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BCTYII

YHipikoBaHUN KIIHIYHHUIA MPOTOKOJ MEPBUHHOI, BTOPUHHOI (CHeiani30BaHo1)
Ta TPETUHHOI (BHUCOKOCIHEIIani3oBaHoi) MeaudHoi momomoru (mam — YKIIMJ)
«[lepBuHHUHN, MOCTHOMIIUTEMIYHUNA Ta MOCTTPOMOOIMTEMIYHUN MieT0(iOpo3»
pO3pO0NEHNII 3 ypaxyBaHHSIM CyYaCHHX BHMOI JOKa30BOi MEIHUIHMHH 3 METOIO
CTBOPEHHSI €JUHOT KOMIUIEKCHOT Ta €(EeKTHBHOI CHUCTEMU HAJaHHS MEIUYHOI
JIOTIOMOTH naiieHTam 3 NEPBUHHUM, HNOCTIOIIUTEMIYHUM Ta
MOCTTPOMOOLIUTEMIYHUM Mies1ohi0po3oM. 3axoaud 3 NpOodUIAKTHKH, CBOEYACHOTO
BUSIBJICHHSI JTAHOTO 3aXBOPIOBAHHS Ta aJE€KBATHOIO JIIKYBAaHHS JO3BOJISTH CYTTEBO
MOJIIMIIUTYU SKICTh Ta 3SMEHIITUTH BUTPATH HA METUYHY JTOTIOMOTY.

VYKIIMJI po3poOsieHHiI Ha OCHOBI aJanTOBaHOI KJIHIYHOI HACTaHOBHU
«/liarHocTika  Ta  JIKYBaHHS  TEPBUHHOTO,  IMOCTHOJIIUTEMIYHOTO  Ta
MOCTTPOMOOLIUTEMIYHOTO MI€TO(P10pO3Y», sIKa IPYHTYETHCS HA IPUHIMIAX JOKa30BOi
MEIUIMHYU 3 YPaXyBaHHIM Cy4aCHUX MI)KHApPOJIHUX PEKOMEHJalllid, BITOOpaXKEeHUX B
KJIIHIYHUX HACTaHOBaX — TPETUHHUX JKEpenax, a came:

1. British Journal of Haematology, Guideline for the diagnosis and
management of myelofibrosis: 2012.

2. Use of JAK inhibitors in the management of myelofibrosis: a revision of the
British Committee for Standards in Haematology Guidelines for Investigation and
Management of Myelofibrosis, 2012.

3. Clinical practice guidelines Philadelphia chromosome-negative chronic
myeloproliferative neoplasms: ESMO Clinical Practice. Guidelines for diagnosis,
treatment and follow-up, 2015.

4. Philadelphia-Negative Classical Myeloproliferative Neoplasms: Critical
Concepts and Management Recommendations From European LeukemiaNet, 2011.

5. Revised response criteria for myelofibrosis: International Working Group-
Myeloproliferative Neoplasms Research and Treatment (IWG-MRT) and European
LeukemiaNet (ELN) consensus report, 2013.

6. Kuiniuni pexomeHnarii AIarHOCTUKH 1 JIKyBaHHS TE€MaTOJIOTIYHUX Ta

OHKOJIOTIYHHUX 3axBOproBaHb HiMelbKOro ToBapHcTBa IeMaroJiorii Ta OHKOJOTIL,
2014.

ITEPEJIIK CKOPOYEHDb TA BU3HAYEHD, IO BUKOPUCTAHI B ITPOTOKOJII

anoTCK aJIOTeHHA TPAHCIUIAHTAIlIsI CTOBOYPOBUX KIITHH
AnAT ana"iHamiHOTpaHc(epasa

AcAT acrapraTaMmiHoTpaHcdepasa

b® OsactHa ¢aza

BLJI BIpYC IMyHOJE(DILUTY JTIOAUHU

BOO3 BcecBiTHs opraHizailisi OXOpOHU 3/I0pOB’ s
I'MKJI rocTpuil MerakapioOJacTHUH JIEUKO3

I'MJI TOCTPUM MIEJOITHUM JIEHKO3

EMI' €KCTpaMeNyJIIPHUN TEMATONOE3

ET eCceHIllaJIbHa TPOMOOIIUTEMIS
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KJIIHIYHE TTOKPAIICHHS

KOMII IoTepHa ToMorpadis

JaKTaTIEeTiApoTeHas3a

JIOKAJTBHUHM TPOTOKOJI METUIHOT TOTTOMOTH

Mienodiopos

MarHiTHO-pe30HaHCHa ToMorpadis

[IOBHA BIAMOBIIb

roJliMepasHa JIaHIIOTOBa peaKIlis

nepBUHHUN Mi€s10(hi0po3

MOCTIOMIITUTeMIYHUI Mi1€710(h10p03

ocTTpoMOOLIUTEMIYHUN Mi€sT0hi0po3

MOBHA peMmicis

CIIPaB>KHSI MOJIIUTEMIs

yIIbTPa3ByKOBA A1arHOCTHUKA

yHI()IKOBaHUH KITHIYHUN TPOTOKOJ MEIUYHOL IOIOMOTH
YacTKOBa peMmicis

Dynamic International  Prognostic  Scoring  System,
JlunaMiyHa MIXKHApOHA IPOTHOCTUYHA OallbHA CHUCTEMA
Eastern Cooperative Oncology Group, CxigHa o0'eqHaHa
OHKOJIOT14HA rpyna

Human Leukocyte Antigens, KOMILJIEKC TiCTOCYMICHOCTI
JIIOJTUHU

International Prognostic  Scoring System, MixHapoaHa
MIPOTHOCTUYHA OajbHA CHCTEMA

International Working Group-Myeloproliferative Neoplasms
Research and Treatment, MixnapogHa poOoya Tpyma 3
JTOCITIJIKEHHS 1 TIKyBaHHS Mi€s10(h10po3y



I. ITacmopTHa YacTHHA

1.1. iarno3: IlepBunnuii Mieno¢iOpo3, MOCTIOMIUTEMIYHUI Mien0o(iopo3,
MOCTTPOMOOIUTEMIYHHIA MiesT0(i0po3

1.2. udp 3rigno 3 MKX-10: D 47.1

1.3. IIpoToxkoJ MpuU3HAYEHHH AJIsI: JTIKapiB 3araJbHOT MPAKTHKHU - CIMEHHHUX
JiKapiB, JIKapiB-TEPaNeBTIB JUIBHUYHUX, JIIKAPiB-I€PMATOJIOTIB, JIIKapiB-OHKOJIOTIB,
JiKapiB-paaloioriB, JIKapiB 3 MPOMEHEBOI Teparii, JiKapiB-MaToJOr0aHaTOMIB,
JKapiB, 10 MPOBAAATH TOCMOIAPCHKY MISUTBHICTh 3 MEIUYHOI MPAKTUKU SIK (Pi3HUHI
OCOOU-TTIAMPUEMIII, CEPETHBOTO MEIUYHOTO MEPCOHAITY, IHIITMX MEIUYHUX MPaIliBHUKIB,
sKki OepyTh ydacTh Y HaJaHHI MEPBUHHOI, BTOPUHHOI (CIIellaii30BaHOi) Ta TPETUHHOI
(BHCOKOCTICIIIANI30BaHOI) ~ MEAMYHOI  JIOTIOMOTM  TAIlleHTaM 3 TEPBUHHUM,
MOCTIOMIITUTEMIYHAM Ta TIOCTTPOMOOIIUTEMIYHUM Mi€T0(PiOpPO30M, KEPIBHUKIB 3aKIIaIIB
OXOPOHU 3710pOB’sl Pi3HUX (HOPM BIIACHOCTI Ta MIATOPSIKYBAHHSI.

1.4. Mera: BHU3HAUYE€HHS KOMIUJIEKCY 3aXOJiB 3 PaHHHOI'O Ta CBOEYACHOTO
BUSIBJICHHS, JIIaTHOCTHKM Ta JIKyBaHHS MEPBUHHOTO, MOCTIOJIIUTEMIYHOTO Ta
MOCTTPOMOOLIUTEMIYHOTO Mi€n0(iOpo3y, a TaKOXK MEIUYHOI JIOTMOMOTH IICIA
3aKIHYEHHS CIEL1aJIbHOTO JIKYBAHHS MallleHTaM CTapiIuM 3a 18 pokis.

1.5. JaTa ckaaganus nporokoay: auneHb 2016 poky.

1.6. laTa neperasiny mporokoJy: junesab 2019 poky.
1.7. Coucoxk Ta KOHTaKTHAa iHopMamia oci0d, fAKi Opaju y4acTb y
Po3podi MPOTOKOJIY

KpaBuenko Bacunes  aupexrop Menuunoro aenapramenty MO3 Ykpainu, roiaosa
BitamiitoBuu poboyoi rpymu;

Knumenko Cepriii 3aBiJyBay BIJUIUTY MEAUYHOI TeHeTUKH Jlep:kaBHOI yCTaHOBH
BixropoBuu «HarioHanbHMM HAyKOBHUM IIEHTP pamialliiHOI MEIUIIMHU
HAMH  Vkpaimm», a.M.H., 1npodecop,  TOJOBHUI

no3amrtaTHuil cneuianict MO3 VYkpainu 31 crnemianbHOCTI
«I"emaToiorisi», 3aCTYMHUK TOJIOBU 3 KJITHIYHUX MTUTaHb;

Jlimummnaa Onexa nupekTop JlemapraMeHTy cTaHgapTh3alli MEAUYHUX MOCITYT

MuxaiiniBHa Jlep>kaBHOTO MIANPUEMCTBA «Jlep>KaBHUN €KCTIEPTHUI LIEHTP
MiHicTepcTBa OXOpPOHM 3A0pOB’S YKpaiHuW», CT.H.C., K.M.H.,
3aCTYMHHK TOJIOBU 3 METOJIOJIOTIYHOTO CYPOBOLY;

bebemko 3aBiyBa4y BIJJUTY TeMarTojorii Ta TPaHCIUIAHTOJIOTiI
Bomogumup HepxaBHoi yctaHoBU «HalloHanbHUII HAyKOBHM LEHTP
['puropoBuu pamiamiinoi  memumman HAMH ~ Vkpaiaw», rTosoBa

npobnemHoi komicii «['emaTosorisi Ta TpaHC]y310JI0TisH
MO3 ta HAMH Vkpainu, unen-kopecnonnentr HAMH
VYkpainu, 1.M.H., npodecop;



["ankin denip
MuxkosaiioBuu

['oposa Enna
BomoaumupiBaa

['opsiinoBa Hamis
Banepiina

Jsrine Ipuna
CepriiBHa

3axapiieBa JIro0oB
MuxaiiniBHa

Koctrokesuu OkcaHa
MuxaiiiiBHa

Macnsgk 3BeHHCIaBa
Bononumupisaa

Martoxa Jlapuca
denopiBHa

Mimenrok Ombra
FOpiiBHa

Hikonaeuko-
KamumioBa TetsHa
[lerpiBHa
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3aBijyBad IMyHOricToximiuHoi jaboparopii KomyHanbHOTO
3akany «Yepkachbkuii 001aCHUN OHKOJIOTIYHUN JUCTIAHCEPY;

3aCTyMHHUK HauyajbHUKA YTPaBIiHHS — HaYaJIbHUK BLIILITY
KOHTPOJIIO SIKOCTI HaJaHHSI MEAMYHOI JONOMOT'H Y TIpaBIiHHS
JIIeH3yBaHHs Ta AKOCTI MenuyHoi qonomoru MO3 Ykpainu;

3aCTYIHUK JUPEKTopa 3 HaykoBoi pobotu JlepxaBHOT
yctaHoBU «IHcTUTYT remarojiorii Ta Tpancdysionorii HAMH
YKpainn», K.M.H.;

3aBiJlyBau BIJUIIJICHHS pajialliifHOl OHKOreMarTojorii Ta
TpaHCIUIaHTaIli CTOBOYpPOBUX KIITHH JlepKaBHOI yCTaHOBHU
«HarmioHanbHMil HAyKOBUM LEHTP padlaliiHOI MEIUIMHU
HAMH VYxkpaiun», 1.M.H.;

3aBiJlyBau MaTOJIOTOAHATOMIYHOTO BiAAIeHHS KuiBchbKOro
MICBKOT'O KJIIHIYHOTO OHKOJIOTTYHOTO IIEHTPY, .M.H.;

HAayKOBUW CHIBPOOITHUK HAayKOBOI'O BIJAULY BHYTPIIIHBOI
meauuuHu  JlepxaBHoi HaykoBoi ycraHoBu «HaykoBo-
OPaKTUYHUN  LEHTp  NpoIIaKTUYHOI Ta  KJIIHIYHOI
MEAMLIMHNY Jlep:KaBHOTO yNpaBiIiHHS clipaBaMU, K.M.H.;

3aBiJlyBau BIJJIIJIEHHS TeMarojorii JlepkaBHOI ycTaHOBHU
«lHCTUTYT mMaronorii KpoBi Ta TpaHCy31HHOT MEAUIMHU
HAMH VYxkpaiun», 1.M.H.;

3aBigyBad Kadenpu CIMEWHOI MEIWLUHMHH 1 aMOyJaTOPHO-
MMOJIKJIIHIYHOI JgormoMoru HaroHaiabHOI MeIUYHOI akagemii
nicnaauiioMuoi  ocBity  iMeHi ILJI. Illynuka, na.men.H.,
npodecop, TOJIOBHMM mo3amTaTHuid — cnemiadict MO3
VYkpainu 31 cneniajgbHOCTI «3arajbHa MpaKTUKAa — CiMelHa
MEJIUILINHAY,

HAyKOBUW  CHIBPOOITHUK BIAAUTY MEIWYHOI TEHETUKU
HepxxaBHoi yctanoBu «HarioHanbHUI HAyKOBUN TIEHTP
pamiamiitHoi meauiinan HAMH Vkpainny, k.M.H.;

JiKap MICBKOTO TemaToJioriyHoro IieHTpy KomyHanbHOTO
3aknany «Miceka OaratonpodiiabHa KiiHIYHA JiKapHS Nody
M. JIHIMpONEeTpOBCHK, K.M.H.;



HoBak Bacuip
JleoHigoBry

[TapamonoB Biktop
Bonogumuposuy
[TonyOenn Jlapuca
OnekcanapiBHa
XomeHko Biktop

IBanoBUY

[ITaTpoBa Knapnuis
MuxaiiniBHa

SpouieBchkui
Biktop CrenanoBuu
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aupektop [lepkaBHOi ycTtaHOBH «lHCTUTYT marosorii KpoBi
ta TpaHchysiitnoi megummaun HAMH  VYkpainm», a.M.H.,

podecop;

rojoBauii Jikap KomynampHoro 3akmagy «Yepkachkuii
00JaCHUM OHKOJIOTIYHUI HUCIIaHCEDPY;

acIipaHT BTy MEIWYHOI TeHETUKH Jlep>kaBHOI YCTaHOBHU
«HarioHanbHMM HAyKOBUM LIEHTP paiallifHOI MeIUIMHU
HAMH VYkpainny;

rojioBuuii ymikap KwuiBchkoro
KICTKOBOTO MO3KY, K.M.H.;

IEHTPY TpaHCIUTaHTAIl]

JOLIEHT Kadenpu MaTroJoriyHoi, TOmorpadiyHoi aHaTOMii
HamionansHoi Megu4HOi akageMmii INCIISIIUINIOMHOI OCBITH
imeni [LJI. llynuka, rojgoBHUI MO3aIITATHUM CHEIIAICT
MO3 Vkpainu 31 croemiaibHOCTI «JluTsya maTosoriyHa
aHaTOMIs», K.M.H.,

TOJIOBHUHM CHEIIAJICT BIUTY €KCTPEHOT MEAMYHOI JJOTIOMOTH
Ta MEOUIMHU KaracTpod YmpaBiiHHS  HaJI3BUYAWHOI
MeauuuHa MeauuHoro aenaprtamenty MO3 Ykpainu.

MeToauuHuii cynposia Ta inpopmaniiiHe 3a0e3ne4eHHA

['opox €Breniii
JleoH11OBHY

MenpHuk €Brenis
OnekcanapiBHa

Mirens Onekcanap
Bosogumuposuu

Py61ioBa €Brenis
IropiBHa

HayaJdbHUK Bigaimy sSKOCTI MEIMYHOI JOTOMOTH  Ta
1H(popMaIHHUX TEXHOJIOT1i Jlep>kaBHOTO
nignpueMcTBa «/lepxxaBHuit EKCIIEPTHUI LIEHTP

MiHicTepcTBa OXOPOHH 310POB’ Sl YKpaiHu», K.T.H.;

HavyanpHUK Binouny pokasoBoi Memumnuau Jlep:kaBHOTO

nignpueMcTBa «/lepxaBHuit €KCIIEPTHUM LIEHTP
MiHicTepcTBa OXOPOHHU 3I0POB’ ST YKpaiHu;

3aBilyBa4  CEKTOPY E€KOHOMIYHOI  OIlIHKM  MEIUYHUX
TexHoJyorii  Jlep>kaBHOro — migmpueMmMcTBa  «Jlep>kaBHHIA
EKCTIepTHUH TeHTp MIiHICTEpCTBA OXOPOHU  3JI0POB’S
YKpainuy;

ekcepT Bigauty weTtonuuHoro 3a0e3medeHHs HOBITHIX
TEXHOJIOTIA y cdepi OxopoHU 370poB’s JlepkaBHOTO
nianpueMcTBa «JlepkaBHui EKCIIEpTHUM LEHTP
MiHicTepcTBa OXOPOHU 310POB’sl YKpaiHn»,



Munkina Onena
OnekcaHpiBHa

HavyalbHUK Bimmimy MeTtogudyHoro 3abe3nmedeHHsS HOBITHIX
TEXHOJNOTIH y cdepl OXOpoHH 310poB’st Jlep:kaBHOTO
nignpueMcTBa «/lep>xaBHuit EKCIIEPTHUI LIEHTD
MinicTepcTBa OXOPOHH 310pPOB’sl YKpaiHM».

Anpeca s nucTyBaHHs: [lemapTameHT cTaHapTH3alli MEAMYHUX MOCITYT
HepxxaBHoro mignpueMmctBa «JlepkaBHuii excrieptHudl 1eHtp MO3 Ykpainuy,
M. KuiB. Enextponna aapeca: medstandards@dec.gov.ua.

EnextpoHHy Bepcito JOKyMEHTa MOKHA 3aBAaHTAKHUTH Ha OMIIIHHOMY caiTi

MO3 VYkpainu:

http://www.moz.gov.ua Tta B Peectpi

MGI[I/IKO-TCXHOJIOFi‘IHI/IX

JIoKyMeHTiB: http://www.dec.gov.ua/mtd/reestr.html

PenenzenTn

Buaubopenp
Cranucnas
Bomogumuposny

Kpstuok Ipuna

AHaToJiBHA

Tpetsx Hartamnis
MukosiaiBHa

3aBigyBady Kadeapu remarosorii Tta TpaHc(y310J0rii
HamnionansHOi MeguaHOI akaaeMii MiCISIAUIIIIOMHOI OCBITH
imen1 [1LJI. Ilynuka, a.M.H., npodecop;

HAyKOBHI KEPIBHUK BIJIUICHHS KOHCEPBAaTUBHUX METO/IIB
nikyBanHs HarionanbHoro iHctutyTy paky MO3 Ykpainu,
J.M.H., Ipodecop;

3aBilyBa4 BIAJIIJICHHS 3aXBOPIOBaHb CHUCTEMH KpOBI
HepxxaBHoi ~ yctaHoBM  «lHCTHMTYT  Tremaroyiorii  Ta
TpaHcdysionorii HarionansHOi akajgeMii MEIUYHUX HayK
VYkpainu», 1.M.H., ipodecop.


mailto:medstandards@dec.gov.ua
http://www.moz.gov.ua/
http://www.dec.gov.ua/mtd/reestr.html
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1.8. KopoTtka emigemioJsioriuna ingopmanis

MienonponigepatuBauit Mieaodiopo3s (M®D) moxe BUHUKHYTH BIEpIIEe —
MIEPBUHHUI Mienodiopos (IIMD) abo PO3BUHYTHCH 3 THITIOTO
MienonpoiepaTUBHOIO HOBOYTBOPEHHS, a caMe 31 crpaBxkHboi mosinutemii (CIT)
ta eceHiianbaol TpoMoOonuTemii (ET), cnpuunnstoun moct-CIT M® i noct-ET M®
BIIMOBIAHO. 3axBoproBaHicTh Ha [IM® y cBiTi KonuBaeTbes Big 0,5 10 1,5 Bunaakin
Ha 100 THc. HaceneHHs. Y CBOIO 4epry, 3a JaHUMH 0araTo4mclieHux nociijikeHb 10-
20 % BunaakiB CII mpotsirom 15-tu pokiB nporpecytoTs y noct-CII M®, a B 10 %
namieHTiB 3 ET depe3 10 pokiB micis ManidecTallii 3aXBoproBaHHsI BUHUKA€E 1MocT-ET
M®. PosnoscroxeHicts [IM® cepen 4o10Biu0i Ta >kiHOUYOI cTaTi oHakoBa. [IpoTe,
JIesiKl aBTOpU BU3HAYAIOTh He3HauHe npeBaitoBaHHs [IM® cepen KiHOK, HIK cepef
yosioBikiB (1,6:1,0), mo 3HUKae 31 30UIbIICHHSIM BiKy XBopuxX. He BUSIBJIEHO HisIKOi
ICTOTHOI €THIYHOI YM reorpadiyHoi CXWJIbHOCTI 10 BUHUKHEHHS HO30JI0Tii. Meniana
MaHi(ecTalii 3aXBOPIOBaHHS CTAHOBUTH 54-67 POKiB.

B Vxkpaini y 2015 p. 3axBoproBanicts Ha [IM® cranosmia 0,54 Bumagku Ha
100 Tuc. HaceneHus, (aOcoimoTHa KiUIBKICTh JopiBHIOBania 209 Bumaakam), a
nomwupeHictb — 4,14 na 100 Tuc. HaceneHHs (aOCOMIOTHA KUTBKICTh JTOpPIBHIOBAaJA
1614 Bumaakam).

I1. 3arajgbHa yacTuHAa

HNanuit  yHipiKOBaHUN KJIIHIYHUN MPOTOKOJA PO3POOJCHUII Ha OCHOBI
aZanToBaHOl KJIHIYHOI HAcTaHOBU «J[larHOCTHKA Ta JIKyBaHHS TIEPBUHHOTO,
MOCTIOJIIIUTEMIYHOTO Ta TOCTTPOMOOIIUTEMIYHOTO Miesno(diOpo3y», B AKiA HaBeJCHI
JaHl 1OA0 M1arHOCTUKHU Ta JiikyBaHHS XBopux Ha [IM®, noct-CII M® ta noct-ET
M®. TlonoxeHHss Ta OOIPYHTYBaHHA YHI()IKOBAHOTO KIIHIYHOTO MPOTOKOIY,
MmoOyJOBaHOTO Ha JOKa3ax 1 CHIPSAMOBaHI HAa CTBOPEHHS €IUHOI KOMIUICKCHOT
e(EeKTUBHOI CUCTEMU HaJlaHHS MeAu4HOi aornoMoru namieHtam 13 [IM®, noct-CII
M® ta noct-ET M®, oxoruoroun Bei ii etanu. CBoedacHe aiarHoctyBaHHs [IMOD,
noct-CII M®, noct-ET M® 103BOJUTH CYTTEBO MOIMIIMTH HOTO MPOTHO3 Ta
3MEHIIIUTHA BUTPATH HA HAJAHHS MEIUYHOI JOTIOMOTH XBOPHUM.

Hezanexxno Bim Toro, un € M®D mnepsunnuMm ([IM®D) abo BTOpUHHUM
HeorutactuaauM mporiecoM (rmoct-CIT M® ta noct-ET M®), BiH XapakTepu3yeThCst
KJIOHAJIHHOIO TIpoJTipepaliicro TeMOMOeTUYHUX CTOBOYPOBUX KIIITHH, TOB’SI3aHOIO 31
3MIHAMH CTPOMAJIBHOTO MAJIOHKY, AaTHUIIIEI0 MErakapiomuTapHOTO IapOCTKa,
30UTBIIIEHHSM PIBHS 3aNaIbHUX Ta MTPOAHTIOTCHHUX ITUTOKIHIB.

MienonpomideparuBauiit. M® € MOJEKyIsIpHO Ta KIIHIYHO TE€TEPOTCHHUM
3axBopioBaHHsAM.  KumiHiydi  o3Haku M@  pi3HOMaHITHI Ta  BKJIIOYAIOTh
KOHCTUTYIIOHAJIbHI cUMOTOMH (BTpata Baru Tuia > 10% BOpoaoBk 6-TU MiCSIB,
HiYHa MITJIMBICTH, JIMXOMaHKa He3’sicoBaHoro reHe3y (> 37,5°C) abo Ou1b y KicTKax),
pOrpecyouy aHeMIl, MOosBYy B mepudepruyHid KpoBi KpaIIieBUIHUX €PUTPOIIUTIB,
JIEUKOTIEH110 a00 JIMKOITUTO3, JIEHKOepUTPOOIacTO3 — MOSIBY B NepuepruyHii KpOBi
M1€J100J1aCTIB Ta €pUTPOOIACTIB, TPOMOOIMTOIECHII0 a00 TPOMOOIIUTO3, TTiIBUIIICHHS
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KOHIIEHTpaIi naKTaTJ:[ermporeHasm (JIAr), My.]'IbTI/IopFaHHI/II/I eKCTpaMe,HYJ'I}IpHI/II/I
remaronoe3 (EMI'), mo HaifgacTinie BHUKIMKA€e renaTOMETaliio i CIUICHOMETaifo.
[NamienTH 13 3aXBOPIOBaHHIM Ha Mi3HIN CTafll HEOIUTACTUYHOTO MPOIIECY 3a3BHUail
XapaKTEPU3yIOThCS  HASBHICTIO KOHCTUTYIIOHAIBHUX CHUMIITOMIB, KJIIIHIYHOIO
MaHi(ecTaliero CUMIITOMIB, IO aCOI[iIIOBaHI 31 CIJICHOMETANIEI0 Ta TeaTOMETaiero
(6om B dYepeBHIM MOPOXKHWHI, BITYYTTS IIBUJIKOTO HACHUYCHHS 1KEIO, O3HAKHU
iH(GapKTy CeNe3IHKH Ta MOPTaJbHOI TiepPTEeH3ii), PO3BUTKOM BTOPHHHOI JETreHEBOI
rinepTensii, MPOTrPeCyOUUM YpaXX€HHSM KICTKOBOIO MO3KYy Ta CHMIITOMaMu
TpaHc(opMaliii B rocTpy JeHKeMio.

Bepudikaris [IM® Ha choromHi 371HCHIOETHCS 3T1IHO 3 J1arHOCTHYHUMU
kputepismu  BOO3 (2008) Ta T1pyHTyeTbcs Ha KOMOIHAIi pe3ysibTaTiB
ricToMopOJIOTIYHOTO  JOCHI/DKEHHST  TpernaHoOionTary KICTKOBOTO  MO3KY 3
MOJIEKYJIIPHO-TEHETUYHUM AaHAIII30M 3pa3KiB KICTKOBOTO MO3KYy ab0 mepudepuyHoi
KpOBi, MeTOI0 sKoro € Bu3HaueHHs myTarii JAKZ V617F abo iHIUX KIOHAJIBHUX
Monekyasipaux MapkepiB (MPL W515K/L, myrtamis CALR a6o iH.) Ta omiHI
KJIIHIKO-TeMaToJIoriyHuX Tnoka3HukiB. [liarHoctyBanHs moct-CII M® Tta moct-ET
M® 3rigHo 3 aiarHoctTudyHUMHU KpuTepisiMu noct-CII M® ta noct-ET M@, okpim
ricToMop¢OJIOTIYHOr0,  KJIIHIKO-TeMAaTOJIOTIYHOTO,  MOJIEKYJISIPHO-TEHETUYHOTO
o0CcTeeHHs, MOTpedye JTOKYMEHTAIBHOTO MiATBEP/KEHHSI HAasSBHOCTI B aHaMHE3l
Bepudikoanoro aiarnosy CII i ET Bianosigno. ¥ Bunanky nporpecyBanus [IM® Tta
pO3BUTKY TocTpoi MmienoigHoi neiikemii (I'MJI), 3a BijCcyTHOCTI mMOKa3aHb a0o
HAsSBHICTIO TPOTHUIIOKA3aHb IS TPOJOBKEHHS CIEIIaJbHOTO MPOTUITYXIUHHOTO
JKyBaHHS, MALIEHTH MTOTPEOYIOTh MPOBEACHHS 3aXO0/IIB 13 MaIaTUBHOI JJOTIOMOTH, a
TaKOXX CUMIITOMATHYHOTO JIIKYBaHHSI.

Jlikapi 3arajibHOI MPAKTHKW — CIMEMHI JIKapl Ta JKapi-TepaneBTH AUTbHUYHI
BIJIIFPAIOTH KJIOYOBY POJIb B Oprasizauii paHHboro BusisiieHHs [IM®, noct-CII M®
Ta noct-ET M®, cripusHHI BUKOHAHHIO pEKOMEH/IaIliil CIeialiCTiB MO0 J1KYBaHHS
MI€JIONPOJIIEPaTUBHOTO HEOIJIACTUYHOTO TIPOIleCYy Ta OLIHKKA BIJMOBIAI  Ha
crienudiyHy Tepamito, y 3a0e3nedyeHHl HAJIC)KHOI CUMIITOMATUYHOI Ta MajiaTUBHOI
nonomoru. CyTTeBY JOMOMOTY B POOOTI JIIKAPAM 3arajibHOi MPaKTUKU — CIMEHHUM
JKapsAM, JIKapsIM-TepareBTaM IUTbHUYHUM HaJIal0Th (QEeIbAIIePU Ta CECTPH MEINYHI
3arajibHOI MPAKTUKH — CIMEHHOT METUITMHHU.

II1. OcHoBHA YacTHHA
3.1. IEPBUHHA ME/IUYHA JTOIIOMOTI' A

1. IlepBunHa npodiiakTuKa

IToJ10:xeHHA

ITeppunna npodinaktuka [IM® BxItOUace: monepeHKEHHs KaHIIEPOTeHHOI Ail
30BHIIIHIX Ta BHYTPIIIHIX (DakTOpiB, HOpMAaIII3alil0 XapuyBaHHS, 3I0POBHUM CIIOCIO
KUTTSA, TIIBUIINCHHS CTIHKOCTI Opra”i3My [0 WIKIMBUX (PAKTOPIB OTOYYHOUOTO
CEpEIOBHUILA.
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OOrpyHTyBaHHS
Bincytni gani mozgo cnenudivaoi npodimaktuku [IMO.
@®akropu pu3uKy po3BUTKYy [ IMD:
® KOHTAKT 3 alleTaTOM CBHUHIIIO, CAlIOHIHOM, OEH30JI0M;
® BHCOKA JI03a 10HI3yIOUOTO OIPOMIHEHHS,
e Bipyc ueiikemii  Paymepa, Bipyc  capkomu  S37,  BipycC
Mi€eonpoTiepaTuBHOT JIEHKEMIT;
® BHCOKI JI03U €CTPOTEHIB;
® BBEJCHHS AaHTUKICTKOBOMO3KOBOI CUPOBATKHU;
® CIAaJKOBICTb.
HeoOxiani aii Jikaps
1.1. Bcix oci0, siIKI OTPUMYIOTH MEIWYHY JONOMOTY B JIIKapsl 3arajibHOi
NPaKTUKA — CIMEHHOTO Jikaps / Jikaps-TepamneBTa MIIbHHYHOTO, CKEPOBYBATH Ha
npodIIaKTUYHUN  OIJIA] W00 OHKOJIOTIYHOI Ta TIeMaToJIOriyHOi MaToJorii —
OHKONPO(OTIIA, OIS JIKaps-reMartosiora 1 pa3 Ha pik.
1.2. PexomMeHayBaTH YHUKATH BIUTUBY (aKTOpPiB pU3UKY po3BUTKY [IM®, mio
OB’ s13aH1 31 CIOCOOOM KUTTSI Ta OTOUYIOUUM CEPEIOBUILIEM.

2. JliarHoCcTHKA

IToJ10:KeHHS IPOTOKOTY

[lamieHTH 3 KOHCTUTYIIOHAJIBHHUMH cuUMNOTOMaMmu (BTpatu Baru Tina > 10%
BIIPOJIOBX 6-TM MICSIlIB, HIYHA IITJIUBICTb, JUXOMaHKAa HE3 SICOBAHOTO TICHE3Y
(> 37,5°C) abo Oinb y KiCTKax), CIUICHOMETAJI€I0, T'eaTOMETalli€o, a TaKoX 13
JehKomneHiero  abo  JEeWKOIIMTO30M, JIEHKOEpUTPOOJIACTO30M — TIOSIBOIO B
nepudepuyuHiii KpoBi MI€JIO0JACTIB Ta €pUTPOOIACTIB, TPOMOOLMUTONEHIE abdo
TPpOMOOITUTO30M, aHEMI€l0, KpAIUICBUJIHUMH  EPUTPOIUTAMH,  IIiABUIICHHIM
koHueHTpariii JI/[I" 3a pe3ynbrataMu aHamizy KpoBi, KU MPOBEACHO 3 OYIb-IKOTO
NpPUBOAY, MalOTh OyTH HampaBJi€HHI 10 JIKapsA-reMaTojiora Miciis BUKIIIOUYEHHS
1H(EKIIHHOTO Ta ayTOIMyHHOTO Tpoliecy BIpoaoBxk 10-tu gHIB.

OO0rpyHTyBaHHA

3Bakatoun Ha Te, mo Bepudikaimis [IM® rpyHTyeTbCSI HE TUIBKK Ha OIHIN
ricTOMOpGOJIOTIYHOTO  JOCHI/DKEHHS ~ TPemaHoOionTary  KICTKOBOTO — MO3KY,
MOJIEKYJIIPHO-TEHETUYHOTO aHaji3y 3pa3KiB KICTKOBOTO MO3Ky abo mepudepuaHoi
KpoBi 3 BuzHaueHHsAM myTauii JAK2 V617F abo iHIMX KIOHAJIBHUX MOJEKYJISIPHUX
mapkepiB (MPL W515K/L, myramiss CALR a6o iH.), BOHa 3/1iiCHIOETHCSI BUKITFOYHO
MpU HaJIaHHI CIEMiaTi30BaHOI MEIUYHO1 JOmoMOorH. Tomy MisUIBbHICTH JIIKapiB, SK1
HAJA0Th MEPBUHHY MEAWYHY JonomMory mmono BuseieHHs I[IM® mnonsarae B
CBOEYACHOMY BU3HAUEHI CUMIITOMIB XapaKTEPHUX JJI1 HbOT'O Ta CKEpyBaHHI Malli€HTa
Ha CHOeliagi3oBaHy MeIuyHy jgomnomory. HasBHICTh  KOHCTUTYIIIOHAJBHHUX
CUMIITOMIB, TeraToMeralii, CrijieHoMerasii, JeHKOMeHii a0o JIEUKOIIMTO3Y 3 O3HAKaMH
nopyueHHs: audepeHiamnii, TpomOonuToneHii abo TPoMOOLMTO3y, aHEeMii MOXKe
OyTu mpu AeskuX 1H(QEKUIMHUX Ta ayTOIMyHHUX 3aXBOPIOBAHHSX, Kl MOTPIOHO
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BUKJTFOYUTH TIEPE]l HAMNpPAaBJICHHSIM TalieHTa 3 migo3poto Ha [IM® no mikaps-
remMaroJjora.

HeoOxinHi aii qikaps

2.1. 30ip ckapr Ta aHAMHECTUYHHX JaHuX (quB. 1. 4.1.1 . 4.1 Pozniny V).

2.2. ®i3uKanbHUIN OIS, CIPSIMOBAHUI HAa BU3HAUEHHS PO3MIPIB MEYIHKU Ta
CEJIC31HKH, O3HAK IMOPTaJIbHOI TIMEpPTEeH31i, PO3MIpIB JIM(PATHUYHUX BY3IIB, O3HAK
HerenaToJie€HaIBHOTO eKcTpaMenyisipHoro remonoesy (EMI).

2.3 JlaGopatopHe JHOCHiPKEHHS KpoBl. B KIIHIYHOMY aHami3l KpoOBi
MIPOBOJAUTHLCS BU3HAUYCHHS PIBHS T'€MOTJIO01HY, KIJTBKOCTI €PUTPOLIUTIB, JTEUKOIUTIB 13
ix ¢opmyroro, TpomOouuTiB Ta IIIOE. B 6ioxiMiuHOMY aHai31 KpOBI BU3HAYAETHCS
piBeHb  OumipyOiHYy, 3arajibHOro OUIKy, amadiHamiHoTpaHcdepasun (ANAT),
acnapraraminorpancdepasu (AcAT), JIII', kpeaTuHiHy Ta C€40BOi KHCIOTH.

2.3. BukmounTtn 1HQEKIIHHWA Ta ayTOIMyHHHMH XapakTep NHaTOJOTIYHOTO
poIIeCy.

2.4. HanpaButu marfi€eHTa 3i CTIMKMMHU 3MiHAMHU TOKa3HHKIB TepudepudHoi
KpOBI, 31 30UIBIICHHSIM Cele31HKH Ta/ a00 TNeYiHKH, KOHCTUTYLIOHAJIbHUMHU
CUMIITOMaMH, 32 YMOBH BIJICYTHOCTI IO3UTHUBHOI IMHAMIKH, BIPOAOBK 10-TH qHIB HA
Crelialli30BaHy MEIUYHY JOMOMOTY 3a MICIIEM peecTpallli ado iHIIe — 32 OaXKaHHIM
MMarjicHTA.

3. JlikyBaHH#A

IToJ10:KeHHS IPOTOKOTY

CremiasibHe POTUIYXJIMHHE JIIKyBaHHS marieHTiB 13 [IM®, noct-CIT M® Ta
nocT-ET M® npusHadaeThcs Ha CIiemiai30BaHiil MEIUYIHINA JOTIOMO3I.

OO0rpyHTyBaHHS

JloBeneHo, 1o creriaibHe NPOTUIMYXJIUHHE JIIKYBaHHSI CHPUSE TOCATHEHHIO
JIOBrOCTPOKOBOI peMicii, 301IbIIEHHIO TPUBAIOCTI Ta SIKOCTI1 )KUTTS XBopux Ha [IM®,
nocT-CII M® 1 noct-ET M®.

HeoOxiaHi aii Jikaps

3.1. He mpusnavatu naiieHty ¢izioTepaneBTUYHi MPOIeaypH.

3.2. Tlix yac OOCTEeKEHHs Ta CHEIiaJbHOTO JIKyBaHHS CHPUATH BHUKOHAHHIO
MAaI€EHTOM BCIX PEKOMEHJAIIN JiKaps-reMaTojiora Ta 1HIIMX CIHEIialiCTiB, a TaKOX
HajgaBaTH 1H(GOpPMAIiF0 Ha OCHOBI JaHUX QJanTOBaHOI KJIIHIYHOI HACTaHOBH
«/liarHocTMKa  Ta  JIIKyBaHHA  MEPBUHHOIO,  MOCTIOJILUTEMIYHOIO  Ta
nocTTpoMOoUTeMIYHOTO Mienodiopo3y» Ta mam’stku «llam’arka st marieHTta 3
MEePBUHHUM, TOCTHONIIUTEMIYHUM Ta TOCTTPOMOOIUTEMIYHUM Mien0(iopo3om»»
(muB. onatox 1).

4. IToganbuie CrOCTEPeKEHHS, BKIYAYH JUCIAHCEPHU3ALII0

ITos107KeHHA POTOKOIY

[Tamientu, gxi oTpuMyrOTh cneuudiuny tepanito [IM® JAK2 inriGitopamu,
UTOCTATUKAMHU, €PUTPOINOETUHAMH, TJIIOKOKOPTHKOIAAMHU Ta 1H. mpemaparamud ado
MepeHeCId arpeCuBHY 1HAYKIIAHY Teparliio 3 HAaCTYIMHOK KOHCOJIIAIIED aIOT€HHOIO
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TpaHCIUTaHTamieo cToBOypoBuMu kimitnHamu (anoTCK), cruieHeKToMit0, IPOMEHEBY
Teparito nepedyBaroTh Ha OOMIKY B JIiKapsi 3arajibHOI NPAKTUKUA — CIMEHHOTO JIiKaps /
JiKaps-TepaneBTa IUIbHHYHOTO, KU Bele HEOOXiHy MEIUYHY JOKyMEHTAII0 Ta
CHpusi€ BUKOHAHHIO MAlliEHTOM PEKOMEH/IAIIIN CIIeI1aiCTiB.

[MamienT mig yac JUCMAHCEPHOTO CHOCTEPEKEHHSI CBOEYACHO CKEPOBYETHCS 10
JKaps-reMaToJiora 3a MOsSBH MiJ03pH Ha MPOTPECII0 3aXBOPIOBAHHS ISl TPOBEICHHS
OIIIHKM BIJAMOBIJI Ha crenudiuyHy Tepamito Ta ii Moaudikarmii 3a HEOOX1THOCTI.
[lamieHTy HanaeTbCcs CUMITOMATHYHE JIIKYBAHHS, IO CIPSIMOBAHE Ha KOPEKIIIO
MaTOJOTIYHUX CHUMNOTOMIB 13 OOKYy pI3HHUX OpraHiB Ta CHUCTEM, JIIKyBaHHS I1HIIUX
3aXBOPIOBaHb, MIATPUMKY SKOCTI XKHUTTS, PU HEOOX1THOCTI MAIIEHT CKEPOBYETHCS Ha
BTOPUHHY (CIIeliali30BaHy) MEIUYHY JIOITOMOTY.

[lamieHTaM 3 HEKOHTPOJIBOBAHUM IMPOTPECYIOYUM 3aXBOPIOBAHHIM HAJAIOTh
najgiaTUBHY MEAWYHY JOIIOMOTY Ta CAMITOMATHYHE JTIKYBaHHS.

OO0rpyHTyBaHHA

[cHyIOTH JTOKa3M, 10 paHHE BUSBIEHHS B1ICYTHOCTI BIANOBi/AI HA ceu(pIuHy
TEpamiro Ta MPOrpecyBaHHS MIENIONPOMiPepaTUBHOTO HEOIUIACTUYHOTO MPOLECy
CIpHsIE CBOEYACHIM KOPEKUIi JIIKYBaHHS, 30UIbIIYyE BU)KMBAHICTb, MOJIMILIYE SKICTh
#xuTTsA XBopux Ha [IM®, nocT-CII M® Ta noct-ET M®. Tomy nij yac npoBeIeHHS
cnerugiunoi Ttepanii [IM®, noct-CII M®, noct-ET M® pizHuMu rpynamu
npenaparis, MICIs 3aBEPIICHHS 1HAYKIIHHUX TPOTOKOIIB JIIKYBaHHS 3 MOCITIAYIOUUM
nposeneHHsM anoTCK, micis criyieHeKkToMii 1 MpOMEHEBOT Teparii maieHT noTpedye
MOCTIHHOTO HArJIsAAy JKaps 3arajgbHOl NMPAKTUKA — CIMEHHOro jikaps / Jikaps-
TepareBTa JIJIbHUYHOTO.

Hesiki GopMu TicuxoTeparnii MNPUHOCSATH KOPUCTh TAIll€EHTaM, XBOPUM Ha
reMaToJIOTIYHI 3aXBOPIOBAHHS, OCKUTBKM MalOTh TO3UTUBHUM BIUIMB Ha SIKICTh JKUTTS
MaIjl€cHTAa.

HeoOxiani aii Jikaps

0b06’a3xo06i

4.1. 3abe3neunTtu 3anucu B MeauuHiid kapTi amOyjaaTopHoro xsoporo (hopma
Ne 025/0) Ta KOHTpOJbL JOTPUMAHHS IUIaHy aucnaHcepusamii (muB. mm. 5 m. 3.3
Pozainy II).

4.2. Tloromgutn IndopmoBany n0OpOBUIbHY 3rojly Mali€HTa Ha OOpOOKY
nepcoHanbHux aanux (Bxmamuuii muctok 1o o6mikoBoi opmu Ne 025/0).

4.3. Bzaemopmiatu 3 JIKapeM-Te€MaTOJIOTOM, IIOKBapTAIbHO YTOYHIOBATU
CIHMCKHM TMAalll€HTIB, Kl MepeOyBalOTh Ha AUCIAHCEPHOMY OOJIKY, OOMIHIOBAaTHCH
MEJIMYHOIO 1H(GOPMAITIE€I0 TIPO CTAH MAIlIEHTIB.

4.4. HangaBatu iHdopmMaliio narieHram, siki OTpUMYIOTh crielidiuny Tepariro
[IM® JAK?2 inri6iTopamMu, IUTOCTATUKAMU €PUTPOTIOCTUHAMH, TIIFOKOKOPTUKOITaMH
Ta 1H. mOpenapatamMud abo0 TepeHecHr IHAYKIIMHY Tepamio 3 HACTYIHOIO
koHcomaaniero anoTCK, crieHekToMilo, MpoMEHEBY Teparito, abo ocobaM, ski
JIOTJIAJIAI0Th 32 XBOPHUMHM IIOJ0 MOKJIMBUX O€3MocepenHix 1 BiAgaleHUX MOOIYHUX
e(eKTIB JIIKyBaHHS, HEOOX1AHOCTI MPOBEACHHS MEPIOAUIHUX OOCTEKEHDb Y 3B SI3KY 3
noTpeOOr0 B OIHII BIJIMOBI/I, BUCOKOK HEOE3IMEKO MpOorpecii 3aXxBoproBaHHs ab0
BUHUKHEHHS 1HIIOT HEOI1a3ii.
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4.5. HamaBatn pekoMeHpaIlli moa0 Croco0y KUTTSA, PEKUMY XapuyBaHHS Ta
(b13MYHUX HaBAHTAXKEHb.

4.6. 36ip ckapr ta aHamMHecTHYHUX AaHuX (quB. m. 4.1.1 m. 4.1 Po3xainy 1V).

4.7. llepiognunuii (i3UKaIBHUAN OTJISL, CIIPSIMOBAHUN HA BU3HAYEHHS PO3MIpPIB
NeYiHKK  Ta  CeJe3lHKH,  JIM(paTHUYHUX  BY3JIB,  HAsABHOCTI  BOTHHII
HErenaToJl€HATBHOTO  €KCTPAMEAYJISIPHOIO  YpaKeHHs  MiesomnpodiiepaTuBHUM
HEOTUTACTUYHHUM IPOLIECOM.

basxcani

Hapuanus HaBUYOK KOMYHIKAIli 3 marienTamMu, XBopumu Ha [IM®, noct-CII
M®, mnoct-ET M® mimx wyac KypciB MiaBHINCHHS KBamidikaiii Ha 0asi
reMaToJIOTIYHOTO CTaIlloOHapy, POo3po0JIeH] Ha OCHOB1 peKOMEH ALl ITCHUXOJIOT1B.

3.2. BTOPUHHA (CHHELIAJII3OBAHA) MEJUYHA JJOIIOMOT A

1. liarHocTHKA

IToJ10:keHHA IPOTOKOTY

Hiarno3 [IM® BCTaHOBIIOETHCS Ha BTOPWHHIN (CIeliani3oBaHii) MeAUYHIN
JIOTIOMO31, Yy CKJIQJHUX BHUIIAJKAaX IMAalI€HT CKEPOBYEThCS HA TPETHUHHY (BHCOKO
CHeIiai30BaHy MEJINYHY JOMOMOTY).

OO0rpyHTyBaHHS

3Bakatoun Ha Te, mo Bepudikaimis [IM® rpyHTyeTbCsI HE TUIBKK Ha OIHIN
KJIIHIKO-TE€MaTOJIOTIYHUX MOKAa3HUKIB, ajie 1 Ha KOMOIHaI1 1i pe3yIbTaTiB 13 TaHUMHU
ricToMOpGOJIOTIYHOTO  JIOCHIPKEHHS ~ TpPernaHoOionTary  KiCTKOBOTO — MO3KY,
MOJIEKYJIIPHO-TEHETUYHOTO aHaji3y 3pa3KiB KICTKOBOTO MO3Ky abo mepudepudHoi
KpoBi 3 BuzHaueHHsaM myTailii JAK2 V617F abo iHIMX KIOHATBHUX MOJICKYJISIPHUX
mapkepiB (MPL W515K/L, mytamiit CALR, a6o iH.), BOHa 3 ICHIOETHCS BUKJITFOUHO
Ha TPETUHHIN (BUCOKOCIICIIATi30BaHii) MeIu4Hii gonomo3i. Tomy JisSUTBHICTB
JiKapiB, 10 HAJAIOTh BTOPUHHY MEIWYHY JIOMOMOTY, I10JI0 BusBieHHS [IM®
MOJIATAE Y CBOEYACHOMY BH3HAYEHI CHMIITOMIB XapaKTepHUX [JIsI HBOTO Ta
CKepyBaHHI MallleHTa Ha CHellali30BaHy MeIuyHy jgomnomory. HasBHicTb
KOHCTUTYIIOHAIBHUX CHMITOMIB, TemaroMeraiii, CIuIeHOMeranii, jeikoreHii abo
JEUKOIMTO3y 3 O3HAaKaMu TopymieHHs audepenianii, TpoMOomuTorneHii ado
TpOMOOLIUTO3y, aHeMii Moxke OyTW MpH HU3LI I1HPEKUIHHUX Ta ayTOIMYHHUX
3aXBOPIOBAaHb, OTKE iX MOTPIOHO BUKIIOUUTHU TIEPE] HAMPABIEHHSM IMAIliEHTa 3
nigo3poro moxao [IM® no nikaps-remaTosiora.

HeoOxinHi aii gikaps

0006’a3K06i

2.1. 30ip ckapr Ta aHaMHECTUYHUX JaHuX (muB. mi. 4.1.1 m. 4.1 Po3ainy V).

2.2. Oi3UKaIbHUN OIJIAJ, CIPSIMOBAHMIA HAa BU3HAYEHHS PO3MIPIB MEUYIHKUA Ta
CeJIe31HKH, O3HAaK MOPTAIbHOI rinepTeH3ii, JIMPaTUYHUX BY3JIIB, HASBHOCTI BOTHUII
EKCTpaMEAYJISIPHOTO YpaKeHHS MieJIONpotidepaTUBHUM HEOIJIACTUYHUM MPOIIECOM.

2.3. JlabopaTopHi AOCIIIKEHHS KPOBI:

- PO3TOpPHYTHH 3arajbHHUN aHaji3 KpoBi (piBEHb I'e€MOIJIOOIHY, €PUTPOLIUTIB,
JeUKOUMTIB 13 JudepeHIiioBaHUM BHU3HAYEHHAM IX KIJIBKOCTI, TPOMOOIIMTIB,
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perukynonutiB Ta [IIOE);

- Oioximiyamid anami3 kposi (JIIAI, 6inipy0OiH, 3aransauii 6imok, AnAT, AcAT,
raMMa-TiroTaminTpancnentyaasa (y-I'T), piBeHb TJIIOKO3HM, KpeaTWuHIH, CedoBa
KHCJIOTA, JIy’)kHa (hocdaTasza, Kalii, Kalbllid, HATPik);

- ooctexxeHHst Ha cudimic, renatutu, BIJIL.

2.4. [HCTpyMEHTaIbH1 JOCITIKCHHS:

- EKT;

- peHTreHorpadis OpradiB rpyIHOI KIITKHA B 2-X IIPOEKITISIX;

- V3]l 4epeBHOI MOPOKHMHU (MEUYIHKH, CEJE31HKH), Majoro Ta3zy (3a
MOKa3aHHIMHU ).

2.5. Koncynprairis jgikapiB (3a MOKa3aHHIMH):

- 1H(EKITIOHICTA;

- peBMATOJIOTa;

- TAaCTPOCHTEPOJIOTa;

- TIHEKOJIOra Ta 1H.

2.6. 3a mosiBM B mporeci oOcTexeHHs Migo3pu moao [IM®D, BuKIOUYNUTH
1H(QEKIIHHUNA Ta ayTOIMyHHHMI XapakTep Hpouecy. 3a BIICYTHOCTI MO3WTUBHOI
JMHAMIKM — HallpaBUTHU NallleHTa BOpoAOoBK 10-TH JHIB Ha Clielialli30BaHy MEAUYHY
JIOTIOMOTY 3a MiclieM peectpallii abo 1HIIe — 3a 0a)KaHHSIM Talli€eHTa.

2. JlikyBaHHs1

IToJ10:keHHS IPOTOKOJTY

CremiasibHe TPOTUITYXJIMHHE JTiKyBaHHS TamieHTiB 13 [IM® mpusHayaioth Ta
KOPETyIOTh BUKJIIOYHO Ha CHEIiai30BaHIi MEIMYHIN TOITOMO31.

HeoOxinHi aii Jikaps

3.1. He npu3Havatu nauieHTaM (pi310TepaneBTUYHI MPOLEAYPH.

3.2. Tlpu 3BepHeHHI mailli€eHTa, KU oTpuMye crenudiune mikyBanas [IM
JAK2 iHribiropamu, HUTOCTATUKAMU, EPUTPOIIOETUHAMH, NIFOKOKOPTUKOIaMU Ta 1H.
npenaparaMu abo0 TEepeHIC IHAYKUIWHY Tepamilo 3 HACTYMHOK KOHCOJIIIALIE0
anoTCK, cIieHeKTOMilo, MPOMEHEBY TEpamilo CHPUSATH BUKOHAHHIO HUM
pEKOMEHJAII JiKaps-reMaTosora moja0 peXUMy OLIHKHM BIAMOBIAI HA Tepamilo Ta
KOPEKIIIF0 OCTaHHBOI. KOHTpOJOBaTH MOTPUMAaHHS PEKOMEHAAIIN XBOPUM IHIIUX
CIEIIAIICTIB, a TaKOX IMPOBOIUTH OIJISIA 3 METOI BHUSBICHHS Oe3rocepedHix abo
BIJITAJICHUX YCKJIAAHEHb CIEIiaTbHOTO JIIKYBaHHSI.

3. opaabine cnocTepeKeHHsl, BKJIYAIYH JUCIIAHCEPU3AILiI0

IToJ/10:keHHS IPOTOKOTY

[TamienTtu, sixki orpuMytoTh crienudiyae gikyBanHs [IM® JAK?2 inri6iTopamu,
IIUTOCTaTUKAMU, €PUTPONOETUHAMHM, TIIOKOKOPTHUKOIAaMHU Ta 1H. mpemnapatamMu abo
nepeHecnd IHAYKLIMHY Tepamiro 3 HacTynmHow  KoHcomigamiero  anoTCK,
CIUICHEKTOMIiI0, MPOMEHEBY Tepariio IepedyBae Ha OOJIIKYy B JIIKaps-TeMaToJora,
SAKUU Belle HEOOXIIHY MEAMYHY JOKYMEHTAIlI0 Ta CHpPHs€ BUKOHAHHIO MAIll€HTOM
yCIX PEKOMEH/ 1Al CrelialiCTiB.

[TamienT 13 [IM® mig yac AMCIAHCEPHOTO CIOCTEPEIKEHHS HAMPABISETHCS J10
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JIKaps-TeMaTosiora 3a MIJ03pH IIOAO0 MPOTPECYBaHHS Mi€IOMPOTiPEepPaTHBHOTO
HEOIJIACTUYHOTO TPOIIeCy, sl MPOBEACHHS OIIHKK BIAMOBINI Ha crneundiuyny
Tepamito Ta i1 Mogudikaiii 3a HeoOxigHOCTI. [lalieHTy HamaeThCA CUMITOMATHYHE
JIKyBaHHS, SIKE CTIPSMOBAHE Ha KOPEKI[I0 MaTOJIOTIYHUX CHMIITOMIB 3 OOKY OpraHiB
Ta CHUCTEM, JIIKYBaHHS 1HIIUX 3aXBOPIOBAHD 1 MIATPUMKY SIKOCTI )KUTTS, HAPABICHHS
Ha BTOPUHHY (CIeliai30BaHy) MEIUYHY JIOTTIOMOTY.

[TamieHTaM 3 HEKOHTPOJIHLOBAHUM MPOTPECYIOYUM 3aXBOPIOBAHHSAM HAJAETHCS
aJIeKBaTHA MajiaTUBHA MEIMYHA JI0IIOMOTa Ta CAMITOMATUYHE JIIKYBaHHS.

OO0rpyHTyBaHHS

[cHyIOTh MOKa3M, 110 paHHE BUSIBJICHHS BIJCYTHOCTI BIANOBI/I HA crielu(piuyHy
Teparii, Mporpecii MieJonpoidepaTUBHOTO HEOIJIACTUYHOTO TPOLIECY CIIPHUsIE
CBOEYACHIM KOPEKIIiT JIIKyBaHHS Ta 301IbIIy€ BUKUBAHICTD, MOJIMIIYE SIKICTh KUTTSA
namiedTiB 3 [IM®, noct-CII M® ta noct-ET M®. Tomy mnijg yac mpoBEICHHS
cnequgiunoi tepamii [IM®, moct-CII M® Tta noct-ET M® pizHuMu rpynamu
Ipenaparis, MICIs 3aBEPIIEHHSI BUCOKO030BO1 1HAYKILIMHOI Tepamii 3 HOCIiyI040k0
koHcodiganiero anoTCK, crjeHekToMii, MPOMEHEBOi Tepamii MNalieHT MOoTpedye
NIOCTIHOTO HATJISAy JIKaps 3arajbHOl MPAaKTUKA — CiMEHHOro ikaps / Jikaps-
TepareBTa JIIbHUYHOTO.

Hesiki gopMu TicuxoTteparii MNPUHOCATh KOPHUCTh MallieHTaM, XBOPUM Ha
reMaToJIOT14HI 3aXBOPIOBAHHS, OCKUIBKM MalOTh TO3UTUBHUI BIUIMB Ha SIKICTh YKUTTS
MMarjicHTA.

HeoOxiani aii Jikaps

0006°:a3K08i’

Opranizaiiis HaJlaHHS MEJAMYHOI JOTMOMOTH TaIlli€eHTaM, siKi nepeOyBaloTh Ha
cnenudiuniii Tepamii [IM®, noct-CII M® Ta noct-TE M® abo micns mpoBeaeHHS
IHIYKIIMHOT Tepamii 3 mnochiaytouoro KoHcomigamiero anoTCK, crienekTomii,
IIPOMEHEBOI Tepartii.

basicani

[Tpu 3BepHEHHI JiKaps 3arajabHOI MPAKTUKKW — CIMEHHOTO Jikaps / mikaps-
TepaneBTa AUIbHUYHOTO 32 KOHCYJbTaLI€0, IPU CAMOCTIHHOMY 3BEpHEHHI Malll€eHTa
abo ocolwu, sAKa JOTJIsA/Iae 3a MalliEHTOM, — HaJaBaTH 1H(QOpPMAIIiIO 100 MOXJIMBUX
Oe3mocepeHiX Ta BIJJAJICHUX TOOIYHUX €(QEeKTIB JIKyBaHHS, HEOOX1AHOCTI
MIPOBENICHHSI TIEPIOIUYHUX OOCTEKEHb 1 OIIHKHM BIAMOBiMI Ha crienudiuHy Tepario,
0 3yMOBJICHO BHCOKMM PHU3UKOM BIJCYTHOCTI BIAMOBiAI HA OCTaHHIO Ta
BUHUKHEHHSIM TMPOTPECii MIEIONPOMiPEepaTuBHOTO HEOIIACTUYHOTO MPOIECy abo
1HIIIOTO HOBOYTBOPEHHS.

MiniManbHuH mnepesik 00CTe:KeHb, Pe3yJabTAaTH SIKUX J0JAITHCH /10
HanpapJieHHs nmamieHTa 3 migo3por Ha [IM®, noct-CII M® ta noct-TE M® na
TPETHUHHY (BUCOKOCIENIATi30BaHYy) JONOMOTY:

1. Po3ropHyTuii 3arajgpHuii aHaIi3 KpOBI,

2. bioxiMiuHMI aHaI3 KPOBI;

3. BucHoBoOK cremianicta 3 iHQEeKIiiHuX Ta ayTOIMyHHUX 3aXBOPIOBaHb;

4. BUCHOBOK PEHTI'€HOJIOTa, PEHTT€HOJIOT14HI 3HIMKHA OPTaHiB TPYIHO1 KIIITKH
B 2-X MPOEKISAX A0JAI0ThCA 000B’SI3KOBO;
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5. BucaoBokx V3] mocmimkeHHs (MEYiHKKM Ta cene3idku), Y3Jl-3HIMKH
J0JIaI0ThCs1 000B’I3KOBO.

3.3. TPETUHHA (BUCOKOCIELNIAJTI3OBAHA) MEIWUYHA
JAOHHOMOTI'A

1. liarnocTuka

ITos107keHHA POTOKOJIY

HiarnoctyBanHs [IM® 311iicHIOETBCS Ha TPETUHHIN (BUCOKOCTICITiaai30BaH1i)
JIOTIOMO31 3rigHO 3 miarHocTHYHUMHU KpuTepismu [IM® BOO3 (2008) na miacTasi
pe3yabTariB MOPGOIOTIYHOTO JOCIIKEHHSI TPEmaHoOIoNTaTy KiCTKOBOI'O MO3KY,
MOJIEKYJIIPHO-TEHETUYHOTO aHai3y 3pa3KiB KICTKOBOTO MO3Ky abo mepudepuyHoi
KpoBi 3 Bu3HaueHHsM myTarlii JAK2 V617F, abo iHIMX KJIOHAJIHLHUX MOJEKYISIPHUX
mapkepiB (MPL W515K/L a6o iH.) Ta KJIiHIKO-TeMaTOJIOTIY4HOTO OOCTEKEHHS (IIHB.
nm. 4.1.2 . 4.1 Po3ainy IV).

Bepudikamis mnoct-CII M® Ta noct-ET M® 3ailicHIOETBCS 3T1IHO 3
niarHoctuyHuMU  kputepisimu ocT-CII M® ta moct-ET M®. OxpiM KiiHIKO-
reMaToJIOTIYHOTO, a TaK0 MOJIEKYJIIPHO-TEHETUYHOTO OOCTE)KEHHS, HEOOXITHUM €
JIOKyMEHTAJIbHE MMiJITBEPHKCHHS HAsIBHOCTI B aHaMHE31 BCTaHOBJIeHOro jiarHo3y CII
1 ET Bigmosigao (mus. mi. 4.1.3 . 4.1 Po3ainy V).

[Ticns Bepudikaii miarHo3y BuzHadaeThes ¢aza [IMD. Ilepen mouaTkom
JIKyBaHHSI HEOOX1IHO MpOaHai3yBaTH MPOTHOCTUYHI (DAKTOPU Ta BUSHAUYHUTH TPYITY
pPHU3UKY, IO SIKOI HajaeKuTh mamieHT 3a mkaiaow IPSS, DIPSS a6o DIPSS-Plus 3
MeTor0 oliHKM nporrosdy nepediry [IM®, noct-CIT M®, noct-ET M® Ta Bubopy
ctpaterii JikyBaHHs xBoporo (muB. mi. 4.1.6 . 4.1 Posniny 1V). Ilepen moyatkom
nikyBaHHs [IM®, noct-CII M® ta noct-ET M® Heo0XxigHO OOCTEKUTHU MallieHTa 3
METOI0 BHUSIBICHHS MNPOTUIIOKA3aHb 0 NPOBEIEHHs crneuudiyHoi Tepamii abo ii
OKpPEMHX BapiaHTIB.

OO0rpyHTyBaHHA

[NarieHTH MOXXYTh 3BEPHYTUCH 3 KOHCTUTYIIOHATbHUMH cuMnTomamu (> 10%
BTpaTH Baru Tila BHOPOJOBXK 6-TH MICAIIB, HIYHA IMTIUBICTh, JIMXOMAaHKa
He3’sicoBaHoro rexesy (> 37,5°C) abo Oinp y KIiCTKax), CIUIGHOMETAIIERO,
rernaToMeraii€ero, JICHKOIeHier0 abo JIEHKOIMUTO30M, JEHKOepHUTpoOIIacTO30M —
MOSIBOIO B TIEpH(EpUUHii KPOB1 Mi€1001aCTIB Ta €pUTPOOIACTIB, TPOMOOIIMTOIICHIEIO
a00 TpPOMOOIIUTO30M, MPOTPECYIOYOI0 AHEMIEI0, aHI30IIMTO30M, MOUKIIOIUTO30M Ta
IIBUINICHHSM KOHIIeHTpalii B kposi JI/II'.

Ha moment Bepudikariii [IM® npubdnuszuo Big 15 % no 30 % mnaiieHTiB ckapr
HE Tpea’sIBISAIOTh. 3a3BUYail TPUTEPOM JT1arHOCTUYHOTO Tomyky uoao [IM® e
Cy0’€EKTHBHO aCHMIITOMAaTHYHA CTUICHOMETAis Ta JICHKOIIUTO3.

Mopdonoriune  IOCHIJKEHHS  TpPenaHoO1oNTaTty KICTKOBOTO MO3KY €
He3aMiHHOWO cKJiagoBoto Bepudikauii sk [IM®, tak 1 noct-ET M®, noct-CIT M.
Kputepiem [IM® e rinepriiasziss MErakapionuTiB 3 iX aTHMIED — Majl 1 BEJIUKI
KJIITUHA 3 a0epaHTHUM SIEPHO/IIUTOTIIIA3MATUIHUM CIIIBBIAHOIIECHHSM,
TIEPXPOMHUM, HEPETYISIPHO-CKIAMIacCTUM SIApOoM. MerakapioluT YTBOPIOIOTH
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IIUThHI KJIACTEpU. 3a3HAUCHI BUIIE 3MIHM METAKAPIOMMUTAPHOTO MAPOCTKY 3a3BUYAM
CYNPOBOIKYIOTBCSI PETUKYJIIHOBUM Ta/ab0 KojlareHoBUM (hiOpo3oM. OOOB’SI3KOBHM €
3a3HauCHHS CTymeHs (iOpo3y, M0 BU3HAYAETHCA 3a IIKAJIOK0, SKY PO3pOOIEHO
€BpONEHCEKIM KOHCEHCYCOM TpanayioBaHHS Mienodioposy abo 3a Kracuunoro
IIKAJIO0 CTajlitoBaHHs Mienohiopo3y (muBs. mi. 4.1.4 m. 4.1 Posniny 1V). Buaiisrors
«mpediopotnuny» — paHHioo cragiro [IM®. Tomy, y BUIAAKy BiJCYTHOCTI
peTuKyiHOBoro (pibpo3y, rimepruiazis MeETrakapioluTIB 3 iX aTHUIMI€0 TOBHUHHA
MOETHYBATUCS 31 301IBIIEHHSIM KIITHHHOCTI KICTKOBOTO MO3KY Ta TiNepIuia3ie€ro
IPaHyJIONUTAPHOTO TAPOCTKY, a TaKOX PEAYKIIEID EpUTPOIOe3y, IO JO3BOJISIE
mudepenmioBaty  [IM®, ET Tta CII. Cxknagsomyi miarHoctyBaHHs [IMO vy
«mpediOpOTUYHIMY CTall MOJSITalOTh Y TOMY, 110 Majil KpuTepii oro Bepudikaiii —
aerikoeputpobacto3, 30umbieHHs piBHg JIJII, aHemis Ta crieHoMeramis, Yy
OUIBIIOCT] BUMA/IKIB, HE CIIOCTEPITalOThCS HA PaHHINW CTaail NATOJIOTIYHOIO MPOLECY.
A nns BctaHoBieHHs AlarHo3y [IM® notpiGHO, m00 yci TpU BeIUKI KpuTepii, a
TaKOX JBa 3 TPhOX MaJIMX KpUTEpPli OyJIU IPHUCYTHI.

OOOB’SI3KOBUM KOMIIOHEHTOM J1arHOCTUKUA [IM® € CKpUHIHI Ha HasBHICTh
mytanii V617F rena JAK2 (sxicHa MeTouka). JlomiIbHICTh KUTBKICHOTO BU3HAYCHHS
anenpbHOro HaBaHTaxeHHS JAK2 V617F myTtariero s KIHIYHOTO BEIEHHS XBOPHX
Ha [IM® nHe noBenena, okpiM xBopux micis anoTCK. V JAK2 V617F-HeratTuBHUX
narieHTiB I3 migo3poro 1moa0 [IM® npoBOIUTHCS CKPUHIHT HAa HASBHICTH MYTallii
MPLW515K/L, CALR.

CkpuHIHT Ha HasBHICTH MyTalii B iHmmMX renax (TET2, IDH1, IDH2, ASXL1,
SH2B3, IKZF1, CBL, NRAS Tta iH.) HeniepeiOadeHuii B pyTUHHOMY JIarHOCTUIHOMY
anroputmi [IM®, mnpore BIH MOXE 3aCTOCOBYBATHUCA BHKJIIOYHO B KJIIHIYHO
CKJIQJHOMY J1arHOCTMYHOMY BUIAJKY, KOJH 17eHTU(IKAIS KJIOHAJIBHUX MapKepiB
J03BOJIUTH miaATBepAUTH [IMO.

Hesaminnoro ckiamoBoro milarHOCTHKU [IM® € BUKIIOYEHHS 1HIINAX
MienonpomidepaTuBHUX Heorutasiil. BukirouenHs npucytHocTi TpaHckpunty BCR-
ABL1 (abo penunpoxHoi Tpanciokamii t(9;22)(q34;q11)) mpoBOIUTHECS Y BHITAIKY
atunoBoi st [IM® mopdoricTosnoriunoi KapTUHH TpemnaHoOionTaTy ado SKIIO B
narieHTa BiacyTHs mytamis B TeHi JAK2 a6o MPL. XpomocomHi TpaHcioKarlii B
renax PDGFRA 1 PDGFRB noBunHI OyTH BUKJIIOUEHI 32 YMOBH 3HAYHOI €03UHOP1ITIT
(>1,5%10%n eo3unodinis y nepudepuuniii Kposi TpuBaIicTIO 6 MicAwiB Ta Ginbe).

3a yMOBHM HU3BKOTO piBHS (pepuTHMHY B TarieHTta 3 migo3poro momao [IMO,
NOTPIOHO TIATBEPAUTH BIACYTHICTH BIJAMOBIAI HA 3aMiCHY Tepariio MpenaparaMmu
3ai3a, TOOTO HENOCSTHEHHS pIBHS TeMOTJ00iHy, SKWUW BIANOBIAAE 3HAYCHHIO
HeoOximHomy nisi  Bepudikamii CII. VYV  Bumagky BIiACYTHOCTI KJIOHAJTBHHUX
MOJIEKYJIIpHUX ~ MapkepiB [IM®, HeoOXiqHO BUKIIOYUTH HASBHICTh IHIIUX
MATOJIOTIYHHX IPOIIECIB, 110 CIPOMOKHI CIPUYMHUTH BUHUKHEHHSI BTOpUHHOTO M@
(iHGekiiitHl, ayTOIMYHHI 3aXBOPIOBaHHS, IHIII XPOHIYHI 3amalibHi MPOILIECH,
BOJIOCATOKJIITUHHA  JieWikeMis abo 1HmI  miMdonponipepaTuBHl  HeoIwasii,
MI€JIOKApIIMHO3, TOKCHYHI Miejomnatii) (muB. mm. 4.1.5 m. 4.1 Posainy 1V), a Ttakox
O3HAK JIM3EpUTPOIIOE3Y Ta AU3IPAHYIOLUTOIOE3Y.

ITin yac mepBUHHOI KJIIHIYHOI OIIHKK XBOporo, okpiM (azu [IM®D, nmoBuHHa
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OyTM BU3HAYeHA Tpyla pU3MKYy TMaimiedTa 3a mkaioo [PSS, mo mo3Bomwuth
IPOTHO3YBaTH TMepelir 3axXBOpPIOBaHHS Ta oOpaTH aJeKBaTHY CTPATEriio BEACHHS
namienta. [lkamum DIPSS a6o DIPSS-Plus Takox MOXyTh BUKOPHUCTOBYBATHCS IS
npenukiii nepediry [IM® sk Ha MoMeHT Bepudikamii AiarHo3y, Tak 1 M 4ac
MOJIaJIbIIIOT0 MOHITOPUHTY MAIliEHTa Ta KOPEKIli TaKTUKW BeAeHHA (auB. mm. 4.1.6
n. 4.1 Po3uiny IV). [Iporanoctuyna cuctema DIPSS-Plus, na Bigminy Bix IPSS, mae
OlMBINY NMCKPUMIHAINIMHY 37aTHICTh III0JI0 BU3HAYCHHS MEJIaHH BUKHUBAHOCTI
xBopux Ha [IM®.

Takum 4YMHOM, MiJ Yac KJIIHIYHOTO OOCTEXEHHs, OKpIM 3a3Ha4yeHHS BIKY,
HassBHOCTI KOHCTHUTYIIOHAJIBHUX CHUMIITOMIB, KUIBKOCTI IeMOIJIOOIHY, JIEHKOIIMTIB,
OsactiB B nepudepruyHii KpoBi, TPOMOOLMTIB, TpaHC]Py31HHOTO CTATyCy IMAIll€HTa,
OakaHUM € BU3HAYCHHS HOT0 KaploTHUILy.

OTXxe, UUTOT€HETHUYHE JOCHIKEHHS 3a JOMOMOrow  JaudepeHUIiHOro
3a0apBieHHs1 xpomocoM (/I3X) Mmerada3 KIITUH KICTKOBOTO MO3KY 3 HACTYIHOIO
OI[IHKOIO KaploTUMy MallieHTa € 0aKaHUM J11arHOCTUYHUM 3axoJ0oM. HecnipusitiauBuii
I0JI0 BYOKMBAHOCTI Kapiotun npu [IM® Bkirowae B cebe: +8, -7/7q-, -5/50-, 1174,
12p-, 11923, inv(3).

Ixamm IPSS, DIPSS, DIPSS-Plus He Oymu BamimoBaHi IUisi MPOTHO3YBaHHS
BikuBaHocTl npu noct-CII M® Tta noct-ET M®, npore, iX BUKOPUCTaHHS 3a IUX
CTaHIB TAKOX € JIOIITbHUM.

PexomeH/0BaHO TIPOBEACHHS THUIYBaHHS TMOTEHI[IMHUX KaHIUAATIB ISt
nposenennst anoTCK 3a cucremoro HLA Tta ix cuOiiHTIB, a 32 YMOBH B1JICYTHOCTI
OCTaHHiX a0o ix HecymicHOCTI — nomryk HLA-cyMicHOTO HEeCIOpiIHEHOTO TOHOPA.

3a ymoBu Bepudikarii [IM® y 6nacthiit dpazi (bD), uo € cunonimom I'MJI,
00OB’SI3KOBUMHU, OKpIM BUIIEC HABEJECHUX METOMIB JOCIHIIKEHHS, € 3aCTOCYBaHHS
Ja00paTOPHUX Ta ITHCTPYMEHTAIBHUX JOCHIIKEHb, IO MPOBOMASITHCA 3 METOIO
J1arHOCTUKH Ta BEJCHHS TOCTPUX JIEUKO3IB.

TecT Ha BariTHICTb HEOOXITHUN /JII YHUKHEHHS TEPATOT€HHOTO BIUIMBY
CHellaIbHOro JIIKYBaHHS Ha IuIij, Ko namieHTka 3 [IM® e ocoboro depTHiibHOTO
BIKY.

HeoO0xiaHi aii Jikaps

0006’°1a3K08i

1.1 36ip aHaMHECTHYHUX JaHUX Ta TEPBUHHUN 30ip CKapr 3a IIKaJIO
«MienonpostiepaTuBHi HeOIUTasMu — 3arajbHa mmikana cumnromiBy (MPN-SAF
TSS) (nuB. nm. 4.1.7 1. 4.1 Pozmainy V).

1.2. ®izukanbpHe OOCTEXKEHHS, CIIPSIMOBAHE HA BU3HAUYCHHS PO3MIPIB MEUIHKH
Ta CeNe31HKH, JIM(paTUYHUX BY3JiB, HASBHOCTI BOTHUII EKCTpaMeAyJspHOTO
ypaKeHHS MI1€JIOTIPOTihepaTUBHUM HEOTIJIACTUYHUM TPOIIECOM.

1.3. ns xiHOK (EepTUIILHOTO BIKY — TE€CT Ha BariTHICTb, MIPU MO3UTUBHOMY
pe3yJsibTaTi 0OrOBOPUTH MOKJIMBOCTI OJAJIBIIIOTO 30€piraHHs BariTHOCTI.

1.4. Orminka 3araJibHOr0O CTaHy Malli€HTa 3a JOMOMOIo0 IKaau KapHOBCHKOTO
a00 ECOG (muB. . 4.1.8 . 4.1 Po3ainy V).

1.5. Bepudixkaiis giaraosy:

1.5.1. Mopdosioriuae IOCHIIKEHHS 3pa3KiB NepudepudHoi KpoBi 3
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HiAPaxyHKOM JIEWKOUUTIB, AU(EepeHIiiOBaHUM BHU3HAUEHHSAM IX KUIBKOCTI, Ta
TPOMOOLIUTIB, BU3HAYCHHS B 3arajlbHOMY aHali3l KpOBI pIBHA TeMOTJIOOIHY Ta
KUTBKOCTI epuTpoLuTiB, a Takox IIOE.

1.5.2. Tpemano6iorciss KICTKOBOIO MO3KY 3 MOJANbIINM T1CTOMOP(OIOTIYHUM
JOCTIPKEHHSIM OTPUMAaHOro MaTepiany. SIKIIO maTepial HEHaJIeKHOI SKOCTI —
MOBTOpPHE (/10 2-X pa3iB) OTPUMaHHS TPEMaHO0I0NTaTy KICTKOBOTO MO3KY.

1.5.3. Inentudikamis myramii V617F rena JAKZ2 wmertomom momimMepasHoi
nanmrorosoi  peakiii (ITJIP) y 3paskax mnepudepuunoi kpoBi (abo y 3paskax
KICTKOBOT'O MO3KY).

Basicani

1) Kapiotunysanus 3a gomomoror JI3X wmeradas (anami3z npuHaiiMHi 20
MeTadas) KIITHH KICTKOBOTO MO3KY.

V' nayienmie 3 amunoeoio onsn I[IM® zicmomopgonociunorw KapmuHow
mpenanobionmamy ma/abo 3 eiocymuicmio mymayii y eeni JAK2 ma MPL:

2) Inmentudikamiss BCR-ABL1 tpanckpunta meromom I[1JIP 3i 3BOpOTHOMO
TPAHCKPUIMIIEIO (SKICHE BU3HAYEHHS) y 3pa3kax nepudepuyHoi KpoBi (MOKIKBO
BUKOPHCTOBYBATH 3Pa3KU KICTKOBOT'O MO3KY).

Y nayicumie i3 kniniuno suauywoio eozunogpinieio (>1,5x10%n eosunoginie y
nepugepuunii Kposi mpusanicmio 6 micayis i Oitvuie):

3) dnyopeciieHTHA riOpuan3altis in situ iHTepdasHux saep (aHasai3 mpuHaHMHI
200-x simep) ximituH KpoBi mpoBoautThesa B paszi JAK2, MPL ta CALR neratuBHOCTI
manicHTiB 31 3HayHOK eosuHOdimicro (>1,5%10%n eosunodinis y nepudepuuniii
KpPOBI TPUBAIICTIO 6 MICSIIIB 1 OlNIbIIe) /11 BU3HAYEHHS BaplaHTHUX TPaHCJIOKAIliil B
reHax PDGFRA ta PDGFRB.

1.6. I3 wmeroro yTOYHEHHsS CTajii 3JI0SKICHOTO HOBOYTBOPEHHS Ta
OOTpYHTYBaHHS IIJIaHy JIIKYBaHHS TIAIlIEHTA Ta BHW3HAYCHHS TAKTUKHA BEICHHS
(Bu3HaueHHs kanauaaTie 10 anoTCK):

0b06’a3xo06i

1.6.1. ®i3ukanbHe 00CTEKEHHS, CIIPSIMOBAHE HA BUBHAUEHHS PO3MIPIB NEUIHKU
Ta CeNe31HKH, JIM(QaTUYHUX BY3JiB, HAABHOCTI BOTHHUI] €KCTpaMeAyJIsipHOrO
YpaKEeHHSI MI€JIONpoJii)epaTUBHUM HEOIUTAaCTUYHUM IMPOIECOM, O3HAK MOPTaJbHOI
rinepTensii Ta BTOPUHHOI JIETEHEBO1 HEJIOCTATHOCTI.

1.6.2 JTaGopaTopHi AOCTIIHKCHHS:

a) Mopdonoriuyae AOCTiKEHHS 3pa3KiB nepudepuyHoi KpoBi 3 MiAPAXyHKOM
JCHKOIMTIB Ta Jau(EpeHIliiOBaHMM BHU3HAYCHHSAM 1X KIIBKOCTI, KIUIBKOCTI
TPpOMOOITUTIB, BU3HAYCHHSIM PIBHIO TEeMOTJOOIHY, KUIBKOCTI  E€pHUTPOIIUTIB,
peruxynouutis Ta HIOE.

0) Bioximiunuit anamiz kposi (JIAI', 3arampHmii 010K, KpeaTHHiH, CedoBa
kucinota, AnAT, AcAT, y-I'T, rimoko3a, mysxHa Gocdaraza, HaTPid, KaJIbIIH, KaJik).

B) PiBeHb CHpPOBAaTKOBOIO €pUTPONOETUHY (32 YMOBU TPU3HAYEHHS
EpPUTPOTIOCTUHY).

r) PiBeHbp cupoBaTkoBOro 3amiza, ¢epuTHUHy, cartypallii TpaHchepruHa 3aj1i30M
(xannunaram ais nposeaeHHs anoTCK).

1) Koarysorpama.
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e¢) O6crexxenns Ha cudiiic, BIJI (3a 3romoro).

k) O0ctexenHs Ha renatut B, C, mpu MO3UTHBHUX pe3yJbTaTax — KUIbKiCHA
[TJIP i koHcynbTalis 1H(EKIIOHICTA.

3) 3aranbHU aHaII3 ceyi.

1.6.3. [ncTpymMeHTaNbH1 AOCTIIKEHHS:

a) YJbTpa3ByKOBE MOCHIPKEHHS YEpEeBHOI MOPOKHMHH Ta 3a0YE€PEBEHHOTO
IPOCTOPY, MAJIOro Ta3y — 3a MOKa3aHHIMHU.

B) Enexrpokapaiorpadisi.

1.6.4. JIns BU3HAYCHHSI TPYIIU PU3HMKY MAIllEHTIB BUKOPUCTOBYIOTH MIKamy IPSS
— Ha MOMeHT Bepudikaiii miarao3y, DIPSS abo, 3a moxiusictio, DIPSS-Plus — y
Oyab-gKiii 4acoBiii ToYIll 3axBopioBaHHs (auB. mit. 4.1.6 1. 4.1 Po3zainy 1V).

basicani

1) KT abo MPT oprasiB 4epeBHOI TOPOKHUHU 3 000B’SI3KOBUM BU3HAYCHHSIM
PO3MIpIB CEJIE3IHKM Ta IEYIHKA 3a YMOBHM HAsIBHOCTI «BIJIOBI/A1I CEJIE3IHKW» Ha
NonepeHh0 MPU3HAUCHY Tepamiio, $SKy BHU3HAYEHO MiJ Yac (I3UKAIBHOTO
JOCHIKCHHSI, Ta HAsBHOCTI KPUTEPIiB AJisi BCTAHOBJICHHS MOBHOI ab0 4YacTKOBOI
BIJIITOB1I].

2) Kinbkicua IIJIP y peanpHOMY 4aci JJisi BHU3HAUEHHS PIBHS aJICIBHOTO
HaBaHTaxeHHs MyTamiero JAK2 V617F koxHI 6 MICAIIB MPOBOJUTHCS BUKIFOYHO
naiieHTam, sskum Oyia rposeaeHa anoTCK.,

1.7. 3a mino3pu Tpancopmarnii [IM® B roctpuit mienoiguuit neriko3 (bd
[IM®) 101aTKOBO [0 BHIICHABEACHHUX JTOCIIIKCHb IPOBOIUTHCS:

0006°a3K06i
1.7.1. Acmipaiiss KICTKOBOTO MO3Ky 3 MOP(OJOTIYHUM JOCIIKEHHSIM
Marepiaiy.

1.7.2. udepeniiitne 3abapBieHHs xpomocoMm Mertadas (3 aHamizom
npuHaiiMH1 20 MeTadas) KIITHH KICTKOBOTO MO3KY.

1.7.3. ®ayopecrienTHa TiOpuau3arnis in situ iHTepdazHUX sAaep (3 aHaIizoM
npuHaiimi 200 sigep) KICTKOBOIO MO3KY 3 HpoOaMu Ha JIarHOCTUYHO 3HAYYIII
TpaHCJOKaIlll, SIKI XapaKTepHI AJiI TOCTPOrO MIEJOIAHOTO JIEUKO3Y, MEPENiK SIKUX
3a3HAYEHO B YHI(PIKOBAHMX KJIIHIYHMX NPOTOKONAaX TMEPBUHHOI, BTOPHHHOI
(cmeriamizoBaHoi), TPETHHHOI (BHCOKOCIICIIAM30BaHOI) MEIMYHOI JIOIIOMOTH
TOCTPOTO MIEJNIOTAHOTO JIEUKO3Y.

1.7.4. ImyHOeHOTHITYBaHHS Ta ITUTOXIMIYHE JTOCTIPKEHHS KIIITUH KiICTKOBOTO
MO3KY.

1.7.5. Y3]] opraniB u4epeBHOI MOPOKHUHH, 3a0YEPEBUHHOTO MPOCTOPY Ta
MaJjoro Ta3y, 3a YMOBHU MiJIO3pH HAsBHOCTI €KCTpaMeAyJIsIHMX BOTHHUII abo/Ta 3a
nokazaHHsmu; KT abo KT 13 BHyTpilIHROBEHHUM BBEIEHHSM KOHTPACTY IIIHI,
OpraHiB TPYAHOI, YePEBHOI MOPOKHUHH, 3a09€PEBUHHOTO MPOCTOPY Ta MAJOTO Ta3zy,
3a YMOBHU TiJ03pU HAsIBHOCTI €KCTpaMeIyJISTHUX BOTHHUIL abo/Ta 3a MOKa3aHHSIMHU.

1.7.6. XipypriuHa 0i0rCisl, 32 YMOBH HasIBHOCTI €KCTPaMeIyJISIPHOTO BOTHHMILA
remMornoe3y (OKpiM TICUIHKH Ta CeJe31HKH), 3 I[UTOJIOTNYHUM/TICTOJIOTIYHUM
JTOCITIDKEHHSIM ~ MaTepiajly, Ma3KIB-BIIOUTKIB JUIsi TPOBEACHHS JudEpeHIinHO1
nmiarHoctuku. Ilepenik  omepaTMBHUX BTpydYaHb, W10 3aCTOCOBYIOTHCS IS
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TIarHOCTUKH: eKCIM3iiHa O101cis ypaxkeHoro nepudepudHoro TiMQpaTHIHOTO BY3Ja
abo opranHa; QiarHOCTUYHA TOPAaKO-/IamapoTomis 3 Oiomciero, abo TpemaHoOIomCis
BOTHHINA ypaX€HHS, ab0 TOpako-, MeEIacTiHO-, JIAMAPOCKOIIs 3 TPHIIIHHOIO
O10MICI€TO.

1.7.7. JlroOmanpHa myHKIiS TpoBoauThes mamieHtam 13 TMJI (b® I[IMO®)
00OB’SI3KOBO Y BHNAJKy HAsABHOCTI HEBPOJOTIYHOI CHMITOMATHKH, Ta/abo
nerikonuTo3y noHaxa 100 Tuc/MkI.

1.7.8. Exokapaiorpadis 3 BU3HAYEHHSIM CUCTOJIIYHOI (DYHKIIT ceplis.

basxcani

1) TunyBaHHS NOTEHIIIHHUX KaHIUAATIB Ha npoBeneHHs anoTCK 3a cucremoro
HLA Ta ix cuOmiHriB, 3a YMOBH BIJICYTHOCTI OCTaHHIX a00 iX HECYMICHOCTI — MOIIYK
HLA-cyMiCHOTO HEpOJIUHHOTO JOHOPA.

Jlo [NOTEeHUIMHMX  KAaHAWJATIB NOPOBEJIEHHA IHAYKLIMHOI  Tepamii 3
noctiryrouoro koHcomigarieo anoTCK BigHocsIThCS XBopi Ha [IM® BikoM 10 65-TH
POKIB TPyIH BHCOKOTO Ta MPOMDKHOTO 2 pu3uKy 3a mkanoto IPSS abo DIPSS, abo
DIPSS-Plus.

2) Y JAK2V617F-HeraTMBHHX TMAIli€HTIB TPOBEACHHS CKPUHIHTY 3pa3KiB
nepupeprudHoi KpoBl (MOXIJIMBO BUKOPHUCTOBYBAaTH 3pa3KHd KICTKOBOIO MO3KY) Ha
nasBHicte MyTtarii W515K/L rema MPL ta CALR meromom skicuoi ITJIP a6o
cekBenyBanHs JIHK.

2. 'ocoiTagizanis

IToJ10:keHHS IPOTOKOTY

Ha cnemianizoBany MeauyHy JOMOMOTY MalieHT 3 migo3poro Ha [IM®, noct-
CIT M® Tta noct-ET M® ckepoByeThCs JIIKApeM 3arajibHOl MPAKTUKU — CIMEHHUM
JKapeM/IIIbHUYHUM TePareBTOM, F€MATOJIOTOM, THIIUM JIIKapeM-CHEL1aliCTOM.

OO0rpyHTyBaHHA

3amino3penuid  ngiarHo3  [IM®  noTtpebye  mnpoBeleHHA ~ 1HBa3MBHUX
JIarHOCTUYHUX TPOLEIYp, CHELUIAIbHOTO JIIKYBaHHS 3a BIJCYTHOCTI MPOTUIIOKA3aHb
Ta OI[IHKHU BIAMOBIAI HA crieln(piyHy Teparito.

HeoO0xiaHi aii Jikaps

O3HallOMUTH TMalli€HTa 3 TMEPEeNTiKOM MOXJIMBHX BTpy4YaHb, OYIKYBaHUMHU
pU3MKaMU Ta OTpPUMATH TMepej] TOCHiTali3aIlelo 0 craiioHapy I[HpopmoBany
TOOpOBUIBHY 3rOJly TAlllEHTa HAa TPOBEIEHHS MIarHOCTHKH, JIIKYBaHHS Ta Ha
npoBeneHHs onepaiii Ta 3HeOoneHHs (popma Ne 003-6/0), moromutu IHPopmMoBany
TO0OpOBUIBHY 3TOy MaIfieHTa Ha 0OpoOKy MepcoHabHUX AaHuX (BxmagHuil mucTok
10 obmikoBoi hopmu Ne 003/0).

3. JlikyBaHH#

ITos107KeHHA POTOKOIY

CrnemianeHe JsikyBaHHss [IM® monsirae B 3aCTOCYBaHHI ITUTOCTATUYHUX
npenapartiB, eputpornoeTuHiB, JAK2-iHri0iTOpiB, KOPTHUKOCTEPOIAiB, XipypridyHUX
(cruieHeKTOMIs1) 1 MPOMEHEBUX METOMAIB Teparii (ONMpOMIHEHHS CEJEe31HKH Ta iH.
Boruuiy EMI'), anoTCK y pi3HuX KOMOIHAIISX, 3aJI€KHO BiJl CTAHy MAaIll€eHTa, TPYIH
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PHU3UKY, JI0 SIKOT BIH HaJIC)KUTh, CHMITOMIB Ta CHHAPOMIB, 1110 € IPOBIIHUMHU B HHOTO,
dazu  mienonpoaihepaTUBHOTO HEOIUTACTUYHOTO TMPOIECY, a TaKOX IEBHUX
BractuBocTed kiIoHy. AoTCK Ha ChOTOMIHI 3aJUIIAETHCS €MUHUM METOIOM, SKHM
MOTEHLIHHO CTIpOMOXKHMI BuiikyBaTu [IMO.

OOrpyHTyBaHHS

OcHoBHOIO MeTOrO Teparii xBopux Ha [IM® € mposjoHramis iX >KUTTSA Ta
MOJTIMIIICHHS HOT0 SIKOCTI, a TAaKOX, 32 MOYKJIMBOCT1, BUJIIKOBYBaHHS, 1110 HA CHOTOH1
3MIACHIOEThCS BUKIIOUHO mpoBefeHHsM anoTCK. V' Bumaaxky HEMOXJIMBOCTI
30UIBIIICHHS BWJKMBAHOCTI Ta BHJIIKOBYBAHHS IIAIIEHTIB, OOUPAETHCS CHUMIITOM-
OpIEHTOBAHUM MIJX1J1 II0JI0 X BEICHHS Ta MOKPAILYETHCA AKICTh KUTTS XBOPHUX.

[naykuiitHa Tepamist 3 HacTynmHOW0 KoHcomiamieo anoTCK e o6rpyHTOBaHUM
JIKYBaJIBbHUM TIJIXOJOM II0OJI0 XBOpUX (BIKOM JI0 65-TH pOKIB), SKi HajexaTh IO
TPy BUCOKOTO Ta MPOMDKHOTO 2 pu3uKy 3a mkanoro IPSS abo DIPSS, a6o DIPSS-
Plus.

Bubip MenukamMeHTO3HOi Teparlli I'PYHTYETbCA Ha KIIHIYHIA KapTuHI, fKa
BU3HAYaeThesl y xBopux Ha [IM®, Ta cnpsiMoBaHUN Ha KOPEKLIIO MATOJIOTIYHUX
CUMIITOMIB.

[Himania Tepamii aHemii € palioOHATIBHOIO 3a PiBHA remMorio0iny Menme 100
r/n. Kopekiiss aHemii 3IIMCHIOETBCS 3a JOIMOMOTOI0 KOPTHUKOCTEPOIIIB Ta
CPUTPOTIOE3CTUMYIIIOIOYINX areHTiB (epuTpornoeTHHiB). TpaHcdy3ii epurporuTapHOi
Macu JOILUIbHI JIJIi CUMIITOMAaTHYHUX MI0JI0 AHEMIYHOTO CHHAPOMY XBOPHX Ha
[IM®. Ha notouyHuii 4ac He MiATBEPKCHA JTOIIJIBHICTh MPOBEICHHS XeJIaTyBaHHS y
xBopux Ha [IM®.

HemonaBHo oTpuMani JaHi OO0 KOPHCTI TETHILOBAHOTO I1HTEp(EpOHy
anb(Qa-2a y jikyBaHHI aHemii. Haiikparia ioro eQeKTUBHICTh MPOSBISIETHCS B TOMY
pasi, SKII0 HAasiBHA HE3HAYHA CIUICHOMeEralisl (MEHIIe HiXK Ha 6 cM HIK4Ye pedepHOl
IyTH), TPOMOOIIUTEMIsSI, HE BUPaKEHA MoTpeda B TpaHC(y3ii €pUTPOIMTIB Ta PAHHS
ctaais Gpidpo3y.

[Ipenapatom BHOOpPY MAJig JIIKYBaHHS CHUMIITOMATUYHOI CIJIEHOMETalli €
ripoKcukapOamij, 10 TaKO BUKOPHUCTOBYETHCS Y BUIMAAKAX TPOMOOIIUTO3Y Ta/abo
JIEUKOLIUTO3Y.

Tepamiss JAKZ2-iHri6iTopamu, a came PyKCOMITHHIOOM, € JOIUIBHOIO TIPH
CIUICHOMETaIIl Ta HAasSBHOCTI CHUMIITOMIB, IO TOB’S3aHI 3 HEIO, Yy XBOPHUX, SKI
BIJIHOCSITBCS [0 TPYIHU BHUCOKOTO Ta MPOMIXHOTO pu3uKy 2 3a mkainoro IPSS a6o
DIPSS, a6o DIPSS-Plus. ¥V mnariienTiB, siki pe3uCTEHTHI JO TiIpOKCHUKapOamMiny,
npoTe HE € KaHauaatamu it JikyBaHHA JAK2-iHriOiTOopamu, aibTepHATHUBHUMHU
nmpernaparamMu Tepamii CUMITOMATUYHOI CIUIEHOMETallii 3 JIeHKOIUTO30M Ta/abo
TPOMOOLIUTO30M € KiIaapubiH, Mendanan Ta OycynbdaH. 3ayBaXHUMO, IO Teparis
MIOTaHO TICPEHOCUTHCS Ta Ma€ HU3bKY €(EeKTHBHICTh, TOMYy HE PEKOMEHIOBaHA Y
xBopux Ha [IMO® 31 criieHOMerami€ro.

CrnenektoMist moka3zaHa xBopuM Ha [IM® 31 cuMITOMAaTHYHOIO MOPTATBHOIO
rinepTeH3iero (KpoBOTEUl 3 PO3MIUPEHUX BEH CTPABOXOMAY, aCIUT), MEIMKaMEHTO3HO-
PE3UCTEHTHOIO CUMIITOMATUYHOIO CIJIEHOMETasi€ero abo, SIKII0 BOHA aCOLIIOETHCS 3
KaXeKcCi€ro, a00 13 3aJIeXKHICTIO BiJl TpaHC(]Py3ii epUTPOLIMTAPHOIO MACOIO.
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[IpomeneBa Tepamis moJerurye Oiib y KICTKax Ta CUMITOMH, SIKI TIOB’s3aHi 3
MEXaHIYHUM JTUCKOM(OPTOM BiJl remaToCIICHOMEralii, MpoTe, BOHA BiJ3HAYA€THCS
KOPOTKOYAaCHOIO TEpPAneBTUYHOIO BIANOBIAMI0 (CepedHs TpUBaNiCTh, Big 3 10 6
MmicsaliB). Tomy, ONPOMIHEHHS CENE31HKH, B SKOCTI TEpameBTUYHOI  OIMIIii
CUMIITOMATUYHOI CIUICHOMETalii, OOMEXY€EThCS XBOPHMH, SKi PE3UCTEHTHI 10
MEJMKAMEHTO3HOI Tepamii Ta He € KaHauJaTaMu JUJIsl MPOBEJCHHS CIUICHEKTOMII Ta
MaloTh JIOCTATHIO KiJbKicTh TpomOouutis >50x10%n. OntumansHa n03a i rpadik
OTPOMIHIOBaHHS HE BU3HAYAIHUCH, IIPOTE, CJIIJI MPOSBIATH 00CPEKHICT Y TAIlIEHTIB 3
IIUTOIICHIE€I0 Ta/a00 TMaIIEHTIB, SKUM MPOBOIUIOCH aKTUBHE MOIMEPEIHE JIIKyBaHHS. Y
UX BUMAJKaX PEKOMEHIYEThCA MOYMHATH 3 HU3BKO1 103U (<50 cl'p) onuH pa3 Ha
THXKJICHb, 13 POBEJICHHSAM aHaJli3y KPOBi JIB1Yl HA THXKICHb, OCKUIBKY 1HAMBITyaTbHA
Yy TJMBICTh € 3MIHHOIO 1 HE MOXKe OyTH IepeadaveHa.

[Ile omHMM TOKa3oM i 3acTocyBaHHS HHU3bkuX 103 (0,1-0,5 I'p B 5-10
¢dpaxuisx) npoMmeneBoi Tepanii npu [IM® € EMI' Ta KicTKOBO-001b0BUIl CHHAPOM.

KoHcTuTy1iliHI CUMOITOMU € KJIIFOYOBUMH 1HAMKATOPAMU ISl 1HIIHAIT Tepamii
[IM® Ta 3a3Buyail iX IHTEHCUBHICTh 3MEHILYETHCS Ha TEpaii, 0 COpsIMOBaHAa Ha
JIKYBaHHSI CUMIITOMATHUYHOI cruieHoMmeraiii. [lamienTy 3 iHTEeHCUBHUMHM TpOsSBaMU
KOHCTUTYIIIHHUX CUMIITOMIB 3a3BUYal HAJIEkKATh JIO TPYIH BUCOKOTO Ta MPOMI>KHOTO
2 pusuky 3a mkainoto [PSS a6o DIPSS, abo DIPSS-Plus, Tomy iM pexomeH0BaHO
npusHayeHHss JAK2 1HTr101TOpIB — PYKCOJITHHIOY.

INapokcukapOamMil € TMepUIUM MpenaparoM BHOOPY 3 METOI0 KOHTPOJIO
rinepmienonpoidepatuBHoi Manidecrtarii [IM®. Anarpenig Mae 3aCTOCOBYBATHCH 3
00epeXHICTIO B marlieHTiB 13 miarHoctoBanuM [IM®. 3actocyBanns IHO, B sikocTi
MI€JIOCYITPECUBHOT Teparii € JOIITFHUM BUKIIOUHO Yy XBopux Ha [IM® BikoM moHax
60 pokiB y paHHIH cTamli 3axBOPIOBAaHHA 3a BIJCYTHOCTI BUPAXKEHOTO
petukyiiHoBoro ¢iopo3y (mpedioporuuna cramgis [IM®). Ilpu 3acTocyBaHHI
nermiboBanoro IH®, pekomennoBanum 3acoboM € nerusiboBanuii IHO anbda-2a.

XBopuM, skuM BepudikoBano b® (I'MJI), skimo BOHM € TIAXOAAUIMMHU
kanaugatamu 11 anoTCK, pekoMeHJ0oBaHO MOLIYK JOHOpa CTOBOYPOBHUX KIITHH,
IIPOBEICHHS BHUCOKOJO30BOi IHAYKUIWHOI Tepamii 3 MOCHIIyI0YOK HEraiHo
koHcomiaamiero anoTCK.

[Tporokonu tepamnii I'MJI MoxyTh OyTH BUKOpHUCTaH1 Jjisi moBepHeHHS bD B
XpOHIYHY, TIPOTE PiBEHBb BIANOBIAI Ha HUX npu [IM® HabaraTto HWXKYMHM, HDK TIPH
I'MJI, sixa BUHMKIA BOEPILIE.

Otxe, BuOip BemeHHs mnamieHTiB 13 [IM® Bu3HauaeThcs HOTO 3arajbHUM
CTaHOM, BIKOM, CAMIITOMAaMH Ta CHHIPOMaMH, 1110 CIIOCTEPITAIOTHCS B HHOTO, TPYITIOI0
PU3UKY, IO SKOi BIJHOCHTHCS XBOpuid 3rimHo 3 mkanor IPSS abo DIPSS, a6o
DIPSS-Plus, dazor mienonpomiepaTUBHOTO HEOTUIACTUYHOTO TPOIECY, a TaKOXK
JOJTATKOBUMU JTAHUMH — TCHETUYHUMH XapaKTePUCTUKAMH KIIOHY.

HeoOxiani aii Jikapst

3.1. TlpusHayeHHs cHELIalbHOTO JIIKYBaHHS Ta OOCTEXEHHS B MpPOIEC]
JKyBaHHS.

3.2. BusBneHHs m1OOIYHUX €(EKTIB CHEIIaJbHOIO MPOTUITYXJIMHHOTO
JIKyBaHHS, CUMIITOMAaTUYHOTO JIIKYBaHHS, JIIKYBAaHHsS CYNMyTHBOI MATOJIOTII 3T1IHO 3
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BIJIMOBITHUMH MEIUKO-TEXHOJOTIYHUMHU JOKYMEHTaMHU.

3.3. MoHiTtopuHr e(heKTUBHOCTI Teparii 3a JOIMOMOTOI0 BHU3HAUYEHHS PIBHA
reMaTojoriyHol, KIIHIYHOI, a TaKoX TicTOMOP(OJIOTIYHOI, ITUTOT€HETUYHOI Ta
MOJICKYJIIPHOT BiAMOBiMI (OCTaHHS OIHIOETHCS BUKIIOYHO Yy TAIIEHTIB, SKAM
nposeneHo anoTCK):

0006’a3K06i
a) OIliHKa I1HTEHCUBHOCTI CUMITOMIB 3a (Qopmoro «MienomnpodidepaTuBHi
HeoIia3Mu — 3arayibHa mkaiga cuMnromiBy (MPN-SAF TSS) (mus. mm. 4.1.7 1. 4.1
Po3zainy 1V) 3a kaiHigHOIO TOTPeOOor0 (1M1 Yac KOKHOI ToCIiTai3arii).

0) IIpoBeneHHsI PO3TOPHYTOrO 3arajibHOTO aHaji3y KpOBI OAMH pa3 Ha 15 AHIB 10
JIOCSITHEHHSI 3HA4Y€Hb MMOKa3HMKIB MepruPeprudHOi KpOBi, K1 BIAMOBIAAIOTh TAKUM, SIKI
€ KpUTEPIEM MOBHOI PEMICIi, y MOJAIbIIOMY KOXHI 3 MICAIII.

basicani
B) IlpoBeneHHs TpenmaHoOOIONCli PEKOMEHAOBAHO Y BUMAJKY HAABHOCMI YCIX
HUJICYeHaBedeHUX Kpumepiis.

- BIICYTHICTh CUMIITOMIB, sIKi 3a3HaueHi y hopmi MPN-SAF TSS;

- BIICYTHICTb HerenaToJiieHaabHoro EMI;

- 3a pe3yabTaTaMu (PI3UKAIBHOIO OOCTEKEHHA HOPMAJIBHUWA pPO3MIP TMEYIHKH,
ceJsie31HKa HE MaJIbITYEThCS;

- TOKa3HUKM Tepu@epuyHOi KpOBI BIANMOBIIAIOTh TaKWUM, $KI 3a3HA4YCHI IS
BCTAHOBJICHHS ITOBHOT 200 YaCTKOBOT peMICii;

- BIJICYTHICTb 3QJIKHOCTI BiJ] TpaHc]y3iit.

r) Ilposeaenns KT abo MPT opraHiB 4YepeBHOI MOPOKHUHH 3 OOOB’SI3KOBHM
BU3HAUCHHSIM PO3MIPIB CEJIC31HKU Ta TEYIHKM 32 YMOBU «BIJIOBIAI CEIE31HKW» Ha
Teparii, SKy BH3HAYCHO I dYac (i3MKaJIbHOrO JOCITIDKCHHS, Ta HasSBHOCTI
KPUTEPIiB JJIs1 BCTAHOBJICHHS TOBHO1T 200 YaCTKOBO1 BIIMOBIAI.

n) Jdudepenmiiine 3a0apBiieHHS XpoOMOCOM MeTada3 KIITHHH KICTKOBOTO MO3KY (3
aHamizoM mnpuHaiimMHI  20-TM  MeTada3) MoOKe BHKOHYBAaTHCS 3a YMOBH
nporpecyBanHs, adbo peuunusy [IMO.

e) Kimpkicha IIJIP B peanpHOMY 4aci Uis BHU3HAYCHHS PIBHS  aJICILHOTO
HaBaHTaXeHHa MyTamiero JAK2 V617 xoxHi 6 wmicsimiB BukmouHo y JAK2 V617-
MO3UTUBHUX XBOPUX, AKUM MpoBesieHo anoTCK.

3.4. TunyBanHs xBopux 3a cucremoro HLA Ta ix cuOmiHriB, 3a yMOBH
BIJICYyTHOCTI OCTaHHIX a00 HecyMicHOCTI momyky HLA-cyMicHOro HecropiHEHOTO
JIOHOPA, SKIO € Mmoka3anHs 11 nposeneHHs anoTCK Ta 3a ymoBH, 1110 THITYBaHHS HE
MIPOBOIUIIOCH PaHIIIIE.

ITepenik xpuTepiiB AJIS BITHECCHHS MAaIli€HTa JO KaHIWIATIB JJIS MPOBEIACHHS
anoTCK (muB. mm. 1.6 . 3.3 Pozmainy III).

4. Bunucka 3 pekoMeHIauigasMHu MicJs rocmiramaizamii

ITos107KeHHA POTOKOIY

[Ipy BuNKCYBaHHI MAIIEHTY HAJAEThCS BHUIKHCKA 3 MEAMYHOI KapTu
CTaI[IOHAPHOTO XBOPOT'O0 BCTAaHOBJIEHOI (opMM, ska MICTUTh 1HGOPMAIIIO PO
OTpUMaHe JIKyBaHHS, OCOOJMBOCTI Mepediry 3axBOPIOBAHHS, pEeKOMEHAAIlli MI0A0
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MOJIJIBIIIOTO JIIKYBAHHS Ta CIIOCTEPEKEHHS.

OOrpyHTyBaHHS

Bumnucka martieHTa miaHy€eThCs BIAMOBIIHO 0 KPUTEPIiB:

1. 3aBepiieHHS 3aIUIAHOBAHOTO 00’ €My Teparii;

2. BiacyTHICTh yCKIIaJHEHb Teparii, 110 MOTpeOyIOTh JIIKyBaHHS B CTAaI[lOHAPI;

3. HeMOXJIUBICTh MPOJIOBXKEHHS CIEIabHOI Teparii y 3B 43Ky 3 PO3BUTKOM
MPOTUIIOKA3aHb.

HeoOxigni aii Jikapsi

0006’a3K06i

4.1. Odbopmutu Bunucky i3 MmeaudHoi KapTH aMOyIaTOPHOTO (CTaIllOHAPHOTO)
xBoporo (dhopma Ne 027/0).

4.2. Hapmatu mnamieHTam, fki oTpuMyroTh Tepamito JAK2 inribitopamu
(PyKCOMITUHIOOM), IIUTOCTaTUKAMH, €PUTPONIOETUHAMH, TIIIOKOKOPTUKOIIaMU Ta 1H.
npenaparamM, IEpPEeHECId CIUICHEKTOMIIO, MpoMeHeBy Teparii BorHun] EMI,
IHAYKIIMHY Tepamiio 3 nociiayroudoro koHcodigamiero anoTCK, inpopmamiro mpo
MOJKJIMBI Oe3rmocepeHi 1 BinaneHi mooiuni edekrtu yikyBanHs (nuB. J{omatok 1),
HEOOXIIHICTh OI[IHKM BIAMOBIAL, SKY 3J1MCHIOIOTH 3a JOMOMOTOI0 3arajibHoO-
KJIIIHIYHOTO, TeMaTOJIOTIYHOr0, Ta TICTOMOP(OJOTIYHOTO, IIUTOTC€HETUYHOTO,
MOJIEKYJIIPHO-TEHETUYHOTO JOCIIHKEHHS, a TaKOXK MEePIOUYHE MPOBEACHHS 1HIITUX
JIOCITIJIKEHB BIJIMOBITHO JI0 TUIaHY AMCTaHCepU3aIlii.

4.3. Hagatn pexkoMmeHnalii moA0 CIoco0y >KUTTA, PEKUMY XapuyyBaHHS Ta
(b13UYHUX HABAHTAXKEHb.

5. lucnaHcepHe CrioCTEepeKeHHs

IToJ10:keHHS IPOTOKOTY

Y  3B’S3Ky 3  BHCOKOK  HEOE3MEKOI  Mporpecii  KJIOHAJIBHOTO
MI€JIONPoJIipepaTUBHOTO HEOIJIACTUYHOTO TMpoliecy, a came po3Butky b® (I'MJI), Ta
iHmoi nyxyuH mnarieHtd 3 [IM®, moct-CII M® Ta mnoct-ET MO® mnignsraioth
JYCIIaHCEpU3allii Ha Yy JIIKaps-remMaTosiora, abo 3a MICIIEM peeCTpaliii.

OO0rpyHTyBaHHA

IMamieatn 3 IIM®, moct-CII M® Ta mocrt-ET M® miympisramoTts
JTUCTIAHCEPHOMY  CIIOCTEPEKEHHIO JOBIYHO. (OOCTE)XEHHS  BIAMOBITHO IUIAHY
TUCTIAaHCepH3allli  CrIpuse paHHROMY  BHSBIEHHIO MPOTpecii  KJIOHAJIHHOTO
MI€JIOTIPOTIPEPATUBHOTO HEOIIACTUYHOTO TIpoliecy, a came po3Butky bd (I'MJI)
Ta/ab0 1HIIOT MyXJIHH.

HeoOxiani aii Jikaps

O00B’sA3K0BI

3abe3neunTH BeAcHHS AMOymaTopHOi kaptd xBoporo (dpopma 027/0) Ta
B1I0OpakeHHS B HIM 3aXO0/IiB 13 JUCIIaHCEpU3allii.

Iliian pucnancepu3anii

OO6cTexeHHsl, sIKI BAKOHYIOTBCS 10 TTOSIBU O3HAK MPOTpecii 3aXBOPIOBAHHS.

0006’a3K06i

1.1. OnutyBaHHS, B T.4. COPSIMOBAaHE Ha OI[IHKY 1HTEHCHBHOCTI CUMIITOMIB 3a
dbopmoro «MienonpostidepaTUBHI HEOIUTa3MHU — 3arajibHa Ikana cuMrnromisy (MPN-
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SAF TSS) Ta @i3ukanpHe OOCTEKEHHs, CIPSIMOBAaHE HA BHUSBICHHS PO3MIpiB
NEYiHKH, CEJIC31HKU 301IbIICHUX MepuPepuyHuX TM(AaTUYHUX BY3JB, BHUSBICHHS
Boruun; EMI".

1.2. TIpoBeneHHs pPO3TOPHYTOrO 3arajJbHOTO aHaii3y KpoBi OoIuH pa3 Ha 15
THIB 70 JOCATHEHHsS 3HAYEHb MOKA3HUKIB MepudeprudHoi KpoBi, sIKi BiANOBIIAIOTH
TaKuM, 5IK1 € KpUTEPIEM MTOBHOI peMicii, y MoJaJblIIoMy KOXKHI 3 MICSAIIi;

1.3. JlaGopaTopHi AOCHIPKCHHS O10XIMIYHUX ITOKAa3HUKIB KOXHI 3 MiCsIT
(JrakTaTaeriporeHasa, 3arajlbHUNA O1J0K, KpeaTHHIH, CeUYoBa KHCIIOTa, OuTpyOiH,
AnAT, AcAT, piBeHb IJ110K03H, JykHa docdarasza, Kaiiro, KaJIbIil0, HATPIIO);

1.4. Ongun pa3 Ha 6 MICSIITIB:

1.4.1. Y3]] yepeBHOI MOPOKHUHU Ta 3a04E€PEBEHHOTO MPOCTOPY, MAJIOTO Tazy —

3a MOKa3aHHSAMH,

1.4.2. Enextpokapaiorpadist/ Exokapaiorpadis;

1.4.3. Pentrenorpadisi opraHiB rpyHoOi KJIITKU B 2-X MPOEKIISX.

basicani

1.5. [IpoBeaeHHs TpenaHoO1oNCii y BUNAAKY HASIBHOCTI YCIX HUMCUEHABEOEHUX
Kpumepiig.

- BIJICYTHICTh CUMIITOMIB, K1 3a3Ha4eHi y popmi MPN-SAF TSS;

- BIZICYTHICTb HeremnarojieHaabHoro EMI;

- 3a pesyinbTatamM (Hi3UKATBHOTO OOCTEKEHHS HOPMAJbHUN PO3MIpP TMEYIHKH,
cesie31HKa HE MaJbITyEThC,

- TOKa3HUKHU TMepudepuyHoi KpOoBl1 BIAMOBIAAIOTH TaKUM, SIKI 3a3HA4YCHI IS
BCTAHOBJICHHS TTOBHOT 200 YaCTKOBOI peMicii;

- BIJICYTHICTb 3QJIKHOCTI BiJ TpaHC]y3iii.

1.6. TlpoBenenHss koM 'toTepHoi TOoMoOrpadii abo MarHITHOPE30HAHCHOI
ToMOTrpadii opraHiB 4epeBHOI MOPOKHUHU 3 OOOB’SI3KOBUM BU3HAUYECHHSIM PO3MIpIB
CEJIE31HKM Ta MEYIHKHU 32 YMOBH «BIJIIOBI/II CEJIE3IHKW» HA Tepamito, IKy BU3HAYEHO
niJ 4ac (i3MKaIbHOrO JOCHIIKEHHS, Ta HAsABHOCTI KPHUTEPIiB JJisi BCTAHOBJICHHS
IMIOBHOI 200 YaCTKOBOI BIAMOBI/I.

1.7. Hudepenuiiine 3abapBieHHS XpoMocoM MeTada3 KIITUHU KICTKOBOIO
MO3KY (3 aHani3om npuHaiiMHi 20 MeTtada3) TOBUHHO BUKOHYBATHUCS KOXKHI 6 MiCSIIIB
y TIAIIEHTIB, Y SKUX HA MOMEHT Bepu(ikailii BU3HA4YEHI IUTOTEHETUYH1 aHOMaJii abo
3a YMOBH mporpecyBaHHs, abo peruauBy [IM®. Sk Timbku J0CSTaeThcs MOBHA
IUTOTEHETUYHA BIJMOBIIb, MOXe OyTu Bukopucranuii meron FISH na xmitmHax
KpOBI JIJIs IMATBEP/KCHHS BIAMOBII HA TEpaIlifo.

1.8. KinpkicHa IIJIP B peanpbHOMY wYaci Jyisi BU3HAUEHHsI PIBHS aJeJIbHOTO
HaBaHTaXeHHA MmyTariero JAK2 V617 koxni 6 micsamniB Buxkmouno y JAK2 V617-
MO3UTUBHUX XBOPUX, IKUM IpoBeaeHo anoTCK.

1.9. IIpu migo3pi Ha MPOrpecito 3aXBOPIOBAHHS, MOSABY 1HIIOI MyXJIMHU — JIUB.
ni. 2. m. 3.3 Po3giny II1.

[TanienT nepedyBae Ha JUCHAaHCEPHOMY OOJIIKY MOKHUTTEBO.
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IV. Onuc eraniB MeIU4YHOI JOMIOMOTH
4.1. liarHocTukKa

4.11. CumnromMu, 3 SIKUMHM HEOOXiIHO HANPABUTH NAalliEHTAa 0 JiKaps-
reMarTroJora

CUMIITOMMU IHTOKCI/IKAI_[IT (B-cuMnTOMH, KOHCTHUTYUiOHAJIbHI
CHMIITOMH):
Hiune npody3He criTHIHHS MPOTATOM 1-r0 Micsiist 6e3 o3HaK 1HDEKIIIT,
Temneparypa Tina suie 37,5 C He MeHm 2-X TWKHIB 6e3 03HaKk iH(pekmii a6o
O1JIb y KICTKaX;
Brpara Baru 6inbiie, Hixk 10 % Macu Tina 3a ocTaHHI 6 MICSIIIB;
[TocTiiiHui aOCOIOTHUI JEMKOIUTO3 13 3MIHAMHU B JICMKOIUTAapHIN (opmyni —
30UTBIEHHSM KUIBKOCTI HE3PUJIUX TPaHyJIOLUTIB;

JletikoneHis;

JlefikoepuTpobiiacto3 — TmosBa B TepudepuuHiii KpoBi Mie€no0JacTiB 1
epUTPOOIIACTIB;

TpomMOo11TO3 200 TPOMOOIUTOIICHIS;

Anewmis;

36inbieHHs konneHTpari JIZII' B cupoBaTIil KpoBi;

301bIIIEHHS CeIe31HKH (BiJ MOTPAaHUYHOI 10 3HAYHOI, SIKa CTAHOBUTH > 5 CM 13
i1 Kparo JIiBoT peOepHOi AyTH);

301IbIIEHHS IEYIHKH.




28

4.1.2. liarnoctuuni kpurepii [IM® * ginnosiano 1o pexomengauiii BOO3 2008 poky

Kareropisi kpurepiis

Kpurepii IIM®

Benuxki kputepii

INneprnnaziss MerakapionuTiB 3 iX aTuIi€r0 (Madi Ta BeJIWKI MerakapiolnuTd 3 abOepaHTHUM
AJIEPHO/IIUTOIUIA3MATUYHUM CITIBBIIHOLIEHHSIM, TINEPXPOMHUM, HEPETYJSIPHO-CKIIATYacCTUM SIPOM 1
IIUTBHUM KJIaCTEPOYTBOPEHHSAM), KA 3a3U4ail CYyIPOBOIKYETHCS PETUKYIIHOBUM Ta/ab0 KOJIAr€HOBUM
¢b16po3oM, a00, y BHUIIQJKY BIJICYTHOCTI PETUKYJIIHOBOTO (PiOpo3y, 3MIHM METrakapiollMTIB IOBHHHI
MOEAHYBATUCh 3 TPediOPOTUYHOIO KIITUHHOKO CTaJlI€I0 3aXBOPIOBAHHS (30UIBIIEHHS KIITHHHOCTI
KiCTKOBOTO MO3KY, TillepIUIa3is rpaHyI0IUTAPHOTO MApOCTKA Ta, 3a3BUYAl, PEAYKIlisS EpUTPOTIOL3Y).

Bincytnicts kputepiiB BO3, neobximuux mist BcranoBienns miarHosy CII, ET, BCR-ABL1
MO3UTUBHOIO XPOHIYHOI'O MIEOJIEUKO3Y, MIEJOAUCIUIACTUYHOTO CUHAPOMY Ta I1HIIMX MIEJOIAHUX
HOBOYTBOPEHB **.

HasBricte mytamii JAK2 V617F a0o iHmMX KIOHAIBHUX MOJEKyIsipHux MapkepiB (MPL
WH515K/L), 3a ix BiiICyTHOCTI HEOOXiTHOK CHPOCTYBATH HASBHICTh IHIIMX MATOJOTIYHUX MPOIECIB, AKi
CIIPOMOXH1 CIPUYMHUTH BUHUKHEHHS BTOpUHHOr0o M® abo iHmmX cuMmMnTomiB (iHDEKITHHI,
ayTOIMyHHI1 3aXBOPIOBAHHS, 1HIII XPOHIYHI 3amalibHi MPOIECH, BOJOCATOKIITUHHHUMA JIeHKO03 a0o 1HII
gimMdornporidepaTHBHI Heoll1a3il, Mi€JOKapIMHO3, TOKCUYHI MIEJIONATIl).

Mamni kputepii

Jleitkoeputpobi1acTos.

36unbmenns piBasa JIJII y cupoBaTili KpoBi.
AHeMis ***

CmieHomerauist ***.

*

— Bepudikanis [IM® norpedye HassBHOCTI BCIX BEIMKUX KPUTEPIiB Ta 2 MAJHX;

** — 33 YMOBHU HM3bKOTO piBHS ()epUTHHY B MallieHTa 3 mio3poro Ha [IM® noTpiOHO MiATBEPAUTH BIACYTHICTH BIJIOBI/I Ha
3aMICHY Tepamil TMpenaparamMu 3ajiza, TOOTO HE JOCSATHEHHS PIBHIO TEeMOTrJoO0IHY Ha HIiM, sKI BIJANOBiAa€ 3HAYEHHIO,
Heooximuomy s Bepudikamii CII. Buxonanns xputepiro mnotpebdye BiacytHocti BCR-ABL1 TpanckpunTy, o0O3HaK
JTU3EPUTPOIIOE3Y Ta JU3TPAHYIOLUTONOEC3Y;

**k*k

— B1JI MIOTPAHUYIHOI JI0 3HAYHOI.
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4.1.3. liarnoctuuni kpurepii moct-CII M® ta noct-ET M® (International Working Group for Myeloproliferative

Neoplasm Research and Treatment (IWG-MRT)

IHocT-CII M®D

| Hoct-ET M®

O060B’s13k0B1 KpUTEpii (HE0OXiTHI 00HIBA)

1. IligTBepmKeHHs nornepeaaboro aiarnozy CII BiamoBiaHO 10
kputepiiB BOO3 (2008).

2. ®i6po3 KICTKOBOTO MO3KY 2-3 cTymiHb (3a mkajnoto 0-3) ado
3-4 cryninb (3a mkanor 0-4)

1. IlinTBepmKeHHs nornepeaaboro aiarno3y ET BianmoBiaHo 10
kputepiie BOO3 (2008).

2. ®i6po3 KICTKOBOTO MO3KY 2-3 cTymiHb (3a mkajnoto 0-3) ado
3-4 crynins (3a mkanorw 0-4)

JlopaTtkoBi kpuTepii (HeoOXi1H1 > 2)

Amnewmist abo cTiiika BTpaTa HeoOX1JHOCTI KpPOBOITYCKaHb 3a
B1JICYTHOCTI LIUTOPEAYKTHUBHOT TepalTii.

JletikoepuTpob1acTo3 y Ma3zkax nepudepuyHoi KpoBi.

30UTBIIIEHHS CEJIE31HKH, 110 MAJBITYETHCSA > 5 CM HIDKYE KParo
pebepHoi nyru abo mosiBa CIJICHOMETalii.

[Tosia cumntomiB B (> 1): BTpaTa >10% Baru npoTsiroM 6-tu
MICSIIIB, HiYHA NITJIMUBICTh, HE3 scOoBaHa auxomanka >37,5°C.

AHeMis Ta 3HUKEHHS PIBHS FeMOTrJI00iHy Ha > 2 /71 BIIHOCHO
HUKHBOT TPAHUIII HOPMH.

JlelikoepuTpo61acTo3 y Ma3zkax nepudepudHoi KpoBi.

301IbIIIEHHS CETIE31HKH, 1110 MaIBIIYETHCA > 5 CM HIDKYE
pebepHoi nyru abo mosiBa CIiJIeHOMETaii.

[TosiBa cumnromiB B (> 1): BrpaTa >10% Baru npoTsirom 6-tu
MicAI[iB, HIYHA MITIUBICTh, HE3 icoBaHa JuxoManka > 37,5°C.

[TigBumenns JIJII.

Cryninp 2-3 BiANOBIAHO 0 €BPONEiicbKOro KOHCEHCYCY 1I0JI0 TpaayloBaHHs Mienodiopo3y: nudy3He Ta HiijbHE 3011bIICHHS PETHKYIIHOBUX BOJIOKOH 3 1X MOIIMPEHUM
nepecidyeHHsIM, 1HOJII BUKIIFOUHO 3 (POKaJILHUMH ITyYKaMH{ KOJIareHOBUX BOJIOKOH Ta/ 200 JOKYCHHM OCTEOCKIIEPO30M, ad0 Anu(y3HEe Ta HIijIbHE 301IbIICHHS PETUKYTIHOBUX BOJIOKOH
3 iX HOIIMPEHNUM TIEPECIUCHHSIM 13 TPyOHMH IMyYKaMH KOJAareHOBHX BOJIOKOH, YacTO CIIOJNyYeHE 31 3HAUHUM OCTEOCKIIEPO30M.

Cryninp 3-4 Bianosigao no Kiacuunoi mkanu cragiroBaHus Mienogibpo3sy: andysHa, 4acTo rpyOOBOIOKHUCTA, Mepeka 0e3 03HaK KoJjlareHizauii (HeraTuBHa TPUXpPOMOBa pooda)
260 nudy3Ha rpyOOBOJIOKHHCTA Mepexa 3 AUITHKaMH KoJlareHizarii (Ho3UTHBHA TPUXPOMOBa Ipoda).
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4.1.4. CranivoBannsa M® BignoBiaHo 10 €BponeicbKOro KOHCEHCYCY 1010 rpaaylwBaHHsa Mieaodiopo3y Ta 1o Kiacuunoi
HIKAJM cTagiloBaHHs Mieaodioposy, nonoBHenoi Bauermeister (Bauermeister, 1971; Bain et al, 2001)

€BponelicbKkuii KOHCeHcYe cTagiloBanus M@

Kaacnuna mkanaa cragiropanag M@

Cranis

Onuc

Cranis

Onuc

Mienodi6po3-0

Heenuka KiIbKICTh PETUKYIIHOBHUX
BOJIOKOH, 5IK1 HE TICPETUHAIOTHCS —
TICTOJIOTIYHA KapTUHA BIJINOBIA€ HOPMI.

Mienodi6po3z-0

BiacyTHi BUMMI peTUKYIIHOBI BOJIOKHA.

Mienodi0pos-1

BisibHa Mepexa peTUKYJIIHOBUX BOJIOKOH,
10 YacCTO MEPETUHAIOTHCS, 0COOIUBO B
napaBa3ajbHUX JIISTHKaX.

Mienodi0pos-1

ToHka mMeperka BOJIOKOH (BOJIOKHA P1JIKO
NEPETUHAIOTHCS MK COO0I0) MPOTITOM
O1IBILIOT YACTHHM MpenapaTy ado BOTHUIIEBE
30UTBIICHHS! PETUKYJIIHOBUX BOJIOKOH, IO HE
MOB’513aH1 3 CyJIMHAMU Ta JOOPOSIKICHUMU
TiM(}OiTHUMHU BY3JIMKaMHU.

Mienodidbpos-2

Judy3Ha Ta niiibHa Mepexa
PETUKYITTHOBUX BOJIOKOH 13 BEJTUKOIO
KUIBKICTIO iX TIEPETUHIB MiXk CO0010,
1HKOJIM 3 KOJIareHOBUMH BOJIOKHAMH, 1110
po3TranioBaHa (OoKajIbHO Ta 3
MOOIMHOKUMH JTIJITHKAMHU
OCTEOCKJIEpPO3Yy.

Mienodi6po3-2

Judy3Ha Mepexa BOJIOKOH 31 301UIbIIIEHHSIM
KUIBKOCT1 PO3CISTHMX BOJIOKOH. ['py0i BosloKHA

BIJICYTHI.

Mienodidbpos-3

HudysHa Ta nriapHa Mepexa
PETUKYIIHOBUX Ta TPyOHX KOJAr€HOBHX
BOJIOKOH 13 BEJIMKOIO KUIBKICTIO 1X
MIePETHHIB MIXK COO0F0, 3a3BHYAM 3
OCTEOCKJIEPO30M.

Mienodiopos-3

Judy3Ha, yacto rpy0OBOJIOKHUCTA, MEPEXKA
0e3 03HaK KoJlareHi3ailii (HeraTuBHa
TPUXPOMOBA po0a).

Mienodibpos-4

Judys3Ha rpyOOBOJIOKHUCTA MEpexa 3
JIISTHKaMHM KoJIareHi3alii (Io3uTHBHA
TPUXPOMOBA p00a).
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4.1.5. Chnucoxk 3axBOpPHOBaHb, 3 SIKHMH HPOBOAUTbCH AuepeHuiiiHa
niarmoctuka [IM®

Judeperuiiina JiarHOCTHKA 3 HACTYNIHUMHU HO30JI0TisIMU:

Mi€eJ101IHOTO TTOXOKEHHS

1. TpaH3UTOPHHI MI€TOTTHUI CHHIPOM.

MienoaucIIacTUYHUNA CUHAPOM 13 Mi€I0(p10po30M (IM3EPUTPOIIOE3,

BIJICYTHICTh CILJICHOMETaTii).

XpoHIYHA MIEJIOMOHOITUTApHA JIeHKeMis 3 Mieao(iopo30oMm.

ATHMOBA XpOHIYHA MI€EJIOiTHA JIEHKEMIS.

XpoHiuHa MIENIOIIHA JTeHKEMIsI.

MacroruTo3 13 Mi€s0¢hiopo30M.

[TyxnuHH1 TICTOIUTO3U 3 M1€JI0(P10pO30M.

ET (miniMansHU# MienodiOpo3, BIACYTHICTh aTUIIli MErakapiolHMTiB,

CILJIEHOMETaii, JIelkoepiTpoOIacTosy).

CII (30u1b1IEHUH PiBEHb T€MOTrI00IHY Ta FEMATOKPUTY, MiHIMaJIbHUN

MienodiOpo3, BIACYTHICTD aTHITIi METaKapioUHUTIB, ICHKOSPUTPOOIACTO3Y).

10. T'ocTpuit mienoiOpo3 (JIMXxoMaHKa, MaHIUTOIEHis, 6actu > 20%, BICYTHICTD
CIUIeHOMeralii, 3HauyHui $10po3, BIACYTHICTh KJIACTEPIB METAKapiOIUTIB Ta
rIIepXpoOMaTU30BAHOCTI iX sJIEp).

no

NGk

©

JlimdoinHOro MOXOHKEHHS

=

Jlimpomu.
BosocarokimiTiHHA JIeHKeMid.
MHOXHUHHA MI€JIoMa.

W™

HeremaTonorivHoro noxoKeHHs

[HdexiitH TpanyIbOMHU.

XBOpOoOM HAKOIMMYCHHS JIIIIIIB.

OcTteorenHi / ocTeo01aCTHI METaCTa3u, MI€JIOKaAPIIMHO3.
AyTOIMYHHI 3aXBOPIOBaHHS:

— CUCTEMHUI Y€PBOHUM BOBYAK;

— CUCTEMHA CKJIEpPOJIEPMIs;

— cunapoM lllerpena;

— TUPEOIAUT XAUMOTO;

— 3MIilIaH1 CIIOTYYHOTKaHWHHI ayTOIMYHHI 3aXBOPIOBaHHS;
— BY3JIMKOBHM MepiapTepiiT.

5. IlepBuHHa JlereHeBa riNEPTEH3IS.

6. BTopunHuii rinepmapaTupeoinusm i3 HeJOCTaTHICTIO BiTaMmiHy D a6o
HHUPKOBOIO OCTEOAUCTPOdi€r0.

el NS

[lepBuHHMI ayTOIMYHHUI Mi€s0di06po3.
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4.1.6. Po3paxyHok nporxo3y nepeodiry [IM®

MogaeJii nporuosy nepediry IIM®

KpuTepii IPSS * DIPSS ** DIPSS-Plus ***
Bik > 65 pokiB 1 Gan 1 Gan 1 Gan
KoHcTuTyionaasHi CHMIITOMHU 1 Oaxn 1 0ax 1 0ax
I'emorno6in < 100 r/n 1 Gan 2 Ganmu 1 Gan
Jletikonutu > 25x10%n 1 Gan 1 Gan 1 Gan
bnactu B nepudepuuHiiit kposi > 1% 1 Gan 1 Oan 1 Oan
TpomboruTu < 100x10%1 HE BPaXOBYETHCA HE BPaXOBYETHCA 1 Gan
IloTpeOa B TpaHcdy3ii epUTPOLIUTAPHOT MAaCH HE BPaXOBYEThCS HE BPaXOBYETBCS 1 Oan
Hecnpustiusuii kapiotun +8, -7/7q-, -5/59-, i17q, 12p-, 11923 HE BPAXOBYEThCS HE BPAXOBYEThCS 1 Gan

IPSS (International Prognostic Scoring System): Hu3bkuii puszuk — 0 0aniB; NpoMiKHUK-1 pu3uK — 1 O6as; IPOMIKHUK-2 PU3UK —
2 Oanu; BUCOKHI PU3HK - 3 OaiB.

DIPPS (Dynamic IPSS): au3bkuii pusuk — 0 6aiiB; npoMibKHUK-1 pusuk — 1-2 Ganu; mpoMiKHUN-2 pu3uk 3-4 0anu; BUCOKHIA
pu3UK — 5-6 Gais.

DIPPS-plus: au3bkuii pusuk — 0 6anis; mpoMi>kauii-1 6an —1 6ax; npomixHui-2 — 2-3 6anu; BUCokuii — 4-6 6aiB.

= - Cervantes F, Dupriez B, Pereira A, et al. New prognostic scoring system for primary myelofibrosis based on a study of the International Working
Group for Myelofibrosis Research and Treatment. Blood 2009;113(13):2895-2901.

** - Passamonti F, Cervantes F, Vannucchi AM, et al. A dynamic prognostic model to predict survival in primary myelofibrosis: a study by the IWG-
MRT (International Working Group for Myeloproliferative Neoplasms Research and Treatment). Blood 2010; 115 (9): 1703-1708.

*** - Gangat N, Caramazza D, Vaidya R, et al. DIPSS Plus: A refined dynamic international prognostic scoring system for primary myelofibrosis that
incorporates prognostic information from karyotype, platelet count, and transfusion status. J. Clin. Oncol. 2011; 29 (4):392-397.
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4.1.7. ®opma 11 OMiHKH CUMIITOMIB MieonpoJtidepaTHBHUX Heom1a3M — 3arajbHa mkajia cumnromiB (MPN-SAF TSS)

dopma U1 OIHKM CHMIITOMIB Mi€J1onpoJtiepaTHBHMX HeoI1a3M — 3arajibHa mkajga cumnromiB (MPN-SAF TSS)

CuMnromMu

IHTEeHCHUBHICTH CHMIITOMIB

0 1

2

3

4 5 6 /

8

9

10

30LIbIIIEHA BTOMIKOBAHICTD

PanHe Hacu4YeHHA TKEr0

Huckomdbopr y  AUIAHLI
4EepEeBHOI IOPOKHUHU

3HIKEHA aKTUBHICTH

[TopymieHHst KOHIIEHTpaIi

Hiuua mtiauBicTh

CaepOixk

binb y KicTKax

JInxomanka

Brpara Baru

3arajibHe HaBaAaHTAKECHHSI
CUMIITOMaMHU

TSKKICTh CUMIITOMIB OILIIHIOETHCS 3a IIKanoto Bia 0 (BiACYTHIM / HACTUIBKM J00pe, SIK TUIbKHU 11e Moxke OyTH) o 10 (Haiiripiie

BIIUYTTs / TaK MOTAHO, K TIJIBKH 1€ MOXKE OyTH).

Husbka iHTeHcuBHICTh cuMmntoMy < 4 3 10 (3a mkasnoro Big 0 1o 10).
IToMipHa IHTEHCUBHICTH cUuMNTOMY > 4 ajne < 6 (3a mkaoro Big 0 1o 10).

3HayHa IHTEHCUBHICTH cuMIiToMy > 7 3 10 (3a mikasnoro Big 0 go 10).
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4.1.8. Ouinka crany nauienra 3a mkaaamu Kapuoscbkoro Ta ECOG

Inpexke KapHoBCBKOrO

AKTHBHICTb %

HIkaxa ECOG-BOO3

Ouinka

Cran HOPMAaJIbHUU,
CKapr Hemae

100

HopwmainbHa akTUBHICTB

3naTeH 10 HOPMAaIbHOI
MISTIBHOCTI,  HE3HA4HI
CHUMIITOMH a00 O3HaKH
3aXBOPIOBAHHS

90

HopwmasibHa akTUBHICTB
3 3YCHIUISIM

80

€ cummnroMu
3aXBOPIOBAHHS, ajle
OIMKYe 10
HOPMAaJIbHOTO CTaHy

OO6cnyroBye cede
CaMOCTIMHO, HE 3/1aTCH
JI0 HOPMAJIBHOT
IISUTBHOCTI 200
aKTUBHOI poOOTH

70

Yacom noTpedye
JIOTIOMOTH, ajie 3JaTeH
CaMOCTIHHO
3a/I0OBOJIBHSITH  OUIBIIY
YaCTUHY CBOiX NOTpeO

60

bineme 50% nenHoro

Jacy IPOBOJIUTH HE B
JKKY, aje 1HOI1

noTpedye BIAMOYUHKY

[ToTpebye 3HAYHOI
JOTIOMOTH Ta
MEMYHOTO
00CITyroByBaHHS

50

IaBamin, noTpedye
CIIEIIaJIbHOI JOIIOMOTH,
B T.4. MEIUYHOI1

40

[ToTpebye 3Hax0MHKEHHS
B JkKy Oimbie 50 %
JICHHOT'O Yacy

Tsoxka IHBAIIIHICTD,
TOKa3aHa
roCITiTalIi3amis,
CMEPTh
nepeadavyacThes

aJic
HE

30

Tsoxkui MAl€HT,
HEOOXI1IHE aKTHUBHE
JKyBaHHS Ta
rocIiTai3aris

20

[TarienT momupae

He 371aTeH cebe
o0cCIIyroByBartH,

OPUKYTHH 10 JIIDKKa
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4.2. JlikyBaHHSHA

4.2.1. Anroputm BeaeHns xpopux Ha [IM®, noct-ET Tta noct-CII M®,
XpoHiYHa (a3a

IepBunHuii Miesogiopos (IIM®P), nocrrpomoounTemiunuii (Iloct-ET) mienodiopos ado
nocrnoginuremiynnii (Iloct-CII) mienogiopos

\ 4

Po3paxyHok cTyneHsi pu3uky 3a mkajiaoiw IPSS a6o B npoueci 3axBoproBanHsi 3a

IUHAMIYHOIO ka0 DIPPS

A 4 \ 4

Hu3sbkuii puzuk aéo Cepenniii pu3uk 2 a6o
cepenHii pusuk 1 BUCOKMII pU3UK
\ 4 1
Cnienomeraisi a6o AJlorenna IepeBipka Mo:KIHBOCTI
CUMIITOMH, 3yMOBJICH1 (] TDAHCILIAHT AL AJIOTeHHOI TPAHCIVIAHT AL
XBOP00010 CTOBGYPOBHX CTOBOYPOBHX KJIITHH
KJIITHH (An10TCI'K)
(An0TCI'K)
HEMOXKITIURA
Hi TaK -
AJI0TeHHA TPaHCIUIAHTALIis
cToBOypoBuX KJiTHH (An10TCI'K)
MO KJIHBA
Crpareris PyxconiTunio 1
BHYIKYBaJILHOTO 6 N ]
abo
clocTepeskeHHs : JIOTEHHA TPaHCHXaH}i(IjIIIlfIIC
(watch and wait) T T— CcTOBOYPOBHX KJITHH (AJIO ), 32

HeoOXigHOCTI monepeans ¢asa i3
abo 3aCTOCYBaHHSM PYKCOJIITHHIOA 200
inmmx inrioiropis JAK, nanpuknan B

IIpobaemno- npoueci 10cTiTKeHHs

opieHTOBaHA
Tepamisa®

abo

HocaimxkeHHst

[TOSICHEHHSI: == JTIKYBaJIbHA TEpAIisl najiaTUBHA Teparis

pobnemuo-opierToBaHA Teparisi: €pUTPOIIOETHH, TpaHcdy3ist €pUTPOLIUTIB,
rizpokcukapoamiz, iHTephepoH, TIIOKOKOPTUKOIIN Ta 1H.
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4.2.2. JlixyBanus [IM® y xponiuHiii ¢asi

Tepanis anemii

1. EpuTpornoeTuHu € mepumMu npenapaTaMu BHOOPY y TAIlIEHTIB 3 aHEMIEIO
Ta HHU3BKAM PIBHEM CpPUTPONOCTHHY CHpoBaTku KkpoBi (< 125 Op/m).
Hopmainbauii a0 BUCOKHN PiBEHb €PUTPONOETHHY CHUPOBATKH KPOBI HE €
MPOTUIIOKA3AHHSM JIJIs 3aCTOCYBaHHS eputponoeTuHiB npu [IMO.

2. CraproBa no3a epurponoetrutiB ctaHoBuTh 10000 OJl/ 3 pa3u Ha THXKIEHBb
(mma  pmapbomoetuny 150 wMkr/ 1 pa3 Ha TWXKACHB), 13 HACTYITHUM
noaBoeHHsAM 7034 0 20000 O]/ 3 pa3u Ha TWKIECHB (U1 1apOOMOETUHY
300 mkr/ 1 pa3 Ha THXKEHB) 32 YMOBH BIJCYTHOCT1 Oy/b-SIKO1 BIJIMOBIA1 Ha
Teparnito yepe3 1-2 micsl.

3. 3acTocyBaHHS EpUTPONOCTHUHIB MPUIHUHAETHCA Yy BHUMAAKY BIJCYTHOCTI
BIJIMOBI/Il HA HUX MPOTITroM 3-4 MicsI1IiB Teparii.

4. MoHOTeparniss TIJIIOKOKOPTHKOimaMu — TmpeaHizojonoM (Bix 0,5 10
1,0 Mr/kr/mo0y) mokazaHa mamieHTaM i3 KymOC-TIO3UTUBHUM IMYHHUM
reMOJII30M, MPOTE MOXKE 3aCTOCOBYBATHCS B TNAIlEHTIB 3 aHEMIEKD 3a
B1JICYTHOCTI T'€MOJIITHYHOT aKTHBHOCTI.

MenukamMeHTO3Ha Tepalisi CIJIeHOMeraJii

1. Tigpokcukapbamig € TepmMM MpenapaToM BHOOPY JUIisl  JIIKYBaHHS
CUMIITOMATUYHOI CIUICHOMETalii y XBOPUX HHU3BKOTO Ta MPOMINKHOTO
pusuky 1 3a mkanoro IPSS ado DIPSS, a6o DIPSS-Plus i3 TpomboIiTo3om
Ta/ab0 JEUKOLIUTO30M.

2. PykconiTuHiO pEKOMEHJOBaHO TPW CHUMITOMATHUYHIA CIUIEHOMETami y
XBOpHUX, SIKI Halle)XaTh J0 TPYMH BHCOKOTO Ta MPOMDKHOTO PHU3UKY 2 3a
mkanoro PSS ado DIPSS, a6o DIPSS-Plus, nmpote He € kaHauaaTamMu Jist
nposeneHHs anoTCK abo 1i o4iKyOTb.

3. AnbTepHaTUBHMMH  TpenapatraMd  BHOOpY  3a  CHUMITOMAaTHYHOI
CIUIGHOMETaNii 3 JEHKOIUTO30M Ta/ab0 TPOMOOIIMTO30M Yy MAIIE€HTIB, SK1
PE3UCTEHTHI /10 TiApoKcuKapOamiay, MpoTe HE € KaHIUAaTaMH JJis Tepartii
PYKCOMITHHIOOM, € K1aapuOiH, Mendanan ta 0ycynbdat.

CruieHekTomist
1. Tloka3zaHHS 70 CIIJICHEKTOMII:
- MEMKaMEHTO3HO-PE3UCTEHTHA CUMITTOMATHYHA CTUICHOMETaTis;
- MeAMKAaMEHTO3HO-PE3UCTEHTHA aHEeMis;
- CUMIITOMATUYHA TOPTAJIbHA TIMEepPTeH3is (KpPOBOTEYl 3 PO3MIMPEHUX
BEH CTPaBOXO/Y, aCIIMT);
- HAsBHICTh BaXXKUX MEIMKAMEHTO3HO-PE3UCTEHTHUX KaTaOOJIIYHUX
cumnTomiB(BTpaTa Baru >10% npoTsarom 6 MICSIiB, HIYHI TOTH, TUXOMaHKa
HEeBU3HAUYEHOTO reHesy (>37,5°C) npoTsaroM 2-X THXKHIB).
2. llepionepariiiiHa miArOTOBKA:
- oIfiHKa (QyHKIIIT cepIls, NeYiHKH, HUPOK;
- KOPEKIIisl KoaryJomnaTiii — 3aCTOCYBaHHSI aHTUKOATyJISTHTIB;
- IUTOPEIYKTUBHA Tepallis 3a MOKa3aHHAMU;
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- peTeNbHUN  KOHTPOJb  KIIBKOCTI  TPOMOOLMTIB, sIKa TOBHMHHA
cranosuty Menme 400 x 10%1n (1o Ta micas cruleHeKTOMii);
- JanapoCcKoIlivyHa CIJICHEKTOMISI He PEKOMEHI0BaHa;
- eMO0JTi3aIlis CeNe31HKOBOI apTepii He PEKOMEHI0OBaHa,;
- PEKOMEHJIOBAaHO TPOBEJICHHS BaKIMHALIl TPOTH MHEBMOKOKOBOL
1H(]eKIIiT Ta JOBrOTpUBaJie 3aCTOCYBaHHS IMEHIIUIIHIB.
3. BeleHHs MOCTCIUICHEKTOMIYHOT Miejonposidepartii:
- ripoKcukapOamij € mpernapaToM Mepiioi JTiHii Teparii;
- 3a PE3UCTEHTHOCTI 10 TiApOKCHUKapOamiay mpemnapaToM BHOOPY €
KJIaJIpUOiH.

IIpomeHneBa Tepamisi criieHOMeraJii
[Toka3zaHHs 7O ONIPOMIHEHHSI CEIE31HKU:
- METUKaMEHTO3HO-PE3UCTEHTHA CHUMIITOMATHYHA CIUICHOMETATISl Y
MAI€HTIB, Kl HE € KaHAWAAaTaMH JUIsl IPOBEACHHS CILUICHEKTOMIi Ta MarOTh
KibKiCTh TpoMGomuTis > 50 x 109/

Tepamnist HerenaToJI€HAJIBHOI0 €KCTPAMEYJISIPHOIO FeMOII0e3y Ta KiCTKOBO-
00JIbOBOI0 CHHAPOMY
PexomenmoBano Hu3bki 103u mpomeneBoi tepamii (0,1-0,5 I'p, 5-10

bpaxkiiii).

Tepamnisi KOHCTUTYHIOHAJIBHUX CHMIITOMIB, II0 BiANOBiIa€ Ha Tepamiio
CIJIEHOMeraJii (IUB. MeTUKAMEHTO3HA Tepalis CIJIeHOMeraJii)
PykcomiTuHiO ~ pEeKOMEHIOBaHO  TAaIll€eHTaM 3  KOHCTUTYIIHHUMH
CUMIITOMAaMH, SIK1 HaJIeXXaTh JJO TPy BUCOKOTO Ta IPOMIXKHOTO 2 PU3UKY 32
mkanoro IPSS ado DIPSS, a6o DIPSS-Plus.

MienocynpecuBHa Tepanis

1. T'igpokcukapOamij € mepiuM npemnaparoM BUOOpPY.

2. |H® pexomeHm0BaHN BUKIIIOUHO Y XBOPUX BiKOM 10 60-TH poKiB Ha paHHIi
CTa/ii 3aXBOPIOBAHHA 3a BIJICYTHOCTI BUPAXKEHOTO PETHKYJIHOBOTO (PiOpo3y
(npedidbpotruna cranis [IM®). Ilpu 3actocyBanHi neruiboBanoro [H®,
PEKOMEHIOBaHUM 3ac000M € iHTepdepoH anbda-2a.

3. AHarpenii peKOMEHJOBaHUI y pa3l TPOMOOIMTO3y Ta PE3UCTEHTHOCTI abo
HETMEePEHOCUMOCTI 1HIIUX MPETapaTiB.
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4.2.3. Kpurepii pe3ncTeHTHOCTI / HemepeHOCMMOCTi 10 Tepamii riapoxcukapdoaminzom npu I[IM® (The European
LeukemiaNet)

Kpurepii

- BiZICYTHICTh 3MEHIIEHHsS (PeAyKIlisi MeHme Hik Ha 50%) po3Mipy MacHMBHOI CILIGHOMeraiii abo remaTtomeranii, y
MAIli€HTIB, SKAM MPOBEACHA CIUICHEKTOMIsl, I 4Yac Taibharlii, abo MOBHOTO M030aBJCHHS BiJl CHUMIITOMIB IIOB’S3aHUX 31
CIJISHOMETAIEIO MCIs 3-X MICAIIB Tepallii Sk HaiimeH1 2 rp / 1o0y riapokcukapOaminy, abo

- HEKOHTPOJIbOBAaHA Mielonpomidepalis, a came KilbKicTh Tpomoouutis > 400 x 10%1 ta nelikonutis > 10 x 10%1 micns
3-X Mics1iB Teparlii moHaiimenie 2 rp /no0y riipokcukapoaminy, abo

- abCcoMmoTHa KinbKicTh HelTpodinis < 1,0 x 10%1 abo TpomborumTis < 100 x 10%1, a6o remornobiny < 100 rp/i 3a yMOBH
Tepanii HallMEHIIOI 03010 TIApPOKCHKapOamidy, sika MOTpiOHA JJIsi JTOCSTHEHHS IMOBHOI a00 YacTKOBOI peMicii KIIHIKO-
reMaToJIOTI4HO1 peMmicii, abo

- MOsIBa BUPA30K HA HIKHIX KIHIIBKaX ab0 1HIIOT HEMPUMHITHOI HETeMAaTOJOTTYHOT TOKCUYHOCTI, TAKOi SK: IIKIPHO-CJIU30B1
YCKJIAAHEHHS, TacTPOIHTECTIHAJIbHI CUMIITOMHM, ITHEBMOHIT a00 JHMXOMaHKa IIpM 3acTOCYBaHHI OyJb-iKOi 103U
riApoKcUKapOamiy.

* po3Mipom cene3iHku > 10 cM Bij ii HUPKHBOTO Kparo JI0 JIiBOi peOepHOi AyTH.
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4.2.4. Tepanisi pykcoJiTHHIOOM

1. Cmapmosa 003a pyKkconimuHioy 3a1ex#cHo 8id KinbKocmi mpomooyumis

CraproBa n103a

PYKCOJITHHIOY

KinpkicTs TpoMOOLIUTIB

CrapToBa J103a

> 200 x 10%n

20 mr / 2 pa3u Ha 100y

> 100 x 1091 <200 % 10%n

15 mr / 2 pa3u Ha 100y

> 50 x 1091 <100 x 10%n

5 wr/2 pa3u Ha 100y

1) Tepamiss PyKCONITUHIOOM TEPEPUBAETHCS IICIST 3HIDKEHHSI KUTBKOCTI
Tpom6GonuTis Menme 50 x 10%n1 Ta/abo abconroTHOT KinbkocTi Heitpodimis 0,5 x
10%m.

2) Ilicns mepepuBaHHS Teparii PyKCOJITHHIOOM, BOHA BiJIHOBIIIOETHCS MPU
3pOCTaHHI KiJBKOCTi TpoMOoumTiB Ginbme 50 X 10%1 Ta aGComoTHOI KiTbKOCTI
neitrpodinis 0,75 x 10%/.

2. Maxkcumanvha 003a pyKCONMuHiOy, AKA NPUHAUAEMLCA RNICAA
nepepusanH 020 3acCmocy8anHa y 36 ’a3Ky 3 PO3GUMKOM MPOMOOUUMONEHIT

Jlo3a pykconiTuHiOy

KinbkicTh TpOMOOIMTIB Ha

. Jlo3a
ITOTOYHHUHN Jac

> 125 x 10%n 20 mr / 2 pasu Ha 100y

>100 x 10%m <125 x 10%n 15 mr/ 2 pasu Ha 100y

>75 x 10%m < 100 x 10%n 10 mr/ 2 pasu H 100y

>50 x 1091 <75 x 10%n 5 mr / 2 pa3u Ha 100y

<50 x 10%n HE NPU3HAYAIOTH

3. Maxkcumanvna o003a pyKcolimuHioy, sAKa NPUHAYAEMbLCA RICA
nepepueanHs 1020 3aCMOCY8aAHHA Y 36’ A3KY 3 PO36UMKOM HEUmpOoneHii

[licis 3pocTaHHs KinbkocTi Heirpodimis > 0,75 x  10%m, Tepaniro
PYKCOJIITUHIOOM BIIHOBIIOIOTH 3 103U 5 Mr 1 paz/moba abo 5 mr 2 pasu/mo0a,
SKIIO BOHA HWX4Ya, HIXK MaKCUMajibHa J[03a Mperapary, sSKy 3acCTOCOBYBalU Ha
OCTaHHBOMY TH>KHI TIEpe]T IEPEPBOIO B TEpAITii.

Penyxkiis 1031 pykcomiTHHIOY MPOBOAUTHCS 32 YMOBH 3HM)KEHHS KUJIBKOCTI
TPOMOOITHUTIB.



4. Pedykuyisn 003u pyKcONimuHioy 3a po36umiKy mpomooyumonetii y nauicHmie, AKUM iHiYill08aHO NIKYBAHHA HA PIGHI
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mpomboyumie 100 x 10%n ma invue

Penyxkiiis 103u pyKcoaiTUHIOY

KillLKieTs TooMGOLITIE Ha Jl03a Ha MOMEHT 3HMKEHHS KUIBKOCTI TPOMOOIINTIB
POMDOLL 25wmr/2pasuna | 20mr/2pasuna | ISmr/2pasuna | 10 mMr/2 pasuna | 5Swr/2 pa3u Ha
OTOYHHUH Yac
00y 100y 00y 100y 100y
HOBa HOBa HOBa HOBa HOBa
> 100 x 10%1 < 125 x 109y | 20 M7/ 2 pasuma | 15 Mr/2 pasu na 6e3 3MiH 6e3 3miH 6e3 3MiH
100y 100y
> 75 x 1091 < 100 x 109 10 Mmr/2 pasuva | 10 mr/2 pazuna | 10 mr/ 2 pa3u Ha 6503 3Min 663 i
100y 100y 100y
> 50 x 10%/1< 75 109 5 Mr/ 2 pa3u Ha 5 Mr/2 pa3u Ha Swmr/2pasuna | 5wr/2 pa3uHa 603 i
00y 100y 00y 100y
<50 x 10%n HE MPU3HAYAIOTh | HE MPU3HAYAIOTh | HE NMPU3HAYAIOTh | HE MPU3HAYAIOTh | HE MPU3HAYAIOTh
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5. Moougpikayia 0o3u pykconimunioy npu Hedocmamuiil 8i0noeioi Ha
mepaniio y nayicHmie, AKUM IHIYil08aH O NIKYy8aHHA HA PieHI mpomboyumie 100
x 10°n abo binvuwe

SIK1o BIATIOBi/Ib HA TEPaMiio PYKCOJIITHHIOOM € HeIOCTaTHBOIO, a KUIBKICTh
TPOMOOLIUTIB Ta HEUTPOPiNIIB aeKBaTHA /1031, OCTAHHA MOKe OyTH 301/IblIIEHA Ha
5 Mr aBi4l Ha JIeHb, 4O MaKCHMAaJILHOI JIO3H, SIKA CTAHOBUTH 25 MT ABIYl Ha JI€Hb.
Jlo3a pykconiTuHiOy HE MOBHMHHA 30UIBIIYBATHCH IPOTITOM IEpHIUX 4 THXKHIB
Teparlii Ta 4acTille HiXK KOXKH1 2 THXKHI.

6. Pedykuia 0o3u npu po36umKy 2eMamo02iYHOi MOKCUUHOCMI 6
nayicnmie, AKum iniyitioeano nikyeanus na pieni mpomooyumis 6io 50 x 10°n
00 100 x 10°%n

3HMKEHHS 03U PYKCOJIITHHIOY 32 T€éMAaTOoJOrYHOI TOKCUYHOCTI Yy XBOPHX,
SKMM OyJIO0 PO3IIOYATO JIIKyBaHHS Ha piBHI TpomGoumTis Bix 50 x 10%1 mo 100 x
10%n Binmnosinae Takiii, ska HaBeIeHA BHILUE AJS PEAyKLil 103 PYKCONITHHIOY 3a
PO3BUTKY TPOMOOIIMTOIEHII B MAIll€HTIB, SIKUM 1HIIIHOBAHO JIKyBaHHS Ha PiBHI
tpom6GonuTis 100 x 10%1 Ta Ginbe.

1) ¥ xBopux, sKHM IiHiIiifOBaHa Tepamisi PYKCONITUHIOOM Ha piBHI
TpomGomuTiB Bim 50 x 10%m mo 100 x 10%n mepepuBaeThesl IiCIs 3HMKEHHS
KilbKOCTi TpoMOouuTiB MeHme 25 X% 10%m Ta/abo abCOMOTHOT KiJIBKOCTI
neitrpodinis 0,5 x 10%.

2) YV XBopuX, SKUM IHII[ilOBaHA Tepamis pPYyKCOJITHHIOOM Ha piBHI
tpombonuTie Big 50 x 10%m go 100 x 10%n, micns mepepuBaHHsA Teparii
PYKCOJIITUHIOOM, BOHA BIJHOBIIOETHCS TMPHU 3POCTAHHI KUIBKOCTI TPOMOOITUTIB
6inbme 35 x 10%1 Ta abconrotHoi Kinbkocti HelTpodinis 0,75 x 10%/.

3) Tepamiro pyKCOTITHHIOOM BiTHOBIIIOIOTH 13 103U 5 Mr 1 pa3/no6a abo 5 mMr
2 pasw/go0a, SKIIO BOHAa HIKYE, HDK MaKCUMalbHa J03a [penapary, sKy
3aCTOCOBYBAJIM Ha OCTAHHBOMY THIKHI Iepe]] EPEPBOIO B Teparii.
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7. PedyKkuis 003u pyKconimuHioy y eunaoxy po3eumky mpomoouumoneHii
6 nauicHmie, AKUM IHIWIIOGAHO NIKYBAHHA HaA Pi6HI mpomooyumie 6i0 50 %
10%1 00 100 x 10%n

Penyxkiis no3u
KinbpkicTh T]:’iOM6OHI/IT1B Ha Jlosa
TTOTOYHUH Yac
<25 x10%n HE NMPU3HAYAIOTh
> 25 x 10%1 <35 x 10%n . 3MEeHIIEeHHs 1034 10 5 mr/ 1 pa3
TA iX 3HWKEHHS MPOTATOM TMOMEPEAHIX Ha A00y;
YOTHPHOX TIDKHIB BIAMOBITa€ MEHIIE | - y MAIEHTIB, SKI OTPUMYIOTH 103y
Hix 20% 5 mr/ 1 pa3 — npoAOBKUATH
TEpariio B 3a3HAYCHIN 1031
> 25 x10%m <35 x 10%n - 3MEHIIEHHS 1034 10 5 Mr / 2 pasu
TA X 3HWKEHHS MPOTATOM MOMEPEIHIX Ha 100y;
JOTHPHOX THXKHIB Biamosigae 20% abo | - y TAIlI€HTIB, K1 OTPUMYIOTH 103y
OinbIIe 5 mr / 2 pa3u — 3MEHIIUTH 103y
10 5 mr / 1 pa3 Ha 100y;
- y MAI€HTIB, SIKI OTPUMYIOTH J103Y
5 mr /1 pa3 — npoJOBKUTH
TEpariio B 3a3HAYCHIN 1031

8. Moougpikauia 0o3u pykconimunioy npu Hedocmamuiil 8i0noeidi Ha
mepaniio y nayicumis, AKiM iHiyillogane AiKy8aHHA HA PI6HI Mpomooyumie 6io
50 x 10%n 00 100 x 10%n

Jlo3a pyKcONITHUHIOY HE MOBMHHA 30UIBIIYBATUCH MPOTATOM HEpIIUX 4-X
TIKHIB Tepamii Ta 4acTile HDK KOXHI 2 THKHI. SIKIIO BIAMOBIIb Ha TEpariro
PYKCOJIITUHIOOM € HEIOCTaTHhOIO, a KUIBKICTh TPOMOOITMTIB Ha MOTOYHUHN Hac
nopiuroe 100 x 10%n abo Oinblue, 103a Moxke OyTu 30iIbLIEHA HA 5 MI' y J€Hb.
Jlo3a pykconiTuHiOy Moke OyTH 301bIIeHA 10 MAaKCUMAJIbHOI, siIka cTaHOBUTH 10
mr / 2 pa3u Ha 100y 3a 30epiraHHs BCiX HaBEACHUX HIIKYE YMOBH:

- KiJIBKICTH TPOMOONHMTIB 3amumaeThes >40 x 10%/7;
- 3HWKEHHS KUIBKOCTI TPOMOOLIUTIB MPOTATOM MOMEPEIHIX YOTUPHOX THUKHIB

BlanoBigac meumie Hik 20%;

- abcomoTHa KibKicTh Heiitpodinis >1,0 x 10%;
- Jl03a PYKCOJITUHIOY He Oyna peaykoBaHa abo BiH He OyB BIIMIHCHUU B

3B’SI3KY 13 PO3BUTKOM I'€MaTOJIOTIYHOT TOKCUYHOCTI BIPOJIOBXK OCTaHHIX 4-X

THXKHIB.

9. Mooudgpixauia 0o3u pykconimunioy y eunaoxy po3eumcy Kpogomeui

VY BuUmagKy po3BUTKY KPOBOTEUl MEPEPUBAETHCA JIIKYBAHHS PYKCOIITHHIOOM
HE3aJIe)KHO BiJl MOTOYHOI KUIbKOCTI TpoMOomuTiB. Ilicis Toro, ik kpoBoTeya Oyia
3yNMHEHa Ta OCHOBHA 11 MPUYMHOIO 3HAXOJUTHCS MiJ KOHTPOJIEM pPO3TJSHYTU
NUTaHHS TPO TIOHOBJICHHS JIKYBaHHS B paHillle NpU3HAuYeHId 1031. SKio
KpOBOTE€Ya 3yIIMHEHA, aJIE€ OCHOBHA II IIPUYMHA 3AJIUIIAETHECS HEKOHTPOJIBOBAHOIO,
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PO3TISHYTM MHTAHHA NP0 TOHOBJIEHHS JIIKYBaHHA PYKCOMITUHIOOM Yy OUIbII
HU3bKIH 1031

10. Ilpununennsn mepanii pykcoaimunioom

JlikyBaHHSI PYKCOJITHHIOOM OuTbIlie HIKX 6 MICAIIB TOBHHHO OyTH
MIPOJIOBXKEHE Yy MAIlIEHTIB, Y SKUX IepeBara Teparii JOMIHye HaJa MOTEHIIMHUMU
PU3HKAMH.

3acTocyBaHHS PYKCONITUHIOOM NPUIMHSIOTH 32 BIJICYTHOCTI BIJIMOBIII Ha
Hel cenesiHku (3MeHIIeHHs 00’eMy cene3iHku > 35%, sike BH3HAYCHO IIiJ] Yac
IPOBEJACHHS MAarHITHOPE30HAHCHOI ab0 KOMIT'IoTepHOI ToMorpadii) abo
3MEHIIEHHS IHTEHCUBHOCTI CUMIITOMIB 4Yepe3 6 MiCAIIB Teparii.

11. /lo3a pykconimunioy npu Hupkoeiit HeoocmamHocmi

3a momipHoi (kiipeHc KpeaTuHiHy 30-59 wmu/xB) Ta Baxkkoi (KIIpeHC
KpeaTuHiHy 15-29 MiI/XB) HUpPKOBOI HEIOCTATHOCTI y TMAILI€HTIB 13 KUIBKICTIO
tpomGonuTie > 100 x 10%m < 150 x 10%n pekoMeHmOBaHa CTapTroBa 103a
pykcoiiTuHiOy ctaHoBuTh 10 mr / 2 pa3u Ha A00y. 3a BKpall Bakkoi (KJIIpeHC
KpeaTuHiHy < 15 MJI/XB) HUPKOBOI HEIOCTATHOCTI Y XBOPHX, 5Kl MepedyBaroTh Ha
reMofianisi i3 KimpkicTio TpomOommTie > 100 x 10%m < 200 x 10%mn
PEKOMEHIOBaHa CTAPTOBA J103a PYKCOMITUHIOY CTaHOBUTH 15 mr / 2 pa3u Ha 100y,
a i3 KinpkicTio TpombormTie >200 x 10%m — 20 Mr / 2 pasu Ha 100y.
Monudikairiro 1031 MPOBOAATH il CYBOPUM KOHTPOJIEM.

PykcomiTuHiO mNpoOTUIIOKA3aHO TMallleHTaM 13 BKpall BaXKOW (KIIpEHC
KpeatuHiHy < 15 MII/XB) HHPKOBOIO HEJOCTATHICTIO, fKI HE TepeOyBaloTh Ha
remoiaiisi a0o, B AKX KiIbKicTh TpoMOoIHTiB ckiagae < 100 x 10%m.

12. /lo3a pykconimunioy npu ne4inkogiit He00CmamHocmi

3a Me4YiHKOBOI HEJIOCTATHOCTI Y MAIEHTIB 13 KUIBKICTIO TPOMOOUUTIB >100 X
10%n < 150 x 10%n pexoMeHIOBaHa CTApTOBA [03a PYKCOJITUHIOY CTAHOBHTH
10 mr / 2 pa3u Ha 100y. Moaudikaliiro 1031 MPOBOAITH i CYBOPUM KOHTPOJIEM.

PykconiTuHIO MpOTUIIOKA3aHO Malll€EHTaM 13 MEYIHKOBOI HEIOCTATHICTIO, B
SIKMX KiIBKiCTh TpoMOoLuTiB ckiagac < 100 x 10%.
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4.2.6. JlikyBanus [IM® y b® (I'M.I)

[Tamientam, sikum BepudikoBano b (I'MJI), sxio BOHU € MiAXOMSIIAMHE
karauaatamu mis ano TCK, pekoMeH0BaHO TONIYK JOHOPa CTOBOYPOBUX KITITHH,
NPOBEJCHHS 1HAYKIIMHOT MIi€T0abNATUBHOT Teparii 3 HACTYIHOIO HETraiHoIo
koHcomigamiero anoTCK.

[TpoTokonu Teparmii 'MJI MoxyTh OyTH BUKOpHUCTaH1 J1Jis1 moBepHeHHS bd
JI0 XpOHIYHO1 (ha3u, MpoTe piBeHb BIAMOBIA1 Ha HUX Mpu [IM® Habarato HIXXYMH,
HDK 1ipu ['MJI, sika BUHUKIIa BIIEpIIIE.

[3 majgiaTUBHOIO METOIO, a TaKOX JUIS MPOJIOHTAIlll JXUTTS XBopux y bd
[IM®, sxi ve € kanauaaramu 111 anoTCK, npu3HadaroTh HU3bKI 103U IUTApaOiHy
10 mMr/m? x 2 p/no6y 10 aHIiB y peskumi MOHOTEpaITii.

4.2.7. TpancnjaHTalis cTOBOYPOBHUX KJIITHH

1. Aymonociuna mpancnianmauis cmogoyposux KiimuH

3acTocyBaHHA  ayTOJIOTIYHOI  TpaHCIUIAHTalli  CTOBOYPOBHX  KIITHH
(ayToTCK) mpu IIM® 00MexXyeTbCs HEAOCTAaTHICTIO TEPANEBTUYHOIO €(EKTY.
[Tamientam 3 [IM® He pekOMEHA0BAaHO MPOBEAEHHS AYTOJIOTIYHOI TPaHCIIaHTAIl1
CTOBOYPOBHX KIJIITHH.

2. Anozenna mpancniaHmauyisa cmoeoyposux KiimuH

€IVHUM METOJOM Teparii, SKAWA MOTEHI[IMHO CIPOMOXHUN BUIIIKYBATH
xBopux Ha [IM® e anoTCK, mpoTe BOoHa CHOTY4Ya€THCS 3 BUCOKUM pPIBHEM
CMEPTHOCTI Ta 3aXBOPIOBAHOCTI. 3Bakaroun Ha 1e, mnpoBeaeHHs anoTCK
BBAKAETHCS JOIUIBHUM BUKIIOYHO Y BUMAAKY TPHUBAJIOCTI KUTTS XBOPOTO, SKa
OUIKYy€eTbCA, MeHIlEe 5 pokiB. Jlo gakTopiB, siki cipoMoxH1 3HU3UTH micis anoTCK
BIDKMBAHICTh BIIHOCUTHCS: BHCOKE allelbHE HaBaHTaAKECHHS MmyTamiero JAK2
V617F, moct-CIl M® ab6o moct-ET M®D, 3anmexnicts Bix TpaHcdysiid
EPUTPOLIMTAPHOI MacH, MOXWIMKM BiK, CIJieHekToMmis, yactkoBa HLA cymicHICTh
TpaHCIUTAHTATY.

1) Bubip imgykuiiiHoi Tepamii 3 HacTymHO KoHcomimamiero anoTCK e
OOTPYHTOBAaHMUM JTIKYBaJIHHUM ITiIXOJIOM BHUKJIIOYHO MO0 XBOPHUX, SIKI HAJIEXKATh
JI0 TPYIH BUCOKOTO Ta MPOMDKHOTO 2 pu3uky 3a mkanow IPSS abo DIPSS, a6o
DIPSS-Plus.

2) IMamiearam BikoM 10 45 pokiB, ski € kxanmgumaramu s anoTCK,
PEKOMEHIOBAHO MPOBEJACHHS MI€JIOA0ISATUBHUX PEKHUMIB KOHIUIIIFOBAHHS.

3) INamienTam BikoM Bim 45 10 65 pokiB abo marieHTaM 10 45 pOKiB 3
iHgexcoM koMopOigHocti 3 abo Oinbmie (mkama HCT-CI) (http://www.hctci.org/),
ski € kaamuaatamu i anoTCK, pekoMeHI0BaHO MPOBEICHHS KOHJIUIIIFOBAHHS
peIyKOBaHO1 IHTEHCUBHOCTI J03.

4) Ha cworoHi BiICyTHI JaHi, ki O MiaTBEpIKyBaIU OLIbIy €(hEKTUBHICTD,
O€3IMEeYHICTh TIEBHUX MIET0A0JSITUBHHUX MPOTOKOJIIB KOHIUIIIFOBAHHS Ta MEBHUX
MPOTOKOJIIB KOHJIMIIIFOBAHHS PEAyKOBAHOI I1HTEHCHUBHOCTI Haj I1HIIUMHU. XOua,
KOHJuIlitoBaHHA OycynbhanoMm 13 1mkiodochaminom, Quynapadbinom 13
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OycynbpaHoM Ta aHTHWIIM(OLUUTAPHUM TJIOOYJIIHOM Mae [00puil piBEHb
e(eKTHUBHOCTI.

5) IlepopanbHe BBeACHHS Oycyib(aHy Mae CyHpOBOKYBATHCH IIJTLOBUM
J03yBaHHSM  BIANOBIAHO 10 piBHIB minasMud. KpiM  TOro, MOXIIMBE
BHYTPIITHOBEHHE BBEJICHHS OyCyb(haHy B 3aJIEXKHOCTI BiJl PiBHIB TUIa3MH

6) [IpoBenenns anmoTCK XBopuM, pEKOMEHIOBAHO JO JOCSITHEHHS HHUMH
KUTBKOCTI TpaHC(Py31MHUX OAUHUIIb €pUTPOIIUTapHOi MacH 20 1 OiIbIIIe.

7) INarientam, ski € kauauaaTamu s anoTCK nmpoBeneHHs CITICHEKTOMIT He
PEKOMEHJIOBAHO, Y 3B’SI3KY SIK 13 BUCOKUM PU3MKOM OMEPaIiifHOI CMEPTHOCTI, TaK 1
31 3017IBIIIEHHSIM HMOBIPHOCTI MOCTTPAHCILIAHTAIIIHHOTO PEIUIUBY.

8) Micnas  anoTCK  JAK2 V617F-n03UTUBHUX  XBOPHUM  MPOBOJHMTHCS
MOHITOPYBaHHS PIBHS aJelIbHOTO HaBaHTaKeHHs Mytamiero V617F rena JAK2
[1JIP B peanbHOMY 4Yaci (KUIbKICHUUM aHal13) Ta BU3HAYCHHS PIBHS BIJAMOBII Ha
tepamnito. [lamienTam, B AKuX He qocsraerbea MoliekyisipHa [1B (abo BinOyBaeThcs
peuuanB), MOXYTh HPOBOJUTUCH BIMBAHHS JIOHOPCHKUX JIM(OLMTIB 3a
BIJICYTHOCTI pe€aKIlii «TpaHCIIaHTaT IpoTu rocrnogaps». Poib kutekicHoi [1IJIP npu
1Hmmx MyTanisax micis anoTCK He BcTaHOBIIEHa.

4.2.8. Benenns BaritHux Ta nopoaijin 3 [IM®

Barithux Tta mopoaine 3 [IM® crpatudikyioTh Ha TpPymud BHUCOKOTO 1
HU3bKOI'O PU3UKY.

1. Jlo rpynu BUCOKOTO PU3UKY HAJIEKATh BariTHI Ta MOPOIIILII:

1) i3 HasgBHICTIO B aHaMHe3l TPOMOO3iB BeH abo apTepiil, sAKi BUHHKIN
BITPOJIOBX BariTHOCTI a0o /10 Hef,

2) i3 HasABHICTIO B aHaMHE31 reMOpariYHuX YCKJIaJHEHb, IO acoIliioBaHi 3
MIJIONPONi(ePaTUBHUM HEOIUIACTUYHUM TMPOLECOM, $KI BHUHUKIH MPOTITOM
BariTHOCTI abo 10 HeT;

3) i3 HasABHICTIO YCKJIaJHEHb IIijl Yac MOTOYHOI BariTHOCTI ab0 MOIMEepeIHIX
BariTHOCTE, M0  MOXYyTb OyTH  BHUKIMKaHI  MiegonpoiidepaTUBHUM
HEOIJTACTHYHUM TPOIIECOM, a CaMe:

a) 31 CIOHTAHHUMH PEUUAMBYIOUMMHU BUKHIHSIMH B IEPUIOMY TPUMECTpI
(Tpu 1 OiIBIIIE CAMOBUTFHUX BUKHUJIHIB Y TIEPIIOMY TPUMECTPI);

0) 13 BHYTPINTHROYTPOOHOIO 3aTPUMKOIO POCTYy IIona (HU3bKA Bara mpu
HAPOJKEHHI);

B) 13 BHYTPINIHHOYTPOOHOIO 3aruOeiio 1uioga abo MEpTBOHAPOIKECHHIIM
(6e3 o4eBMAHOI TPUYMHH, OKPIM MIEIONPOJi(hepaTUBHOTO HEOIUIACTUYHOTO
npoiiecy, 0e3 10ka3iB mianeHTapHoi TucdyHKIIi Ta 6€3 mopyieHb PoCTy o),

r) 13 BaXKOK  TMpEEKIaMIICi€l0, IO ToTpedye  MepeayacHOro
poaopospiiieHHs (< 34 TUXKHIB BariTHOCTI);

4) 13 BigIIapyBaHHSM ILIAIICHTH;

5) i3 3HA4YHOO aHTe- a0 MICIIAMOIOTOBOI KPOBOTEUELHO;

6) i3 cTiliKMM 3pocTaHHAM TpoMOouuTis > 1500 x 10%m.

2. Jlo Tpynu HHM3BKOTO pHU3UKY HajleXaTh BariTHI Ta TOpoauuIl 0e3
HABEJICHUX BUIIE YCKIIATHEHb.
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BariTHum rpynmuM  HU3BKOIO PHU3UKY PEKOMEHJOBAaHO MpPHU3HAYEHHS
AIleTUIICANIIIUIIOBOI KUCJIOTH, @ B MICISMOJIOTOBHM TEPiOA, MPOTITOM HACTYIMHUX
6-Thi  TWKHIB  TICHS  TOJOTIB  3aCTOCOBYIOTh  MNPO(MUIAKTHYHI  J03HU
HU3bKOMOJIEKYJISIPHUX TETaphHiB.

BariTHUM rpymnu BUCOKOTO PU3HUKY:

1)i3  TpomOO3aMH B  aHaMHE3l  PCKOMCHIOBAHO  IPHU3HAYCHHS
aleTUJICATIIIUIIOBOT KUCIIOTH (3a HAsBHOCTI Yy BariTHUX 13 TpoMOO3aMu B aHaMHeE31
€Mi30/[iB TeMOpPariyHux yCKJIaAHEHb MPU3HAUCHHS alleTUICATIIUIOBOI KUCIOTH HE
PEKOMEHJIOBaHO) Ta MNPOQPUIAKTUYHUX [103 HU3BKOMOJICKYJSPHUX TEMapuHIB,
Teparlisi IKUMH IIPOJIOBKYETHCS 1 IPOTIATOM 6 THXKHIB IICIS TOJIOTIB;

2) i3 kinbKicTIO TpoMGouTIB > 1500 x 10%/1 peKoMeHJ0BaHO 3aCTOCYBaHHS
[H® anbda. Ta npodilakTHIHUX 103 HU3BKOMOJIEKYJIAPHUX TEMapUHIB, Teparis
SKUMU TIPOJOBKYETHCA 1 MPOTITOM 6 TUXKHIB MICJIS MOJIOTIB;

3) i3 reMOpariYyHUMH yCKIJIAIHCHHSIMHU B aHAMHE31 aclipyH HE MPU3HAYAIOTh,
pexoMeH0BaHo 3acTocyBaHHs [H® anbda, a B micasAMI0JI0TOBHIA IEPIOA, POTITOM
HAaCTyMHUX O TWXKHIB TICIsA TMOJOTIB 3aCTOCOBYIOTh MNPO(MUIAKTHYHI 103U
HU3BKOMOJICKYJISIPHHUX TeTaphHiB.
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4.3. MOHITOPMHT Ta OiHKA BiNOBIi HA JIIKYBAHHSA

4.3.1. BuzHaueHHs Bignoiai Ha jJikyBanus [IM®

Ouinka Bignosiai

Kpurepii

[ToBHa pewmicis
(ITP)

KicTkoBuii MO30K™: KJIITHHHICTh KICTKOBOTO MO3KY BIJIIOBIJIa€ BIKY XBOPOT'O, CTYIEHIO PETHUKYJIIHOBOTO
¢i6po3y < 17 ta kinmbkocTi 6macTiB < 5% TA

[lepudepruuna kpos: piBenb remornobiny > 100 r/n < BPM, pisens meiirpodinis > 1,0 x 10%1 < BPM,
tpomGommTiB > 100 x 10%n1 < BPM, He3pinux mienoinaux kmitua < 2 % ! TA

KiiHiuHa KapTuHA: BIICYTHICTh CUMIITOMIB, 10 acouiioBaHl 3 [IM®, HopManbHUN pO3MIp MEUYIHKU Ta
CEJIC31HKH M1/ Yac najbnailii, BiicyTHiCTh EMI

YactkoBa pemicist
(4P)

KicTkoBuit MO30K™: KJIITHHHICTh KICTKOBOTO MO3KY BIJIIOBIJIa€ BIKY XBOPOTO, CTYIEHIO PETUKYJIIHOBOTO

¢i6po3y < 1 Ta kinbkocTi OsactiB < 5% TA

I[Tepudepruuna kpos: piBeHb remornobiny >85 r/n < 100 r/n, pisens Heiirpodinis >1,0 x 10%n< BPM,

TpombormTis >50 x 10%n< 100 x 10%n, He3pinux mienoinaux kimithH < 2% * TA

Kriniuna kapTuHa: BiJICYTHICTh CUMIITOMIB, 110 acoliiioBani 3 [IM®, HopManbHUN PO3MIp MEUIHKH Ta

CEJIC31HKH ITi/1 Yac Majblarii, BiicyTHicTh EMIT

ABO

[lepudepuuna kpoB: piBeHb remornodiny > 100 r/n < BPM, pisens neittpodinis > 1,0 x 10%1 < BPM,

TpoMOOIUTIB > 100 X 10%7n < BPM, He3pUMX Mienoinaux KmtuH < 2% * TA

KitiHiuHa KapTHHA: BIICYTHICTh CUMIITOMIB, 110 acouiioBani 3 [IM®, HopManbHUI po3Mip MEYIHKH Ta
CEJIC31HKH 11 Yac najbnaiiii, BiicyTHiCTh EMI

Kniniune
MOKpaIeHHS
(KTD)

OTpumaHHSl BIANOBIJII HAa Tepamilo aHeMmii, rinepcruieHoMeranii abo CHMITOMATUYHOI BIAMOBIAL 0e3
IIpOrpecii 3aXBOPIOBAHHS, CTYIICHIO aHeMii, TpOMOOITUTOTICHIT a00 HEHTpOTIeHi] *

Biamosins anemii

VY tpancdy3iiHO-HE3aTeKHUX MALI€HTIB: 301IbIICHHS PiBHI reMoriaooiny > 20 r/m !
VY Tpancdy3iiHO-3a0eKHIX MaIlI€HTIB: BIJICYTHICTh MOTPEOH B TpaHCDY3isX
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BignoBigs
ceJie3iHKu *

[TepBUHHO HMKHIN MOJIOC CEJIe31HKM BU3HA4YaBcs Ha 5-10 cM Hkue kparo JIPI: He manbiyeTbes **
[TepBMHHO HMKHIM MTOJIOC CeIE31HKU BU3HaUaBcs Ha > 10 cm Hukde kpato JIPI: 3menmyersest Ha > 50% **
[TepBUHHO HMKHIN MOTIOC CENIe31HKM BU3HAYaBCs Ha < 5 cM HmKue kparo JIPI: He 3acTocOoByeThCS ™™
[TixTBepIKEHHS BIATOBII CEJIE31HKU Ha Teparlito noTpedye 3MeHIeHHs ii 06’eMy Ha > 35%, 1110 BU3ZHAYEHO
1] Yac MPOBEJACHHA MarHITHOPE30HAHCHOT 200 KOMIT I0TepHOi ToMorpadii*™

CumnromarnyHa | 3MEHIICHHS iIHTEHCUBHOCTI cuMIiToMiB > 50%, siki BU3HA4eHO Ta oriHeHo 3a popmoro MPN-SAF TSS T,
BIIIOBIIb
[Iporpecis [TosiBa cruieHOMeralii, 3a sIKOi HUXKHIN TOJIFOC CEJIe31HKU BU3HAYAETHCS IIOHAUMEHIIIE Ha 5 CM HUXKYE Kparo

3aXBOPIOBaHHS * *

JIPJT

ABO

36unbmenHs crieHomeranii Ha >100 %, 3a yMOBH SKIIO MiJT Yac MEPBUHHOTO OOCTEKEHHSI HUKHIN TMOJIIOC
CeJIe31HKH BU3HaYaBcs Ha 5-10 cm Hmkue kparo JIP/]

ABO

30unbieHHs cruieHoMeranii Ha >50 %, 3a yMOBH SIKIIO TI1J] Yac MEPBUHHOTO OOCTEXKEHHS HIDKHIM TMOJIIOC
cesie31HKH BU3HauaBcs Ha >10 cm Himkue kparo JIP/]

ABO

Jleiikemiuna TpaHnchopmairisi, o0 BepuiKyeThCs 32 HAIBHOCTI 0acTiB y KicTKoBOMY MO3Ky > 20 % abo 3a
HasBHOCTI OjacTtiB y nmepudepuyHiii kposi > 20% y moemHaHHi 3 X aOCOMIOTHOIO KijbKicTio > 1,0 x 109/n
TPHUBAIICTIO JIOBIIIE 2-X THXKHIB.

Craburizams HenaiexxHiCTh 10 KOAHOT 3 KaTeropiii BIAMOBIII.
3aXBOPIOBAHHS
Penuaus Brpara BignoBigHocTi kKputepism, npuHaiiMHui KII micns nocaruenns [1B, UB, a6o KIT ABO

BTtpara Bianosiai aHemii 1o TpuBae He MeHIe 1 MicsIs
ABO
BTtpara BianoBijii cee3iHKy 0 TPUBAE HE MEHITIE 1 MicsIis.

O11iHKa IUTOT€HETUYHUX Ta MOJIEKYJISIPHUX 3MiH, SIK1 3yMOBJIEHI T€paIli€r0

[{uTorenernuna ‘ JI71s1 OIIHKY IUTOT€HETUYHO1 BIAMOBII moHaMenIie 10 metadas noBMHHI OyTH MpOaHali30BaHi, pe3yJbTaT
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pemicis MOBUHEH MiATBEPKYBAaTUCh IIOBTOPHUM TECTYBaHHS B paMKaX 6-MICSIYHOTO BIKHA

- TIB: BiaCyTHICTb ICHYIOYOI1 paHille aHoMaii

- UYB: >50% 3MeHIIIeHHs KUTBKOCTI aHOMaJIbHUX MeTadas

(kaTteropiss 4acTKOBOI BIAMOBIAI NMPUAHATHA 10O 3aCTOCYBAHHS TUIBKM B IMAIlE€HTIB, B SKHUX IEPBUHHO
CIOCTEPIrajoch SIK HaWMEHIIIe JIECSTh aHOMAIbHUX MeTadas)

Monekynspua | JIas mpoBefeHHsI aHai3y MOJEKYJIAPHOI BIAMOBIAI BUKOPUCTOBYIOTH T'PAaHYJIOIUTH MepupepruuHOi KPOBi,
pemicid pe3yNbTaT MOBHHEH MMIATBEPIKYBATHCS MOBTOPHUM TECTYBAaHHSIM B paMKax 6-MiCAYHOTO BiKHA

- [IB: BiACYTHICTh ICHYIOYOI paHille MyTalii;

- UB: >50% 3MeHIIIeHHS aJeIbHOTO HaBaHTaKEHHS

(kaTeropist 4aCTKOBOI BiAMOBIAI MPUKWHATHA IO 3aCTOCYBaHHSI TUILKH B IMAII€HTIB, B SKHX ITOYATKOBO OYIIO

sk HariMenme 20% aieJIbHOr0 HaBaHTAKCHHs MYTAII€l0)

[Murorenernunuii/ | [loBTOpHa MOsIBa BXXE 1CHYIOYOI ITMTOTEHETUYHOI a00 MOJIEKYJISIPHOI aHOMAaJTii, 10 MIATBEPXKEHO IIiJ] 4ac
MOJICKYJIIPHAN | IIOBTOPHOT'O TECTYyBaHHS (JIBOX MIAPSI TECTYBaHb)
pelnIuB

EMI' — ekcrpamenynsipHuil remomnoe3 (BIICYTHICTh KIIHIYHMX J0Ka3iB HasBHOcTI EMIT He mae Ha yBasi ix 00’€KTHBHY
BIJICYTHICTb, Ky MIATBEPKYIOTh 32 JIOMIOMOT0I0 METO/IIB Bizyaii3alii HerenaronieHanibHoro EMI); JIPJ] — niBa peGepHa nyra;
BPM — BepxHs peepeHTHA MexKa.

* — ba3oBl mpenapaTu TpenaHoOiONTaTy KICTKOBOIO MO3KY Ta Ipenapard, 10 OTPUMAaHO MICHs JIIKYBaHHS, MOBUHHI OyTH
IHTEpPHPETOBaHI OJTHOYACHO B MPOLIECI LEHTPaNIi30BaHOro orsiay. LlutoreneTnuHa ta MoJIeKyJsipHa BiANOBIIb HE MOTPIOHI AJIs
Bu3HaueHHs [1P.

' — Knacudixypanas M@ npoBoauThes BiIIOBIHO 10 CBpONEHCHKOT Kiacu(ikarii.

3po3ymijio, 1m0 Bu3HaYeHa KoHceHCycoM [P KicTKOBOro MO3Ky MOBHMHHA OyTH BUKOPUCTaHA TUTBKH B THUX MAIlI€HTIB, B SIKUX BCI
1HIIT KpUTEPIi, Y TOMY YHCI JIEHKOSPUTPOOIaCcTO3, BUKOHAHI.

! — Hespini Mienoigni KIITHHM CKIAJarOThCs 3 OIACTIB + IPOMIEIONUTIB + Mi€JIOLUTIB + METaMi€IOLUTIB + eputpobiactis. Y
CIUICHEKTOMOBAHUX TMAIIIEHTIB TOMYCKAETHCA < 5% HE3PUIUX MI€TOiTHAX KITITHH.

Y — JMB. BU3HAYEHHS BIJNOBimi aHeMii, BIANOBimi cene3iHKM Ta mporpecii 3axBOproBaHHs. 30iMbIIEHHS BaXKKOCTI aHEMii, II0
BUKJIMKA€ NMOTpeOy B TpaHcPysisix ado > 20 1/ 11 3HMKEHHS PIBHSI TeMOIJIO0IHY BiJl BUXIJHOTO, SIKHM BU3HAUEHO JO MOYATKY
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Tepamii Ta TpuBa€e He MeHIe 12-Tu TUXKHIB. 30UIBIICHHSI BAXKOCTI TPOMOOUMTONEHIT a00 HEUTPONEHIs BUZHAYAETHCS SIK 2-X
CTyTIEHEBE 3HI)KCHHS Bl BUXIJTHOTO PIBHS, 110 BU3HAYEHO JI0 MOYATKY Teparii, 4uciia TpoMOOIUTIB a00 abCOMOTHOTO Yucia
HeUTpo(d11iB, BIAMOBIAHO A0 3arajbHUX KpuTepiiB nmodiunux edektiB gikyBaHHa (CTCAE) Bepcii 4.0. KpiM Toro, BU3HaueHHs
KII Bumarae KinpkocTi TpoMOouTiB > 25% 10° /11 Ta abCcomoTHOT KinbKocTi HelTpodinis y posmipi > 0,5 x 10° /.

Il — 3acTocoByeThes TiNBKM U1 XBOPHX 3 BUXIAHMM piBHEM remorno6iny < 100 r/i1. ¥V nauieHTis, ki He BiAIOBiIAIOTH CYBOPHM
KpUTEPisiIM TpaHCQY31HHOT 3aJeKHOCTI HA MOMEHT aHawizy (IWB. HIDKYE) ajle OTPUMYBAIM TIEPEIMBAaHHS MPOTITOM
MONEPETHBOTO MICSILIS, epeaTpaHCcPy31MHNNA PIBEHb reMOriI001Hy TOBUHEH BUKOPUCTOBYBATUCS B AKOCT1 0a30BOTO.
TpancdysiiiHa 3a1eKHICTh BU3HAYAETHCS SK MEpEIMBAaHHSI HE MEHIE 6-TH OAWHMIL €PUTPOLIUTAPHOI MAacH, MPOTAroM 12-tu
THKHIB 10 TIOYATKy Tepartii, sl piBHA TeMoriiodiny < 85 1/11, mpH BiJICYyTHOCTI KPOBOTEY1 a00 BUKIMKAHOT JIIKyBAaHHSIM aHEMIi.
Kpim Toro, HaiOmmkuuil emizoj] HepeluBaHHS MOBHHEH OyB BiAOyTHCS 3a 28 OHIB OO0 MNOYaTKy Tepamii. Bignosigs y
TpaHC(y31MHO-3AJIEKHUX MNAIlEHTIB MOTpeOye BIACYTHOCTI MEPEIUMBAHHS EPUTPOLMTAPHOI MACH MPOTATOM 12-TH THKHEBOTO
1HTepBaTy Ha JIIKyBaHHI, HAABHOCTI Pi1BHS reMOTrJIo01Hy > 85 1 /1.

# Y CIUICHEKTOMOBAHUX IMAIIEHTIB OIlIHKA TreraroMeraiii Ta HACTyMHA BIANOBIb Ha Tepamil0 MPOBOAUTHCS 32 TIEKO X
CTpATETi€l0 BUMIPIOBAHHS, 1O 1 JIJIsl CTUICHOMETaii.

** - BianoBiap cene3iHkyA a00 MEYiHKW MOBMHHA OyTH MIATBEP/KEHAa METOJIaMU Bi3yasizailii 31 3MEHIIEHHSIM 00’e€My opraHy
> 35%, a came 3a gomomororo MPT a6o KT. Kpim Toro, 3MeHIIeHHsT 00’€My cene3iHKHd a0o TMediHKy > 35%, 1m0 BU3HAYCHO 3a
noromororo MPT a6o KT, € BiAMoOBiA/I10 Ha Tepariio He3aJIeKHO BiJl Pe3yJIbTaTiB (13UKATLHOTO OOCTEKEHHS.

t 1 - Cumnromu oninrooThea Bimnosimao 1o MPN-SAF TSS. ®opma MPN-SAF TSS 3amoOBHIOETbCS CaMMM IALI€HTOM Ta
BKJIIOUa€ B ce0e BTOMY, KOHIICHTPAIIll0, pAaHHE HACUYEHHS 1KEI0, 3HM)KEHHS aKTUBHOCTI, HIYHY MITJIUBICTh, CBEPOIXK, OUIH Y
KICTKax, TUCKOM(OPT y XKUBOTI, BTPATy Baru Ta JIMXOMaHKYy. TsHKKICTh CUMIITOMIB OIIIHIOEThCA 3a MIKayoro Bia 0 (BiacyTHIH /
HACTUIBKH J00pe, K TUIbKU Lie Moxke OyTn) no 10 (Haliripiue BIA4YTTS / Tak MOTAHO, SIK TUIbKYU 1ie MOke O0yTu). banu B Gpopmi
MPN-SAF TSS cymytotscs B inauBigyansHy mkary (0-100 mkama). CuMmnromaTnyHa BiAMOBIAL BUMarae 3HmkeHHA > 50 %
IHTEHCUBHOCTI CUMITOMIB, iK1 Bu3HaueHo 3a ¢popmoro MPN-SAF TSS.

P1 - TIporpecis 3axBoproBaHHs 1Js CIUIEHOMErayii BUMarae ii miaTepkeHHs 3a gonomoror MPT a6o KT, 3 BusBIeHHAM
30UTBITIIEHHS 00CSTY cene3iHk Ha 25% B MOPIBHSHHI 3 BUXITHUM.
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4.3.2. MouitopuHr Bignosiai Ha Tepamnito npu [IM®

ITix yac
JKyBaHHS

O00B’sA3K0BI

1. Orminka IHTEHCUBHOCTI CUMIITOMIB 3a dbopmoro
«MienonposmidepaTuBHI HEOIJIa3MHU — 3arajibHa IIIKaja CUMITTOMIBY
(MPN-SAF TSS) 3a xiiHiuHOMO mOTpeOOrO (Mg Yac KOMKHOI
rocmiTaiizarii);

2. IIpoBeneHHs pPO3TOPHYTOTO 3arajlbHOTO aHali3y KPOB1 OJUH pa3
Ha 15 JHIB 7O AOCATHEHHS 3HAY€Hb MOKA3HHKIB IMepudepuyHoi
KpOBI, 110 BIATIOBIJAIOTH KPUTEPISIM MTOBHOI pPeMICii, y MOJaIbIIIOMY
KO>KHI1 3 MiCSII;

3. V3]l opraniB 4epeBHOI TOPOKHUHU

baxamni

4. IlpoBeneHHsT TpemaHOOIONCli Yy BHIAJAKY HAsABHOCTI YCIX
HIDKYCHABECHUX KPUTEPIiB:

- BIJICYTHICTh CUMIITOMIB, sKi 3a3HaueHi y ¢opmi MPN-SAF TSS;

- BIZICYTHICTb HeremnarojieHaasHoro EMI;

- 3a pe3yabTaTaMu (PI3UKAIBHOTO 00CTEKEHHS HOPMAIBHUM PO3MIp
NEYIHKHU, CeJIe31HKa HE MAJIbITYEThCS;

- TIOKa3HMKU TMepudepuyHoi KpOBl BIAMOBINAIOTH TaKUM, IO
3a3HAYCHI JIJI1 BCTAHOBJICHHS IMOBHOI 200 YaCTKOBOI peMicii;

- BIJICYTHICTb 3QJIKHOCTI BiJ TpaHC]y3iii.

5. IIpoemennss KT a6o MPT opraniB 4epeBHOI MOPOKHUHH 3
00OB’SI3KOBUM BH3HAYCHHSIM PO3MIPIB CEJIE3IHKH Ta TEYIHKU 32
YMOBH «BIJIOBII CEJE31IHKMW» Ha TEpamito, Ky BU3HAUEHO 1] Yac
G13UKAIBHOTO  JTOCHIPKEHHS, Ta HAasBHOCTI KpPUTEpIiB s
BCTAHOBJICHHS IMOBHOI a00 YaCTKOBOI BIAMIOBI/II.

6. Jludepenmiitne 3abapBiaeHHS XpoMocoM Merada3 KIITHHU
KICTKOBOT'O MO3KY (3 aHa1130M TpuHaiiMH1 20-Tu MeTadas) MOBUHHO
BUKOHYBATHCS 3a YMOBH IporpecyBaHHsi abo peunauBy [IM®. Sk
TUTBKU JOCSATAETHCS MMOBHA ITUTOICHETHYHA BIAMOBIAL, MOXE OyTH
Bukopuctanuii meron FISH Ha ximiTmHAX KpoBI Il BU3HAYCHHS
BIIMOBIJII HA TEpaIio.

Buxirouno
.y .
MAaI€HTIB
T CIIs
anoTCK

Kinbkicua [1JIP B peanpbHOMY Yaci i BU3HAYEHHS PIBHS aJIeJILHOTO
HaBaHTaxeHHa MyTaliero JAK2 V617 koxHi 6 MICSIIB BUKJIHYHO
y JAK2 V617-no3uTuBHUX XBOPHUX, skuM npoBeaeHo anoTCK.
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4.4, PeaobiaiTamis

Peabinitariis nami€eHTiB, SKi OTPUMYIOTH JiKyBaHHS 3 puBoay [IM®, moct-CII
M®, noct-ET M®, nanpasiieHa Ha T1030aBIEHHSI MEIUYHHUX, COIIATbHUX, TPYIOBHUX
npo6JIeM BaxunBoro € ncuxocouiajgbHa Ta TpyJ0oBa pea61)11Tau1ﬂ KA MOXeE 6yTI/I
peani3oBaHa SK IHAWBIAyaJdbHa poOOTa € TICHMXOJIOTOM, TaK 1 HUIAXOM YdYacTi
NALIEHTIB B ISJIbHOCTI BOJOHTEPCHKUX OpraHi3alii.
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V. PecypcHe 3a0e3ne4eHHs] BAKOHAHHS MPOTOKOJIY

Ha moMmeHT 3aTBep/kKeHHS I[bOTO YHI(IKOBAHOTO KIIHIYHOTO TMPOTOKOIY
3aco0M MaTepiaJbHO-TEXHIYHOTO 3a0e3MeyYeHHs] JO03BOJIHI /10 3aCTOCYBaHHS B
VYkpaini. [lpm po3pobri Ta 3acTocyBaHHI JIOKAJBHUX KIIHIYHUX IPOTOKOJIIB
MEIUYHOI JomoMoru (KaiHiYHUX MapmpyTiB narieHTiB) (gam — JIKIIMJI (KMII))
MEPEBIPUTH peecTpalliio B YKpaiHi 3ac001B MaTepialibHO-TEXHIYHOTO 3a0e3MeUYeHHs,
K1 BKrouaroThes 10 JIKIIMJT (KMIT).

5.1. [lepBuHHA MeUYHA JONIOMOTA

5.1.1. Kaapogi pecypcu

Jlikapi 3araabHOT MPAKTUKKU — CIMEHHI JliKapi, JiKapi-TepaneBTyu IUIbHUYHI. B
CUTBCBKIN MICIIEBOCTI JIONIOMOTa MOJKE HajJaBaTHCh QenpamepaMu (cecTpaMu
MEAMYHUMU 3araJIbHOT MPAKTUKK — CIMCHHOT MEWIIMHH).

5.1.2. MarepiajibHO-TeXHiuHe 3a0e31eYeHHs
OcHnamenns. BignoBigno o Ta0ens ocHaleHHS.

5.2. BropunHa (cneniajiizoBaHa) MeJIM4Ha J01IOMOra

5.2.1. Kaaposi pecypcu

Jlikap-rematosor. Cectpu MeauuHi (penpamepn). s MOBHOro 00CTEKEHHS
MaIl€HTIB HEoOXiHA ydYacTh JiKaps 3 (PYHKIIOHAIBHOI JIarHOCTUKH, JIKaps 3
YJIBTPA3BYKOBOI 1arHOCTUKH, JIKaAPs-PEHTTEHOJIOTa, JIIKaps-TabopaHTa.

5.2.2. MarepiajibHO-TeXHiuHe 3a0e3neYeHHs

OcHamennsi.  PeHTreHomiarHOCTHYHE  OOJIalHAHHA,  YJbTPa3BYKOBHUU
JIIarHOCTUYHUN amapar, eJIeKTpokapiaiorpad, ysadbopaTtopHe oOJjiaHaHHS, 3arajibHO
KJI1HIYHE 00JIagHAHHS Ta 1HIIIE BIANOBIIHO 10 Ta0eist ocHaIeHH.

5.3. Tpernnna (BucOKOCHeNiaTi30BaHA) MeTUYHA IONIOMOTA

5.3.1. Kaaposgi pecypcu

Jlikap-remarosnor. [l MOBHOTO OOCTEKEHHs MAIIEHTIB HEOOXITHA yYacTh
JIKapiB 1HIIUX CHEIaIbHOCTEH: JiKaps 3 (YHKIIOHATHHOI JIarHOCTUKH, JIKaps 3
yJIBTPA3BYKOBOT  JIAaTHOCTUKH,  JIIKAp-paaioyior,  JIKap-peHTreHOJIOT,  JiKap-
€HIOCKOITICT, JIIKap-aHECTE310JI0T, JIIKap-JTa0OpaHT, JIIKap-MaTOJIOr0AHATOM.

5.3.2. MaTepiajbHO-TexXHiuHe 3a0e3neYeHHsl
OcHamenns. Bignosigno no Ta0enst ocHalieHHS.

Jlikapchbki 3aco0u (HyMepallisi He BU3HAYa€ MOPSI0K MPU3HAUCHHS )
1. AaTuneomnactuyHi 3acoou: I'impokcukapbamin, Pykcomitunio, AHarpenin,
Knanpu6in, Mendanan, bycynsdan, [{urapadin.
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2. Intepdeponu: Inrepdepon anbda-2a.
3. I'moxoxoptukoinu: [Ipennizonon, Jlekcamera3zon
4. Ctumynaropu epurponoesy: Eputponoerus, Jlapoenoerus.
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VI. InankaTopu SKOCTI MeIUYHOI JONOMOTH

®opma 025/0 — Menuuna kapta amOynatoproro xBoporo (®opma 025/0),
3aTBep/KeHa Haka3oM MiHiCTepcTBa OXOPOHHU 370poB’s YKpainu Bif 14 mroToro
2012 poxy Ne 110 «IIpo 3aTBepmxeHHs (opM MEPBUHHOI 00IIKOBOI JOKYMEHTAIIli Ta
THCTPYKI[IM IMIOAO iX 3alMOBHEHHS, 110 BUKOPUCTOBYIOTHCS Yy 3aKjagaX OXOPOHHU
3JI0pPOB’sl HE3AJIEKHO BiJl (GOPMH BIACHOCTI Ta MIAMOPSIKYBaHHS», 3apEECTPOBAHUM B
Minictepctsi toctuiiii Ykpainu 28 kBitHs 2012 poky 3a Ne 669/20982.

®opma 003/0 - Menuuna kaprta cramioHapHoro xBoporo (popma 003/0),
3arBepkeHa HakazoM MO3 Vkpainu Big 14 mororo 2012 poky Ne 110 «IlIpo
3aTBEPKEHHS (PopM MEpBUHHOT 00JIIKOBOI JIOKYMEHTAIlli Ta 1IHCTPYKIN II0J0 iX
3alI0BHEHHS, IO BUKOPUCTOBYIOTHCA Y 3aKjIajaX OXOPOHU 370POB'S HE3aJIEKHO BIJ
(GbopMU BIACHOCTI Ta MIANOPSAIKYBaHHS, 3apEECTPOBAHUM B MiHICTEPCTBI IOCTHIII1
VYkpainu 28 kBiTHs 2012 p. 3a Ne 662/20975.

®opma 027/0 - Bunucka 13 MeIMUHOI KapTH CTalllOHAPHOTO XBOporo (popma
027/0), 3arBepmxeHa HakazoM MO3 VYkpainu Bix 14 mrotoro 2012 poky Ne 110
«IIpo 3arBepmxeHHs (OpPM MNEPBUHHOI OOJIIKOBOI JOKYMEHTAIli Ta I1HCTPYKIIH
IOJ0 1X 3alOBHEHHS, IO BHKOPHCTOBYIOTHCS Y 3aKjiaJaX OXOPOHHU 3/I0POB'S
HE3aJIeXHO BiA (OPMU BIACHOCTI Ta MIANOPSIAKYBaHHS», 3apEECTPOBAHO B
MinictepcTsi toctuilii Ykpainu 28 kBiTHa 2012 p. 3a Ne 682/20995.

®opma 030/0 - KontponbsHa kaprta aucnancepnoro Harisiay (Popma 030/0),
3aTBepkeHa HakazoM MO3 VYkpaiaum Big 14 mororo 2012 poky Ne 110 «IIpo
3aTBepKeHH (HOPM MEPBUHHOI 00JIIKOBOI JOKYMEHTAIlll Ta 1HCTPYKIIA 100 X
3alIOBHEHHS, IO BUKOPUCTOBYIOTHCA Y 3aKJIa/lax OXOPOHH 3/10pOB'Sl HE3AJIEKHO Bij
dbopmMu BIACHOCTI Ta MIANOPSIAKYBAHHSY, 3apeeCTpOBaHUN B MiHICTEpCTBI IOCTHIIIT
VYkpainu 28 kBiTHs 2012 p. 3a Ne 671/20984.

Iepeaik inaukaTopis

6.1. HasBHiCT, y miKylO4oro Jikaps, SKHH HaJa€ TEPBHUHHY MEIUYHY
JIOTIOMOTY, JIOKaJIbHOTO MPOTOKOJY BefieHHs naiienTa 3 [IM®, noct-CIT M®, noct-
ET M.

6.2. HasiBHICTB y JKyIOYOTO JIiKaps, KU HaJa€ BTOPUHHY (CIEliani30BaHy)
Ta TPETUHHY (BHCOKOCTICIIA/II30BaHy) MEIUYHY JOMOMOTY, JOKAJIBHOTO MPOTOKOIY
BeaeHHs namieHra 3 [IM®, noct-CII M®, noct-ET M®.

6.3. BigcoTrok mari€eHTiB, A SKUX OTPUMAHO 1HGOPMAIIIO0 TIPO MEAUIHUMA
CTaH MPOTSATOM 3BITHOTO TIEPIOTY.

6.4. Bigcorok BumankiB [IM®, BHSABIECHUX MPOTITOM 3BITHOTO TEPIOTY, IS
SKUX J1arHO3 MIATBEPKEHO MOP(OIOTIYHO.

6.5. Buxkusanicts namicaris 13 [IMO.

6.2. ITacnopTH IHAMKATOPIB AKOCTi MEAMYHOI JOMOMOTH
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6.2.1. A) HasBHicTH y JIKyH04Y0ro Jiikapsi, KW HaJIa€ NEePBHUHHY
MeIMYHY A0MOMOTY, JIOKAJLHOI0 MPOTOK0JY BeleHHs naniedra 3 [IM®, noct-
CII M®, noct-ET M®D

b) 3B’s130k iHAMKaTopa i3 3aTBEpKCHHUMH HAaCTaHOBAMH, CTaHIAApTaMH Ta
MPOTOKOJIAMHU MEIUYHOI TOTTOMOTH

[HauKaTOp TIPYHTYEThCA Ha TIOJOXKEHHSIX YHI(IKOBAHOTO KIIHIYHOTO
MPOTOKOJTY MIEPBUHHOI, BTOPUHHOI1 (cmerianizoBaHoi), TPETUHHOI
(BHCOKOCTICITIai30BaHO1) MEIUYHOI JornoMoru «llepBUHHUNA, TOCTHOMIITUTEMIYHUMI
Ta MOCTTPOMOOIIMTEMIYHUN Mi€T0])IOPO3».

B) 3ayBaxkeHHs 11010 iHTEpIpeTAaIlli Ta aHATI3Y 1HAUKATOPa

Jlanuii 1HOUKATOp XapaKTepus3ye OpraHi3alliiHUN acleKT 3amnpoBaKEHHS
CYy4aCHUX MEJIMKO-TEXHOJOT1UHUX JOoKyMeHTIB (JI[IM/]) B perioni. fAkicth MeaU4HOI
JIOTIOMOTH  TTaIllEHTaM, BIJNOBIJHICT, HAJAaHHI MEIUYHOI JOIOMOTH BHMOTaM
JIIIMJ, Bignosianicte JIHIMJI uunnomy VYKIIMJ[ manuM  i1HIuKaTopoM
BHUCBITJIIOBATUCS HE MOJXKE, ajie JIJIsl aHalli3y LMX aCMEeKTIB HEOOXiJHE 00O0B’S3KOBE
3anpoBamkenHsa JIIIM/] B 303.

baxanuii piBeHb 3HaUCHHS 1HIUKATOpPA:

2016 pixk — 90%

2017 pik Ta nopanpiuit mepioa — 100%.

I') IucTpykilis 3 oOUUCIICHHS 1HIUKATOPa

a) Opranizamis (303), sska Mae obuncmoBatu iHAUKATOp: 303, CTPYKTYpHI
M1IPO3IUIN 3 TUTAHb OXOPOHH 3JI0POB’sI MICIIEBUX JEP>KaBHUX aMIHICTPAIlii.

0) [lani HagarOTHCS JIKYIOUUMU JIIKApSIMHU, K1 HaJIal0Th IEPBUHHY MEAUYHY
JIOTIOMOTY, PO3TAlllOBAaHUMHM Ha TEPUTOPii OOCIYroByBaHHS, N0 CTPYKTYPHHUX
M1IPO3/IUTIB 3 MUTaHb OXOPOHU 3I0POB’SI MICIIEBUX JIEP>KaBHUX aJMIHICTpaIlii.

B) /laH1 HamAIOTHCS MOIITOI), B TOMY YHCJI1 €JICKTPOHHOIO MOIITOIO.

r) Meton oOuMCleHHA IHAMKATOpA: MIAPAXYHOK MLUISXOM pPY4YHOi abo
aBTOMaTH30BaHOI  OOpoOku.  IHOUKATOp  OOYHUCHIOETHCS ~ CTPYKTYPHUMH
NIIPO3JUIaMH 3 TUTaHb OXOPOHHU 3J0pPOB’S MICLEBUX JEpKaBHHUX aJMiHICTparii
nicisg HaAXOJKEHHd 1H(opMalii BiJ BCIX JIKYHOUHMX JiKapiB, fAKI HaJalOTh
MEePBUHHY MEIWYHY JOMOMOTY, 3apEECTPOBAHUX Ha TEPUTOPii 0OCIyroByBaHHS.
3HaYeHHS 1HAUKATOpa OOYHCITIOETHCS K BITHOIIIEHHS YUCEIbHUKA 10 3HAMCHHUKA.

r) 3HaMEHHUK 1HAMKATOpa CKJIaIa€ 3arajbHa KIJTBKICTh JIKYIOUUX JIIKapiB, K1
HAJal0Th TEPBUHHY MEIWYHY JIOTIOMOTY, 3apeeCTpPOBAaHUX HA  TEPUTOPIi
ob6cimyroByBaHHs. J[>kepenoM iHbopMaliii € 3BIT CTPYKTYPHUX MIAPO3ALTIB 3 TUTAHD
OXOPOHHM 370pOB’S MICIIEBUX JIEpKaBHUX aJAMIHICTpaIlid, SKUH MICTHUTH
1HpoOpMaIliI0 PO KITBKICTh JIKYIOYUX JIKapiB, 5K HAIAaIOTh MEPBUHHY MEIUYHY
JIOTIOMOTY, 3apEECTPOBAHUX HA TEPUTOPIi 0OCTyrOBYBaHHS.

1) YucenbHUK IHIMKATOpa CKJIaJa€ 3arajlibHa KUIBKICTh JIKYIOUUX JIKapiB,
SAKi HaJalTh TEPBHHHY MEIAWYHY JOMOMOTY, 3apeeECTpPOBAaHUX Ha TEPUTOPIl
oOCITyroByBaHHsI, IS SKHX 3aJOKYMCHTOBaHWW (DaKT HASIBHOCTI JIOKaJbHOTO
npoTokosly BeaeHHs mnamieHta 3 [IM®, noct-CII M®, noct-ET M® (napanuii
exzemusip JIIIMJ). Jxepenom indopmaiii € JIIIMJI, HamaHuii JiKyrO4uM
JikapeMm, SIKMi HaJa€ IepBUHHY MEAUYHY JOTOMOTY.
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€) 3HaueHHs 1HAUKATOpa HABOJIUTHCA Y BIJICOTKAX.

6.2.2. A) HasgBHicTb Yy JIKYHWYOro Jikapsi, SIKHi HaJa€ BTOPUHHY
(cmemiajiizoBany) Ta TpPeTHHHY (BHCOKOCHeNiaji3oBaHy) MeIUYHY JOMOMOrY,
JIOKAJIBHOTO MPOTOK0JY BeaeHHs manieHra 3 [IM®, nocr-CIl M®, noct-ET
M®

b) 3B’s30Kk iHaMKaTOpa 13 3aTBEP/KEHHMMH HACTaHOBAMH, CTaHIApTaMHU Ta
MPOTOKOJIAMHU MEJIUYHOI IOMOMOTH

[HauKaTOp TPYHTYETHCA Ha TMOJIOKEHHSIX YHI(PIKOBAHOTO KJIIHIYHOIO
MPOTOKOJTY MIEPBUHHOI, BTOPUHHO1 (cmerianizoBaHoi), TPETUHHOI
(BHCOKOCTIEITiai30BaH01) MEeIUYHOI AornmoMoru «lIepBUHHMMA, TOCTHOMIIIUTEMIYHUM
Ta MOCTTPOMOOIIMTEMIYHUN MI€TO})IOPO3».

B) 3ayBaxkeHHs 1100 1HTEpIpETALi Ta aHATI3Y IHANKATOpa

Jlanuii 1HIUKATOp XapaKTepU3ye OpraHi3alliiiHui aclekT 3ampOBaIKCHHS
Cy4YaCHUX MEIUKO-TeXHOJOTTYHUX AoKyMeHTIB (JIIIM/I) B perioni. AkicTe MeAM4YHOL
JIOTIOMOTH  TIaIlIEHTaM, BIJMNOBIAHICT, HAJaHHA MEIWYHOI JOIIOMOTH BHMOTaM
JIIIMJ, Bignosianicte JIIIMJI uumanomy VYKIIMJ] nmanuM  1HIuKaTOpoM
BHUCBITJIIOBATUCS HE MOJXKE, ajie JJIsl aHall3y LMX aCMeKTIB HEeOOXiJHE 00OB’S3KOBE
3anpoBamxkeHHs JIIIM/] B 303.

baxxanuii piBeHb 3HAUEHHS 1HIUKATOPA:

2016 pix — 90%

2017 pik Ta nopanpiuii mepioa — 100%.

I') IucTpykiiis 3 oOUKCIICHHS 1HIUKATOPa

a) Opranizamis (303), sska mae obuncioBaty iHAUKaTOp: 303, CTPYKTYpHI
M1IPO3IUIN 3 TUTAHb OXOPOHH 3JI0POB’sI MICIIEBUX JEP KaBHUX aIMIHICTPAIlii.

0) JlaHi HajgawTbCAd JIKAPSIMU-TEMATOJOTAMH, 3apEECTPOBAHMMHU  Ha
TEpUTOpPii OOCIYroByBaHHS, 10 CTPYKTYPHUX MIAPO3ALIIB 3 MUTaHb OXOPOHU
3I0pOB’Sl MICIIEBHUX JIEPHKABHUX aJMIHICTpaIlill.

B) /laH1 HamAIOTHCS MOIITOID, B TOMY YHCJI1 €JICKTPOHHOIO MOIITOIO.

r) Merton oOYMCIEeHHS IHAMKATOpa: MIJIPAXyHOK NUISIXOM py4HOi abo
aBTOMaTH30BaHOI  OOpoOku.  IHOUKATOp  OOYHUCHIOETHCS ~ CTPYKTYPHUMH
MIAPO3AiIaMH 3 THTaHb OXOPOHH 3J0POB’S MICIEBHUX JCPKaBHUX aJMiHICTpaIlii
MicIIA HAIXOKeHHS 1HGOopMaIllii BiJ BCiX JIIKapiB-reMaToJIOTiB, 3apEECTPOBAHUX Ha
TEpUTOPii 0OCTYroByBaHHS. 3HAUCHHS 1HAMKATOPA OOYHCITIOETHCS SK BiIHOIICHHS
YUCENbHUKA /0 3HAMEHHHUKA.

) 3HaMEHHUK 1HIMKATOpa CKJIaJa€ 3arajgbHa KUIBKICTh JIKapiB-T€MaToJIOTIB,
3apeecTpOBaHUX B pailoHl OOCIYyroByBaHHS, HJsi SIKMX 3aJOKyYMEHTOBaHUN (HakT
HAsSIBHOCTI JIOKAJBHOTO MPOTOKOJIY MEAUYHOI nonomoru nauientam 3 [IM®, noct-
CII M@, noct-ET M® (napanuii exzemiuiap JIIIMJI). Txepenom indopmariii €
3BIT CTPYKTYPHUX MIAPO3IITIIB 3 MUTaHb OXOPOHU 3/I0POB’S MICIEBUX JEpPKaBHUX
aAMIHICTpaIiid, SKUM MICTUTh 1H(OpPMALID MPO KUIBKICTh JIIKApIB-TeMaToJIOTIB,
3apeecTpoBaHUX B pallOH1 0OCIYrOBYBaHHS.

1) UncenbHUK 1HIUKATOpA CKJIaJae 3arajbHa KUIBKICTh JIIKApiB-T€MAaTOJIOTIB,
3apeecTpOBaHUX HA TEPUTOPIi 0OCITYrOBYBaHHS, IS IKUX 3aIOKYMEHTOBAHUM (aKT
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HAsSIBHOCTI JIOKAJIbHOTO MPOTOKOJy BeAeHHs nauienTa 3 [IM®, noct-CII M®, noct-
ET M® (namanwuii exzemruisap JITIM/I). Txepenom indopmartii € JITIM/JI, nHanaauit
3aKJIaJIOM OXOPOHH 370pPOB’S, 110 HAJAE CTEI1ai30BaHy MEAUYHY JOTIOMOTY.

¢) 3HaueHHs 1HAUKATOpa HABOJIUTHCA Y BIICOTKAX.

6.2.3. A) Bincorok namieHTiB, sl SIKHX OTPUMAaHO iHdopmamilo mnpo
MeJIUYHHUI CTAH BIPOJAOBIK 3BITHOIO mepioay

b) 3B’s130Kk iHAMKATOpa 13 3aTBEpKEHUMHU HACTAHOBAMHM, CTaHAApTaMU Ta
MPOTOKOJIAMHU MEIMYHOT JOTIOMOTH

[HaUKaTOp TIPYHTYEThCA Ha TOJOXKEHHSIX YHI(IKOBAHOTO KIIHIYHOTO
MPOTOKOJTY MIEPBUHHOI, BTOPUHHO1 (cmerianizoBaHoi), TPETUHHOI
(BHCOKOCTICITiai30BaH01) MeIUYHOI AormoMoru «lIepBUHHMMA, TMOCTHOMIIUTEMIYHUMA
Ta MOCTTPOMOOIIMTEMIYHUN Mi€T0(])IOPO3».

B) 3ayBakeHHs 110710 IHTEpIIPETALIll Ta aHAJII3Y 1HUKATOpa

JloliibHO 00paxoByBaTH IHAUMKATOP OKPEMO IS JIKapiB, fAKI HAJAIOTh
NEPBUHHY MEANYHY JOMOMOTY, Ta JJIs JIIKap1B-T€MaTOJIO0r1B

[Ipu anani31 iIHAUKATOPA CJI1JI BpPaXOBYBAaTH HEMPUITYCTUMICTh (POPMaAIBLHOIO Ta
HEOOIPYHTOBAHOTO BIJTHECEHHS JI0 YMCEJIbHUKA 1HIUKATOpa TUX MAIEHTIB, JJIS IKUX
HE TPOBOJWIOCS MEIUYHOTO OIJISAY JIKapeM MpOoTAroM 3BITHOro mnepiogy. B
NEpPBUHHIA MEAWYHIM JOKyMEHTAIlli MaloTh OyTH 3aJOKyMEHTOBaHI (akKTu
MEIUYHOTO OTJISiAy TAaIll€eHTa, a TaKOX HasSBHICTH a00 BIJICYTHICTh IMOBTOPHHUX
MPOSBIB 3aXBOproBaHHSA. IlamieHTH, 1 SKUX TakKl 3alIMCH B MEIUYHIN JOKyMEHTAaIlii
BIJICYTHI, HE BKJIIOYAIOTHCS 10 YHCEIbHUKA IHJMKATOPa, HaBITh Yy BUMNAIKY, SKIIO
JiKap Mae JOCTOBIpHY iH(OpMAIlIO MPO Te, M0 MAIEHT XKUBUU Ta mepedyBae Ha
TepUTOpIi 00CITYrOBYBaHHS (32 BIICYTHOCTI JAHUX MEIUYHOTO OTJISITY).

[HinpoBuii (OaxkaHuil) piBEHb 3HAYEHHA 1HAMKATOpa Ha €Tall 3anpOBaKEHHS
YKIIM/l He Bu3HauaeThCs 3apaiu 3amoOiraHHs BUKPHUBIICHHIO peajbHOI CHUTYyalli
BHACIIJIOK aJIMIHICTPATUBHOTO TUCKY.

I') [ncTpykKiiis 3 00UKCIEHHS IHAUKATOpa

a) Opranizariis (3aKiiaj OXOPOHU 3I0POB’s), ika Ma€ OOYUCITIOBATH 1HIUKATOP:
JiKapl, fKl HagalTh MEPBHUHHY MeAW4yHy aonoMory. CTpyKTypHI MHiApO3ILIU 3
MUTaHb OXOPOHHM 3JI0POB’S MICIIEBHX JepKaBHUX anmiHicTpamii. [ndopmarriiino-
aHAJTITAYHI BIJIUIM CIEMia30BaHMX 3aKJIaJiB, PO3TAIIOBAHUX Ha TEPUTOPIl
00CITyrOByBaHHS.

0) JlaHi HamaThCS JIKapsIMH, Kl HAJAlOTh NEPBUHHY MEIMYHY JIOMOMOTY,
pPO3TAIIOBAaHUMH B paiioHI 0OCITyrOBYBaHHS, JI0 CTPYKTYPHUX MIAPO3JIIIB 3 MUTaHb
OXOPOHU 37I0POB’sI MICIIEBUX JIEPKABHUX aaMiHIcTpalii. [laHi HamaoThes JiKapsIMu-
reMaTojioraMi 0  CHEIlali30BaHOTO  3aKiagy, pO3TallOBAaHOTO B  pailoHi
00CITyroByBaHHS.

B) JlaH1 HalatOTHCA MOIITOIO, B TOMY YHUCJI1 €JIEKTPOHHOIO MOIITOIO.

r) Meron oOuuciaeHHS 1HIWKaTOpa: ABTOMAaTH30BaHAa OOpoOKa JaHUX
MICIIEBUX pPeecTpiB XBopuX 13 AiarHozoM [IM®, noct-CI1 M®, noct-ET M.

[HaMKaTOp OOUYUCITIOETHCA CTPYKTYPHUMHU MIAPO3JAUIAMUA 3 NMHUTAHb OXOPOHH
3I0POB’Sl MICIIEBUX JCP)KaBHUX aJMIHICTpaIlli MiCIs HAAXOKEHHS BiJl BCIX JIIKApIB,
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K1 HaJJAI0Th MIEPBUHHY MEIUYHY JIOMIOMOTY, [IEHTPIB MEPBUHHOI MEIMKO-CaHITapHOT
JIOTIOMOTH ), 3apEECTPOBAHUX B pErioHi 00CIyroByBaHHs, iH(OpMalLlii 11010 3arajJbHOi
KUIBKOCT1 TIAIIEHTIB JIIKapiB, SIKI HAAAIOTh TEPBUHHY MEIWYHY JOTIOMOTY, 3
mpiarHo3oM [IM®, moct-CII M®, moct-ET M®, a Takox THX 3 HUX, I SKHUX
HaBeZleHa 1H(opMallisi PO METUYHUN CTaH Malli€HTa MPOTITOM 3BITHOTO MEPIOAy.

[HaMKaTOp OOYMCIIOETHCS CHEIiali30BaHUM 3aKJIaJIOM 32 JIaHUMH PEECTPY
xBopux 3 aiarHo3zom [IM®, noct-CI1 M®, noct-ET MO®.

) 3HaMEHHUK 1HJIWKATOpa CKJIaja€ 3arajbHa KUIBKICTh MAIIEHTIB 3 J1arHO30M
[IM®, nnoct-CII M®, noct-ET MO, ski nepeOyBaroTh IiJi AUCIAHCEPHUM HATJISIOM
y JKaps, SKUW HaJae TMEpBUHHY MEAWYHY JIONOMOTY, JKaps-remMarosora.
Jxepenom iHbopMariii €:

Menuuna kapta amOynaropHoro xBoporo (®opma 025/0) a6o KontposnbHa
kapta aucnancepHoro Harsiay (@opma 030/0).

1) YucenbHUK 1HAMKATOpA CKJIaJa€ 3arajbHa KUIbKICTh MAI[IEHTIB 3 JA1arHO30M
[IM®, noct-CII M®, noct-ET MO, sixi nepeOyBaroTh MiJi AUCTIAHCEPHUM HarIsiiOoM
y JiKaps, KN HaJae MEPBUHHY MEAUYHY JOTIOMOTY, JIKaps-TeMaToJiora, s SIKUX
HaBejieHa 1H(opMaIlisd Npo MEAUYHUN CTaH TAalll€EHTa 13 3a3HAYEHHSIM BIJACYTHOCTI
ab0 HasBHOCTI PEIUAMBIB 3aXBOPIOBaHHS ab0 NPOSABIB HOro MpPOrpecyBaHHS.
Jlxepenom iHGopMmarlii €:

Menuuna kapta amOynaropHoro xBoporo (®opma 025/0) a6o KontponbHa
kapta aucnancepHoro Harysiay (Popma 030/0).

€) 3HaueHHs 1HUKATOPa HABOJIUTHCS Y BIJICOTKAX.

6.2.4. A) Biacorox Bumnaakis IIM®, BusiBJleHMX HNPOTATroM 3BiTHOIO
nepioay, 1l AKUX AIarH03 MiITBEePIKeHO MOP(]OJIOTiYHO

b) 3B’sa30Kk 1HOMKaTOpa 13 3aTBEPIKEHMMH HACTAaHOBaMH, CTaHJApTaMH Ta
MIPOTOKOJIAMHA METUIHOI JOTIOMOTH

[HIUKaTOp TIPYHTYEThCA Ha TMOJIOKEHHSAX  YHI(PIKOBAHOTO  KIIIHIYHOTO
MPOTOKOIY MIEPBUHHOI, BTOPUHHOT (cmerianizoBaHoi), TPETUHHOT
(BUCOKOCTICIIA/II30BaHOT) MEAUYHOI Jonomoru «llepBUHHUHN, MOCTHOMIIIUTEMIYHUM
Ta MOCTTPOMOOIIUTEMIYHUN Mi€TO(PIOPO3».

B) 3ayBaskeHHs 110,10 IHTEpIIPETAIli]l Ta aHATI3Y IHAUKATOpA

[inpoBuii (OakaHuil) piBeHb 3HAYCHHS 1HIWKATOpAa Ha €TaIl 3ampOBaKCHHS
YKIIM/l He BU3HAYA€ThCS 3apaay 3aroOiraHHs BUKPHUBJICHHIO PEATbHOI CHUTYyaIlii
BHACIIIJIOK aJIMiHICTPATHBHOTO THUCKY.

I') [HcTpyKIist 3 00UKCIEHHS 1HIUKATOpA

a) Opranizarlist (3aKj1aji OXOPOHH 3/I0OPOB’s1), sika Ma€ OOYUCITIOBATH 1HAUKATOP:
IndopmariiiHo-aHaTITHYHI BUIIUIA CHCIIiaTi30BaHUX 3aKJIaJiiB, PO3TAIlIOBAaHUX Ha
TEPUTOPIT OOCITYTOBYBaHHS.

0) Opranizaiis (3akjiaj OXOpPOHU 3JIOPOB’s), SKa HaJIae MAaHi: JKapi-
reMaTtojord,  CHellali30BaHuX  3aKjajiB,  pPO3TAILIOBAaHUX  HA  TEPUTOPIi
oOcimyroByBaHHs. [HopmaliiHO-aHATITUYHI BTN  CIEHIATI30BaHUX 3aKJIaiB,
PO3TAIIOBAHUX Ha TEPUTOPIi 00CTYrOByBaHHSI.

B) JlaH1 HAaJAIOTHCS BIMOBIIHO 10 BUMOT TEXHOJIOT11 BEJIEHHS PEECTPIB.
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r) Merox oOunciieHHs iHIUKaTOpa: pydHa a0o, 3a HasBHOCTI, aBTOMaTH30BaHA
00poOka manux xBopux 3 AiaraozoM [IM®, noct-CIT M®, noct-ET M®.

[HIMKaTOp OOYMCIIOETHCS CIEIIali30BaHUM 3aKJIaJIOM 32 JAaHUMH XBOPHUX 3
miargo3om IIM®, noct-CII M®, noct-ET M®.

) 3HaMEHHUK 1HIWKaTOpa CKJIaJa€ 3arajbHa KUIbKICTh BunajkiB [IM®, moct-
CIT M®, noct-ET M® 3apeecTpoBaHHX MPOTATOM 3BITHOTO MEPIOy HA TEPUTOPIi
obOciyroByBaHHs. J[>kepernom iHbopmariii €:

Mennuna kapta amOymnaTopHoro xBoporo (¢dopma 025/0) a6o KontponbpHa
Kapta aucriancepHoro Harsaay (dopma 030/0), abo Bummcka 13 MeAUYHOI KapTH
cTarioHapHoro xBoporo (popma 027/0), abo MenuuHa kapTa CTalllOHAPHOTO XBOPOTO
(dbopma 003/0).

1) YncenpbHUK 1HAMKATOPa CKJIaJae 3arajbHa KiIbKICTh BUaakiB [IM®, moct-
CII M@, noct-ET M® 3apeecTpoBaHMX HPOTATOM 3BITHOIO NEPIOY HA TEPUTOPIi
oOCIyroByBaHHs, JUIsl  SIKMX  3aJ0KyMEHTOBaHHWA  (pakT  MOpPQOJIOTiYHOTO
M1ITBEP/IPKCHHS T1arHO3Yy.

JlxepenoM iH(popMaiiii €:

Menuuna kapta amOymnatopHoro xBoporo (¢gopma 025/0) a6o KontponwpHa
Kapta aucrnancepHoro Harsay (dpopma 030/0), abo Bummcka 13 MEOUYHOI KapTH
cTarionapHoro xsoporo (dopma 027/0), abo Meaudna kapTa CTalioHapHOTO XBOPOTO
(¢popma 003/0).

¢) 3HaueHHsI 1HAUKATOpa HABOJIUTHCA Y BIJICOTKAX.

6.2.5. A) BukuBanictb namienrtin 3 [IM®

b) 3B’sa30Kk 1HaMKaTOpa 13 3aTBEPKEHMMH HACTAaHOBAMH, CTaHIapTaMHU Ta
MIPOTOKOJIAMUA METUYHOI JJOTIOMOTH

[HaUKaTOp TIPYHTYEThCA Ha TMOJIOKEHHSIX  YHI(PIKOBAHOTO  KIIIHIYHOTO
MPOTOKOIY MIEPBUHHOI, BTOPUHHOT (cmerianizoBaHoi), TPETUHHOT
(BUCOKOCTICIIA/II30BaHOT) MEAUYHOI Jonomoru «llepBUHHUMN, MOCTHOMIIIUTEMIYHUM
Ta MOCTTPOMOOIIUTEMIYHUN Mi€TO(PIOPO3».

B) 3ayBaskeHHs 11010 IHTEpIIPETALlil Ta aHaII3y 1HAUKATOpa

[TokazHUK BITHOCHOI BUXKMBAHOCTI Ma€ PO3PAXOBYBATHUCS 3a JAOIMOMOIOKO
yHI()IKOBAaHOTO TMPOTpaMHOro 3a0e3MeUeHHs, B SKOMY peajli30oBaHa BiMOBIIHA
metonosoris. [lominbHe oO4YuCIeHHsS TMOKa3HWKa |-piyHOi, 2-piyHOi, 3-piuHoi, 4-
pIYHOI, 5-pivyHOI BITHOCHOI BMKMBAHOCTI B PO3pi3ax 3a CTATTIO Ta CTAJIEI0 XBOPUX.
Hempumyctumi  mpsiMi  TIOpIBHSIHHS ~ TOKa3HWKA  BITHOCHOI ~ BMKHBAHOCTI 3
AQHAJIOTTYHMMH TOKa3HUKAMH, OOYMCICHUMHU 3a IHIIOW MeToaosoriero (1-piuna
JICTAJIBHICTD; BIJICOTOK XBOPHUX, SKI HE TPOXKWIA POKY 3 MOMEHTY BCTAaHOBJICHHS
JIarHO3Y; BIJICOTOK XBOPHX, IO MepeOyBaroTh Ha OOJIKY S5 pokiB 1 Ouibie To1mo). Ha
BAJIITHICTh TIOKAa3HUKA BIJHOCHOT BIDKMBAHOCTI BIUIMBAE TIOBHOTA JaHUX PO
XKUTTEBUM CTaH XBOpHX, 10 NepelOyBaroTh Ha oOmiky. Ilpu 3naunii (Oiabiie 5%)
KUIBKOCTI BUIAJKIB, LIEH3ypPOBAaHUX Yepe3 BIJICYTHICTh JOCTOBIPHOI 1H(OpMAaLlii Mpo
KUTTEBUM CTaH XBOPUX, MOXJIMBA CHUCTEMATUYHA TMOMHUJIKA TPU MOPIBHIHHSX.
MuikperioHaJlbHI ~ TIOPIBHSIHHS ~ TOKa3HWUKA  BIJHOCHOI  BIDKMBAHOCTI  MarTh
MPOBOJUTHUCS 3 YypaxyBaHHSIM CTaTUCTHUYHOI MOXMOKH, CIJiJI 3BaKaTH Ha 3arajiom
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HEIOCTaTHIO KUJIBKICTh XBOPUX [UJIsI TPOBEACHHA IIOPIYHUX MIDKPETriOHAIBHUX
nopiBasHb. [linboBmii  (OakaHwii) piBEeHb 3HAYCHHS IHIWKATOpa HA eTalll
sarpoBakeHHss YKIIMJ] He Bu3HauaeThcsi 3apaau 3amoOiraHHS BHUKPHUBIICHHIO
peasibHOT CUTYaIlil BHACIIIIOK aJIMIHICTPATUBHOTO TUCKY.

I') [ncTpyK1ist 3 00YUCIIEHHS 1HAUKATOPA

a) Oprani3ailis (3aKkjiaj; OXOpOHU 37I0pOB’s), Ika Ma€ OOUUCITIOBATH 1HIUKATOP.

0) Opranizariis (3aki1aj; OXOPOHH 370pOB’sl), IKMKM Hajmae faHi: [HdopmariiiiHo-
aHATITUYHI BIUIUM  CIICIIAI30BaHUX 3aKJIaJiB, pO3TAIllOBAaHUX Ha TEPUTOPIi
00CITyrOBYBaHHSI.

B) JlaHl HamalThCSA BIAMOBIIHO JO BUMOI HEOOXITHUX I PO3PaXyHKY
MOKA3HUKIB BUYKUBAHHOCTI.

r) Merogq oOuMclieHHs 1HAWKATOpa: aBTOMAaTH30BaHAa oOO0poOKa JaHUX
texHosorisiMu 303, B sikiil 00poOIIsiIoTECS (hopMasizoBaHi IaHi 100 BUKUBAHOCTI.

[Ipn oOuMcreHH]I BpPaxOBYIOThCSA BIKOBI IMOKA3HUKHA OYIKYBAHOI CMEPTHOCTI
3aranpHO1 nomyJsii. [amientu 3 piarnozom [IM®, noct-CIT M®, niocT-ET MO, siki
BUOYJIM 3 TiJ AMCIIAHCEPHOrO HArisaay (BIACYTHI BIIOMOCTI MPO >KUTTEBHMA CTaH
XBOPOI'O MEHII HIXK Yepe3 5 pOKIB Miclig BCTAHOBJIEHHS 1arHO3Y ), HEH30PYIOThCS.

) 3HaMEHHUK 1HJIUKATOpa CKJIAJa€ 3arajbHa KiIbKICTh XBopux Ha [IM®, moct-
CIT M®, noct-ET M® 3apeectpoBaHUX MPOTITOM 3BITHOTO MEPIOy HA TEPUTOPIi
oOciyroByBaHHs. 31 3HAMEHHHUKA BUKIIFOYAIOTHCS XBOPi, SIKI MAalOTh OUIBIIIE OJHOTO
3JI0SIKICHOTO J1arH03y (MHOXUHHI PaKH).

JlxepernoMm iHpopmariii €:

Menuuna kapta amOynaTtopHoro xBoporo (dopma 025/0) abo Kourtpombha
Kapta nucrnancepHoro Harsiay (popma 030/0), abo Bumucka i3 MenuyHOi KapTu
cTarfionapHoro xBoporo (dopma 027/0), abo Meaudna kapTa cTaiioHapHOTO XBOPOTO
(dbopma 003/0).

n) YucenbHUK 1HAMKATOpa CKJIAJa€ 3arajbHa KUIbKICTh XBOopux Ha [IM®,
noct-CII M®, noct-ET M® 3apeecTpoBaHuX MPOTIrOM 3BITHOIO NEpiojy Ha
TEpUTOPIl 0OCITYTrOBYBaHHS, SIK1 IPOKUIIN 5 POKIB 1 O1IBIIE 3 MOMEHTY BCTAHOBJICHHSI
JI1arHO3Y.

JlxepenoM iHpopMaiii €:

Menuuna kapta amOynatopHoro xBoporo (dopma 025/0) abo Konrtposbha
Kapta aucrnancepHoro Harsiay (popma 030/0), abo Bumucka i3 MeauuHOT KapTh
cTarionapHoro xsoporo (dopma 027/0), abo Meaudna kapTa CTaiioHapHOTO XBOPOTO
(dbopma 003/0).

¢) 3Ha4yeHHsI 1HAUKATOpa HABOJIUTHCA Y BIJICOTKAX.

JAupexTop Meau4HOro genapraMeHTy B. KpaBuenko
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VII. Ilepesik JiTepaTypHUX JxKepes, BHKOPHUCTAHMX IPH Po3pooui
YHI(IKOBaHOI0 KJIiHIYHOT0 POTOKOJIY

1. EnexTpoHHMII TOKYMEHT «AJanToBaHa KJIIHIYHAa HACTaHOBA, 3aCHOBaHA Ha
nokazax. JliarHoctuka Ta JIIKyBaHHS MEPBHHHOTO, MOCTIOMIIIMTEMIYHOTO Ta
MOCTTPOMOOLIUTEMIYHOTO MieslohiOpo3y», 2016.

2. Hakaz MO3 VYkpainu Big 23.02.2000 Ne 33 «[Ipo mtaTHi HOpMATHBH Ta
THUIIOBI IITATH 3aKJIaJ{iB OXOPOHU 3I0POB’sD».

3. Hakaz MO3 Vxkpainu Big 28.11.1997 Ne 340 «lIpo ymockoHaieHHs
oprasizarii ciry>kOu IpOMEHEBO1 J1arHOCTUKH Ta IIPOMEHEBOI Tepartii.

4. Hakaz MO3 VYkpaiau Big 14.02.2012 Ne 110 «IIpo 3aTBepmxenHs Gopm
NEepPBUHHOT OOJIKOBOI JOKyMEHTAIlli Ta I1HCTPYKIINA MO0 I1X 3alOBHEHHS, IO
BUKOPHUCTOBYIOTHCS Y 3aKJIaJaX OXOPOHHU 3/I0POB'S HE3aJIEKHO BijJ (POpMH BIIACHOCTI
Ta MIANOPSAKYBaHHSA», 3apeecTpoBaHuid B MiHictepcTBl toctuuli 28.04.2012 3a
Ne 661/20974.

5. Hakaz MO3 Vkpaiam Big 17.07.1996 Ne 214 «IIpo 3axomum m1omo
NOJIMIIEHHA OpraHizamii Ta MIJBHUIIEHHS $KOCTI T'€MaTOJIOTIYHOI JOMOMOTHU
HACEJICHHIO Y KpaiHU.

6. Haxkaz MO3 Vkpainu Big 21.12.2009 No 954 «IIpo 3aTBepkeHHS
[TpumipHOTO Tabessi OCHAIICHHS OCHOBHUM MEIUYHUM OOJaJHAHHSAM Ta BUpOOaMu
MEIUYHOTO TIPU3HAYEHHS JIIKYBAJIbHO-TIPO(PUIAKTUYHHUX 3aKJIaJ[IB OXOPOHU 3/10POB’,
10 HAJAI0Th MEIMYHY IOTIOMOTY OHKOJIOTIYHUM XBOPHUMY.

7. Haka3z MO3 Vkpainu Big 09.03.2010 Ne 211 «IIpo 3atBepmxkenns [lopsaxky
KOHTPOJIIO 32 JIOTPUMAHHSIM IMOKAa3HUKIB O€3MEeKH Ta SIKOCTI JOHOPCHKOI KPOBI Ta ii
KOMITOHEHTIBY, 3apeecTpOBAHUIN B MiHictepcTBi FOCTHIII1 Ykpainu
08.06.2010 3a Ne 368/17663.

8. Hakaz MO3 Vkpaiam Big 27.12.2013 p. Ne 1150 «IIpo 3arBepmxeHHs
[IpumipHOoro Tabenst MarepiaJbHO-TEXHIYHOrO OcHaueHHs LleHTpy mnepBUHHOI
MEJIMYHO1 (MEIUKO-CaHITapHO1) IOMMOMOTH Ta HOTO MiAPO3ALTIBY.

9. Haka3z MO3 Vkpainu Big 14.03.2016 Ne 183 «IIpo 3arBepakeHHS BOCBMOTO
BUnycky Jlep:xaBHoro QopMyisipa JIKapCcbKUX 3aco0iB Ta 3a0e3MeueHHs Horo
JIOCTYITHOCTIY.

10. Hakaz MO3 Vkpaimu Bim 02.03.2011 Ne 127 «IIpo 3aTBepmkeHHS
MPUMIPHUX TaOEiB OCHAIIEHHS MEIWYHOI TEXHIKOI Ta BUPOOAMU MEIUYHOTO
MPU3HAYEHHS IIEHTPAIbHOI PailoHHOI (pallOHHOI) Ta IEHTPATBLHOT MICHKOT (MICHKOI)
JKapeHby.

11. Haka3z MO3 VYkpaiau Big 31.10.2011 Ne 734 «IIpo 3arBepmkeHHs TabeniB
OCHAlICHHS MEIWYHOI0 TEXHIKOI0 Ta BHPOOAMHM MEIUYHOTO NpPU3HAUCHHS
CTPYKTYPHHX IMiAPO3ILIIB JIIKAPHI IJIAHOBOTO JIIKYBAHHS .

12. Haka3z MO3 VYkpainu Big 31.10.2011 Ne 735 «IIpo 3arBepakeHHs TabeniB
OCHAaIICHHS] MEIWYHOI0 TEXHIKOI0 Ta BHPOOAMH MEIUYHOTO TPU3HAUCHHS
CTPYKTYPHHX IMAPO3ILIIB JIIKAPHI IHTEHCUBHOTO JIIKYBAaHHS.
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13. Haka3z MO3 VYkpainu Ne Bix 31.10.2011 739 «IIpo 3atBepmxeHHs1 TabemiB
OCHAIIICHHS MEIWYHOI0 TEXHIKOI Ta BUpPOOaMH MEIWYHOTO MPU3HAYCHHS
CTPYKTYPHHX IiIPO3ALTIB KOHCYJIbTaTUBHO-IaTHOCTUYHOTO IIEHTPY.

14, Hakaz MO3 Vkpaiam Bim 28.09.2012 Ne 751 «IIpo cTBOpeHHS Ta
BIIPOBADKCHHS MEIUKO-TEXHOJIOTIYHUX JTOKYMEHTIB 31 CTaHAapTH3aIlii MEIUJIHOI
JIOTIOMOTH B cucTeMi MiHICTepCTBa OXOPOHU 370pOB’ST YKpaiHu», 3apeecTpOBaHUi B
MinictepcTsi roctuiii 29.11.2012 3a Ne 2001/22313.



Jonmarok 1

710 YH1()IKOBAHOT'O KJIIHIYHOTO
MIPOTOKOJIY IEPBUHHO1, BTOPUHHO1
(ceniani3zoBaHoOi), TPETUHHOL
(BHCOKOCTIEIIIaTI30BaHOT) METMIHOL
JIOTIOMOTHY «TI€PBUHHU,
[MOCTIIOJIIIUTEMIUHUI Ta
MOCTTPOMOOLIUTEMIYHUI Mi€T0(D10pO3»

IHAM’ATKA JJISA ITAINIEHTA 13 IEPBUHHUM,
HOCTHOJIIUTEMIYHUM TA HOCTTPOMBOIIUTEMIYHUM
MIEJTO®PIEPO30M

Hiarno3 IIM® BcTaHOBMIOETHCS Ha TiACTaBl  ricTOMOPGOIOTIYHOTO,
MOJIEKYJISIPHO-TEHETUYHOTO Ta KJIIHIKO-T€MAaTOJIOTTYHOrO MiATBEPKEHHSI HasBHOCTI
HOBOYTBOPEHHS, 110 TOXOAUTH 13 MI€JIOITHOT TKAHUHH.

Meta JdiKyBaHHS — OTPHMAaHHS MAaKCHUMaJIbHOIO e(eKTy BII Tepamii IpH
MIHIMYMI MOOTYHUX SIBUIL TA 30€pEKEHH1 BUCOKOT SIKOCTI KHUTTS HaI[lEHTIB.

Heooxiono nam’amamu, wio niau aikyeanusa eusnauac Baw nikap 3
YPAxXyeaHHAM ZPYRU PUUKY | 3a2a1bH020 cmaHy!

IIlo moBMHEeH 3HATH NALIEHT, SIKMA OTPUMYE CHeliaJi30BaHy Tepamiio 3
npusoay IIM®, noct-ET M® Ta nocr-CI1 M®

Illo maxke ximiomepanis, aka 3acmocogyemoca y oaacmuiu ¢azi IIM®P, nocrt-
ET M® Ta noct-CI1 M®?

XimioTeparis — JTIKyBaHHS JIIKAPCHKUMH 3aC00aMU, sIKI MAIOTh MPOTUITYXJIUHHY
N0, 3 METOK 3HUILIEHHS 3JIOSKICHUX MNYyXJMHHUX KIITUH B  OpraHi3mi.
XiMioTepaneBTUYHI MpenapaTy BILUIMBAIOTh Ha Pi3HI (pa3u KIITUHHOTO LHMKIY, L0
MPU3BOAUTEL 10 3arv0esi KJIITUHU HOBOYTBOPEHHS. AJie, OJJHOYACHO TOKCHYHA i
XiMiOIpenapaTiB HETaTUBHO BILJIMBAE 1 HA 3/I0POBI OPraHu 1 TKAHUHU OPraHi3aMy

AKi ycknaouennsa moxcymos 6UHUKHYmMU nio 4ac npoeedenns mepanii?

Hynora i OJioBaHHS — HaiOLIBII dYacTi YCKJIQAHEHHS, IO OOYMOBJICHI
MIOETHAHHSM ]I MyXJIMHHOI IHTOKCUKAITIT Ta XiMiompernapaTy Ha OJIOBOTHUMN IIEHTP B
rOJIOBHOMY MO3KY, @ TaK0Xk 0€3M0CepeHbOI0 JI€I0 Ha CIMU30BY OOOJIOHKY IILIYHKY.
CryniHb TposiIBY 3aJIe)KUTh BiJ| MpemapaTy, KUl 3aCTOCOBYETHCS, 1HAMBIAYyaIbHOI
peaxiiii marfieHTa 1 KOJIMBAETHCS BiJl HE3HAYHOI, TAMYACOBOI IO MOCTIMHOI HYIOTH 3
YacTUM OJIFOBAHHSM.

OcCKiJIbKH BCl KJIITUHU OPraHi3My, SKi IIBUAKO IUIATHCS, OCOOIMBO KIITHHH
CIM30BOi OOOJOHKHM POTOBOI MOPOKHWUHU, Yypas3iuBlI JO il XIMiONpernaparis,
MPOBEJIEHHS XiMioTepamii MO)Ke MPHU3BECTH JIO0 PO3BUTKY JIOKAJIBbHOI 1H(DEKIII],
YTBOPEHHS epo3iii i BUPa30K y pOTOBIH MOPOKHHHI.
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B oCHOBI pPO3BUTKY KHIIKOBOI JMCQYHKUII JISKUTH TOH XK€ MEXaHi3M
ypaxeHHs cau30Boi 0000HKH. KITIHIYHIME 03HAKaMU KUIIKOBOI AUCHYHKIIT € O171b
B )KMBOTI, KM 3HAYHO MOCHITIOETHCA MICHS MPUHOMY 1K1, YACT1 P1JIKi BUTIOPOKHEHHS
3 TOMIIIKaMH CIIM3Y, Y BaXKKHUX BHIagkax — 3 KpoB'10. [Ipo mosiBy Bcix HeOakaHUX
SIBUII] HEOOX1THO TIOBIAOMUTH Barmoro jikyrodoro jikaps, SKuil IpU3HAYATh TEPaIio
3 METOI0 3armo0iraHHsg ad0 3HAYHOTO 3MEHIIEHHS MOOIYHOI Ail XIMIOTepareBTUYHUX
npenaparib.

Oco0MBOCTI XapuyBaHHS 1111 YaC MPOBEJCHHS MPOTUITYXJIMHHOTO JIIKYBAHHS:

1. ITix yac KO)KHOTO TIPUHOMY T)Ki HamaraiTecs iCTH TOBOJI, 1100 HE BUHUKAJIO
BIJIUYTTS MEPEMIOBHEHHS LIUTYHKY, 1’KTE€ MOMAaJTy MPOTSATOM BChOTO JIHS.

2. Hamaraiitecs icT TUIbKHM M’SIKY 1Ky, Oa)kaHO KIMHATHOT TeMIIEpaTypH.

3. Hanagaiite nepeBary TepMigyHO 0OpOOIICHIH TKi.

4. YHUKANTE COJIOAKOI, dKUPHOI, TOCTPOI 200 Jy>KE COJIOHOT 1KI.

5. PerenbHO mepekoBYITE TKY AJIS MOTITIIICHHS TPABJICHHS.

6. BunuBaiite He MeHIIe 2 JITPIB PIAMHHU Ha JIeHb (Hera3oBaHa BOJAA, MOPCH,
y3BapH, KOMIIOTH), PIIUHY MUATE HEBEIIMKUMHU KOBTKaMH.

7. PeTenbHO NOTPUMYWUTECH TIr€EHH POTOBOI MOPOXHUHU (IIPOBOABTE OOPOOKY
POTOBOI MOPOKHUHH PO3UYNHOM XapPUOBOi COAU a00 PO3UMHOM XJIOPTEKCHIUHY ITiCIIS
npuiiomy ixi).

8. 3yOHa mriTka Mae OyTH M’SIKOIO, TIPU TSHKKOMY YPa)KEHH1 CIIM30BOi 0O00JIOHKH
poTa BHUKOPUCTOBYBAaTHM 3yOHY IIITKYy HE PEKOMEHAYEThCS, 1100 YHUKHYTH
JI0JIaTKOBOTO TPABMYBAHHSI CJIM30BOi 0OOJIOHKH.

9. Sxmro Bpanii Bac TypOye HymoTa, 111 10 TOTO, SIK BCTATH 3 JIIXKKA, CI1J 3’ ICTH
TPOXH IeYrBa a00 MIMATOUYOK XJIi0a.

10. Ilpu cunbHIM HYAOTI 3p00iTh JEKUIbKA IITMOOKHUX BJIMXIB, JUXANTE IMOBOJI,
MOXHA BHUIHUTH TIPOXOJIOJHUM OCBITJIICHMH HeCcoNoAKui ¢GpyKToBHM Cik abo
HEra3oBaHy BOJY, B Mepioj] HAUOIIbII CUIILHOT HYJOTH HaMaraiTech 3aCHYTH.

11. Tlicns ki He JsiraiiTe oApa3y B JIKKO, a MOCUIBTE B KPICI1 HE MEHIIE JIBOX
TOJTUH.

12. Hamaraiitech BIZBOJIIKATHCSA BiJ HEMPUEMHUX BIAUYTTIB, CIUIKYHTECH 3
TPY3SIMH, CIIyXalTe My3HKY, TUBITHCS TEIEBI30p, YUTANTE.

13. IlpoTsirom 1-2 roauH 10 1 Micis BBEACHHS MPOTUITYXJIMHHUX JIIKIB YHUKANTE
pUOMY 1K1 Ta PiTUHU.

14. TTpu BUHMKHEHH]1 HyJ0TH 200 OJIOBaHHS, 0COOIMBO MPOTIAroM 24—48 roauH
MICTsT YEProBOTO BBEICHHS NPOTUITYXJIWHHUX TpPEMapariB, MOBIIOMIISHTE PO II€
JIKYIOYOTro JiKaps 1 BAKOHYHTE JaHi HUM PEKOMEH/aLlli.

AJionenisi (00MCiHHSI) — dYacTa MOOIYHA Misl TPOTUIYXJIWHHOI Teparmii. B
JESKUX BHIMAJKaX MOXE 3MEHIIUTUCA TUTBKH IUIbHICTh BOJIOCSHOTO TIOKPHUBY, B
1HIIMX BiIOyBa€eThCs MOBHA BTparta Bojoccs. [IpoTe, micis 3akiHUEHHS XiMioTepamnii
yepe3 JesKud dYac BOJIOCCS TIOBHICTIO BiIHOBMIOEThes. [lig 4Yac mnpoBeneHHs
MPOTHUITYXJIMHHOTO JIIKYBaHHSI PEKOMECHTYEThCS:

1. KopuctyBaTucs maMIyHsIMH JIJIsl CYXOTO 1 OIIKO/KEHOTO BOJIOCCS.

2. Po3uicyBaTtuch M’SIKOO IIITKOIO.

3. Kopotko ctpurtucs.



4. Hocutu Ton0BHI YOOpPH.

ChaOkicTb i aHeMmisi. 3MEHIIICHHS KIJIBKOCTI €PUTPOIMTIB B KpPOBI IMiJ dYac
JIKyBaHHSI O0YMOBJICHE YPaXKCHHSIM KICTKOBOTO MO3KY NATOJIOTIYHUMH KITITHHAMH Ta
TOKCHUYHOIO JI€10 XiMiomnpenapaTiB. Lle mpu3BoauTh 10 3HWKEHHS PIBHS TeMOTI001HY
B KpPOBi, PO3BHBAETHCS aHeMis. BoHa CyNpOBOKYETHCS 3arajbHOIO CIAOKICTIO,
M1JBUIIEHOI BTOMIIIOBAHICTIO, 3aIaAMOPOUYEHHSAM, YACTUM CEPIICOUTTSIM 1 JUXAHHSIM.
Kpim Toro, mpu4nHOIO CIa0KOCTI MOKe OyTH MAaCHMBHUM po3maj MyXJIUHHUX KJIITHH
Ha ¢oHi ximioTeparnii. OO0B’SI3KOBO MOBIIOMIISIUTE JIIKYIOUOTO JIIKaps MPO PO3BUTOK
3a3HAYCHUX SIBHUIIL.

Indexuii. B pesyaprari mobiuHOi Aii  XiMmiompemnapaTiB  IiJBUINYETHCS
CIPUUHATIUBICT, OpraHizMy A0 iHbekmid. I[lpuunHor OLIBIIOCT] 1H(PEKIIHHUX
YCKJIaJAHEHb MPU XIMIOTEparii MOXKYTh CTaTH OakTepii, AKl 3HAXOAATHCS Ha IIKIpi, B
pPOTOBI MOPOKHUHI, B IUTYHKOBO-KHILIKOBOMY TPaKTi, B 00JAaCTi CTaTEBUX OpPraHiB
Ta 3a3BMYail HEWIKIJUIMBI NI OpraHizMy. [HOA1 1H(EKLIHI YCKIaJHEHHS MOXYTh
BUHUKHYTH HaBITh IpPH PETEIbHOMY JOTpHUMaHHI ocoOuctoi ririeHu. IIpo Bci
BUMAJKWA MiJBUILCHHS TEeMIepaTypu, HaBITh HE3HAYHOTO, HEOOXIJHO MOBIAOMIIATH
Bamoro mikapsi, OCKUIBKM MOX€ BUHUKHYTH HEOOXIJHICTb MPU3HAYEHHS
aHTUOAKTEeplaNnbHOI Tepanii.

I'emopariyni  yck/jagHeHHsI i KPOBOTOYMBICTb. 3HWKEHHS KUIBKOCTI
TPpOMOOIUTIB MIJBUILYE PU3UK KPOBOTOUYMBOCTI, HAaBITh MPU HE3HAYHIN TpaBMi
BUHUKA€ PsACHA KPOBOTEYA, CIOHTAHHO 3 SBISAIOTHCA KPOBOBWJIMBM Ha WIKIpl Ta
CIIM30BUX OOOJIOHKaX, 1HOJAI HOcoBa abo KpoBoTewa 3 sceH. llpu mosBI
KpOBOXapKaHHs, OJIOBOTH «KaBOBOIO TYIIECI0» 1 BHUIIOPOKHEHb HOPHOI'O KOJBOPY
HE0OX1THO TEPMIHOBO MOBIIOMUTH Baroro mikaps.

IIpurnivennss KpoBoTBOpeHHsi. Hailiyacrtime mNpUTHIYEHHS KPOBOTBOPEHHS
CHoCTepIraeThesl yepe3 7—14 nHIB miciid 3aKiHUEHHS Kypcy Ximioreparii. B meit gac
HEOOX1JTHO JOTPUMYBATUCH 130JbOBAHOTO PEKUMY, HE KOHTAKTYBAaTH 3 0CO0aMH, SIKi
MaloTh O3HAaKU 1H(EK1i, XapuyBaTUCS TUIBKUA TEPMIYHO 0OPOOIICHOIO 13KETO.

BnumB Ha crareBy cucTtemy. XiMIOTeparnisi MOKE€ MaTH HEraTUBHUI BIUIMB Ha
CTaTeBl OPraHH 1 iX (QYyHKIIIIO SIK Y YOJIOBIKIB, TaK 1 Y KIHOK. BiporiHicTh Oe3riians
ciii OOroBOPUTH 3 JIIKYIOUMM JIIKapeM 1€ [0 TMOoYaTKy JIKyBaHHA. TepmiH
BIJIHOBJICHHSI PENPOAYKTHUBHOT (YHKII 3aJIeKUTHh Bil BHIY XiMiOmpemnapariB, iX
JO3yBaHHA, KIJTBKOCTI KypCiB XIMIOTEpamii, a TakoXX BIKy TaIlil€eHTa Ta MOro
3araJibHOTO CTaHy.

Y 4oso0BikiB B pe3ynbTaTi XiMioTeparii MO)Ke 3MEHIITUTUCS KiJTbKICTh CTATEBUX
KIITAH (CIIepMaTO30iMiB), 3HUZUTUCS IX PYXJUBICTh, IO MOXE CTAaTH MPUYUHOIO
TAMYacoBoro abo TpuBasmoro Oe3miiaas. YoJoBikH, SKUM  TMPOBOJUTHCS
XiMIOTeparisi, TOBUHHI KOPUCTYBATHUCS €(HEKTUBHUMU KOHTPAIICTITUBHUMH 3aC00aMH,
OCKUJIBKU JI€SIKI MPOTUIYXJMHHI MpenapaTd BUKIMKAIOTh T€HETHYHI MOPYIICHHS B
3apoAKOBUX KIiTHHaX. OOroBOpITH 3 JIKApEeM, KOJIM MICJs 3aBEPIICHHS JIIKyBaHHS
MO’KHa TIPUTIMHUTH 3aCTOCOBYBATH KOHTPAIICTITHBH.

Y KiHOK NPOTUIYXJIMHHI JIKAPCHKI IpenapaTi MOXYTh BUKIMKATH TOPYILICHHS
GbyHKLIi sS€YHUKIB 1 TPU3BECTH 10 TOPMOHAIbHOI mepedynoBu opraHizmy. B
pe3ynbTaTi y 6araTb0X JKIHOK BUHUKAIOTh MOPYIIEHHS MEHCTPYAJIbHOTO LIUKITY, 1HO/I
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MEHCTpyalii B3araji NPUIMUHSAIOTHCS, MOXYTh 3 ABHUTHCH CHMIITOMH, CXOX1 Ha
IpPOSIBU KIIIMAKCY: «IPUILIUBUY, BIAYYTTSA Kapy, CBEpOIHHA 1 CyXiCThb B 00’acTi
cTaTeBHX opradiB. J[s 3amoOiraHHs TakuX YCKIAJAHEHb 3aCTOCOBYIOTH CIHEIliasibHi
JiKapchKi 3aco0u. PeKoMeHIyeThCsi HOCUTH TIIbKM OaBOBHSAHY OUIM3HY, sIKa HE
NEPEIIKOKAE BITBHIN HUPKYIAILIT MOBITPsI, TA HE HOCUTH TICHY O11M3HY a00 OpIOKH.
[TopymienHss GyHKINT S€YHUKIB, BUKJIMKAHE MOOIYHOIO €0 XIMIOTeparii, MOXe
NPU3BECTH JO TUMYACOBOrO OE3IUIIAsA, TPUBAJICTh SIKOTO 3aJCKHUTh Bl BUIY
XiMiompenaparTiB, iX J103yBaHHS, a TaKOoX BIKY >XKIHKM. OCKUIbKH XiMioIlpernapaTu
MOXXYTh BHUKJIMKATH PO3BUTOK BPOJDKEHUX Baja IUIOAY, IiJ Yac XiMmioTeparii
HeOa)kxaHe HACTaHHS  BariTHOCTI, JKIHKaM  JITOPOAHOTO  BIKY  HEOOXIJHO
3aCTOCOBYBaTH €()EeKTUBHI KOHTPAIICNTUBHI 3ac00M. SIKIIIO BariTHICTh HACTYIUJIA IIIE
710 BCTAHOBJICHHSI 1arHO3Y, B JCSIKUX BUMAJKaX IMOYATOK JIIKYBaHHS B1IKJIaJalOTh J0
nosioriB. Ilpu HeoOXiTHOCTI mNpoOBENEHHs XiMmioTepamii B TMepioJ BariTHOCTI,
JIKyBaHHS MOYMHAIOTh, SIK MPaBUJIO, MIcAS 12-TO THXKHS BariTHOCTI, KOJH PHU3UK
PO3BUTKY BpO/IKEHUX BajJ Yy IUIOJA 3HIXKYETbCS. [HOMI HEOOXilHE IITy4YHE
nepepuBaHHs BariTHOCTI.

BB Ha crateBe KUTTS. Y 0araTboX MAIl€HTIB 3MIHH B 11l cdepl HE3HAUHI
a0o BiACyTHI. Jlesiki Malie€HTH BIA3HAYAIOTh 3HUKEHHS CTATEBOTO IMOTATY BHACIIIOK
psAoy TICUXOJOTIYHUX, EMOLIMHMX 1 (I3UMYHMX YWHHUKIB, $KI CYIPOBOJKYIOThH
ximioTeparito. ToMy gy’ke BaKIUBO 30€pEerTd B3a€MOPO3YMIHHS MIXK MOJPYKKIM
(crareBUMHU TApTHEpaMH) 3 IbOTO JEIIKATHOTO MUTaHHA. XiMioTeparlis JIUIIe
TUMYacOBO BIUIMBA€E HA CTATEBUN MOTAT 1 3BUYHHI XapaKTep CTATEBOIO KUTTH.

I'punonogioHuii CHHAPOM XapaKTEPHUM MPU 3aCTOCYBaHHI MOHOKJIOHATBHUX
anTuTL1. [IposBAsSETHCS MIABUIIEHHSM TEMIIEpaTypu, O03HOOOM, TOJOBHHM Oo0JjieM,
JIOMOTOIO y BCbOMY Tu. [Ipu mosiBi Oyb-KUX 3 BUIIEBKA3aHUX CUMIITOMIB MiJ Yac
NIPOBEICHHS JIIKyBaHHS MOBLOOMIISIMTE mnpo ue Bamoro mikapsa. Ilam’sraiire:
IpUNoOnoAiOHUA CHUHIPOM 3YCTPIYAEThCS, SIK MPABUIO, TUIBKM MpPU MEPIINX
BBEJICHHSAX XIMIONpenapary, NpH HACTYIHUX BBEACHHSIX OIBLIICTh MAIIE€HTIB
MEPEHOCATH JIIKyBaHHSI 100pe.

IHam’sTaiire, 0 Bu orpumyere epekTUBHE JIIKYBAHHS, 31aTHE MOBHICTIO
SHUIUTH NYXJMHHI KJIITHHH, a YCKJIAQJHEHHS, MNOB’S3aHi 3 JIKYBaHHAM,
TumM4acoBi. CydyacHa MeIMUIMHA JOCAIJIA 3HAYHUX ycHiXiB B mpodiinakrumi i
JIKyBaHHIi OLIbIIOCTI BAXKKHX YCKJIAHEHb, MOB’ I3aHUX 3 HE0AKAHOK MOOIYHOIO
JI€10 MPOTUIYXJIMHHHUX JiKAPCbKHUX Mpenaparis.

IIpo Bci HeOakaHi mposiBU 000B’sI3KOBO MOBiaoMJIsiiiTe Bamoro Jikaps!



JlonaTok 2

JI0 YH1(p1KOBAHOTO KJIIHIYHOTO
MPOTOKOJTY IEPBUHHOI, BTOPUHHOL
(ceniani3zoBaHoOi), TPETUHHOI
(BHCOKOCTIEIIATI30BaHO1) METUYHO1
JIOTIOMOTH «TIEPBUHHHUIA,
MOCTIIOILUTEMIYHUN TA
MOCTTPOMOOIIUTEMIUHUM MieT0(hiOpO3»

AJIOTeHHA TPAHCIVIAHTALIA CTOBOYPOBHMX KJITHH

Ha cporogni enuHuMM METOJIOM Teparii, SKUH MOTEHLIMHO CIPOMOXKHUMN
BuJiikyBati XxBopux Ha [IM® € anoTCK, mpoTe BoHa MOB’A3aHa 3 BUCOKUM PIBHEM
CMEPTHOCTI Ta 3aXBOPIOBAHOCTI. 3Bakatouu Ha 1ie, poseeHHs anoTCK BBaxkaeTbes
JOIUIBHUM BUKJIIOYHO Y BHUIIAJIKy TPHUBAJIOCTI UTTS XBOPOTO, SIKa OYIKYETHCH,
MeHie 5 pokiB. 1o dakropis, aki cripomoxkH1 3HU3UTH Micis a0 TCK BHKUBaHICTh
BiJTHOCUTKLCS: BUCOKE ajleJibHe HaBaHTakeHHs MyTarlieto JAK2 V617F, moct-CITI M®
a6o noct-ET M®, 3anexHiCTh Bl TpaHC(Py31i €pUTPOLIMTAPHOIO MACOI0, MOXHINN
BIK, CIUIEHEKTOMis, yacTtkoBa HLA cyMicHicTh TpaHcmanTaty. Otxe, BUOIp
IHIYKIIMHOT Tepamii 3 mochigyrodoro koHcomipamiero antoTCK e oOrpyHTOBaHUM
JIKYBaJIbHUM MI1AXO0J0M BHKJIIOYHO IMIOJ0 XBOPHUX, AKI HAJIEXKATh /10 TPYHIH BUCOKOTO
Ta TpoMikHOro 2 pu3uky 3a mkamow IPSS a6o DIPSS, a6o DIPSS-Plus.



Jonmarok 3

710 YH1()IKOBAHOT'O KJIIHIYHOTO
MIPOTOKOJIY IEPBUHHO1, BTOPUHHO1
(ceniani3zoBaHoOi), TPETUHHOL
(BHCOKOCTIEIIIaTI30BaHOT) METMIHOL
JIOTIOMOTHY «TI€PBUHHHUI,
[MOCTIIOJIIIUTEMIUHUI Ta
MOCTTPOMOOLUTEMIYHUI MieT0(p10p03»

Cxemu Tepamii

Ha3Ba cxemu
Tepamii

Cxaanx cxemu Tepamii

PykcouiiTuHio

Tpom6OormTH > 200 x 109/n1 — craproBa go3a 20 Mr/aBivi Ha
100y;

Tpom6OormT > 100 x 109/1 <200 x 109/1 — crapToBa 1032
15 mr/aBiui Ha 100Y;

TpomoOormT > 50 x 109/1 <100 % 109/ — craproBa n03a
5 mr/naBivi Ha 100y .

I3 HaCcTYIMHOIO KOPEKIIEIO 03U BIATOBITHO J0 MOKA3HUKIB
nepudepuyroi kposi (nuB. nm. 4.2.5 1. 4.2. Po3ainy V).

Eputponoerunu

CraproBa no3a cradoButh 10000 OJI/Tpudi Ha THXACHD (IS
napoornoetny 150 Mkr/l pa3 Ha THXIEHbB), 13 HACTyITHUM
noaBoeHHsM no3u g0 20000 OJI/3 pasm Ha TWXACHL (I
napoonoetnny 300 wmkr/l pa3 Ha THXACHH) 3a YMOBHU
BIJICYTHOCTI OyIp-sKO1 BIAMOBIAI HaA Tepamiro dYepe3 1-2
MICSIIII.

I'inpokcuxkapbéamin

Cepenns no3a 20-40 mr/kr/mo0y, MakcuManibHa J103a 2 1/100y

InTepdepon
anbpa-20

CraprtoBa n03a cranoButh 1,5 mutH. OJl/Tpudi Ha THXKIEHB, 13
HACTYMTHUM  TIOCTYNOBUM  30LIBIIEHHSM  JIO3U  JIO
MaKCHMAJIbHO1, sika MopiBHIOE 15 MiH. OJ] BIpOAOBK THXKHS

Hurapabin

Jlo3a 10 mr/m? x 2 p/no6y 1-10 nenp, koxui 28 qHiB

IIpennizoon

Cepennst no3a cranoButh 0,5-1 Mr/Kr/g00y




Jonarok 4
710 YH1()IKOBAHOT'O KJIIHIYHOTO
MIPOTOKOJIY IEPBUHHO1, BTOPUHHO1
(ceniani3zoBaHoOi), TPETUHHOL
(BHCOKOCTIEIIIaTI30BaHOT) METMIHOL
JIOTIOMOTHY «TI€PBUHHU,
[MOCTIIOJIIIUTEMIUHUI Ta
MOCTTPOMOOLIUTEMIYHUI M1€10(D10pO3»

3aranbHi kpurepii ouinkn nodiynmnx edekris JikyBanus (CTCAE)

ITo0iuni Cryninb Cryninb Cryninb Cryninp
ABH LA I II 111 IV
I'emor100iH, <HMH-100 r/n 80-100 r/n 65-80 r/n <65 r/n
VA
Jeiikomurn | < HMH — 3,0 x10° 2,0-2,9 x10° 1,0-1,9 x10° <1,0x10°
10%n
I'panyaomutn | < HMH - 1,5 x10° 1,0-1,4 x10° 0,5-0,9 x10° <0,5x10°
10%n
Tpomoountn | <HMH - 75 x10° 50-74 x10° 25-49 x10° <25x10°
10%n
Binipy6in >BMH -1.5xBMH | >1.5-3,0x BMH |>3,0-10xBMH |> 10,0 x BMH
Jly:xkna >BMH -2.5xBMH | >2.5 -5 x BMH >5-20,0 x BMH > 20,0 x BMH
(pocparaza
ACT, AJIT |>BMH -2.5xBMH | >2,5-5,0 xBMH >5,0 -20,0 xBMH | >20,0 BMH
Hiapes 2-3 emizonu 4-6 emizomiB Ha 7-9 emi3zoniB Ha 10 pa3iB i OubIIIE
BUIIOPOKHEHHA Ha | 100y, abo 100y, Ha 100y, KpoB’siHa
100y BUTIOPOXKHEHHS HETPUMAaHHS, miapes,
JEKiTbKa pa3 y CHUHIPOM Jerigparartis,
HOYI MaJbaacopOIii notpeOye B/B
BBEJICHHS PiJIUHU
Hynora Bixuae nomipny | KimbkicTh ixki [IpakTnuHO He -
KUTBKICTB 1K1 3HAYHO 3MEHIIEHA | BXKMBAE iKYy
BawoBora 1 pa3 Ha 100y 2-5 pasiB Ha 100y | 6-10 pasiB Ha >10 pa3iB Ha 100y
00y
Myxko3ut/ CaepOisuka, Epurema, Bupasku, Baxxko [IpuiimMatu Ky
CTOMATHUT nevis, BUPA3KH, IPUAOM | IpUHAMATH iKYy, HEMOXITUBO.
epureMa XK1 BUIbHUH HeoOXigHa Tutbku | Hekpo3 cim3oBoi
piaka Hxa 00O0JIOHKH.
Kpeatunnn | >BMH -1.5xBMH | >1.5 -3 x BMH >3 -6 x BMH > 6 x BMH
IMpoteinypis | 0.15— 1.0 r/24 rox | >1.0 — 3.5 r/24ron | >3.5 r/24 ron Hedpornunmii

CHUHIPOM
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ITo0iuni Cryninb Cryninb Cryninb Cryninb
SIBMILA | 11 111 IV
Tinepraikemis >BMH - 8.9 >8.9 wmmonb/n — | >13.9 Mmoaws/n— | >27.8 MMoIIB/JI
MMOJIB/JT 13.9 MmMonb/n 27.8 MMOIB/1T
linoraikemis <HMH - 3.0 mmonw/n — 2.2 | 2.2 mmoue/n — 1.7 | <1.7 MMouIB/1
3.0 Mmmonb/1 MMOJIb/JT MMOJIb/JT
lineprepmis 38 - 39°C 39°C-40°C binsme 40°C bineme 40°C
npotsrom <24 npotsrom >24
TOJIUH TOJIUH
Anepriuni [TouepBoHiHHS Bucunka CumnTomMatnuHuid | AHa(iTaKTHYHUN
peakuii a0o Bucun [TouepBoHIHHSA OpoHxocnasm 3 LI0K
MenukamenTo3na | KponuBHuis abo 0e3
nuxomanka > 38C | 3aauiuka KPOIMBHMIII
MenukamenTto3Ha | HaGpsik
JTUXOMAaHKa INnorownis
6inpie 38C
BoJioces MinimansHa [Tomipna ruiznoBa | [loBHa anoneris
BTpaTa BOJIOCCS ajonenis
IHopymenns Cepenns Bupaxena Cepiio3na [Torpoxyroua
cepueBoro KUTTIO
pUTMY
I'ineprensiss | Acumntomaruyna, | [lepiognune abo Bumarae Ginbiie [Torpoxyroua
TPaH3UTOPHA, MOCTiiHEe OUTBIIIE | OJTHOTO KUTTIO
menme 24 roquy 24 ronun >20 MM | JIIKAPCHKOT'O
>20 MM PT.CT. pT.CT. 3aco0y abo OiyIbII
(miactomiyHe) a60 | (miacTtomiune) a0 | IHTEHCHBHA
>150/100 MM >150/100 mm Teparmisi, Hix
pT.CT. pT.CT. paHiiie
IMepudepuuni | [Tapecresii/  abo | Baxki mapecresii, | Hecrepnni [Tapaniy
HeBponaTii | 3HWKEHH:A NoMipHa cnabicTh | mapecrtesii, BTpara
CYXOXKHMITBHUX PYXOBHUX pEaKIIii
pedexciB
Cunapom -- -- Hasasnui 3arposa  JKHTTIO,
Jizucy noTpioHa
MYyXJIUHHU IHTEHCHBHA
Tepanist
®eOpunbHa | -- -- Hasasna 3arposa  JKHTTIO,
HelTponeHis noTpioHa
IHTEHCHBHA
Teparis
ExcrpaBa3auisi | -- Epurema i3 Bupaska abo | Cran  3arpoxye
B Mici CYIyTHIMH HEKpPO3  TKaHWH. | KHUTTIO, IOTpPiOHA
BBE/ICHHS CUMIITOMaMHU [Tokazane HEBiIKJIaHA
(pnebiT, OLb, orepaTHUBHE Teparist
HAOPSIK) BTpYYaHHS
binb Cnabxuit [Tomipuuit CunpHuM Hecrepnuuii,
AKUil  TOoTpedye
3aCTOCYBaHHS

HapkoTH4yHuX JI3

HMH — HmxHS Mexa HOpMH
BMH — BepxHs Meka HOpMU




