3ATBEP/I’KEHO

Haxka3 MinictepcTBa
OXOPOHHU 3/I0POB’sl YKpaiHu
11 6epesnst 2025 poxy Ne 433

CTAHJAPT MEJJUYHOI JONIOMOTI'H

T'OCTPUU JIM®OBJIACTHUM JIEMKO3
3 PEAPAH)KYBAHHSIM KMT2A (KMT2A+) TA
BE3 PEAPAHKYBAHHS KMT2A (KMT2A-)
Y JITEW NEPIIOIO POKY KUTTSA
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3arajnbHa 4yacTuHA
Hiarno3: I'ocTpuii JiMm@po0aacTHUH JTeiK03

Koau crany a6o 3axsoproBanns. HK 025:2021 «KnacudgikaTop xBopod Ta
CIIOPiITHEHUX MPODJIEM OXOPOHHM 310POB’sI»:
C91.0 T'ocTpwuit mimbobaacTHUN JIEHKO3

Po3poOHuku:
HNy6poB  Cepriii mepmuii 3acTynmHUK MiHICTpa OXOpOHH 3I0POB’S YKpaiHw,
OnexkcaHapoBud  TOJ0Ba poOOYOi rpymy;

Knnmurok 3aBilyBa4 HAyKOBO-JAOCIIAHOTO BIJIIJICHHS AUTSIYO0I OHKOJIOTII

['puropiii JIEp>KaBHOTO HEKOMEpUIHHOro mianpueMctBa «HarioHanbHMiA

IBaHOBHY IHCTUTYT paKy», 3aCTYITHUK TOJI0BH PoO0OYOT IPyIH 3 KIIHIYHUX
MUTaHb 3a (PaxoM JUTAYa OHKOJIOT1S;

AnupoB 3aBiJlyBau OHKOI€MAaTOJOTIYHMM BIIIUICHHAM KOMYHAJIbHOTO

Muxaiiino HeKoMepIliiiHoro mianpuemMctBa «ONEChKUM PEerioOHAIbHUI

BacuiboBuu KJIHIYHUANA TPOTUMYXJIUHHUHN 1eHTp» Onecbkoi 00acHo1 paau,

3aCTYITHUK TOJIOBH pOOOUOT IPpyIH 3 KJITHIYHUX MUTaHb 32 (haxoM
IUTSYa OHKOT'E€MAaTOJIOTIS

ApTbhOMOBa MEIUYHa JUPEKTOpKa 3 TMe;larpli Ta OHKOIreMaToJorii

Haranis KOMYHaJILHOTO MIANPUEMCTBA «PerionanbHuil METUYHUHN LICHTP

CepriiBHa POJIMHHOTO 3[I0pOB s1» J{HIMPONEeTpOBCHKOI 00IACHOI paan», (3a
3rof010);

Jnma Cepriii 3aBimyBau BIIAICHHAM JTUTSYO]T OHKOI'€MaToJIOr11

BitamiioBuu KOMYHaJIBHOTO HeKoMepliitHoro mianpueMctBa KuiBcbkoi

obmacHoi pagum  «KuiBChkuii  0OJacHUM  OHKOJIOTTYHHI
JYCITaHcepy (3a 3roJI010);

[cTomin JIKap-TeMaToJior  JUTAYMNA  BIJJIUIGHHS — TpaHCIUIAHTAIlil
Onekcanap KICTKOBOTO MO3KY, IHTEHCUBHO1 Ta METa1I030BaHO1 XiMioTeparii
AHnpiiioBUY Ta imyHoTtepamii HamionanpHOT 1IUTAYOI crHemiaii3oBaHOI

nikapai Oxmatautr MO3 Ykpainuy;
KyOans Haranis 3aBigyBau BIIJIIJIGHHS XiMIOTeparii OHKOIeMaTOJOTIYHHUX
OnekcanapiBHa 3aXBOpPIOBaHb 3 OJIOKOM 1HTEHCHMBHOI Tepamii HarionaasHO1
JTUTAYOI criemiani3oBanoi JikapHi OxMaraut MO3 Ykpainu;

Jlncung 3aBilyBau BIJJIJICHHS TPaHCIUIAHTAIlli KICTKOBOIO MO3KY 1

Onekcanap IHTEHCUBHOI MErajio3oBOi  XimioTeparii Ta I1MyHOTepamii

BonogumupoBuu  HarioHaibHOT AWTSAYO1 cremiagni3oBaHoi JikapHi OxMaTaut
MO3 Vkpainu;

MakeeBa Hatamisi 3aBimyBau  kadeapu  memiatpii Ne 2 XapkiBChbKOTO
IBaniBHA HAI[IOHATHLHOTO METUYHOTO YHIBEPCHUTETY;



Mopo3  T'anuna
IBaniBHA

Horosinuua
IOmig OnekciiBHa

[TaBmuk  Cepriit
Bonogumuposnu

Cuu Onsbra
BonogumupisHa

Tpumniceka
Tersana
Bonogumupipaa

Tpodimona
Harans CepriiBHa
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JoTeHT Kadeapu Teparii, CIMEHMHOI MEIUITMHU, TeMaTOoJIOoTi 1
TpaHcdysionorii HarioHanbHOTO  YHIBEPCHUTETY OXOpPOHU
3nopoB’s Ykpainu imeni [1.JI. ynuka;

JTUPEKTOp JeMapTaMeHTy MporpaM JIOTOMOTH OJaroaiiHOTO
dbouny «TabmeToukny;

3aBigyBad CEeKTOpOM KOHTPOJIIO SKOCTI, JIIKAp reTajgor-oHKOJIOr
TUTSYAA  BIUTIICHHS — JAUTAY0I  OHKOJIOTIL  JIep)KaBHOTO
HEKOMEpIIHHOTO TianpueMcTBa «HamioHanpHUI 1HCTUTYT
paKy»;

JiKap TeMaTOoJIOr-OHKOJIOT JUTSYNHA BUIITOT KATETOPii BiIIICHHS
XiMiOTeparii OHKOreMaTOJIOTIYHHUX 3aXBOPIOBaHb 3 OJIOKOM
IHTEeHCHMBHO1 Tepamii HarloHaipHOT AUTSYOI CIeIriaai30BaHoOl
nikapHi Oxmataut MO3 Ykpainy;

3aBigyBau Pedepenc-nadoparopii 3 1a00paTopHOi 11arHOCTUKU
OHKOTE€MAaTOJIOTIYHUX 3aXBOpIOBaHb YKpaiHchbkoro Pedepenc-
HEHTPY 3 KIIHIYHOI Jab0paTOpHOI AIarHOCTUKHU Ta METPOJIOTIi
HamionanpHoi auTsa40i crerianizoBaHoi JikapHi OXMaTauT
MO3 Vkpainuy;

3aBifyBay BIJ1JIOM OHKOTEHETUYHUX JOCTIIHKEeHb JabopaTopii
MEIMYHOI TeHeTHuKH HallloHaJbHOI MUTAYOI CHeliani30BaHOl
nikapHi Oxmataut MO3 Ykpainu;

MeToauuHuii cynposia Ta inpopmaniiHe 3a0e3ne4eHHA

['ynenko Oxcana
IBaniBHA

Penenzenru:

Bosk 3opsiHa
BacuniBaa

JlynHI9eHKO
Onexkcanap
CepriiioBuu

HAaYaJbHUK BIAJUTY CTaHJAApPTH3AIlli MEIUYHOI JIOMOMOTH
Jlep>xaBHOro mianpueMcTBa «Jlep>kaBHUN E€KCIEPTHUI LIEHTP
MiHicTepcTBa OXOPOHH 3A0POB’ sl YKpaiHW», 3aCTYIHUK T'OJIOBU
po00YO0i rpynu 3 METOAOJIOTTYHOTO CYIIPOBOY.

JTOIEHT Kadenpu IUTAYUX XBOPOO MICISIUIIIIOMHOT OCBITH
IBaHO-®paHKIBCHKOTO HaI[I0HAJILHOT'O MEINUYHOTO
YHIBEPCUTETY, JIIKap TreMaTojIor AUTSYHMA, KAaHAUIAT MEIUIHUX
HayK;

3aBigyBad  Kadeapu  OHKOJIOTii, MPOMEHEBOi  Teparii,
OHKOXIpyprii ~ Ta  MOJIaTUBHOI AOMOMOTH  XapKiBCHKOTO
HaI[IOHAJTHPHOTO MEIUYHOTO YHIBEPCHUTETY, JOKTOP MEIMYHUX
HayK, ipodecop.

Ileperasig cTangapTiB MeIUYHOI IOMIOMOTH 3aIJIAHOBAHO HA 2029 pik



Cnmcok cKoOpoYeHb

AKM
AKH
AJIT
ACT
B/B
BIJ1
BMH
I'KC
'
II.

I.3.
JIII.
30
M3X
MTX
CMP
TI'CK
TKM
[1JIP
/0
[IIT
I1T
[HHC
ARA-C
FISH
HLA

WBC
dopma
Ne 030-6/0

AOCOIOTHA KUTBKICTH MOHOIIUTIB

AOCOI0THA KUTBKICTh HEUTpO(D1TIB

anaHiHaMmiHOTpaHcdepasa

acrapraTaMmiHoTpaHcdepasa

BHYTPIIIIHHOBEHHO

BipyC IMYHOe(DIITUTY JIFOAUHU

BUIIA MEXa HOPMU

TITFOKOKOPTHKOCTEPO1 !

roctpuit TiMmpoOIaCTHUN JTEHKO3

JaTa BBEIICHHS

JaTa 3aBEpIICHHS

JaTa IoYaTKy

3aKj1a/l OXOPOHHU 3/10POB’sI

MiHIMaJIbHA 3aJIMIIIKOBA XBOpOOa

METOTpeKcaT

CIIUHHOMO3KOBA piIHA

TpPaHCIUTAHTAIIISl TEMOMTOETUYHUX CTOBOYPOBUX KITITHH

TpPaHCIUTAHTAIlISl KICTKOBOT'O MO3KY

noJjiiMepasHa JIaHI[IOTOBa PeaKilis

epPOpaTHLHO

TJI01IIa TOBEPXHI Tijia

NIATPUMYIOYa Tepanis

IIEHTpaJIbHa HEPBOBA CHCTEMA

nuTapadin

dbayopeciieHTHa Ti0puau3anis in situ

nocnimkeHHss HLA-aHTUTeHIB 1JIs1 BHU3HAYEHHS TiCTOCYMICHOCTI

(CyMICHOCTI OpraHiB 1 TKAaHUH)

KUIBKICTD JIEHKOILIMTIB
dopma mepBuHHOI  00mikoBOi  mokymentanii  Ne 030-6/0
«PeecTpariifHa KapTa XBOpPOTO Ha 3JI0SKICHE HOBOYTBOPCHHS
Ne » Ta iHcTpykuist 3 1i 3alOBHEHHS, 3aTBEP/AKEHA HAKa30M
MiHicTepcTBa 0XOpOHHU 3710poB’s Ykpainu Bijx 28 numus 2014
poky Ne 527, 3apeectpoBaHUM B MIHICTEPCTBI IOCTHUIIT YKpaiHU
13 ceprast 2014 poky 3a Ne 959/25736



5

Po3aia 1. Opranizanis HagaHHS MeIUYHOI JONIOMOTH

1. IToJ10:KeHHA CTAHAAPTY MEIUYHOI IOTIOMOTH

[le#ti craHmapT BU3HAYa€ HaAJaHHSA JOMOMOTM TAaIlleHTaM 3 TOCTPUM
aiM@oOIacTHUM Jieiiko3oM 13 peapamwkyBaHHsiM KMT2A+ (MLL+ I'JIJI) Ta gitam 3
['JIJI KMT2A- (MLL- I'JIJT) mepiroro poky >KMTTS BIKOM Ha MOMEHT BCTaHOBJICHHS
niaraosy < 365 JHiB.

Menuuna nomnomora nariientam 3 ['JIJI 13 peapamxyBanuasm KMT2A+ (MLL+
['JUT) Ta mitam 3 TJIJI KMT2A- (MLL- I'JIJI) nepmioro poky *KHTTS Ma€e HaJlaBaTHCh
y 303, mo HamaoTh CHEIlali30BaHy MEIWYHy JOMOMOTY TallieHTaM 3
OHKOTEMAaTOJIOTIYHUMU 3aXBOPIOBAHHSIMH.

['JIJT i3 peapamxyBanusm KMT2A+ (MLL+ T'JIJI) Ta I'JIJT KMT2A- (MLL-
['JIJT) € okpemumu renernunumu migrunamu ['JIJI, a Tomy npu iX aiarHocTui Ta
JIKYBaHHI 3aCTOCOBYIOTHCS 3arajibHi MPUHITUIIN J1arHOCTUKY Ta BEJCHHS MAII€HTIB 13
['JIJT 13 000B’s13KOBUM ypaxyBaHHSIM BCiX HaBeJeHUX B 1iboMy CTaHAapTI MOJOKEHbD,
SIK1 JJOTIOBHIOIOTH 1 MOJIU(IKYIOTh JIIKYBaHHS MaieHTIB 13 AanuMu miarunamu [T

Menuuna pomoMora mamieHTaM 3 Oyab-skuM  miarunom [JIJI morpebye
MDKJIUCHMIUTIHAPHOT ~ CIIBOpAIli  Ta  1HTEPOBAHOTO  BEJCHHS  MAIlI€HTIB
MYJIbTUIUCIUILTIHAPHOIO KOMaHI010 (PaxiBIIiB, sIKi MAIOTh BIAMOBIIHY KBaJi(DiKaIio 1
JIOCBIJ] JIIKYBaHHS 3JIOSKICHUX HOBOYTBOPEHb T'€MOITOETUYHOI CHUCTEMHU Y IITeH 13
niarnoctoBanoro ['JIJI Ha mepiioMy poiri sKUTTS.

Bceranonenns niarno3y I'JIJI Ta noganbmii KOHTPOJIB i1 4ac JIKYBAHHS MAlOTh
3MIMCHIOBATUCHh IIEHTpalIi3oBaHO Ha 0a3l BU3HaueHOi pedepeHc-nadoparopii 3
JIIarHOCTUKM OHKOT'€MAaTOJIOTIYHUX 3aXBOPIOBaHb Yy JITEH, SKa Ma€ BIJMOBIIHE
MaTepialbHO-TEXHIYHE Ta KaJpOBe 3a0€3MeUeHHS.

O06’em, xapakTep, TPUBAIICTh Ta BCl aCMEKTH JIIKyBaHHS, PU3UKH, MTOB’A3aHI 13
THUM YH 1HIIMM METOJOM a0 €TarnoM Teparii, TOBUHHI 0OrOBOPIOBATHUCH 13 AL[IEHTOM
Ta/ab0  OaThbKaMH/MIKIyBaJIbHUKAMH/OMIKYHAMH  TallieHTa  ab0  3aKOHHUMH
MpeACTaBHUKAMU y TakuW crocid, sxkuit Oyae 3po3yMiiuM Ta OyJe BpaxoBYyBaTu
IHIUBIIyaIbHUN KYJIBTYpPHUNU Ta OCBITHIM piBE€Hb OAaTbKIB JUTHUHU a00 3aKOHHOTO
MpeICcTaBHUKA, OMIKYHA/TKIyBaJbHUKA.

2. O0rpyHTYBaHHA

['JUUT y miTeit mepuioro poky *HUTTS € PIAKICHUM 3aXBOPIOBAHHSIM 1 CTAHOBHTH
omus3pko 4% Bin ycix BunaakiB ['JIJI y miteit. Ilompu mokpailleHHS pe3ysbTaTiB
JikyBaHHs aiter crapmioro Biky 3 ['JIJI o >85% 6e3noziitHoi BUKMBAHOCTI, MPOTHO3
I ite meprioro Biky SkUTTs 3 [JIJI 3anuinaerbcss HeCHpUATIMBUM. PenuanBu
BUHUKAIOTh paHo, 90% BCIX MOAIN mpUNaaae Ha Nepii 2 POKU Micisi BCTAHOBJICHHS
niarao3y BpojpkeHoi ['JIJI, a BxKMBaHICTh MICIsA peUUANBY CTaHOBUTH juiie 20%.
(Driessen 2015) Bpomxena ['JIJI xapakrepusyeTbCsi BUCOKOKO 4HacToTOrO (~ 75%)
aHomatiii y xpomocomi 1123 13 3aimydeHHsIM T€HY TICTOH JII3UH METWITpaHcepasu
2A (KMT2A), sxuit panime HasuBaBcss MLL. PeapamxyBanus KMT2A
3ycTpivatoTees auie y 2% aiteit crapioro Biky 3 ['JIJIL. T'JIJI y aiteii nepiioro poky
KUTTSL Xapaktepusyerbes He3puinMm CD19-no3utuBHuM B-kiniTHHHUM (QeHOTUTIOM



(mpo-B I'JIJT) 6e3 exkcripecii CD10 1 BUCOKMM MyXJIMHHUM HABAaHTAKEHHSM HA MOMEHT
BCTAHOBJICHHS J1arHO3Y.

Ockinpku I'JIJT KMT2A+ (MLLATJII) ta TJIJI KMT2A- (MLL- T'JIJT) y aiteit
NEPIIOrO POKY KHUTTS € arpeCUBHUM 3aXBOPIOBaHHSM 13 3-piuHOI0 O€3pelHIMBHOIO
BIDKMBaHICTIO HIDK4Ue 40% (OUIBIIICTh PEIUAMBIB BUHUKAIOTD IMij] Yac JIKyBaHHS, 1B
TpeTUHU — mpotarom 1 poky Ta 90% — mpoTsrom 2 poOKiB MiCisl BCTaHOBJICHHS
JiarHo3y) KOMOIHOBaHe JIIKyBaHHsA 13 3acTocyBaHHsM XimioTepamii, TI'CK B
3QJIKHOCTI BiJ] (haKTOPIB PU3UKY, MOXKE OyTH €()eKTHBHUM.

MynpTUAMCUMIUTIHAPHUN TMIAX1 HAa OCHOBI B3aeMmofii OaraTonpodiibHOI
KoMaHau (axiBIiB, M0 MPUIAMAIOTh Y3TOJDKEHI KIIHIYHI PIMICHHS BIAMOBITHO 10
KOHKPETHHX TMOTpe0 Tmalli€eHTa, € BaxJIMBUM (akTopoM Jjsi 3a0e3nedeHHs
€(EKTUBHOTO JIIKyBaHHS.

3. Kpurepii ikocTi MeAMYHOI JOMIOMOTH

O00B’s13K0BI:

1) HasBHi 3aTBepMkeHi Ha piBHI 303, M0 HAZAIOTH CICIiAIi30BaHy MEIUYHY
JIOTIOMOT'Y MaIlieHTaM 3 OHKOTE€MAaTOJOTIYHUMH 3aXBOPIOBAaHHSIMH, JTOKYMEHTH, IO
KOOPAMHYIOTH Ta IHTETPYIOTh MEIUYHY JAONOMOrY Ui 3a0€3leUeHHs] CBOE€YACHOI
JI1arHOCTUKH Ta JiKyBaHHs giTelt 13 I'J1JI;

2) HasBHUH 3aIOKyMEHTOBAHUH 1HAMBITyaJIbHHUH TUIaH JIIKYBaHHS, Y3TOJDKCHHUMN 3
namieHToM Ta/abo 6aTbKaMu/IiKITyBAIbHUKAMHU/OIMIIKYHAMU TIAIll€eHTa a00 3aKOHHUMHU
NpEeACTaBHUKAMHU 1 JIOCTYHUN MYJIbTUAUCUUIUIIHAPHIN KOMaHAl, IO MICTUTh
1H(pOopMaIliIo PO A1arHo3 Mall€HTa, 3arajbHUMN MJ1aH JIKYBaHHS Ta 0COOJMBOCTI HOTO
IPOBEJCHHS,

3) OaThKW/MIKITYBATBHUKH/OQIIiHI OMKYHH Ta TAIEHTH 3a0€3MEUyIOThCS Y
JTOCTYNHINA dopmi 1HPOpMaIlI€I0 TIOI0 CTaHy MAalllEHTa, HASBHUX JIarHOCTUYHUX Ta
JIKYBaJIbHUX OIILIH, PE3yNbTATIB JIIKYBAaHHS, 10 OUIKYIOTHCS, MOXKIIMBUX YCKJIaJHEHb
Ta NMOOIYHUX €(EeKTIB KOXXHOTO BUAY Tepamii, Y3ro/)KEHOro IUIaHy JIIKYBaHHS Ta
MOAJIBIIOTO CIIOCTEPEKEHHSI, HABYAIOTHCSI HABUYKaM, HEOOX1THUM ISl TIOJTIMIIICHHS
pE3yJbTAaTIB MEAMYHOI IOMTOMOTH, HA/IAIOThCSl KOHTAKTH JIJI1 OTPUMAHHSI JT0JIaTKOBOI
1H(popMaIrii Ta KOHCYJIbTaIlIH.

Pozaia I1. [diarnoctuka

1. Io107xeHHsA CTAHAAPTY MEIMYHOI JOTIOMOT'H

JliarHoCcTHYH1 3ax0aM TepeadavaroTh BCTaHOBJICHHS (akty HasBHOcTi ['JIJI Ha
JICTaBI IUTOMOP(OIOTIYHOTO, IMTOXIMIYHOTO, IMYHOIIUTOJIOTIYHOTO,
IUTOT€HETUYHOTO  JIOCTI/DKEHb — acmipaTiB  KICTKOBOTO  MO3KY, JIOCIIKEHHS
CTpaTU(DIKYIOUUX  MOJEKYJISPHO-TCHETUYHUX 1  IUTONEHETUYHUX  aHOMAJIIH
BU3HAUCHHsS  OOOB’SI3KOBHUX  MPOTHOCTMYHHMX  XAPAKTEPUCTUK  3aXBOPIOBAHHS,
BiAMOBIAHO 10 CTaHaapTy MeauyHOi gornoMoru «l'octpuii giMdoOIacTHU JTeHKO3 y
niTed (JIIKyBaHHS B TMEPIIOMY TOCTPOMY TMIE€pIOAi)», 3aTBEPIKEHOTO HaKa3oM
MinicTepcTBa 0XOpOHU 310poB’st Ykpaiau Big 23 TpaBusa 2024 poky Ne 876 (mami —
CTaHJAPT 3 HaJaHHs MeAu4YHOi nornoMoru mpu ['JIJT).
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JliarHOCTHKa HaAsSBHOCTI B JeHKeMIYHOMY KJOHI peapamwxyBaHHi KMT2A
(MLLATJIJI) 3midicHioetbess metomoM FISH Tta/abo metomom IIJIP B pexumi
JOCITIKEHHS eKCIpecii OHKOTEHIB 3 JIETEKITI€I0 B pealbHOMY 4aci. XapakTepHUM s
KMT2A (MLL+T'JUJI) € nasiBHicTb t(11;23), t(4;11), t(6;11), t(9;11), t(10;11), t(11;19).

2. OOrpyHTyYBaHHSA

['JIJI KMT2A+ (MLLATJIT) Ta I'JIJT KMT2A- (MLL- I'JIJT) y aiteit nepiioro
poKy kuTTH - okpemi Buau ['JIJ1, Buznaueni Knacudikamiero BOO3 2016 poky.

Hanunii Bug ['JIJI xapaktepusyeTbCcsi BKpald HECHPHUSTIMBUM IIPOTHO30M IIPHU
3actocyBaHHI ctanmaptHoi Tepamii [JIJI, a Tomy BuMarae 000B’S3KOBOTO PaHHBOTO
BKJIIOUEHHSI B Tepamiio MUTapadiHy, IMyHOTepamii Ta, y BIAHOCHO BEJHKIM 4acTKU
BUMaKiB, BuMarae nposefeHHs TT'CK B meprriif KOMITJIEKCHIN peMicii.

BpaxoByroun 11e, 3 MeToro oTpumanHs nauieatamu 13 KMT2A+ (MLL+TJIJI) ta
KMT2A- (MLL- I'JIJT) HayexxHOTO JIIKYBaHHS, HEOOXIJHIUM € BU3HAYCHHS HasBHOCTI
abo BiACYTHOCTI peapanxyBaHHs reHiB KMT2A jy1s BCiX A1arHOCTOBAaHUX BHUIAJIKIB
BpopkeHnx ['JIJI.

3. Kpurepii sikocTi MeAM4YHOI 7OIOMOTH

O00B’A3KOBI:

1) Bcranosnenns giaraosy I'JIJI s3mificHioeTscs BimmoBigHo g0 CraHmapry
MeauyHoi jgonomoru «loctpuii niMdoOIacTHUM JNeldko3 y fiTedt (JiKyBaHHS B
MepIIoMy TOCTPOMY II€piOJil)», 3aTBEPKCHOr0 Haka3oM MIHICTEpPCTBa OXOPOHU
310poB’st Ykpainu Bix 23 TpaBusa 2024 poky Ne 876;

2) mis BCiX JMIarHOCTOBAaHMX BUMNAAKIB BpojpkeHoi ['JIJI mae Oyt mpoBeaecHO
BU3HaueHHs peapanwxkyBanHs KMT2A Bianosigno no Kiacudikamii Heomiasiid
rematoiMdoiaHoi cuctemu BOO3;

3) 3a HasIBHOCTI peapaHKyBaHHS KMT2A,
OaTbKaM/MIKIyBaJIbHUKAaM/OIMIKYHaM/3aKOHHUM ~ TIPEICTaBHUKAM Ta  MallieHTaM
HAJa€eTbcsl  JoJaTkoBa  1H(opMalliss Mpo OKpeMi TEeHETHYHI  O0COOJIMBOCTI
3aXBOPIOBAHHS, HEOOXiNHY IHTEHCU(IKAIl0 Teparmii, MPOTHOCTUYHUMA BIUIUB Ta
MOTEHI[IITHY HEOOX1IHICTh 3acTocyBanHs imyHoTepartii Ta TI'CK B mepiiomy rocrpomy
nepioJ.

Posnin I11. JlikyBanust

1. Io107xeHHS CTAHAAPTY MEAMYHOI 10IIOMOTH

303, 1m0 HaAaTh CHEIiali30BaHy MEIUYHY JOTIOMOTY JaH1i KOropTi MaIrli€HTIiB
MOBUHHI MaTH MOKJIMBOCTI1 1HAMBIYaTIbHOT 13011111 MAIIEHTIB Ta AOCBIJ JIIKYBaHHS, a
TaKO0 MOXJIMBOCTI JI0 MpoBeAeHHs iMyHoTepanii Ta anoreHHoi TI'CK.

JlikyBanns nited nepuoro poky »xutts 3 I'JIJI KMT2A+ (MLL+TJUI) ta I'JIJI
KMT2A- (MLL- I'JUT) 3niiCHIOETBCS IUITXOM TPOBEICHHS MPOTPaMHOi MOCIiT0BHOT
xiMioTeparlii, BIJIMOBIIHO 0 OCHOBHUX €TaIllB, BU3BHAYCHUX JO0 CTAHAAPTY 3 HaJaHHs
meanuHoi nonomoru nipu I'JUI, 3 ypaxyBaHHAM 0COOIMBOCTEH, HABEIEHUX Y TOAATKY
2 o nporo CtaHaapry.
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[Mamiearam i3 KMT2A+ (MLL+TJUI) T'JUJT Ta 3 KMT2A- (MLL- T'JUJI) TJUJI
MIEPIIIOTO POKY JKUTTS HEoOXiJaHe i1HTeHCH(IKOBaHE JIKYBaHHS 13 OOOB’SI3KOBUM
BKJIFOUEHHSIM ITUTapadiHy Ha eTarax 1HIyKIHHOT Tepartii.

[Tamieatn i3 KMT2A+ (MLLATJUI) T'JIJI MoxyTh moTpeOyBaTH BKJIIOUCHHS
IMyHOTepanii Ha paHHIX eTanax JiKyBaHHS.

2. OOrpyHTYBaHHS

I'JUT 13 peapamxyBanusmM KMT2A+ ta I'JIJI KMT2A- nepuioro poky >KUTTS €
arpeCMBHUM 3aXBOPIOBAHHSM 13 3-pIYHOI0 OE€3pEIUIMBHOIO BI)KMBAHICTIO HIKYE
40%.

Bukopuctanus iMyHoTeparii, B aHii KOTOPTH Malli€HTIB, MPOJIEMOHCTPYBAJIO
YiTKI TIEpeBaru BiJ paHHHOTO BKJIIOUEHHS, B MOEAHAHHI 13 PEKMMOM XiMIOTEparii,
AKUWA 3acCTOCOBYBaBCA B Xoil jnociimpkeHHs Interfant-06. Pesynbratu gaHoro
JOCHIKEHHSI TTOKa3aau €(EeKTUBHICTh Ta OE3MEUHICTh MPOTIrOM JiKyBaHHA 13 2-
plYHMM O€310A1IMHUM BH>KMBaHHSAM Ha piBHI 81,6%.

3acTocyBaHHA iIMyHOTeparii 3a0e3neuye gocaraeHns M3X-HeraTuBHOTO CTaTycy
nepen TI'CK y 61111101 K1JIbKOCTI TAIIEHTIB, 110 MPSMHM YHHOM BILIMBA€E Ha KIHIICBUI
pe3ynbTaT, Ta B3araji 103Bojisie okpemMuM naiientam orpuMatu TI'CK, B mopiBHAHHI
13 cranpaptHoto Tepamieto. TI'CK, gk MeToa KOHCOMIAYIOUOro JIIKYBaHHS, MpPH
KMT2A+ TJUUI ta KMT2A- TJUI y giTeit mepmioro poky >KUATTA 3a0e3neuye
30UTBIICHHS TOKA3HUKA OE3pPEIUANBHOTO BUKUBAHHS B TPYIIl BACOKOTO PU3HUKY.

3. Kpurepii ikoCTi MeAMYHOI JOMIOMOTH

O00B’s13K0BI:

1) nmoTpuMaHHS 3arajbHOTO IUIAHY JIIKYBaHHs, TOYOK KOHTpoiito M3X Ta
cTparudikauii B rpynu pu3uky i namientiB i3 KMT2A+ I'JIJI ta KMT2A- T'JUL y
JUTEN NEePILIOTro POKY XKUTTS, HABEAEHOro y 1oaatky 1 o uporo Crangapry;

2) KO>KHMI HACTYITHUH €Tall JIKyBaHHS BIAMOBIIHO IO IPYIH PU3HKY TaIli€HTa
PO3MOYMHAETHCA MICHS JOCATHEHHS BHU3HAYEHUX Ja00OpaTOpHUX Ta KIIHIYHUX
KpUTEPIiB Ta MPOBOIUTHCSA 3T1THO 3 JOJATKOM 2 110 11boro CTaHmaapTy;

3) 3MmiHa IUTaHy JIKYBaHHS, BHKJIIOUEHHS 13 HbOTO OKPEMHUX TEpareBTHYHHX
CJIEMEHTIB B 3aJIEKHOCTI BiJl KJIIHIYHOI CHTYyallii, MOXK€ MPOBOJAUTHCH TIIbKUA 3a
PIIIICHHSM MYJIbTUIUCIUILTIHAPHOTO KOHCHITIYMY (haxiBIIiB;

4) TpOTATOM BCHOTO TMEPIOAY JIKyBaHHS Ma€ 3IIHCHIOBATHCH PETCIbHUI
KIIHIYHAA Ta J1a0OpaTOpHUA KOHTPOJIh HEO0aKaHMX TOKCHYHUX e(EeKTiB Ta
YCKJIaJIHEHb Teparii Ta iX CBoe4acHa KOPEKIIis;

5) 3a HasBHOCTI moka3anb 70 ajgorernHoi TI'CK mpoueaypa mouryky moBHICTIO
CYMICHOT'O POJIMHHOTO a00 HEPOAMHHOTO JIOHOPA, a00 AJIbTEPHATUBHOIO JOHOpPA Mae
OyTu iHIlIlOBaHAa HE Mi3HIIIE moyatky ¢a3u iHTeHcudikyrodoi Tepamii. Jani mpo
naiieHTa MalTh OyTH mepefaHl MyIbTUAUCUIUIUTIHAPHOMY KOHCUJIyMy (axiBLiB
303, mo 3miiicaioe anorenny TI'CK mitsam st y3rogxenHs: yacy HLA-TtunyBaHHs
NaIl€HTa, YWICHIB POJMHU Ta MOLIYKY MOBHICTIO CYMICHOIO HEPOJUHHOTO JOHOpa B
MDKHApOJIHINA 0a3i JOHOPIB, Y3TOMKEHHSI MOJANIBIIN0OT TAKTUKH BEICHHS Ta JIOTICTUKU
Nalji€eHTa Ha TPAaHCIUTAHTAIHHUHN eTarl JIKyBaHHS,

6) BIAMOBIAHICTH TAIiEHTAa O TPAHCIUIAHTAI[IHHOTO €Taly BH3HAYA€ETHCS 3a
KpUTEPISIMU, HABEJICHUMH Y TOAaTKy 3 110 mboro CTaHaapry;
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7) mpodinakTrka iH(EKIIHHNX YCKIaIHEHb Nependadac BUKOHAHHS 3aXOJiB 3
iH(DEeKIIHOrO  KOHTpOJ0  BiANOBIAHO 10 CraHmapTy MEIWYHOI JIOMOMOTH
«PartioHanpHe 3aCTOCYBaHHS aHTHOAKTEpIaJIbHUX 1 aHTHU(YHTaJIbHUX IpernapariB 3
JIKYBaJIbHOIO Ta MPO(PITaKTUUYHOIO METOI0Y», 3aTBEPIKEHOI0 HakazoM MiHICTEepCTBa
OXOpOHHU 3710poB’st Ykpainu Big 18 TpaBus 2022 Ne 823;

Bba:xkani:

8) 3a HasBHOCTI: nepcucteHIii M3X-TIO3UTUBHOTO CTaTyCy Ha BUCOKOMY PiBHI;
pedpakTepHOCTI 3aXBOPIOBAHHS; HAJIPAHHHOT'O PELUIUBY 3aXBOPIOBAHHS MMAllIEHT MA€
OTpUMATH JIKYBaHHS 13 3aCTOCYBaHHSIM IMyHOTepamii Ta I1HIIWX 1HHOBAIlIWHUX
METO/I1B.

Pozaia IV. [lopaabiue cocrepeskeHHs

1. IToJ10KeHHSI CTAHAAPTY MEIUYHOI IONIOMOTH

[Ticnst 3aBepilieHHS] CHEIIaIbHOTO JIIKYBaHHSI 4Yepe3 HeOe3NeKy pO3BUTKY
pElUIUBY 3aXBOPIOBaHHS, 3 METOI PAaHHBOTO MOro BHUSIBJICHHS, a TaKOX JUIs
npod1IaKTUKY Ta JIIKYBaHHS BITAJICHUX HACTIAKIB Tepamrii, nutuna 3 ['JIJI migisarae
CIIOCTEPEKEHHIO JI0 IOCATHEHHS BIKYy 18 poOKiB.

[Tomanbiie cnoctepexeHHs Tmependayae TMEepIOAUYHI IUIAHOBI OTJISIU  Ta
KOHCYJIbTaIl1 (PaxiBIliB 32 HEOOXIHOCTI, MPOBEACHHS OCIHIKEHb BIIMOBIIHO O
IJIaHy CIOCTEPEKEHHs, 3aXOAu 3 BIJHOBIEHHA (TIOKpAIEHHS) BTpPayCHUX
(mopymienux) (QyHKIN, MCUXO-COLIANIBHOI ajamnTailii, BiJHOBJIEHHS HOPMAJIbHOTO
cnoco0y »xuttd. OcoOnuBa yBara Ma€e OPUAUIATACH NPOQUIAKTHUII Ta KOPEKIli
HEHPOKOTHITUBHUX PO3JAAIB, €HIOKPUHHUX MOPYIIEHb, OCTEOIEHIi, aCeNTUYHOIO
HEKpO3y r'0JIOBOK KYJIBIIOBUX CYIJIOO1B.

2. OOrpyHTyBaHHSA

B auTsyiit  OHKOJIOTIT OCOOJIMBOCTI CIOCTEPEKEHHS 3a MAI[l€EHTOM TICIs
MPOBEICHOTO JIIKYBaHHS OOYMOBJICHI HEOOXIJHICTIO YCYHEHHS YCKJIaJHCHbD,
MOB’SI3aHUX SIK O€3MocepeIHhO 3 JIEI0 MyXJIWHU Ha OpraHi3M, Tak 1 3 HacIiAKaMu
Teparnii. 30KpemMa, 4acTO BUHUKAE MOTpeda B KOMIEHcallli Ae(eKTiB, Kl 3’ SBUIUCS
TICTIsl XIpypriYHOTO BUAAJICHHS TyXJIMHU, Ta BITHOBJICHHI OpraHi3My, 110 MOCTPaX/1aB
BiJl TOKCHUYHOT i1 XiMi0- Ta MpOMEHeBOi Teparii Tomo. Pi3udHa Teparis € BAKIUBUM
KOMITOHEHTOM peabutiTamiifHoro mporecy. Bona nepenbayae (i3sudHy aKTHUBHICTD,
TEepaneBTUYHI BMOpPaBU 1 AaKTHUBHY TPy 3 METOI BIJHOBJEHHS CHJIM, PIBHOBArW,
THYYKOCTI Ta KOOpAuHaIli. BayxuBe 3HaUeHHS Ma€ MCUXO0JI0T1YHa JoroMora (paxiBIliB
3 METOIO MMO3UTUBHOTO BIUIMBY Ha MCUXOJIOTIYHUNA CTaH AUTHHM Ta ii CiM 1.

3. Kpurepii ikocTi MeAMYHOI JOMIOMOTH

O00B’s13K0BI:

1) mamienTam Ta/abo OaThbkaM TAIllEHTA/OMIKyHaM, IMIKJIyBaJbHHUKAM abo
3aKOHHUM TIpEACTAaBHMKAM TaIllEHTAa TICJs 3aBEPILICHHS CIEIialbHOTO JIIKYBaHHS
HAJAEThCs 1H(OpMAITlS 1010 MOKIIMBUX BIANANEHUX MOOIYHUX €(dEeKTIB JIKyBaHHS,
HEOOX1IHOCTI IPOBEACHHS MEPIOUUYHUX 00CTEXKEHB Y 3B'SI3KY 3 BUCOKOIO HEOE3MEKOI0
BUHUKHEHHS PEelUIMBY ab0 1HIIOI MyXJIMHHU, PEKOMEHJAIl MIOA0 CIOCO0Y KHUTTH,
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peXHUMYy XapuyBaHHS Ta (PI3MYHUX HABAaHTAXXEHb BIAMOBITHO 10 1HIUBITYaJbHO
CKJIAJICHOTO TJIaHy,

2) IIaH CIOCTEPSIKCHHS IMepefdayae HE pialie OJHOro pasy Ha pik abo, 3a
MOKa3aHHIMHU OUIBII YacTo, TMPOBEACHHS OOCTEXXEHHS JiKapeMm-mieaiaTpoM abo
JIKapeM 3arajibHOi MPaKTHUKU-CIMEWHOI MEIMIIMHM Ta BKIIOYae: 30lp aHaMHeE3y Ta
CKapr marlieHTa, (i3uKaabHUM OIJISA Ta OIIIHKY ITOKA3HHMKIB (PI3UMYHOTO PO3BUTKY
JUTUHHA, KOHTPOJIb 3arajJbHOKIIHIYHUX JIAOOPATOPHUX MOKAa3HUKIB; 32 HEOOX1THOCTI
MaIi€HT HAPaBJISE€ThCS Ha KOHCYJIBTAIlIIO 10 BIAMOBIAHOTO (haxiBIs;

3) oauH pa3 Ha pik ado JacTiiie, 3a MOKa3aHHIMH, TPOBOAUTHCS OTJIS IMalli€HTa:
JiKapeM-0(TaabMOJIOTOM, JKapeM-eHIOKPHUHOJIOTOM, J1KapeM-HEBPOJIOTOM,
JIKapeM-0pTONeIoM,

4) micis 3aBepIICHHS CIEIIaTbHOTO JIIKYBaHHS HEOOXiHA KOHCY/IbTAIIs JiKaps
IMYHOJIOTa JUTSYOTO 3 METOKO PO3POOKH 1HAMBITYAIBHOIO IJIaHY BaKIIMHALII].

IngukaTopu sIKOCTI MeAMYHOI JOTIOMOTH
1-piuna BmxuBanicTh namieHTiB 3 ['JIJ1 3 peapamkyBanasm KMT2A (KMT2A+)
ta 0e3 peapamwkyBanHss KMT2A (KMT2A-) nepiioro poky >KuTTs.

IHacnopT iHAMKATOPY AKOCTI MEAUYHOI JONIOMOTH

[HAMKATOp IPYHTYETHCS HA TOJIOKEHHSX 11boro CTaHaapTy.

3ayBakeHHsI IIOAO IHTEpIpeTarlii Ta aHam3y iHauKaTopa. [Toka3HUK BiIHOCHOI
BIDKMBAHOCTI Ma€ PO3PaxOBYBATHUCS 3a JIOTIOMOTOI0 YHi(iKOBAaHOTO MPOTPaMHOTO
3a0e3nedyeHdss HarioHaapHUM KaHIEp-peecTpoM YKpaiHu, B SKOMY peani3oBaHa
BiJIITOBITHA MeToAoJ0Tis. JlomiapHe 00uncaeHHs nmokasuuka 1-o, 2-o, 3-, 4-, 5-piunoi
BIJIHOCHOI BHIKMBAHOCTI B 3aJIe)KHOCTI BiJ CTaTi Ta CTafii 3aXBOPHOBAHHSI.
Henpunyctumi npsiMi  MOpPIBHSAHHA MOKAa3HHWKA BIJHOCHOI  BMXKMBAHOCTI 3
aHAJIOTTYHUMH TOKa3HUKAaMH, OOYMCICHHUMH 3a IHIIOK Merojaooriero (1l-piuna
JICTANBHICTh; BIJCOTOK XBOPHX, SIKI HE MPOXKUJIM POKY 3 MOMEHTY BCTaHOBJICHHS
JarHo3y; BiJICOTOK XBOPHX, IO MepeOyBalOTh HA OHKOJOTIYHOMY OOJIKY 5 pOKIB 1
Oinpmie Tomo). Ha BamiaHICTh MMOKa3HUKA BIIHOCHOI BH)KMBAHOCTI BIUIMBA€E TTOBHOTA
JAHUX IOJI0 JKUTTEBOTO CTaHy IMAIIEHTIB, sKi TepeOyBalOTh Ha OHKOJOTIYHOMY
o0umiky. ¥ Bunaaky 3HauHoi (0inbine 5%) KiTbKOCTI BUNAAKIB, [IEH3YPOBAHUX Yepe3
BIJICYTHICTh JIOCTOBIpHOi i1H(OpMaIli MNpO >KUTTEBUM CTaH TMAIEHTIB, MOXJIMBA
CUCTEMaTUYHa MMOMUJIKA TIPU MOPIBHAHHAX. MiKperioHaJIbHI MOPIBHAHHS MMOKa3HUKA
BiJIHOCHOT BIDKHBAHOCT1 MAaIOTh MIPOBOJAMTHCS 3 YPaXyBaHHIM CTATHCTUYHOT ITOXUOKH.
Cnin 3BaxaTd Ha 3arajoM HEJIOCTaTHIO KIJbKICTh TMAIlEHTIB JJi1 MPOBEICHHS
HIOPIYHUX MIXKPETIOHAJIbHUX MOPIBHSHb.

Jani BigHocHOi BwxkuBaHocTi aitedt 3 ['JIJI 3 peapanmxyBanuim KMT2A
(KMT2A+) Ta 6e3 peapamxyBanass KMT2A (KMT2A-) Bcranosneni B 2020-2021
pokax, HaBenieH1 B bronereni HamionansHoro kanuep-peectpy Ykpainu Ne 25 «Pak B
Vkpaini, 2022-2023. 3axBOprOBaHICTb, CMEPTHICTb, TMOKA3HUKU JAISUIBHOCTI
OHKOJIOTIYHOI CIIyO0m» (IHTepHET-MOCHWIaHHA Ha caiiTi HamionanpHOrO Kasuep-

peectpy).
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[inboBuii (OakaHuii) piBEHb 3HAYEHHS 1HIMKATOpa Ha €Taml 3alpoBaKEHHS
nporo CTaHAapTy HE BU3HAYAETHCS 3apajd 3aroOiraHHsS BUKPUBJICHHIO peabHOI
CUTYyaIlli BHACTIOK aIMIHICTPAaTUBHOTO THCKY.

[HCTpYKITIS 3 00UMCIIEHHS 1HIUKaTOpA.

Opranizaiiis, sika Ma€ OOYMCIIIOBATH 1HAUKATOP: CTPYKTYPHI MIIPO3AUIN 3 TUTAHb
OXOPOHHM 37I0POB’sI MICIIEBUX JICP)KaBHUX aJIMIHICTpallii.

303, skuii Hagae madi: oHkojoriunuii 303, iHGOpMaIIHHO-aHAITUYHI BIJIIH
MEIUYHOI CTaTUCTUKU OHKosoriyHuxX 303, 1o po3TalioBaHi Ha TEPUTOPIi
00CITyrOByBaHHS.

JlaH1 HAAAIOTHCS BIAMOBIIHO O BUMOT TEXHOJIOTIT BEICHHS KaHIIEP-PEECTPY.

Meton  oOuucneHHs ~ IHOUKAaToOpa:  aBTOMATW30BaHa  oOOpoOKa  JaHHUX
HanionansHOro Kanuep-peectpy YKpaiHu BIATOBIAHOL MOMYJISALII.

[Toka3HUK BITHOCHOI BUYKUBAHOCTI OOYHCIIIOIOTECS aBTOMAaTU30BAaHOKO CUCTEMOIO
BEJICHHSA MOMYJSLIMHOIO KaHlep-peectpy. [Ipu oOuuclieHHI BpaxOBYIOThCSI BIKOBI
MOKa3HUKK OYIKYBAHOT CMEPTHOCTI 3arajabHoi nmomyssiii. [lamienTtu, siki BuOynu 3-mij
CIIOCTepEeKEeHHs (BIZACYTHI BIJJOMOCTI IIIOJI0 JKUTTEBOTO CTaHy IAIli€HTa MEHII HIXK
yepe3 S POKIB MiCIsi BCTAHOBJIEHHS J1arHO3Y), MEPEBIPSIIOTHCA.

3HAaMEHHHUK 1HJIMKATOpa CKJIaJa€e 3arajbHa KuibKicTh gited 3 [JIJI 3
peapamxyBanaiM KMT2A (KMT2A+) Ta 6e3 peapamkyBanass KMT2A (KMT2A-),
3apeECTPOBAHUX MPOTITOM 3BITHOTO IMEpiogy Ha TepuTopli oOciyroByBaHHs. 3i
3HAMEHHHUKA BHUK/IIOYAIOTHCS MAI[I€HTH, SAKI MalOTh OLIbIIE OJHOTO 3JI0SKICHOTO
JiarHo3y (MHOXHHHI paky).

Jxepenom irdopmariii e: ¢dopma Ne 030-6/0, 6aza mammx HamionamnbHOTO
KaHLIEep-peecTpy Y KpaiHu.

UucenpbHUK 1HAWMKATOpa CKJIaJa€ 3arajibHa KuibkicTh gited 3 [JIJT 3
peapamxyBanaiM KMT2A (KMT2A+) ta 6e3 peapamxkyBanass KMT2A (KMT2A-),,
3apeeCTPOBAHMX BMOPOJOBXK 3BITHOIO IMEPIOAY Ha TEPUTOPli OOCIYroBYBaHHS, SKi
MIPOKUIIN S POKIB 1 O1IBIIIE 3 MOMEHTY BCTAHOBJICHHS J1arHO3Y.

Jlxepenom iHpopmanii €: ¢dopma Ne 030-6/0, 6aza nmanux HamionamsHOTO
KaHLEp-peecTpy YKpaiHu.

3HadYeHHS 1HIUKATOpa HABOJIUTHCS Y BIJCOTKAX.
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Hepenik JiTepaTypHHX [Kepesl Ta HOPMATHBHO-MPABOBHX AaKTiB,
BHKOPHCTAHHX NPH Po3podui cTaHAapTY MeAHYHOI I0NOMOTH

1. EnextpoHHuil aokymeHT «KniHiyHa HacTaHOBa, 3aCHOBaHa Ha JIOKa3ax
«JliarHOCTHKa Ta JiKyBaHHS rocTpoi niMpobdnacTHOT JielkeMii y AiTew Ta MiTiTKIBY,
2023.

2. Haka3 MiHicTepcTBa OXOpOHU 340pOB’s YKkpaiau Big 22 ciung 1996 poxy Ne 10
«IIpo cTBOpEHHSA HALIIOHAILHOTO KaHLEP-PEECTPY Y KpaiHuY.

3. Haka3 MiHicTepcTBa 0XOpoHM 310poB’s YKpainu Bix 28 nucronana 1997 poky
No 340 «IIpo ynmockoHaleHHs oprasiszamii ciayxO0u NIpoMeHeBOi HIarHOCTUKH Ta
MIPOMEHEeBO1 Teparii».

4. Haka3 MiHicTepcTBa 0XOpOHH 3/10poB’s YKpaiHu Bia 15 rpyaus 2009 poky
Ne 954 «I1po 3arBepmxeHHs I[IpumipHoro Tabens OCHAllEHHS OCHOBHHM MEIWYHUM
o6naaHaHHAM Ta BUpOOAaMH MEJMUHOTO MPU3HAYEHHS JiKYBAIBHO-IPOQITaKTHYHUX
3aKiIaJiB OXOPOHH 3J0pOB'SA, IO HANAOTh MEIUYHY JOIOMOTY OHKOJIOTIUHUM
XBOPUM).

5. Haka3 MinictepcTBa OXOpOHH 310poB’s YKpaiuu Big 14 mrotoro 2012 poky
Ne 110 «IIpo 3aTBepaxeHHs (OpM MEPBUHHOT OOIIIKOBOT JOKYMEHTAIli] Ta IHCTPYKIIH
MO0 iX 3amOBHEHHS, IO BHKOPUCTOBYIOTBCS Y 3aKjiaZaXx OXOPOHHM 310pOB’d
HE3aJeXKHO Bijg (OPMH BIACHOCTI Ta MIANOPANKYBaHHS», 3apEECTPOBAHHUU B
MiHictepersi octuuii Ykpainu 28 kBitHs 2012 poky 3a Ne 661/20974.

6. Hakaz MinicTepcTBa 0XOpoHU 310poB’s YKpainu Bix 28 sepecHs 2012 poky
Ne 751 «I1po cTBOpeHHS Ta BIPOBA/PKEHHS MEAHMKO-TEXHOJOTIYHUX NOKYMEHTIB 31
CTaHAapTH3alii MeJU4YHOI JONOMOTH B CHCTeMi MiHicTepcTBa OXOPOHH 370POB S
Ykpainn», 3apeectpoBaHuii B MiHicTepcTBi locTulii YKpaiHd 29 nucronana
2012 poky 3a Ne 2001/22313.

7. Haka3 MiHicTrepcTBa 0XOpoHHU 310poB’s Ykpainu Big 01 xoeths 2013 poky
Ne 845 «IIpo cucteMy OHKONOTIYHOI JONOMOTH  HAacCelleHHI0O  YKpaiHu»,
3apeecTpoBanmii B Minictepctsi tocTuLii YKpainu 16 ciuns 2014 poky 3a Ne 77/24854.

8. Haxaz MiHicTepcTBa 0XOpOoHH 310poB’s Ykpaiuu Bia 12 Oepesns 2023 poky
Ne 418 «[Ipo 3aTBepmKeHHsS LIICTHAAUATOro BHUIycKy JlepxkaBHoro ¢opMynspa
NiKapCchKUX 3ac00iB Ta 3a0e3feyeHHs HOro JOCTYITHOCTI».

9. Haka3 MiHicTepcTBa OXOpOHH 3A0poB’st Ykpainu Bif 23 tpaBusa 2024 poky
Ne 876 «Ilpo 3arBepmxenHs CraHgapty Meau4dHoi Jonomoru «l octpuit
niM¢poOacTHHIL Neiiko3 y aiTe# (JiKyBaHHA B IIEPIIOMY FOCTPOMY MEPIoi )».

B.o. aupekTopa [lemaprameHTy

MeAHYHUX NoCayT €eres TOHYAP




Honatox 1

no Crangapty MeAUYHOI JOMOMOTH
«Toctpuit  miMmpobnacTHuil  nelko3 3
peapamxyBaHHsIM KMT2A (KMT2A+) ta
0e3 peapamwxkyBanHsi KMT2A (KMT2A-)y
JITEH MepIIOTo POKY KUTTSI

(miamyskT 1 myHkTy 3 pozaury III)

3araabHuii IUIaH JiKyBaHHs, KOHTPoJ10 M3X ta crpaTudikanisa B rpynu
pu3uky aasa namieHTiB i3 KMT2A+ I'JIJI ta KMT2A- I'J1JI nepuioro poxky

AKUTTHA

\ OCTADAD H nr
KMT2A + . .
Epo,qmeuamﬂH IHaykLia HIM\;HOTepamﬂ—[ Protocol IB H MARMA
TICK

1 A

U1

KMT2A - [HAVKLIS
BpoaeHa [M11 Ayky

I ey y B
i 1 T 1

CrpaTudikauisa pusuky

|

Bucoxkuii pusux

KMT2A+ ta

BIK Ha MOMEHT BCTaHOBJICHHS
niarHo3y < 6 MICAIIiB Ta
neiikorut >300x10%71 Ha wac
BCTAHOBJICHHS J[1arHO3Y

Ta/adb0 T1IOTaHa BIAMNOBIOAL HA
MIPEIHI30JI0H.

Cepenniii pusuk

Vi 111 BUITAIKHA
KMT2A+ ta Bik > 6 MicSLIB




[IponoBxenHs nonarka I

KMT2A+ Ta Bik < 6 MIicCHLIB Ta
imimianera WBC <300x10%n Tta
rapHa BIJIIIOB1/Ib Ha TPEIHI30JI0H.
Busnauennsa M3X aias HeMoBJAT i3 | BusHauenna M3X ajs HeMOBJAT i3
KMT2A+ KMT2A-
15 ta 33 nob6a Iuaykmii 15 Ta 33 noba [naykmii
15 Ta 29 no6a imyHoTeparmii. Ilepen TepaneBTUIHUM
Ilepen TEepareBTUYHUM enemenToM MARMA.
enemenToM MARMA. Ilepen TEpaEBTUYHUM
[lepen TEPANIEBTUYHUM enementom OCTADAD.
enementoM OCTADAD. Ilepen mouarxkom IIT Ta mo ii
Ilepen mouatrkom IIT Ta mo ii 3aKIHYEHHIO.
3aKIHYEHHIO.
IpumiTku:

3aranpHa TPUBAIICTh Teparlii CTAaHOBUTH 24 MicsMi Ul TPYNU CEPEHbOrO0 PU3UKY BiJ MOYATKY
[Hyxmii.

TI'CK — BCi mamieHTH TPYImM CepefHboro pusuky 3 M3X-mosutuHuM >5x10 (>0,05%) micns
TepaneBTHUHOTrO enneMeHTy MARMA Ta Bci namieHTH rpylny BUCOKOTO PU3UKY HE3AJIEKHO Bijl PIBHSA
M3X maroth nokazanss st nposenenns TT'CK.




Honatok 2

1o CtaHnapTy MEIUYHOI JOTIOMOTH
«Toctpuit  mimdoOracTHUi  JEHWKO3 3
peapanxkyBanHsiM KMT2A (KMT2A+) ta 6e3
peapamxkyBanast KMT2A (KMT2A-) y mitei
HEPIIOTO POKY KHUTTSD)

(myHkt 1 po3ainy 1)

Onuc okpeMux eTamiB JiKyBaHHS NAaLi€HTIB i3 peapan:kyBanuam KMT2A
(KMT2A+) ta 0e3 peapan:xyBanusg KMT2A (KMT2A-) y aiteit nepmoro poxy
KUTTH

JlikyBanns narienTiB 13 ['JIJI mepioro poky >KUTTs nependayae MpOBEICHHS
HACTYIMHOI MOCII0BHOCTI JIIKYBaJbHUX €JIEMEHTIB:

1) iHgyKIis;

2) iMmyHOTepamis™;

3) Protocol IB;

4) MARMA;

5) OCTADAD;

6) IIT;

7) TI'CK (st oOkpeMo1 KOTOpTH MAIli€HTIB BIIMOBIAHO 10 HAIBHUX ITOKA3aHb)

[Tpumitka: *enemenT 11 manieHTiB 13 KMT2A+.

[Tepen mouyatkoM enemMeHTy “IHAYKIIS MPOBOJATH BCl HEOOXI/IHI IIarHOCTUYHI1
00CTEXEHHs, BCTAHOBJICHHSI LIEHTPAJIbHOTO BEHO3HOTO KaTeTepy, OaKTeploJOriyHHMA
Ta BIPYCOJOTIYHUN CKPUHIHT, 1H(GOPMYBaHHS OAaThKIB/OMIKYHIB a00 3aKOHHUX
MPEACTaBHUKIB JUTHUHU MPO TiependadeHuit 00’eM JIIKyBaHHS, MOTEHIIHHI MOKJIIUBI
HECMPUSATIMBI TOJIi TiJ 4Yac HOro MpOBEJCHHS, acOliOBaHI 3 HUM PHU3UKH Ta
OUiKyBaHy €(DeKTHBHICTh B IJIaH1 TOBHOT'O OJTy>KaHHS.

1. IlpeanizosioH0Ba mpeda3sa

Ha mouartky mnpennizonoHoBoi npedasu ado a0 i1 mpoBeAeHHS HEOOXITHUM €
3a0€3MeUYeHHs] MOCTIMHOIO LEHTPAJIbHOIO BEHO3HOro JocTymy. Ha mouartky
MPEAHI30JI0HOBOT  TIpeda3d BHUKOHYEThCSA 1HIIIAJbHA JIIKYBaJIbHO-1arHOCTUYHA
JroMOalibHA MYHKIIIS, sIKa MOXe OyTU noegHaHa 3 nepiuM BBeAeHHIM MTX B 1031,
sKa BU3HAYAETHCSA BIAMOBIAHO 10 BIKY JAWTHHHU, OCOOJMBO 1€ CTOCYETHCS BUITQJIKIB
HIIIATFHOT TPABMATUYHOI JTIOMOAIBHOT MYHKIII].

O60B’s3x0B0 BuzHauaTH [II1T Ha moyaTKy KOKHOTO €JIEeMEHTY JIIKyBaHHS.

Taoauus 1. Moaundikauis no3u npenapartiB XT, 3aj1e:xH0 Bil Biky nmamieHra.

Bik Moaudikaris 1031
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< 6 MicCAIIiB 2/3 Bix poO3paxoBaHOi JO3M Ha OCHOBI
[T

6 1o 12 micsmis 3/4 Big po3paxoBaHOI /703U Ha OCHOBI
[T

>12 Mics1iB NOBHA /1034

3HIKEHHS 103U MTPOBOAUTHCS AJIs BCIX JTIKapChKUX 3aco0iB, BKIOYHO 3 ['KC, ane
HE NI JIIKApChKUX 3acO01B I 1HTPATEKaJbHOTO BBEACHHSA Ta Teracmnaprasu abo
aJbTEPHATUBHOTO JIIKAPCHKOTO 3acO0y acraparinasmu.

[HTparekanbHl 103W BIANOBIAAIOTH BIKY, K 3a3Ha4yeHO y Tabmumi 1 1poro
noaaTKy, Ta He 3anexats Bij II1T.

Tabanus 2. InTpaTexkajbHa Tepamis.

<1 poky > 1 pik > 2 poKu
MTX 6mr &mr 10mr
[uTapabin 15Mmr 20Mmr 25Mr
[Ipennizonon™ 3mr 4mr Smr
Ipumirka:

* IIpenHi30JI0H € JIKapChKUM 3aC000M BHOOpPY. Y BHUIaIKaX KOJIHM MPEIHI30JI0H HEJOCTYITHUN IS
IHTpaTeKaJIbHOTO BBEACHHS, HOr0 MOXHA 3aMIHUTH T1POKOPTU30HOM (T1IAPOKOPTU30HY CYKIIMHAT)
y 1031 12 mr, 16 mMr a6o 20 Mr BiJIIOBITHO.

BBeneHHs MpeaHi30I0Hy MOXKE 3IIHCHIOBATHCS 11/0 a00 B/B, aj¢ TaKUM YHHOM
00 1060Ba j03a OyJia pIBHOMIPHO PO3MOJIIEHA HAa 3 IPUIOMU/BBEJIEHHS MPOTSATOM
nob6u 6e3 notpumanss 106oBoro putMmy cunrely ['KC, ToO6To BBefeHHs a00 mpuiiom
Y3 B1J1 pO3paxyHKOBOI 031 Yepe3 KOXKHI 8 ToauH.

VY pasi BUCOKOTO PU3UKY JII3UCY MYXJIWHU PEKOMEHAYETHCS MOYMHATU 3 HUKYOI
71034 (BKa3aHi B TaOJUIIl HIKYE), IKY 301IbIIYIOTH IIO/IHA sikoMora mBuzie A0 100%.
[Tpu boMy 00OB’SI3KOBUM € BUKOHAHHSI KOMIUICKCY JIarHOCTUYHUX Ta JIIKYBaJIBHHX
3aXOJ[IB HAMPABJICHUX Ha IMOMNEpeKEeHHS Ta/abo JIKyBaHHS CHHAPOMY TOCTPOTO
nyXJUHHOTO Ji3ucy. Ha ¢oH1 peryiaspHOro KOHTpOJIO BIAMOBIAI HA PEIHI30JIOHOBY
npedaszy (WBHIAKICTH KIIpeHCY OyacTiB), 1a0OpaTOPHUX MOKA3HUKIB TOCTPOIO
KIITUHHOTO Ji3ucy (piBeHs Ca, P, K, Na, ceuoBoi KuCI0TH, KpeaTHHIHY), 1ype3y.

Taboanusa 3. PexomeHI0BaHI MOYATKOBI 103U MPEIHI30JI0HY, 3aJ1€5KHO Bil
iHiiaJabHOTO PiBHS JIEHKOIHUTIB.

PexkomMeHn0BaHA  MOYATKOBA /1034
MPeAHI30JI0HY Y JAeHb 1

InimianbHa KIIBKICTD JIEHKOLUTIB
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50-100x10%n 30 mr/m? Ha 100y

>100x10%n 15 mr/m? Ha 100y

3aranbHa 103a IPEIHI30I0HY 32 7 IHIB TOBMHHA CTAHOBUTH He MeHmIe 200 mr/m?
(ontumansHo 420 mr/m? ). SIKIO piBeHb NEHMKOLUTIB MPOAOBKYE IIiABUILYBATHCS
4yepe3 TpH JH1 TPEAHI30JI0HOBOT ITpedasu, CIIi] po3MOoYaTh T0JaTKOBE BBESCHHS 1HIIINX
npemnapariB A IHAYKLIHHOT Tepartii (IIMTOCTaTHKIB).

2. InigiaapHa JIOMOAJIbHA MYHKITIA

[HimianpHa JiKyBaIbHO-I1arHOCTUYHA JTIOMOANIbHA ITYHKITIS 31HCHIOETHCS TTICIIS
MIATBEPKeHHsST jaiarHo3y 3 Metoro BuzHadeHHs [[HC-cratycy Ta mepioro
1HTpaTekaabHoro BBeneHHs MTX (B mo3ax BIAMOBIAHO /10 BiKY, HABEJCHUX B TAOJIHII
1).

[Nnepneitkonuro3 > 100,000/mMKkIi1, B yMOBax KOMIIEHCOBAaHOTO TeMoCTa3y, Ta
33JI0BUIPHOTO  3arajlbHOr0  CTaHy (BIACYTHICTh TSDKKMX 1H(EKUid) He €
MIPOTUITOKA3AHHSAM JJIs TIEPIITOT JIFOMOATBHOT ITyHKITIT 32 YMOB OJJHOYACHOTO BBEICHHS
nepiioi iHTpaTekanbHoi 1031 MTX.

OOO0B’SI3KOBHM € MIAPAXYHOK HE TIIBKH JIEWKOLIMTIB, @ i €pUTPOLUTIB (B KaMmepi
®dykca-Po3eHTans) s BUSHAYEHHS] TPABMATHYHOCTI JIIOMOAQJIBHOT ITyHKIIIT.

TakuMm 4MHOM, 1HIIIAJBHA JIIOMOANTbHA IYHKI(ISI MOXE HE BHKOHYBaTHUCh B 0-it
JICHb TUIBKH Y BUKIIFOYHUX CUTYaIlisX.

Tpasmamuyna iniyianbHa 1OMOAILHA RYHKYISL.

OckiIbKM TpaBMaTHYHA IHINIAJIbHA JIOMOaTbHA TYHKIS MOXKE 3MIHIOBATH
kareropito [[HC-crarycy mamienta Ta motpedyBatu kopekiii [[HC-nampaBnenoi
Teparii i1 yac Ta micis iHAYKIl1, He0OX1THO CYBOPO PeECTpyBaATH (PaKT Makpo- Ta/abo
MIKpOCKOIIYHO1 KoHTamiHalli CMP kpoB’1o.

3a HasBHOCTI AoMimKy KpoBi B CMP mig yac BUKOHaHHS JTFOMOAIbHOI MMyHKITIT
HEO0OX1THO BIEBHUTHUCH, 1110 CMP 3 yacom cBiTiimIae (JIOMIIIOK KPOB1 3MEHIITY€ETHCS)
1 000B’SI3KOBO BBECTH PO3PaXyHKOBY 103y MTX 1HTpaTeKkaabHO.

VY Bunaaky, sSKmo mig 4dac JomoOansHoi myHKIiT CMP sckpaBo 3abapieHa
KpOB’I0 13 4aCOM He cBiTJimIae, He BBoabTe MTX. HeBinkiiaqHo BUKOHANTE MOBTOPHY
JroMOalIbHy TYHKIIO (B 1HIIOMY MiXXpeOleBoMy mpoMikky) 1 BBenith MTX. V
BUMAJKy HEYCHIIIHOCTI Ha HACTYNMHHHA J€Hb NPOBOAMTHCS IOBTOpHA CHpodOa
JTrOMOAJIbHOT MYHKIII].

3. Inpykuiiiamii eTan
[HaykmifiHuit  eram JTiKyBaHHS TPOBOJUTHCS BIAMOBIAHO JO JIIKYBaJIBHOTO
eneMeHTy «|HIyKiish, SKUil HaBeJAeHUH y Ta0yuill 6 1boTO J0JaTKY.

Ocoonueocmi npogedenns
[ da3a gikyBaHHS Ma€ BUCOKUHN PU3HMK YCKJIQHEHb JIIKyBaHHs, MEpI 3a BCE,
pU3UK TSOKKUX 1HOeki. ToMy ayke BaXXJIMBUM € PETEIbHUN IIJIECIPSIMOBAHUMN
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KJTIHIKO-JTAOOPATOPHUN Ta PaJioJOTIYHIUI MOHITOPUHT MAII€HTIB 3 METOK PaHHBOTO
BUSIBIICHHSI Ta JIIKyBaHHS MOXJIMBHX YCKJIaJHEHb. PEKOMEHIOBAaHUMHU € PyTHHHHU
0aKTepIOJOTIYHUM CKPUHIHT, HIOJCHHUH KOHTPOJIb OIOXIMIYHHUX IIOKa3HUKIB Ta
MOKa3HUKIB Koaryinorpamu, piBHs C-peakTHUBHOro Oijika (KUJIBKICHUM METOJIOM),
KOHTPOJIb PiBHS MPOKANBIIMTOHIHY, CBOEYACHE Ta aJICKBaTHE pearyBaHHS Ha PO3BUTOK
1H(}EeKIIMHUX Ta 1HIIMX TOKCHMYHMX YCKJIQJHEHb, ajiekKBaTHa TpaHC(y310J0TiYHA Ta
HYTPUTHBHA ITiITPUMKA.

Iumpamexanvna mepania npomsazom Inoykuii

3aranom niepenbdadeHo 3 abo 5 iHTpaTeKaabHUX BBeIeHh M TX B 3aJI€KHOCTI Bij
Bu3HavueHoro iHimiansHoro I{HC-cTaTycy B go3ax, 3a3HayeHux y Tadmauui 1 11poro
JOAATKY, BIJIMOBIAHO /10 BIKY TUTHHHU.

OOoB’s13k0Be 1HTpaTeKkanbHe BBeAeHHS MTX NpoBOAATHCS NpPU NEPBUHHIN
JTIOMOQIBHIN MTyHKIIII.

MTX, rutapabin Ta MpeHI30I0H IHTPATEKAIBHO Y IeHb 15 Ta aeHs 29. Y pasi
ypaxkenns [[HC (IHC craryc 2, IIHC cratyc 3) cmig BBeCTH JOJATKOBI /103U
IHTpaTeKaabHO Yy JeHb 8 Ta 22. Skmo micas 29 go0u JiKBOp HE CaHOBaHUU
(BU3HAUaIOThCS OJIACTHI KIITHHH), CI1J] IMOTHXKHS BBOAUTH MTX 1HTpaTeKkalbHO 10
3HUKHEeHHS ypaxkeHHs1 [THC.

3acmocysannsn nikapcokux 3acoois L-acnapacinazu

[Ipu nikyBaHHI NALIE€HTIB CJIIJl HA/IaBaTH NIEpeBary BUKOPUCTAHHIO Meracrnaprasu.
Ane 3 ypaXyBaHHSIM 1HJIMBIAyalbHUX KIJIIHIYHUX OCOOJMBOCTEH JIIKYIOUH JTIKap Mae
paBo o0paTH IHIIUK JOCTYMHHM JIIKAPChKUI 3aci0 acmapariHa3u IJis 1HIIaJIbHOTO
3aCTOCYBaHHSA y BIANOBIIHOMY PEXHUMI J03yBaHHS.

Y BuUNAAKy 3apeecTpOBAHOI MONEPEAHBO TSHKKOI ajepriyHoi peakuli Ha
JIKapChKUI 3aci0 meracnapra3sd HEOOX1IHO MEepelTH Ha 3aCTOCYBaHHS JIIKapCHhKOTO
3aco0y acmaparinasu i3 JOBEJEHO MEHIIIOK IMYHOTE€HHICTIO Y BIAMOBIIHOMY PEXUMI
JO3yBaHHS.

Y BuUMNAAKy 3apeecTpOBAHOI TMOMEPEAHBO THKKOI ajepriyHoi peakiii Ha
JIKApChKUil 3aci0 HATUBHOI acmapariHa3d HEOOX1JHO TEPEerTH Ha 3aCTOCYBaHHS
neracnaprasu abo acmapariHa3d 13 JIOBEIGHO MEHIIOK IMYHOTEHHICTIO Y
BIJIOBITHOMY PEXUMI JJO3yBaHHS.

Tabanus 4. Kpurepii 1iarHOCTHKH TAKKHUX aJIePriYHUX pPeaklii HA acnapariHa3y
Ta u(epeHuiiiHa JIarHOCTHKA i3 CHHAPOMOM BUBLIbLHEHHSI aMiaKy.

O3naka WNmoBipHime anepriuda | IMoBipHile  cCHHApPOM
peaxiis BUBUIbHEHHS amiaKy

[Tonepenni  BBeneHHs | bynu He 6yno

acrmaparinasu
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kipHi posiBU VYpTrkapHuil BUCHIL, [Nnepemis HIKIpH,
HaOpsik KBinke MO>KJIMBO BOTHMILIEBA
JluxanpH1 po3iaau Tsoxki oOcTpykTHBHI | MokiiiBa 3aauinka 0e3
po3maau 0OCTPYKTHBHOTO
CHUHJIPOMY

[amm xapakrepHi posiBu | Tspkkuit  kamienb, 3miHa | Hynora, 61roBaHHs

roJocy

3HUKEHHS Bupaxene (> nix Ha 30 | HeBupaxene

cuctomiugoro AT MM PT CT BiJI BUX1JJHOTO)

Taxikapais Bupaxxena HeBupaxena

[ToTpeba B JiKyBaHHI [TotpeOyBana BBeneHHs | [[punununack
eniHeppuny, ['KC, | camocTiitHO TiCIIS
KHCHEBOI MIATPUMKH OpUNUHEHHS 1HDY31i

TsKKOI0 aeprivHOI0 PEAKII€I0 BBAXKAETHCA PEAKIIis, sIKa Malia MPOrPECyOUHii
XapakTep MIcIs MPUIMHEHHS 1H(Y31i acrapariHa3u, Ta OKpiM XapaKTepHUX IIKIPHUX
MPOSIBIB  CYNIPOBO/KYBAJIACh TIMOTEH31€I0, TaxiKapli€l +/- pecmipaTopHUMHU
po3nagaMyd Ta MOTpeOyBaja I1HTEHCHBHOI HEBIJKJIAAHOI Tepamii (B/M BBEACHHS
eninedpuny, Bucokux 103 ['KC, iH]y31iiHOI/IHOTPONHOI MIATPUMKH, KUCHEBOI abo
1HIIO1 pecnipaTOpHOI MIATPUMKH).

HasBHICTh anepriyHoi peaxiii, sika HE BIANOBIAAE KPUTEPISIM TSAKKOi, HE €
MOKAa3aHHAM JJIA epeX0y Ha 1HIINN JIKapChKUi 3aci0 acnapariHasu.

[Ipemenukariis 13 3actocyBanHsM H1-60kaTopiB Ta/abo 10/1aTKOBOTO BBEJICHHS
['KC (oxpiM 103 moKa3aHUX 3a MPOTOKOJIOM JIIKYBaHHS) CYBOPO HE PEKOMEHIYETHCS.

[ndy3iro mpemapaTy acmapariHazu CJif pO3MOYMHATH 3 YK€ TMOBUIBHOTO
BBeIeHHS (Y4 B1J] pO3paxyHKOBOI MIBUAKOCTI BBEICHHS ) POTATOM NEPIIUX 15 XBUIIHH.
HeoOximuuM € peTenbHUl KOHTPOJh CTaHy TAaIll€eHTa MPOTATOM Beiel 1HGY3Ii
acriapariHasu Ta J0JaTKOBO MpoTsAroM 30 XBHIIMH MICHIs 11 3aBEpIICHHS 13 (iKcalli€ero
nokazHukiB UCC, AT, SpO; B MenuuHiil TOKyMEHTAIIii.

Tabauusa S. EKBIBaJIeHTHI pe:KUMHM J03YBAaHHSI Pi3HMX JIIKAPCBKHX 3ac00iB
acmapariHasy Ha eTanax JiKyBaHHA

[penapar acmaparinaszu | [leracmapraza Acmaparinasa

Jlo3a Ha BBEIEHHS 1500 na m? IIIIT 1000 Ha m? IIIIT
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PerynspHicTb BBeICHHS

1 pa3 Ha 14 gHiB

Koxen 3-11 n1eHb

3arajibHa

KUIBKICTD | 2
BBeIeHb Ha “IHayKiii”

3actocyBaHHS AcmapariHasud Ciij] TPUIUHUTH 3a HAsSBHOCTI
BUPAXEHOTO TTAHKPEATHUTY.

Tadoauus 6. Cxema npoBe/ieHHs JIKyBaHHA HA eTami “Inaykuisa”

KJIIHIYHO

[1Ib: IIIT Mm% | Jlata moyarky
JlaTa 3aBepiieHHS
MINPEJAHI30OJIOH 60 Mr/MZ/zloﬁy 3 1-ro gusg nmo 7-# AeHb
B/B 200 11/0
JEKCAMETA30OH |6 Mr/MZ/zloﬁy 3 8-ro mo 29-1€eHb 3
B/B a00 /0 )
MOCJII IYIOUOIO0
PEAYKIIIEO 03U
BIHKPUCTHUH <1 poky - 0,05 Ha 8-, 1.
B/B 3a 10 XxB MI/KT Ha 100y 1543 1
B/B
> 12 micauiB a6o | 22-i II.
Macu tiia > 10 29-if i
kr 1,5 mMr/m? a o
JOKCOPYBILMH! | 30 mr/m? Ha 8-, I
B/B 3a 1 rox o .
9-11 mHi .
IATAPABIH 75mr/m? 3 8-ro no 21 nenn JLIL.
B/B 3a 30 XBWIMH )
npotsaroM 14 nuiB 1.3.
MHNET'ACIIAPT A3A 1500 MO/m? Ha 15-ii Ta 1.
B/B 32 1 ron Ha 29-11 nHi II.
ABO?
ACITAPATTHA3A 10000 MO/m? Ha 15, 18, 22, 25, 29,
B/B 3a 1 rox 33 mui

HFREHEH
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II.

II.

MTX BigmoBigHoO Ha 1-i1 II.
IHUTAPABIH 0 TA0J i 8-i1 * II.
NPEJAHI30JIOH 3 15-i II.
iHTpaTeKaJIbHO 22-i* II.
29-i1 nHi .

Hpumirku:

! 260 nayHOpYOIlMH y TAKOMY 3K CAMOMY PEKHMi 103yBaHHS;
2 BHOIp IIpenapary acnaparina3u 311HCHIOETHCS BIJIMOBIIHO 10 PEKOMEHIAIlI HaBEIECHUX BUIIIE;
3 pexoMeH a1l M0/10 iHTPaTeKaTbHOI Teparii B HABEIEHO BHIIIE.

4. Koncosigauinuui eramn

KoHconiayroua Tepaniss po3MOYMHAETHCS OJpa3y IMicis 1HAYKILINHOI Teparii.
Jns maientiB KMT2A+ He paniiie, Hix dyepe3 8 110 micis 3aKiHYeHHs IMyHOTepanii.
[IpoBoauThCA BIANMOBIIHO A0 cxeMu Teparii «Protocol IBy», sika HaBeneHa y Tabmui /7
BOTO JOJATKY.

Kpumepii ona nouamky xonconioyiouoi mepanii:
3a0BUJILHUH 3araJIbHUN CTaH,
BIJICYTHICTb TSKKUX Ta/a00 MEePCUCTYIOUMX 1H(EKITIH;
PIBEHb KPEaTHHIHY B MEKaX HOPMaJIbHUX 3HAYCHB;
3pOCTaroyl MOKa3HUKU BIACHOTO T€MOIIOE3Y:
WBC >2000/mxki1;
kuIbKicTh TpanynonutiB (AKH + AKM) > 500/mx,
TpoMOo1uTiB > 50 000/MK1.

Taoauus 7. Cxema Tepamii «Protocol IB»

IIE: 1T M2 Jara noyaTky

I[aTa 3aBCPUICHHA

TIPEITIAPAT JO3YBAHHJ PEXXUM BBEJIEHHS
NUKJITODPOCDPAMI 1000 mr/m? B 1-ii neHn .
B/B 32 | ron Ta 29-ii 1eHb .
+ MECHA ¥ Bin no3u nukaodochaminy na 0,4,8 ronuny Bin noyarky indysii
nukjodochaminy
IUTAPABIH 75 mMr/m? 3 3-To JI.I1.
B/B3a 10 xB N
o 6-# mHi I.3.
3 10-ro JIIL
mo 13-i mui I.3.

3 17-ro IIII.
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1o 20-# mHi I.3.
3 24-to ILII.
1o 27-# mui I.3.
MEPKAINITONIYPUH! 60 mMr/m?/n 3 1-ro gHA mo 28-# | oI
/o
JIEHb I.3.
MTX BixmoBigHO Ha 10-i1 Ta II.
IUTAPABIH 10 Tadauui Ha 24-i1 nHi II.
IPEJIHI30JIOH ?
IHTpaTeKaJbHO
Ipumirkn:

1 MpUIIMa€eThCS OMH pa3 Ha 00y, BBEYOPi, 3a 1 roaunHy 10 abo micis npuiiomy ixi, HE 3allMBalOYU

MOJIOKOM;

2 TUBHCH pEeKOMEeH1allii 1010 IHTpaTEKAIbHOI TepaIrii BUIIIE.

Ocob0smBocTi nposenenHs: Protocol 1B
Perynsuis Teparii:

MIHIMaJIbHI BUMOTH 1 mo4yaTtky 61oky ARA-C:
piBeHb JeikouuTiB >500/MKII;

piBeHb TpomOonuTiB > 30 000/mMKJ1.

3a MOXIIMBOCTI, pO3MOYATHl OJIOK HE Mae€ TepepuBaTUCh. Y BHIAJIKY
HEOOXITHOCTI TepepBaTH OJIOK 1UTapabiHy HEOOXITHO MPUMUHUTH TPHHOM
Mepkantonypuny. llpomyiieni 103 MepKanToMypuHY MaroTh OYTH TNPUNHSATI
TAIiCHTOM TaKUM YMHOM, 100 3arajibHa KyMyJISTHBHA [103a cTaHOoBUIa 1680 Mr/m2,

MiHimMaabHI BUMOTH JIJIsL IPYTOTO BBeAEHHS HUKI0hochaminy:

abcomroraa WBC > 1000/mK;

abcomtoTHa KuibKicTh rpanynouutiB (AKH + AKM) > 300/mxa;
KUIBKICTh TpoMOOIUTIB > 50 000/MK1;

pIBEHb KPEaTHHIHY B MEKaX HOPMaJIbHUX 3HAYECHb.

Beeaenns muknodocdamiay BumMarae J0TpuMaHHS HACTYITHUX MTPABHIL:
rineprigparamis 3000 mu/mM® mpotsaroM 6 TomMH 10 MOYaTKy iHQYy3ii
nukiiodocdaminy Ta He MeHIe 18 rouH michs ii 3aBepIIeHHS;

BBEJICHHSI MECHH B 71031 3 Bia 10o3u nukinodochamiay tpudi: Ha 0,4,8 roqunu
BiJ o4aTKy 1H(Py3ii nukiopochaminy;
CYBOPHI KOHTPOJIb 32 A1ype30M Ta 3aCTOCYBaHHSI METILOBUX JIIYPETHKIB B pasi

nedimury 6inbae 200 M1 1iype3y Ha M? 3a 6 TOIUH.

5. InTencudikyrounii eran

InTencudikyroya ¢aza JiKyBaHHS PO3MOYMHAETHCS Yepe3 2 THXKHI IICIsA
3aBepIICHHS KOHCoamiiHoi (a3u 1 mepeadadae MpoOBEACHHS eTamy Tepamii -
MARMA, ommc sixkoro HaBeAeHO y TabauIl 9 10 Ooro 10AaTKy.
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Kpurepii g mouatky iHTeHCH(]PiKyrOUOi Teparii:
1) 30epeeHHS KOMILIEKCHOT peMICii;
2) 3aI0BLIBHMIA 3arajbHHI CTaH;
3) BIJCYTHICTb TSKKUX 1H(EKIIH;
4) KIIpeHC KpeaTHHIHY/pIBEeHb KpEaTHHIHY B MEXaX HOPMaJIbHHX 3HAYCHD,
5) BiICYTHICTh OOCTPYKIII CEUOBUBIAHHX IIUIAXIB;
6) momyctumi moka3Huku nedinkoBux mpo6: AJIT/ACT wue Bume Hixk 5 BMH,
O1mipy06in He Bume HiX 3 BMH;
7) 3pocTarodi MOKa3HUKH BIIACHOTO TEMOIIOE3Y:
abcomoraa WBC > 1500/mKk1;
abcomoTHa KuibKicTh rpanynouutiB (AKH + AKM) > 500/mxa;
KUIBKICTB TpoMOOIUTIB > 50 000/MKI.

Ocoonueocmi npoeedenHHs

3actocysanns MTX B 103i 5000 mr/mM2 notpebye cyBOpPOro JOTPHMMAHHS IPABUII
BBEJICHHS Ta MOHITOPUHTY CTaHy TAalllEHTa JJisi YHUKHEHHS >KUTTE€3arpO3JIUBUX
TOKCUYHUX siBUIL. HeoOXiHUN KOHTPOJIb CHUPOBATKOBUX KOHIeHTpamii MTX B
TJ1a3M1/CHpOBATIIl B MEKax HE Olibllie 6 TOAMH Bl MOMEHTY 3a00py 3pa3ka KpoBi. [
YCYHEHHSI TOKCHYHHMX €(EeKTIB MPU3HAYAETHCS CYMNPOBIJIHA Teparis KaJbIlio
dboniHaToM.

3 MeTow MiHiMI3alii B3a€MOAIN CIIJI HaMaraTMCh MAaKCHUMAaJbHO YHUKATH
3aCTOCYBaHHS 1HIIMX JIIKAPChKUX 3ac001B 3a 48 roAuH A0 Ta 72 TOAUHM Ticis 1HPY311
MTX (ocob6iuBO TpUuMeTONIpUMY/CyiibpamMeToKkcaszoiy, a3oiiB, GypoceMiay).

[lepen iHdy3ier0 MTX namieHT Mae NpoTsIroM HE MeHIe 12 roguH OTpUMYBaTH
iHQYy3iiiny Tepanito B pexumi rineprigparanii (3000 Ma/mM%/100y) i3 0nyKHEHHAM cedi
(4% po3UMH HATPIIO T1IPOKAPOOHATY), 3 PETEIBHUM KOHTPOJIEM OajaHCy piIUHHU, 10
TOCSITHEHHSI JIIype3y, aeKBaTHOTO BOJAHOTO HABAHTAXKEHHS Ta CTiMKoTOo piBHS pH ceui
> 7. llpodinakTuuHe 3acTOCYyBaHHS AIYPETUKIB HE PEKOMEHIYETHCS, OCKUIbKU IIE
MOX€e YIOBUIbHIOBATH elliMiHalio MTX.

[Hdy3iro MTX npoBoasTh TaKUM YUHOM, 1100 MpoTsroM mepimmx 30 XBUIMH
nanicHt orpumas 1/10 Bix Beiei pospaxosanoi 1031 (500 Mr/mM?), IPOTATOM HACTYITHHX
23,5 roguH nauieHT orpumas 9/10 Big Beiei po3paxosanoi gos3u (4500 mr/m?).

[Tpotsirom Beiei iHGY31i MTX Ta He MeHIe 72 roAuH micis Hei 000B’A3KOBUM €
IPOJOBKEHH iH(Y3iiiHOi Tepamii B pexumi 3000 mu/M? 3 ONy:XHEHHSM cedi Ta
peTeIbHUM KOHTPOJEM OanaHcy piAvHHU. Y BHUMNAAKY MOpylIeHHsd eniMiHamii MTX
MPOBOJUTHCA IHTEHCU(PIKOBAHA «PATIBHA» Tepamis 13 3aCTOCYBAHHSAM 103 KaJbLIIO
dbomiHaty, SKi PO3paxOBYIOThCS BIJAMOBIIHO [JI0 BHU3HAYEHUX CHUPOBATKOBUX
KoHIeHTpari MTX BianoBiaHo A0 noaaTtky 4 no nuporo CtaHmapry.

Busnauennsi cupoBaTkoBuX KoHueHTpauii MTX B mua3mi/cupoBaTiii KpoBi
npoBoAUThCA uepe3 24, 42 ta 48 roauH BiJ noyaTKy iH(QY31i. 32 YMOB 3a/10BIJIBHOI
emminanii MTX (piBenp < 0,4 Mxmonw/n Ha 48-i1 roxuHl Big movatky iH]y3ii)
noJiajbili BU3HaYeHHsI KoHIeHTpanii MTX B mia3mi/cupoBartiii KpoBI CHPOBAaTKOBUX
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HE TPOBOJATHCSA, TEPAIlis KaJbLi0 (OIIHATOM MPOBOAUTHCS B CTAHAAPTHOMY PEKUMI
JI03yBaHHS.

Taoauus 8. Kpurepii 3agoBisibHoi estiminanii MTX Ta ctangapTHi 103U Kaab1io
doainary

Yac Big mouarky iH(]y3ii | 'pannunuii BepxHiid piBeHsb | [o3a kanbiito QosiHary
MTX MTX B mnasmi/cuposarii | B/B (Mr/m?)
(MKMOJIB/JT)

24 roquHu" < 150 MxMoJIB/ N1

36 roguH < 3 MKMOJIb/T

42 roguHu < 1,0 MKMOJIB/1 15 mr/m?

48 roquH < 0,4 MKMOJIB/TT 15 mr/m?

54 ronuHU < 0,4 MKMOJIB/TT 15 mr/Mm?

OxpiM MOKa3HUKIB CHPOBATKOBUX KOHIEHTpawii MTX B ma3zmi/cupoBariii KpoBi
Ha yHoBUIbHEHY emiMiHamito MTX Bka3yroTh: HapoCTaHHS PIBHA KpEaTUHIHY,
3aTpUMKa Jilype3y, nosBa HaOpsKiB.

[Tpu HopmanbHiit eniminanli MTX kanbeuiro ¢oaiHaTy BBOAATH Tpuyil: uepes 42,
48 Ta 54 ropunu Bix nouarky indys3ii MTX B 103i 15 mr/m2,

Tadanus 9. Cxema TepaneBTHUHOTO ejieMeHTY K MARMA»

[1Ib: IIIT JlaTa mouatky
M2 [laTta 3aBepieHHs
MEPKAIITOITYPUH! | 25 mr/m?/n 3 1-ro aus MO LTI
m/o 14-i1 nenp 1.3
MTX! 5000 mr/m? B 1-i1 1.
B/B 3a 24 ron 8-i1 JLCHD
+ kaabuiro ¢osinar a &
BI-LIIUTAPABIH 3000 mr/m? Ha 15-i . .
B/B 3a 3 TOA 16-i 1 .
X 2 1Hby31i 3 22- 1. q.
1HTEepBaJIOM B .
12 rommi 23-i1 1eHp II. q.
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+ mipuIOKCHH 150 mr/m? nepea Ko:xHo0 ingysiero B/I-
B/B uuTapaodiny
HHETI'ACITIAPT'A3A 1500 MO/m Ha 23-i 1eHb .

B/B 3a | roguHy

MTX/ BixmoBiaHO B 1-i1 II.
IUTAPABIH/ 0 Ta0JIUIi 8-11 neHb II.
INPEJAHI3OJIOH
InTpareKkaabHo?

Hpumirkn:

1 nuBuce peKoMeHallii moI0 MPOBEACHHS BHUCOKO030BOi Tepamii MTX Ta «psATiBHOI» Tepamil

KaJbI[it0 (DOIHATOM B TEKCT1 10/IATKY;
2 TMBHCH PEKOMEH/IAIT 100 IHTpaTeKaIbHOI Tepartii BUIIE.

TICK
3a nHasBHOCTI mokasiB g0 amoreHHoi TI'CK Ha nanoMy etami HeoOXiaHa
371ar0JKEHA B3a€MO/Iisl 3 TPAHCIIAHTAI[IHHUM LIEHTPOM JUIsl CBOEYACHOT'O BUKOHAHHS
HEOOX1THUX AociiukeHb (Hamp. HLA-TunyBanHs, mianucanHs 1HQOPMOBAHOI 3rOAH,
KOHCYJIbTalll1 aIll€HTIB, 0aThKIB/MKIyBaJIbHUKIB/OMIKYHAMH Mal[l€HTa a00 3aKOHHUX
npeacraBHukiB ~ nauiedta  offline/online  mikapsmu  TpaHCIUIAHTaLIMHOTO
LHEHTpa/BIIIICHHS), TOIIYKY pPOAMHHOTO abo HepoauHHOro JmoHopa. Cia
BpaxoOBYBaTH, IO CEpPEIHIM yac BiJl MIANUCAHHS 3r0JAM Ta 3a YMOB BHKOHAHHS
TUIYBaHHS BHCOKOI PO3AUIHHOI 3JaTHOCTI, BiJl MOYATKy IMOIIYKY JAOHOpa M0
MOJIMBOCTI npoBeAeHHs: TKM cTaHoBUTH B cepeAHbOMY 3 Micdlll 0e3 ypaxyBaHHS
JOIaTKOBUX (PAKTOPIB pU3UKY 3 OOKY JOHOpA.
[lokazannss 1o amoreHHoi TI'CK Bu3HaAyaroThCs 3a  MOJIEKYJISIPHO-
TeHETHYHUMH/ITUTOTEHETUYHUMH KPUTEPISIMU Ta KPUTEPISIMH BIATOBIII Ha TEparliio.
[Touarok npouenypu HLA-tunyBanns, nomryky HLA-cymicHOTO HEpOAMHHOTO
JIOHOPA Y BIATIOBIIHKUX peecTpax, miarotoBku Ao nposenaeHHs TT'CK po3nounHaroThes
BHUKJIIOUHO TICIS MIATBEPUKEHHS HasBHOCTI mokaszaHb jJo TI'CK y marienta Ta
nignucanHs iHpopmoBaHoi 3roau Ha posenenHs TT'CK.

5. ETan peingykuii
VY marfieHTiB CKIagaeThes 3 MpoBeeHHs TepaneBTuuHoro enxementy OCTADAD
OITHC SIKOTO HaBeseHo y Tabnwuili 10 mporo qomarky. [IpoBeaeHHS pO3MOYNHAETHCS HE
paHiiie Hix uepe3 14 aHiB micis 3akinyeHHs MARMA:
1) 3a70BUIbHUI 3arajlbHUMN CTaH Malli€HTa,;
2) BIZCYTHICTb TSDKKHX TH(EKITIi;
3) BIACYTHICTH IPOSIBIB MYKO3UTY;
4) xJipeHc KpeaTHHIHY/piBeHb KPEaTHHIHY B ME)KaxX HOpMaJIbHUX 3HAYCHb;
5) 3pocrarodi a00 cTabUTBbHI TOKA3HUKH BJIACHOTO T'€MOITOE3Y:
AKH > 500/mxu1;
KUTBKICTh TpoMOOTHTIB > 50 000/MKI.
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Omnuc ga”oro eramy JIiIKyBaHHS HaBeleHO B Tabymin 10 poro moaaTky.

Ta6auns 10. Cxema tepanesruuanoro exementy OCTADAD

[1Ib: [IIT M? | JlaTa moyatky
[ara 3aBepuieHHs
JEKCAMETA30H 6 Mr/m?/n00y 3 1-ro nHs no II.II.
B/B 200 /0 .
14-i1 nenn I.3.
3 15-ro gust mo II.II.
21-# neup I.3.
TIOI'YAHIH 60Mr/M2/1106y 3 1-ro gus no II.II.
/0 .
28-11 neHp I.3.
3 36-T0 AH 110 IIII.
49-i1 neup I.3.
BIHKPUCTHUH <1 poky - 0,05 |mnHal-i .
B/B 3a 10 xB MI/KT Ha 100y 8-ii, 1
B/B
> 12 15-i II.
MicaniB a6o | ooy I
MacH Tija 2
10 kr 15
Mr/Mm?
JOKCOPYBIIIMH! 30 mr/m? Ha 1-i1 II.
B/B3a l rog 8-ii, 1
15-1 II.
22-1 II.
INETACITAPT A3A 1500 MO/m? Ha 1-i1 neHp II.
B/B3a l rox
He Oinpmre 3750 MO
ABO?
ACITAPATTHA3A 10 000 MO/m? | Ha 15-i1 I.
B/B3a l rox 18-i1 II.
22-1 II.
25-1 II.
29-i1 II.
33-it nHl I.
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HMUKJIOP®OCDPAMIJ | 500 mr/m? Ha 36-ii o
B/B3a 1 roxg 49-if news 1
+ MECHA ¥ Big 103u nukiaopochaminy Ha 0,4,8 roguny Big nmouarky ingysii
nukJaopochaminy
IATAPABIH 75 mr/m? 337-10 JLIL.
B/B3a 10 xB N
o 40-1 aH1 II.3.
3 45-ro II.II.
o 48-i1 nHi 1.3
MTX/ BiZimoOBiTHO Ha 1-i II.
IHUTAPABIH/ a0 Taoaumi 1 15-i1 nenn II.
INPEJAHI30OJIOH
InTparekanbHo®
[TpumiTku:

! 260 nayHOpy6ilMH y TaKOMY 5K CAMOMY PEKUMi 103yBaHHS;
2 pubip mpemapaTy acnaparinasy 3/iHCHIOETbCS BiIMOBIAHO IO PEKOMEH/Ialliil HABEIEHNX BUIIIE;
IMBUCH PEKOMEH/Iallii I110JJ0 iIHTpaTeKaILHOI Teparii BUIIE.

6. IIpomixkna II'T
[IT mouymHaroTh uepe3 2 TIKHI TICHS 3aBEPIICHHS PEIHAYKIII 3a yMOB
JOTPUMAHHSI KPUTEPIi MOYATKY.

Kpurepii nouatky:
3a/I0BIJIbHUM 3araJIbHUNA CTaH,
JTOKyMeHTanbHO miaTBep keHa noctatHs AKH (>500/mki) ta TpomMOOLUTIB
(>50 000/mKu1).

Jlo3yBaHHS, CXEMH Ta MUISXH BBEIACHHS:
1) mepkanTonypun 50 mr/m%/po0y m/o, m/o, moxusa. Ilpenapar ciig npuilMaTu
BBeuepi HaTiie 6e3 MoJsioka (3a 1 roauHy 10 ado micis Bedepi);
2) MTX 20 mr/m%/n03a n/o. OuH pa3 Ha TUKJIEHb, B OJMH 1 TOW CaMUii IeHb THKHS.
[aTparexanphi BBenennss M TX/mutapabin/mpeIHi30JI0H y CKOPUTOBaHIHM 32 BIKOM
71031: 3 BBEJICHHS 3 IHTEPBAJIOM 8 THXKHIB, TOUnHar04u 3 nepiioro aus 1T,

Mopaudikarii 1031
Monmudikamis go3u npotsirom [IT mpoBoAWTHCS 3 METO YTpUMaHHS PiBHS
aerikoruTiB B Aiama3oHi Big 1000 no 3000/MKn BiANIOBIAHO J0 ITOKA3HUKIB:

KinpkicTh 1€MKOIMTIB/MKI Jo3a mepkantonypun/MTX

< 1,000 0%
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1,000-2,000 50%
2,000-3,000 100%
>3,000 PO3TIISIHHTE MOKJIUBICTD 30UTBIIIEHHS

no3u 10 150% g yrpumanHs
KUTBKOCTI JierkoruTiB Mix 2000 ta

3000/Mx1
AKH < 500/mxn 0%
Jlimdorutu < 300/mMKi 50%

7. 3aBeplLIeHHS JJIKYBAHHA

3aranpHa TPUBANICTh XIMIOTEpamii CTaHOBUTH 24 MICSIIB BiJI MOYATKY
iHaykiiiHol Tepamii IA. Ha mMomeHT 3aBeprieHHs JikyBaHHs miaTBepauth [1JIP 3a
JIOTIOMOT'OI0 acmipailii KICTKOBOTO MO3KY Ta fociiikenHs CMP.




JlonaTok 3

1o CtaHapTy MEIUYHOI JOTIOMOTH
«Toctpuit  mimpoOnacTHHl  NeHK03 3
peapamxyBaHHsIM KMT2A (KMT2A+) ta
0e3 peapamxkyBanus KMT2A (KMT2A-)
y IITE€H MEePIIOro POKY >KUTTS

(mianyHkT 6 nyHKTy 3 posairy II1)

Kpurepii BiAnoBiAHOCTI NANIEHTIB 10 TPAHCIVIAHTALINHOIO eTaly Ta
000B’A3KOBI 00CTEKEHHHA

TpaHcmiaHTalifHOIO KOMAaH00 MPOBOJIUTHCS OIlIHKA Malll€eHTa-KaHaujaTa i
aHami3 iHauBiTyabHuX (hakTopiB puzuky TI'CK B HacTymH1 Tpu eTamnu:

1. Tlokazanmns no TI'CK, cratyc pewmicii, 3arajbHHl COMATUYHHI Ta
dbyHkuioHanpHui craH (3a mkamamu Jlancki Ta KapHOBCBHKOro), HasBHICTb
1H(DEKIIHHUX YCKIIaIHeHb, IHITUX MEPCUCTYIOYNX YCKIIAHEHb.

2. HasgBuicTe mianucanoi OaThKaMW/OMIKyHOM/MIKITYBaTbHIKOM/3aKOHHUM
npeacTaBHUKOM iH(opmoBaHoi 3roau Ha npoBeaeHHss TI'CK ta momryk noHopa.

3. HasBHICTh ONITUMaNIBHOTO TOHOPA, MOKJIMBICTH MTPOBEICHHS ONTHMAIBLHOTO
peXUMY KOHJIMLIOHYBaHHA Ta IMyHocyrpecuBHoi Tepamnii micist TT'CK

Kininiko-naboparopHa oOIliHKa TMepel TpaHCIUIAHTALIMHOW MPOLEAYPOIO
nepeadoavae MPoOBEJCHHS BCIX HACTYITHUX 000B’I3KOBUX 00CTEKEHB MPOTArom 30 THIB
1o npoBeaeHHs: TI'CK, okpiM miATBEpIKEHHS KOMIUIEKCHOT peMicii (3a 7—15 qHiB):

1) 3aranpHUN aHai3 KpOBI Ta Koaryjorpama; MOBHE OioXiMiuHE OOCTEKEHHS
(BrITROUatoun (hepuTHH);

2) IMIBHIKICTH KIIyOOYKOBOT (PiIbTpallii;

3) piBeHb iMmyHOTIIOOYIIHY G;

4) rpyma kpoBi Ta pe3yc-datop (Rh);

5) cepoJtorivHi TOCIiKEHHS Ha: IIUTOMETaNIoBIpyc, Bipyc Enmeitna - Bapp, Bipyc
reprecy, nmapBoBipyc, Tokcoruiazmos, cudimic, rematutu (HBsAg, HBcAb 1
HBsAD), ITJIP na renatutu B Ta C i BII;

6) OakTepioJOTIYHMN CKPUHIHT: MA30K 13 31By, aHOPEKTAIbLHUI Ma30K, ITOCIB Ceui;

7) oIliHKAa TOPMOHAJIBHOI'O CTATyCy: PiBEHb TOPMOHIB IIUTOIMOAIOHOI 3aJI03H,
KOPTH30J1, TOPMOH POCTY;

8) olliHKa BUPAKEHOCTI OCTEOTIOPO3Y: ICHCUTOMETPisl, piBeHb BiTaminy D3;

9) peHTreH TrpyAHOI KIITKWA; TECTH IuXaibHOI (yHKIiIT (BKItOYarounm 00’eM
¢dopcoBaHoro Buauxy 3a 1 ¢ 1 audysiiiHa 34aTHICTD JIET€Hb JIsI MOHOOKCHITY
BYTJICIIIO);
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10) eJICKTpOKapiorpaMa; exokapaiorpama abo 130TOIHa BEHTPUKYJIOrpadis
(B 3aJI€)KHOCTI BiJ] MOMEPEIHHO OTPUMAHOTO JIIKYBaHHS);
11) nepeomiaka M3X;

12) OTJISII JiKaps-CTOMATOJIOT'a; THEKOJIOTIYHUNA OIJIA;
TICUXOJIOT1YHA/TICUX1aTPUYHA OIIHKA;

13) OTJIsiT JTiKapsi-oPpTabMoIIOra 13 OLIHKOI OYHOTO JTHA;

14) OTJISi/T JIIKapsi-OTOJIAPUHTOJIOTa + ay110MEeTpis;

15) OIliHKa HYyTPUTUBHOTO CTATYCy (KOHCYJIbTAIlIS JIIKAPSI-1€TOJIOTA);

16) KOHCYJIbTAIIIS JTIKaps-TeHEeTHKa,

17) 301p aneproyioriyHOr0 aHaMHE3Y.

OKpIM TOTr0 32 PILIEHHSIM TPaHCIIAHTAI[IHHOT KOMaHAH MALIEHTY MOXYTh OyTH
PEKOMEHJOBaHl Ta MPOBEACHI JOJATKOBI OOCTEKEHHS B 3alIEKHOCTI BiJ] HasBHOI
KJIIHIYHOT CUTYalli, IPO(II0 YCKIaIHEHb.




Jomatox 4

no CtaHmapTy MEIU4YHO1 JOTIOMOTH
«Toctpuit  mimdoOnacTHMil  JeHKO3 3
peaparxyBaHHsIM KMT2A (KMT2A+) Ta
0e3 peapamkyBanas KMT2A (KMT2A-)
y IITE€H MEePIIOro POKY >KUTTSD

(mianyHkT 1 myHKTY 5 mojaTtka 2)

«PaTiBHA» Tepamisi KaJablUil0 (oJiHATOM y NALIEHTIB, IKI OTPUMAJIHN
BHCOKO01030BY Tepaniio MTX y Bunaaky He3aa0BUIbHOI eJTiMiHALIII
METOTPEKCcaTy

[lepiie BU3HaYEHHS PIBHA METOTPEKCATY MPOBOAATH yepe3 24 roAUHHU Bij
noyatky 1HQy31i ((GaKTUYHO MO 3aBEPIICHHIO 24-TOAUHHOI 1HPY31i METOTPEKCATY).

Ta0.. 1. Kpurepii 3a10BlIIbHOI eJliMiHaLll METOTpEKCATY

['oguHa BU3HAYCHHS OuikyBaHa KOHIICHTpAIlis METOTPEKCcaTy
24 < 150 MKMOJIB/T1
36 < 3,0 MKMOJIB/
42 < 1,0 MKMOJIB/1
48 < 0,4 MKMOJIB/

Y BuUNAAKy 3a0BUTbHOI €JIIMIHAIIT METOTPEKCaTy psTiBHA Teparis KaJbIliio
(omiHATOM NPOBOAUTLCS B CTAHAAPTHOMY JO3YBaHHI i3 BBEJEHHAM 15 Mr/M? KanbIiro
dominary Ha 42, 48 Ta 54 rogunHy Bija mo4yaTKy iH(Y31i METOTpEKcaTy.

VY Bumajaky He3aJ0BUIBHOI eNlIMIHALl METOTpeKcary piBeHb Ha 24 roauHi Buuie 150
MKMOJIb/JI:
1) mpoBoasTh iHTEHCHUIKAIiI0 1HPY31HHOT Teparmii i3 JOBEeACHHS 00’ eMy 1000BO1
iHQy3ii 10 4500 Mi1/M? i3 Oy )KHEHHAM cedi 0 1iasoBoro pH cedi He Hkue 7,5
B YCIX TOPIIISiX;
2) TOJANBIIMKA KOHTPOJIb KOHIICHTpPAIid METOTPEKCaTy 3IiHCHIOITh KOXHI 6
TOJIVH;
3) peTeNbHUI KOHTPOJIb BOJAHOTO OallaHCy;
4) psTiBHY Teparito MOYHMHAIOTH Ha 36 TOAMHI y BUMAAKY IIEPEBUIIICHHS OYiKyBaHOI
KoHIneHTparii (> 3,0 MKMOJIb/JT) - BIMIOBITHO J0 JllarpaMH,
5) y BCiX IHIIMX BUMAAKaX HE3aJA0BIIBHOI eIMIHALIT PATIBHY TEPaITito MPOBOIATH
BIJIMOBITHO 10 (hopMyIIH Ta/abo BIMOBITHO JI0 JlarpaMu HUXKYE;
6) mos3u xanpwito GoiHaTy Buie 20 MI/KT CITiJi BBOAUTH IIISIXOM iHDY3ii
npoTsarom 1-i ronuHu (3axumiaTy Bijg cBiTial);
7) y pa3i MO>KITUBOCTI 3aCTOCYBaHHs KapOokcinenTiga3zu G2 (Tiokapmigasn).
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TabJ. 2. AaropurtM Jiii y pa3i He3a10BUIbHOI eJliMiHaIlil MeTOTpeKCATY
PiBeHb MeTOTpEKCATy Tepanis BIATOBITHO 10 HOPMYIH

— Jlo3a (Mr) = piBeHb METOTPEKCATY
MTX42 > 5,0 Micmoms/m (MKMOJIB/JT) X Maca Tija (Kr)

Tepartisi Kajbliio (HoaiHaToM
IIPOJIOBXKYETHCS JIO 3HMKEHHS
KOHIIEHTparlii <5,0 MKMOJIb/JI, TIICIIS
YOro MpOAOBKYETHCS BiJIMTOBIIHO JI0

Jiarpamu
MTX42 > 1,0 MKkMoOJIB/1T aje Tepamnis BignmosigHo g0 Hiarpamu 1.
< 5,0 MKMOJIB/IT (Io3a po3paxoBYETHCS IS
abo — koHueHTpaiii MTX, BuzHaueHoi 6
MTX48 > 0,4 MKMOJIB/JT TOJIMH TOMY)

Teparnis KaJbLio (GOoIIHATOM
MPOJIOBXKYETHCS 10 MOKH piBeHb MTX
HE 3HU3UTHCA HImK4e 0,2 5MKMOIIB/IT

Hiarpama 1. PsariBHa Tepamnisi Kaiabuiro (oJiHATOM /M PiBHS
MTX42 < 5,0 MKMOJIB/JI.

PiBenr MTX4 JHo3a xanb1ito ¢oiaiHaTy
4,0 — 5,0 MKMOJIB/TT 75 mr/m?
3,0 — 4,0 MKMOJIB/T 60 Mr/m?
2,0 — 3,0 MKMOJIB/1T 45 mr/m?
1,0 — 2,0 MKMOIB/T 30 mMr/m?
0,25 — 1,0 MkMOJIB/TI 15 mr/™m?
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