopmes

JIOUITBHICT, CHUHOBEKTOMII CIiJi pO3MVISiIaTH y BUMAAKAX, KOJIU XPOHIYHUN CHHOBIT
MEPCUCTYE Ta CYNPOBOKYEThCS YACTHMH PEIUIUBYIOYMMH KPOBOBWJIMBAMH, 1 SKHA HE
KOHTPOJIIOIOTHCS 1HIIUMU METOJaMH JIIKYBaHHS.

[Ipouenypy MoOXHA TPOBOJUTH PI3HUMHU CHOCOOAMHU: BHYTPIIIHBOCYTJIOOOBA 1H €KIIIS
XIMIYHOI pe4yOBHHH a0 paiioizoToIy (CHHOBIOPTE3), apTPOCKOMIYHA CHHOBEKTOMIs, a00 BIAKpPHUTA
Xipypriuna cunoBexToMinZO%,

Jlig ycix MalieHTiB MPOLEAypOI0 MEepIIoro BHOOPY 3aBXIu Mae OyTH HeXipypriuHa
CUHOBEKTOMIs.

PaniocuHoBeKkTOMIsl TMOKa3aHa TPU CHHOBITI (MIATBEPKEHOMY KIIHIYHO a00 HUISIXOM
yIBTPa3ByKOBOT'O JOCIIJIKEHHS 3a MICIIEM JIIKYBaHHSI), IO CIIPUYUHUB 2 a00 OLIbIe KPOBOBUIMBHU
B OJIMH 1 TOM camuii cyrno0 3a ocTaHHI 6 MICSIIIB, HE3BAXKAIOUM Ha a/ICKBaTHE J'IiKYBaHH}Ig.

PanioizoTonHa CHHOBEKTOMIS 13 3aCTOCYBAHHSIM YHUCTOTO 130TOMY, SIKM BUITPOMIHIOE OeTa-
npomeHi (¢ocdop-32, iTpiii-90, peHiii-186 abo peHiii-188) € BUCOKOEHEKTHBHOI, Ma€e Majo
no6iuHuX edeKTiB Ta MOKe OyTH 31ilicHeHa ITij yac ofHiel mponeaypH B aMOyTaTOPHIX YMOBax. %22
30

Komenmap pobouoi zpynu. na Mmomenm po3poOKu OaHOi KIIHIYHOI HACMAHOBU
paodioizomonHa CUHO8EKMOMis 6 YKpaini He npogooumscs y 363Ky 3 8I0CYMHICMIO peccmpayii
izomonis. impii-90, peniii-186, penii-188. Ilpome cnio 3aznauumu, wo y pasi HeeghexmusHocmi
XIMIYHOI CUHOBEKMOMII pPEeKOMEHO0B8AHO NPOBEOCHHs ONepamueHo20 GMPYYaHHA, d came
ApmMpOCKONIYHOI CUHOBEKMOMIL 00 MOMEHMY 3aNnpOo8AONCEHHs PAOiOi30MONHOI CUHOBEKMOMIT Y
nayieHumis 3 2emoqiniero.

Bubip i mo3a panioizoTory 3anexarb BiJ cyrioba, B SKUM 3M1MCHIOETBCS 1H €KINiS, CTaHY
CHUHOBIaJIbHOT OOOJIOHKH Ta JJOCTYIHOCTI Pajii0i30TOMIB.

Ilepen pamioCMHOBEKTOMI€I0 HEOOXITHO TMpoBecTH NpodinakTuky; oxaHiei mo3u KOK
3a3BMYal JJOCTATHBO ISl OJHIET 1H  €KIIIT paioi30ToMy.

3a MOKIJIMBOCTI PEKOMEH/IYEThCS OHOYACHE BHYTPIlIHLOCYTI000BE BBEIEHHs cTepoinis.

Jlami cyrio6 mae mepeGyBaTH y CTaHi CIIOKOIO MPOTATOM IoHaiiMermme 2448 roquu®l® y
JoHTeTI 200 1HIIOMY iIMMOOLTI3aliHHOMY IPUCTPOT, MICISA YOr0 MOKHA PO3MOYMHATH peadimiTariio.

Peabimitaniss micns pajiOCMHOBEKTOMII € MEHII I1HTEHCHBHOIO, HIX TICJS XipyprigyHoi
CHMHOBEKTOMI{, ajie MalieHTy 0JIHaKOBO HEOOX1JHO JOMOMOTITH BiIHOBUTH CHITY, POIPIOLENIIiI0 Ta
dyskuito cyrno6al®. JlominsHoo Moxke OyTH iHAMBidyadbHa Hporpama peadimiTaiii mpoTsrom
noHaitmene 3 TxHIB?®, Onpasy micns pagioCHHOBEKTOMIT CTiJi YHHKATH iHTEHCHBHMX BIIPAB Ta
BATOBHX HABAHTAKEHD' ",

Merta niKyBaHHS — 3MEHIIMTH TPOSIBU CHHOBITY Ta YacTOTy KPOBOBHIIMBIB, OTXKE,
OTIOCEPEIKOBAHO TMOJEeTrmuTH Oub. Pamioi3oTormHa CHMHOBEKTOMisS HE BIUIMBAE Ha JIETE€HEpaIliio
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cyrno0a. [Ticist monermeHHs 600 Ta 3MEHIICHHSI KPOBOBMIIMBIB MAI[IEHT MOXKE BITHOBUTH (PYHKITIT
cyrio0a 3a I0moMOror BiANMOBIAHOT peabimiTaiii. 3MeHIIeHHs 000 3a3BUYail BiIOyBa€eThCs depes
1-3 TEoKHI mes i1 eKmiic 2,

MiHiMaIbHUH 1HTEpBAJ MK MOBTOPHUMH KypcaMH CHHOBIOPTE3y OJHOTO W TOTO CaMOro
cyrno6a cTaHOBUTH 6 Micsmin®l.

Y pa3i BiACYTHOCTI pPajaioi30TOIIB MOXXHA PO3TJISHYTH MOXJIMBICTh TPOBEICHHS
CHHOBIOPTE3Yy 13 3aCTOCYBaHHSAM pupaMIIIUHY a00 OKCHTETPAUKIIHY XJIopriapary. XiMi4HUN
CHHOBIOPTE3 MOXE OyTH OOJIICHMM, TOMY 3a MOTPEOM 1H €KIIO CKJIEPO3aHTy CJij MOEIHYBATH 13
BHYTPIIITHHOCYTJIO00BUM BBEJICHHSIM aHECTETHKA MICIIEBOI il s MiHIMI3aIii 000 3 10AaTKOBUM
MPUHOMOM TEPOPAIbHUX aHAJIBIETUKIB (KOMOIHAIlISA arleTaMiHO(eHy/mapamneTaMoiy 3 OmioigoM, B
pasi HeoOximnocTi)>4%,

MoKyTh 3HaAOOMTHUCS TTOBTOPHI 1H €KIIT; 3a3BMYail HEOOX1THO 5—6 MOTHIKHEBHX 1H €KIIIH,
1100 TOCATHYTH KOHTPOJIIO HaJl IIPOSIBAMH CHHOBITY 43¢,

Komenmap pobouoi epynu: na momenm pospobku oanoi Kniniunoi nacmanosu nikapcoKui
3acib 3 MIdHCHAPOOHOIO HEeNameHmMoBAHOW HA368010 OKCUMEMPAYUKIIH 3apeccmposanuti 8 Ykpaiui
MIIbKU Y CKNAOI KOMOIHOBAHUX NIKAPCLKUX 3AC00I8 3 2I0POKOPMUZOHOM Y IKAPCOKUX PopMax (Ma3zv,
cycnemsis) Ol 308HIUHBO20 3ACMOCY8AHHA. Y IHCMPYKYii 01 MeOUuHO020 3ACMOCYB8AHHS
JIKAPCHKO020 3ac00y 3 MIHCHAPOOHOIO HENAMeHmoB8aHOI0 HA36010 PUDAMNIYUH GIOCYMHI NOKA3AHHS
07151 BHYMPIUHBLOCY2TI0008020 B8EOEHHS.

Pexomennauis 10.2.4:

Jaist manienTiB 3 reMogisii€ro, siki MAaIOTh TPUBAJINI HeBHPIillIeHUI XPOHIYHUIA CHHOBIT,
B®I' pexoMeHnaye HexipypriuHy CHHOBEKTOMIil0, IK BapiaHT Tepamii mepuioi JiiHii, a came,
Pafioi30TONHY CHHOBEKTOMIIO i3 3aCTOCYBAHHAIM YHCTOIO i30TONY, AKMI BHIPOMiHIOE OeTa-
npomeHi (pocdop-32, iTpiii-90, peniii-186 ado peniii-188). Cuin 3acrocoByBatu ogny 103y KOK
HA OJHY NPOLEAYPY CHHOBIOPTE3Y.

IMPUMITKA. Bubip panioizorony 3a/1eKuTh Bijl Cyrji00a, B sike 3AiliCHIOEThCS iH’ €KILis,
Ta JOCTYNHOCTI pagioizoTomis.

IMPUMITKA. Cyr100 HeoOXigHo iMMo0iti3yBaTu 1IOHAliMeH1Ie HA 24 TOMHM, MiCJIsI 40r0o
PO3M0YaTH MOCTYNOBY peadlaiTawiio 1Jisi BITHOBJICHHSI CHJIM Ta (PYHKLI cyriio0a.

INPUMITKA. V pa3i HexocTymHocTi pagioi3oTomniB ajbTepHATHBOW € XiMiYHMH
CHHOBIOPTE3 i3 BHKOPHCTAaHHAM pHPaMIinMHy a00 OKCHTETPALMKJIHY XJjopriaparty (oaHa
iH’eKIlis HA THXKIEeHb MPOTAToM S5—6 THKHIB) y KoMmOiHauii 3 ogHicro 1030100 K®K Ha oany
Npoueaypy, AHeCTeTUKOM MicCIeBOi il Ta NepopaJbHUMH AHAJIbIeTHKAMMU.

VY BuNaAKax pe3UCTEHTHOCTI XPOHIYHOTO CHHOBITY 10 Tepamii i3 3acTOCYBaHHSIM
pasloCHHOBEKTOMII MO>XKHA BHKOHATH CEJEKTUBHY eMO0oJi3allil0 KPOBOHOCHUX CYIWH, SIKI
3a0e3MeuyroTh KPOBONIOCTauYaHHsI CHHOBIANbHOT 00070HKH. [Ipolieypy MoskHA MTPOBOANUTH JIMIIE B
cHeliali3oBaHuX LEHTPaX MeJMYHOT Bizyanizaliic'.

JIOIINBHICTh XipypriuHOi CHMHOBEKTOMIi MOKHA PO3IJISIHYTH y BUMAJAKY Hee(EeKTHBHOCTI
IHITUX, MEHII IHBa3WBHHUX TPOIEAYpP, ad0 B pa3zl HAasBHOCTI JOJATKOBHX IIOKa3iB, SKI CIHiJ
BUKOHYBATH 33 JONOMOTOI0 apTPOCKOMIi°, HANPUKIAn JUls BHJANEHHS BEIUKOTOMiIKOBUX
ocTeodiTiB MO MepeIHIi MOBEPXHI TOMIIKOBOCTOMHOIO CYTI00a.

ApTpOCKOMiYHiil CHHOBEKTOMIT BilIa€ThCs MepeBara nepej BiIKpUTOK CHHOBEKTOMi€r0 Y,

VY pa3i HeoOXIAHOCTI XIPYpriuHOi CHHOBEKTOMIl (BIAKpUTOI ab0 apTPOCKOMIYHOI) CIij
3a0e3MeunTH JIOBIIY 3aMicHy Tepamito 13 3acrocyBaHHsM K@K abo iHmIMX reMocTaTMYHHX
IpernapariB, JOCTATHIO /7S IPOBE/ICHHS XIPYPriyHOr0 BTpYYaHHs Ta Micisonepariiinoi peaditiTanii.
[Tpouenypy MOBHMHHA MPOBOJUTH JOCBiAUYeHAa KoMaHAa (axiBIliB B CIEIlaTi30BAHOMY IIEHTPi
JiKyBaHHS TeModimii.
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Pexomennanisi 10.2.5:

s mamieHTiB 3 reModiii€lo, y AKMX XPOHIYHUI CHMHOBIT Oijibllle He BiANMOBiAa€ Ha
KOHcepBaTHBHe JikyBaHHsi, B®I' pexoMenaye XxipypriuHy cHHOBeKTOMilO (0axxaHO
ApPTPOCKOIIYHY, a He BIIKPUTY), IKa POBOAUTHCS JIUIIE JOCBIIYE€HOI0 KOMaH/1010 (paxiBIiB B
LeHTPI JiKyBaHHS reMogiiii.

JluB. takoxx Po3min 7: «JlikyBaHHs crenudiyHuX KpoBoTew» — Tabmuis 7-2; Po3min 8:

«luri6iTopu 1o ¢axropiB koaryssmiiny — «l'emodinis A/I'emodinis B» — «Xipypriuni ta

iHBa3uBHI mpouenypu»; Po3min 9. «Cnemudiuni nuTaHHS JIKYBaHHS TreMOiIii» —

«Xipypriuti Ta iHBa3UBHI MPOLEITYPH.

10.3 I'emoistiuna apTponaris

I'emodiniuna apTponatiss Moxke OyTH pe3yabTaTOM OJHOKPATHOTO KPOBOBUJIMBY a0o
pPEIMIMBYIOUMX TEeMapTpo3iB. 3a3BHUaii, BOHA PO3BHBAETHCS MOCTYIOBO BiJ T'eMapTpPo3y [0
XPOHIYHOTO CHHOBITY Ta 3HAYHUX €pO3ii CyriioOO0BOI MOBEpPXHi, a HAa OCTAaHHIM cTajii gocsrae
KyJIbMiHaIlil y BUIMIAAi pyiiHyBaHHS cyrnoGa, XpoHiuHOi remodimiunoi aprpomartii*’, mo wacro
MPOSIBIISIETHCS HA APYTOMY JAECATUITTI )KUTTS, OCOOIMBO Y BUNIAAKAX, KOJIU MpodiIaKTHUHA Teparis
HEIOCTYyIHA a00 € HeIOCTaTHBOIO.

BHyTpinHEOM 5130B1 KPOBOBHJIMBH MOXXYTh HPU3BECTH 10 Aedopmaiii Ta KOHTPaKTypU
cyrino0a 3 BUMYIICHHM NAaTOJIOTIYHUM TOJOXKEHHSM KiHIIIBKH, OCOOJIMBO B pa3i KPOBOBUJIMBIB Y
NONepeKoBUi ab0 nMTKOBUH M’s13. DikcoBaHI 3rMHANbHI KOHTPAKTYpH MPU3BOMIATH 0 BTPATH
PYXJIMBOCTI Ta CYTTEBOTO MOPYIIEHHs (QYHKIIIT cyriao0a, ToMy HEOOXiHO 3amodiraTv ix yrBOPEHHIO.

[To wmipi moripiieHHs nepebiry apTponartii Aiana3oH pyXiB 4acTO 3MEHIIYEThCS 1 HAOpSK
cyrio0a 3pocTae BHACIIOK Mporpecyrodoro Gpidpo3y CHHOBIATHHOI 000JIOHKHU Ta KamncCyiu cyrioda.
OCKUIBKHM CYT00 aHKUIO3YETbCS (3HEPYXOMIIIOETHCS), CYrJIOO0BHM Ol1b MOKE 3MEHIIUTHCS abo
3HUKHYTH.

Bignosinuuit paniorpadiuHuil MeTOJ A7 OLIHKK XPOHIYHOI remMogiigiuHoi apTpomartii
3aJIeKUTh B/l CTaAll MPOrpeCcCyBaHHS.

MPT e inpopMaTUBHUM METOZOM OLIIHKHM apTpoIaTii Ha paHHIM cTajii, OCKUIbKU BUSBISE
TI0YATKOBI 3MiHM y M’ IKHMX TKAHMHAX, KicTKax i xpsmax* 43,

VYIbTpa3ByKoBE JIOCHIIPKEHHS JIOMOMAara€ OLIHUTH MAaToJdorii M SKUX TKaHUH 1
nepudepuuHUX XpAIIIB Ha paHHiil cTaii reMoginiunoi apTponarii*,

IIpocta pentreHorpadis HedyTauBa A0 MOYATKOBHMX IMPOSBIB apTpOIAaTii 1 3aCTOCOBYETHCS
JUISL OLIHKHM apTPONATHYHKX 3MiH Ha Mi3HiX eTamax**4%,

JluB. Po3ain 11: «OuiHka pe3ysabTaTiB JIKyBaHHS».

JlikyBaHHsI XpOHIYHOI reMo(iIiYHOI apTponaTii

Merta niKyBaHHS — 3MEHIIUTH YacTOTY PO3BUTKY T€MapTpo3iB, MOKPAIIUTH (QYHKIIIT
cyrnoOy, TOJIETIIUTH Oib 1 MPOAOBKHUTH a00 BITHOBUTHM HOpPMAallbHY AaKTHBHICTh MAaIlieHTa Yy
MOBCSIKIEHHOMY JKHTTI.

BapianTtu nikyBaHHS XpOHIYHOI reMoQUIIYHOT apTporaTii 3aj1eaTh BiJ 0araTb0X YMHHUKIB,
710 STKAX HaJIekKAaTh:
° CTa/lis 3aXBOPIOBAHHS;
o KTiHiYHI CHMIITTOMH, HasiBHI B MAI[I€HTA;
° BIK MAIli€HTA;
° BIUIUB Ha CMOCIO KUTTSA Ta (PyHKI10HAIBbHI MOXKJIMBOCTI MALlI€HTA;
° TOCTYIHI pecypcH.

binb moTpiOHO KOHTPOIIIOBATH 3a IOMIOMOTOIO BIJIIOBIIHUX aHAJII€THKIB.

JluB. Po3ain 2: «KommiekcHe nikyBaHHS reModinii» — «YTpaBiiHHS 60sem».

Dizuuyna mepanis npu eemoQiniynii apmponamii
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di3uuHa Tepamis, COpsAMOBaHA Ha 30€peKEHHS M S30BOi CHIM Ta (PYHKIIOHATBHHUX
MOXXJIMBOCTEH, € HaA3BMYAaiHO BaKJIMBHM KOMIIOHEHTOM JIIKYBaHHS XPOHIYHOT reMoQiaigHOl
apTponarii.

[aTeHCcuBHICTD (Di3MYHOT Tepamii crix 30UTbITYBaTH MOCTYIIOBO Ta aIallTyBAaTH BiIMOBIAHO 10
npodinakTuyHoro npukputtsa. DizuyHa Teparis Mae OyTH MEHII IHTEHCHUBHOIO Y TALli€HTIB 3
00MEXXEHHMM JIOCTYIOM J10 3aMicHOi Teparnii KOK.

[Tpu oOMex)eHnx pecypcax Ta BiACYTHOCTI KOHLIEHTpATy ¢akTopa (i3uyHy Tepariio MOXHA
POBOAUTHU O€3 BBeIeHHS (paKkTopa, AKIIO0 BOHA MOTOKEHa 3 IOCBIAYEHOI0 MYJIbTUIUCIUILIIHAPHOIO
KOMaH/IOI0, SKa Ma€ JIOCBiJ pOOOTH 3 TAaIlleHTaMH, 10 MarOTh YPaKCHHS OIMOPHO-PYXOBOTO
anapary?’.

SIkmio B pe3ynbTati (hi3MYHOI Tepanii BHHUKAIOTh KPOBOTEUl, MOKE 3HAZOOUTUCS TUMYAcOBE
npodinakTuune mikyBaHHA'°. ICHye [OCBi BMKOPHMCTaHHS iHIIMX BHJIB Tepamii, Takux sK
JiKyBaJbHA (Pi3KYJIBTypa, MaHyaldbHA TEpaIlis, EIEKTPOTEPAIis Ta TiApOTepartis, K JOTOBHEHHS JI0

dizmunoi Tepamii®.

Pexomenmamis 10.3.1:

151 momepeaskeHHs Ta JIKyBaHHSI XPOHiYHOI remoginiunoi aprponarii y nauieHris 3
remodiiicro BOI' pexkomenaye komMOiHALIIO peryJsipHOi 3aMiCHOI Tepamil AJsi 3MEHIICHHS
YacTOTH KpPoBoTed Ta (izM4yHOI Tepamii, AKka cnpsiMOBaHa HA 30epexKeHHs M'fI30BOI CHJIM Ta
(pyHKHiOHATBHUX BJacTUBOCTel. PI3UYHA Tepanisi HAA€ThCA Ml NPUKPUTTAM pakTopom ado
0e3 HLOT'0, B 32J1€5KHOCTI Bijl HOT0 10CTYNHOCTI Ta BiiNOBiAi nanieHTa Ha Tepamilo.

a1 KOHCEPBATHUBHI METO/IU JTIIKYBaHHS BKJIIOUYAIOTh!

° [IOCJIiIOBHE HAKIIAJAHHS TiNCOBMX MIMH ISl KOPEKTyBaHHs aedopmartiit®;

° MPUJIAJTA JIJISL PO3TATYBAHHSI,

° BUKOPUCTAHHS JIOHTET Ta OPTOINEIUYHUX MPUCTPOIB AJS MIATPUMKH HECTAOLIbHMX CYrJo0iB Ta
CYTI06iB, B IKMX PyXH CYHpOBOIKYIOTECS Gomem™?;

° TOTIOMDXKHI 3aco0u JJs XOIbOM Ta MOOITBHOCTI, JIJs 3MEHIICHHS HaBAaHTXKEHHS Ha ypaKeHi
cyrioou;

° aamnTallisl Cepe/OBHINA BIOMa, Y IIKOJI a0o Ha poOOTI Ui MOKJIMBOCTI MPUHMATH y4acTb Y

IPOMAJICHKiH JifIBHOCTI Ta MPaleBNAMTYBAaHHi, a TAKOXK TOJIETIICHHS TTOBCSIKISHHOTO KUTTS .,

Pexomennauis 10.3.2:

Jisi momepesKeHHsl Ta JIIKYBaHHSI HACJHIAKIB Ccyryio0oBoi aprpomnarii y Jjrwoged 3
remopiniero BOI' pexomeHaye Hexipypriuni Meroam, Taki sIK JIOHTeTH Ta OPTONEIUYHI
NPHUCTPOI, 32C00M A1 MepecyBaHHsA, MOCTiI0BHEe HAKJIAICHHS TiNCOBUX IIHH Ta anapaTH AJs
PO3TATYBAHHA AJ8 Kopekuii 3ruHaibHMX KoHTpakTyp. Lli 3axoam 3aiiicHioloTh Ha ¢oHi
NPUKPHUTTH (PaKTOpPOM 260 0e3 HbOIO.

Xipypeiuni empyuamns
SIKI10 KOHCePBATHBHI 3aX0/IM HE MIPU3BOATH JI0 MOJIETHIEHHs OO0 Ta MOKpaIeHHs PYHKIII1
cyrino0a, MOXke 3HaJI0OUTHUCS XipypriuHe BTpyYaHHS.
XipypriuHi 3aX0/iy B 3aJI€KHOCTI B/l KOHKPETHUX YMOB MOKYTb BKJIIOYATH:
° CHHOBEKTOMIIO Ta YHIIEHHS Cyriio0a (apTpOCKOMiuHUI 1eOpiAMeHT), 32 HEOOX1IHOCTI
° apTPOCKOMIIO JJiIsi BUBUILHEHHS BHYTPIIIHBO-CYIJIOOOBUX CIalOK Ta BHUJAJIEHHS €JIE€MEHTIB, SKi
OIOKYIOTh PYX, 0COOJIMBO y FOMiIKOBO-CTOMTHOMY i JIIKTOBOMY Cyrno6ax°l;
° BUBiTbHEHHS M'SKUX TKAaHUH 11032 CYIJI000M JJIsl TiKyBaHHSA KOHTPAKTyp®;
° OCTEOTOMIIO JIJIsl BUTIPaBJIEHHS KYTOBOI 1ehopMariii;
° 30BHIIHI (ikcaTopy, SKi BUKOPHCTOBYIOTHCS [T BUIPaBIeHHs AedopMarii>s,
° 3aMiHa Cyriio0a MpoTe30M — EHJONPOTE3yBaHHS (KOJIHHHM, KyJIbIIOBUH, MJICUOBHMA, JTIKTHOBUI
260 TOMiNTKOBOCTOITHUIA CyTr06)°%;

38
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° pe3eKIlisl palianbHOI TONIBKM MPOMEHEBOI KICTKM Yy JESIKUX TAalli€HTIB MpPHU aHKIIO3yBaHHI
MIPOMEHEBO-JIIKTHOBOTO CYIJI00Y;
° apTpoJie3 MPH BHPAKEHiH, 00Ir04ill apTponarii FTOMUIKOBOCTOITHOTO CYTII00a.

JIist mATpUMKH Ta 30UTBIICHHSI BIPOTIAHOCTI YCHIXy Oyab-sKOi XIpypriuHoi Ipouexypu
NOBHMHHI OYTH JIOCTYIIHI HAaJ€XHI PECypCcH, BKIIOUYAIOUYM MPOdiTaKkTHUHE JIKyBaHHs (HAIpPUKIIA
noctatHe 3a0e3neueHHs KOK) ta micisonepariiina peabdimitamis 96-58
Pexomengauis 10.3.3:

s mamieHTiB 3 remogijicl0 Ta XpPOHIYHOW TeMO(iJiYHOI apTponaTi€ln, y SAKHX
KOHCEPBATHBHI 3aX0/1 He NPHU3BOAATH /10 3MeHIIeHHs 00/110 Ta nmokpamenus pynkuii, BOI'
PEKOMEHYE TNPOXOMKEHHsI KOHCYJbTAlIl Yy choemiajicra-opromena moOA0 MOKJIABOCTI
XipypriyHoro BTpy4aHHsl, iKe MOKe BKJIIOYATH B cede:

° CHHOBEKTOMIIO Ta YUIIEHHS Cyri00a;

° APTPOCKOIIIIO JJIsT BUBUILHEHHS BHYTPIIIHBO-CYTJIOOOBUX CITAMOK Ta BUJIAJICHHS CJIEMEHTIB, SIKi
OJIOKYIOTH PYyX;

° BUBUIBHCHHS M'SIKMX TKaHUH 11032 CYTJII000M JUIS JIIKYBaHHSI KOHTPAKTYP;

° OCTEOTOMIIO JJIsi BUIIPABJICHHS KYTOBOI Je(opMariii;

° apTpoe3 (IUIsi TOMUTKOBOCTOITHOTO CyTii00a);

° 3aMiHy cyrio0a Ha KiHIIeBil cTajii apTpuTy.

INPUMITKA. [{na nigBuieHHs BiporignocTi yenixy 0yab-aKoi Xipypriusoi npoueaypu
HeOOXilHA JOCTYNHICTh aJeKBaAaTHMX pecypciB, 30kpema, HasBHicTb K®K a6o iHmmx
NPUAATHUX FeMOCTATHYHMX 3ac00iB (TOOTO, 00XiAHUX 3ac00iB AJs MALi€HTIB 3 iHridiTopamm)
Ta micjasionepaniiHi peadinitauiiini 3axoau.

JluB. Takox Po3min 7: «JlikyBaHHs crienuiyHIX KPOBOBUINBIB» — «KpOBOBHUIIUB y Cyrio0»
1 Tabnuio 7-2; Pozain 8: «lHribitopu 1o dhakropiB xoarymsmii» — «'emodimis A/T"emodimis
B» — «XipypriuHi Ta iHBa3uBHI npoueaypu»; Ta Po3ain 9: «CneuniyHi nUTaHHS JIKyBaHHS
reModiii» — «XipypriuHi BTpy4aHHsI Ta 1HBa3UBHI MPOLIETYPU».

10.4 BuyTpimiHboM's130BH i KPOBOBUJIMB

KpoBoTeua Moke BUHUKHYTH y Oy/ib IKOMY M's31 T1J1a, 4acTO SIK Pe3y/bTaT YIIKOIKEHHs a00
panToBOTO PO3TATHEHHS.

M's130By KpOBOTEUy BH3HAYaIOTh, K €Mi307] KPOBOBWJIHUBY Yy M'S3, SKMH IPOSBISAETHCS
KJIIHIYHO Ta/a0o Mpu Bi3yalbHOMY AOCHIIKEHHI. SIK IMpaBUI0, BHYTPIIIHHOM S30BUN KPOBOBUJINB
CYIIPOBOJUKYETbCA 00JieM Ta/abo HAOPSKOM 1 MOTipIIeHHAM (YHKIIIT, HAIPUKIIAA, HAKYJIbI'YBaHHSIM
BHACJTiOK KPOBOBHJIHBY B JIATKY ..

PanHe BusBIEGHHSA Ta MNpaBWIbHA JIIKyBaJbHA TAaKTUKa KIIHIYHOIO BEJCHHS M'SI30BHX
KpPOBOTEY € BaXKJIMBUM JIsI 3a11001raHHS yTBOPEHHIO CTIMKO1 KOHTPAKTYpH, PELIUANBYIOYOI KPOBOTEU1
Ta MOKIMBOCTI HACTYIHOTO (pOPMYBaHHS TIceBAOMyXauH,

Cumrnromu M's30BOi KPOBOTEU1 MOXKYTh BKITIOUATH:

° TUCKOM(DOPT y M'sI31 Ta HAMaraHHs TPUMATH KiHIIIBKY B KOM(DOPTHOMY MOJIOKEHHI;
° CUJIbHUI O1J1b, KOJIU M'sI3 aKTUBHO CKOPOUYETHCS 00 PO3TIATYETHCS;

° HAIIPY’KEHICTh 200 OOJIIOYICTH MPH MAJIbIIALIIT;

° HaOpsIK.

KpoBoBuiuBH y M’5131 B MICIISIX, SIKI TIOB'A3aHI 13 3arp03010 HEPBOBO-CYJMHHOI KOMITpECii,
HANPUKIIAJ, TTMOOKI IPyNH M's131B KiHIIIBOK, TOTPEOYIOTh HEBIJIKJIQAHOTO BTPYyUYaHHs, 1100 3ano00irtu
HoripiIeHH:o 1 BTpaTi pyHKuUii. Taki rpynu BKIIOYAIOTh!

° KJIIyOOBO-TIONEPEKOBUM M's3 (PU3UK Mapaliidyy CTETHOBOTO HEPBA);

° IOBEPXHEBI Ta TIMOOKI 3aHI BIAMIIM HUXKHBOI YAaCTMHHU HOTH (PU3UK YpPaKEHHsI 3aJIHbOTO
BEJIMKOTOMUJIKOBOTO Ta TJIMOOKOr0 MaJIOrOMIJIKOBOTO HEPBIB);

° FpyIly 3TMHAYiB M's31B EpeaIuIiyus (pU3UK IIeMiYHOT KOHTpakTypu DonbKkMaHa).

KpoBoTeya Takok MoOke BHHUKATH y OUIBII TOBEPXHEBUX M'si3aX, TaKUX SK Oilerc,
H1AKOJIHHI CYXO0XHIUISL, KBaJPULIETIC Ta CITHUYHI M'S3H.
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3’SBIIAE€THCS BCE OUIBINE CBITYCHb, MIO YIBTPA3BYKOBE IOCIIKEHHS OMOPHO-PYXOBOTO
anapaty (Y3 OPA) moxe OyTH KOPUCHUM JJIsi PO3PIZHEHHS MK M'S30BUMU KPOBOTECUAMHU Ta
iHIIIME MicIieBUME 001b0BHUMH cHHApoMaMu® %2, Opuak, sKIo mamieHT a6o JKap IMig03pIo0Th
M'SI30BUH KPOBOBWJIMB a00 MalwTh CKJIAQAHOCTI Yy BH3HAYEHHI MICIl PO3BUTKY KpPOBOTEHI,
PEKOMEHIYEThCS HeTalfHE TeMOCTaTHYHE JIIKYBaHHS Mepe]l 3M1iCHEHHSIM JIOCIKSHb JIJIS1 yTOYHECHHS
JIOKaIi3aIii KpoBoTeui abo i1 Yac OYiKyBaHHS IXHIX pE3y/IbTaTiB.
3amicHa Tepanisi pakTopamMu KoaryJasuii

HernikoBaHa BHYTpPIIIHROM'SI30Ba KPOBOTEYA MOXKE MPHU3BECTH JIO KOMIIAPTMEHT-CHHIPOMY
(rnmuboka M's130Ba KPOBOTEYA Y 3aKPUTOMY IIPOCTOPI) pa3oM 13 BTOPHHHUM YIIKOPKEHHSIM Y BUTIISAI
KOMIIpECii HEPBOBO-CYJMHHUX BOJIOKOH Ta CYXOXHIIb, M'SI30BOI0 KOHTPAKTYpPOK Ta HEKPO3OM.
binpie TOro, MOMIKOHKEHUH M's3, (PYHKIIIO SKOTO MOBHOLIHHO HE BIJHOBJIEHO, MOXE JaBaTH
BTOPHHHHH MATONIOT YHK eheKT Ha mpuieranii cyrno6®s.

Haii0inpi ycminHo0 € nIpakTHKa MBUAKOTO JIIKYBaHHS BHYTPIIIHEOM SI30BUX KPOBOTEY 32
nornomMororo HeraitHoro BBeAeHHss KDK, B imeani, konu mamieHT mo4aB BiT4yBaTH MEpIIi O3HAKU
TucKoMopTy abo BiApasy K MICJIS TPaBMH, 00 30UTBIIMTH PiBEHB (PaKTOpa y MaIi€HTa 1 3yITHHUTH
KpOBOTeuy. 3amicHa Teparlis (akTOpoM IMOBHHHA IMPOJOBXKYBATHCS, IIOKA TPUBAIOTh O3HAKH Ta
CHUMIITOMH KpOBOTEYi, 3arajoM 5—7 1IHIB a00 AOBIIE, SKIIO0 CHMITOMH BKa3ylOTh Ha TPUBAIOUY
KpoBOTeuy abo MOTipIIeHHs eHpoBacKynspHux cumnroMis®® (mqus. Posnin 7: «JlikyBauns
crienuQpiuHIX KpOBOBIIUBIBY» — Tabmuis 7-2).

Yacto moTpiOHI TOBTOPHI BBeACHHS (haKTOpa, OCOOIMBO, SKILIO ICHYE MOTCHIIIMHUIA pU3HK
BUHUKHEHHS KOMIApTMEHT-CHHAPOMY Ta/a00 moTpibHa iHTencuBHa peabimitamis®®’,

JuB. Pozain 8: «luribitopu 1o (hakTopiB KOArymisiii», B AKii JeTaabHO OMKCAHO JIKYBaHHS

KpPOBOTEU Yy TAIi€HTIB 3 iHri0iTOpaMu.

Pexomenpauis 10.4.1:

IIpu BHYTPIiIHBOM A30Bil KPOBOTEYI B YCiX MAMIEHTIB 3 reMo(i1i€l0 NnOTpiOHO HeraiHo
3aCTOCOBYBATH 3aMicHY Tepamiio ¢akTopamMu KoaryJsiii Ta, 3a Heo0XiIHOCTIi, clocTepiraTu Ha
npeaMeT PO3BHTKY YCKJagHeHb 3 OOKY HEpPBOBO-CYAMHHOI CHCTEMH, CIPHYHMHEHHX
KPOBOBHJIMBOM.

Kuiniynuii MOHITOPUHT Ta BeleHHS

BaxiuBo MOCTIHHO KOHTPOJIIOBATH CTaH Talli€eHTa MO0 MOKJIMBOCTI BHHHUKHEHHS
KOMITAPTMEHT-CUHAPOMY. CHMIITOMH MOXKIIUBOTO PO3BUTKY KOMITAPTMEHT-CHHIPOMY BKJIFOYAIOTh!
HOCUJIEHHsl 0OJI0, BTpaTy YyTJIMBOCTI, BTpaTy (YHKLIi Ta 3MEHIIEHHs I[OCTayaHHS KpPOBI 10
JUCTAIBHOT IUISHKY KIHIIIBKH. J[J711 BIEBHEHOCTI CJI1JT BUMIPSITH THCK B @aHATOMIYHII 30H], /1€ BUHUK
KOMITAPTMEHT-CUHPOM.

binb HE0OX1HO OIIHIOBATH YAacTO Ta PETYJSPHO, OCKIIBKU BiH € HETIPSMOIO OLIIHKOIO THCKY
B KOMITAPTMEHTI.

locTpi BHYTPIIHBOM'SI30B1 KPOBOTEUI MOXKYTh MOTpeOyBAaTH 3aCTOCYBaHHSI MPOTOKOIY
3pOCTa04yoro 3He00JICHHS, 100 JOCATTH MOJIETILEHHS CTany namienTa (auB. Po3ain 2: «KommekcHe
JIKyBaHHS TeMo1Iii» — «YTpaBiaiHHSA O01eM»).

Ha nomoBHeHHs 10 3amicHOi Tepamii (aktopoMm Kkoarymsmii abo iHImIOl NPUHHATHOT
reMOCTaTHYHOI Teparii Jikapl MOXKYTh 3aCTOCOBYBATH HACTYIHI 3aXO/H, SIK JOMOMIKHE JIIKYBaHHS
IPU TOCTPUX BHYTPIITHBOM'SI30BUX KPOBOTEUAX:

° Hamatu criokiit ajist ypaxeHoro M'siza.

° 3a MOXKJIMBOCTI MIAHATH YIITKOJDKEHY AUISHKY, 11€ JOTTIOMOKE 3MEHILUTH HaOPSIK, SKUI BUHUKAE TIPU
KpoBoTeui®?,

° 3a HEOOXIJHOCTI HAKJIACTHU IIMHY Ha MOIIKOKEHY KIHI[IBKY B KOM(pOPTHOMY IOJIOKEHHI Ta
PEryioBaTH MOXJIUBICTD MOJIOKEHHS TaK, 00 YHUKATH OO0JI0.

o [Ipuknamatu Ji/Xomon Ha 00JacTh ypaxeHoro M'sza Ha 15-20 XBUIMH KOXHI 4—0 ToawH s
3MeHmeHHs 6omro. He e Haknamatu i 6e3mocepe b0 Ha MIKipy.
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JuB. Takox HK4Ye po3ain «Pi3uyHa Tepamis Ta peabiiiTauis IpU BHYTPIIIHBOM S30BUX
KpPOBOTEUAX Y.

Pexomennpanis 10.4.2:

INPUMITKA. Ockijibku icHye 0arato mkaj OWIHIOBaHHA 00J110, TepeBary CJijg
HA/1aBaTH BUKOPUCTAHHIO IKAJIH 00110 BOO3, ocKijibkM BOHA € IPOCTUM Ta yHiBepCAJIbHUM
IHCTpYMEHTOM, SIKMH [103BOJII€ NMOPIBHIOBATH BUMIpH 00J110 y Jioaeid 3 remoduiicro i3
3arajibHOI0 MOMYJSNI€I0, 0 Ba)KJIUBO JJIsl PO3BUTKY JIKYBAHHA Ta JOCHIIKeHb B rajysi
remodgidii.

KomnaprmeHT-cuHApOM

HelipoBackyisipHi yCKJIaJHEHHS € HaA3BUYalHO 3arpo3jJMBUM CTaHOM OINOPHO-PYXOBOTO
amnaparty, sSKuil morpedye Oe3nmocepeIHbOro, MOCTIMHOIO CIIOCTEPEKEHHS Ta MOHITOPUHIY Ha
npeamer HeoOximHocti dacmioromii. [Ipu boMy HeoOXigHa 3amicHa Teparisi, Sika MOBUHHA OyTH
CIIpsIMOBaHa Ha 30UIBIICHHS Ta MIATPUMKY PiBHIB (pakTOpa MPOTATroM 5—7 MHIB a00 JOBIIIE, 3TiTHO
HasBHUX CHMIITOMIB, a TakoXX (i3W4Ha Teparmis Ta peaOuTiTamis A7 BiIHOBICHHS MOYATKOBOI
dynkuii M'132%% " (nuB. Posnin 7: «JlikyBanus crenudiuHux KpoBOBUIMBiBY — Tabmuns 7-2).

SIK110 HA OCHOBI KJIIHIYHUX JAHUX M1A03PI0I0TH KOMIAPTMEHT-CHHIIPOM, CJIiJl BAMIPSITH THCK
y komnapt™eHTi. [Ipu miaTBep/HKeHHI K OMIIAPTMEHT-CUHAPOMY, HEOOX1JHO BUKOHATH (PACIiOTOMIIO
He misHine 12 TOAMH 3 MOMEHTY HOro BusBIeHH: >4, Bl mi3Hs (acimioToMis Mae IyxkKe BETHKY
BIPOTiHICT PO3BUTKY YCKIIaJHEHb Ta IPOTUIOKA3aHb .

Panns ¢acmioromis 3abe3meuyye Kpaii pe3ysibTaTH JIKYBaHHS TMAIli€HTa, BKIIOYAIOUU
3MCHIIICHHS YIIKO/DKEHHS M'sI31B Ta HEPBIB. SIKIo Bxke BiOyIOCs ilIeMiYHE TOMIKOKEHHS HEPBIB,
HALIEHT PIAKO MOBHICTIO BITHOBIIIOETHCS MICIs (paciioToMii.

VY namieHTiB 3 remogingi€ro, NMpH BIACYTHOCTI BIEBHEHOCTI B JIOCSATHEHHI aJIeKBAaTHOI
reMOCTAaTHYHOI BIJIMOBIJII, K 1€ OyBa€ y MAI€EHTIB 13 CHUJIBHOpPEAryOYUM I1HTI0ITOPOM, MOXKHA
MOJOBKUTH TEPioJ] CIOCTEPEKEHHs, 10 MOXKE TOMOMOITH YHHUKHYTH (acLioTOMii Ta pPU3HKY
HEKOHTPOJIbOBAHOI KpoBoTedl micis nponenypu. OnHak, Oyap-sSke BIATEpMIHYBaHHS y MPOBEAEHI
dacuioToMii IpU BCTAHOBIEHOMY KOMIIAPTMEHT-CHHAPOMI MOKE IPU3BECTH 10 HE3BOPOTHHUX

TIPOIIECIB y M'A3aX Ta HACTYITHOI BTpaTH (yHKIii °.

Pexomennauist 10.4.3:

Y naunieHTiB 3 reMoQuIi€l0 NpPH BHYTPIIHBOM’SI30BHX KpPOBOTEYaX 3 O3HAKAMH
KOMIIAPTMEHT-CHHAPOMY Ta HeHPOBACKYJISIPHMMH MNOLIKOAKEHHAMM NoKa3zaHa (acuioTomis
npoTsAroM 12 roauH 3 MOMEHTY BCTAHOBJICHHSI 1iarHO3Yy, /10 TOr0, IK BHHMKHYTh He3BOPOTHI
NpoLecH ypakKeHHs] TKRAHUHU BHACJIIIOK HEKPO3Y.

®diznyHa Tepanisa Ta peadlliTanisa Npy BHYTPIIIHbOM SI30BUX KPOBOBHJIMBAX
®i3uuHy Tepamilo HEOOXiJHO IMOYMHATH SKHAWIIBUALIE, KOJIM OUIb 3MEHIIYEThCS, Ta

MOCTYITOBO 30UIBIIYBATH 1i 1HTEHCHUBHICTH ISl TTIOBHOTO BIJIHOBJICHHS JIOBXKWHHU, CHJIM Ta (PYHKITT

M'a3iB™>"3. Disuuny Tepamiio Ta peabiiiTaliio Ci1ifi MPOBOAMTH TIiJ HArAmoM (axiBus, SKUil Mae

JIOCB1J1 y JIIKyBaHH1 reMo(iii, 3 ypaXyBaHHSM HAaCTYITHUX YAHHUKIB:

° 3MiCHEHHS aJeKBAaTHOr0 NPOQPUIAKTUYHOTO TNPUKPUTTA HOpoTsIroM (isuuHoi Tepamii Ta
peabimitanii. [Ipn oOMexeHOMY AOCTYI 10 pECypcCiB Ta BIACYTHOCTI akTopa MOXHA MPOBOAUTH
¢iznuyny Tepamito 0e3 BBeJCHHA (akTopa MmiJl 4ac peaOuTITalifHOrO Mepioay, SKIIO BOHA
MOTOJIKEHA 3 JIOCBITYEHOI0 MYJIbTHAUCITUTIIIHAPHOO KOMaH 100 3 TOCBIZIOM POOOTH 3 YpaOKCHHSIMHU
OMOPHO-PYXOBOTO anapary”’.

o [TocmiOBHOTO PO3TATHEHHS 1 HAKJIAaJaHHS TIMCOBUX JIOHTET a00 IMMH 3a HEOOXiTHOCTI
KOpUTYBaHHS OyJIb-SIKUX KOHTPAKTYP.
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° BukopucTaHHs MiATPUMYIOUYHX OPTONEANYHUX 3ac00iB, SKIIO MaJlo MIiCIe YpaKeHHs HepBa.

° PerynspHo mepeBipsiiTe HasgBHICTH OO0 Yy MarmieHTa MpoTsaroM (i3HMYHOI Teparii, OCKIJIbKH BiH
MOsKe OyTH 03HAKOI0 HOBTOPHOI KpoBOTedi' ',

KpoBoBuiIMB y Ki1y00BO-TIONIEPpEKOBUIA M 513

KpoBoBWIIMB y KIIYOOBO-TIONIEPEKOBUN M’S3 TOTEHI[IHHO MOXKE MPHU3BECTH 0 TSHKKOTO
ypaxXeHHsI OMOPHO-PYXOBOTO amapary, TOMY B I[bOMY BHIIaJKy HEOOXiJHAa paHHS Ta aJleKBaTHa
3aMicHa Teparis pakTopom abo IHITUMU BiIMOBIAHIMHA T€MOCTATUHYHUMU 3aC00aMH, 110 € BAXKJIUBUM
JUTIS MiHIMI3allli Ta 3amo0iraHHs PO3BUTKY yCKJ'IaI[HeHBBS.

KpoBoBHIINB y KITyOOBO-TIONIEPEKOBHIA M’ I3 Ma€ OCOOJIMBI MPOSIBY, SIK1 1HOJII MOKYTh BBOJUTH
B oMaHy®®. CUMITOMH MOXKYTh BKJIIOUaTH: Oilb y HIKHIN YaCTHHI )KMBOTA, y T1aXy Ta/ab0 y HUKHIi
YaCTHHI CIIMHU, Pa30M 3 HEMOXIIUBICTIO BUIIPSIMUTHUCS a00 MiTHATHCA 13 cuIs40i no3u. [Ipu npomy
Oilb BMHMKA€ TIpU PO3THHAHHI, ajde He NpH 00epTaHHi KymbmoBoro cyrino6a®. Cummromn
KPOBOBWIIMBY Y KIIyOOBO-TIONEPEKOBUI M’513 MOXKYTh CUMYJIIOBATH KJIIHIKY TOCTPOTO areHAuIUTY,
BKJIIOUAIOYU TMO3UTUBHUN cuMnToM bmiomOepra (mocusneHHs OON0 mpu pizKoMy MociadiieHH1
tucky)®. OcTaHHil TAKOX MOYKHA CIUTYTaTH 3 KPOBOBHIIMBOM Y KYIbIIOBHIA CYT00.

Moske MaTu Miclie TapecTe3is B MeIiadbHUX IIISHKAX CTETHa a0 1HII O3HAKU 3/1aBJIFOBAHHS
CTETHOBOTO HEpBa, TaKi SK BTpaTa CYXOKWJIKOBOTO peduiekcy HAAKOJIIHHHUKA, CIAOKICTh
YOTHPUrOJIOBOTO M 5132 Ta BPELITi-PEINT — BTpaTa M's30B01 Mack’.

[TamieaTaM 3 KPOBOBWJIMBOM Yy KIIyOOBO-TIOIIEPEKOBUM M’SI3  MOXKE 3HAIOOUTHCS
rocritaiizalis i CIOCTePEKEHHS Ta KOHTPOIII0 OOJILOBOTO CUHIPOMY.

[Toxazanwmii cyBopuii mocTimbHIHA pexumM. CITiJl yHUKATH TIepecyBaHHs HA MUJIHIISAX, TOMY IO
CKOpOUEHHs M'S3iB MOKYTh 3arOCTPIOBATHU Oilb Ta KpoBoTeuy®* 58,

JIOIIBHO TMIATBEPIUTH [iarHO3 Ta PETyIspHO MOHITOPUTH OAY)KaHHS TMAalli€eHTa 3
BUKOPUCTAHHAM Bi3yalli3alliiHux pociimxens (yapTpassyk, KT-ckanysanns®, abo MPT'8)%4-66,

@di3u4Ha aKTUBHICTh MOBUHHA OyTH OOMEKEHa, ITOKU HE BraMy€eThCst OUTh Ta HE TTOKPAITUTHCS
posruHaHHs crerHa. Ilporpama ¢isuunoi Tepamii, sKy cJii BHUKOHYBaTH 3 OOEpEXHICTIO, €
HA/[3BMYA{HO BAKJIMBOIO JIJIsl BiTHOBJICHHS TMOBHOTO PO3TMHAHHS CTETHA Ta IMOBHOTO 00’ €My
(QYHKIIIOHYBaHHS i aKTMBHOCTI, @ TAKOX JIJIs1 3aM00iraHHs MOBTOPHil kpoBoTewi®°®,

SIK110 3aIMIIal0ThCS HEPBOBO-M'SI30B1 ITPOSIBU MOIIKOPKEHHS, MOXKE 3HaJOOUTHUCS MOAAJIbIIA
OpTOMeNuWYHa MiATPUMKA, 30KpeMa s 3amoOiraHHs 3THHAHHIO KOJIiHA Yepe3 ClIa0KiCTh
KBaJIPULIETICY.

JluB. Takox Po3ain 7: «JlikyBanus cnenudigyaux KpoBoBUIUBIBY — Tabmuis 7-2; Po3min 8:

«IHribitopu 10 hakTOpiB KOAryISALIi».

10.5 MceBpomyxanuu

[IceBnonmyximHa — 1€ CTaH MOTEHLIHHOI 3arpo3u BTPATH KIHLIBKM Ta JKUTTS, SKUHA €
crieni)1YHIM YCKIIaTHEHHSIM JIJ1s1 TeMOodiTii.

Bona po3BHBa€eThCsS AK pe3yibTaT HEAaJeKBATHOIO JIIKYBaHHS KPOBOTEY B M SIKI TKaHHHH,
3a3BUYall y M'sI3, MPUJIETIIMM 10 KICTKH, sIKA TAKOXK MOK€ PO3BUHYTHUCH Ha OLIbIII MI3HIX eTanax.

SIKI10 TICEBIOMYXJIMHY HE JIIKYBaTH HaJIC)KHUM YMHOM, BOHA MOXe 301IbIIYBaTHCS, YAHUTH
TUCK Ha IPUJIETII HEMPOBACKYISPHI CTPYKTYPH Ta HABITh COIPUUYMHSTH MATOJOTTUHI IEPETOMH.

Moe BUHUKHYTHU CBHIL Ye€pe3 MPHIIETII IKIPHI TOKPUBH.

[IceBmomyXJIMHA MOKHA JIarHOCTYBATH Ta TIOTIM TTOCIIIOBHO BiJICTE)XXYBATH 3a JIOTTIOMOTOIO
YABTPa3BYKOBOI'O JOCIKEHHS.

binpm neranbHy Ta YITKY OIIIHKY ICEBIOMYXJIMHU MOXKHA OTpuMartu 3a gonomoror KT-
ckanyBaHHs Ta MPT.

Pexomenganis 10.5.1:

Jas nmauieHTiB 3 remoginiel0 3 KpOBOBWIMBaAMH y M'siki TKAHHHH Ta O03HAKAMHU
MOSK/JIMBOIO YTBOPeHHs ncepaonyXJuHH B®I' pexoMeHaye KiiHiYHe OLIHIOBAHHSA Ta
pamioJioriyuHe mMiATBEpPI:KEHHSI 3 BHUKOPUCTAHHSIM PEHTreHY, YJbTPa3ByKy Ta MeTOdiB
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MATHITHOT'O Pe30HaHCY.

INPUMITKA. Xoya yJabTpa3ByK € KOPMCHHUM /IJIsl MOCJIIOBHOI0 OI[IHIOBAHHS
NCeBAONYXJIHHU M'aAKuX TKaHuH, MPT nae 6inbm neranbny indopmaniro nepen Xipypriuaum
BTPYYaHHSAM.

IMPUMITKA. Mo:xyTts 0yTn nokasani KT-ckanyBanns a6o KT-anriorpama, 0co6,1mBo
NMPH BeJMKINA NMCeBIONYXJIMHI Ta/a00 nepeaonepaniiHoOMy IJIAHYBAHHI.

JIikyBaHHS TICEBIOMYXJIMHH 3aJIC)KUTh BiJl MICII 11 pO3TallyBaHHSA, PO3MIpPYy Ta BIUIMBY Ha
MPUJIETII CTPYKTYypU. MOXKITHBI BapiaHTH JIIKYBaHHS BKJIFOYAIOTh Y ce0e 3aMicHY Teparnito (akTopoMm,
acrmipariiro, OIpoOMiHEHHS, XipypriuHe BUCIYEHHS Ta Xipypriuny abJsiito.

Jlisl HEBEIMKUX ICEBIOMYXJIMH HA PaHHIX CTAJisX 3aCTOCOBYIOTh KOPOTKUN KypC 3aMiCHOI
tepanii (akropom (6—8 TIKHIB), MPU IIbOMY JIIKYBaHHS IICEBJIONMYXJIMHH KOHTPOJIOETHCS 3
BUKOPUCTAHHSAM  IOCIIOBHUX  YJIBTPAa3BYKOBUX  JOCHIPKEHb. SIKIIO  BCTAHOBJEHO, 10
IICEBJOIYXJIMHA 3MEHIIYEThCS, IPOJOBXKYIOTh 3aMiCHy Tepamito (akTopoM y KoMmOiHamii 3
MIOBTOPHUM YJIbTPAa3ByKOBUM CKaHyBaHHsAM IpoTsroM 4—6 micauis’>® (nus. Posain 7: «JlikyBanHs
crienuQpiuHIX KpOBOBIIUBIBY» — Tabnuis 7-2).

Pexomennauist 10.5.2:

Juis1 manieHTiB 3 reModui€ro, IKi MalOTh NCEBAONYXJIMHY HA PaHHil cTaail (10 MOMEHTY
YTBOPEHHS ICEBJOKAICYJH) Ta SIKi He MalTh AOCTYIY A0 peryJsipHoi npoginakruku, BOI'
PEeKOMEHy€ KOPOTKHH Kypc (6—8 TH:kHIB) 3amicHOI Tepamii (akTopom Koaryasimii 3
MOSK/JIMBICTIO NPOJOBKEHHS Tepamii, SAKIIO TOCTIAOBHI YJbTPa3BYKOBi JOCJiIzKeHHS
MOKAa3yl0Th, 10 IICeBJAONYXJIMHA 3MEHUIYEThCS, 3 INOBTOPEHHSIM O0CTe:KeHHs 4epe3 4-6
MicsLiB.

JlikyBaHHS TICEBJONMYXJUH € KOMIUICKCHHM 1 TIOB'SI3aHE 3 BUCOKHUM PH3UKOM PO3BHTKY
MOTEHLIWHUX YCKIaJHEeHb. AJTbTepPHATUBHI TEPAEeBTUYHI METOIU BKIIOUYAIOThH y ce0e emOomi3allio,
ONPOMIHEHHS, YEpEe3UIKIpHE JIKyBaHHs, XIpypriuHe BHUAAJCHHS Ta 3allOBHEHHSA 3aKpPHUTOI
TIOPOKHUHN'.

Acnipartisi MCEBIONYXJIMHU, SIKa CYNPOBOJUKYEThCS 1H'€KIIAMU (1OPUHOBOrO repMeTHKa,
apTepiasibHOI0 emOomizalfiero abo pajioTepami€lo, MOXe BWIIKYBaTH JesKi MEHII 3HauHi
ypaxenus® 82,

Jlns BEMMKUX TICEBIOMYXJIMH MOKE€ 3HAJOOUTHCS XipypriyHe BuciueHHA. HeoOximHo
3MIIHCHUTH BHJIAJICHHS TICEBIOMYXJIMHH PAa30M 13 TICEB/IOKAIICYJIONO, a HE JIMIIE €BaKyaIlif0 FTeMaTOMH.

XipypriuHe BHJIAJCHHS BETUKHUX YEPEBHHUX/TA30BUX TICEBIOMYXJHUH, SKe Hece y coOi
0CO0JIMB1 PU3UKH B XIpypriyHOMY JIIKYBaHHI reMo(}1J1ii, HOBUHHO MPOBOJIUTHUCS KOMaH/I0k0 XipypriB
3 pocBigoMm y ramysi remodinii. [Ipu BuganeHHi Takoi BeNMMKOi MyXJIMHU BBaXKAIOTh KOPHCHOIO
nepeaonepamniiny eM0oizaiito CyauH, Kl i1 JKUBJISATh.

Pexomenpauis 10.5.3:

Jast manieHTiB 3 remodiji€ro, y SIKHX PO3BHHYJIMCS BeJHKi NceBIonyxjaumHu, BOT
peKOMeHAy€ XipypriuHe BHJIajJeHHS ICeBIONYXJIMHH Pa3oM 3 IICeBJOKANCYJI010, fKe
3AIMCHIOETHCS JIMIIEe KOMAHAOI0 XipypriB 3 J0CBiIoM y rajysi remoginii, 3a MOKIHBOCTI, y
HeHTPi JikyBaHHA reMoginiii, 3 HACTYIHMM peTeJIbHMM MOHITOPHMHIOM Ta JAOBIOTPHBAJIOIO
NnpodiTaKTHKOIO A5 3a1100iraHHs MOBTOPHOI0 KPOBOBWINBY.

INPUMITKA. KonuBanus piBHiB JedinuTHOro d¢akropa nporsiroM mnepuoro
nicJasonepaninHoOro poKy MoOKyTh 30iJbLIYBATH BIpOTiAHICTL NMOBTOPHOI KpoBoTedi. Tomy
nepuioyeproBe 3HAYeHHs] MAKOTh peTeJbHUI MOHITOPUHI Ta ONTHMAJbHA KOpPeKLisl piBHiB
¢paxropa.

JuB. Takox Po3ain 7: «JlikyBanHs cnenudigyaux KpoBoBUIUBIBY — Tabmuts 7-2; Po3min 8:
«Iuribitopu 1o ¢axropis koarynsamii» — «l'emodinias A/T'emodinia By — «Xipypriuni Ta
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iHBa3uBHI mpouenypu»; Ta Posnmin 9: «Cneun¢piyni nuTaHHS JiKyBaHHA reMoQiuIii» —
«XipypriuHi BTpy4aHHs Ta 1HBa3UBHI MIPOIICTYPH».
10.6 [Mepesiomu

VY nartieHTiB 3 reMoTi€r0 MEePeIoOMH HE € TIOMMPEHUMH, HE3BAXKAKOYM HAa BHCOKY YacTOTY
OCTEOIeH il Ta 0CTEONOPO3Y, MOKIIMBO, 3aBASKH HU3bKil PyXoBii akTuBHOCTI®,

OpHak, marieHT 3 reMoQIIYHO0 apTPOIATIEID MAE PU3HK OLISACYTII000BOTO NIEPEIIOMY, SIKUN
3HaYHO BTPATHB PYyXOBY aKTHBHICTh, Ta Y KICTKaX 3 OCTEOIIOPO30M.

JlikyBaHHS TIepenoMy BUMAarae HeraiHoi 3amicHoi Tepamii paxropom® 8. B ineani, marient
MOBMHEH OTPUMYBATH JOBroTpuBaiy mnpodimaktuky (todro Bucoki no3u KO®K), i piBHi ¢akTopa
noBuHHI 6yTH npuHaiimMai 50 MO/, Ta miaTpuMyBaTucs TakuMu He Mennte TikHa 838, 3romom,
MOYKHA TIATPUMYBATH HIXK4i piBHI (akTopa nporsarom 10—14 nHiB, HOKH mepernoM cTadili3yeThes,
JUIS 3aro0iraHHs KPOBOBWJIMBY y M'ski TkaHuHU (auB. Posnmin 7: «JlikyBanHs cnenudigHux
KpOBOBWIINBIBY — Tabwuis 7-2).

Pexomennauist 10.6.1:

Juas moaei 3 reModuiiero, y sKux crascs nepejiom, BOI' pekomenaye po3nouynHaTu
HeraiiHe JIIKyBaHHSI KOHUeHTpaTamMu ¢akKTopa 3ropraHHsi KpoBi a0o iHIIUMHU
reMOCTATHYHHUMH 3ac00aMH, Ta TPUBaJje JiKyBaHHSl /sl MATPUMKH [J0CTATHHO BHCOKHX
pPiBHiB (akTopa Jsi KOHTPOJIIO KPOBOTeY NPOTArOM TH:KHA a00 [0BIIe, 3aJIeKHO BiI
BIPOriIHOCTI KPOBOBWIMBY, Micus mnepejiomMy a00 iioro cradiibHOCTI. 3rogomM, MOKHa
NiATPUMYBATH HMKYi piBHI pakTopa nporsarom 10-14 quiB 115 3an00iraHHs KPOBOBUJINBY Y
M'AIKi TKAHMHHM IOKH mepesoM cradiltidyerbcs. KuliHIYHMI MOHITOPMHI € HAA3BHYAHHO
BaK/JIMBHUM 4Yepe3 pU3MK BUHUKHEHHSI KOMIIAPTMEHT-CUHAPOMY.

JIJ11 KO’)KHOTO KOHKPETHOTO IMEepesioMy HEOOX1THO pO3pOOWTH CBIM IUIaH JIIKYBaHHS, SIKUN
MNOBMHEH MICTUTH y co00l1 BiANOBiAHE NpO(IIAKTUYHE NPUKPUTTS, SKIO HOTPiOHI Xipypriui
IPOIIETYPH.

Criy yHMKATH 3aCTOCYBaHHS CYyLIIbHOT 200 pO3’€MHOI I'IICOBOT OB’ SI3KHU, SKIIO 1[€ MOXJINBO,
0cOONMMBO HAa paHHIX eTamax; OpTONEJWYHHIl OaHAaX € KpamuM BapianToM®®. MOHITOpHHT,
0COOJIMBO y BUMAJIKY MEpeIOoMy KICTOK MEpeaIuIiyys, € BKpail BaXXJIMBUM JUIs 3a1100iraHHS PO3BUTKY
YCKIIQJHEHb, TAKHUX SIK KOMITAPTMEHT-CHH/IPOM.

HeoOXiqHO pO3MIISHYTH 3acTOCYBaHHSA 30BHIMIHIX (iKcaToOpiB s BIAKpUTHX abo
indixoBannx nepeaomin®®.

3a MOKJIMBOCTI, CIiJi YHUKATH JOBTOTPUBAIOi IMMOO1LTI3aIli, OCKIIBKU 1€ MOXKE MPU3BECTH
710 3HAYHOI BTPATH 00 €My PYXJIMBOCTi y MIPUIIETITHX CyTio6ax o84,

®i3uuHy Teparniro HeoOX1AHO MOYMHATH SKOMOTa paHillle, K TUIbKU IepeoM CTabiIi3yeThes,

JUISL BiTHOBIEHHS 06’ €My PyXJIHMBOCTI, CHIM M'SI3iB Ta (PyHKIIT KiHITiIBKI ..,

Pexomenpauis 10.6.2:

s moneit 3 remoginicro, y sikux crascsi nepeiom, BOI' pekoMeHaye HaK/JIaJaHHA
opToneANYHUX 0aHIAXKiB, 4 He CYHJILHOI rincoBoi NOB’A3KH, A5l YHUKHEHHSI KOMIAPTMEHT-
cuHApoMYy (0co0/IMBO Ha PpaHHIX eTamax) Ta 3acTOCyBaHHsI 30BHIIIHIX (ikcaTtopiB ams
BiIKpUTHX 200 iHpiKOBaHMX NepeIoMiB.

Pexomenpauis 10.6.3:

Jas mogei 3 remodiii€ero, y sikux crascsi nepesaom, BOI' pexomenaye yHukaru
AOBroTpuBajioi iMMoOinizanii Ta paguth nmounHatu (isuyHy Tepamilo i pealindiTamio min
HarasaaoM (axiBus sikomMora pasimie, ik TUIbKH NepeJioM CTa0LIi3y€eTbes, 1Sl BiAHOBJIECHHS
00’emMy pyxJauBOCTi, cuiIM M’3iB Ta GpyHKIil KiHIiBKH.

Jlus. Takox Posnin 7: «JlikyBanus cnenudigyanx KpoBoBUIUBIBY — Tabnuus 7-2; Po3min 8:
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«luri6iTopu no dakropiB koarymsnii» — «l'emodinis A/T'emodinis By — «Xipypriuni ta
iHBa3uBHI Tpoueaypu»; ta Po3min 9. «CnenudivyHi muTaHHS JIKyBaHHS TreMOQimii» —
«Xipypriuti BTpy4aHHs Ta IHBa3UBHI IPOLIETYPU».

10.7 OpTonennyHa xipyprist npu remogiii

Jlnst mamieHTiB 3 reModii€ero, SKi TOTYIOTbCS 10 OPTONEAWYHOI XipypriuyHoi orepartii,
HallKpalii pe3yabTaTH OTPUMYIOTh y CHEIialli30BaHMUX IIEHTpaX JiKyBaHHSI reModitii, e ToCBiAUeH1
MYJIbTUAUCHMILTIHAPHI KOMaHJIU MIATOTOBJCHI /10 BEJCHHA TAaKUX MAI[lEHTIB 3 BUKOPHUCTAHHSIM
THAWBITYaTbHIX migxomis>!.

[InanoBi XipypriuHi omepariii OJHOYaCHO Ha JEKUIBKOX JUISTHKAaX 3 OJHOYACHUMH a0o
MOETAITHUMU MPOIelypaMH MOXKYTh 3a0€31eYnTH OUIbII IBUKE BIIHOBICHHS PYXOBOI 1 3arajibHOT
(yHKIIT, i TpH 1IbOMY GiNTBII palliOHANTBHE BUKOPHUCTAHHS 3aMicHOI Tepariii ¢pakTopom®’ a6o iHmmMu
reMOCTaTHYHUMHU 3acobamu (nmuB. Po3ain 7: «JlikyBaHHs crienudiqHuX KpOBOBUIHMBIBY — Talmuis
7-2).

JIOWITbHUM € BHWKOPUCTAHHS JIOKATBHHUX TIJICHIIOBAYIB Koarymsmii. J[inst koHTpoItto
KpOBOTEYl IiJ Yac OINEepamiifHOro BTPyYaHHS Ha BEJIMKUX XIPYpPriyHUX TOISAX € KOPHUCHOIO
iHOQUIBTpaLis paHW JIOKAIFHUMH 3HEOOIIOI0YMMHU 3aco0amu  (JIITHOKaiHOM/JIiTOKaiHOM Ta/abo
OymiBakaiHOM) pa3oM 3 ajpeHaniHoM Ta hiGprHOBHM repMeTHKoM/cripeem 08889,

[TicnsoneparmiitHuii  TOTJIsT TAIIEHTIB 3 TeMOo(dUIiEl0 BHMarae, OKpiM 3aMiCHOI Teparii
dakropom (HalikpaliuM BapiaHTOM € OesnepepBHa 1H(Y31s1) a00 1HIIOT TPOITAKTUKH, PETEIHHOTO
KOHTPOJIFO 0OJIF0, Ta YacTo — IMMJBHIIEHUX J03 3HCOONIOBAIBHUX MPOTATOM PaHHBOTO
nicasonepariifHoro mepioay°.

Komenmap pooouoi cpynu: nicnokain - mopeigeibHa HA36A NIKAPCbKO2O 3Aco0y 3
MIHCHAPOOHOIO HENAMEHMOBAHOIO HA38010 IOOKAIH.

Jly’ke BaXIMBe TiCHE CIINKYyBaHHS 3 KOMAaHJOI HicsAoNepamiiiHoi peabimitamii>>. 3HanHs
JeTajei XipypriuHoro BTpy4YaHHs Ta CTaHy Cyrjio0a, JOCIIKEHOro IiJ 4ac omepariii, MoJermilye
IUTAaHYBaHHS BIJIOB1IHOT IporpamMu peaditiTarii.

BaxnuBoro yacTHHOIO KOMIUIEKCHOTO JIIKYBaHHS € $K IepefornepauiifiHa, Tak 1
nicisionepaniiiHa (isudHa Teparis 1 peadiaiTaiis sl OTPUMAaHHS ONTUMAJIBHOTO (PYHKIIIOHAIBHOIO

pe3ynbTary>>,

Pexomenpania 10.7.1:

Jas maniedTiB 3 remodginiero, siki norpedy0Th OpTONEIUYHOI XipypriuHoi omepauii,
0C00/IMBO SIKIIO HASIBHI BHALICHHS1 3 paHW, a00 3aKpUTi JaKyHH YU NOPOKHHUHH, BOI'
PEeKOMEeH/y€ BMKOPUCTAHHS JIOKAJBHUX MiICH/IIOBAYiB Koaryasuii ta iHdinbTpanio paHnu
MiceBMMH 3He0OJIIOBAJIBLHUMH 3ac00aMu (JIiIrHOKAiHOM/JTiJOKaiHOM Ta/a00 OymiBaKaiHOM)
pa3oM 3 ajapeHadiHOM Ta (GiOPUHOBHM repMeTHKOM a00 CIpeeM JAJs KOHTPOJIIO KPOB'SHUX
BH/IJICHD i Yac onepaniiHuX BTPy4YaHb HA BEJMKHUX XIPypPriyHHUX MOJISX.

Pexomenganis 10.7.2

s nauientiB 3 remodijiiero, ski norpedyTh opTomeanuHoi Xxipyprii, B®I
PEKOMeHAYy€ 3aMicHy Tepamilo (GaKTopoM i peTeJbHHH KOHTPOJb Ta YCYHeHHsI 00J110
NiIBUIIEHUMH [103aMH 3He00TI0BAJIBLHUX POTATOM PAHHBOIO MicJsionepauniiiHoro nepioxay.

Pexomenpanis 10.7.3:

st nmaniedTiB 3 remodiiicro B micasonepaniiHoMy mnepiogi micjasi opToneIUYHOI
xipypriunoi onepauii BOI' pekomenaye nocrynoBy peadiiiraniio 3 ¢gisM4HMM TepamneBTOM,
AOCBITYEHNM Y JiKyBaHHI reMoiJii.
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JuBuch Takox Poznin 7: «JlikyBaHHs crienudiuHuX KpOBOBMWINBIBY — Tabmuist 7-2; Po3in
8: «Iuriditopu no dakTopiB koarymsmii» — «'emodinisa A/I'emodinisa By — «Xipypriuni Ta
iHBas3uBHI mpouenypu»; Ta Po3nmin 9: «Cneun¢iyni nutaHHS JiKyBaHHA reMoQiuIii» —
«XipypriuHi BTpy4aHHs Ta 1HBa3UBHI MPOIICTYPH».

10.8 3amina cyrJioda

3amiHa cyrio0a mokKazaHa y BUMAJKaX, KOJW PO3BUHYJIACH TSKKA reModiTiuHa apTpornaris,
sIKa CYMPOBOKYETHCS O0JIeM Ta BTpaTor0 (QYHKIIIT, 1 sIKa He BIAMOBIa€ HA KOHCEPBATUBHE JIKYBaHHS
a0o 1HII BUIM XIPYPTri4HOTO JIIKYBaHHSI.

3amiHa cyrigo0a TOBHHHA 3IIMCHIOBATUCS TIABKM Yy BHM3HAUEHHUX IIEHTPAx JIKyBaHHS
reModiIii JOCBIIYEHUMH XIpypraMu-opToneaamMu 3a HeoOXiqHOT reMaToIoridyHoi Ta JabopaTopHOT
MiITPUMKH.

Taki UEHTpU MOBMHHI MaTH MYJbTHAUCIUILIIHAPHY KOMAaHJY, BKJIIOUAIOYH MEICECTPY,
COIIAILHOTO POOITHHKA Ta (PI3UYHOrO TepamneBTa, SIKIi MalTh JOCBII POOOTH 3 TAaIliEHTaMU 3

reMoitiero mics MpoBOEHHs apTPOIIACTHKH Y,

I'emocTa3 y inTpaonepauiiinuii nepioa

Jlns yenixy XipypridyHoOro BTpy4YaHHs BKpail BaKJIMBHM € aJileKBaTHHM remocta3. KoHkpeTHi
piBHI QakTopa y miasmi, ki HEOOXiAHI MPOTAroM pi3HUX (a3 XipypridHoi omeparlii, HaBeIeH] y
Poznimi 7: «JlikyBaHHS crenupiyHUX KpPOBOBWIMBIBY — Tabmuus 7-2. YV Aeskux IeHTpax
3aCTOCOBYIOTH Oe3nepepBHY iH(DY3it0 mpenapariB 3aMicHOT (PaKTOPHOT Tepallii, 0COOIMBO MPOTATOM
nepmux 72 ToAMH, MO MiATPUMYE GBI OJHOPIAHU 3aXUCHU piBenb (akTopa®l.

Byno moxazano, mo iHTpaomnepariiiHe BHKOPHCTaHHS aHTH(IOPHHONITUYHUX 3ac0o0iB Ta
G10pUHOBUX TEpPMETHKIB 3MEHIIye KpoBOBTpary. OjaHAaK, KOHCEHCYC MO0 TPHUBAIOCTI
TicsonepaniitHoro TikyBaHHs BiacyTHiH,

3a3Buuail, HemMae MOTpeOM y MNpoPiIaKTUIl TIMOOKOro TpomMOO3y BEH Yy MAll€HTIB 3
remMo(ii€ero, SKUM MPOBOJATH ApTPOILUIACTUKY M1 MPUKPUTTIM (PaKTopa, SIKIIO TUIBKU BUCOKI PIBHI
dakTopa B masMmi He OyAyTh MiATPUMYBATHCS TIPOTATOM BCHOTO Ticisomnepaliiinoro mepioxy.
(ILlomo nmutanbs BeHO3HOT TpoMOOeMOo0Jii Ta TpOMOOIPOITAKTUKY MPU XIPYPIriuHUX ONEpallisix JUB.
Po3nin 9: «Crenudivni nuTaHHA JiKyBaHHSA reMoinii» — «Xipypriuti BTpy4aHHsl Ta iHBa3UBHI
MIPOLIEIYPU».)

JloaaTKoBi acneKkTH XipypriuHux BTpy4YaHb

B koniHi yacTo mpUCYTHE NEepeAHbO3aJHE/CEPEeAHbO-00KOBE HECHIBIAAIHHSA, MOXIMBICTH
SKOrO TOTPIOHO 3aBYACHO TPHUHHATH 10 yBaru. B HesKkux BHIIagKaX MOXKe 3HAT0OUTHCS
IHIUBIAyaTbHUM IMITTAaHT. YacTo 3ycTpivaloThes 3HaYHA KyToBa Aedopmarlis, miIBUBUX HAJAKOJIIHKA
Ta 3aJHIM TIABUBUX BEIUKOTOMUIKOBOI KICTKH, IO MOXE 3YMOBHUTH HEOOXIIHICTH 3HAYHOTO
BUBIJIBHEHHS M'SIKMX TKAHWH.

B nesxux BHIagkax peKOMEHJIO0BaHA OJHOYACHA JBOCTOPOHHS 3aMiHa KOJIHHHUX CYTJIOOiB,
TaKOX CIiJ] pO3TIISIHYTH HEOOXIAHICTh JOJIATKOBUX MPOLIETYP, 32 HeobxigHoCTi® .

[IpuHIMIM 3aMiHM KOJIIHHOTO CYIJIOOYy MOJIOHI THM, IO 3aCTOCOBYIOTHCS JUISl 3arajbHOi
nonynsnii. HaifuacTime BUKOPUCTOBYIOTHCS 33JHbO-CTA0UII30BaHI IMIUIAHTH a0o0 IMIUIAHTH 13
CTPUIKHEM Ta MOCHJIIOIOUYHMMH €JIEMEHTaMU 32 HasBHOCTI CYMYTHIX KICTKOBUX JI€(EKTIB.

B ycix Bumagkax, e HeoOXigHa ¢ikcallisi LeMeHTOM, MOTPIOHO 3aCTOCOBYBATH LIEMEHT 13
BMICTOM aHTHOIOTHKIB.

Pany ciij 3amimBaTH peTeabHO.

KoHcencyc 1110710 BUKOpUCTaHHS JPEHAXKIB BIJCYTHIMH.

KoHceHcyc 110710 Haiikpanoro Ty (ikcallii 1yis 3aMiHl KyJIbLIOBOTO Cyriaoba BifcyTHiii*.
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Ilichsionepaniiina ¢giznuna Tepamnis

di3uyHa Teparis MOBHHHA MOYMHATHCS SKHAWCKOpille, B ieadi — Yy JE€Hb XIpypridHOi
omnepauii. Ceancu Tepariii MOTPiOHO CIIPSIMOBYBATH HA BIAHOBJIECHHS (DYHKIIIH OpraHizmy, TakuX siK
00’e€M pyXJIMBOCTI Ta M'sI30Ba CHJIA, a TMOTIM TOCTYIOBO ITIIBUIIYBAaTH IHTCHCUBHICTh TPEHYBaHb Ha
(YHKIIOHATIBHICTD Ta BUTPUBAJICTb.

[Io6 3amobirtu (opmMyBaHHIO CYrJIIO00BUX CITAOK, YK€ Ba)KJIMBO 3aCTOCOBYBAaTH PaHHIO
MOGiTi3aI1i0 Ta peTesbHO PAIIoBATH HAJl BiAHOBIEHHAM pyXauBocTi®®. [IpoTsarom miei pasu Takox
notpiOHa yBara y pasi MOBUILHOTO 3arOIOBaHHs PAaHU 1 TKAHWH 3 YpaXxyBaHHSIM PU3HKY MOBTOPY
KpoBOBWINBY. DyHKIIIOHAJIIbHE BiJJHOBJICHHS MOKE OYTH KIHIIEBOIO METOIO peabimiTarii, aje 3a
YMOBH, 1110 BIJIHOBJIEH] yC1 MOKJIUBI (PYHKIIIT OpraHizmy.

@i3uuHi TepaneBTy 3 UEHTPY JiKyBaHHS reModiii 3a3Buyail € HalKpamumu (GpaxiBIsgMHU A7
pO3po0KH Oe3reyHoi Ta KOMIUIEKCHOI amMOynaTopHOI mporpamu peadimiTalli, siky BUKOHYIOTh B
YMOBax JICHHOTO CTalioHapy. B sKkocTi anbrepHaTuBY (Pi3MUHUI TEpaneBT 3 HEHTPY reModiii Moxe
3B’s3aTUCS 3 (PI3UIHUM TEPANICBTOM 32 MICIIEM IIPOYKUBAHHS MAIlI€HTA JIJIsl HAIPAIIOBAHHS MTPOTpaMu

nicys0nepaniiHoro JiKyBaHHs "

Pexomennpanis 10.8.1:

Juas nanieHTtiB 3 remoginiero BAI' pexomenaye 3aminy cyriio0a Jimme y BHIAJKAX
BUpaskeHOI reModijiuHoi apTponarii, ika He BiANOBi1ac HA KOHCepBATHBHE JIIKyBaHHS 200
XipypriusHe BTpPY4YaHHsI iHIIOTO THHY, i $IKa CYNPOBOMKYETbCA 00JieM, NPOrpecyr0YuM
noripmeHHsM GyHKIiOHAJIBLHOIO CTAHY CYI/100a i BTPATOI0 MOKJIMBOCTI BUKOHYBATH NO0YTOBI
Iil.

INPUMITKA. [Ins 3MeHIIeHHs1 BTPATH KPOBi MOKHA iHTpaonepaniiHo 3acTOCOBYBaTH
TPAHEKCAMOBY KHCJIOTY TA (piOpHHOBHI repMeTHK.

MNPUMITKA. ®izuuHy Tepamiio cJiil NOYMHATH B ileajii B IeHb XipypriuHoi onepauii
Pa3oM 3 PAaHHbOI MOOiTi3ali€r0 Ta iIHAUBITYaIbHO MiAIOpAaHMMK BIIPABAMM /ISl Bi/ITHOBJICHHS
00’€My pyXJIMBOCTI Ta M'SI30BO1 CHJIH.

YckaaaHeHHs Ta JOBrOTepMiHOBI HACTIAKHA

[TamienTH 3 remoisi€ro MarOTh TEHIEHIIIO 10 MEHII CIIPUSATIIMBOTO MIPOTHO3Y B1IHOBJICHHS
¢GyHKLii KoJiHA Ta OUIBIIOT KUIBKOCTI MiCHASONEpalifHUX YCKIAJHEHb IMICIS 3aMiHU KOJIHHOTO
cyrino0a y TOpIBHSHHI 13 3arajibHOIO0 TMOMYJAIi€l0. B OCHOBHOMY, I1€¢ 3yMOBJIEHO HAasIBHICTIO
YCKITQIHIOIOUNX (paKTOPIiB Ta YIIKOIKEHHAM JEKiIbKoX cyrno6ip®® e,

Omneparnito Ha KOJIHHOMY cyrjo0i He Ciii BIATEPMIHOBYBaTH HAATO JIOBrO, TOMY IO
nepeaonepaliiiHa 3ruHaibHa KOHTPAKTypa Ma€ 3HAYHUM BIUIMB Ha MicCJsoNepaliiiHi pe3yabTaTy.
KoninHi cyrino6u 31 3rHHaNbHOI0 KOHTPAKTYpOI OUIBII HIXK 25 IpaJyciB MalOTh BUCOKHI PHU3UK
HE3a/I0BIILHUX PE3yNbTATIB ONepallii Ta pO3BUTKY MiCIS0NepaliiHol 3ruHaNbHOT KOHTpakTypH®®,

Panime piBeHb 1H(EKIINHUX yCKIIQIHEHb MICIs TOTaIbHOI apTPOIUIACTHKU Yy MAIlEHTIB 3
remodiniero OyB BUIIMHI 32 TOH, 110 CIIOCTEPIraeThCs y 3aranbHii nmomynsmii. OfHaK, 4acToTa TaKUX
1H(DEKIIMHUX YCKIIaJHEHb 3HaYHO 3HU3UIIUCS 32 OCTaHHE JAECATUIITTS. 3apa3 1eil MOKa3HUK € Mailke
TaKUM CaMUM, SIK 1 B 3arajJbHIN Honynﬂui‘l'54.

[TamienTn 3 remModinier0 MalOTh OUTBLINI PU3UK MPUEIHAHHS BIATEPMIHOBAHOI BTOPUHHOI
iH(I)eKui‘l'lOO.

[Tamientn 3 iHekmiero BI'C ado BIJI maroTe Oinbimmil pu3uk 1HPIKYBaHHS MPOTE30BAHOTO
cyrioba.

TpuBanmicTh MOBHOIIHHOTO (YHKIIIOHYBAaHHS IMIUIAHTIB 3aMIHEHUX CYTJI00iB MoXke OyTu
TaKOI0 CaMOI0, SIK 1 B 3arajibHiil Momysswii, 0 HampsMy 3aJIeKHUTh BiJ PiBHS MpogecioHaTizMy
KOMaHAM JIKyBaHHS TeMo(uIii, TUIy BUKOPHUCTAHOTO IMIUIAHTY, @ TAaKOX CTYHEHS YpaKeHHS
cyrno6y>+10,

JluB. Takox Pozain 8: «lHribitTopu 10 dpakropiB koarynanii» — «'emodinis A/T'emodinis B»

— «Xipypriusi Ta iHBa3uBHI npouenypu»; Ta Pozain 9: «Cnenudiuni TUTaHHS JTIKyBaHHS

remodinii» — «XipypriuHi BTpy4aHHsI Ta iIHBA3UBHI IPOLIETYPU».
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10.9 ConiaabHO-NCUXOJIOTiYHI HACTIIKH TPY MOPYIIEHHSIX ONIOPHO-PYX0BOI'0 anapary
[Tompu 3Ha4Hi ycmixu y JiKyBaHHI reModinii B OCTaHHI POKH, HAIi€EHTH 3 TeModisiero
MPOJIOBXKYIOTh HApa)KaTUCh HAa COI[AJIbHO-TICUXOJIOTIYHI MpOoOJieMHU, SKi BUHHUKAIOTh BHACITIIOK
YCKJIQJHEHb 3 OOKY OIOPHO-PYXOBOTO anapary MOB'A3aHuX 3 reMogiiiero. 30Kkpema, 11e CTOCYEThCs
THX, XTO 3pOocTaB 63 NPodiTaKTUKH, i XTO He Ma€ JOCTyIy 10 npodinakTuku 3apasz %,
JlocimipKeHHs TTali€HTIB 3 TOMIPHOIO Ta TSHKKOI0 (hopMoro reMo(isii mokasaiu, o Ti 3 HUX,
Kl MalTh OUIBII BHUPAXEHY apTpONaTiio, MAalOTh 3HAYHO HIKYY SKICTh JKHUTTS, OCOOJHMBO Yy
disuunomy acmextil®,
ConianbHO-TICUXOJIOTIYHI OOMEXEHHsI MpHU TeMo(dUIUHIA apTponaTii MOXYTh CKJIAIaTUCS
{3104
° 3MIHH XO[H;
° HAasIBHOCTI 0aratboX ypakeHHX CYrio0iB;
° XpOHIYHOT'O 0OJIIO.
CorniabHO-TICHXOJIOTIYHUH BIUIMB WX CKJIATHUKIB MOXKE MTPU3BOAUTH 10104
° BTpaTH LIKUILHOTO a00 poOoUYOoro yacy;
° HEMOXJIMBOCTI 3aiiMaTHCS CTIOPTOM;
° 3MEHIIIEHO]I coliani3arii Ta/ado 301IbIIEHOT 130111,
° HETAaTHBHOT'O CAMOCIIPUHHSATTS 1010 BIIACHOTO TiJIa, MYXHOCTI Ta/a00 CaMOOIIIHKH;
° BIICYTHICTb MTOYYTTsI HOPMAJIbHOCTI;
° 0OMeXeHb (hi3MYHOT THYYKOCTI y 103axX IiJ 9ac CeKcy;
° po0IeMH B OCOOMCTUX BITHOCHHAX;
° BTPATH >KUTTEBOI POJIi Ta/abo 3MiHU POJIi;
° IIiIBUILIEHOT BTOM/IIOBAHOCTI;
° HEJIOCTATHBOI 3IATHOCTI TOJIATH TIEPEIIKOIH.
VY mozeii 3 reModisliero BHACHIIOK 3aXBOPIOBAHHS CYIJIO0IB 1HBATIIHICTh YaCTO BUHUKAE Y
OUIBILII paHHBOMY Billl, HIXK y 3arajibHIM MOMYJIALii, 3 BIAMNOBIIHUM 3HM)KEHHSAM IXHbOI MOXJIMBOCTI
BUKOHYBaTH CBOi mpodeciiiHi 000B’s3ku. Lle Moxe OyTH NPUYMHOIO OUIBLI PAaHHBOIO, HIXK
IUTAHYBaJIOCs, BUXO/ly Ha MEHCII0, MPU3BOAUTH 10 HEOAKaHO1 BTpaTH CBOET oIl abo 10 3MiH B yCIX
aCeKTax JKUTTs, TA HEFraTHBHO MO3HAYATHCA Ha (hiHAHCOBOMY MonoxkeHHi %,
CorianbHO-TICUXO0JIOTIYHA JI0TIOMOTra IMOBMHHA OYyTH 1H/AMBIIYyaJbHOIO B 3aJIeXKHOCTI Bij
KOHKPETHHX 00CTaBHH Ta MOTPed KOKHOI JTFOMHH, BKITFOYAI0UH i1 hi3U4Hi, eMOIIOHANIbHI, COIliallbHI,
OCBiTHI Ta Ky/nbTypHi moTpeou’®,
[HuBiAyanbHI cTpaTerii coliaabHO-NICUXOJOTIYHOI JOIIOMOTH MOXKYTh OYTH CHPsSIMOBaHI Ha
Te, mMO6 JOTMOMOTTH IIOAMHI aganTyBaTHCA N0 OOMIO Ta (YHKI[IOHATLHOTO MOTipmIeHHS '’ Ta
PO3BHHYTH TaKi CTpaTerii Mo10JaHHs MpoodJieM, sK:
° BUSIBJICHHS/PO3MI3HAHHSA CTPECOBUX (DAKTOPIB Ta CBOIX CHIILHUX CTOPIH;
° BIJOKpEMJIEHHS Mpo0JsieM (TOOTO BCTAaHOBJIEGHHS LiJIeH 1 MPIOpPUTETIB Ta po3poOKa CTpaTerii mo
iXHROMY MTOETAITHOMY JOCSITHEHHIO);
° BUBYCHHS MOKJIMBOCTEH;
° ONIyK iH(hopmarii;
° 3MIIIHEHHS CUCTEM MiATPUMKH;
° e(heKTHUBHE CIUJIKYBAaHHS;
° iepeopMaTyBaHHS CUTYaIlii,
° BUKOPUCTaHHS MPUHOMIB BIABOJIIKAHHS;
° BUKOPHMCTAHHS YCTAHOBOK Ha TOI0NaHHs Npooiem?
CorianbHO-TICUXOJIOTIYHA JOMOMOTa 3MIIHIOE CTIMKICTh MAIliEHTa, CIPHUSE MOKPAIICHHIO
3/10pOB’sl Ta €(PEeKTUBHOCTI, 301IbIIIy€ KOTHITUBHY THYYKICTh, BUTPUBAJIICTh, ONTUMI3M Ta HABHUKU
CaMOCTIHHOTO 3aXHCTY.
MOXJIUBICTh 1HIMBIAYAIBHOTO MEHTOPCTBA 33 MPUHIMIIOM «PIBHUKH-PIBHOMY», 1 TPYIIOBUX
3aHATh JONOMAaralTh OTPUMATH MIATPUMKY, 3MEHIIUTH 130JAL1I0, HNOKPAIUUTH CHPUHHSATTA

06
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iH(popMaIlii Ta 3MIITHATH critikicts?’.

Pexomenpauis 10.9.1:

Jdas nmamieHTiB 3 remoginiero, siKi MaTh XPOHIYHMHA 00JHLOBHH CHHIAPOM 3 OOKY
OMOPHO-PYX0BOro amapartry ato ¢yHkuioHaJbHi o0Me:xeHHs, BOPI' pexomeHnaye comiajabHO-
MCUXOJIOTIYHY JIONIOMOrY 3 YPAaXyBAHHAAIM KOHKPETHHMX MOTPed KOKHOI JIIOJAMHH, HA OCHOBI i
(i3YHUX, eMOLiHHUX, CONIAJBLHNX, OCBITHIX Ta KyJIbTYPHHX 00CTABHH.

Pexomenpanis 10.9.2:

Jas namieHTiB 3 remoginiero, ki MawTb XpOHIYHUI O00JbOBUI CHHAPOM ado
¢pyHkuioHaIbHI 00MeKeHHSI ONMOPHO-PyX0oBoro amapary, BOI' pexkoMeHay€ BUKOPUCTAHHA
crneniaJibHUX IHAMBITYaJi30BAHUX CTPATErid COLIiAJIbHO-TICUXO0JIOTTYHOI OI[IHKY Ta JONOMOIH,
SIKi CIPSIMOBAaHi HA OTPUMAHHS KPAaIIOi AKOCTI )KUTTS, BKJIIOYAYU COUIATBHO-TICUXOJIOTiYHI
KOHCYJIbTANil, peKOMeHIalil 010 OTPMMAHHSA OCBITH I NPaleBJAIITYBAHHA Ta (PiIHAHCOBOIO
MJIAHYBAHHSI.

Pexomenpauis 10.9.3:

Jas namieHTiB 3 remoginiero, ki MaTh XPOHIYHMH 00JLOBMH CHHAPOM a0o
(pyHkuioHaaIbLHi 00MeKeHHSI OIOPHO-PYX0BOro anapary, B®@I' pekoMeHay€e po3BUTOK CHCTEMH
MiITPUMKH, 0COOUCTE KOHCYIbTYBAHHSI MEHTOPOM 32 PUHUMIIOM «PIBHHIi-PiBHOMY», IPYNOBi
HABYAJIbHI 3aX0/1M /151 MiITPUMKH IXHbBOI 31aTHOCTI NEPEHOCUTH YCKJIATHEHHS 3 00KY ONOPHO-
PYXOBOI'0 anapary, 3MeHIIEeHHS COLiaJIbHOI 130151l Ta 3MIIITHEHHS CTIHKOCTI.
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Po3pin 11: Ouinka pe3yabTarTiB JIKyBaHHA

11.1 Beryn

1106 onTHMi3yBaTH JiKyBaHHS Ta MPUHAMATH €KOHOMIYHO OOTPYHTOBAHI KJIIHIUHI PilICHHS,
HEOOXiIHO MaTh O0’€KTHBHI JaHl LIOJ0 KOPOTKO- Ta JOBTOCTPOKOBUX KIHIIEBUX pE3yNIbTaTiB
JiKyBaHHS',

KinueBuil pe3ynbTaT oO3HAua€ CTaH MALl€HTa MICIs 3aXBOPIOBaHHSA a00 MEAUYHOIo
BTPydaHHs. VOro BM3HAYAIOTH UUISIXOM KJIiHIYHOT OLIHKM i3 3aCTOCYBaHHSAM CTaHJAPTHHX Ta
a/IalITOBAHUX J0 KOHKPETHOTO 3aXBOPIOBAHHS IKAJ OLIHKH SIKOCTI JKUTTS, OOYMOBJICHOI CTaHOM
3nopoB’ss (SIXKO3), mkanm omiHKM pe3ynbTariB, moBigomienux manieHtamu (PIIIT), a Takox
1ab0opaTOpHUX aHami3iB, y TOMY YHCII Bi3yali3amiiiHuX nocimkeHp?’. 3a JOMOMOrO0  IHX
IHCTPYMEHTIB BU3HAYaIOTh Pi3HI NapaMeTpH, B TOMY YUCII AISUIBHICTD 1 3a1y4YEHICTh, CTPYKTYpY Ta
¢byHK1Ii opraHizmy, TArap XBopoOu Ta cy0’€eKTUBHUI CTaH 3/10pOB’s, SIK ONMMCAHO Jaji B LiH I71aBi.

Sk cranpaptHi, Tak 1 cnenudiyHi 1ig reMo@inii IHCTpYMEHTH OLIHKH J03BOJISIOTH OLIHUTH
xapakTtep (pi3MYHUX NOPYIIEHb 1 (YHKIIOHAIBHUX OOMEXeHb, a TAKOXK IX BIIMB HA XKHUTTS JrOEH 3
reMoii€lo Ta uneHis ixHix pogun’.

Bce Ou1b1 momupene 3acTOCyBaHHS LIUX IHCTPYMEHTIB 1aCTh MOKJIMBICTh CTaHIApTH3yBaTH
OIIIHKY Ta MPOBOIUTH TIOPIBHAHHS JAHUX MiK OKPEMUMH MallicHTaMU Ta Koropramu® 0,

Merta oniHIOBaHHS pe3yJIbTAaTIB JiKyBAHHA

O1iHKY KIHIIEBUX PE3yJbTaTiB MOXHA 3aCTOCOBYBATHU Ul TOTO, 00 BiACTEXKYBaTH mepedir
3aXBOPIOBAHHS y TMAlll€HTa, OTPUMYBATH 1H(OpPMALIIO JJi1 MPOBEAECHHS PYTHHHOI JIKYBaJbHOI
po6OTH, BU3HAUATH BIANOBIAb HA JIIKYBaHHA Ta HE0OX11HICTh Mo U dikarii Teparnii. OliHKY KiHIIEBUX
pe3yJIbTaTiB MOYXHA 3aCTOCOBYBATH TAKOXK JUISl KUIbKICHOT OLIIHKYU CTaHy 3/I0pOB’s B IPYII MAIli€HTIB,
BU3HAYEHHS SIKOCTI HaJIaHHS JIOTIOMOT'H Ta OOTPYHTYBaHHS BUKOPHCTAHHS PECYPCIB.

KpiM Toro, omiHKy KiHHIEBUX PE3y/ibTaTiB MOKHA 3aCTOCOBYBATHU B JOCIIIHMIBKUX LLIAX,
HaNpuKiIa, A TOro, o0 JTOKYMEHTYBAaTH MPUPOAHY JAWHAMIKY 3aXBOPIOBAHHS, TECTYBaTH HOBI
METO/I JIIKyBaHHS a00 MOPIBHIOBATH Pi3HI METOAM TEparlii.

JloCImi/PKeHHST pe3yNIbTaTiB MEIMYHOTO BTPYYaHHS MOXKHA 3aCTOCOBYBATH JUISl MPUHHATTS
OOTPYHTOBAHUX PIIIEHB MIOJI0 BUTPAT HA JIIKYBaHHS.

11.2 Ouinka pe3yabTaTiB JiKyBaHHsI IPH reMogiii
OriHka pe3ynbTaTiB JIIKyBaHHS Ma€ OXOIUTIOBAaTH JBa AaCMEKTH: KIHIIEBl pe3yJbTaTH,
OB ’s13aH1 3 MEIMYHUM CTAHOM, Ta KIHLIEBI PE3yJIbTATH, OB A3aH1 3 JTIKYBaHHSIM.
Kinuesi pe3ynpTaTi, OB’ 43aH1 3 MEUYHUM CTAaHOM, CTOCYIOThCS €(DEKTUBHOCTI T€MOCTATUYHOL
Teparii Ta BiI0OpaKatoThCs B TAKUX MOKa3HUKAX:
° yacTOTa BUMAJIKIB KPOBOTEUI;
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° BIJTMB KPOBOTEUI HA OMOPHO-PYXOBUH amapar Ta iHII CUCTEMH B KOPOTKO- Ta JOBIOCTPOKOBIH
MEePCIEKTHURI, B TOMY YHCJII COIIaTbHO-TICUXOJIOTIYH HACTIAKY TeModimii.

Kinnesi pesynpTaTi, MOB’sI3aHi 3 JIKyBaHHSAM, HEOOX1THO KOHTPOJIOBATH, KOPUCTYIOUUCH
MPOCIIEKTUBHUM 1 CHCTEMAaTHYHUM IUTAHOM, IO Ma€ BKIIIOYATH CKPUHIHT 1 TECTyBaHHS JIOJCH i3
reModini€ro, IKUM 3aCTOCOBYIOTh KOHIIEHTpaTH (akTopis koaryisiuii (KDK) B 38’s13ky 3 po3BUTKOM
1Hr16iTOpIB (MB. Po3min 8: «IHribiTopu 10 pakTOpiB KOAryJIAIii»).

Jlo iHIIMX, MEHII MOIIMPEHHX YCKiIagHeHb 3amicHOi Tepamii KOK nanexars Tpom603 Ta
anepriuyni/anadizakraydi peakii. (auB. Po3ain 9: «Crenudivni TUTaHHS JTIKYBaHHS FeMOQLTIT»).

YacroTa BUNIAAKIB KPOBOTEY

YacTora BUNAAKIB KpPOBOTEYl (30KpeMa BHYTPIIIHHOCYTJIOOOBHX 1 BHYTPIIIHBOM S30BUX
KPOBOBUJIMBIB) Ta BIJIOBIb HA JIKYBaHHS € HAMOUIbII Ba)KJIIMBUMH IMMOKa3HUKaAMHU €(EKTUBHOCTI
TreMOCTaTUYHOI Tepamii Ta HaHKpalMMH CIPOIICHUMH MPOTHOCTHYHUMH (AKTOpPaMHU KiHIIEBUX
pe3yibTaTiB 3 O0OKY OIOPHO-PYXOBOI'0 anapary B JOBIOCTPOKOBIH MEePCIIEKTUBI.

[NamieHTH/OMIKYHH TOBUHHI JOKYMEHTYBATH BC1 BUIIAJIKM KPOBOBHJIMBIB Yy peaIbHOMY Haci,
KOPUCTYIOUYHCh NTANIEpOBUMHU UM €JIEKTPOHHUMHU LIOJICHHUKaMU a00 1HIIUMH CUCTEMaMH peecTpallii,
AKi mepioguuHo (MpUHAHMHI pa3 Ha pik) Mae aHamizyBaTH (axiBelpb 3 JIKyBaHHS reModimii 3a
CTaHJIAPTHUM TpoTOKojoM (nuB. Pozmin 2: «KomruiekcHe JikyBaHHS remModiniin — «J/lomarHe
JiKyBaHH» — «CaMOCTiiiHE yIIPaBIiHHSA MEIUIHUM CTAHOM).

30KkpemMa, KpOBOBWIUB Yy LieHTpasibHy HepBoBy cuctemy (LIHC) Bumarae noxymeHTyBaHHS,
OCKIUJIBKM MOYKE€ YMHHUTH BIUIMB HA HEBPOJIOTIYHI Ta OMOPHO-PYXOBi (PYHKIIII.

BpaxoByroun MOXIMBI TPYAHOII B KJIIHIYHOMY BHU3HA4Y€HHI BHYTPIIIHBOCYTJIOOOBUX 1
BHYTPIIIHBOM SI30BMX ~ KPOBOBHJIMBIB, a TaKOX Juig 3a0€3MEUeHHS y3TOJDKEHOCTI TpH
JOKYMEHTYBaHHI I[bOTO BA)XJIMBOI'O IapameTpy, CIiJ AOTPUMYBATUCS KpPUTEPIiB, BCTAHOBJIEHUX
HaykxoBum komiteroMm 31 cranaapTu3auii MiKHapoJHOro TOBapuUCTBAa 3 BUBYEHHSI TPOMOO3y Ta
remocrazy'l.

BHyTpimIHROCYTI000BHH KPOBOBWIJIMB BH3HAYAETHCS, SK HE3BUYHE BIIUYTTS «aypw» B
Cyro6i, 110 CYTMPOBOIKYEThCS OY/Ib-KOKO 3 HACTYIHHMX O3HAK':

° IpOrpecyrovmii HaOpsIK a0 BIAUYTTS JKapy B MIKIpl HAJl CYTII000M;

° OlJIb, 1110 MTOCHUITIOETHCS,

° [Iporpecyrodye 0OMeKeHHs Jlana3zoHy pyxXy ado TpyIHOILI B KOPUCTYBaHHI KIHI[IBKOIO MTOPIBHSHO 3
BUXIJHUM PiBHEM.

BHyTpilIHEOM 130BHI KPOBOBUJIMB BHM3HAYAETHCS, K €Mi30/1 KPOBOBWJIMBY B M’s3, LIO
BUSIBJISIETHCS KIITHIYHO Ta/a00 IUISIXOM Bi3yasi3alliiiHUX JOCTIJKEeHb, K IPAaBUIIO, CYIIPOBOIKYEThCS
6oneM Ta/ab0 HaOPIKOM, a TAKOK OOMEKEHHAM PYXJIMBOCTI IOPIBHAHO 3 BUXiTHUM piBHEM™L,

Y HEMOBJIAT 1 AiTEH MOJIOIIOrO BiKYy BiIMOBA KOPUCTYBATHUCA KIHI[IBKOIO MOKE CBITYUTH PO
BHYTPILIHBOCYTJI000BHUIt 260 BHYTPIIIHLOM s130B1i1 KpoBoBUIHBLL,

Pozpobneno KpuTepii BU3HAUYCHHS e(eKTUBHOCTI reMOCTaTHUYHO1 Teparii
BHYTPIIIHHOCYTJIO00BUX 1 BHYTPIIIHBOM SI30BUX KPOBOBHJIMBIB, SIKUMH CIIiJl KOPUCTYBaTHCS MpU
JIOKYMEHTYBaHHI pe3yJbTaTiB JikyBaHHS (auB. Po3nin 7: «JlikyBaHHs crenn(iyHUX KpOBOTEU» —
Ta6murst 7-1).

Pexomennauis 11.2.1:

Tum, XxT0 Haga€ nonoMory JaaM i3 remodiiaiero, BOI' pekomenaye 3adesneunTH, mood
yci KPOBOBWJIMBHU JOKYMEHTYBAJMCHA B peajbHOMY 4Yaci mamieHTaMu/ONiKyHaMHU Ta CHUIBLHO
aHaJi3yBaJMcAd KOMaHA0K0 ¢axiBuiB 3 TikyBaHHs reModijii npuHaiiMHi pa3 Ha pik. Oco0uBy
yBary cjii NpuIiIATH BHYTPIIIHbOCYIJ1000BUM, BHYTPIIIHbOM’fI30BMM KPOBOBMJIUBAM i
KPOBOBWJIMBAM Yy LEHTPAJbHY HEPBOBY CHCTEMY, B TOMY YHCJII 3a3HA4YaTH CTYNiHb
BiTHOBJIeHHs. Ciil KOpUCTYBaTHCA CTAHAAPTHUMH KpUTepisiMu, BcraHoBJeHnMH HaykoBum
KOMIiTeTOM 3i cranaapTu3anii Mi>kHApoIHOro TOBapucTBa TPOMOO3y Ta reMocrasy.
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Ouinka 0010 pu remogiii

binb ipu remodiii Moke OyTH roCcTpuUM (SIK IPH TOCTPOMY KPOBOBHIIMBI) 200 XPOHIYHUM (SIK
pe3ynbTaT apTpornarii), abo oouBa BUIU OOFO MOXKYTh BUHUKATH OJTHOYACHO.

binb, moB’s3aHuil 13 reMo@uTi€0, MOXKHA OI[IHIOBATH 3a JIONMOMOTOK OJHOBHMIPHHX
uncnoBux abo BisyanpHUX ImKan'?, Hampuknan, «lllkama Boura-Beiikepa mns ominku 6omo 3a
300pakKCHHAM o0mmuus» 314 0araToOBUMIpHHUX aHKET JUIs OLIIHKHW 0010, Hanpukiaz, «CTaHaapTHUN
onutyBanbHuk MaxIinna mst oninku 60m0»*° a60 «CTucnuii OMUTYBAaIbHUK JUIS OLHKH GO0
(BPI)%Y a6o x onuTyBanbHUKIB, crielu(idHUX IS 3aXBOPIOBAHHSA, 30kpeMa «bararoacnekTHumii
OMUTYBAJIBHUK IS OIIHKH 0051t 1ipu remodiiiy (MHPQ).

KpiM Toro, 0ib MOKHA OLIIHIOBAaTH 3a JOMOMOIOI0 CIEliaJbHUX LKAl B ONUTYBAJbHUKAX
JUISt OLIHKH SKOCTI XKHUTTS (K CTAHAaPTHHX 8, Tak i a7anToOBaHMX 10 KOHKPETHOTO 3aXBOPIOBAHHAY),
a TaKOX 3a JOTIOMOTOI0 CIeIIaJIbHUX IHCTPYMEHTIB JIJIsl OIIIHKH CTaHy cyrio0iB, Hanpukiad, «lllkama
Jxin6epran? Ta «lllkana oninkyu QYHKI[IOHATEHOTO CTaHy cyrio6iB mpu remodimii (HIHS)»2L,

HaiiGinpim eeKkTUBHO OIIHIOBATH Ta JIKyBaTH OUIb MOXIHMBO 33 YMOB KOMIUJIEKCHOTO

HaJIAHHS JT0TIOMOru -,

JloMeHH U5l OliHKM BILIMBY KPOBOBHWJIMBIB HA ONMOPHO-PYXOBHIi anapat Ta iHuIi cucTeMu

[Ipu Takux MEAMYHUX CTaHaX, IK reMO(1Tisi PEeKOMEHAYETHCS OI[IHIOBATH KIHIIEB1 Pe3yIbTaTH
3rigHO 3 ToMeHamMu MiKHapoaHOI Kinacudikamii QyHKIIOHYBaHHS, OOMEKEHb KUTTESUTLHOCTI Ta
30poB’s (MK®), sika € ctannaptrom BeecBiTHboi opranisanii oxoponu 310pos’s (BO0O3)?223,

3rigao 3 MK®, npu omiHii OOMEXEeHb JKUTTEMSUIBHOCTI Ta CTaHy 3Ilop0B’$14'24 cIIi
OPUILISTH OCOONMBY yBary BIUIMBY 3aXBOPIOBaHHS Ha CTPYKTYpH Ta QYHKIIIT OpraHi3my, IisIbHICTh
Ta 3aJTy9YCHICTD.

Ha i momMeHu MOXyTh BIUIMBATH 1HIUBIAyaldbHI CUTYaTUBHI YMHHUKH, SKI BIIOOPaXKarOTh
00CTaBMHU Ta BUX1JHI JaH1 KOHKPETHO1 JIFOJJMHH 1 BKJIFOUAIOTh, SIK 30BHIIIHI, TaK 1 0COOUCTI (PaKTOpH.

30BHIIHI ()aKTOPH CTOCYIOThCS (PI3MYHMX 1 COLIAJIBHUX YMOB Ta YCTaHOBOK, Y SIKUX JIFOJAMHA
JKMBE Ta 3/IIMCHIOE TIOBCSKICHHY JISUTHHICTb.

Jlo ocobucTux (GakTopiB HaNEKaTh ACHEKTH, sIKi HE 00OB’3KOBO CTOCYIOThCS 3aXBOPIOBAHb
abo0 cTaHy 3/10pOB’sl JIIOJJUHU, 30KpeMa BIK, CTaTh Ta 1HAUBIAyalbHI1 XapaKTEPUCTUKH.

Ha Pucynky 11-1 naBenmeno ormsin moneni MK® Ta iHCTpYMEHTIB OIIIHKH KiHIIEBUX
pe3ybTaTIB 3 PO3MOIIIIOM 32 JIOMEHAMH.

[MousTrs «sikocti xutTs» (SIK, anrn. QoL — Quality of Life) e kommiekcHUM Ta OXOILTIOE
YHUCJIEHHI XapaKTepUCTUKU COL[IAJIbHUX, KYJIbTYPHUX, €KOHOMIYHMX 1 (I3MYHUX YMOB, B SKHX
3HAXOAUTHCS JIFOIMHA, 4 TAKOXK CTaH (i3MYHOTrO Ta MCUXiYHOTO 310poB’a*?2,

«SIKicTh XUTTS, 00yMOBII€Ha cTaHoM 3710poB’s» (AXKO3), — 1e NoHATTA, CUHOHIMIYHE
CaMOCTIHHI} OLIHIII MaLliEHTOM CTaHy CBOTO 3/10poB’s; ouinka KO3, sk npaBuiio, BKJIOYA€E KiJIbKa
acmextiB mozeni MK®?®. 1106 Taka orinka Gyna iHpOpMaTHBHOIO, il Kpallle 33 Bce MPOBOAUTH HE
OKpeMo, a B KOMOiHalii 3 OLIHKOI CTPYKTYp 1 (YHKLIA OpraHizaMy, a TakoX HOBCSAKIEHHOI
JISTIBHOCTI.

BinbicTh IHCTPYMEHTIB /7S OLIHKM KIHIIEBUX Pe3yJbTaTiB BaliJOBaHI JAJIsl 3aCTOCYBAHHS Y
JUTEe OUTBII CTApIIOro BIKY, ajlie € JeKUIbKa BaJlI0BaHUX 1HCTPYMEHTIB JUIsl OLIIHKU PE3yJIbTaTIB Yy
MaJIeHbKUX AiTel (MoJofie 4 pokiB) i3 TSXKKOI (HopMoro reModinii B TOi mepioj, KOJIU BOHH, SIK
MPaBUJIO, MOYMHAIOTH TPUBANYy MPO(DIIAKTUYHY TEparilo Ta MalTh HAWBHILI PU3UKU PO3BUTKY
1HT161TOPIB.

3/1aTHICTh IHCTPYMEHTIB BUSBJISATH HE3HAUH1 3MIHHU MICII TepaneBTUYHUX BTPY4YaHb y ATl
13 XOpOIIMM CTaHOM CYTJI001B Ta HU3bKOIO YaCTOTOIO BUMA/IKIB KPOBOTEUI € HEBUCOKOIO Ta BUMarae

TnoankIoi yBarn?e,
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3axBoptoBaHHA —remodinia

-
HAL/ PedHAL
/
/
HJHS \
\ FISH HAL
\ /PedHAL | | copm
/)
PeutreHo- | \ = v = 1/
rpadis AN ~— g 1/
™ CTpyKTypU Ta s o . |/
i R D i i —— 3 -
| dynuii opranizmy AianbHictb aNny4eHicTL \ SF-36
/ W\
v/
/ \ | PROBE
f \
MPT / \
| HAEMO-Qal-
A
30BHiLWHi YWHHUKH 0Oco6MCTi YNHHUKK

PUCYHOK 11-1 Moaens MixkHapoauoi knacudikanii GpyHkuionyBanusa Ta 310poB’ss (MK®) i3
3a3HAYCHHSIM IHCTPYMEHTIB JIJIs OI[IHKH KiHIIEBUX PE3yJIbTATIB 32 JOMEHAMH.

COPM — Kanajcpka mkana npoayktuBHocti npaii; FISH — Illkana orinka (yHKIIOHaIbHOI HE3aJeKHOCTI MpH
remodinii; HAEMO-QOL-A — OnuryBaibHUK IS TOPOCITHX MO0 SKOCTI )KUTTA nipu remodisii; HAL — Illkana ominku
BUKOHAHHS pi3HUX il mpu remodinii; HJHS — Illkana ominku (QyHKIIIOHATBFHOTO cTaHy Cyriio0iB pu remodinii; MPT
— MarHiTHo-pe3oHancHa tomorpadis; PaedHAL — Illkana OIiHKK BUKOHAHHS Pi3HUX MAil mpu remModimii y miTeii;
PROBE — IloBimomiieHi mamieHTOM pe3yIbTaTH JIKYBaHHsI, TPYIHOII Ta SKicTh 00cimyroByBanHs; SF-36 — Crucmuit

OIUTYBAJILHUK JIJIS OLIHKY CTaHy 310poB’s 3 36 nmyHKTiB; Y3/] — yJabTpa3ByKOBe JOCIIPKEHHSI.

11.3 Ctpykrypu Ta pyHKUii opranizmy

CTpykTypu OpraHisMy — II€ aHATOMIYHI CTPYKTYpH Ta YaCTHHU Tijia, TaKl SK OpraHu,
KiHIIIBKY Ta TXHI KOMITOHEHTH22*,

@OyHK1ii opranizsmy — 11 (i310y0r14H1 QYHKIIT BIAMOBIIHUX CUCTEM, HAIPUKJIIAJ, Aiana3oH
pyXY, cuiia M’s131B 1 CTaOUIBHICTD CYTJIO0IB.

[Ipu remo@inii e CTOCYeThCS, HANpHUKIaA, (PYHKIIOHAIHHOIO CTaHy CYIJIOOIB 1 OKpEMHX
Ipym M’s131B, SIKi OLIHIOIOTHCS KJIIHIYHO Ta PEHTI€HOJIOTI4YHO.

PexomengoBaHi MeTOAM OLIHKHU CTPYKTYP i GyHKLiii opranizMy npu remogiii

[lkana omiHKK (YHKI[IOHATLHOTO CTaHy cyrmioOiB mpu remodinii (HIJHS) e maiikpamre
JOCTIKEHUM 1HCTPYMEHTOM /ISl BU3HAYEHHs (i3MUHOrO CTaHy fK y JiTell, Tak i y gopocmux L2728
(muB. Pucynok 11-2).

Pentrenonoriuna mxana IlerrepccoHa”™ € HalOUIBII MOMIMPEHUM METOJOM Bi3yalbHOI
OILIIHKY CTPYKTYpH Ccyry100iB. L5 11kana He € 4yTIHUBOIO 10 paHHIX 3M1H; TOMY JJIsl OLIHKH apTpomnarii
po3po0IieHo OuIbIT YyTJINBI iHCTpyMeHTH (auB. Tabmuiro 11-1).

MaruitHo-pe3onancHa Tomorpadis (MPT) e, iMOBipHO, HaWOLIBII YYTJIIMBHUM METOJIOM
OLIIHKM CTPYKTYpU Cyryio0iB. ICHye Kimbka IIKaj, SIKHMH MOKHA KOPUCTYBATHUCS JJS KUIBKICHOT
ominkm apTpomatii 3a gomomororo MPT3%SL mpore meit Meron € BHCOKOBAapTICHMM Ta
JIOBFOTPHUBAJIIMM, 1 HOTO Ba)KKO 3aCTOCOBYBATH y MaJIeHbKUX JiTel (auB. Tabmuito 11-2).

Hapasi icHyloTs ynbTpasBykosi (Y3) mKamy s OmiHKM TeModimiuHoi apTpomatiic> <>, 3a
JIOTIOMOTOI0 IKHX MOYKHA BHSABUTH CYIJI000BHil BUIMIT®, paHHI NATONOTiuHi 3MiHM B cyrno6ax®’ Ta

29
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CyOKITiHIUHiI MPOSABU 3aXBOPIOBAHHSA CYTI00iB>, a TAK0OXk CTHUMYJIIOBATH NPUXUILHICTh MALEHTIB 10
nikyBauHa®® (muB. Tabmumo 11-3).

AJTOPUTMH OLIHKU 32 JOMOMOror Y3J[ MOXyTh OyTH NOCUTH CyO’€KTHMBHHUMH, aje IXHS
HAJIHHICTD ITiIBUIYETHCS, SIKIO OIIHIOBAHHS 3I1MCHIOE (haxiBellb 3 JiKyBaHHS reModiii, sKuil Mae
10cBin y mpoBeaenHi Y3/1 onopHO-pyX0BOro anapary>>

Ha meit yac orpuMano naHi, siki CBig4aTh, 1o Y 3/] onopHo-pyxosoro anapaty (OPA) MoxyThb
OyTH KOPHUCHUMHU JJIsl KJIIHIYHOT OLIHKY Ta JIIKYBaHHS 00icHOT reModiniunoi apTponarii, OCKUIbKH
BOHHU JIOTIOMAraroTh BIJIPI3HUTH BHYTPIITHBOCYTJI000BI KPOBOBWJIMBH BiJl 3alaJICHHs] CYIJIO0iB, a
TAKO BHYTPIIIHBOM S30Bi KPOBOBMIIMBH BiJl iHIIMX perioHapHux 60160BuX cunapomis*®*t, Tum ne
MeHIIe, y Oyap-sKiil cuTyarlii, KOJau mamieHT abo Jikap IMiI03pI0€ TOCTPUA BHYTPIITHbOCYTI000BHMA
a00 BHYTPIIIHBOM SI30BHI KPOBOBHWJIMB, a00 KOJIW CKIAJAHO BH3HAYWUTH, YU BiTOYBa€ThCS
KPOBOBWJIUB, PEKOMEHIYETHCS HETrallHO 3acTOCYBAaTH TE€MOCTAaTHMYHUN Mpenapar, Mepul HiXK
MPOBOJUTH MIATBEPKYBAIbHI JOCTIKEHHS Ta O4iKYBaTH Ha IXHI PE3YJIbTaTH.

11.4 JisuibHICTH i 32J1y4YeHICTH

JlisapHICTh O3HAYa€ BUKOHAHHS JIFOJAMHOIO IIEBHOI 3aaa4i abo nii*. V KoHTeKCTi remodiii
TUSUTBHICTD, K TPABUJIO, CTOCYEThCA (DYHKIIOHAIBHOT AKTHUBHOCTI B TMOBCSKICHHOMY JKUTTI
(HanpuKIaa, X0a60a, MiAHIMAHHS CXOJaMH, YHIIICHHS 3y0iB, KOPUCTYBAHHS TyaJeTOM).

3a1y4eHICTh 03HAYA€ Y4acTh Y )KUTTEBUX CUTYaLIAX Y KOHTEKCTI COLIaJIbHOI B3a€MO/III.

VY OGaraThox BHmagkKax OyBa€ CKJIAJHO YITKO BH3HAYUTH NPUHAICKHICTH MapaMeTpiB Ta
IHCTPYMEHTIB OLIIHKH PE3yJbTATIB JI0 OJHOTO 3 IIUX JBOX JOMEHIB; TOMY IIPH OLIHIOBaHHI KiHI[EBUX
pe3yNbTaTiB 00M1Ba JOMEHHU YacTO 00’ € THYIOThCS.

Oninka aisbHOCTI Tpu TreModinii Moke OyTH CaMOCTIMHO BH3HAY€HA MAlliEHTOM abo

BCTAHOBJICHA Ha HI,Z[CTaBl OTpUMAaHUX pe3y.]'IBTaTlB Cl'IOCTepe)KeHHH22

PexomeHngoBaHi MeTOAM VI BU3HAYCHHS NiSlJILHOCTI Ta 3aJy4€HOCTI

CreungiyHuM JUIsl 3aXBOPIOBaHHS 1HCTPYMEHTOM OLIHKM € «lllkana OLIHKM BHKOHAHHS
pi3HUX il mpu reModimiin (HAL)15*44. Ile naiikpaie TOCTIPKEHUI METOJ OILIHKM BHUKOHAHHS
JIOPOCJIMMM TMAIiEHTAMU Pi3HUX Aiii*°, mepeknanenuii 6aratbmMa MoBaMu. IHQOPMATHBHICTE TPHOX
MOKA3HUKIB (OIlIHKA BEpXHIX KIHIIIBOK, 0a30Ba OI[iIHKAa HMHIX KIHI[IBOK Ta KOMIUIEKCHA OIliHKa
HIDKHIX KiHIIiBOK) Gyiio noBeneno B CIIIA ta y Cnonyuenomy Koponisetsil®!640 (qus. Ta6mumro 11-
4).

«Illkany OIIHKM BHKOHAHHS pi3HUX [ili mpu remodinii y niteii» (PedHAL)*" 6ymo
po3pobneno Ha ocHoBi HAL. Ile onmuTyBaiabHMK Ul CAMOCTIHHOI OIIIHKM CBOTO CTaHy JITbMH 3
remodiniero® (qus. Tabmuio 11-5).

Sk HAL, tax i PedHAL Oyrno po3poOiieHO HifepiaHAChKHUMH (axiBISIMH 3 JIIKyBaHHS
remoinii. TakumM yuHOM, Il IHCTPYMEHTH MOXYTb OYTHM HEIOCTaTHbO €(PEKTUBHUMHU Y pasi
3aCTOCYBaHHS B YMOBAX iHIION KyabTypu 849,

«Illxana ominkm (yHKIiOHANTBHOI HesanexHocTi mpu Temodinii» (FISH)* ¢ maitkpame
JOCIIJKEHUM METOJIOM OLIIHKM TOKa3HUKIB (DYHKIIIOHAJIBHOCTI, SIKI CHOCTEpIraloThes y JIOACH 3
remoiniero®. IcHye Garato mopizoMiIeHb OPo il 3aCTOCYBaHHS B Pi3HUX KpaiHAaX i BIKOBUX IpyHax
(muB. Tabmuiio 11-6).

«OnuTyBaNbHUK JJI CAMOCTIMHOT OLIIHKY PE3Yy/IbTATIB JIIKYBAHHS MAallIEHTOM, TPYIHOIIIB Ta
sxocti 06cnmyroByBanHs» (PROBE) Takosx BKiTrOUYa€ MOKa3HUKH, K1 I03BOJISIFOTH OLIIHUTHU JiSTHHICTh
Ta 3aJy4YEHICTh 3@ TAKUMH KPUTEPISIMU SIK IIKOJIa/HaBYaHHS, TPALIEBIAIITYBaHHS, CIMEIHE KUTTS Ta
BIIMB TeMO(ilii Ha aKTMBHICTh y TIOBCAKAEHHOMY KMTTi®' (quB. Huxde poszin 11.8 «Pe3ymbraTi,
MOBITOMJICH1 TAI[IEHTAMI»).

«Kanajcpka mkama npoayktuHocti mpaii» (COPM)®! ta «OnuryBansruk MakMacrtep
Toponto» (MACTAR) st OIiHKH iHAEKCYy iHBaTifM3aIlii>> € CTAHAAPTHUMH iHCTPYMEHTAaMH, SKi
3aCTOCOBYIOTBCSL JUIsl MOBCSKJICHHOIO OLIHIOBAHHs JIOAMHOIO 3MIiH Yy JOMCHAX HINIBHOCTI Ta
3aJTydeHOCTi. [X MO’KHa BUKOPHCTOBYBATH SIK IIKAIM JUTS OLIHKH JIOCATHEHHS 1HMBIIyalbHUX el
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InenTudikauniiinmii Ne nanienra: ILLB. ¢izuunoro repanesTa:
Ne o0cTe:keHHsA Hara:
Yac: qut/mMmM/pppp
Ouinka pyHKIIOHAJIBHOIO cTaHy cyrJjo0iB npu remogiiaii HJHS 2.1 — 3Beaena Tadauus 0aais
JliBmii IIpaBuii
JliBuii | IlpaBuid JliBe IIpaBe |roMiJIKOB|roMiJIKOBOC
JIKOTh JIKOTh KOJIIHO KOJIHO |OCTONMHUII| TOMHUNI
CyrJjoo cyrJjoo
] [l [l ] ]
HaOpsixn HIIB HITB HITB HIIB| [|HIIB LI HIIB
. ] ] ] ] ]
Tpusaiicts (HaOPSIKY) HIIB HIIB HIIB HIIB HIIB (] HIIB
S, ] ] ] ] ]
ATpodis Ms31B HITB HITB HITB HIIB| |HIIB L HIIB
. ] ] ] ] ]
Kpenirauis nig yac pyxy HIIB HIIB HIIB HIIB HIIB L] HIIB
Pizke oOMexeHHS ] ] ] O O O HIIB
3TUHAHHA HIIB HIIB HIIB HIIB HIIB
Pizke oOMexeHHS ] ] ] O O O HIIB
pPO3THHAHHS HIIB HIIB HIIB HIIB HIIB
. . ] ] ] ] ]
bin y cyriobi HITB HITB HITB HIIB| |HIIB L HIIB
] ] ] ] ]
Cuna HIIB HITB HITB HIIB| |HIIB L HIIB
3araJbHUi 0aJ1 OLIHKH
cyrjiaobda
Cyma 3arajibHuX HIIB = He
oaaiB MiaIacThCsa

C BU3HAYEHHIO

3arajbHa OLiHKA
X0au

(L] HITB BK/1t0OYEHO B MOKA3HUKH
OIIHKH XOJIH )

3arajJbHui 02

—
HJIHS -

Haopsaxn  Kpenitauis mia yac pyxy Cuuaa (3a mkanoro Jlenienca ta

0 =Halbpssx 0= BigcyTus Boprinrema)

BIJICYTHIH 1 = Jlerka VY Mexax TOCTYIHOTO Jliala3oHy pyxy

1= 2 = Tsoxka aP)

Hesnaununt  /leinut 3ruHaHHA 0 = [onae cumy TAXKIHHS B

2= Konrtpanare HopmaTusHi OLIIHIOBAHOMY ITOJIO’KEHHI 3

[lomipHuii  paJjibHe: Ta0IHUIILi: MaKCUMAJIBHUM CIIPOTHBOM

3 = Cunpbuuit 0 = <5° 0 =y mexax (cTyminb 5)

Tpusagicts 1=5-10° Tiarma3ony 1 = Jlomae cuny TSDKiHHS B
0 =Habpsx 2 =11-20° 1=1-4° OLIIHIOBAHOMY II0JIO’KEHHI 3
BincyTHiH 3 =>20° 2=5-10° TTOMIPHUM CITPOTHBOM (ajie BUXOJIUTD

3=>10° 13 bOTO IIOJIOKEHHSA 3
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abo < Hediuut posrunanus (Bif
6 MicAIIB  TIEpEepO3TUHAHHS)
1=> Kontpanare HopmaTusHi
6 Mics1iB pajibHe: TaldJamui:
ATpodin 0=<5° 0 =y Mexax
M’s13iB 1=>5-10° Jiana3ony

0 =Bimcyras 2 =11-20° 1=1-4°

1 = He3nauna 3 = > 20° 2 =5-10°

2 = CunbHa 3=>10°

Biab y cyrioo6i

0 = BiacyTHicTh 06010 MiJ] YaC aKTUBHUX PYXiB
1 = BiagcyTHicTh 00JIIO IT1]1 YaC aKTUBHHUX PYXIB;
OLTb JIMIIIE TIPY JISTKOMY HaTHCKaHHI a00
majblarii

2 = binb mij 9ac aKTUBHUX PYXiB

MaKCHMaJIbHUM CIIPOTHBOM)
(cryminb 4)

2 = YTpuMye OLIHIOBAHE MOJIOKEHHS
3 MiHIMaJILHUM CIIPOTHBOM (CTYIiHB
3+) abo nomnae cuiy TSKIHHS B
OIIHIOBAaHOMY TTIOJIOKEHHI

(cryminb 3)

3 = Moke 10J1aTh CUITY TSDKIHHS B
yacTKoBO noBHomy /IP (ctyminp 3-
/2+), a00 MOKe 3IHCHIOBATH PYX Y
JIP 3a yMOBU yCYHEHHS CHIIH
TsDKIHHS (CTYHiHB 2), a00 MOXKe
3/11ACHIOBATH PyX Yy YacTkoBomy JIP
32 YMOBH YCYHEHHS CHUIU TSKIHHS
(cTyminb 2-)

4 = Minimanehe (ctymins 1) abo
BIZICYTHE CKOPOUYCHHS M’ 5I31B
(ctymiub 0)
HIIB = He miagaeTbcsi BUSHAYCHHIO
3aragbHa ominka xoau (xo/0a,
i THIMaHHS CX0/1aMu, Oir, CTpUOKHU Ha
OJIHIH HO31)
0 = Yci HaBUYKH y MeXKaxX HOPMHU
1 = OxHa HaBUYKa BUXOIUTH 3a MEXI1
HOPMU
2 = JIB1 HABUYKHU BUXOJATH 33 MEXKI1
HOPMU
3 = Tpu HaBUYKH BUXOJIATH 32 MEXKI1
HOPMU
4 = VY1 HaBUYKU BUXOATH 32 MEXKI
HOPMU
HIIB = He miggaeTbcst BU3HAYEHHIO
IMPUMITKA: Ilpu 3acrocyBandi mkaau HJHS neoOxinHo kopucTryBaTHCs iHCTPYKIIi€I0 Ta
PO0OYMMH JIUCTKAMHU, AKi 101a10THCH
3arajbHi KOMeHTapi:

Ouinka GpyHKIiOHANBLHOIO CTaHy cyrjaodiB mpu remodiiii 3a mkanxorw HIHS 2.1, © The Hospital for
Sick Children, Centre Hospitalier Universitaire Sainte Justine, the Regents of the University of Colorado,

Karolinska Hospital, University Medical Center Utrecht, 2009. Bukopucrano 3a ninensieto AuTsS40i JikapHi
The Hospital for Sick Children

PUCYHOK 11-2 Ouinka GpyHKIIOHAIBLHOTO CTaHy cyriio0iB mpu remodinii 3a mkanoro HIHS 2.1 —
3Benena Tabmums OGamis*2. JloctymHo 3a ampecoro: http://wwwil.wfh.org/docs/en/Publications/
Assessment_Tools/HIJHS_Summary_Score.pdf


http://www1.wfh.org/docs/en/Publications/

147

TABJIMIA 11-1 Pentrenonoriyna mkana Ierrepccona?

IMoka3znuk?

PenTrenoJioriuna 3mina Pe3yabTat (0asm)
* OcTeonopo3 Bincyrniii 0
HasBHuii 1
* 30unbmeHHs enidizy Bincytre 0
HasBue 1
* HepiBHicTh cyOXOHIpaIbHOT TOBEpXHI | BimcyTHs 0
KiCTKH Hesnauna 1
Bupakena 2
* 3BY)KEHHS CyrJI000BOI HIUTHHU Bincyrhe 0
<50% 1
>50% 2
* YTBOpEHHSI CYOXOHIPAIBHOI KICTH Bincytue 0
1 xicra 1
>1 kictu 2
* KpaiioBi epo3ii cyrnoly Bincythi 0
HasHi 1
* HekoHrpyeHTHICTb CyIri1I000BUX Bincyras 0
HIOBEPXOHb He3nauna 1
Bupaxena 2
* Jledbopmariis (aHryssiiis Ta/abo Bincytus 0
3MIIEHHSI KICTOK, 1[0 yTBOPIOIOTH Heananna 1
S, Bupaxena 2

AMosxuBuUii 3araapHui 6an: 0—13 Gaitis 11t KOXKHOTO Cyriioda (MakCuMalbHUMN 3arajibHuil 6an: 6 X 13 = 78).
11.5 3oBHimHiI Ta 0COOUCTICHI YHHHUKH

30BHIIIHI YMHHUKH

Xoua 30BHIIIHI YUHHUKH € YacTUHOIO Mojaeni MK®, BoHU He 3aBXKAM PO3TISAAIOTHCS K
BIIACHE «PE3yJIbTaTH», alle MOKYTh CyTTEBO BILIMBATH Ha Mpoliec peadimirarii®,

J1o 30BHINIHIX YAHHUKIB, SKi BIUTMBAIOTh HAa KIHIIEBUU Pe3yNbTaT, Halle)KaTh YNHHUKH, SKi
MOJICTTIYIOTh JIIKYBaHHS a00 TEPeNTKO/KAI0Th HoMy. BOHH MOXKYTh BKJITIOYATH JOCTYII IO LIEHTPY
KOMIUIEKCHOTO HaJaHHS JONMOMOru mpu remodinii, HasBHiCTE KDK, ycBiZOMIEHHS MEIUYHOTO
CTaHy, TOKPUTTS BUTPAT Ha JIIKyBaHHS MeJMIHIM CTPAXyBaHHAM > Ta BiJICTaHb 0 IIEHTPY JiKyBaHHS
remodinii>t,

[lo cTocyeThes mitTei 13 reModiiero, BaXIMBAM YAHHIUKOM, 110 TOJIETTITYE JTIKyBaHHS, MOXKE
OyTH MiATPUMKa POJUHH Ta, 32 HEOOX1THOCTI, T0JIATKOBA COIIaIbHO-TICUXOJIOT14HA JOTIOMOTa 3 OOKY
¢daxiBIiB 3 JIKyBaHHS reMoQ1iii.

Oco0ucricHi YHHHUKH

CubHI Ta c1abKi CTOPOHU OCOOUCTOCTI JIFOIMHU MOXKYTh CYTTE€BO BIUIMBATH Ha PE3yJIbTaTH
JKyBaHHS.

JUisi  KOHTPOJIbOBAHOTO Ta OOIPYHTOBAHOTO HAJaHHA JIOMOMOTH a00 00CTEXEHHS
KOHKPETHOI'O TallleHTa MOYKHAa 3aCTOCOBYBATU OLIHKY TaKUX YMHHUKIB, SIK JIOKYC KOHTPOJIIO, Ta
TICUXOJIOTIYHMX XapaKTEPUCTHK, HAPHUKIAJ, THIBY, JETPECii Ta ONTHMi3My>.
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[Ile oqHUM BaXKJIMBUM Ta BUMIPIOBAHUM YMHHHKOM, III0 BIUIMBA€ Ha KIHIIEBI pE3yJIbTATH, €
NPUXHUIBHICT MAI€HTA/POTMHN [0 TiKYBaHHA "',

11.6 ExoHoMi4yHi YNHHUKH

Butpatn Ha JnikyBaHHS Ta TOB’si3aHI 3 HHUM EKOHOMIYHI IEpeBarM MOXHAa BU3HAYUTH
KUIBKICHO Ta 3aCTOCOBYBATH JIJIsl pO3POOKH Ta OOTPYHTYBAHHS MPOrpaM aJBOKaIlii MpaB MaIli€HTIB Ha
HaJIe)KHE JTIKYBaHHS.

TABJINIA 11-2 [lIxana IPSG ans oniaku reModiIigHOT apTpomaTii 3a JOMOMOTO0 MPT#

3MiHM y M’IKHX Bumnit/remaprpo3 He3znaunuit 1) __
TKaHHHAX [Tomipruii 2)_
BHaYHUIT (3)__
[neprpodis Hesnauna 1)_
CHUHOBIaJIBHOT [MomipHa ()
000JIOHKH —
BHauHa (3)__
HasBHicTb Hesnauna (1)__
TeMOCHICPHHY  [TomipHa 2)__
BHauHa (3)__
MMinmkana ouinku MakcumyMm 9 6ainiB .
3MiH y M IKMX
TKAaHHHAX
OcTteoxoHApaJIbHI [ToBepxHeBi Bynb-sika moBepxHeBa epo3is 1)__
3MIHH cposii 3 Epo3is mosioBuHU a0 OibIe Cyrao00Boi 1)__
YpaxXEHHAM MOBEPXHI PUHANMHI Ha OJIHIN KICTII
KOPTHKAJILHOTO
mapy
CyOXOHIpalTbHOT
KICTKH a00 KpaiB
cyrio0y
Cy6xonapanbhi [IpuHaiiMHI 0JJHa CyOXOHApaIbHA KicTa 1) __
Ligken Al CyOXxOHIpaibHi KiCTH PUHAWMHI Ha JIBOX 1) __
KicTKax a00 KICTO3HI 3MiHH, SKi
MOIIMPIOIOTHCS Ha TPETUHY 200 OLbIIe
cyrii000BOi OBEPXHI MPUHANMHI Ha OJIHIH
KICTII
Jerpanarrist Bynb-sike 3MeHIIeHHs TOBIIMHY cyriobosoro | (1)
Xpsia Xpsia
BTpaTa momoBuHM ab0 OibIIE Bix 1) __
3arajibHOro 00’eMy CyrJI000BOTO XpsIia
MpUHANMHI Ha OJHIN KICTII
[ToBHa BTpata cyrioboBoro xpsiia xoua 6 8 | (1)__
OJIHIM JUISHIII O/THI€T KICTKH
[ToBHa BTparTa Cyriio00BOT0O XpsIia, 1o 1) __
MOLINPIOETHCS X04a O Ha MOJIOBUHY
CyTJI000BOi OBEPXHI MPUHANMHI Ha OAHIH
KICTIIL
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IMigmkaja omiHku MakcumymMm 8 GamiB
O0CTCOXOHAPAJBbHHUX
3MiH

Aobpesiatypu: IPSG — MixnapoaHa rpyna 3 gociiukeHHs npodinakruku; MPT — marniTHO-pe3oHaHcHa ToMorpadist.

IIpsimi BUTpaTH

[IpsiMi BUTpaTH BKJIIOYAIOTh BAaPTICTh JIIKAPCHKUX TIpenapaTiB, MEAMYHUX IIOCIYT,
XIpypriyHux i MEIUYHUX BUTPATHUX MaTepiajis.

VY marieHTiB 13 TsHKKOWO GopMoro remodinii Bapticte KOK, sk mpaBuiio, CTAHOBUTH MOHA/T
90 % ycix BUTpAT, OB SI3aHUX 13 TIKyBaHHAM .

Henpsimi BuTpaTn

HenpsiMi BUTpaTH BUHHMKAIOTh BHACIIOK BTPATH MPOAYKTHUBHOCTI Hpali y JA0pOCIUX
MAI€HTIB Ta y OaThbKIiB MAaIli€HTIB JUTSYOTO BiKy, BPaXOBYIOUH Yac, SIKHH BOHU BHTPAdyarOTh HA
JIOTJISA]] 32 TUTUHOIO 3 TeMOQITIIETO.

Butparn, mos’s3aHi 3 XBOpoOor ab0 OTPUMAHHSAM MEAWYHOI JOMOMOTH, NPHOIU3HO
OJIHAKOBI, aJle 4acTo Pi3HATHCA MiXk KpaiHAMH 3aJ1€5KHO BiJl IXHOI'O €KOHOMIUHOTO CTaHy >,

11.7 sIkicTh KUTTHA, 00YyMOBJIEHA CTAHOM 3/10POB’S

SIKicTh XHUTTS, oOymoBieHa crtaHoM 370poB’st (SIXKO3), — e MOHSATTSA, CHHOHIMIYHE
CyO0’€KTUBHIN OILIHII CTaHy 370poB’a (3a pe3yibTaTaMH CaMOCTIHHOI OLIHKH MalieHToM abo
4jIeHaMH HOTO POJMHH)>.

Jns BuzHadeHHs S1DKO3 3a3Buuail BUKOPUCTOBYIOTH ONUTYBQJIBHUKH, METOK SKHX €
KUTbKICHA OI[IHKA 3araJIbHOTO CTaHy 3JI0pPOB’s MAIlIEHTA.

BpaxoByroun ix 3aranbHuil xapakrep, Mmetoau omiHku SIPKO3 yacto € 6u1b11 MOBEpXHEBUMHU
3a CBOIM MacmTaOOM, HIX IHIWBIAyaJbHI NMOKa3HUKU B PI3HUX JIOMEHAax, 3a3HaueHl Buile. Tomy
Kpallle 3aCTOCOBYBATH iX HE OKPEMO, a B TMO€IHAHHI 31 CleLialbHUMH MIKaJaMH OLIHKU Y JJOMEHax
MK,

JlogaTKoBOIO TMPOOJIEMOI0 3aCTOCYBaHHsS TaKMX METOIB € Te, II0 BOHU MaroThb OyTH
BaJIiIOBaHI MOBOIO Ti€i KpaiHM Ta B TOMY COLIAJBHOMY 1 KYJbTYpHOMY KOHTEKCTi, /i€ BOHHU
3aCTOCOBYIOTBCSI.

IncTpyMeHnTH, siki HaifuacTile 3acTOCOBYIOThCS ISl OLIHKH SIKOCTi :KUTTS, 00yMOBJIEHOI
310POB’AM

Onurysansaukn EQ-5D?% ta SF-36%1%2 — 1e crammaprhi iHCTpyMeHTH, fKi MIMpPOKO
3aCTOCOBYIOTBCS JIsI OLIIHKH SIKOCT1 XKUTTs mipu remodinii (nuB. Tadmumi 11-7 ta 11-8).

OnuryBansauk PROBE 1mo3Bosisie OMIHWATH SIKICTH KUTTS Ta TATap XBOPOOW y JIOACH 3
remoinier®83°,

VY niteit 3 reMoQuTi€r0 MUPOKO 3aCTOCOBYEThCS «KaHaachka mKaia OIiHKH SKOCTI JKUTTSA Ta
pe3yNbTaTHBHOCTI JIiKyBaHHs y JiTel i3 remoditieron (CHO-KLAT)*8,

Jlns nopociuXx i3 reMo(isTiero 4acTo 3aCTOCOBYIOTE «IHIEKC CTaHy 3/0pOB’ s IPU reModiniin®
Ta CHeliaJbHUI OMUTYBAIBHUK JIJIsl OLIHKU SIKOCTI KHTTS y Aopociux i3 remodiniero (HAEMO-QolL-
A3,

7

TABJIAIIA 11-3 IIxana oninkn HEAD-US®2
AKTHBHICTb 3aXBOPIOBAHHS (CHHOBIT) banu

INneptpodist cuHOBIaNbHOT 000JIOHKU

0. BincytHsa/MiHIMallbHA 0

1. Heznauna/momipHa 1
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2. Bupaxena 2
YpaxeHHs XBopo001o (Cyrj1000Bi moBepxHi)
Xpsiugi
0. Hopma 0
1. [TopytieHHs eXOCTPYKTYpH, (OKATBHE 3MEHIIIEHHS! TOBIIUHU/TIOBHA BTpaTa 1
CYrJ000BOT0 XpSIIla, 10 OXOIUTIE <25% M0CHiIKyBaHOT MOBEPXHi®
2. 3MEHIIICHHS TOBIIMHU/TIOBHA BTpaTa CYrJI000BOTO XPSIIIa, IO OXOILTIOE 2
<50% mociiaKyBaHOI OBEPXHi®
3. 3MeHIIeHHS TOBIIMHU/TIOBHA BTpaTa CYrJIOOOBOTO XPSIIA, 10 OXOILTIE g
>50% mociipKyBaHOT MOBEPXHI®
4. IloBHe pyiitHYBaHHA Xpsia a0o BiACYTHS Bi3yai3allisi Cyriiob0oBOTo Xpsiia 4
Ha JIOCITIPKYBAHOT MOBEPXHI KiCTKU®
KicTku
1. Hopma 0
2. He3nauHi HEpiBHOCTI CyOXOHAPATbHOI KICTKH 3 HASIBHICTIO/BIJICYTHICTIO 1

MOYaTKOBUX OCTEO(]ITIB HABKOJIO CyTiaoda

3. YpaxkeHHs CyOXOHAPaTbHOI KICTKH 3 epo3isiMu a00 06€3 HUX Ta 3 HAsIBHICTIO 2
BHUPAXXEHUX O0CTEO(]ITIB HABKOJIO Cyriioda

Abpesiatypu: HEAD-US — BusBneHHs paHHBOI TeMO]IIITHOT apTpomaTii METOJIOM yIBTPa3BYKY.
4J1iKOTB, IepeIHs YaCTHHA TUCTATHHOTO BTy emidi3y IIed0BOi KiCTKH; KONIHO, CYTII000Ba MTOBEPXHS TOJIOBKH
CTETHOBOT KiCTKH; TOMIJIKOBOCTOITHHHI CyTJI00, IepeIHs YaCTHHA TOJIOBKU TaAPaHHOI KICTKH.

TABJIMIA 11-4 1lIxana oniHKK BUKOHAHHS Pi3HMX Aili mpu remodinii HAL 2005

IMoka3nuku (n)
3aranbpHuii mokasHuk HAL 42
Jomenn HAL
JlesxaHHs/CUAIHHA/CTOSIHHS Ha KOJIIHAX/CTOSHHS Ha HOrax 8
OyHKIIIT HIT 9
OyHKIIT pyK 4
KopucryBanus 3acobamu aiis mepecyBaHHS 3
CamocTiHHHI JOTJIs]T 32 CO00K0 5
[ToGyToBi pyHKIIIT 6
JI03B1JLIS TA CIIOPT 7
Komnonentn HAL
Bepx#st kinmiBka (HALuypper) 9
bazoBa oninka HHxkHBOT KiHIIIBKH (HAL owbas) 6
KomiuiekcHa orinka HHKHBOT KiHIIBKHA (HALjowcom) 9

Ipumimrka: JloctynHo pisHEMHU MOBamHu 3a ajpecoro: http://elearning.wfh.org/resource/hemophilia-activities-list-hal/

TABJIMIIA 11-5 1lIkana oniHKM BUKOHAHHS Pi3HUX Aiii mpu remModinii y miteit PedHAL v.11%

IMoka3uuxu (n)

3aranpHuii nokasauk PedHAL 53
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JNomenu PedHAL
JlexxaHHs/CUIIHHAA/CTOSHES Ha KOJIIHAX/CTOSHHS HAa HOrax 10
DyHKIIT HIT 11
OyHKIIT pyK 6
KopucryBanus 3acobamu aJist iepecyBaHHS 3
CaMOCTIHHUNA TOTJISIT 32 COOOK0 9
[ToGyToBi pyHKITIT g
JI03B1JLISL TA CTIOPT 11

Ipumimka: JoctymHo Ha caiiri: http://elearning.wfh.org/resource/haemophilia-activities-list-pediatric-pedhal/

TABJIAIIA 11-6 Ouinka GyHKIiOHANBHOI HezanexHocTi mpu reModinii FISH*®

OuinoBaHi BUIH JiTJILHOCTI

CamocTiiinuii gorJsa 3a co6orw | IlepecyBanus CamocrTiiina xoan0a
[Tpuiinarts ki [TepecyBaHHs y BI3KY Xoawba

VYMUBaHHS, TIT1€HIYHANA TOTIISA [lepecyBaHHSs HABMOYINKH [TigaiMaHHS cXomaMu
[IpuiimManHs BaHHU bir

Opsiranus

Hpumimxu: KoxxeH BUA AiSTIBHOCTI OLIHIOETHCS 32 IIKAIO0 BifJ 1 10 4 0aiiB 3aJeXHO BiJl CTyNEHs He3aJIe)KHOCTI: 1 —
HE3JaTHICTh BUKOHATH; 2 — HEOOXiHA JOMOMOra 1HIIOI JFOAUMHN/BUKOPUCTAHHS JTOTIOMDKHHUX 3ac00iB; 3 — 3/1aTHICTh
BUKOHATHU [0 0€3 IOMOMOIH, ajic¢ HE TaK, SK 3/0pOBa JIIOJMHA, 4 — 3MaTHICTh BUKOHATH Jif0, SK 3J0POBI JIFOJIM.
Jocrtymno 3a aapecoro: http://elearning. wfh.org/resource/functional-independence-score-in-hemophilia-fish/.

TABJIUIA 11-7 Onurysansank EQ-5D%

Omnuc kareropiit

onuryBajbuuka EQ-5D EQ-VAS

PyxnuBicTh » CaMOCTIHO OIIHIOBaH1 PECTIOHIEHTOM MTOKa3HUKHU CTaHy
CaMOCTIHHUNA TOTJIAI 32 COO0K0 3JI0pOB’s 3a3HAYAIOTHCS HA BEPTUKAIBHIN Bi3yalbHIN
3BuyaiHi aii aHAJIOTOBIM TIKaJIi Ta OLIHIOIOTHCS 3a Oanamu Bif 0
bine/muckomdpopt (Halripmuii cTaH 310pOB’ s, IKUK MOXKHA ysBUTH) 10 100
TpuBoxHICTB/ HETIpecist (HaMKpaluil cTaH 310pOB’sl, SKUI MOXHA YSIBUTH)

Abpesiatypu: EQ — nokazuuk sikocti sxuttsi EUroQoL; VAS — Bi3yasibHa aHaJI0roBa IKana.
3 Bepcii 3 3 Moka3HUKAaMU, 5 OKa3HUKAMU Ta BEePCii st MOJIO/I.

Pexomenpanis 11.7.1:

B®I' pexomenaye OniHIOBATH Ta JOKYMEHTYBATH CTaH ONOPHO-PYXOBOI0 amapary Ta
3arajibHMIi CTaH 3/10pPOB’sl y KOKHOI'0 Nali€HTa NpUHaiiMHi pa3 Ha pik. 3rigno 3 MixkHapoaHOI0
kiaacudpikaniero (QyHKIiIOHYBaHHA, OOMEKEeHb IKUTTEAIAIbHOCTI Ta 3a0poB’s (MK®),
YXBAJI€EHOI0 BCECBITHBLOIO oOpradizauniero oxoponu 3a0poB’ss (BOO3), croam BK/IIOYAETHCA
MAKCHMMAJbHO MOXJINBA OHIHKAa CTPYKTYpP 1 (yHKuniii opraHisamy, piBHIiB aKTHBHOCTI,
3aJIy4eHOCTi Ta SAKOCTI KUTTS, 00yMOBJIEHOI CTAHOM 310POB’sl, B NPABUJIbHOMY KJIiHiYHOMY
KOHTEKCTI.

IMPUMITKA. 3a MoKJIMBOCTI CJ1i/I 32CTOCOBYBATH CTAHJIAPTHI BUSHAYEHHS Ta BaJiloBaHi

IHCTpYMEHTH, B TOMY YHCJIi 3a3HA4YeHI HUKYe.

o [Ilo crocyeTbest CTPYKTYP i QyHKIiNA oOpranizmy, KJIIHIYHY OLIHKY CYIJI00iB SIK y AiTeil, TaK i
y 10pPOC/INX HaYacTile NPoBOAATH 3a 1onoMorox «lllkanm oninkn pyHKIIOHATIBLHOIO CTAHY
cyr;106iB nmpu remodgixii» (HIJHS).

°Y ToMy caMOMy /I0MeHi paHHI CTPYKTYpPHIi 3MiHHM B cyrjo0ax Kpaiie 3a Bce OLIHIOBATH 32
AOMOMOTIOK YJbTPa3BYKOBOro aociimkeHns (Y3/[) abo marniTHo-pe3oHaHCHOI ToMorpadii
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(MPT). Ili3Hi ocTeoxXOHApaJbHI 3MiHM MOKHA OIIHIBATH 3a [ONOMOIOK CTAHJAAPTHOI
penTtresorpadii.

° PiBHI ()yHKIiOHAJIbHOI AKTHUBHOCTI CJIiJl OHIHIOBATH METO0M, IKMii Hail0iabIe NiAX0AUTH
KOHKPETHOMY NALI€HTY, B TOMY YHCJII i3 3acTocyBaHHAM «IlIkajm olliHKY BUKOHAHHS Pi3HUX
aii npu remoginiin (HAL), «llIkaan oniHKkM BUKOHAHHS Pi3HMX Jiil npu remodiiii y airei»
(PedHAL) a60 «IlIkagm oninku pyHKIiOHAILHOI He3aIesKHOCTI mpu remodiii» (FISH).

o fIkicTh KMTTH, 00ymMoBJeHa cTaHOM 310poB’a (SI7KO3) € Baxk/IMBHUM acNeKTOM OLIHKHU
KiHneBuX pe3yabrariB. i 1i BU3HAYEHHSI MOKHA KOPHUCTYBATHCS CTAHAAPTHUMH a0o
cnenn(iyHMMH 1JIs1 3aXBOPIOBAHHSI IHCTPYMEHTaMHM, aje Julle B KOMOiHamii 3 iHmmMu
nomenamu MK® BOO3.

11.8 Pe3yabTaTH JiKyBaHHs, sIKi MOBiIOMJISIOTHCS MAL[IEHTOM

Pesynpratn, noinomieni namientom (PIIII), sBistoTe cOOOI0 3BIT MpPO CTaH 30pPOB S,
OoTpuMaHUil Oe3nocepeHbO BiJ MallieHTa, 0e3 iHTeprperalii BiANOBiAI MaIli€eHTa HAa JIKyBaHHS
nikapeM a60 Gyab-KkuM iHmmIM ',

Takuii 3BIT OXOILIIOE SIK OJHOACICKTHI, TaK 1 OaraToacneKkTHI OIIHKK cuMmnToMmis, SIDKO3,
CTaHy 3/10pOB’sl, IPUXMUILHOCTI JI0 JTiKYBaHHS, 33/0BOJEHOCTI JTiKyBaHHSIM Ta iHIIMX HOKA3HUKIB L.

PIIIT BxmarouwaroThCs y CTaHAAPTHI IHCTpYMEHTH, 30kpema, EQ-5D-5L, «Crucnuii
ONUTYBAJIBHUK I OLiHKK 000 v2» (BPI), «MixxHapoaHUii ONUTYBAIBHUK IS OIHKH (Di3MIHOT
aktuBHOCTI» (IPAQ), «CTHcnuil onuTyBaNbHUK JUIS OLIIHKHM CTaHy 370pOB’s 3 36 myHKTIB v2» (SF-
36v2), «ladopmariiiHy cucTeMy IS OIIIHKK Pe3yJbTaTiB, MOBLIOMJICHHX MaI[l€HTAMID)
(PROMIS)"Y72 a takox criermdiuni 1715 3aXBOPIOBAHHS iHCTpYMeHTH, 30kpema HAL,”® mkanu s
ominku KO3, nanpuxian CHO-KLAT®S, HAEMO-QoL-A®, i ONUTYBAJIBHUKHU IS OIIHKHU TSTaps

3aXBOpIOBaHHs, Hanpukiag, PROBE®.

TABJIAIIS 11-8 CTuciuii onuTyBaNLHHUK IS OLHKH CTaHy 310poB’s 3 36 nynkTis SF-36%

IMoka3uuxu (n)

3aranpHuil mokazHuk SF-36 36
Jlomenn SF-36
» Oi3nyHe (QyHKIIOHYBAaHHS 10
* OOMeXeHHsI poJil BHACIIJIOK TPOo0IIeM 13 (PI3MUHUM 3/I0pOB’SIM 4
» OOMeKEeHHsI POJIi BHACIIJIOK 0COOMCTHX TpobiieM abo emorliiHoro | 3
CTaHy
* Eneprisi/BTOMIIOBaHICTh 4
* EMoriitnuii cran 3)
* ConiasibHe (PYHKIIIOHYBaHHS 2
* binp 2
* 3arajgbHull CTaH 3/10pOB’ s 5

Xoua nani, orpumani 3a gornomoror PIIII, mMoxyTh HamaTu iHpOpMallilo 1100 KOPHCTI
JIKYBaHHS 3 TOUKH 30py Nalli€eHTa, IpU BHOOPI IHCTPYMEHTY ISl OLIHKA KOHKPETHUX PE3Y/bTaTiB
CJiI BpaxOBYBAaTH HE JIMIIE MOTO TICUXOMETPHUYHI BJIACTUBOCTI, ajie ¥ JU3alH JOCHIKEHHS Ta
KIiHiuHi noTpe6u’”.

11.9 ba3oBuii Ha0ip MOKA3HUKIB /151 3aCTOCYBAHHA B KJIiHIYHiH mMpakTuli a00 10cTiIzKeHHIX
[Ipyn HamanHi Meau4HOI AomoMord (OKyc yBarM BC€ 4YacTillle NMEPEHOCUTHCS 3 00’eMy
HAJAHUX TOCTYT Ha IXHIO I[HHICTH JUIS TAIl€HTIB. Y [bOMY KOHTEKCTI IIHHICTh O3HA4ae

CHiBBiTHONIEHHS JOCATHYTUX PE3yIbTaTiB i BUTPAT Ha JIiKyBaHH: >,
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Xoua y npoMy Po3zini 3a3HaueHo Oarato BapiaHTIB OIIIHKH pe3yibTaTiB JIIKYBaHHS, Ha
MPaKTHUIIl LIEHTPH JIKyBaHHs reMo( Uil Ta KIHIIMUCTH MOXYTh 00paTH IHCTPYMEHTH, SIKI HalO1IbIIIe
HiAXOIATh IXHIM MarieHTaM. AJTOPUTMH JUIS OLIHKH PE3yJbTATiB JIKYBAHHS MOYKHA MOMIIUTH Ha
000B’s3K0B1, pEKOMEH/IOBaH1 Ta OMIHOHATBHI .

[[lo6 BM3HAYMTH MOTEHIlA HAJaHHSI MEAUYHOI JIOIOMOTHM HAa OCHOBI I[IHHOCTI, HEOOXITHO
320X0UYyBaTH 3aCTOCYBAaHHS CTAH/IAPTU30BAHHUX ONUTYBAIBHUKIB JIJISl OLIHKU PE3YJIbTATIB JIIKYBaHHSI.

Ile o3Hauae O0OOB’SI3KOBE BH3HAYCHHS MIHIMAIbHO JIOCTaTHHOIO HAOOPY KiHIIEBUX
pe3yibTaTiB ISl KOXKHOTO CEpHO3HOTO MEJMYHOTO CTaHy i3 3aCTOCYBaHHSM YITKO BHU3HAYCHUX
METO/[IB OTPUMaHHS JaHUX, SIKi B TIOJJABIIOMY HEOO0X1IHO OyJie 3aCTOCOBYBATH YHIBEPCAIBHO.

BcecniTniit peectp mopymens remocrasy (WBDR), 3amouarkoBanuii BDI', 3abesmeuye
LEHTpaM JiKyBaHHs reModinii miardopMy Ui OTPUMAHHS OJHOPIIHUX 1 CTAHJAPTHU30BAHUX JAHUX
MAII€HTIB 1 pe3y/IbTaTiB IXHBOTO JIIKYBaHHS Y CBITOBOMY MacITadi, 1 Ja€ 3MOTY KepyBaTUCS HUMH B
wriniyaid  npaktumi - (http://www.wfh.org/en/our-work-research-data/world-bleeding-disorders-
registry)8°.

BusnavyeHHs1 cTaHAapTH30BaHOTO HAOOPY MOKA3HMKIB IS OLIHKKA PE3YNIbTaTiB JIIKYBaHHS B
cnenuiYHUX KIIHIYHUX CUTYalisX, Y SIKUX 3A1MCHIOETbCA BeAeHHsI reModiniii B ychboMy CBITI, €
OCHOBHOIO YMOBOIO JUIsl BIIOCKOHAJIGHHS Ha/IaHHS JOMOMOTH JIFO/ISM 13 TeMOQLITI€I0 Ta MPOBEACHHS
MOJAJIBIINX JOCIIKEHb BapiaHTIB J'IiKYBaHHﬂl. Jlesiki 1HCTpYMEHTH [JIsl BU3SHAUEHHS PE3YJbTaTiB
JiKyBaHHS po3mimeHi Ha caidti BOI' y posmimi «llepemik iHCTpYMEHTIB MJisi  OLIHKH»
(http://elearning.wfh.org/resource/compendium-of-assessment-tools/)*°.


http://www.wfh.org/en/our-work-research-data/
http://elearning.wfh.org/resource/

JITEPATYPA

1.

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.
21.

22.

Fischer K, Poonnoose P, Dunn AL, et al. Choosing outcome assessment tools in haemophilia care
and research: a multidisciplinary perspective. Haemophilia. 2017;23(1):11-24.

Wille N, Badia X, Bonsel G, et al. Development of the EQ-5D-Y:: a child-friendly version of the
EQ-5D. Qual Life Res. 2010;19(6):875-886.

Ravens-Sieberer U, Wille N, Badia X, et al. Feasibility, reliability, and validity of the EQ-5D-Y:
results from a multinational study. Qual Life Res. 2010;19(6):887-897.

Limperg PF, Terwee CB, Young NL, et al. Health-related quality of life questionnaires in
individuals with haemophilia: a systematic review of their measurement properties.
Haemophilia. 2017;23(4):497-510.

Rentz A, Flood E, Altisent C, et al. Cross-cultural development and psychometric evaluation of a
patient-reported health-related quality of life questionnaire for adults with haemophilia.
Haemophilia. 2008;14(5):1023-1034.

Skinner MW, Chai-Adisaksopha C, Curtis R, et al. The Patient Reported Outcomes, Burdens and
Experiences (PROBE) project: development and evaluation of a questionnaire assessing patient
reported outcomes in people with haemophilia. Pilot Feasibility Stud. 2018;4:58.

Patient Outcomes Research Group. Patient Reported Outcomes Burdens and Experiences
(PROBE) study. PROBE website. https://probestudy.org/. Accessed November 6, 20109.

World Federation of Hemophilia. World Bleeding Disorders Registry. World Federation of
Hemophilia website. https:// www.wfh.org/en/our-work-research-data/world-bleeding-disor ders-
registry. Accessed January 15, 2020.

Coffin D, Herr C, O'Hara J, et al. World bleeding disorders registry: the pilot study. Haemophilia.
2018;24(3):e113-e116.

World Federation of Hemophilia. Compendium of Assessment Tools. World Federation of
Hemophilia website. https://elearning. wfh.org/resource/compendium-of-assessment-tools/.
Accessed January 16, 2020.

Blanchette VS, Key NS, Ljung LR, et al. Definitions in hemophilia: communication from the SSC
of the ISTH. J Thromb Haemost. 2014;12(11):1935-1939.

Witkop M, Lambing A, Divine G, Kachalsky E, Rushlow D, Dinnen J. A national study of pain in
the bleeding disorders community: a description of haemophilia pain. Haemophilia.
2012;18(3):e115-e1109.

Manco-Johnson MJ, Nuss R, Funk S, Murphy J. Joint evaluation instruments for children and
adults with haemophilia. Haemophilia. 2000;6(6):649-657.

Rambod M, Forsyth K, Sharif F, Khair K. Assessment and management of pain in children and
adolescents with bleeding disorders: a cross-sectional study from three haemophilia centres.
Haemophilia. 2016;22(1):65-71.

van Genderen FR, Westers P, Heijnen L, et al. Measuring patients’ perceptions on their functional
abilities: validation of the Haemophilia Activities List. Haemophilia. 2006;12(1):36-46.
Kempton CL, Recht M, Neff A, et al. Impact of pain and functional impairment in US adults with
haemophilia: patient-reported outcomes and musculoskeletal evaluation in the pain, functional
impairment and quality of life (P-FiQ) study. Haemophilia. 2018;24(2):261-270.

Witkop M, Neff A, Buckner TW, et al. Self-reported prevalence, description and management of
pain in adults with haemophilia: methods, demographics and results from the Pain, Functional
Impairment, and Quality of life (P-FiQ) study. Haemophilia. 2017;23(4):556-565.

Witkop M, Lambing A, Kachalsky E, Divine G, Rushlow D, Dinnen J. Assessment of acute and
persistent pain management in patients with haemophilia. Haemophilia. 2011;17(4):612-619.
Remor E, Arranz P, Quintana M, et al. Psychometric field study of the new haemophilia quality
of life questionnaire for adults: the ‘Hemofilia-QoL’. Haemophilia. 2005;11(6):603-610.

Gilbert MS. Prophylaxis: musculoskeletal evaluation. Semin Hematol. 1993;30(3 Suppl 2):3-6.
Hilliard P, Funk S, Zourikian N, et al. Hemophilia joint health score reliability study. Haemophilia.
2006;12(5):518-525.

Poonnoose PM, Srivastava A. Outcome assessment in hemophilia. In: Lee CA, Berntorp EE, Hoots


http://www.wfh.org/en/our-work-research-data/world-bleeding-disor

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

WK, eds. Textbook of Hemophilia. 3rd ed. Hoboken, NJ: Blackwell Publishing Ltd; 2019:253-
261.

World Health Organization. International Classification of Functioning, Disability and Health
(ICF). World Health Organization website. https://www.who.int/classifications/icf/en/. Accessed
November 5, 20109.

World Health Organization. Towards a Common Language for Functioning, Disability and
Health: ICF. Geneva, Switzerland: World Health Organization, 2002.
https://www.who.int/classifications/ icf/icfbeginnersguide.pdf. Accessed January 15, 2020.
Centers for Disease Control and Prevention. Health-Related Quality of Life (HRQOL). Centers
for Disease Control and Prevention web- site. https://www.cdc.gov/hrgol/index.htm. Accessed
November 18, 2019.

Carcao M, Zunino L, Young NL, et al. Measuring the impact of changing from standard half-life
(SHL) to extended half-life (EHL) FVIII prophylaxis on health-related quality of life (HRQoL)
in boys with moderate/severe haemophilia A: lessons learned with the CHO-KLAT tool.
Haemophilia. 2020;26(1):73-78.

Feldman BM, Funk SM, Bergstrom BM, et al. Validation of a new pediatric joint scoring system
from the International Hemophilia Prophylaxis Study Group: validity of the hemophilia joint
health score. Arthritis Care Res (Hoboken). 2011;63(2):223-230.

Gouw SC, Timmer MA, Srivastava A, et al. Measurement of joint health in persons with
haemophilia: a systematic review of the measurement properties of haemophilia-specific
instruments. Haemophilia. 2019;25(1):e1-e10.

Pettersson H, Ahlberg A, Nilsson IM. A radiologic classification of hemophilic arthropathy. Clin
Orthop Relat Res. 1980;149:153-159.

Doria AS. State-of-the-art imaging techniques for the evaluation of haemophilic arthropathy:
present and future. Haemophilia. 2010;16(Suppl 5):107-114.

Chan MW, Leckie A, Xavier F, et al. A systematic review of MR imaging as a tool for evaluating
haemophilic arthropathy in children. Haemophilia. 2013;19(6):e324-e334.

Martinoli C, Della Casa Alberighi O, Di Minno G, et al. Development and definition of a
simplified scanning procedure and scoring method for Haemophilia Early Arthropathy Detection
with Ultrasound (HEAD-US). Thromb Haemost. 2013;109(6):1170-1179.

Keshava SN, Gibikote SV, Mohanta A, et al. Ultrasound and magnetic resonance imaging of
healthy paediatric ankles and knees: a baseline for comparison with haemophilic joints.
Haemophilia. 2015;21(3):e210-e222.

Kandagaddala M, Sundaramoorthy M, Keshava SN, et al. A new and simplified comprehensive
ultrasound protocol of haemophilic joints: the Universal Simplified Ultrasound (US-US)
protocol. Clin Radiol. 2019;74(11):;897 e899-897 e816.

Volland LM, Zhou JY, Barnes RFW, et al. Development and reliability of the joint tissue activity
and damage examination for quantitation of structural abnormalities by musculoskeletal
ultrasound in hemophilic joints. J Ultrasound Med. 2019;38(6):1569-1581.

Nguyen S, Lu X, Ma'Y, Du J, Chang EY, von Drygalski A. Musculoskeletal ultrasound for intra-
articular bleed detection: a highly sensitive imaging modality compared with conventional
magnetic resonance imaging. J Thromb Haemost. 2018;16(3):490-499.

Foppen W, van der Schaaf IC, Beek FJA, Mali W, Fischer K. Diagnostic accuracy of point-of-
care ultrasound for evaluation of early blood-induced joint changes: comparison with MRI.
Haemophilia. 2018;24(6):971-979.

De la Corte-Rodriguez H, Rodriguez-Merchan EC, Alvarez-Roman MT, Martin-Salces M,
Martinoli C, Jimenez-Yuste V. The value of HEAD-US system in detecting subclinical
abnormalities in joints of patients with hemophilia. Expert Rev Hematol. 2018;11(3):253-261.

Di Minno A, Spadarella G, Nardone A, et al. Attempting to remedy sub-optimal medication
adherence in haemophilia: the rationale for repeated ultrasound visualisations of the patient's
joint status. Blood Rev. 2019;33:106-116.

Ceponis A, Wong-Sefidan I, Glass CS, von Drygalski A. Rapid musculoskeletal ultrasound for


http://www.who.int/classifications/icf/en/
http://www.who.int/classifications/
http://www.who.int/classifications/
http://www.cdc.gov/hrqol/index.htm

41.

42.

43.

44,

45.

46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

57.

58.

59.

painful episodes in adult haemopbhilia patients. Haemophilia. 2013;19(5):790-798.

Kidder W, Nguyen S, Larios J, Bergstrom J, Ceponis A, von Drygalski Point-of-care
musculoskeletal ultrasound is critical for the diagnosis of hemarthroses, inflammation and soft
tissue abnormalities in adult patients with painful haemophilic arthropathy. Haemophilia.
2015;21(4):530-537.

International Prophylaxis Study Group. Hemophilia Joint Health Score (HJHS). World
Federation of Hemophilia website.
https://www1.wfh.org/docs/en/Publications/Assessment_Tools/HJHS _~ Summary_Score.pdf.
Accessed January 15, 2020.

Lundin B, Manco-Johnson ML, Ignas DM, et al. An MRI scale for assessment of haemophilic
arthropathy from the International Prophylaxis Study Group. Haemophilia. 2012;18(6):962-970.
van Genderen FR, van Meeteren NL, van der Bom JG, et al. Functional consequences of
haemophilia in adults: the development of the Haemophilia Activities List. Haemophilia.
2004;10(5):565-571.

Timmer MA, Gouw SC, Feldman BM, et al. Measuring activities and participation in persons with
haemophilia: a systematic review of commonly used instruments. Haemophilia. 2018;24(2):e33-
e49.

McLaughlin P, Morris R, Chowdary P. Investigating the relationship between the HJHS and HAL
in routine clinical practice: a retrospective review. Haemophilia. 2018;24(6):988-994.

Groen WG, van der Net J, Helders PJ, Fischer K. Development and preliminary testing of a
Paediatric Version of the Haemopbhilia Activities List (pedhal). Haemophilia. 2010;16(2):281-289.
Poonnoose PM, Thomas R, Keshava SN, et al. Psychometric analysis of the Functional
Independence Score in Haemophilia (FISH). Haemophilia. 2007;13(5):620-626.

Wharfe G, Buchner-Daley L, Gibson T, et al. The Jamaican Haemophilia Registry: describing the
burden of disease. Haemophilia. 2018;24(4):e179-e186.

Poonnoose PM, Manigandan C, Thomas R, et al. Functional Independence Score in Haemophilia:
a new performance-based instrument to measure disability. Haemophilia. 2005;11(6):598-602.
Padankatti SM, Macaden AS, Cherian SM, et al. A patient-prioritized ability assessment in
haemophilia: the Canadian Occupational Performance Measure. Haemophilia. 2011;17(4):605-
611.

Tugwell P, Bombardier C, Buchanan WW, Goldsmith CH, Grace E, Hanna B. The MACTAR
Patient Preference Disability Questionnaire—an individualized functional priority approach for
assessing improvement in physical disability in clinical trials in rheumatoid arthritis. J Rheumatol.
1987;14(3):446-451.

Zhou ZY, Wu J, Baker J, et al. Haemophilia utilization group study, Part Va (HUGS Va): design,
methods and baseline data. Haemophilia. 2011;17(5):729-736.

Eichler H, Schleicher C, Heine S, Graf N, von Mackensen S. Feasibility and results of a mobile
haemophilia outpatient care pilot project. Hamostaseologie. 2018;38(3):129-140.

Triemstra AH, Van der Ploeg HM, Smit C, Briet E, Ader HJ, Rosendaal FR. Well-being of
haemophilia patients: a model for direct and indirect effects of medical parameters on the physical
and psychosocial functioning. Soc Sci Med. 1998;47(5):581-593.

Duncan N, Kronenberger W, Roberson C, Shapiro A. VERITAS-Pro: a new measure of adherence
to prophylactic regimens in haemophilia. Haemophilia. 2010;16(2):247-255.

Witkop ML, McLaughlin JM, Anderson TL, Munn JE, Lambing A, Tortella B. Predictors of non-
adherence to prescribed prophylactic clotting-factor treatment regimens among adolescent and
young adults with a bleeding disorder. Haemophilia. 2016;22(4):e245-e250.

Globe DR, Curtis RG, Koerper MA. HUGS Steering Committee. Utilization of care in
haemophilia: a resource-based method for cost analysis from the Haemophilia Utilization Group
Study (HUGS). Haemophilia. 2004;10(Suppl 1):63-70.

Cutter S, Molter D, Dunn S, et al. Impact of mild to severe hemophilia on education and work by
US men, women, and caregivers of children with hemophilia B: the Bridging Hemophilia B
Experiences, Results and Opportunities into Solutions (B-HERO-S) study. Eur J Haematol.



60.

61.

62.

63.

64.

65.

66.

67.

68.

69.

70.

71.

72.

73.

74.

75.

76.

2017;98(Suppl 86):18-24.

van den Berg HM, Feldman BM, Fischer K, Blanchette V, Poonnoose P, Srivastava A.
Assessments of outcome in haemophilia—what is the added value of QoL tools? Haemophilia.
2015;21(4):430-435.

Ware JE. The SF36 Health Survey. In: Spilker B, ed. Quality of Life and Pharmacoeconomics in
Clinical Trials. Philadelphia, PA: Lippincott-Raven Publishers; 1996:337-345.

Brazier J, Usherwood T, Harper R, Thomas K. Deriving a preference-based single index from
the UK SF-36 Health Survey. J Clin Epidemiol. 1998;51(11):1115-1128.

Chai-Adisaksopha C, Skinner MW, Curtis R, et al. Exploring regional variations in the cross-
cultural, international implementation of the Patient Reported Outcomes Burdens and Experience
(PROBE) study. Haemophilia. 2019;25(3):365-372.

Chai-Adisaksopha C, Skinner MW, Curtis R, et al. Test-retest properties of the Patient Reported
Outcomes, Burdens and Experiences (PROBE) questionnaire and its constituent domains.
Haemophilia. 2019;25(1):75-83.

Chai-Adisaksopha C, Skinner MW, Curtis R, et al. Psychometric properties of the Patient
Reported Outcomes, Burdens and Experiences (PROBE) questionnaire. BMJ Open.
2018;8(8):2021900.

Young NL, Bradley CS, Blanchette V, et al. Development of a health-related quality of life
measure for boys with haemophilia: the Canadian Haemophilia Outcomes-Kids Life Assessment
Tool (CHO-KLAT). Haemophilia. 2004;10(Suppl 1):34-43.

Remor E. Development and psychometric testing of the Hemophilia Well-being Index. Int J Behav
Med. 2013;20(4):609-617.

EuroQol Research Foundation. EQ-5D. EQ-5D website. https://euroqol.org/. Accessed
November 7, 2019.

RAND Health Care. 36-Item Short Form Survey Instrument (SF-36). RAND Health Care
website.  https://www.rand.org/health-care/  surveys_tools/mos/36-item-short-form/survey-
instrument.html. Accessed November 7, 2019.

U.S. Department of Health and Human Services, FDA, CDER, CBER, CDRH. Guidance for
Industry. Patient-Reported Outcome Measures: Use in Medical Product Development to Support
Labeling Claims. Silver Spring, MD, United States: U.S. Department of Health and Human
Services, 2009. https://www.fda.gov/regul atory-information/search-fda-guidance-
documents/patient-repor  ted-outcome-measures-use-medical-product-development-suppo  rt-
labeling-claims. Accessed March 9, 2020.

European Medicines Agency. Appendix 2 to the guideline on the evaluation of anticancer
medicinal products in man: the use of patient-reported outcome (PRO) measures in oncology
studies.  2016.  http://www.ema.europa.eu/en/documents/other/appen-  dix-2-guideline-
evaluation-anticancer-medicinal-products-man_ en.pdf. Accessed May 20, 2020.

HealthMeasures. PROMIS® (Patient-Reported Outcomes Measurement Information System).
HealthMeasures  website.  https://www.healthmeasures.net/explore-measurement-systems/
promis. Accessed April 22, 2020.

Recht M, Konkle BA, Jackson S, Neufeld EJ, Rockwood K, Pipe S. Recognizing the need for
personalization of haemophilia patient-reported outcomes in the prophylaxis era. Haemophilia.
2016;22(6):825-832.

Beeton K, De Kleijn P, Hilliard P, et al. Recent developments in clinimetric instruments.
Haemophilia. 2006;12(Suppl 3):102-107.

Kempton CL, Wang M, Recht M, et al. Reliability of patient-reported outcome instruments in US
adults with hemophilia: the Pain, Functional Impairment and Quality of life (P-FiQ) study.
Patient Prefer Adherence. 2017;11:1603-1612.

Porter ME, Larsson S, Lee TH. Standardizing patient outcomes measurement. N Engl J Med.
2016;374(6):504-506.


http://www.rand.org/health-care/
http://www.rand.org/health-care/
http://www.fda.gov/regul
http://www.fda.gov/regul
http://www.ema.europa.eu/en/documents/other/appen-
http://www.healthmeasures.net/explore-measurement-systems/

JOAATKOBA ITHOOPMAIIA
JonatkoBa iH(popMalis HaBeneHa Ha [HTepHET-CTOPIHII BUIAHHS B po3aim «/lomakoBa
1H(opMaris.

Po3aia 12: MeTtoaxoJioris

12.1 3araabHa ingopmanis

[lepe BuaaHHs HACTAHOB 3 JIIKYBaHHS 1 BeAeHH remModimii Oyino po3pobieHo BeecBiTHBOO
denepauiero remodinii (B®I") B 2005 pouil. 3 wacy ix onosnenns B 2012 poui ? moHa1 MinbiioH
NPUMIPHUKIB OyJIo OMyOJIIKOBAaHO B YyCiX KpaiHax CBITYy Ta IOIIMPEHO OH-JAalH (BKIIOYHO 13
3aBaHTAXXCHHSIMH 3 OHJaiH-KypHairy Haemophilia ta 3 caiity BOI', npykoBanumu Buganssimu BOT
Ta nepekiagamu BOI' Ta 11 HamioHanmesHUX opranizariii). IIpu po3poOIli 1IbOro TpeThOro BUIAHHSI
B®I" Bupimmiia 3acTocyBaTH iHIIANA METO PO3POOKH, SIKUI BKITFOYAE SIK IT1[X1]1 HA OCHOBI JOKA30BUX
JaHUX, TaK 1 BUKOPUCTAHHS <«OCTOBIPHHX IOJIOKEHb, MPUUHATHX HA MiJCTaBl KOHCEHCYCHHX
PILIICHBY (I[HKP)3 3TiTHO 13 BCTAaHOBJICHUMH MDKHAPOJHUMHU CTaHAAPTAMH IOJ0 MPAKTHYHUX
KJIIHIYHAX peKOMeHﬂauiﬁ4'5.

[Ipu po3podui pekoMeHAamii, IO 0a3ylThCs HaA JOKa3ax, I TaKhX PIIKICHUX
3aXBOPIOBAHb, AKUM € TeModinia’, icHyloTh 06MexeHHs, 06yMOBJIEHI HEIOCTATHICTIO 6a3M JaHHX Yy
3B 3Ky 3 MaJMM PO3MipOM BHOIPKH Ta BiJICYTHICTIO METOJIOJIOT1YHO KOPEKTHUX JTAaHUX, OTPUMAHHUX
MiJ] Yac KOHTPOJIbOBAHKUX PAH/IOMI30BaHUX JOCHiIxeHb. [IIupokuii criekTp METOIiB Ta MPaAKTUYHHUX
peKOMeHAaiN AJs JIIKyBaHHS reMoQitii, 0 3aCTOCOBYETHCS Y BCbOMY CBITi, TAKOXK € TPUINHOIO
TOTO, IO JaHl PI3HUX JOCHIDKEHb 3 reModinaii € HecmiBcTaBHUMU. SIKICHMHM Ta JOCTOBIpHUU
NOPIBHSUIBHUH aHai3 AaHUX JUIA PI3HUX aCHEKTIB MEHEIKMEHTY 3aXBOPIOBAaHHS (30Kpema, ImpsMi
MeTa-aHali3u a0 MEpEeKeBl MeTa-aHalli3M) 3a IUX 0OCTaBUH HE MOYKJIHBI.

VY pa3i Hecraul JAaHUX MJi1 NPOBEAEHHSA KUIBKICHUX aHaji3iB Ta pPO3pOOKH HAyKOBO-
OOTpYHTOBaHMX PEKOMEHJAIId BaXXJIMBO NPEACTABUTH JIKApsAM Ta IHIIAM MEAMpaIiBHUKAM,
TarieHTam i3 reModinielo Ta KOHCYIbTAHTaM TaKi TIOPaIH, SKMM BOHH MOXKyTh AoBipaTu™’. Tliaxin
I[HKP3 Ja€ MOXKJIMBICTH PO3pOOUTH 00’€KTHBHI, HAYKOBO BaJiJHI Ta JOCTOBIpPHI pEeKOMEHMIAIil
[UISIXOM TPO30POT0 TMPOIIECY, B IKOMY BPaXOBYIOThCS SIK HasiBHI JIaHi, OTPUMaHI 13 3aCTOCYBaHHSIM
CHCTEMaTHYHOI'0 MiIXOTY /10 3MEHILEHHs MOXUOOK, TaK 1 (haXxoBi KJIIHIYHI TOpaJH €KCIEPTIB.

VY upomy Po3aini ommcaHo METONOJIOTIIO, fIKa 3aCTOCOBYBanacs IpU po3poOlll TPEThOTOo
BunanHs HacranoB BOI 3 mikyBaHHS 1 BeAeHHs reModiii.

12.2 Mertopo.Ji0ris

[Tponiec JATIKP nae MOXIuBICTH po3poOUTH PEKOMEHJAIlll Ha MiJCTaBl JaHUX KITHIYHUX
JOCTIKEHb, SIK1 MiITBEPIKYIOTHCSI BCEOIYHUM CHCTEMAaTHYHUM TOIIYKOM Y BIATOBIIHIA HAYKOBIH
miteparypi. [Ipu oMy crmodyaTKy IpPOBOJIMIN BIIOIp 3a MOMEPEIHHO BCTAHOBICHUMH KPHUTEPISIMHU
BKJIIOYECHHS/HEBKJIIOUEHHS, a TIOTIM €KCTparyBaJld JlaHi MpOBEIEHUX JIOCIIKEHb 3a BiJIOBITHOIO
tematukoro. Meton Jlendi mmpoko 3aCTOCOBYETHCS Ta SIBJsi€ COOOI0 3arajlbHOBHU3HAHHM MPOIEC
ONMTYBaHHS Ta JOCATHEHHs KoHceHcycy®. IcHye kinbka Bapianiit®'?, ame momudikoBanuit Meron
Hendi s po3poOku KIIIHIYHUX HACTAHOB JI03BOJISIE PO3IIIAIATH J0KA30BY 0a3y 1 TyMKHU €KCIIEPTiB,
OJTHOYACHO YHUKAIOUM NMOXMOOK rpynoBoi B3aemosii. BOI" 3actocoyBana miaxin AIKP, skum yxe
KOPUCTYIOThCSL Kilbka MemudHuX mnpodeciiiaumx Toapucts®¥  ockimbku BiH 3a6e3meuye
PETENBHICTh 1 MPO30PICTh MPOIECY PO3pOOKH HAYKOBO MIATBEP/HKEHHX PEKOMEHJalliii Ha OCHOBI
KOHCEHCYCHOI JyMKH TpymH ekcrepTis’. SIk i mpu po3pobmi pekoMeHmalii, ki € MOBHOK Mipoko
HaykoBO oOrpyHtoBanumH, miaxix JAIIKP Bkirouae perenbHMI aHai3 sSK METOMAIB, TaKk 1 BMICTY
BHYTPIIIHIMH Ta 30BHIIIHIMU 3alliKaBICHUMH CTOPOHAMU BCiX THUMIB. Takuil miaxia rpyHTyeTbCs Ha
5 OCHOBHMX NMPHUHIIMIIAX:
° YIIEBHEHICTh Y CKJIaJll eKCIIEPTHOI MaHelNl Ta IpoLeaypax Biaoopy;
° CACTEMAaTUYHUM Ta KOMIUIEKCHUM MOIIYK JaHUX;
° TOCSITHEHHS O(ILIITHOrO0 KOHCEHCYCY;



° MPO30PICTh JAHUX 1 METO/IB Ha BCIX eTamax;
° peTeNIbHUN TPOIEC eKCIIEPTHOT OIlIHKH.

CkJ1a/l eKCepTHUX MAaHeJIeli: CTPYKTYpa Ta Onuc

B®I' nmpusHaumna BignoBigasbHOro 3a 3arayiibHuii BmicT (Auok IllpiBactaBa) Ta Horo
3actynuuka (I'menn @. Ilipc), ki MaroTh BEJIMKUN JOCBIJ y raiy3i reMoQinii, a TaKoX METOAUCTa-
koHcynbTaHTa (Canzmpa 3enbMman JIproic), sika Ma€ BETUKHH JOCBIJ Yy pO3poOIli HACTaHOB Ta
crnerianbHi 3HaHHS o0 miaxoxy AITKP. J{ns 3abe3neueHHss 00’ €KTHBHOTO KOHTPOITIO 33 TIPOIIECOM
Oyso crBopeHo Po6ouy rpynmy BT 3 po3pobku Hactanos (PI'PH). Jlo cknaay PI'PH Bxoaunu wienn
OCBITHBOTO KomiteTy B®I', a TakoX Mami€eHTH 1 TeMaTosor, SKHi He OpaB ydacTi B po3poOii
PEKOMEH/IAITIH.

BinmosinaneHuii 3a BMICT 1 ToniepeAHii Bine-npe3uaeHT BOI 3 MequIHUX MUTaHb HAiCIaIH
MOYATKOBI 3allpOIICHHsS €KCIepTaM 1 IMOTEeHIIMHUM 4YJeHaM eKCIEpPTHOI IaHeni, SKi Maju
BIJIMIOBIIATH KPUTEPisiM, 3a3HAYCHUM HIDKYC. BaKIMBOIO METO, sKa HE 3aBXKIAH JIOCSITAETHCS
oprasizarfisiMu 3 pO3poOKH HAaCTaHOB Ta IPOBEICHHS JOCHTimKeHb >, Oyro 3a0e3nedeHHs BiJICYTHOCTI
CYTTEBOTO KOHQIKTY IHTEpPECIB y 3a3HAYCHIM ramxy3i Ta MiHIMI3allis YaCTKH WICHIB €KCIIePTHOL
MaHeNl, K1 MOXKYTh MaTH CYTT€B1 KOH(DIIIKTU IHTEPECIB.

Jlo Tperboro BumaHHs HacTaHoB BOI' yBinuM meperyisiHyTi Ta OHOBIEHI ciM Po3minis
BuganHs 2012 poky, a Takox Kinbka HoBUX Po3ainis. Koxken Po3ain rotyBana ekcrnepTHa rpyna 3 7—
10 uneniB, y TOMy 4HMCII BiAMOBiZaNbHUHA 3a MIATOTOBKY Po3ximy, MeampaiiBHUKU 3 JOCBiIOM
KIIIHIYHOI poOOTH Ta MAIlieHTH/OMIKYHH, IPUYOMY OCTAaHHI CKJaJaiu IioHaimeHe 25 % ckiany
KOXKHOI Tpynu 3 miarotoBku Po3niny. 3aramom 50 excneprtiB migroryBanu 11 Po3apinis, mpudomy
JesKi 3 HUX MpalioBalM Oulbllle HIX B OAHIN ekcrepTHii rpymi. BOI' 3amyuuna BOJOHTEpIB i3
0araTboX KpaiH Ta IIMPOKY MEPEXY 3alliKaBICHUX CTOpiH, 00 HaOpaTh eKCHepTiB y pi3HUX
MEAMYHUX Tany3sx (reMaroJIoriB, XipypriB-opToneAiB Ta 1HMHUX (axXiBI[iB 3 JTiKyBaHHS MOPYIIEHb
OTIOPHO-PYXOBOTO  amapary, (izioTepaneBTiB 1 peadbUIITONOTIB, TMpaIliBHUKIB JIabopaTopii,
MezicecTep, CTOMAaToNOriB 1 (axiBI[iB 13 HaJaHHS COI[IAbHO-TICUXOJIOTIUHOI momomoru). B
eKCIIePTHIN MmaHesni Oyau TaKoX IMIMPOKO MPEICTABIICH] JIOIU 3 TeMOQTier0 (B TOMY YHCII MAIIEHTH
3 iHribiTopamu), 3 MOPYLIECHHSIMU (PYHKIIT OMOPHO-PYXOBOrO amapary Ta PI3HUMH CYNYyTHIMU
3aXBOPIOBAHHSMHU, a TAKOX OATHKU AITEH 13 MOJIOHUMU MEIMYHUMH CTaHaMU. UJIEHIB eKCIIepTHUX
Ipyn HaOMpanu 3 pi3HUX AeMorpadiyHuX, reorpadiyHux Ta couialbHO-€KOHOMIYHUX KaTeropii, moo
3a0€3MeYNTH YHIBEPCATbHY 3HAUYIIICTh [IUX PEKOMEH/IAIlIi.

IIpouec po6oTH ekcnepTHOI NaHe/ i Ta KOHTPOJIb

BinmosiganbHi 3a BMICT Ta MiATOTOBKY Po31iniB 3ailiCHIOBAaTN KOHTPOJIb 32 €KCIEPTHUMHU
rpynamu B mporeci po3poOku BianoBigHoro Po3ainy Ta 3a0e3neuyBaivi €KCIEPTHY OLIIHKY BMICTY.
B 000B’s13kM BiAMOBIJANBHUX 32 MIATOTOBKY PO3miniB (32 TOMOMOTroI0 1HIIMX MEIMpPAalliBHHUKIB 3
BIJIMOBIAHUX €KCIIEPTHUX TPYIT) BXOJWIO BUZHAYEHHS TOBHOTO HAOOPY BaXJIMBUX MUTAaHb JUIsl HOTO
HATIOBHEHHsI, KOHCYNbTAIlli 3 MpamiBHUKaMU MEAWYHUX Oi0MOTeK MI0J0 HAJEKHOTO TMOIIYKY
TEPMiHIB, HANUCAHHS T[OYaTKOBOTO TPOEKTY pEKOMEHJAalli Ta MiArOTOBKAa MyOikamii 13
MOCUJIAHHSMU HA OCHOBHI JIOCHIKeHHs. BinmoBimanpHi 3a MATOTOBKY PO3MINIB Mamu TakoX
3a0e3MeYnTH pOo3IIsi] 1 BpaxyBaHHs TyMKH HAalllEHTIB/OMIKYHIB, K1 BXOJIWIN J0 CKJIAAy €KCIIEpPTHOI
rpynu. Xoya nepeBakHa OUTbIIICTh PEKOMEH 1Al CTOCYIOTHCS pa/llie HaJaHHs JOMTOMOTH Ta OLIHKH
MEIUYHOTO CTaHy MAIli€HTIB, HDK METOJIB JIIKyBaHHS, BIAMOBINANbHI 3a 3arajJbHUNA BMICT Ta 3a
HarmoBHEHHs PO3/1IIB TakoX CHIIKyBasu, 00 HE 3a3HaYaIMCS KOHKPETHI MpenapaTi abo TOprosi
Ha3BU. BukitoueHHst Oyno 3po0sieHo mis riaBu «JIabopaTtopHa qiarHOCTHKA Ta MOHITOPUHT», /€
JKapCchKi 3acO0M HEe MOXHA PO3Mi3HATH 32 MI>XKHAPOHOIO HemaTeHTOBaHOIO Ha3Bow (MHH), Tomy
0ys10 3a3HAY€HO TOProBl HAa3BU BCIX 3ac00iB, 1HAKIIE HEMHHYYE BHHHUKAIU O JIKAPChKI MOMMIIKH.
[Ilogo MiarHOCTUYHUX PEAKTHBIB, 3a3HAYald KOHKPETHI TOPTOBI HA3BU JUIS KOXKHOI Kareropii
PEaKTHUBIB, IOJI0 AKUX € OMyOIIKOBaH1 T0Ka3| BaJiJallil aHali3y.

VYci uneHn ekcrnepTHOi maHem Oynu 3aimydeHi 10 poOOTH MPOTATOM YChOTO MPOLECY
BU3HAUEHHS TMpeIMEeTy OOrOBOPEHHS, OTPUMAaHHS JaHUX, JOCATHEHHS KOHCEHCYCY II0/0



PEKOMEH/IaIlii, MiATOTOBKU MPOEKTY MyOJTiKaIlli Ta HOro eKCnepTHOi oiinku. Hapaau, o6roBopeHHs
Ta TPEHIHTH MPOBOAMIIMCS 32 JOMIOMOTOI0 BiICOKOH(EPEHIIil, eNEKTPOHHOI MOLITH Ta EIEKTPOHHUX
onuTyBaHb. J|JIsl yCiX WiIEHIB rpynu Oyiau TOCTYMHI MaTepiaad MPOBEACHUX TPEHIHTIB Ta 3alHUCH
J3BIHKIB. YCi YIEHHW EKCIEPTHOI MaHeldl Malu MOXKIWBICTh TeperyissHyTH yci Posninm mepen
OCTaTOYHHUM Y3TOJDKCHHSIM Ta 30BHIIIHIM OILIHIOBaHHSIM.

[Tig yac TpeHIHTrIB MIAKPECTIOBAIUCS PIBHUH CTAaTyCc YCIX WIEHIB €KCIEpTHOI MaHeni
(MenmpaniBHUKIB 1 MAIIEHTIB/OMIKYHIB), BOXKJIUBICTh JYMKH KOXKHOTO Yj€HA IMaHeNl Ta 000B 30K
yCiX 4IEHIB eKCHEePTHOI MaHeni eeKTUBHO CHIBIPAIIOBATH, 00 PO3IIITHYTH Ta OOTPYHTYBATH BCi
touku 30py. [lix kepiBauirTBOM PI'PH Gyno 3ampomieno kypaTopa ajis HaIli€HTIB, SKHH MaB Opatu
y4acTh y TPEHIHrax 11010 A0AATKOBOI IIHHOCTI 3aCTOCOBAHOTO MiAXO0.Y 10 PO3POOKH peKOMEH Al
Ta MOro MpaKTUYHUX TIEpeBar, a TaKoXK JOIOMaraTH B 3alpoBapKeHHI Takoi ¢inocodii. Kypartop
MAI[IEHTIB MPOTIATOM YChOT'O TIPOIECY PO3POOKH PEKOMEHIAIIiH ToTIoMaras IailieHTam/omKyHaM, siKi
BXOJIMJIU JIO CKJIA/Iy €KCIIEPTHUX TPYIL, Pa3 Ha MICSIIb TPOBOJISTYH 3 HUMH Tele(OHHI PO3MOBH Ta, 32
HEOOX1THOCTI, HaJJal09H IMOPaIy 1 HeiHAHCOBY MIATPUMKY.

®dinaHCcyBaHHSHA
€auHuM KepenoM (iHaHCyBaHHS TpuU po3poOll LUX pekoMeHpaamii Oyna BcecBiTHs
deneparis remodiii.

12.3 OTpumaHHs J0KA30BHX JAHUX

3 METOI0 OHOBJIEHHS JI0Ka30BO1 0a3u OyIno 310paHo KoMaHAy KBalli(hiKOBaHMX 1 JOCBITYECHUX
NpaliBHUKIB MEIUYHUX 010J110TEK, CKpUHEPIB, METOMCTIB Ta €KCTPAKTOPIB AaHUX. J{J1s1 HATIOBHEHHS
10 3 11 Po3giniB Oyno 3AiiiCHEHO OKpeMi CUCTEeMAaTU4Hi OIJISIIM OMYOJIiKOBaHO1 JiTepatypu. bymno
BU3HAHO, III0 OTJISI JIITEpaTypu HE € HeoOXiaHUM s HarmoBHEHHs Po3niny «l[IpuHumnm HagaHHs
JIOIIOMOT Y, B IKOMY yBara ()OKyCyeThCsl Ha 1/JeaJIbHUX LUJISAX 1 IParHeHHAX 3 YpaxyBaHHAM HasBHUX
3HaHb MPO TEeMOPUIII0 Ta Cy4yaCHOTO PIBHS HayKH 1 TeXHOJIOTiH. JI0JIaTKOBHI MOIIYK CHEI[ialbHO
31HCHIOBAIN 111010 LITBOBUX CTOMATOJIOTTYHUX MPOLEAYP, TNIAHOBUX Ta €KCTPEHUX XiPYypriuHUX Ta
1HBa3WBHHUX BTPYy4YaHb, a TAKOX II0J0 TEHETHMYHHUX aHANI3IB, B PE3yJIbTaTi YOTO 3arajioM OyJo
3nificHero 11 ormsniB. JlokmagHa iHdopMariisi moa0 CTpaTerii MOUIyKY, KOMIIOHEHTIB, SKHUM
BIJIZIA€TBCS TIepeBara MpH IMIATOTOBIIl CHUCTEMATHYHUX OrJIsmiB 1 mera-aHaniziB (PRISMA), ta
OTpPHUMaHIi JaH1 MICTATHCS B I0IATKOBUX MaTepiajax, JOCTYITHUX OH-JIaiH.

Kpurepii Bindéopy nocaixkenn

Lonynayia, empyuanus, nopieHAHHA Ma KiHYe6i pe3yibmamu

[Tpu miarorosui ycix Po3auniB BigOupanncs TOCHIIPKEHHS, B IKUX Opaiy y4acTb Malli€HTH 3
remodiniero A a6o B. Iy koxxHOT0 Po3/1i1y BCTaHOBIIOBAINCS JOAATKOBI KpUTEPIi 100 MOMYJIALII.
He pobunocst BukiIO4eHb Ha miAcTaBl crati abo Biky. Kputepii Binbopy HOCHiIKeHb He
00MEXyBaJIUCs BTPYYaHHSIMH, IIOPIBHAHHAMH a00 KiHLIEBUMH pe3yIbTaTaMU.

Cmpameeii nouwyky ma odicepena inghopmayii

VYci crparerii momryky po3poOisuTHCs MPaIiBHUKOM MEIWYHOi 010J1I0TeKH y CHiBIpalli 3
eKCIepTaMM MIOAO0 BMICTY KOXHOro Po3niny Ta BiANOBiJANIbHUM 3a 3araibHuil BmicT. [lomryk
MIPOBOJIMBCS JIUIIE CEpe/ aHTJIOMOBHUX MaTepiaiiB Ta JIUINE cepea KIIHIYHUX JOCHiKeHb. He
poOHIIOCS BUKITIOUEHB Ha IMiJCTaBi reorpadiqyHoro periony abo yMoB HaIaHHSI MEIUYHOT TOIIOMOTH.
[Momryk Oyito 3aiiicHeHo B iHpopMariiiHo-momykoBiii cucremi PubMed, KokpaniBchkiit 6a3i manux
cucrematnyHux oraaiB (CDSR), KokpaHiBCbKOMY LEHTPaJIbHOMY PEECTpl KOHTPOJIbOBAHUX
nocmimkerb (CENTRAL) ta 6a3i nannx EMBASE, 3 oxoriennsm nepioay Bix 01 cigast 2000 poxy
JI0 TaTH 31HCHEHHA MOIyKy (3 TpaBHA 1o juctonan 2019 poky). [ToBHMIA onuc cTpaTterii momyky
MICTUTBCS B IOAATKOBHUX MaTepianax OH-JailH.

ABTOMaTHYHHUH 30ip JaHHUX MOLIYKOBUM POOOTOM a00 MOLIYK y MepesikaX BUKOPUCTAHOL
JiTepaTypH, 3a3HaUYCHUX y 3HAWJEHUX CUCTEMAaTUYHUX OIVIaX, He MpoBoAuBcs. OJIHE BUKIIIOYEHHS



Oynmo 3pobneno misa mepersiny Posninmy «OriiHka pe3yiabTaTiB JIIKYBaHHS», SKE IOJSATANIO B
aBTOMAaTHYHOMY 300pi JaHUX TMOIIYKOBUM pOOOTOM Yy TMepeliKy BUKOPHUCTAHOI JIiTEpaTypH,
3a3HAYCHOMY B OJHI aBTOPUTETHIH (yHAaAMEHTaNbHIN poOOTI. BiamoBimaabHUX 3a MIATOTOBKY
PO3JAUIIB Ta WIEHIB EKCIEPTHOI IMaHel 3a0X04YyBalu MPOMOHYBATU JJIsi PO3TISALY Oyab-sKy
BIJINOBIJIHY JIITEPATyPY, AKY HE OyJIO BUSBIICHO ITiJl YaC OPraHi30BaHOIO MOIIYKY, IS TEPEBIPKH Ha
MpEAMET 11 BKIIFOYEHHS.

Ymosu nposedenns ma ousaiin 0ociodicensb

BpaxoByroun 00’€M 3HaWCHOI JIiTEpaTypH, BCTAHOBIIOBAIA OOMEKEHHS IIOJI0 BUSBICHHX
JOCTIKeHb (HAPHUKIIAJ, 32 POKOM ITyOJiKaiii Ta Iu3aifHOM JOCTiKeHHs) 0e3 o3HailoOMIIeHHS 13
BMICTOM. BiJIbIIICTh JOCTIIKEHBb, OOpaHUX U1l €KCTparyBaHHS JaHUX, OYJIM OMyOJIiKOBaHI ITiCIIs
01 ciuas 2010 poky (TOOTO panilme, HiX TpaHWYHA JaTa IOIIYKY JJS IMONEPEIHBOTO BUIAHHS
pEeKOMEH/Ialliii), 3a BHHATKOM HOBoro Po3giny «OriliHka pe3ynbTaTiB JIKYBaHHS», IS SIKOT
TpaHUYHOIO JaTolo0 BKitoueHHs 0yio 01 ciuns 2005 poky. 3a HEOOX1AHOCTI HABOMIIN TOCHIIAHHS Ha
JI0JTATKOBI MaTepiajiy Ta AKICHI OIS, ajle eKCTparyBaHHs JaHUX 3 HUX He MpoBowIn. Binbupanu
paHIOMi30BaHI KOHTPOJIbOBAHI JOCIIIKEHHS, KBa3ipaHI0OMi30BaHI KOHTPOJIbOBAHI JOCIIIKEHHS Ta
MIPOCIICKTUBHI TOPIBHSJIBHI JOCHIIKEHHS. Y NEIKUX BHIAJKaxX 3a 3alldTOM BiAMOBIAaIbHUX 3a
MiJTOTOBKY OKpeMuX PO3IITIB 10 PO3TIsAy BKIFOYATUCS PETPOCTICKTUBHI JTOCipKeHHs. Hanamni, B
Tpoleci eKCTparyBaHHs JAHMX JesAKi BKIIOUEHi JOCTiIKEHHs BHABUIMCS PETPOCIHEKTUBHUMH. IX
BHOCHWJIM B TaOJIMIII TaHUX Ta MO3HAYAIH SIK PETPOCIIEKTUBHI B rpadi «au3aifH gociimpkeHHs». Kpoc-
CEeKLIMHI MTOCHiPKeHHs BKJIIOYAIM B J0Ka3oBy 0a3y mis Posginy «Jlaboparopumii miarsos i
MOHITOpUHI». CHCTEeMaTH4HI OTJIAIM OyJI0 BKIIOUYEHO JIUIIe s iH(popMartii.

Biobip oocnioocens

Jna koxHoi 3 11 crpareriii momryky po3poOmsuivcsi MpaBuiia CKPUHIHTY Ha MiJICTaBi
NOTEPEIHbO BCTAHOBJIEHUX KPUTEPIiB, K1 BU3HAYANUCSA MiJ 4Yac Tele(OHHUX PO3MOB 100
MiTOTOBKH TMOIIYKY JaHUX JUIs BIAMOBITHUX Po3aimiB y cmiBmpalli 3 BiJMOBiZaJbHUMH 32 IXHIO
niAroToBKy. CKpUHIHT 3HalIEHUX JOB1IKOBUX MaTepiajiiB Ha BIANOBIHICTh KPUTEPISM BLAOOPY JUIs
HamOBHeHHs P31y 3iiiCHIOBAH 3a 10MOMOTOI0 MporpaMHoro 3abesneuenns Distiller SR,

Komanna 3 cemMu JOCBITYEHHX pEILEH3EHTIB TMporjsgana Ha3Bu Ta adHotamii. Ilepen
CKPHMHIHIOM JJIsl KO>KHOO P0371iiy mpoBOIMIIOCS MIJIOTHE TECTYBAaHHS, MPHU SIKOMY BCl pPELEH3EHTH
neperisiiaiay ol il Ti cami 50 pKepent, Mmicis 4oro IPOBOAMUIIOCS 0OrOBOPEHHS Ta BHECEHHS 3MIH Y
dbopMU CKpUHIHTY, SKIIO 1€ Oy10 HEOOX1IHO A Kpamoro po3yMinHs. OCTaTOUHUN CKPUHIHT HAa3B
Ta aHOTalld MPOBOAMIIM IIJISXOM OJHOTO orysity st ycix PosaumiB. [loaBIiHMX CKpPUHIHTIB He
npoBogwid. [{ng 8 3 11 Po3niniB 6ysn0 mpoBeaeHO 10JaTKOBUM CKPHHIHT Ha3B Ta aHOTALiM THX
JOCTIIKEHb, K1 MOTEHILIHHO MOTJIM BIANOBLAATH KpuTepisMm Bigdopy. Lle Oymno 3poOieHo 3 1BOX
npuynH. Ilo-mepiie, y Mipy TOro sk KOMaHJa pPELEH3EHTIB CTaBald Bce OUIbII OO0I3HAHOIO 3
JTITEpaTyporo, 3HAWICHOI Tij Yac MOIIYKIB Ta MOJAIBIINX OOTOBOPEHH 13 BIJMOBIIATFHUMHU 3a
MiAroTOBKY P03iiB, BCTAHOBIIOBAUCS TOJATKOBI KPUTEPii CKPUHIHTY JJISl MOAANBIINX PayHIIIB
nepersiy. PileHHs 1mo1o CKpuHIHTY npuiiMaiics 6e3 o3HalloOMIIEeHHS! WIEHIB €eKCIIepTHOI maHenl 31
3HaWJICHOIO JIITEPaTypolo, 00 YHUKHYTH BIUIMBY Ha pe3ynbTaTu. [lo-apyre, 101aTKOBUN CKPUHIHT
Ha3B Ta aHOTAIlli JO3BOJIMB BIIKMHYTH HEBIJIMOBIIHI MaTepiayiv, 10 30€perjio Yac 1 KOIITH.
JloBiKOBI Martepianu, ski He OyiaM BIIKMHYTI IiJ] 4ac CKPUHIHTY Ha3B Ta aHOTALIH, MiJUIsArain
MOBHOTEKCTOBOMY CKPUHIHTY JIIsl BU3HAYEHHSI BIATIOBITHOCTI KPUTEPISIM B1IOOPY.

JloknaznHa iHpopMarlist o0 MOPSIKY Ail 13 JKepenaMu iHpopMallii 3riiHO 3 TPUHIIUIIAMH
PRISMA MicTuThCS B 10AATKOBHX MaTepiaiax OH-JaiH.

ExcrparyBaHHsi JaHUX Ta MiAr0TOBKA Ta0JMIIb J0KA30BUX JAHUX

Hns xoxxkHoro Po3zminy po3poOistiucss Tabnuii J10Ka30BUX JaHUX. BinmosinanbHi 3a
miaAroToBKy Po3miniB BU3HAYAIM BiIMTOBIIHI KIHIIEBI PE3YIbTATH.

Crapummii meronuct (Tomac k. Illoginn) 3abe3neuyBaB oOrisg i MIATOTOBKY TaOJIUIb
noka3oBux naHux. Komanga 3 15 METOQMCTIB Ta aHANMITHUKIB €KCTparyBaia BiAMOBIAHI JaH1 3 yCiX



BKJIFOUCHHUX JOCTIKEeHb. [lo/BiifHE eKcTparyBaHHsl HE MPOBOAWIN. TaOyuIll JOKa30BUX JaHUX Ta
BIJIMIOBITHI HAYKOBI MyOJiKaLii 75 KoxkHOTO P03/1iTy HajaBaIucs BCiM WieHaM eKCIIEpTHUX TPyYI Ta
BUKOPHUCTOBYBAJIUCS BIJMOBIJAIbHUMUA 32 MIATOTOBKY Po3miiB Ta MeampamiBHUKAMH IS
OoOTrpyHTYBaHHS peKoMeHaamiid. TabmuIli faHuX MICTATBCS B JOJJATKOBUX MaTrepiajiax OH-JIaiiH.

Pusux cucmemamuunux noxuboxk 8 okpemux 00CAi0NCeHHsX

dopManbHI KUIBKICHI aHai3WM Ta KPUTHYHI OIIHKKH SKOCTI OKPEMHUX JOCIHIKEHb HE
npopoamwtn. CIif 3a3HayuTH, WO TreModinis knacudikyeThes,® sk pilkicHe 3aXBOPIOBAHHS, IO
00yMOBJIIOE BIJMOBIIHI OOMEXKEHHSI NMPU MPOBEICHHI MOCTIKeHb. TakuM 4YWHOM, y OLIBIIOCTI
BUIAJIKIB OILIHKM BUSBHIN O HU3BKUI a00 JyXe HU3BKUU PIBEHb JOKa30BOCTi. OKpiM 0OMEXeHb
1010 TN3aiHY JOCITIJIPKEHb, SIKI BCTAHOBJIIOBAJIU IIPH IOIIYKY JITEpaTypH Ta CKPUHIHTY, JIOAaTKOBHX
BUKIIIOUEHB HA ITiJICTaBl METOJOJOTIYHOI SKOCTI JOCTIIKEHb HE pOOUIIH.

Knacudikamiro pekoMeHaIiii Ha OCHOBI JWU3aiiHy MOCIIPKEHb HE MPOBOJUIHN, OCKIIBKH,
BPaxOBYIOYH TPYIHOIII B MPOBEICHHI KIIHIYHUX JOCTIDKEHh Ta 300pi JaHHUX MO0 PiAKICHHX
3aXBOpPIOBaHb, IEpEeBakKHa OLIBIICTh JaHUX Yy Il Tamy3l € HEeIOCTaTHbO JOKa30BOIO JUIf
HiATBEpKEHHS MeTa-aHani3iB. Kiacudikamis rpyHTyeThCS Ha IBOX KOMIIOHEHTAX: SIKICTh I0Ka3iB Ta
CIIBBIIHOIIEHHS KOPHUCTI 10 HIKOAW Ta/a00 PU3MKIB. Y MEPIIOMY BHIAJKY OIIHIOETHCS SIKICTh
JIOKa3iB JJisi OOTPYHTYBaHHS PEKOMEHAALIH, CeMU(IYHUX JUIS KOXHOTO KIHIIEBOTO PE3yJbTary.
SIK110 a1 3 HU3bKUM PIBHEM JTOKA30BOCTI PO3IMOALIMTH 3a KIHIIEBUMH PE3yIbTaTaMu, PEUITa JaHUX
BUSIBJISITHCS HEMIPUIATHUMH JIJIS TATBEPKCHHS KUTbKiCHUX aHami3iB. Crpobu kimacudikyBaTi Taxi
pEeKOMeH/Iallii MOXYTh MPH3BECTH JO TOro, MO0 B MUIBOBIA ayauTOpii, SKy CTaHOBJISTH
MeJPALiBHUKY, OYyIyTh poOWTHCS XHOHI BHCHOBKM'®. JIpyrumii KOMIIOHEHT HE MOMKHA YiTKO
BU3HAUUTH 3a BIJCYTHOCTI OIIIHOK $IKOCTi, TOMYy peKoMeHjalii He kiacu@ikyBaau 3a piBHEM
HaiiHOCTI. TakuM YMHOM, 3 METOIO ITPO30pocTi pekomenaarii BOI" He kiacupikyBaim 3a CTyreHeM
JIOKa30BOCTi, ane ix uiTko mno3Hayanu Jitepamu «KP» («koHCeHCycHa pekoMeHAalis») s
i IKPECIICHHS KOHCEHCYCY €KCITePTiB.

12.4 JTocarHenHst popMaJILHOI0 KOHCEHCYCY 3a MeToaoM Jleadi

AnpiopHi npaBuJa Ta NpouecH

[Ticns po3poOKM MPOEKTY pEeKOMEHJAlliil MeanpalliBHUKaMU KOXKE€H Halbip peKoMeHnarii
H1JUIAraB y3ro/KEeHHIo 3a MoaudikoBaHUM MeToaoM Jlendi.

PI'PH npuiinsina KijbKa anpiopHUX pilleHb A 3A1HCHeHH mpoliecy 3a MeTojoM Jlenbdi:

o JInst OCATHEHHS! KOHCEHCYCY JIOMYCKaJloCs TPOBEIEHHS HE OlIbllle TPhOX payH/iB ONUTYBaHb 3a
MeroaoM [lenboi.

o MiHiManbHUI KOe(ili€HT BIAMOBII ISl KOXKHOTO payH/ly ONUTYBaHHS OyJI0 BCTAHOBJIEHO HA PIBHI
75 % wJIeHIB eKCIepTHOI MaHeN i, Kl Opaiy yyacTb y FOJOCYBaHHI.

o ['paHnyHe 3HaU€HHS Ui JOCATHEHHS KOHCEHCycy cTaHOBUIIO 80 % pEecroHEHTIB, 1110 03HAYaJI0
JIOMOBJIEHICTb 200 MOBHY JOMOBJICHICTb.

o [TonmoskeHHs1, 3a SIKUMU KOHCEHCYC OYB IOCATHYTHH Y MepuiomMy ado ApyromMy payH/Ii, HE MiIJIsTain
TOJIOCYBAaHHIO B MOAAJIBIINX payHIaX.

° Oco0mBa JyMKa MEHIIIOCTI HE JIOMyCcKasacs.

IIpoexTn pexoMeHaalliH, 3a IKUMH He OyJI0 JOCATHYTO KOHCEHCYCY MICisl TPhOX payH/iB, HE
YBIUIILIA IO OCTAaTOYHOT Bepcii pekomeHaaliin. OHak 00roBoproBaHi TEMH MOTJIA OyTH BKITIOUEHI /10
TEKCTy BianoBigHoro Po3zminy, yacTo i3 3a3HaueHHSAM HEOOXiIHOCTI MPOBEIEHHS I0JaTKOBUX
JOCITIJIKEHDb 3 METOIO BUPIMICHHS ACSIKUX CYNEPEUINBUX MUTAHb.

OnutyBaHns 3a metoaoM [leanpi

OnuryBanHs 32 MoAM(]iKoBaHUM MeTo oM Jlenbdi mpoBOMIKCS 32 JOIIOMOTOI0 MPOrpaMu
SurveyMonkey. BigmoBiai 3amuiraivcs aHOHIMHAMH JUIS BCIX, 32 BHHATKOM HE3aJeKHOTO
aaMinictpatopa (Menani ['07100), sika po3noyana npouec Ta KepyBajia HUM. Y Ci eKCIIepTH MpOHIuIN



nBa TpeHinry moao miaxoay AITKP, orpuManu nucbMoBi TaM’ ITKH Ta TTpaBUIjia TPOBEICHHS ITPOLIECY
3a MetoaoM Jlenbdi, a TakokK IHCTPYKIIii, 3a3HAYCHI HA MEPIii CTOPiHIII ONUTYBaHb.

[TouaTkoOBI TPOEKTH pEKOMEHJALIA pO3pOOIsI  MEANpaliBHUKK, SKUX MpU3HAYaIH
BIJIMOBIAANIbHI 32 MiArOTOBKY Po3mimiB. PekomeHpnarii rpyHTyBaiucs Ha JaHHWX, HAaBEICHUX Y
TaOIMIIX TOKA30BUX JIAaHUX 1 CTATTAX, a TAKOXK Ha JOCBiAl poOOTH Ta MPOoQeCiiHUX 3HAHHAX YJICHIB
eKCHepTHOI nmaHeni. ExcriepTu mpoiiumm TpeHiHT U100 HanucaHHs pekoMenamniin. KoncynpTant ta
pPEeIaKTOpH AaBallv IOPaJIu Ta peAaryBalid peKoMeHaallii, 11100 BOHU OyJId KOHKPETHUMU Ta X MOXKHA
OyJ10 3aCTOCOBYBATH Ha MPAKTHIIL.

[lepen mouatkoM rmpouecy 3a MoaudikoBaHUM MeTofoM J[lenbdi ekcrnepTHy rpymy 3
miArotoBkd Po3niny B MOBHOMY CKJaji, BKJIIOYHO 3 MAIli€HTaMH/OMIKyHAMH, CKJIMKAIH Ha
TeeKOH(EPEHIIiI0 1715l [PYIIOBOr0 0OrOBOPEHHS JaHUX Ta OTPUMAHHS IHCTPYKIIiH 1010 TPOBEACHHS
nporecy 3a meronoM Jensdi. IM He 103BoMNAIOCT 06TOBOPIOBATH NPOEKTH PEKOMEH AL, 100 He
JIOTTYCTUTH BUHUKHEHHS a00 HAaBITh MOXMJIMBOCTI MOXHMOKH BiJ TpynoBoi B3aemonii. Unenam
EKCIIePTHOI IMaHeNi J03BOJISUIOCS MPOIOHYBATH TEMH, SKUX HE OYJIO B IEPEIiKy, Ui pO3pOOKH
JOJTATKOBUX PEKOMEHMAIliil. SIKI0 MpOmoHyBalIKCs HOBI TEMH, MEANpPAI[iBHUKAM, SKi MPaIfOBaIH
HaJa BianmoBimHUM Po3xpimoM, cTaBwim 3amady po3pOOMTH TPOEKT HOBOI pEeKOMEHMalii, 1100
3aIOBHUTH BUSIBJICHI MPOTATHHH.

UneHiB ekcrepTHOI MaHel 3a0XO0YyBaJd JIaBaTH BIATYKH HIOAO BCIX pPEKOMEHAALINA Y
KOKHOMY payH/li ONUTyBaHb. MeAmnpalliBHUKaM paJiii BU3HAYATH PIBEHb CBOET 3ol a00 HE3roIu
Ha ITiJICTaBl HASBHUX JIOKA30BHX JJAHUX Ta CBOTO JOCBiNY B JIIKyBaHHI MAII€HTIB i3 reModiri€eto.
[TamieHTIB/OMIKYHIB, SKI BXOJIWIM JO CKJIAQy €KCHEPTHOI MaHeli, TaKOXK MPOCHUIU BHCIOBIIOBATH
CBOT JYMKH, BPaXOBYIOUH HasIBHI JIaH1 Ta iXHIN JOCBIJ, SK MAIIEHTIB 13 reMO]iTi€l0/dICHIB POIMHH
Ta OMIKYHIB Y CUCTEM1 OXOpOHHU 3/10poB’s. L1 pexomeHaalii 6arato BUrpasiu BiJl ypaxyBaHHS JOCBIIY
NAIli€HTIB/OMIKYHIB, SKi BXOAWIM A0 CKJIAAy €KCIepTHHUX rpym. llpore aeski 3 HUX BUSABISUIN
HEpINIYYiCTh, KOJIM MaJld TOJOCYBaTH 3a a00 MPOTU PEKOMEHAllil, 00 SIKUX BOHU HE MajH Hi
3HaHb, Hi TOCBITYy. OTXKe, KO0 PEKOMEHIallisl CTOCYBaIacs MUTAHHS, 3 SIKUM TalllEHTH/OMIKYHH, SIK1
BXOJIMJIM 70 CKJIaJly eKCIEepPTHHUX Ipyll, He Oynu 3HaioMi, BOHM MOIJIM BHKJIIOUUTH cebe 3 yucia
roJIOCYIOUHX, TPOr0JIOCYBABIIN HENTpaIbHO Ta JoaaBiu (pa3y «He maro 10CBiy B IbOMY TUTaHHI»
y moui Juig KoMeHTapiB. Lle o3Hauano, mo npu mipaxyHKy rojociB HelTpalbHUl rosoc He Oyze
BpaxoBanuii. Cepen ycix Po3gimis mns 53 3 344 pexomenpariiit (15 %) koHceHCyC OyB TOCATHYTHIMA
3a YMOBH, KOJIM MIPUHAWMHI OJHMH MAIli€HT/OMIKYH 3 €KCIIEPTHOI TPy CKOPUCTABCS MOXKIHBICTIO
HEUTpaabHOro rojocyBaHHs. Takuii BUOIp OKpeMi Malli€eHTU/OMIKYHHU 3 TPYNH €KCIIEPTIB pOOUIIH IS
KO>KHOT peKOMEeH/allii OKpeMo, OTXKe, 1€ He BIUIMBAJIO Ha TOJIOCYBAaHHS 1HILIMX E€KCIEPTIB.

[Ilo cTocyeTbcs pekoMeHAallii, 3a SIKUMH KOHCEHCYC HEe OyB JOCATHYTUH y mepuiomy abo
JpyroMy payHji, BiANOBiadbHI 3a MIArOTOBKY P0O371/1iB BHOCHJIM BHIIPABICHHS /10 IMPOEKTIB 3
ypaxyBaHHSM KOMEHTapiB PECIOH/IeHTIB. BumpasieHi pekoMeHaaiii BUHOCWIN Ha TOJIOCYBaHHS B
HacTynmHoMYy payHai. TeMu Oyb-sKHMX peKOMEHAllil, 32 IKUMH KOHCEHCYC He OyB JIOCSATHYTUH 110
3aBEpPIICHHS TPETHOTO payHIy, MOTJIM OyTH 3a3HaueHI B PEKOMEHJAIAX 13 3a3HAYCHHIM
HEOOX1THOCTI POBEICHHS MOJANBIINX JTOCTIIKEHb Y BIAMOBIAHUX raimy3sx. [licns 3aBepiieHHs BCix
payHaiB omuTyBaHHSA 3a MetogoM Jleabdi He Oymo HOCATHYTO KOHceHCycy 3a 13 (<4 %)
pekoMeHaalisMu. Mu 3BepTaeMoch /0 areHmii i3 (iHaHCYBaHHS HAyKOBHMX JOCHIDKEHb 3
MIPOXaHHSIM HaJaTH MPIOPUTETHICTH UM TaTy3sM JJIs 3aTIOBHEHHSI TPOTAJIMH Y JTaHHX.

PesynpTati OmUTYBaHb 13 3a3HAUYEHHSM CTYIEHsS KOHCEHCYCY JUIsl KOKHOI PEeKOMEHJAIlil
JIOCTYTIHI 3a 3anuToM (research@wrfh.org).

Binxusnenns Bia npouecy

Byno kinpka BIAXWJIEHB BiJ ONMMCAHOTO MPOIECY, SIKI BUMArajiud MPOBEIEHHS J0JAaTKOBHX
OMUTYBaHb MICHsI TPeThOTO payHAy. OpHy pEeKOMEHIAIlil0 II0JAO0 BHYTPIIIHHOM SI30BUX
KpoBOBWINBIB y Po3nini «JlikyBaHHS crieriu(iuHUX KPOBOTEW» MOBTOPHO BUHOCHIIN HA FOJIOCYBAHHS
B 3B’SI3KY 3 MOSIBOI0 HOBHMX JaHMX (X04a i HU3BKOTO PIBHS), SIKI BUKIMKAINA CYMHIBH 11100 YaCOBUX
MEX, 3a3HaUCHUX Y peKoMeHaalii. BUHUKIIO ClIOHTaHHE rpyrnoBe 0OroBOpeHHs L€l peKoMeHaalii,
TOMY BIJNOBITHUN MIAPO3AUT 3 yciMa TpbOMa pEKOMEHJaIisIMH Oyno mepeHeceHo a0 Pozmimy


mailto:research@wfh.org

«YCKJIaHEHHSI OMOPHO-PYXOBOTO amapary», po3poOJeHUN 3a y4acTIO IHIMUX EKCHEPTiB, 1100
YHUKHYTH ITOXHUOKH Bij rpymnoBoi B3aemoaii. Excriepram Oyio moBigomiieHO MOBHHIA HA0ip AOKa3iB,
HaJaHO BIAMOBITHI Marepiadd Ta €KCTparoBaHi AaHi, MICIS 4Oro BiAOYJO0CS TOJOCYBaHHS MO0
oHOBJIeHOi pekoMmenanii. I1ix yac nmepeBipok Ha y3TrOPKEHICTh Ta BiACYTHICTb MPOTAIWH TPH 1HIII
pexoMeHnantii (oana 3 Po3giny «JlikyBanus cnenudivaux kpoBoTew» 1 1Bi 3 Po3ainy «IHribiTopu 1o
(dakTopiB KOATYJIAIi1») BUMArajid J0JaTKOBOI MepeBipku a00 BHECEHHS MPUMITOK.

OnHy pekoMeHIaIlito 0yJ0 BUITAKOBO BHKIIOUEHO 3 MEPBHHHUX OMUTYBaHb 1070 Po3mimy
«[Ipodinaktuka npu remodimiin. Yci BimxuieHHs OyJ0 BHIIPABIEHO MUIAXOM IPOBEACHHS
JOJJATKOBUX PayH/IiB OIIMUTYBAHHSI.

12.5 OcTaToyHe y3rojkeHHsi peKOMeH/Aalliil Ta MiJIr0TOBKAa PyKOMUCY

[To 3aBepiieHHI OCTAaHHBOTO pPayHIy ONMHUTYBaHb 3a MeronoM /[lenmb(i BigmoBiganbHI 3a
MiAroToBKYy Po3aimiB 3M1iCHIOBAIM OCTATOYHE Y3TOKCHHS JOPYyYeHUX iM Po3ainiB mis myOdikartii.
VYc¢i pekomMeHallii, o0 SKuX 0yJIo JOCATHYTO KOHCEHCYCY, Oyl BHECEHI JI0 BiIOBiqHOTO Po3ainy
JIOKYMEHTA, BUJIJICH] KUPHUM HIPpU(TOM Ta BIAMOBITHUM YHHOM MPOHYMEPOBaHi. Y Ci MPUMITKHU €
HEBIJ'€EMHUMH BIJT PEKOMEHIAIlI, OTXKe, IX 3a3HaueHO, SK CKIAJ0BY YaCTHHY BiJIOBITHUX
pexomennanid. BOI' paauth y Bumaakax, KOJIM pEKOMEHJAAlll 3aBaHTAXYIOTh Ha IHQPOBI
1aTGopMu, BHOCSITH B OKPEMi CIUCKH 200 1HIIIUM YHHOM BHITy4YalOTh 3 TIOBHOTO TEKCTY IOKYMCHTA,
3aBXK/IM HABOJIUTH MTPUMITKH Pa30M i3 peKOMEH/IAIIEI0, K €TUHE ITLJIE.

s HacranoBa wMae BHYTpINIHIO CHCTEMYy HaBiramii 3a Po3minmamu, miapo3aiiamu,
pPEKOMEHaIIIMUA Ta AOJATKOBUMHU MarepiajaMu. Y cHCTeMi HyMeparii CIOYaTKy 3a3HadaeTbCs
HoMep Posniny, a mami — HoMep miapo3ainy. Pekomennanii mponymepoBaHi 3rigao 3 Po3ainom Ta
MiPO3/I1IOM, B SKOMY BOHHU MICTAThCS. Lle nonomoske yntauam 3HaiTH JOBIAKOBY iHGOpMaIlito, sSiKa
JSKUTh B OCHOBI caMuX pekoMeHpanii. Hanpuknan, pexomengamis mig HomepoM 4.2.3 o3Havae
TpeTIo pekoMeHaanio y Po3aini 4, nigposaini 2.

PeuensyBaHHs Ta ocTaTO4YHE 0(POPMIICHHS

Kosxen Po3nin nokyMeHTa mpotIinoB peTelibHe eKCTepTHE perieH3yBaHH. OCcTaTOuYHY BEPCito
JIOKYMEHTa MepeBIpsUIM: BIIMOBIANbHI 3a MIArOTOBKY PO3AiIiB Ta 4jieHM EKCIEepPTHOI MaHen,
BINOBIAAJILHUM 3a 3arajibHUl BMICT 1 MHoro 3acTynHuk; npenctaBHuku PI'PH; ximrouoBi
NpeJCTaBHUKA KOMAaHIM BHUIIOro KepiBHUITBA B®DI'; 30BHIIIHA KOMaHJa BHCOKOKBaJi(hiKOBAaHUX
MEAMNPAIiBHUKIB 13 JOCB1IOM pOOOTH 3 JIFOJIbMHU 3 TeMO(DUIIEI0, a TaKOXK 100pe 0013HaH1 eKCIepTH -
IO 3 reMoQuI€0 3 yChbOro CBITYy, 100 3a0e3neuynuTu r100aabHy penpe3eHTATUBHICTh JAAHUX
Hacranosu. Ilicns mporo moBHuii Tekct HactanoBu Oyno mojaHo B KuUIbKa OpraHizamii Juis
pelieH3yBaHHS Ta cxBaleHHs. Ha KoXKHOMy eTami pelieH3yBaHHs BiJIINOBIJANbHI 3a MiATOTOBKY
PozniniB po3rasaanu KoMeHTapl Ta 3a HEOOXITHOCTI BHOCWJIM MpaBKHU. PenaryBaHHs Ta BHECEHHS
3MiH y peKoMeHaii abo MpUMITKH He Joryckanocs. Takox 0yio 371l CHEHO ocTaTOYHE He3aJIexKHe
petien3yBaHHs B xkypHaiti Haemophilia, ge 6yio oTpruMaHo Ta BpaxOBaHO JOKJIAHI KOMEHTApI.

12.6 O0MexeHHsT MEeTOA0JI0TiT

Sk ne npuitHATO TMpH po3podui Oynab-skux HacTaHoB, 3 MPaKTUYHUX MIPKyBaHb OYJ0
HEoOX1/THO aJanTyBaTH METOOJIOTIYH1 TPOLECH TAKUM YHMHOM, 1100 BpaxyBaTH MpoOJIeMH y HasIBHIX
JIOKAa30BUX JTaHMX, OpraHi3alliiHUX MUTAaHHAX Ta iHII oOmexeHHs. Ilpu po3poodui 1iei HactanoBu
TaKoXX Oynau HEoOX1JHI KOMIIPOMICHI pimieHHs, mo0 3a0e3MeYnTH SKOMOTa YiTKIIli HAaCTAaHOBU B
NEeBHIM KIHIYHIN Taty3i 3 ypaXyBaHHAM 0OMEKEHOI J0Ka30B0i 0a3u.

Cknang maHenmbHUX pPOOOYMX TPYN OPTaHI30BYBAIM MIJISXOM 3alpOIIECHHS IMOTEHIIHHUX
YYaCHHMKIB Ta 0€3 MOBHOTO PO3IJIAAY iXHBOrO KOHQIIKTY iHTepeciB (xo4a o wiei myOmikamii
JIOJTA€ETHCST pO3roJioNIeHHs 1H(popMallii, BIIOMOI Ha 1el Jac). YcixX eKClepTiB 3alpollyBad B3sSITH
y4acTb Yy HpoIleci MOIIYyKy MaHUX JUis MiArOTOBKM Po3aiiB 3a momepenHbO BCTaHOBICHUM
npuniunom PICO (TTonynsis/Brpyganss/[opiBasaus/KiHIEBi pe3ynbTaTn).

Jlanmi mocBigueHl MpariBHUKKM MEAWYHHUX O107110TeK po3poOIisiiM cTparterii MOIIyKy Micis
00roBopeHHs cepu 3acCTOCYBaHHS MOYATKOBUX MPOEKTIB Po3iiiB, X04a BOHU HE MiTaBaIMCS



eKcrepTHiK omiHimi. OCKIIBKH OCTaHHI HacTaHOBU Oyio omyOmikoBaHo B 2012 pomi, mist Po3ainis,
K1 TAISATAIN Teperiisiay 3 4acy NOoMepeJHbOr0 BUIAHHS, TIOIIYKH 0y10 oOMexeHo nepiogom 3 2010
o 2019 pik. Tum He MeHIIIe, OCKIJIbKHA OUTBIII PAaHHE BUJAHHS HACTAHOB HE MICTHUIIO (DOPMATBHOTO
CHUCTEMaTHYHHH OTJIATY JIITepaTypH, MOAAJbIII MOIIYKH MOXYTh OXOIUTIOBATH OUIBII paHHI epioau.

JlocmiKeHHs, sIKI BU3HAYAIUCS OTJIsiIauaMHt, SIK PETPOCIIEKTHBHI, BUKITIOYAIKCS 3 BHOIPKH,
32 BUHSTKOM JCSIKUX, 3a3Ha4eHuX Bulie. OJIHaK, CTOCOBHO PiIKICHUX 3aXBOPIOBaHb, 30KpeMa IEBHUX
Cy0’€KTHBHUX TUTaHb, 11 OTJISAOBI CTATTI MOXYTh OyTH BKIIFOYEHI JO HACTYIMHHX OTJISIIB JJIs
CTBOPEHHsI OUTBIII OBHOT Ta HAIIHOI JOKa30BOi Oa3u.

Uepe3 BHCOKY KUIBKICTh MaTepiajiiB, OTPUMaHUX IMpU TMOMIYKy AaHUX st Pozminy
«[IpodinakTuka npu remodinii», BpaXxoByBaJIH TIJIBKU JTOCIIIKEHHS 3 PO3MipOM BUOIpKU HE MEHIIIE
40 ygacHukiB. Po3mip BHOIpKHM HE € TOKa3HUKOM SIKOCTI, aje ajlbTEepPHATHBHI BapiaHTH IS
00MEKEHHS KUTBKOCTI TOCHIKEHb 1 JOTPUMAaHHS YaCOBUX PaMOK Bi/ICYTHI.

HeoOximHi KOMIpOMICH TOJIATAIM B NMPOBEACHHI OJWHAPHUX CKPUHIHTIB, a HE MOJBIMHHUX
CKPUHIHTIB 3 EKCIEPTHUM BHCHOBKOM, a TaKOX B OJMHAPHUX CKCTParyBaHHSAX JaHUX, a HE B
MOJIBIHHMX CKCTPAryBaHHSX 3 €KCIIEPTHUM BUCHOBKOM.

He mpoBomwmacs KpuUTHYHA OIlIHKA SKOCTI JOKA30BUX JAaHUX a00 OIliHKa JOUUIBLHOCTI
MPOBEJICHHS KIJIbKICHUX aHaJi31B, OCKIJIBKHU 1€ OyJI0 3aBYaCHO BUKIIIOUEHO, BPAXOBYIOUH MONEPETH]
CIpoO¥ MPOBECTH CUCTEMATHYHI OTJISIIN MIOJI0 IIFOTO PiKICHOTO 3aXBOPIOBAHHS.

HanaBanacs cyrTeBa jjonomMora Jyist 3MEHIIICHHS] HABAHTA)XCHHS Ha €KCIIEPTiB-100pOBOJIBIIIB,
K1 OpaM y4acTh y MONIYKY JIITepaTypH, CKPHHIHTY, €KCTparyBaHHI JaHUX Ta HAKMCAHHI MPOEKTY
JTOKyMeHTa. Ik 1 B ycix JokyMeHTax 13 Oararbma Posninamu, popmynroBanHs B pisHuX Po3ainax He
3aBXK]IM Y3TOJKYBAIIUCS MiXK COOO0, alle MeTUYHI PeIaKTOPH 3pOOHIIH BCE MOXKITUBE, 00 YHUKHYTH
nyOnroBaHHS Ta 3a0€3MEeUMTH CTaHAApTU3allil0. 3aBASKH I[bOMY B OCTaTOYHOMY BapiaHTI M€l
BayUTMBOI HacTaHOBH OYJI0 OCATHYTO ONTUMAIBHOTO (hOpPMATy TSl BCiX KOPUCTYBAiB.

12.7 llnanu MaiidyTHiIX OHOBJIEHb

Tpere Bunmanns HactanoBu BO®I' 3 nikyBaHHS 1 MEHEIKMEHTY TeModiiii € CyTTeBO
BJIOCKOHAJICHUM Ta BIJIOBIJa€ YMHHUM CTaHJIapTaM PO3pOOKH peKOMEHJAlllil 13 3aCTOCYBaHHSIM
MiIXO0AY I[HKPS. 3a yMOBHU MPOBEIEHHS JOJJATKOBUX JOCIHIKEHB B rairy3i remoinii, cranaapTuzaii
METOJUK Ta IOINUOJIEHHS 3HaHb OINYyOJIKOBaHI JaHl OyAyTh CTaBaTH OUIbII OJHOPIIHHMMHU Ta
KUJIBKICHO BHMIPIOBaHMMH, 110 J103BOJUTh B®I' BHOCHMTH HaykoBO OOIpyHTOBaHI OHOBJICHHS 10
MPEAMETHOTO BMICTY pekomeHmarii. [{e Takox 30UTbIINTE HAAIWHICTh METOJI0JIOTII Ta J03BOJIUTH
OTPUMATH HOBI JIaHl sl pO3pOOKH peKOMEHJalid y MaiOyTHbOMY, OCOOJIMBO B Taly3sx, Jie
MPOBOJIUTHCS BCE OUIbIIE JOCTIKEHb, SK HAMPUKIAL METOAU JIIarHOCTHUKHA, TEeMOCTAaTHYHI
npernapaTty, cTparerii peryisipHoi 3aMiCHOT Tepamii Ta JiiyBaHHS 1HTIOITOpIB, HE KaXKy4dHl BXKe IMPO
3arajibHi METOIM JIiKyBaHHs. [loJaTKoBO OynyTh NOKIANaTHUCS 3YCHIUIA 3 METOI0 3allydeHHS [0
pOOOTH KITPKOX MIXKHAPOJIHUX 1HIIIaTUB, 110 JACTh 3MOTY MOMIMPIOBATH I1i HACTAHOBH Ha IU(PPOBUX
miaTdopMax Ta B IEHTPaTI30BaHUX 0a3ax JaHUX, a TaKOXX MIABUIIUTH PIBEHb iX JOTPUMAHHS,
0COOJIMBO B MICIAX HAJaHHA MEIUYHOI JTIOTIOMOTH.
12.8 BucHoBKH

Xoua tpete BunanHsa HacranoBu BOI 3 nikyBaHHS 1 MEHEKMEHTY reMoQ il Mpu3HaYeHe B
nepiry Yepry A MEJUYHHX MpalliBHUKIB, BOHA 0y/Jie KOPUCHOIO TaKOX I JIFoJIeH 13 reModiii€ero,
3aKJIaJliB OXOPOHU 3/I0pOB’sl Ta KOHCYJIBTAHTIB B yCiX KpaiHax cBiTy. L1 HactaHoBa € noctoBipHuMH,
HaJIIHHAMH, TIAKPITUICHUMH JTOKa3aMH Ta JyYMKaMH €KCIEPTiB PEKOMEHJAIlISIMH, Ki JTI03BOJISIOThH
MeIpaliBHUKAM, MallieHTaM Ta OMiKyHaM OyTu Kpaiie iHpOpMOBaHUMH Ta OpaTH aKTUBHY Y4acTh Y
NPUMHSTTI PillIeHb 100 MEHEIKMEHTY reMo(diIii Ta MOJaJIbIIUX IJIaHIB JIIKYBaHHS.

BOI', uneHn eKkCHepTHHX TpyMl, IITAaTHI MPaliBHUKA 1 KOHCYJIbTaHTH HE OTPUMYBAIH
’KOJTHOT'O 30BHIIIHBOTO (piHAHCYBAHHS MPH MiATOTOBI IIUX PEKOMEH L.
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