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Po0oua rpyna 3 axanrauii KJIiHiYHOI HACTAHOBM

3aBiyBad BiAgily MeauyHOi TeHeTukw JlepkaBHOI yCTaHOBU
«HarionaibHMii HayKOBHM TIeHTp pamiamniinoi meaunuan HAMH
Ykpainu», I.MeA.H., mpodecop, TOJOBHHM MO3AMTATHUH CHEIialicT
MO3 Vkpainu 31 cnemiaibHOCTI «I'eMaToorisy», 3aCTyITHUK TOJIOBH 3
KJIHIYHUX [TATAHb;

mupektop  JlemaprameHTy = crapaapTu3amii  MEIMYHHAX — HOCTYT
HepxaBHoro  mignmpueMcTBa «JlepkaBHUH ~ eKCHEPTHHA  IICHTP
MinicTepcTBa OXOPOHH 3/10pOB’s YKpaiHW», CT.H.C., K.M.H., 3aCTyITHUK
TOJIOBU 3 METOJI0JIOTIYHOTO CYIIPOBOAY;

3aBigyBa4 BUIAUTY TeMarosiorii Ta TpaHcIiaHtosorii Jlep»aBHOi
ycraHoBH «HarioHanbHUE HayKOBUH LEHTp paaiallifiHOl MeIuIMHA
HAMH Vkpainu», romoBa mnpobiemHoi Kowmicii «['ematosoris Ta
tparchyszionorisy MO3 ta HAMH Vkpaiam, 4ieH-KOPECIIOHACHT
HAMH Vxpaiau, 1.M.H., mpodecop;

3aBiyBay iMyHoricToxiMmiuHOi jaboparopii KomyHambHOrO 3axmany
«YepkacpKkuii 001acHUI OHKOJIOTIYHHI TUCTIAHCEPY;

3aCTYMHUK JUpPEKTOpa 3 HayKoBoi poOotu J[lep:kaBHOI yCTaHOBU
«lactutyTt rematosorii Ta Tpancdysionorii HAMH VYkpainny», kK.M.H.;

3aBiyBad BiUIUICHHS paIialliifHOT OHKOTEMATOJIOTIi Ta TpaHCIUTAHTAITI i
CTOBOYpOBUX KIITUH JlepkaBHOi ycTaHOBU «HalioHanpHUI HayKOBHHA
neHTp paniamitHoi menuunan HAMH VYkpainny, 1.M.H.;

3aBiyBa4 IMaTOJOTOAHATOMIYHOTO BiAiIeHHs KHIBCBKOTrO MiCHKOTO
KJIIHIYHOTO OHKOJIOT14YHOIO LIEHTPY, 1.M.H.;

HayKOBUH CHIBPOOITHUK HAyKOBOT'O BIJUUIY BHYTPIIIHBOI MEIUIIUHU
JepxxaBHOi HaykoBOi ycTaHOBM «HaykoOBO-IIpaKTHYHUN  LEHTP
npopUIAKTUYHOI Ta KIIHIYHOI MeAMUUHM» Jlep’KaBHOrO yIpaBiIiHHSA
CTpaBamH, K.M.H.;

3aBiAyBad BiIUIEHHS remarosiorii JlepxaBHoi ycTaHoBU «IHCTHTYT
natosnorii kpoBi Ta TpaHcdysiiiHoi memummaun HAMH Vkpainny,
J.M.H.;

3aBiqyBad Kadeapu CIMEHMHOI METUITMHU 1 aMOyIaTOPHO-TIOTIKTIHIYHOT
monoMorn HamoHansHOI MequuHOI akageMil IMCHAIUINIIOMHOI OCBITH
imeni ILJI. Hlynuka, a.mMen.H., mpodecop, TOJOBHUN MO3alITaTHUN
cneuianict MO3 VYkpainu 31 crneuiaidbHOCTI «3arajibHa NMpPaKTUKa —
ciMeiHa MeIUIIMHA;

HAayKOBUM CHIBPOOITHUK BTy MEAWYHOI TeHeTUKH JlepaBHOI
ycraHoBU «HarioHanbHUN HAYKOBUW IEHTp pafiariiiHol MeauIUHU
HAMH VYkpainn», K.M.H.;

JiKap MICBKOTO TemMarosioridHoro IeHTpy KomyHameHOTO 3akiamay
«Micbka OararonpodinpHa KJTIiHIYHA JiKapHs Nedy
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Hosaxk Bacuib
JleoHimoBUY

[TapamonoB Biktop
Bonogumuposuu

[TomyGens Jlapuca
OnekcanapiBHa
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M. JIHITPOTIETPOBCHK, K.M.H.;

nupekrop JlepkaBHoi yctaHoBu «lHCTHUTYT marosorii KpoBi Ta
tpancdysiitnoi meauiman HAMH VYkpainny, 1.m.H., mpodecop;

rooBHuil sikap Komynanbnoro 3akiany «Yepkacbkuii oO0nacHHUNA
OHKOJIOTTYHHUH JJMCIIaHCEP;

acmipaHT BIgAUTY Meau4Hoi TreHeTukn JlepkaBHOI  ycTaHOBHU
«HamionanpHUil HAYKOBUW MEHTp panianiiHoi memuiuman HAMH
Ykpainny;

rojgoBuuil Jsikap KuWiBCRKOro MLEHTPY TpaHCIUIAHTAIll KiCTKOBOIO
MO3KY, K.M.H.;

JOLEHT Kadenpu naTojorigxoi, Tonorpadivnoi anaromii HamionansHoi
MeauuHoi akaaemii micnsauruiomMHoi ocBité  imeni [LJL.IIymuka,
roJIoBHUH mo3amratHuii crneniaxict MO3 VYkpainu 31 creniainbHOCTI
«/luTs9a maToNIoriYHa aHATOMIS, K.M.H.

Meroan4uHuii cynpoBia Ta inpopmaniiine 3a0e3ne4eHHs

['opox €Breniii
JleoHimoBu4

MensHuK €Breuis
OnexcanzapiBHa

Mirens Onekcanp
Bosnoagumuposuu

Py01ioBa €Brenis
IropiBHa

unkina Onena
OnexcanjpiBHa

HavyalbHUK Bigainy sKocTi MeOUYHOI AOMOMOTH Ta iH(OpMaIiitHux
TexHounoriii  Jlep)kaBHOro mianpreMcTBa «JlepkaBHUN  eKCIEepTHUMA
eHTp MiHicTepcTBa OXOPOHHU 3I0POB’sl YKpaiHu», K.T.H.;

Ha4YalIbHUK Binainy JI0OKa30BO1 MEIUIUHA JepxxaBHOrO
mianpueMcTBa «JlepaBHuil excriepTHUH 1eHTp MiHicTepcTBa OXOPOHH
310pOB’sl YKpaiHu»;

3aBilyBad CEKTOPY €KOHOMIYHOI OIlIHKM MEIUYHUX TEXHOIOTiN
HepxaBHoro  migmpueMcTBa  «Jlep>kaBHUH ~ €KCHIEPTHUHM  LEHTP
MinicTepcTBa OXOPOHH 310pOB’°sl YKpaiHn»;

excriepT Binainy meToaudHOro 3abe3nedeHHs HOBITHIX TEXHOJIOTIH y
chepl oxopoHu 370poB’s JlepkaBHOTO mianmpueMcTBa «JlepxaBHuit
eKCIepTHHUI HeHTp MiHICTepcTBa OXOPOHHU 3JJ0POB’ST YKpaiHN»;

HavyanbHUK Bigainy MeToaudHoro 3abe3meueHHs] HOBITHIX TEXHOJOTIN
y chepi oxoponu 370poB’st [lepkaBHOTO MiANMpHEMCTBA «JlepxaBHMIA
eKCHepTHHI eHTp MiHICTepCTBa OXOPOHH 3/10pOB sl YKpaiHm».

Jep:kaBHuil ekcniepTHUil neHTp MO3 YKpainu € 4wieHoM

Guidelines International Network es lng
. 3 'S
(MixxnapoaHa Mepeka HaCTaHOB) o 2



ADAPTE (®panuis)

(Mi:kHapoaHuii NpoeKT 3 aganTanii KJIiHiYHIX ,
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Bonogumuposuu
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AmnaroniiBHa

Tpersx Haramis
MuxkonaiBHa

" ADAPTE
i

Penenzentu

3aBigyBau Kadenpu remaroiorii Ta TpaHcdysionorii HarionansHoi
MeauyHOi akajaemii micisiaumuioMHoi ocBitk  iMeHi I1JI. Illymuka,
I.M.H., ipodecop;

HAYKOBUH KEPIBHUK BiJIIJICHHS KOHCEPBATUBHUX METOJIIB JIIKYBaHHS
Harmionansnoro iHctutyty paky MO3 Ykpainu, a1.M.H., ipodecop;

3aBiyBay BIJJUICHHS 3aXBOpPIOBaHb cHCTeMU KpoBi JlepxaBHOL
ycraHoBH «[HCTHTYT Temaroiorii Ta TpaHncdysionorii HarionanpHol
akazieMii MeIMYHUX HAyK YKpaiHuy», 1.M.H., Ipodecop.

Ileperasa axanToBaHol KJIIHIYHOI HACTAHOBH 3alIaHOBaHO Ha 2019 pik
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IlepenmoBa MyJbTHAUCUMILIIHAPHOI PO00YOI rPyNH 3 aganTamii KIiHIYHOI HACTAHOBH.
CuHTe3 1aHUX.

Hana kniniuna Hacmamoa € a0anmosamor Ol CUCMEMU OXOPOHU 300pos’s YKpainu
sepcicio kniniunux pexomenoayit British Journal of Haematology, Guideline for the diagnosis
and management of myelofibrosis: 2012. I[s kriniuna nacmarnosa 6yna obpana pobouoo 2pynoio 3
aoanmayii K 00OUH i3 KIHOUOBUX NPOMOMUNIE HAUKPAWOTI MeOUUHOI NPAKMUKU HAOAHHS MeOUUHOT
00nOMO2U NAYIEHMAam 3 NEePEUHHUM A MOPUHHUM MIENOPDIOPO3OM, WO TPYHMYIOMbCA HA OAHUX
00Ka3080i MeOUYUHU CIMOCOBHO ehekmusHocmi ma besnexu MeOudHux empyuans, hapmaxomepanii
ma opeaizayitunux npunyunié ii Hadauns. Kiiniyuna wnacmanosa Oyna obpanHa HA OCHO8I
00 ’eKmusHUX Kpumepiis it oyiHKu.

Oxpemi po30inu HAcmano8u OONOBHEHI BpacMeHmamu 3 HACMYNHUX Odcepen O0KA30801
MeOuyuHu:

1. 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

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

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

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

5. Kniniuni pexomenoayii Oiacnocmuxu i JiKYAHHA 2eMAMONOIYHUX TMA OHKONO2IYHUX
3axsoproeansv Himeyvkoco mosapucmea cemamonozii ma oukonoeii, 2014 p.

3anpononosana aoanmosawa KIIHIYHA HACMAHOBA He NOBUHHA PO3YIHIOBAMUCH 5K
cmanoapm MeouyHo20 JNIKY8AHHA. [[OMPUMAHHA NON0JHCEHb KAIHIYHOI HACMAHO8U He 2apaHmye
VCRIWHO20 NIIKYBAHHS 8 KOJNCHOMY KOHKDEMHOMY SUNAOKY, il He MOJICHA po32nsa0amu K NOCIOHUK,
Wo 6KIIOYAE 8Ci HeOOXIOHI Memoou NKY8aHHs abo, Hasnaku, suxkuodac inui. OcmamouHe pilieHHs
CMOCOBHO 8UOOPY KOHKpemHOi KIiHiuHOI npoyedypu abo niany NiKY8AHHSA NOGUHEH NpulimMamu
JKap 3 Ypaxy8aHHAM KIIHIYHO20 CMAHY NAYIEHMA Ma MONCIUBOCMEU OJisi NPOBEOeHHs 3aX00i8
OiacHoCmuKuU I TIKYSAHHS y MeOUYHOMY 3aK1adi. A0anmosana KiiHiYHaA HACMAHO8A, 8iI0N0BIOHO 00
C8020 BU3HAYEHHS, MAE HA Memi HAOAHHA OONOMO2U JIKApl0 1 NAyieHmy 6 NpUUHAMmi
PAYIOHATbHO20 PILUEHHS 8 PI3HUX KITHIYHUX CUMYAYIX, Cy2Y€e IHGopmMayiinoo niompumrkoo wooo
HAUKpaAwoi KIiHIYHOI NPAKMUKU HA OCHOBI 00KA3168 e(heKMUBHOCMI 3ACMOCYB8AHHS NEBHUX MEeOUYHUX
MexXHON02I, NIKI8 Ma OPeaHi3ayitiHuX 3aca0 MeOudHoi OONOMO2uU.

Jany kniniuny nacmanogy nponoHyemscs pozensioamu K ingopmayitine 0xcepeno 3 eubopy
OdiacHocmu4Hol ma AiKy8anlbHOI MAKMUKU NPU NEPBUHHOMY Mda 8MOPUHHOMY MiEnogioposi. [lesHi
BIOXUTIEHHSI MOJNCIUGL, Alle BOHU MAOmMb Oymu O0OIPYHMOBAHI B8IONOBIOHUM YUHOM — KOHCUTLYMOM
cneyianicmie Ha 4o 3 KepiGHUKOM 8I00LIEHHS.



INEPEJIIK CKOPOYEHb

ASH

AMepHKaHChKE TOBAPUCTBO IeMaTOJIOT 1

BCSH Bbpurtanchkuit KOMITET 31 cTaHapTH3allii B 00J1aCTi TeMaToJIori
DIPSS JlunamiuyHa MDDKHApOJIHA MPOTHOCTHYHA OajbHA CHCTEMA
EHA €BporeiicbKka acoriallis TeMaToJIorii
ELN €Bporeiicbka acomiaris LeukemiaNet
European Organisation for Research and Treatment of Cancer,
EORTC €Bpornericbka opraHizaiis JOCTiHPKCHHS Ta JIIKyBaHHS paKy
ESMO €BporeiicbKa acoriiaris MeIMYHOI OHKOJIOT11
AMepHKaHChKe yIpaBIiHHS 3 HArJsAy 32 MEIUYHUMU MpernaparaMu
FDA Ta IPOJYKTAMHU Xap4yBaHHs
HLA Human Leukocyte Antigens, seiikomuTapHi aHTUTCHH JIFOIHHH
IPSS MikHapoHa MPOTHOCTHYHA OajlbHA CHCTEMa
Mixnapoana poboya rpyrma 3 JOCTiKEHHS 1 TIKyBaHHS
IWG-MRT MienohiOposy
NCCN HarionanpHa 3arajgbpbHa OHKOJIOTIYHA Mepexa
World Health Organization, BcecBiTHst opranizariis 0OXOpOHH
WHO, BO3 3JI0pPOB'St
asno-TCK AJoreHHa TpaHCIUIaHTAllisl CTOBOYPOBUX KIIITHH
ADII AHani3 QyHKIIT HeYiHKH
bY-1I1 Huxnodochamin y noennanHi 3 6ycynbpaHom
BBII3 BrxuBanicTh 6€3 porpecyBaHHs 3aXBOPIOBAHHS
BTK Bucnaxenns T-kniTun
I'MKIJI I"ocTpumii MerakapiobaacTHHM JTeHK03
I™MIJI [Noctpuit Mienoigamii TeHK03
EMTI' ExcrpamenynsipHuii reMaTronoes
3B 3arajabHUI pIBEHb BUKUBAHOCTI
[®OH-a a-iHTepdepoH
K3I KonauiionyBaHHs 3HHKEHOT IHTEHCUBHOCTI
MA MienoabnsaTuBHUI
MJIC MienoauciiacTHIHUN CHHAPOM
MITH MienonponidepaTiBHe HOBOYTBOPEHHS
I1B IToBHa BiAMOBiAHL
I1JIP [ToniMepa3Ha JIaHIIOTOBA PeaKIlis
[IM® TIEpBUHHMUN Mi€s10(hi0po3

IToct-CIT1 M®

[Moctmoninuremiunuii Mienodiopos
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[TocTTpoMOoIIMTEMIYHNN Mi€T0(10PO3

IToct-ET M®

pEIIO PexomMOiHaHTHUI €pUTPOTIOSTHH JIIOIUHH

PKB PanomizoBaHi KOHTPOJIHOBAaHI BUPOOYBaHHS

PTIIX Peakis "TpaHcruianTar nmpotu xassina"

CIUI CMepTHICTh, OB s3aHa 3 JIIKyBaHHIM

OBK-IIMD ®daza 6actHoro kpuzy [IM®D

1M1-30 Huknodocdamin y moeHaHHi 13 3aralbHAM ONMPOMIHEHHSIM




AHoTAanisa

Ile xepiBHUIITBO 3 AIarHOCTYBaHHS Ta JIKyBaHHS Mien0o(iOpo3y po3pobiieHe TPyIoro, A0
CKJIaay SKOI BXOJWJIM MEAHW4YHI ekcrnepth 3 BenukoOpwurtanii Ta omun ekcrept 3 CIHIA. bys
3niicHeHni cuctemMatnuHuil momyk no 6asam nanux MEDLINE ta EMBASE nHa mnpeamer
aHTJIOMOBHUX TyOutikamii 3 1966 p. mo ceprierb 2011 p. 3 BUKOpPUCTAHHSIM Pi3HUX KIIFOUOBHX CJIiB.
['pyna aBTOpIB pO3pOOHIIa MPOESKT KEPIBHUIITBA, SIKUH B TOAATBIIOMY OyB MEPErISIHYTHI ydaCHUKaMU
PoGounx rpym 3 3arajnpHOi TemaToJiorii Ta TeMaTrooHKojorii bpuraHcbkoro Kkomitery 3i
crangaptuzanii B ramys3i remaromorii (BCSH). Ilicnst mporo KepiBHHUITBO Oylio MeEperyisiHyTe
pedepenTHOIO Tpynorw remartosioriB 3 Benukooputanii, BCSH ta xomitery bpurancpkoi acomiarii
remarosoriB. CyTTeBi kKoMeHTapi Oyiu BpaxoBani. Kpurepii, BUKOpUCTaHi /Uil BU3HAYECHHS PiBHIB
Ta CTYNEHIB JI0OKAa30BOCTI, BUKiIaneHl y Ilpouemypi 31 ckimajgeHHS KepiBHMITB, BuaaHii BCSH,
cucrema «GRADE» Oyna BukopucTaHa aisi OIIHKM CHWJIM Ta SKOCTI JOKa3iB. MeTow LbOro
KEpIBHHUIITBA € 3a0€3MEUCHHS YITKUX PEKOMEHIAIIN I MEAMYHUX CIICIIATICTIB 1010 BUSABICHHS 1
JTKYBaHHS TEPBUHHOTO MienodiOpo3y, a Takox mocthnoiimuremMiuHoro Mienodioposy (mocr-CIIT
M®) Ta noctrpomOonuTeMiqyHOro Mienodioposy (moct-ET M®) y nopocnux Ta AiTEi.

KarouoBi ciioBa: Mienodiopo3, MienonpomidepaTUBHI pO3JIan, TPAHCILIAHTAITIS, JTIKYBaHHS

Meta

MeTor 1mbOro KEepiBHHITBA € 3a0€3MEUCHHS MPAKTUYHOTO (2 HE JOCIIIHHUIIBKOTO) ITiIX0Ty
70 J1arHOCTYBaHHS, BWSBJIEHHS Ta JIIKYBaHHS TMAIlEHTIB 3 [EPBUHHUM, a TaKOX
noctnojinuTeMivHuM Mienodiopozom (moct-CII M®) ta mocrrpombonuTeMivHUM Mienodiopo3om
(moct-ET M®).
Kpurepii, BuUKOpHCTaHi Ui BU3HAYCHHS PIBHIB Ta CTYIEHIB JOKa30BOCTI, BUKJIaAeHi y [Ipouenypi 3i
CKJIaJeHHs KepiBHUUTB, BUuaaHii BCSH; cuctema «GRADE» Gyna BukopucTaHa Jisi OLIHKHM CHJIU Ta
skocTi gokasiB (Tabmuus 1).

Kainiuni BiacTuBocTi

MienonpomipepaTuBHUil Mi€n0piOpo3 MOKe BUHHKATH K HOBOBUSBIEHUN po3znan (IIM®)
a0o sIKk BTOPMHHUI HACIiIOK MoNepeIHboi moinureMii abo eceHuianbHoi TpomOonuremii (moct-CI1
M® a6o noct-ET M@, BinnoBigHO); TepMiH «Mieno(iOpo3, 00yMOBIEHUH MienonpoiipepaTUBHUM
HOBOYTBOpeHHsM» (MIIH) OyB 3amponoHoBaHUM $K y3arajJbHIOOYMH Ui BCIX LUX PO3JIAJIB.
Hezanexxno Big TOro, uu € Mienogiopo3 MNEpBUHHUM ab0 BTOPUHHHUM, 1€ 3aXBOPHOBAHHS
XapaKTePU3YeThCs KIIOHAIBHOIO MpoJTiepaliiero TeMONOeTHYHUX CTOBOYPOBUX KJIITHH, MOB'S3aHOIO 3
XapaKkTEpPHUM CTPOMAJIbHUM MaJIOHKOM, JIEHKOEpUTPOOIacTO30M B Ma3Ky MepU(pepudHOi KpoBl Ta
ABHUILEHUM PIBHEM Pi3HHUX 3aNaIbHUX 1 MPOAHTI0T€HHUX ITUTOKIHIB.

Kniniyni o3Haku MienodiOpo3y € 3MIHHMMHM 1 BKJIIOYAIOTh MPOrPeCcyiody aHEMIlo,
JelKomneHiro abo JeHKoUUTO3, TPOMOOLMTONEHII0 ab0 TpPOMOOLMTO3 1 MYJIbTHOPTaHHUMA
eKCTpaMeIyJIIPHUA TeMaTOmoe3, IO HaWJacTilie BUKIWKAE TEMaTOMETail0 1 CHMITOMAaTHYHY
CIUIEHOMETajito. Y MAaIli€HTIB 13 3aXBOPIOBAHHSIM Ha Mi3HIM CTaail BUHUKAIOTH TSKKI CHCTEMHI
CUMIOTOMH, HACIIIKU TSXKKOI cruieHomeramii (0oii, BIAUYTTS WIBUJIKOIO HACHYEHHs, 1H(apKT
CeNle31HKM, TMOpTalbHA TiMepTeH3is 1 3aAuIIKa), MPOrpecylode ypakeHHS KICTKOBOTO MO3KY,
JIereHeBa TinepTeH3is, Nepexij y JIeHKeMilo Ta paHHsS CMEPTh.

Jiarnocruka
Hiarnoctuka [IM®, BinnoBinHo 10 Bu3HaYeHHs BcecBITHROT opraHizaliii 0OXOpOHH 370POB's

(BO3; Thiele et al, 2008), rpyHTYyeThCS HAa IOETHAHH] KJIIHIYHUX, MOP(OIOTIYHUX, IIUTOTCHETHYHHX
1 MOJICKYJIIPHUX OCOOJIMBOCTEH.



Tabmurs 1
Jloka3m i cTyneHi pekomeHaamii

Cuna pexkomenaaii

Haeanoni (cmynine 1): Haramphi pexomenpaarnii (1 cTymiHb) HagalOThCs, KOJH € BIIEBHEHICTH Y
TOMY, 110 KOPUCTh TepeBaxkae ad0 He MepeBaXka€ IIKOAY Ta HaBaHTaxeHHs. Pexomenpanii 1-ro
CTYNEHS MOXYTh 3aCTOCOBYBATHUCh JO OINBIIOCTI MAIliEHTIB Ta PO3MNISNAIOTBCA  SIK
«PEKOMEHIOBaHI».

Obepeorcri (cmynino 2): SIkmo obcar xkopucTi abo ii BiJICYTHOCTI MEHIN TIEBHHH, HATA€ThCS
pexoMmeHalis 2-ro crynens. Pekomenaanii 2-ro cTyneHsi BUMararoTb 00epeXHOT0 3aCTOCYBaHHS Y
OKpEMUX MAIli€HTIB Ta PO3IIISAAAIOTHCA K «IIPOMOHOBAHI.

SIkicTh noKasiB

SlkicTh n0Ka3iB OLIHIOETHCS SIK BUCOKa (A), cepenns (B) abo nuspka (C). Y naHoMy KOHTEKCTI
KOPHCHO BPaxOBYBAaTH HEMEBHICTh 1H(opMaIlii 1 Te, HACKIJIbKU AOJATKOBI JOCHIIKEHHSI MOXYTh
3MIHWATH HasgBHI JaHi 200 IEBHICTH.

(A)Bucoka: JlonaTkoBi AOCIIKSHHS HABPS/] Y4 3MiHATH BICBHEHICTH NIPH OMiHII BIUUBY. [loTOuHI
JIOKa3M OTPUMaHI 3 PaHJOMI30BaHUX KIIHIYHHUX JOCIIPKEHb 0€3 ICTOTHUX OOMEKEHb.

(B)Cepeons: JlonaTkoBi HOCIHIIKESHHS MOXYTh MaTH iCTOTHHW BIUIMB Ha BIICBHEHICTH MPH OLIHII
BIUTMBY Ta MOXYTh 3MIHUTH 110 OLiHKY. [I0TOYHI AOKa3M OTpHMaHi 3 PaHAOMI30BAaHHUX KITIHIYHHX
JTOCTIPKeHb 3 ICTOTHMMU OOMEXEHHSMH (HAIlpHKIal CyNepedsuBl pe3ylbTaTH, HETOUYHICTh -
HIMPOKI JTOBIpUi iIHTEpBAIH 200 METOJOJIOTIUHI HEJOJIKH - HANPUKIIAMI, BIACYTHICTh 3aCIITUICHHS,
3HaYyHa KUIBKICTh HESIBOK JUIS TMOJAJIBIIOTO KOHTPOJIIO, HEBUKOHAHHS aHANi3y y BUOIpIi BCIX
NAIi€HTIB, O TOYajdd OTPUMYBATH JIKyBaHH:), a00 TyXKe CYTTEBI JOKa3W, OTpUMaHi Mia dYac
CIIOCTEPEKHUX JIOCIIKeHb a00 cepii BUIMAJKIB (HAIpPUKIIAJ, BETUKI a00 ayKe BEeTuKi i cTaliiabH1
OLIIHKH BEIMYMHH e(EKTY JIKyBaHHS a00 JEeMOHCTpAIlisl TPaJi€HTy A03a-PEaKiis).

(C)Husvka: JlomaTkoBi IOCHIKEHHS CKOpIIIe 32 BCE MAaTUMYTh ICTOTHHM BIUTMB Ha BIIEBHEHICTh
IpU OLIHII BIUIUBY Ta CKOpIII€ 3a BCE 3MIHATH L0 OLIHKY. [loTouHi noka3u oTpumani 3
CIIOCTEPEKHUX JIOCIIJKEHb, Cepii BUMAIKIB a00 € MPOCTO 0COOUCTOIO TYMKOIO.

Kpim Ttoro, niarHo3u moct-CII M® Ta mnoct-ET M® HemonaBHO Oynu yTOYHEHi
MiXHapOAHOW POOOUYOI0 TPYIOK 3 AOCHKeHHS 1 jikyBaHHA Mienogioposy (IWG-MRT) 3
BUKOPUCTaHHAM KpuTepiiB, npuiiHsatux BOO3 (Barosi et al, 2008). Tum He MeHII, HailHICTh Ta
KOPHUCHICTh LIMX KpHUTEpliB mia nmutaHHsAM. Hanpukian, ocHOBHI mpoOsieMu IMpH AlarHOCTYBaHHI
MOXYTh BHHMKHYTHM, KOJU HEOOXIJHO BIJAPI3HUTH MienoaucuiacTuuHuii curapom (MJC) 3
¢iopozom Bix [IM®D, a takox ET Bin aeskux pannix ¢popm [IMD (Wilkins et al, 2008; Beer et al,
2010, 2011). Kpim TOro, HewmioaBHO OyJO BCTAHOBJIEHO, IO IIJIBUIIEHUN piBEHb
JaKTaTIETiAporeHa3n He 3a0e3redye JTOCTaTHIO Cenu(ivHICT, TPH MEpBHHHOMY Mienodidoposi
(Beer et al, 2010). 3 ypaxyBaHHSM IIMX OOMEXEHb PEKOMEHIYETHCS TPUHHATH JiarHOCTUYHI
KkpuTepii, 3anpornoHosani Campbell & Green (2006) mono IIM® (Tabnuus 1I), a Takox nmoct-CII
M® ta noct-ET M® (Ta6muus I1II).

Tabmuws 2
JliarHocTHYHi KpuTepii nepBUHHOIO Mi€10(idpo3y

st BcTaHOBJICHHS AlarHO3y HeoOX1H1 kputepii Al + A2 Ta Oyab-ski 1Ba KpuTepii B.

Al - ®i6po3 KicTKOBOro MO3Ky > 3 (110 mikaii 0—4).

A2 - Tlarorenernuna mytamis (Hampukian, y JAK2 a6o MPL), a6o Bimcyrnicte BCR-ABL1 Ta
peakuiiHuX npuyuH (Hidpo3y KiCTKOBOTO MO3KY

B1 - CuteHomeraitisi, 10 BU3HAYAETHCS ATBITIATOPHO

B2 - AHemist HEeBCTaHOBJIECHOT €Ti0JOTii

B3 - JlelikoepuTtpobaacto3
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B4 - KpannenoziOHi epuTponuTu
B5 - Cucremni cumnromu™
B6 - I'icTonorivyni cBiTueHHS EKCTPAMETYISIPHOTO TEMAaTOIIOE3Y

* PsicHe moTiHHA BHOYI, BTpata Barn> 10% mpoTsrom 6 MicCsIiB, JMXOMaHKa HEBCTAHOBJIEHOT
etiozorii (> 37,5 © C) abo audy3Hi 6o B KicTKax.

Tabmus 3
HiarnocTuyni kpurtepii noct-CII Ta moct-ET mienodioposy

Jlst BcTaHOBIIGHHS JiarHO3y HeoOxiaH1 kpuTepii Al + A2 Ta Oyap-ski aBa Kputepii B.

Al - ®i6po3 KicTKOBOr0 MO3KY > 3 (1o mmikaii 0-4)

A2 - TTonepenniit niarno3 ET a6o CI1T

Bl - HoBoBusiBieHa CIJIEHOMETaNis, [0 BU3HAYAETHCSA MAJIBIIATOPHO, a00 30LIBIICHHS PO3MIPIiB
CeJIe31HKH Ha > 5 ¢cM

B2 - AneMisi HEBCTAaHOBJICHOT €TiOJIOTI1 31 3HMKEHHSAM PiBHS reMoriao0iny Ha 20 1/ BiJ BUXiTHOTO
piBHSA

B3 - JleiikoeputpobiacTo3 B Ma3Ky nepudepruaHoi KpoBi

B4 - KparenoniOHi epuTponuTH

BS5 - Cucremni cumnromu™

B6 - ['icronoriuni cBiT4EHHS €KCTpaMEAYISIPHOTO TeMaTOooe3y.

* PscHe mOTiHHA BHOYi, BTpara Baru > 10% mnpoTsrom 6 MicsIiB, JUXOMaHKa HEBCTAHOBJIEHOI
etionorii (> 37,5 © C) abo audy3Hi 001 B KiCTKaX.

Komenmap pobouoi cpynu:

3 ypaxysannsam nowupernocmi M@ 6 nogcakoenHil OisIbHOCMI 2eMamoI02IYHUX YCMAHO08 8
Ykpaini, poboua epyna esasicae ooyinonum suxopucmogysamu diacnocmuyuni kpumepii BO3 (2008)
ons Ph-necamusnux knacuunux mienonponigpepamuenux neonnasitl, sKi 6K04aAOMb 0lASHOCMUYHI
kpumepii [IM®, ma cxsaneni €gponeticvroro acoyiayicio Leukemia Net. /[iaenoz IIM®
BCMAHOBIIOIOMb  3d YMOBU HAAGHOCMI 3  BeIUKUX OIACHOCMUYHUX Kpumepiie ma 2 Manux
diaenocmuunux kpumepiis (Ous. Tabauys 4).

Tabmuis 4
Hiarnocruyni kpurepii IM® BO3 (2008)
Besnki kpurepii | - lNneprutasis  MerakapiomuTiB 3 iX aTumiero (Majli Ta BEJIHKI
METakapiouuTH 3 a0epaHTHUM SI€PHO/IIUTOIIA3MATHYHUM CITiBB1THOLIICHHSIM,
rinepXpoMHUM, HEpETyISPHO-CKIJIAT4aCTUM AIPOM 1 HIUTBHUM

KJIaCTEPOYTBOPEHHSM), sIKa 3a3U4ail CyIIPOBOIKYETHCS PETUKYIIHOBUM Ta/abo
KoJareHoBuUM (ibpo3om, abo, y BHUMNAAKY BIJICYTHOCTI PETUKYIIHOBOTO
¢$16po3y, 3MiHM MerakapiolUTiB MOBUHHI MOEAHYBATUCS 13 MPediOPOTHUHOIO
KJIITHHHOIO CTaJII€0 3aXBOPIOBAHHS (30UIBIICHHS KIITUHHOCTI KICTKOBOTO
MO3Ky, TilepIiasis TpaHyJOLMTAapHOTO MApOCTKa Ta, 3a3BHYai, peayKiis
EPUTPOTIOE3Y).

- Bincyrhicts kputepiie BO3, HeoOXiqHUX JUIsI BCTAHOBJIECHHS J11arHO3y
CII, ET, BCR-ABL1 mo3utuBHOr0 XpOHIYHOTO MiejoJeiko3y (XMJI),
MienogucmactTuaoro  cuapomy (MJC) Ta  iHmIMX ~— MI€IOiTHUX
HOBOYTBOpEHB **,
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HasBnicte wmyrtamii JAK2 V617F abo 1HmMMX KIOHAJIBHHUX
Monekyasipaux mapkepiB (MPL W515K/L), 3a ix BiacyTHICTb HEOOXiIHOIO
CIIPOCTYBaTH HASBHICTh IHIIUX TATOJOTIYHUX TIPOLECIB, SIKI CIPOMOXKHI
CIPUYUHUTH BUHUKHEHHS BTOpUHHOrO M® a0o IHIIUX CUMOTOMHU
(iadexriiini, ayToOiIMyHHI 3aXBOPIOBaHHS, 1HII XPOHIYHI 3amajbHi MPOIIECH,
BOJIOCATOKJIITUHHUN Jieiiko3 abo iHmi miMdonporidepatuBHi Heorasii,

MI€EJIOKAPIIEHO3, TOKCUYHI MIEJIONATIH).

Maui kpurepii
AHewmig ***
Crurenomeranis ***

JleiikoepuTpobaacTos.
36inbmenns pisaio JIJII' y cupoBaTIii KpoBi.

*

** — 3a yMOBU HU3BKO2O PIBHIO (hepumumy

— gepugpixayin [IMD nompebye nasigHocmi 8Cix 8eUKUX Kpumepiie ma 2 Maiux,

6 nayichma 3 nioo3por Ha IIM® nompiono

niomeepoumu 8i0CYmHiCmMb 8i0N06I0I HA 3aMICHY mMepanilo npenapamamu 3aniza, moomo He
00CsCHEHH s PIBHIO 2eMO2N00IHY Ha Hill, AKI 8I0N06I0A€ 3HAUEHHIO, He0OXIOHOMY O eepudhikayii

CIl. Bukonaumnsi Kpumepilo nompebye
ouzepumponoesy ma OU3epPaHyiIoyumonoesy;
*XF _ 6i0 noepaHUUHOI 00 3HAUHOL.

Poboua epyna esasicae, wo doiacnocmuuni

giocymHocmi

BCR-ABLI mpanckpunmy, 03HAaK

kpumepii nocm-CIl M® ma nocm-ET M®

International Working Group for Myeloproliferative Neoplasm Research and Treatment (IWG-
MRT), siki npeocmasneni 6 kniniunux pekomenoayisx ESMO wooo diaecnocmysanns, nikysanns ma
cnocmepedicenns Ph-necamusnux mienonponighepamusnux neonnasiu, 2015 p., mosxcyms 6ymu
peKkomen008ani 0o suxopucmanius 8 Yrpaini. /[ns eepughixayii nocm-CII M@ abo nocm-ET M@
nompibHa HAsA8HICMb 000X 6eruKUX Kpumepiie ma > 2 maaux kpumepiie (ous. Tabauys 5).

Tabmums 5

Hiarnoctuuni kpurtepii noct-CII M® T1a nocr-ET M® (InternationalWorking Group for
Myeloproliferative Neoplasm Research and Treatment (IWG-MRT)

MMocT-CI1 M®D

| Hoct-ET M®

O060B'a3K0B1 KpuTepii (HeoOXiaH1 00K/Ba)

1. IMingTBepmKkeHHs monepeanboro aiarHosy CIT
B1/IMOB11HO A0 kputepiis BO3, 2008 p.

2. ®ibpo3 KICTKOBOTO MO3KY 2-3 CTymiHb (3a
mkanoro 0-3) abo 3-4 cryminb (3a mkanow 0-4).

1. IliaTBepkeHHs monepeanboro giarnozy ET
Bi/IMOB1IHO A0 KputepiiB BO3, 2008 p.

2. @ibpo3 KICTKOBOTO MO3Ky 2-3 cTymiHb (3a
mikanoro 0-3) abo 3-4 cryminb (3a mkanoro 0-4).

JlogatkoBi Kkputepii (HeoOX1aH1 > 2)

AHeMmis abo crifika BTpaTa HEOOXIJHOCTI
KPOBOIYCKaHb 3a BIICYTHOCTI IIUTOPEAYKTHBHOI
Teparii.

JleitkoepuTtpobiiacto3 y Maszkax nepudepuyHoi
KPOBI.

301IbIICHHS CENE31HKH, sKa MajbllyBantach, >5
cM HWK4Ye pebepHOi ayrHm abo  mosiBa
NAITBIIATOPHOTO 301IBIIECHHS CENIe31HKH.

[Tosiea B cumnromis (>1): Brpara >10% Baru
MPOTATOM 6 MICSIIIB, HIYHA MITIUBICTb,
He3'sicoBaHa JImxomanka >37.5°C.

AHeMist Ta 3HIDKEHHS PiBHIO TeMOrJIo0iny Ha >2
/771 BITHOCHO HIKHBOT TPAHUIII HOPMHU.

JleiikoeputpobiacTo3 y Maszkax nepudepudHoi
KpOBI.

30ibIICHHS CENe31HKH, SKa MalblyBalach, >5
cM HWK4Ye pebepHOi ayrm  abo  mosiBa
MaIbIATOPHOTO 301TBIICHHS CENIe31HKU.

[Tosiea B cumnromiB (>1): Brpara >10% Baru
npoTsiroM 6 MicsAIiB, HIYHA IITIUBICTD,
He3'sicoBaHa JimxoMaHka >37.5°C.

[TigBumenns JIJAI.
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Crymins 2-3 Biamosigao mo European consensus on the grading of myelofibrosis (MF): nudysue ta
MIUTbHE 30UIBIIEHHS PETHKYTIHOBUX BOJIOKOH 3 IX MOIIMPEHUM IEPECIYeHHAM, 1HOJI BUKIIOYHO 3
(OKaTbHUMHM ITyYKaMH KOJIAT€HOBHX BOJIOKOH Ta/ab0 BOTHHUILEBHM OCTEOCKIEpO30M, abo audy3He
Ta IMiJbHE 301JbIIEHHS PETHKYTIHOBUX BOJIOKOH 3 IX MOIIMPEHUM IEPECIYCHHSIM 13 TPyOUMHU
Iy4YKaMH KOJIareHOBHUX BOJIOKOH, YaCTO CIIOJY4EHE 31 3HAYHUM OCTEOCKIEPO30M.

Cryniap 3-4 BignoBigHo no KmacwuHoi mikanm cramiroBaHHs MieaodiOpo3yi: nudys3Ha, 4acTo
rpyOOBOJIOKHHUCTA, Mepeka 0e3 03HaK KoJjareHisalii (HeraTuBHa TPUXpOMoOBa mpoda) abo audysna
rpyOOBOJIOKHHCTA MEpeXka 3 TUITHKaAMH KoJiareHi3arlii (o3uTUBHA TPUXPOMOBA MPooda).

Poboua epyna eeadicac  neobxionum  euxopucmosysamu European LeukemiaNet
pekomeHoayii woodo cmanoapmuzayii 36iMHOCMI pe3yibmamis 00CAi0NCeHb mMpenanodionmamis
rKicmrko8020 MO3Ky xeopux nHa Ph-necamueni mieronponighepamusni neonaasii.

Tpenanobionmam Kicmko8o20 MO3KY, ompumanuil i3 Kiy606oi Kicmku, mae Oymu
3aghixcosanuii y 4% 0ygeprnomy pozuuni ¢popmanvoezioy npomseom 12 - 48 200un maxcumym,
Ooexanvyugpixosanuii ¢ 10% 6yphepromy posuuni emuneH-ouamin mempa-ayemuiogoi Kuciomu
(EDTA) pH 7.2 npomseom 2 Ouie ma 3anumuil y napagpinosi oioxku. Ompumani 3pazku nicis
HapizauHs moswuHor 2-4um  gapbyromevca  2eMOMOKCUNIH-€03UHOM — ab0  3a  Memooom
Pomanoecvkoeo-I'im3u 0ns oyiHKu 2icmono2iunux ma yumoao2idnux xapakmepucmux. Hagpmanon
Gnopayemam ecmepazy OOYINbHO BUKOPUCMOGY8AmMU OJisl OYIHKU 2PAHYION0e3y, IMNpecHayiio
cpibnom 3a memooom I'omopi - 0na 6u3HaueHHs cK1ady 8010KOH, peakyito Ilepica - 0ns 6usHauenHs
3aniza. Bascnusa diacnocmuyuna ma npoeHOCMu4Ha iHghopmayis 000amro80 OmpuMyEmvcs nio 4ac
imyHozicmoximiunoco oocnioxcenns (I1X): CD34 II'X no esionoweHHO 00 2eMOnOemUYHUX
nonepeonuxis, CD61l II'X - meeakapioyumis. Pozwupena onmumanvua II'X nauwenv emiugye
8IONO0GIOHI aHmumina OISl BU3HAYEHHS 2eMO2N00IHY, MIENONEePOKCUOA3uy, enacmasu, i30yumy,
CD117 (c-kit), mpunmasu onacucmux xnimun, CD68, Ki-67, CD20, CD3, CD4, CD8, CD56, CD57,
CD138, x, A Buxopucmogyiouu onmumizoeani npomoxoau, PHK noenicmio mooxce oOymu
i301b08ana i3 YCix 3paszkie abo, 3a 00NOMO20I0 JIA3epHOI MIKpoouccekyii, 3 OOUHUYHUX KIIMUH
mpenanooionmamis KiCmk0o8020 MO3KY, 3aghikcosanux ¢hopmaninom i 3arumux y napaginosi
on10KU.

Cmanoapmusayisi 36imnocmi pe3ynbmamié 00CHiOHCeHb Mmpenanodionmamis Kicmko8020
MO3KY.

ITiosuwena, 3Hudxcena yu He3MineHa KIIMUHHICMb KICMK08020 MO3KY MA€E Oymu 8i03HAYEHd.
3axnrouenns nosuHHI 6KOYAMU THPOPMAYIIO NPO KIIbKICMb I PO3NOOLT KAIMUH 2eMONOeMUYHUX
napoCcmKie, Hanpukiao, epumponoesy, mieionoeszy (Heumpoghinu, eo3uHo@inu ma mMoHoyumu), a
maxoxc mezaxkapioyumonoesy. Heobxiono nputivamu 0o ysacu cmyninb nOpyueHHs 003pi8anHs ma
oucnnazii (npu eusenenHi) y xoschomy napocmky, giocomox CD34+ nonepeonuxis. Bascnusum
acnekmom € cmaoilo8anHs Qiopo3y KicmKko8o2o MO3KY ma ymeopeHHsl KICMKOo80I MKAHUHU.

Poboua epyna esasxcae Ooyinonum cmadirosamu mienogiopos eionosiono oo EuUropean
consensus on the grading of myelofibrosis, wo npeocmaesneno 6 xkniniunux pexomenoayisx ESMO
Wooo OiacHOCMY8aHHs, NIKy8anHs ma cnocmepedcenns Ph-necamuenux mienonponigpepamusnux
neonnasiu (MITH), 2015 p.(Ous. Tabauys 6).

Tabmuus 6
IIkaJja TagiloBaHHs CTyNEeHIO Mi€j10(i0Opo3y (EBponelicbKuii KOHCEHCYC)

M® -0 Po3kunaHi JiHIMHI BOJOKHA PETUKYIIIHY, 1110 HE MEePEXPEIIyIOThCS.
[TaToricrosoriuyna KapTHHa HOPMAJIBHOT'O KICTKOBOT'O MO3KY.

Mo -1 BinbHa Mepexa peTUKyJIIHOBUX BOJIOKOH, SIK1 YaCTO MEPETUHAIOTHCS,
0CO0JIMBO B NapaBa3aIbHUX JTUISHKAX.

MO -2 Judy3Ha Ta nripHa Mepeka peTUKYIIHOBUX BOJIOKOH 3 BEJIMKOIO KUTBKICTIO
iX IepeTHHIB Mi>K COOO0, IHKOJIM 3 KOJIArCHOBUMH BOJIOKHAMHU, SIKa
po3TamoBaHa GOKaJILHO Ta 3 MOOUHOKUMHU JIITHKAMU OCTEOCKIICPO3Y.
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M® -3 Judy3HICTH 1 LIIBHICTh BOJOKOH PETUKYIIHY 13 PO3MOBCIOIKEHUMU
HEepexXpecTIMH i3 TPyOHMH ITyYKaMH KOJareHOBUX BOJIOKOH, 1110 YacTO
CYIIPOBOJIKYETHCS 3HAYHUM OCTEOCKIIEPO30M.

[IimpHICTH BOJIOKOH MOBUHHA OI[IHIOBATHUCS B TEMOIOSTHYHUX (KOMIPKHU) JIJISTHKAX.
Haematologica Journal, website http://www.haematologica.org.

Poboua epyna esadicae, wo Kracuuna wkanra cmaoilo8aHHsA CMYNEH0 MIEN0PIOpo3y,
oonosnena Bauermeister (Bauermeister, 1971; Bain et al, 2001) maxoowc mosice 6ymu euxopucmana
qikapamu 8 Yrpaini (Ous. Tabauys 7).

Tabmuns 7
IIkana cragiroBanHs cTyneHo Mieaogioposy, nonoBHeHa Bauermeister
M® -0 BijicyTHICTh BUIUMUX PETHKYIIHOBUX BOJOKOH.
Mo -1 [HOA1 3ycTpidaroThesl OKpeMi TOHKI PETUKYJIIHOBI BOJIOKHA Ta IX BOTHHUIIA, IO
(hOpMYIOTH TIEPEXPECTSI.
M® -2 Tonka mepeka BOJOKOH (BOJOKHA PIAKO IMEPETHHAIOTHCA MK CO000) MPOTATOM

OLIBIIIOI YACTUHU Tpenapary ad0 BOTHHILEBE 30UIBIICHHS PETHKYJIIHOBHX BOJIOKOH,
SIK1 HE TOB’513aH1 3 Cy/IMHAMU Ta JOOPOSIKICHUMU JIIM(OiTHUMU BY3JTUKAMHU.

MO -3 Hudys3na, yacto rpyOOBOJIOKHUCTA, Mepeka 0e3 O3HaK KoJareHizaiii (HeraruBHa
TPUXPOMOBA IIP00a).
MO -4 Hudy3Hna rpyOOBOJIOKHHCTa Mepeka 3 JUISHKaMu KosareHizamii (TOo3UTHBHA

TPUXPOMOBa Ipoda)

Heobxiono oyinumu makooic emicm 3aniza y makpogazax, HassHicms ncesdo-kiimun I oue,
NIA3MAMUYHUX KAIMUH Ma 1iM@BOiOHUX iHGinbmpamis y cmpomi ma 6acKyiapuzayito Kicmkogoz2o
MO3Ky. Yeecb cnekmp nokasznukie nepepaxoeéanuti y mak 3eanomy ,,Cologne Bone Marrow
evaluation sheet”, wo pospobrenuini J. Thiele ma H.M. Kwasnicka. Cunonmuunuii nioxio 3
VPaxyB8aHHAM MOPQONOTUHUX | KNIHIYHUX NAPAMEMPIE CRpUsmuMe 6CMAHOBIEHHIO OCMAMOYHO20
diacno3y 6 pizHux eunaoxax Ph-necamusnux MIIH, Ha ocho6i no3umusHux kpumepiia, a He uliaxom
suKtOuUeHHs iHuux niomunie Ph-necamuenux MIIH uu peakmusenux unaokxis.

MouiekyJasipHi 10CTiAKEHHS

JAK2

VY nanienti 3 [IM® cnijy pyTHHHO NMPOBOAWTH MYTAILiHUM CKPUHIHT, OCKIIBKH MYyTallis
JAK2 V617F npucyrus npubnusno y 45-68% sunankis (Tefferi et al, 2005, 2008; Campbell et al,
2006; Barosi et al, 2007; Guglielmelli et al, 2009). Xoua BHcoke HaBaHTaxeHHsS aneao JAK2
V617F nor’s3ane 3 miaBuiieHo yactoToro Tpanchopmaiiii CIT ta ET no M® (Vannucchi et al,
2007; Passamonti et al, 2010a), kinbKicHI JOCITIPKEHHSI Hapa3i HE BBAXKAIOTHCS KOPUCHUMH IS
BU3HAuUEHHs Teparii Ay nanieHTis 3 MITH.

BCR-ABL1

HasBuicte mnepebynoBu BCR-ABL1 (mo Bka3ye Ha XpOHIUYHHHM MI€IOiqHUNA JIeHKo3)
Bukitoyae [IM®. Tomy, y pasi aTumyHuX JaHHUX, BHUSBJICHHUX INpU TpemaHoobiomncii, abo
BifcyTHOCTI MyTauiit JAK2 a6o MPL y narienra, HeoOxinHe Bu3HaueHHs nepedynosu BCR-ABL1.

Tnwi mymayii

Myrtauii MPL WS515L 6ynu Bnepuie onucani y 4/45 (9%) Bunaakis [IM® 6e3 myrarii
JAK2 V617F (Pikman et al, 2006), yacrora Oyna MiATBEpPIKCHA IHIIUMH JOCIIIKCHHIMU
(Pardanani et al, 2006; Guglielmelli et al, 2007). ITamientn 3 myramiero MPL Oyinu crapmumu 3a
BIKOM, MEPEBAXKHO KIHKH, 3 Outbll BupaxeHowo anemiero (Guglielmelli et al, 2007). Anani3 Ha
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npeaMmet mytanii exk3ony 10 MPL mosxe OyTu KOpHCHUM y BUMNaAKax BiACyTHOCTI myTarin JAK2
V617F. Myrauii 2-ro uiena onkoreHHoi poaunu TET (TET2) marote micue npubmusno y 15%
BumnaakiB [IM® Tta moB’s3aHi 31 CTapIIMM BIKOM 1 aHEMIEIO, aJie HE KOPEIIOIOTh 3 3araJIbHUM PIBHEM
BrkuBaHocTi (3B) abo pusukom neiikemiunux 3min (Tefferi et al, 2009a). Pyrunnuit ananiz TET2
HE pekoMeHayeThcs. KiliHiuHAa 3HA4YymIicTh MyTalliil B 1HIIMX reHax, Bkirodaroun IDHI1, IDH2,
ASXL1, SH2B3, IKZF1, CBL Tta NRAS He Bcranomiena. Myranii EZH2 cnocrepiratotbes
npubau3HO y 5% BUMAAKIB i MOB’s3aHi 3 moranuMu nporHozamu (Guglielmelli et al, 2011), ane
PYTHHHMI CKPHUHIHT I[LOTO BRKJIMBOTO T€HY Hapas3i He PEKOMEHIY€EThCS.

IIpote, mepedbymoBn PDGFRA ta PDGFRB crnig BukimtounTH 3a HasgsBHOCTI 3HAYHOL
eosuHo(inii, ockinbku MITH i3 nepedynosu PDGFRA/B nysxe uyTnuBsi 10 Tepamii iMaTiHiOOM.

Pexomenoayii

* CxpuHiHr Ha npeamet mytauii JAK2 V617F Mae npoBOAUTHCE y pyTUHHOMY PEXHMI Y Halli€HTIB
3 [IM®. KinbkicHi pe3yiabTaTH Uit KIIIHIYHOTO JIIKYBaHHS HE BUMAraroThCs.

* [IepeOynoBa BCR-ABL1 mae OyTu BUKIIOUEHA Yy pa3l aTUIOBUX [aHHUX, BHSBICHHX MpU
Tpemnanobiorcii abo BiacytHocti myTamit JAK2 abo MPL y narienTa.

* [Tepebynosu PDGFRA ta PDGFRB maroTs OyTH BHKITIOUEHI 32 HasBHOCTI 3HAYHOT €03MHOD L.
(CkpuHIHT Ha mpeAMeT IHIIUX MYTalii 3aMIIa€TbCcd 1HCTPYMEHTOM JOCHIJKEHHS; PYTUHHUI
CKPHHIHT HE MOK€ OyTH BHITpaBIaHUi, KPiM BUIAKIB CKJIAJHUX Y JIarHOCTYBaHHI, /1€ BUSBJICHHS
KJIOHAJILHUX aHoMaliil Morio 0 3abe3neunTu neBHy iHpopMmaiio) (PiBens qokazoBocti 2, CTymiHb
B).

Komenmap pooouoi epynu:

Bionogiono 0o kniniunux pexomenoayiti OiaeHOCMUKU [ JNIKY8AHHS 2eMAMONOIUHUX MA
OHKONI02IUHUX 3ax60proeanb Himeyvkoco moeapucmea ecemamonocii ma oukonoeii, 2014 p.,
NPOMA2OM OCMAHHIX POKI8 OVIu i0eHmuixosani yucienni xapakmepui cenemuuni abepayii: JAK?2
V617F (6ausvko y 60% eunaokie [IM®), MPL W515, (6auseko 8%), mymayii 6 exzoni 9 ceny
CALR pi3ni (6auzvko 35 % ecix eunaokie IIM® i 88 % nayienmie 6e3 mymayii JAK?2).

B Vkpaini uepez nedocmamne mamepianvno-mexHiune 3abe3nedentsi, memoo axicnoi I1JIP,
CIK8EHCY ma yumozenemuyHe 00CIi0OHCEHHS 3ACMOCOBVIOMbCI 0OMEHCEHO.

IIporuos

Jnsa npuiiHaTTs pimweHs mono Ttepamii npu [IM®, ocobauBo A BU3HAUYEHHS NOTpeOH Yy
TpaHCIUIAHTAIlll aJIoTeHHUX CcTOBOypoBHX KIITHUH (anmo-TCK) HeoOXifHa TOYHA OLIHKA MPOTHO3Y
JUIST  KOXKHOTO  TMalli€HTa iHAMBiAyanbHO. [0 HemaBHBROTO 4acy HaWOUIBII — IIHPOKO
BUKOPHCTOBYBAHOIO MPOTHOCTHYHOK CHUCTeMO0 Oyna Tak 3BaHa mikana Jlumis (Dupriez et al,
1996). 3 meroro ycyHenHs ii HemomikiB Cervantes et al (2009) ony6mikyBamu MixHapoaHy
nporHoctuyHy OanbHy cucremy (IPSS) Ha ocHoBi anamizy 1054 maumientiB. Ll cucrema oriHioe
nepiosl BIYKMBAHOCTI 3 MOMEHTY BCTAHOBJIEHHS JiarHo3y Ha OCHOBI 5 (akTOpiB pHU3HKY: BIK >65
POKiB, KOHIIEHTpamis remornobiny <100 r/m, KimekicTe meiikomutiB >25 x 10%m, kinekicTh
UPKYIo0UuX OnactiB > 1% Ta HasgBHICTP CHUCTEMHMX CHMITOMIB. Buxonsuu 3 nHasBHOCTI 0
(HM3bKUH pu3HK), 1 (cepenniit pusuk-1), 2 (cepenHiit puzuk-2) abo 3 yu OuibIlIe (BUCOKHI PU3UK)
IPOTHOCTUYHUX (paKkTOpiB, OyIu BUALICHI 4 rpynu pU3HKY 0€3 MEPEKPUTTS] KPUBUX BUKMBAHOCTI,
13 MeaiaHaMu BH>KMBAHOCTI 135, 95, 48 ta 27 micsuis, BignoBiano (qus. Tabmuis 8).

BukoprcTOBYIOUH 1Ii K 5 MPOTHOCTHYHHX 3MiHHMX, Passamonti et al (2010b) B noxasibmiomy
anantyBanu IPSS nns BuxkopucraHHs Ha Oyab-sKiil cTajil 3aXBOPIOBaHHS, PO3POOUBIIN TaK 3BaHy
Juuamiuny IPSS (DIPSS; aus. Tabmuis 8).
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Tabmumsg 8
IIporuo3Hi kpurepii
3minHa IPSS DIPSS
Bik > 65 pokiB N N
CucreMH1 CUMIITOMHA \ \
I'emorno6ia <100 r/n \ \
KinekicTs JIEHKOIUTIB >
25 X 10%/n V v
[upkymroroui 6yiactu > \ \
1%
1 6an 1 Oan
KOKHUH KO>KHUH, ajne
Hb=2

DIPSS Plus: nonarots 1 6an no I'PYIIM PU3SUKIB 3A DIPSS * (au3bkuii = 0; cepenniii 1 =1,
cepenHi 2 = 2 Ta BUCOKUH PHU3HK = 3) SKIIO:

Kinekicts TpoMGOIHMTIB <100 X 10%/1

[Torpeba y Tpancdy3ii epUTPOLHTIB

Hecnpustiusuii kapiotun +8, peoprauizanis —7/7q—,i(17q),inv(3), —5/59—, 12p—, 11923

IPSS DIPSS DIPSS Plus
I'pyna  IIpornoctnuy Meniana IIpornoctuu Meaiana IIpornoctuuy Meniana
pu3uKy Hi GakTOpH BHXKHBAHOC Hi (paKTOpM BHKMBAHOC Hi (PAKTOPH BHKHUBAHOC
(n) Ti (pOKH) (n) Ti (pOKN) (n) Ti (POKH)
Huszpkuii 0 11-3 0 He 0 15-4
JOCATHYTa
Cepenniit 1 79 1 abo 2 14-2 1 65
-1
Cepenniii 2 4-0 3abo4 4 2-3 2-9
-2
Bucoxkuit >3 2-3 5abo 6 15 >4 13

e 3BEpHITH yBary, 110 i€ TpyIa pu3muKy, a He cyma OaiB

B sxocti nomarkoBoro yrounenus, DIPSS Plus (Gangat et al, 2011) moka3ye, 1110 J101aBaHHS
me 3 caMOCTiHMX (haKTOpiB PU3UKY — 3aJIeKHOCTI BiJl MEpeauBaHb, HECIPUATINBOTO KapiOTHITY
(Bkirovaroun peoprasizamii +8, -7/79-, i(17q), inv (3), -5/59-, 12p-. 1123 Ta KOMIUIEKCHI
KapioTHIH) Ta KiTbkocTi TpomGouutis <100 x 10%1, - e 6inbine po3pi3Hie YOTUPHU TPOTHOCTHYHI
TpyId, € BIAMOBIAHI OIIHKKA MEIiaHW BHKMBAHOCTI CTaHOBIATH 185, 78, 35 ta 16 wmicsmiB
(Tabmuus IV). Xoya Oyno BCTAHOBJIEHO, IO PSJI MOJEKYJISPHUX JTAHUX HETaTHMBHO BIUIMBAE Ha
NPOTHO3, BKJIOYAlOuM HU3bKe HaBaHTakeHHs aiemro JAK2 V617F (Guglielmelli et al, 2009) Ta
mytamidauii craryc EZH2 (Guglielmelli et al, 2011), ni mapamerpu mie He OyiM BKJIIOUEHI 0
MPAKTUYHUX CHCTEM OLIHKH MPOTHO31B, OJHAK JIaHl CBIYaTh PO BUCOKY MMOBIPHICTh MalOyTHIX
YJIOCKOHAJIEHb.

Pexomenoauii

* Pimennsa oo tepanii [IM®, ocobnuBo mono nposenenns ano-TCK, MaioTh IpyHTYBaTHCh Ha
MPOTHO31 IS TarieHTa, mo Bu3HadaeThesi DIPSS Plus, Tak sik 11 cucrema BamiioBaHa st Oy/ib-
SKOi CTajii 3aXBOPIOBAHHS Ta Ja€ MOXJHMBICTh Kpallle PO3PI3HUTU TNPOTHOCTHYHY MeJliaHy
BIDKMBaHOCTI, HiX IPSS.

* B Toii wac sx IPSS, DIPSS ta DIPSS Plus ne Oynu BamigoBani mns noct-CIT M® ta moct-ET
M®, nependadaeTbes, 1O BOHM OyIyTh BHKOPHCTOBYBATHCH INMPH IHMX 3axBoproBaHHAX (PiBeHb
nokaszoBocti 2, Ctyminb B).
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Komenmap pobouoi cpynu:

Bionogiono 0o kniniunux pexomenoayiti OiaeHOCMUKU [ JNIKY8AHHS 2eMAMONOIUHUX MA
OHKOJI02TYHUX 3axeoproeans Himeyvkoco moeapucmea eemamonoeii ma oukonocii, 2014 p.,
HAUOIIbW UMOBIPHO, WO cmpamu@ikayito 3a cmyneHem pusuxy O0Jisi OYIHKU NPOSHO3) GHACTIOOK
HewjooasHo eiokpumoi mymayii 6 ceni CALR 6yoe smineno (Klampfl 7, et al., 2013; Nangalia J., et
al. 10). Crkraoacmovcs  epaoicenns, wo  mymayii CALR  obmedceni  eunaokamu
Mienonponighepamunux Heon1asill i3 He2AmusHUM pe3yIbmamom Hd HAAeHicmb  mymayii
JAK2/MPL, ockinvku ix He 80a€mMbCsi GUABUMU AHI Y NAYIEHMIB I3 20CMPOIO MIENOIOHO0 JICUKEMIET,
aMi 'y nayienmis i3 XpoHiuHOW Mienoionow netikemicto. llepwi xopenayii mymayi CALR i3
KIIHIYHUMU XAPAKMEPUCMUKAMU 8KA3VIOMb HA me, wo y xeopux Ha [IM® nayienmis i3 susasnenor
mymayicto CALR nopisnano 3 nayichmamu i3 sussnenoro mymayiecto JAK2 xinokicmo netikoyumie €
HUJICUOI0, A KINbKicmb mpomboyumie - euworo. 3azanvHa eudcusanicmv xeopux Ha [IM® i3
mymayieto CALR maxooxc 6yna cymmego kpawoio, Hidic y xeopux na IIM® i3 mymayicro JAK2
(Klampfl 7., et al., 2013).

JlikyBaHHs

Komenmap pobouoi cpynu:

Bionogiono 0o kniniunux pexomenoayiui OiaeHOCMUKU [ JNIKY8AHH 2eMAMON0IYHUX MA
OHKOJI02IYHUX 3axe8oprosansb Hiveyvbko2co mosapucmea cemamoriocii ma onkonoeii, 2014 p.:

- 0nA nayieHmie, BIOHECEHUX 00 2PYN HUZLKO20 YU CcepeOHbo20 pusuky 1, saxi He maioms
KAIHIYHUX ~ npobiem  (ckape, CHAPUYUHEHUX  CHIEHOMe2ani€lo,  KOHCIMUMYYIOHANbHUX
CUMNMOMIB I cKape, cnpudureHux mieno@ioposom (M®D)), Hacniook 8iOHOCHO NOZUMUBHO20
NPO2HO3Y — CNI0  3ACMOCO8YBAMU  CMpAmezilo  GUUIKYBANbHO20 — CNOCMEPEHCEHHS
(watch & wait) abo sanyuamu ix 00 6i0nogioHux kainiunux eunpobysans (Barbui T et al.,
2011.) (puc. 1);

- nayienmam, sKi 6iOHeCeHi 00 2pynu cepeoHb020 pus3uky 2 I UCOKO20 PU3UKY, 00 AKUX He
Modce Oymu 3acmocosana AiKy8albHA ANI0CEHHA MPAHCNIAHMAYIsE CMO8OYPOBUX KIIMUH,
CLi0 npusHauyamu npooleMHO-0PIEHMOBANY NANIAMUEHY mepanito abo 1iKyeamu 6 pamKax
BIONOBGIOHUX KNIHIUHUX 6unpobysans (puc. 1).

Cnnenomezania ma ekcmpameoyiApHUL 2eMamonoes

Y OLIbIIOCTI MAaIl€HTIB 13 CHUMITOMATHYHOIO CIIJICHOMETalll€l0 IepeBara BiJIa€TbCs
MeIMKaMEHTO3HOMY JIiKyBaHHIO. [IpoTe OAHI MOTOYHI BHAM Tepamii He 3a0e3nedyroTh CTIMKOi
BIJIMOB1/11, 0COOJMBO MIPH TSHKKIM CIIICHOMETaTI:

liopoxcukapbamio. lle HaWOLIBII IIMPOKO BUKOPUCTOBYBAHUM areHT, HE3BaXKAlOUM Ha
oOMexeH1 onmyOIiKoBaH1 J1aHl, 0 MiATBEPIKYIOTh HOr0 ePeKTUBHICTh. ¥ PaHHbOMY JOCHTIIKEHH]
nependavaBcs koediiieHT BianoBiai nmpubauszno 45% (Lofvenberg & Wahlin, 1988), xoua crtyminb
3MEHUIEHHS pO3MIpIB cele3iHKU He yTouHioBaBcs. [1oai0H1 naHi Oynu onyOJiKoBaH1 Y HEJaBHbOMY
nocrimkeHHi 3a ydactio 18 marientiB 3 MIIH ta cumnromaTtnuHoro crimeHoMeraniero (Martinez-
Trillos et al, 2010). B mimoMy, mOBHA BiAMOBiIb CIIOCTEPIra€ThCS PIAKO, 1 IS JOCATHEHHS
KIIHIYHOTO e(eKTy MOXYTh BHMaratuch ao3u Oinpmi, HiK 1,5 r/mens. Edekr, sk mpaswuio,
criocTepiraeTbes npoTsaroM 8-10 THXKHIB JIIKyBaHHsS, Xo4ya MOOIUHI peakilii, 0COOIMBO BUpakKeHA
IIUTONEHIsI, MOXKYTh CTaTH MPOOJIEMOI0 Ha (OHI 3aCTOCYBaHHS €(PEKTHUBHUX J103.
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B Iranii Oymo mpoBemeHe IOCTiKeHHS epEKTHBHOCTI MendanaHy B HU3BKHX 1o03ax (2-5
MI/Tpuui Ha THXIeHb) npu [IM®. 3apeectpoBanuii koedinieHT Bianoiai OyB moaiOHMIA 10 TOTO,
IO CIOCTEpIraBcsl y MOCIIDKCHHSIX TiApOKcHKapOamimy, BKa3aHUX BHINE (Xoda Oyia jojaHa
iHpOpMaLig po Te, 0 HOpMali3alis PO3MIpiB CeNe31HKU aocsranach juiie y 4-5% maiieHTiB i3
TSOKKOIO cruteHomeraiiero (> 15 cm; Petti et al, 2002). Kpim Toro, migBHILICHHS PiBHIB BUKHBAHOCTI
cepeJ1 MaIlienTiB, 110 MaM BiJIOBIIb HA JTIKYBaHH:, BiJ3HAaYeHE HE OYII0.

bycynvghan Takox Moxke MaTu KIiHIYHY KopucTh (Manoharan & Pitney, 1984; Chang &
Gross, 1988), anme wienocympecis 1 TABUIICHUNA PU3WK BUHUKHEHHS TOCTPOTO JICHKO3y €
NOTEHI[IHHUMU HECIIPUATIMBUMU (PaKTOPAMHU.

Imynomooynioroui 3acobu. IMyHOMOAYIIOIOYI TpenapaTH OIIHIOBAIMCh B XOMAI JIEKIJIBKOX
HEBEJIMKUX JIOCIIDKeHb. Hanpukian, Tamiaomia B HU3bKUX J03ax (50 Mr/m) y moeaHaHH1 3 103010
MPEIHI30JI0HY, IO TOCTYIOBO 3HMXKYBallach, 3a0e3Me4rB 3aralibHUi KoedimieHT BigmoBimi 33%
(Mesa et al, 2003), xoua gaHi 11010 MOAAIBIIOr0 KOHTPOJIO MOKa3aH, o Juiie y 8% MaIlieHTiB
Oyyo Big3HaueHe KIiHIYHE MOKpaiieHHs moao creHomeranii (Thapaliya et al, 2011), mo
BU3HAYAJIOCh 33 JOMOMOro Oinbin cyBopux kputepiiB IWG-MRT (Tefferi et al, 2006a). Takox
Oyrna 3apeecTpoBaHa BIAMOBIIb MO BigHOMIEHHIO 10 aHeMii (22%) 1 TpombonuroneHii (50%).
Jlenanimomin 3a0e3meuyBaB KoediuieHT BigmoBiai 33% y OOCHIIDKEHHI 3a YYacTO JAESIKUX
NAIl€HTIB, B IKKX TONEPEIHs Teparis Tajigomigom Oyina nesaanoro (Tefferi et al, 2006Db).

Komenmap pooouoi epynu:

Bionosiono oo wniniunux pexomenoayii ESMO wooo odiacnocmysanns, nikysanns ma
cnocmepedicennss Ph-necamuenux mienonponigpepamusnux neonnasiu, 2015p., Jlenanioomio y
MOHOpedcuMi € npenapamom subopy npu nikyeanui nayienmis iz M@ i3 5q deneyicro.

B kniniunux pexomenoayisx oiacnocmuku i NIKY8AHHS 2eMamMONI02IUHUX MA OHKOLO2IYHUX
3axeoprosanv Himeyvkoco mosapucmea cemamonocii ma onxonoeii, 2014 p. nasedena max 36ana
"cxema Maiio", sixa nepedbauac nacmynme 003y8anHA: manioomio 50 me/006y + npeonizonon
0,5 me/xke macu mina (1-u micayw);, npeonizonon 0,2 me/ke macu mina (2-ii micsayv), npeoHi3010H
0,125 me/xe macu mina (3-ui micays).

- Poboua epyna esadxcae 3a 0oyinvbHe maKoiC 8UKOPUCMOBYEAMU HACMYNHY CXeMYy HU3bKUX

003 manioomioy 3 npeoHizononom — manioomio 50 me/0oba 3 npeonizononom 15-30 me/0oba

abo 1 me/xke npomseom 2 mMudiCHI8 i3 NOCHIOVIOYUM HOCMYNOBUM 3HUNCEHHAM 003U 00

MIHIMANbHOI, 3a K0T 6y0e 30epicamucs 8i0N06i0b Ha Mepaniio

Tpoxu euwyy uacmomy nO3UMUBHUX GIONOBIOeU 6 HABeOeHill 2pyni XE0pux 3a Ainuoi
neperocumocmi  00CA2a0OMb  NpU  3ACMOCY8AHHI  Npenapamié  HACMYNHO20 NOKONIHHA — —
nenanioomioy (Tefferi A. et al., 2006) i nomanioomioy (Tefferi A. et al., 2008).

Ha momenm niocomosku macmanosu nikapcoki 3acobu nomanioomio ma J1eHanioomio 8
Ykpaini ne sapeccmposani.

Inmepgepon-anvepa. 1 crangapTHi, 1 NErWiIbOBaHi mpemnapatu iHTepdepoHy-aibha MaroTh
HE3HAYHUH BIUIMB MO0 3MEHIICHHS CIUIEHOMETajlii, TOMy iX 3aCTOCYBaHHs HE PEKOMEHIYETHCS
(Tefferi et al, 2001a; Jabbour et al, 2007; lanotto et al, 2009). IIpore, BOHU BiAirparOTh NEBHY POJIb
y SIKOCT1 MI€JIOCYIIPECUBHUX 3aC001B (MB. po3/ia «MieToCylIpecuBHA TEpaIis).

Knaopu6in. Byno BcTaHOBJEHO, IO L€l aHaIOr MypUHY, IO paHille Ha3WBaBCS 2-
XJIOPJICOKC1a/IEHO3UH, 3MEHIIYE KIIHIYHO JOCTOBIPHY Te€MaToOMeraiilo Ta TPOMOOIMTO3 Iicis
cruieHekToMii y 56% T1a 50% mnaiieHTiB, BiAMOBIIHO, X04Ya MIENOCYNPECis € ICTOTHUM MOOIYHUM
edexrom. [Ipemapar, mo Moke BBOAUTHUCH 10 4 MIOMICIYHUX IHMKIIB, 4acTO 3a0e3medyBaB CTIHKY
BIIMOBI/Ib, IO TPHBAJIA B CEPEAHBOMY 10 6 MicswiB micis npunuaeHHs teparrii (Faoro et al, 2005).
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Ineioimopu JAK. Tarioitopm JAK MOXyTh OyTH KOPUCHHUMH TIPU JIIKYBaHHI CIZIEHOMETail
(muB. posmin «HoBi Bumu Tepamii»). lle enuni Buad JiKyBaHHS, IO OILIHIOBAINCH B KOHTEKCTI
PaHIOMI30BaHUX KIIIHIYHUX JIOCTIKEHb.

Pexomenoayii wjooo meouxamenmo3zno2o 1iky8aHHs CnieHOMe2ail
Ilepwa ninis:

* ['igpokcukapOamin (3a BiICYyTHOCTI IIUTOMEHI).

 Tamigomia Ta MpeAHI30JI0H (32 HASIBHOCTI ITUTOIICHI)

— PpO3IISHYTH MOXJIUBICTh 3aCTOCYBaHHS JeHadiaoMmimy (y pasi aHemii 1 NpH KUIBKOCTI
Tpom6GormTie >100 x 10%1).

Jpyea ninis:
. Cri po3rIIIHYTH MOXIIMBICTH 3acTOoCyBaHHs 1HTIOITOpiB JAK — a0 B paMkax KIIiHIYHOTO

JOCTiKEeHHS, 00 3a JOMOMOT00 IMPOTOKOJIIB HocTyny narieHTa. i 3acoou Oynu cxBaneni B CILITA
B SKOCTI Tepalrii Mepuioi JHii, 0 € JOMUIBHUM IIicis 3arBep/pkeHHs. (PiBeHb mokasoBocti 1,
Crymins A).

Xipypeiune niKkyeauHs

CruteHeKTOMisl TaBHO BUKOPHCTOBYETHCS IS JIiIKyBaHHS Mienodiopo3sy (Barosi et al, 1993;
Tefferi et al, 2000). CruieHekToMiss HE TIOBMHHA PO3IJSIATHCH SK CTaHIAPTHUI BHJ TEpalrlii.
[Tpouenypa mae 0OMEXyBaTUCh PETENBHO MiAIOpaHUMH TAallieHTaMu 3 pedpakTepHUM T'eMOITi30M,
CUMITOMATUYHOI CIUICHOMETANIE€I0, OOIMMPHUM 1H(APKTOM CENIE31HKH, TSDKKOK TOPTATBEHOIO
TiIepTeH3i€l0 Ta TSHKKUMHU TiNepKaTaOONIYHUMHU CHMITOMAaMU. SIKIIO BBaXKA€THCS, IO MAIEHTY
Mae OyTH TpOBEJEHA CINICHEKTOMIsl, HEOOXIHO MPOBECTH BCEOCSDKHY JOOIEPALiiHy OLIHKY IS
BU3HAUEHHS MPUUHATHOCTI PU3UKIB JJISl CEPIIEBO-CYAMHHOI CUCTEMH, MEYIHKU, HUPOK, META00III3MY
Ta remocrtady. HaBiTh 3a HalKpaluX YMOB IIOKa3HUKH MIiCISONEpalliiHuX YCKJIAIHEHb Ta
CMEPTHOCTI TpPHU CIUIEHEKTOMil CTaHOBJATh mpuOau3Ho 31% ta 9%, Bimnosiguo (Tefferi et al,
2000). JlamapockoriyHa CIUIEHEKTOMIsl He pekoMeHoBaHa ipu [IM®, 3Baxaroun Ha yCKJIaJHEHHS Y
dopmi kposoteui (Feldman et al, 2008). Em0Oomizartisi cene3iHkoBOi apTepii mepeadavae meBHUMN
PH3UK, 1 JOKa31B Ha NIATPUMKY ii BUKOPUCTAaHHS HEMAE.

[TamienTam 3 MOPTANBbHOIO TIMEPTEH31€I0 1 KPOBOTEUECIO 13 BAPUKO3HO PO3IIMPEHUX CYAMH
MaroTh OyTH MPOBEJIEH] JOCIHIKEHHSI KpOBOOOITY y IMHAMIII MiJ Yac omneparlii, Tak K NopTajbHa
rinepreHsis, 00yMOBIIeHa CIUICHOMETAIE€I0, 3MEHIIYEThCS i/ JI€I0 CINIEHEKTOMIil, Ha BIIMIHY BiJ
BUITAJIKIB, MO0 € BTOPMHHHMH [0 BIJHOIICHHIO JO TE€YIHKOBOI OOCTpYKIIii, SIKI BHUMAararoTh
MOPTOCUCTEMHOTO IIYHTYBaHHS. TpaHCSApEeMHUN BHYTPIIIHHONEYIHKOBUN MOPTOCUCTEMHHUI IIYHT
(TIPS) w™moxe BBaxaTHcsi OOIPYHTOBAaHMM BapiaHTOM JIIKYBaHHS BHYTPIIIHBOIEYIHKOBOT
OOCTpYKIIil, BUXOISIYH 3 PEe3y/IbTATIB KUIBKOX 3BiTiB Mpo KIiHIYHI Bumaaku (Angermayr et al, 2002;
Wiest et al, 2004; Alvarez-Larran et al, 2005; Doki et al, 2007).

[TewinkoBUI eKcTpaMenyIsIpHUN TeMoIoe3, M0 MPU3BOJUTH IO IIBUIKOTO 301TbIICHHS
PO3MIpiB TMEUIHKH, € HE3BUYAWHUM, aje I00pe BIAOMHUM YCKIAQTHECHHSIM. byl 3ag0KyMeHTOBaHI
HECIIO/IiIBAHO BUCOKI TeMITH Jieliko3HuX TpaHchopmartiit (Lopez-Guillermo et al, 1991; Barosi et al,
1998); ocranHi AaHHI, K BBaXKarOTh, IOB'A3aH1 3 BIJOOPOM MAallI€HTIB, a HE CIIPaBXHIMHU 3MIHaMU
Oiomorii 3aXBOPIOBaHHS, OCKIJIbKA HEMAe€ IiJICTAaB BBAXKATH, 10 O10JI0Tis 3aXBOPIOBaHHS, MOB'I3aHa
3 TIATOJIOTIEI0 KIJIOHAJBHUX CTOBOYPOBUX KIIITHH, MOXK€ 3MIHUTHUCHh BHACTIZOK CIIEHEKTOMIi.
BaximBo BiA3HAUUTH, 1I0 3HAYHUNA TMIiCISOMEpalifHUi TpPOMOOIMTO3 CHOCTEpIraeThCs Y
npubsm3no 20% marieHTiB 1 BKa3ye Ha IMiJBHINEHY HeOe3neky TpomboytBopeHHs (Barosi et al,
1993). 3 i€l npuUMHU PEKOMEHIYETHCSI HOPMaJi30BYBAaTH KIIbKICTh TPOMOOLMTIB J0 Ta MicIs
cruieHekToMii. KpiM TOoro, Mo’kHa poO3IJISSHYTH MOXJIMBICTH 3aCTOCYBaHHS KJIAApUOIHY B SIKOCTI
najiaTUBy Uil TAaLi€HTIB 3 Miejonponidepaiiero Mmicas CIUIEHEKTOMil, IO He MiANaeTbes
JiKyBaHHIO Tigpokcukapbaminom (Faoro et al, 2005).
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Pexomenoauii wiooo cnienexmomii

llokazanns
* CuMnTomMaTH4Ha CIUIEHOMETatis, CTikKa 10 METUKaMEHTO3HOTO JIIKYBaHHS.
* AHeMis, CTiiiKa 10 MEIUKaMEHTO3HOTO JIIKyBaHHS.
e CuMnToMaTMyHa TOpTajibHA TiMepTeH3is (Hampukiaa, acuuT, KpPOBOTeYa 3  BapHKO3HO
PO3IIMPEHUX CY/IHH).
* Baxkki kara®omiuHi CHMOTOMH, BKJITtoUaroun kaxekcito (PiBens gokazoBocti 2, Ctymins C).

Komenmap pooouoi cpynu:

Bionosiono 0o xnimiunux pexomenoayiu OiaeHOCMUKU [ JIKYBAHHA 2eMAMON02IYHUX md
OHKONO2IYHUX 3axeoptosanb Himeyvkoeco mosapucmea cemamonocii ma owukonoeii, 2014 p.,
Hakonuuenutl 00csio Kainiku Matio: uacmoma nepionepayiiiHux 1emaibHuxX UNAOKie cnieHeKmomii
cmanosuna 7% (nepionepayiini kpoeomeui, inghexyii i mpombo3u), a nepionepayiina
saxeoprosanicme — 30 %. Icnyeana cymmesa 3anedcHicms MidC SUHUKHEHHIM Nepionepayitino2o
mpom6o3y i nicigonepayitino2o mpomooyumosy. Yepes pixk y 76 % nayienmis 6yno niomeeposiceHo
NALiAMUeHy KOPUCMb CHIEHEeKMOMIL, MoOmMo NOAINUWEHHS 302AIbHO20 CAMONOYYMMSL i 8i0CYMHICMb
ckape na 3oinvweny cenesinky (Mesa RA et al., 2006).

- 0Obo8'a3x06umu nepedonepamueHuUM 8MPYYAHHAM 3 NPUBOOY CHIEHEeKMOMIi € Npo8eoeHH s
2ICMONI02IUHO20 OOCNIONCEHHST KICMKOB020 MO3KY O/ OYIHKU 3ANTUUKOBO20 2eManoesy, d
MAKoAHC YUMopeoyKmusHoi mepanii npu mpomooyumosi.

- Axwo 2emonoes 8i00ysacmuvcs auuie 6 cene3inyi, CnieHeKmoMis npoOmunoKa3ana.

Ilepionepamuesne nikysanms

 OuiHKa CTaHy ceplis, NeYiHKU, HUPOK Ta OOMIHY PEUOBHH.

» KopuryBanus koarynonarii.

* PerenbHuil KOHTPOJIB KIJILKOCTI TPOMOOIIUTIB /10 Ta MICHS CINIEHEKTOMII.

* JlanapockomivyHa CIUIEHEKTOMisl He PeKOMEHYEThCSI.

» EmOomizaiiist cene3iHKoBOi apTepii He peKOMEHIYEThCSI.

* Hanexxna BakmmHalliss Ta JOBTOCTPOKOBE 3acToCyBaHHs meHimiiHy (PiBeHb mokazoBocTi 2,
Crymins C).

Mienonponigpepayin nicis cnienekmomii

e [futopenyktuBHa Tepamis (TiApokcukapbamin). VY JedKMX Mall€HTIB MOXKHa pO3IJISHYTU
MOJKJIMBICTh 3aCTOCYBaHHS Kiaapubiny (PiBens nokazosocti 2, Crymins C).

IIpomenesa mepania

IIpomeneBa Tepamisi € BaXKJIMBOIO AIbTEPHATHUBOIO CIUIGHEKTOMIi Yy TAlli€HTIB 3
CHMIITOMATHYHOIO CTIIEHOMETAII€I0 Ta JOCTATHROIO KilbKicTIO TpoMOonuTis (>50 x 10%1), y axux
orepallis He BBaXaeTbCcsl HeoOXimHoro. IIpoTe, xo4ya y OULIBLIOCTI BHIAJKIB CHOCTEPIraeThbes
MOJIETIIEHHS] CUMITOMIB 13 HE3HAaYHUM a00 MMOMIPHUM 3MEHILIEHHSIM PO3MIpIB CeNe31HKH, BiNOBIb
€ JHIIE KOPOTKOCTPOKOBOK. Y JOCBiAl KiiHIKM Maiio cepennio 1103y ompomiHeHHst 277 cl'p
PO3AUTMIIM B CepenHboMy Ha 7 - 5 (Qpakmiif. 3MEHIIeHHs] PO3MIpIB CENIe31HKH BiJI3HAYAIOCH Y
OLIBIIOCT] BUIAIKIB 1 TPUBAJIO B CEPEIHBOMY MPOTATOM 6 MicsALIB, X04a y 44% BUHHMKAaJa LIUTONEHIs
(nmeranpHa y 13% Bunaakis (Elliot et al, 1998). Meniana BHXKMBAaHOCTI ITICIIST OIPOMIHEHHS CTAHOBHIIA
22 wmicsani. B momanpmioMy DocHipKeHHI 3acTOCOBYBalu B cepeanboMy 980 cl'p, mpu 1mpomy
KoedimieHT BianmoBiai craHoBUB 59%, a #ioro cepemus tpuBaiicts - 10 micsamiB (Bouabdallah et al,
2000).

Kpim Toro, B OmmcCi KIIHIYHOTO BUMAIKY MMOBIIOMIISIOCH, IO TMEPIOUYHE ONMPOMIHEHHS B
HU3BKUX M03ax, Hampukmana, 100 cI'p xoxni 1-3 micsii, Moxe OyTH AOUITBHUM MIAXOIOM IS
KOHTPOJIFO CHMITTOMIB remaroMeraitii micis cruieHekTomii (Riesterer et al, 2008). OnrumanbsHa 103a
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1 rpadik OMPOMIHIOBaHHS HE BHU3HAYAIWCH, MPOTE, CIIJ MPOSBIATH OOCPEKHICTh Yy MAIlI€HTIB 3
[UTOIICHIE€I0 Ta/ab0 TAIliEHTIB, SKUM TPOBOJMIOCH AKTHUBHE TIONMEPENHE JIKYBaHHA. Y IHX
BUMAJIKAX PEKOMEHIYEThCS TOYMHATH 3 HU3bKOI 103U (<50 clp) oamH pa3 Ha TWXKIEHb, i3
NPOBEICHHSAM aHali3y KpPOBi JBi4i HA THXIEHb, OCKUIBKH 1HJHMBiAyaJbHa YyTIMBICTH € 3MIHHOIO i
HE MOXke OyTH mependadycHa.

[IpoBeeHHST ONPOMIHEHHS CENE31HKH HE BUKIIIOYA€ MOXKIMBOCTI MMOJABIIOI CINIEHEKTOMII.
[Ipote, icCHY€e MPUITYIIEHHS, IO KIJTBKICTh JETAIBHUX BUIAAKIB IIPH TAKOMY PEXKHMI 301UIBIIYETHCS,
X0ua 1€l BUCHOBOK 3pOOJICHUI Ha MIPHUKIIA/II JIUIIIE JEB'ATH MAIIEHTIB y JOCIIHKeHHI Maifo, 3 SKuX
y 1/3 BuHMKIA TiclsonepaiiiiiHa BHYTPIIIHbOYEPEBHA KPOBOTEUA, IO BHMAarajga XipypriaHoro
BTPYYaHHS, 3 OJIHUM JIeTaJbHUM Buniagkom. LlIBunka BTpaTa BiMOBil, a TAKOXK PiBEHb CMEPTHOCTI
MiJ 4ac ONEPAaTHMBHUX BTPydYaHb Y IMAIEHTIB, MO MOTPEOYIOTh IMOJANBIINOI CIUICHEKTOMIl, Ja€
MiJICTABM BBAXKaTH, IO TPOMEHEBA TEpallisi HE MOBUHHA PO3TIISIATHCS B SIKOCTI albTepHATHBU
CIUICHEKTOMIi y KaHAMJATiB Ha OlNEpaTHUBHE JiKyBaHHs. [IOBTOpHE ONMpPOMIHEHHS, SIK IMPABHIIO,
MOJKJTBE 332 YMOBH, IIIO IPH I[LbOMY HE MTEPEBUIYIOTHCS MAKCUMAIBHO JOITyCTUMI JTO3H.

OnpoMiHEHHST B HHU3BKHX J103aX 3QJIMIIAETHCS TEPEBAXKHUM METOIOM JIIKYBaHHS
excTpamenyisipaoro remaronoesy (EMI) iHmmx sokamizaiiii, BKIIOYaI0UM OYEPEBUHY 1 TUIEBPY 3
MOJANTBIIMM aCIIMTOM i IJIeBpalbHUM BuoToM, BiamoigHo (Leinweber et al, 1991; Kupferschmid et
al, 1993; Bartlett et al, 1995). 3oBHimHs MpoMeHeBa Teparlis TaKoX e()EeKTUBHA MpPU 3aTyd4CHHI
KUTTEBO BAXKIIMBUX OPraHiB, BKJIIOYAIOUYM JIETCHb, ICHTPAIbHY HEPBOBY cucTeMy i medinky (Price
& Bell, 1985; Landolfi et al, 1988; Tefferi et al, 2001b; Steensma et al, 2002). HenaBuo Oyio
BCTAaHOBJICHO, 1[0 OTIPOMIHEHHSI B HM3bKHX J103aX € €(EKTUBHUM NPU BUPAKEHUX OOJSIX y KiHI[IBKAX
(Neben-Wittich et al, 2010). IT'stp nmamientiB orpumyBanu 103-60 cI'p y dopmi oaniei dpaxiii. Y
TPHOX BUMAJAKaX Ol1b MUHYB MOBHICTIO, & B OTHOMY — YaCTKOBO; MOBIJIOMJIEHb MPO MOO14HI edeKTn
He OyJ10.

Pexomenoayii
[TpomMeHneBa Tepartist pPeKOMEHTYEThCS

s [larjieHTaM 3 CHMOTOMATUYHOIO CIUICHOMETali€lo, 13 JIOCTaTHIM 4YHMCIOM TPOMOOIUTIB
>50x10%1), sKi He BBAXKAIOTHCA KAHAMAATAMH IS XipypridyHoro BTpydaHHs. Ilicns mikyBaHHS
MOYe 3HaJOOUTHCH TpaHC]Y3isd TPOMOOIIMTIB.

* EMI 13 3a/1y4eHHAM XKUTTEBO BAaXKJIMBUX OPIaHIB.

» CunbHu# 61116 y KicTkax (PiBeHb qokazoBocti 2, Ctynins C).

JlikyBanHs aHemil
Ilepenusanns kpogi

Sk 1 y OUTBIIOCTI KIIHIYHMX BHUMAJKIB, €(pEKTHBHICTh NepeinuBaHHs KpoBi mpu [IM® ne
JIOBEJIeHa; KpIM TOro, Horo e(heKTUBHICTh HE OIIHIOBAlACh B X0/l PaH/IOMI30BaHUX BUIIPOOYBaHb.
TuMm He MeHII, NepeNuBaHHsS KpOBI € CTaHJApPTHUM BUAOM Tepamii Juid MaIli€HTiB 3 LUMHU
CUMIITOMAaMH 1 Ma€ OI[IHIOBATHCH B 1HIUBITyAIbHOMY TOPSJIKY.

PerynsipHi nepenuBaHHS B KIHIIEBOMY MiJCYMKY MOXYTh HPU3BECTH 1O NEepeHACHUYECHHS
3aJ1130M, X04a JIOMOKU HE BCTAHOBJIEHO, Y NMPU3BOAUTH 11€ JO TOKCUYHOCTI 1 YIIKO/XKEHHS OpTraHiB-
mimeHe. JliicHO, BIUTMB rinepdeppuTuHeMii Ha BIKUBaHICTh y namieHTiB 3 [IM® He BusBieHui
(Tefferi et al, 2009b). BixmosigHo, XeaaroTeparis 3a3BUYail HE PeKOMEHAYEThCs. Lle Moke OyTH
BUIPABIAHO JUISl TAIUEHTIB, SKUM IPOBOAMUTHCS AJOT€HHA TpaHCIUIAHTalisd. Y TaKUX CUTYaIlisxX
criocTepiraBcsi Kpauuii piBHS BHKMBAHOCTI y MAIl€HTIB, SIKUM repenuBain <20 103 epUTpPOLMTIB
(muB. po3nin "PexoMeHanii moa0 TpaHCIIaHTaLil").

Pexomenoayii wooo neperusanus

* [lepenBaHHs €PUTPOIIUTIB PEKOMEHAYETHCA s narieHTiB 3 [IM® 3 cuMOTOMaTHYHOIO aHEMIEIO



21

(PiBenp nokazomocti 2, Ctyminb B).
 Xenarorepariis, sIK MpaBuiio, He pekomenayerbes npu [IM® (PiBens nokazoocrti 2, Ctymine B).
Epumponoemun

EdextuBHicts pexomOinantHoro eputponoetnny moauHu (pEIIO) oOmexena, B
OCHOBHOMY, MIATPYIIOI0 TMAII€HTIB 3 HEHAJICKHO HU3BKUMH piBHSAMH eHnorenHoro EITO na doni
BiJTHOCHO TIOMipHO1 aHeMii.

Hocein Bukopuctanus pEIIO npu [IM® 3araigom oOMexeHUH HEBEITUKUMU J0CI1HKECHHAMA
cepii BUIAJKIB, IHTEpHpETallisl SKHX YCKJIaIHIOBAIACh HEPIBHOMIPHUMM KPHUTEPIsIMH BiINOBIII,
pizHIME pexkumamu 103yBaHHs pEITO, a TakoX psiioM CymyTHIX METO/IIB JIiKyBaHHSI.

[Tin gac amamizy 20 marmientiB 3 anemicro Ta M®, mo orpumyBanu JyikyBanHs pEIIO,
BIJIMOBiAb criocTepiranachk y 45% Bumnazakis, mpote OyB 10BrocTpokoBuM TuUIbkH y 20% (Cervantes
et al, 2004); BiamoBime Ha pEIIO wacrtimie Big3Hadanach y MAI[iEHTIB, 10 HE 3aJICKaad Bix
NepeTUBaHHs, 13 BUIIUM BUXIJTHUM piBHEM reMorio0iny. 3BeleHui aHami3 i€l cepii 3a yyactio 20
NAIi€HTIB Y MOPiBHAHHI 3 31, 110 omumcaHi y jJiteparypi, MoKa3aB 3arajJbHUNA KOoe(ilieHT BigmOBiIi
Ha 3actocyBaHHa PEIIO 55% [31% mnoBHa Bignosinp (IIB)], cepemus TpuBamicth - 12 MicsuiB
(Cervantes et al, 2004). BararodakrtopHuii aHaji3 MOKa3aB, 10 HECHAICKHO HHU3bKHHA BUXIIHUN
piBerb cupoBatkoBoro EITO (<125 on./m) O6yB mos's3anuii 31 cripusitiauBoro Biamosinao Ha pEIIO.
HaiiOinemr wacroro mouatkoBoro 10300 pEIIO € 10000 oxuwHMmb Tpu pa3w Ha TIDKACHB; Il
MOJIBOIOBAIIY uepe3 1-2 MicAlll y BUNIaJIKax, KOJIM paHHS BIAMOBIIb HE CIIOCTEPIraaach.

Omny0nikoBaHMIA JTOCBiJl 3aCTOCYBaHHS NApOETOETHHY - TiMEPrIiKO3UIHOBAHOTO MOXiTHOTO
€pUTPONOETHHY, SIKUIl MOXHA BBOAMTHU pijlle, 0OMEXYETbCS OJHUM JOCIHIKEHHAM cepii BUIaJKIB
(Cervantes et al, 2006a). 20 marienTiB 3 aHeMiero Ta M® oTpuMyBanu 1apOEMOCTHH y MOYATKOBIH
THKHEBIN 11031 150 Mk, gky 30imbiyBanu 10 300 MKr yepe3 4-8 THXKHIB IIPU BIICYTHOCTI paHHBOI
BianoBiail. Biamosiae Bim3nauanace y 40% BumankiB (30% IIB), 3 mux y 5 Bumagkax BoHa
30epiramach a0 S5 MicsAuiB. Binnmosine Ha napOenoeTHH crocTepirajgach y Malli€HTIB, SKUM
IIPOBOAMIIOCH T4 HE IPOBOAMIIOCH NEPETUBAHHS KPOBI, ajieé TUIbKH Y TUX, B SIKUX BUXIJHUN PIBEHb
EIIO cranoBuB <125 on/m.

Pexomenoayii wooo epumponoemumy

* ¥V namieHTiB 3 aHeMmieto Ta M® MoOXKHAa pO3MISHYTH MOXJIMBICTH TPOBEAEHHS Teparii
PEKOMOIHAHTHUM €PUTPOIIOETUHOM, SIKIO iX PIBEHb EPUTPONOETUHY € HEHAJIEKHO HU3bKUM (<125
o//1). BiamoBiap € Oiabll IMOBIPHOIO Yy TNAali€HTIB 3 BIAHOCHO MoMipHOIO aHemiero (PiBeHb
JIOKa30BOCTI 2, CTYMIHb B).

* 3actocyBanHs pEIIO cnin nounnaru 3 1o3u 10 000 oguHMLb TpUYl HA THXKIEHB (apOenoeTHHY -
150 MKr Ha THXAEHb), 3 11 30uIbeHHIM 10 20 000 oguHUIL TpUUl HA TUXACHb (AapOemnoeTHHy -
300 MKr Ha THXXIEHb) uepe3 1-2 MicsAll NpH BIICYTHOCTI paHHBOI BiAmoBimi. JIiKyBaHHS ciix
NPUMMHUATHU Yepe3 3—4 Micsl, SIKIIO peakilisi Ha HbOro He Big3HayaeTbes (PiBeHb J0Ka30BOCTI 2,
CTymiHb B).

Komenmap pobouoi zpynu:

Bionosiono 0o xniniunux pexomenoayii ESMO woodo odiacnocmysanns, nikysanwns ma
cnocmepedicennss Ph-necamuenux mienonponigpepamusnux neonnaszii, 2015 p., nixyeanns anemii
3azeuuail  HeoOXiono poszenawymu npu  pisui  2cemoenooiny <100 oln, ane epaxosyromvcs
iHOUBIOyanvHi hakmopu, maxi AK 6iK ma Cynymui 3axeopiosanHs. Menwi yacme 0ocseHeHHSA
8i0N06i0i cnocmepieacmvcs y 6UNAOKY 3HAYHOI CNleHOMe2aNii ma mpauc@y3iuHoi 3a1edCHOCH.
JIikyeanus pexomeHOYeEmMbCsi NPUnUHUMU, SKWO He 00y10 00csieHymo 6i0nosioi npomszom 3
Micayis.
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11i0 dieto epumponoemuny modxnce 8i00y8amucs NOMimHe NPocPecyB8ants CNIeHOMe2alil, K
3A3HAYEHO V KIIHIYHUX PEeKOMEHOAyisx OiaeHOCMUKU [ JIKYBAHHS 2eMAmMOIOCIYHUX —Mmda
OHKONI02IUHUX 3axeoptosans Hiveybkoeco mosapucmea cemamonocii ma onkonozii, 2014 p.

Amnopoeenu

BrumiB anznporeHiB Ha epuTporioe3 OyB BCTAHOBJICHHUM OUIBII HIXK MIBCTOITTS TOMY; 1151 TeMa
peryssipao neperssimaetees (Shahani et al, 2009). JlocmimkyBaBesi psii aHAPOTEHIB, BKIIOYAIOUH
HauaposoH (Gardner & Besa, 1977; Besa et al, 1982), rectocrepon (Silver et al, 1964; Gardner &
Besa, 1977; Besa et al, 1982), ¢mookcimectepon (Gardner & Besa, 1977; Brubaker et al, 1982),
okcimerasion (Alexanian et al, 1972; Gardner & Besa, 1977; Hast et al, 1978), erioxonaHnoaoH
(Gardner & Besa, 1977) i nanason (Levy et al, 1996; Cervantes et al, 2000, 2005). Koeimientu
BIJIMOBI/I1, IO CITOCTEPIrajauch IpH Tepamii aHAporeHamu, Oyiu pisHUMH, Haidactime Big 30% o
60%. LlikaBo Big3HAUMTH, IO HEe(PEKTHBHICTH OJHOTO AHJPOTEHY NpU aHeMil He 00OB'SI3KOBO
MPOrHO3Ye BiAMOBiAb Ha iHmui (Gardner & Besa, 1977).

JlaHa30JI, CUHTETUYHUIN TIOCIA0JICHUI aHIPOTEH, BCE YaCTillle BUKOPUCTOBYETHCS TIPU
Mienohiopo3i. byso BcTaHOBIICHO, IO IICH areHT 3a0e3Mnevye J0aTKOBI €PEKTH Yy PsAy MAIli€HTIB,
TaKi sIK 3MEHIIEHHS po3Mipy cenesinku, (Levy et al, 1996) Ta 3minu B 6ik HOpMaJTi3allii KiJTbKOCTi
tpomboruti (Cervantes et al, 2000). B oHoBieHomy nocipkenHi, npoeaeHomy Cervantes et al
(2005), marienTaM CroOYaTKy BBOJMJIHM JaHA30J Y 1031, 3aJeKHO Big Macu Tina: 600 mr Ha 100y
narieHTam 3 mMacoro Tina 10 80 kr ta 800 mMr Ha mo0y mamieHTam 3 Macoro Tiyia >80 kr. Lo mo3y
3aJUIIATN MPOTATOM MIHIMYM 6 MiCSIIiB, IEPII HIXK OI[IHUTH BiqnoBiab. [laiieHTu, B IKUX peakilis
Oyna CpHUATIMBOIO, TPOJOBKYBAIM OTPUMYBATH JaHA30J y 3MeHIIeHii 1031 - 400 mMr Ha 100y -
OPOTATOM Ie 6 MicsIiB, a MOTIM ii TUTPYBalIM A0 MiHIMaiabHOI, HEOOXIAHOI VIS MiIATPUMKHU
BignoBiai (200 mr Ha 100y ).

Xoua noOiuHl edekTH BiJl 3aCTOCYBaHHS AHJIPOTEHIB € JOOpe BIJOMUMH Ta BKIIIOYAIOTh
3aTPUMKY pIIUHU, 30UIbLICHHS J1101710, aHOMaJIbH1 TOKa3HUKU aHani3iB QyHkuii nedinku (ADII) 1
NYXJMHU ME€YiHKH, TUTBKK Y ABOX BHUIMAJKax y AOCHiKeHHi, mpoBeneHomy Cervantes et al (2005),
JIKYBaHHS NMPUIUHWIN 4Yepe3 TOKCUYHICTh (OJMH BHIIAQJOK XOJECTATUYHOrO TeMaTUTy 1 OAUH -
aJICHOKapIIMHOMHE TepeMiXypoBoi 3aimo3n). Ha ocHoBi mux croctepexxenb Cervantes et al (2005)
pexomenayBaiu MoOHITOpUHT A®II y BciX Mali€eHTIB, L0 OTPUMYIOTHh JaHa30J, MPUHANMHI
IIOMICSIYHO Ha MOYaTKy Teparii, a Takok Y3Jl mediHKu Ha MpeaMeT 3J10SKICHUX MyXJIMH KOXHi 6-
12 wmicamiB. BoHM TakoX PEKOMEHAYIOTh MPOBOJAUTH YOJIOBIKAM CKPUHIHT Ha TMPEIMET PaKy
IPOCTATH JI0 OYATKy Tepamii 1 i yac JiKyBaHHS.

Pexomenoayii wjooo anopoeennoi mepanii

e Cmig pO3IISHYTH MOXKIIMBICTh 3aCTOCYBaHHSI JIaHA30Jy JJsl TOKPAIIeHHS KOHIEHTpaIlii
reMoryio0iHy y maIri€eHTiB 3 MienodiOpo3oM Ta aHeMi€ro, 3alie)KHOIO Bij mepenuBaHb (PiBeHb
nokasoBocti 2, Ctyminb B).

* PexoMeHnjoBaHa nmovyatkosa j103a ctaHoBUTH 200 Mr Ha 100y Ta Ma€e MOCTYNOBO 3011bIIYBAaTUCh, B
3aJIe)KHOCTI BiJl MEPEHOCUMOCTI Ta MacH Tija mamieHTta (Makc. 70 600 Mr Ha 100y JIs Mali€HTIB 3
MT <80 kr ta 800 mr nns namientis 3 MT >80 kr) (PiBens nokazoBocti 2, Ctyninb B).

* JlikyBaHHS TAIlIEHTIB Mae TpUBATU MiHIMYM 6 MicsuiB. [Ipyu HasBHOCTI BiAMOBiAlI Teparito CIif
npoBoauTH Ime 6 wmicsamiB y mo31 400 Mr Ha 00y, TEpml HDK TUTPYBATH ii M0 MIHIMAJIbHOI,
HeoOXiIHO1 Anist miATpuMKH Bianosiai (PiBens nqokazoBocti 2, Ctymine B).

* A®II cnijt KOHTPOJIIOBATH MTPUHAWMHI IIOMICSIYHO Ha MoyaTKy Tepamii. Y3/l nedinku Ha mpeaMmeT
3MI0SIKICHUX TYXJIMH PEKOMEHIYETbCS MPOBOIUTH KOXHI 6-12 wmicsaniB (PiBeHb mokazoBocTi 2,
Crymninb C).

* YonoBikaM CIIiji MPOBOJAUTH CKPUHIHT Ha MpEIMeT paKy MpOCTaTH 10 MOYaTKy Tepamii 1 mij yac
nikyBaHHs (PiBenp nokazoBocti 2, Ctynine B).
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Komenmap pooouoi epynu:

Bionogiono 0o kniniunux pexomenoayiti ESMO woodo oiaenocmysanmus, nikyeanus ma
cnocmepedicenns Ph-necamuenux mienonponighepamusnux neonaasiu, 2015 p., kopmuxocmepoiou 6
MOHOPENCUMI MAKONC MOIHCYMb OYMU BUKOPUCMAHT Y 6UNAOKY pehpakmepHoi anemii 6 nayicHmis,
AKI He 8IONOBINU HA 8uwe32a0ane onyii NiKy8anHs ma 6 mux, Wo He po32asioarmscsi Ha NPOBeOeHH s
ano-TCK uu cnnenexmomii. Kopmuxkocmepoiou 8 MOHOpexdcumi yacmo cnpusioms NOMIPHOMY
RIOBUWYEHHIO DIBHS 2eMO2NI00IHY Ma NOKPAUEHHIO 3A2AIbHO20 CAMONOYYMMSL.

AK 3a3HaAUeHO 8 KAIHIUHUX PeKOMEHOAYIsX OiaeHOCMUKU 1 JIIKV8AHHS 2eMamolO2iuHUX ma
OHKOJI02TYHUX 3axeoprosansb Himeyvkoco mosapucmea cemamonocii ma onxonoeii, 2014 p., Hosi
O0ani cMoOCOBHO NIKY8AHHA MIENOPIOPO3Y 3 3ACMOCYBAHHAM NE2UIbOBAHO020 IHMeEphepoHy a-2a
(Peg-IFNa-2a) 6ynu newooasno npedcmasieni konrekmueom asmopie lanotto et al., 2013. 62
nayieumu 3 [IM®/ nocmcnpasaicuvononiyumemiuhum mienopiopozom/

HOCMeCeHYIATbHOMPOMOOYUmMeMiYHUM MIENOPIOpO30M npomsicom 6 cepedHbomy 206 micayis
ompumysanu nikyeanHs i3 3acmocysanuam Peg-IFNo-2a. V 64 % nayicumis (16 i3 25) 3 anemiero
(8icim nayienmie 000amMKOB0 OMPUMYBANU epUMPONOEmMUH) Cnocmepiealyu NO8HY pemicito, a 8
38,5 % nayiecumie (5 i3 13) cnocmepicanu 3anexchicme 6i0 mpancysii. Iloninwenns
KOHCMUMYYIOHAIbHUX CUMNMOMIG 1 pezpecy cnieHomezanii goanocsa docsemu y 82 % i 46,5 %
nayieumie ionosiono. Haiikpawa egpexmuenicmo sacmocysannsa Peg-IFNa-2a npossnsemovcs 6
MoMmy pasi, AKWO CHIeHOMe2allisl He € 3aHA0MO BeNIUKOI (MeHue Hidc Ha 6 cM Hudicue pebepHol
oyeu), mpomboyumemin i nompeba 6 MpaHc@ys3isax epumpoyumis He 3aHAOMO BUPAdICEHI, Mma
cmaois ibpo3y € panHvoIo.

JlikyBaHHSI CHCTEMHHMX CUMIITOMIB

UucneHHi CUMITOMHM, Taki SK BTOMa, ClIaOKiCTh, OOMi B JKUBOTI, KaXxeKcisi, BTpaTa Baru,
cBepOXK, HIYHE MOTIHHS 1 O0J1 B KICTKaX 4acTo cIocTepiratoThesl y namieHTiB 3 [IM®, 30kpema
(ame He OOOB’S3KOBO) Ha MIi3HIN CTajii 3aXBOprOBaHHS. BBaxaeTbcs, 110 BUCHAXIHMBI CHUMIITOMHU
Mie0¢i0po3y 0OyMOBIIEHI 00’€THAHUM BITMBOM TSDKKOI CIJIEHOMETasil Ta IiJBUIIEHUX PIBHIB
npo3anajbHUX HUTOKIHIB. OIiHKa SKOCTI KUTTS nauieHTiB 3 [IM® Oyna aHanoriyHow CTaHy NpU
nporpecyrvomMy MeracraTuaHomy paky (Scherber et al, 2011). EdexTuBHicTh TpaauiiiHOi Tepartii
JUIS TIOJIETILIEHHSI IIUX CUMITOMIB € HEJIOCTATHBOO. 3'SBISIETHCS BCe OUIbIIE JaHUX MPO KOPUCTH
iHri6iTopiB JAK, npoTe iX MOKM IO TOCHIKYBadM TUIbKU JUISl TAIIEHTIB 31 CIUIEHOMETAIIE0 Ta
CHUCTEMHUMH CUMIITOMaMH.

Pexomenoauii wiooo cucmemuux cumnmomis

JlikyBanHs1 cucTeMHMX cuMnToMiB npu [IM® € cknagHuM MUTaHHAM; JaHUX PO KOPHUCTh
TpaAUIIIiHUX 3aco0iB y ik cdepi Hemae. [lamieHTH 3 TSHKKUMH CHMIITOMaMH, 3a3BUYAM,
BIJTHOCSITHCSI /10 KaTeropii 3HAUHOTO PU3UKY; JJS HUX CIiJ PO3TISHYTH MOXJIMBICTH MPOBEAECHHS
eKCIIepUMEeHTaIbHOI Tepamii, 1o nepeadayae 3actocyBanHs JAK inridiTopiB (PiBeHb 10Ka30BOCTI
1, Ctymins A).

MienocynpecuBHa Tepamnist

Mienocynpecusna tepanis npu [IM® He € nikyBanbHo0 omnuiero. [llogo Hel omybiaikoBaHO
BITHOCHO Mall0 JIOCIHI)KeHb, AKi Oyl HEBEIMKWMHU, HEPAHJAOMI30BaHMMHU Ta Tepenadayanu pi3Hi
Kputepii BiamoBimi. TuM HeE MeEHII, TOKa3aHHS IS MIEJIOCYIpecii BKIIOYAIOTh KOHTPOJIb
CUMNTOMIB, MOB’S3aHUX 3 TilepKaTadoIai3MOM (JIMXOMaHKa, HIYHE TOTIHHS, BTOMA, BTpara Barw,
00J11 B KICTKaX), CINICHOMETAJIIEI0 Ta TeMaTOMETAJIEI0, a TAKOXK JICHKOIIMTO3 Ta/abo TPOMOOITUTO3.
JiiicHo, posib TPOMOOLMTO3Y Yy CHPUSHHI MiJBUIIEHHIO TPOMOOTHYHOTO PU3MKY Y MAIIEHTIB 3
[IM® Oyna migkpecieHa y mocimimkeHHi, mposeaenomy B Icmanii (Cervantes et al, 2006b).
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bararoBuMipHuii aHaii3 MOKa3aB, IO PU3UK TPOMOO3Y MOB'SI3aHMM 3 TPOMOOIUTO30M (YHCIIOM
tpomGormutie >450 X 10%1) Ta xmiTMHHOW0 (a3010 3aXBOPIOBAHHS, 4 TAKOXK HASBHICTIO CEpLEBO-
CyIMHHHUX (PaKTOpiB pU3UKY (apTepiajabHa TinepTeH3is, MajJiHHA, TinepxoiecTepuHemMis abo aiader).
BinnoBinHo, MU pPEKOMEHIYEMO JIIKYBaTH TAKHX MAI[iEHTIB 3TiJHO 3 KEPIBHUIITBAMU 3 JIIKYBaHHS
TpoMOoLKTO3y BpuTaHchkoro KomiTery 3i cranmaprusaiii B o6macti remarostorii (BCSH) (Harrison
et al, 2010). [Ipu 11bOMy MOK€ BUKOPUCTOBYBATHCH Psifl 3aCO0IB:

L'iopokcuxapbamio

Henasuno Martinez-Trillos et al (2010) moBigomMuIH, 110 TiIpOKCHKapOaMis] BiTHOCHO 100pe
MIEPEHOCUTHCA Ta € e(PEKTUBHUM 3aCO00M JIJIsi KOHTPOJIIO TineprpodtideparnBHuX cumnToMiB [IMO.
[lpore mpu HbOMY MOJXKE 3aroCTPIOBATUCH aHEMis; ii JIKyBaHHS, SIK IMPaBWIIO, 3a0e3MeUyeThCs
IUISIXOM JI0J[aBaHHs epUTpONoeTHHY. J[isi BU3HAYEHHS PE3MCTEHTHOCTI A0 TiJApOKCHKapOaMimgy
HEOOXITHHUI OJIMH 3 HACTYMHHUX KPHUTEPIiB: HEMOKJIMBICTD JOCSTHEHHS 3MEHIICHHS OpraHoMeraii
Ha 50%, HEMOXJIMBICTH IIOBHOTO YCYHCHHS CHMIITOMIB, TIIOB’SI3aHMX 3 OpPraHOMETAIIENO,
HEMOXKJTUBICTh KOHTPONIO Miejomnpomidepanii, He3BaKal0oud Ha TPUHOM 103U MiH. 2 T/ICHb
OpoTATOM 3 MicAlliB, Ta IUTOIEHIi MpH HaWHWXKYIA J031 TiApoKcHKapOaminy, HEOOXiTHIN st
nocsirHenHs Bianosiai (Barosi et al, 2010).

Komenmap pooouoi epynu:

Pob6oua epyna ssasxcac doyinbnum suxopucmosgysamu kpumepii European LeukemiaNet oz
BUBHAYEHHS Pe3UCTNEHMPOCMI/HENEePeHOCUMOCI  2IOPOKCUCEHOBUHU Y  NAYIEHMIE NEePEUHHUM
mienoghiopozom (Ous. Tabauys 9).

Tabmuns 9

European LeukemiaNet kpurepii 151 BU3HAYEHHSI Pe3MCTEHTPOCTI/HeNmepPeHOCUMOCTI

TiIIPOKCHCEYOBHHH Y MANIEHTIB i3 ICTHHHOIO MOJINMTEMi€I0, €CeHUIATBHOK TPOMOOLNTEMI€I0
Ta NEPBUHHUM Mi€10(iopo3om

MienomnpomnidgepatuBHa | O3HAKU pe3UCTEHTPOCTI/HEMEPEHOCUMOCTI T'1IPOKCUCEUOBUHU
HEOIUIa3is

[TepBuHHMIA 1. He3maTHicTh 3MEHIIUTH MacHBHY a00 MPOTPECYIOUy* CIIJICHOMETalio
Mienoiopo3 yy renaromeranito (y MauieHTIB micis cruieHekToMii) Ha 50% (mpu
najbnaiii), ab0 HEe3IaTHICTh TOBHICTIO €JIIMIHYBAaTH CHMIITOMH, IO
MOB'sI3aH1 13 CIUIEHOMerani€lo abo remnaromerani€lo (y MHall€HTIB MICIA
CIUICHEeKTOMIi), micisg 3 MicAliB NpUloMy HE MeHIe, HiX 2 T/100y
r1IPOKCUCEYOBUHH, 200

2. HexontponwoBaHa wMienonpoinideparnis (KUIbKICTh TPOMOOIUTIB >
400x10%n Ta KiNbKiCTh IEHKOIMUTIB > 10><109/n) mcist 3 MICSIIB
npuiioMy npuHaiimMHi 2 /100y ripoKcHced0BUHHU, 00

3. He3matHICTh 3MEHIINTH MAacHMBHY® CIUICHOMETanito OiibIlne, HDK Ha
50% (mpm manmpmarnii), ab0 HE3JATHICTh TIOBHICTIO eJIIMIHYBaTH
CUMITOMH, IO TMOB'A3aH1 13 CIUIEHOMETANI€l0, Mcas 3 MICALIB NpUHOMY
npuHaiimMHi 2 1/100y riApoKcHce4oBUHH, a00

4. AGcomoTHa KinpKicTh Heiftpodimis < 1.0x10%n abo KimbKicTh
tpom6GormTie < 50.0x10%1 npn HalimMeHmIiil 1031 TiAPOKCHCEUOBHHH, KA
HEoOXiHa AJig JOCATHEHHs MOBHOI YW 3HAYHOI KIIIHIKO-T€MaTOJIOTIYHOI
BiaIoBii, ado

5. HasBHICTh BUpPA30K Ha HIDKHIX KIHIIBKax ab0 1HIIUX HENPUHHITHUX
IpPOSIBIB  HETreMaToJIOTIYHOT TOKCHYHOCTI, MOB'SI3aHUX 13 TNPHIOMOM
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TiIPOKCUCCUOBUHH, TaKWX SK IIKIPHO-CIU30BI MPOSIBH, IUTYHKOBO-
KHIIKOBI CHMIITOMH, TTHEBMOHITH, JUXOMaHKa NpH Oyab-sAKiid 1031
T1IPOKCUCCUOBUHHU.

* MacuBHa opraHoMeraitis: oprad Ha 10 cM. HibKYe peOepHOT AyTH.
[Tporpecyroua opraHoMerais: 30UIbIICHHS] OpraHy OUTBII, Hi’XK Ha 3 CM. 3a OCTaHHI 3 MICHII.

Anaepenio

Jani, orpumani B xoai Jocmimpkenus nepsuHHoi TpombonuTemii (Harrison et al, 2005) ta
Big IlIBenacekoi rpymu 3 mocimimpkeHnHs mienonpoiideparuBuux posmanis (Hultdin et al, 2007),
BKa3ylOTh Ha Te, IO JIKYyBAaHHS aHArpeiiJioM, MOPIBHSHO 3 TipOKCHKapOaMigoMm, Moxe OyTu
MOB's3aHE 13 MiABUIIECHHSAM cTajii peTtukyiiHoBoro (Gioposy. BiamosigHo, kepiBaunrea BCSH 3
OTJIAMy Ta JIKYBaHHS TMAIli€HTIB 3 TPOMOOILMTO30M IepeadadaroTh pPEryiIsspHHUA MOHITOPUHT
po3BuTky M® y marfieHTtiB, 0 OTPUMYIOTh Lied 3acib. SIKio BiH pPO3BUBAETHCS, HEOOXITHO
sminuTH Teparito (Harrison et al, 2010). [I{oxo martienTis 3 giarnocroBanuM [IM®, ony61ikoBaHHX
JAHHUX TIPO Te, IO TepaIlis aHaTrPeITiJIOM OB s3aHa 3 MPOrPECYBAaHHIM 3aXBOPIOBAHHS, HEMAE, X0Ua
MOBHOIIIHHO II€ HE JOCIIKYBaIOCh. ToMy I 3aci® Mae 3aCTOCOBYBATHCH 3 O0CPEKHICTIO.

a-inmepghepon (IOH-a)

He3Bakaroum Ha TEPEKOHJIMBI JOKIIHIYHI OOIPYHTYBaHHA IIOJO BHUKOPHCTAHHS
crangaptHoro I®H-o y mariientis 3 M® (Kiladjian et al, 2008), 06’ exTrBHI KoedilieHTH BiAMOBIII y
paHHIX KIIHIYHUX AOCHIPKEHHSX OYyIM HEBTIIIHMMH. 3Ba)Kal0OUM HA BUCOKHH PiBEHb TOKCHUYHOCTI
npu [IM®, Bukopuctanas I®H npu MIIH, sk npasuno, oomexyetsess CII ta ET. Tum He men,
Oynu MOBIJOMJICHHS TIPO P TociiKkeHb 3actocyBanHs IOH nmpu M®, xoua ix pe3yiabpraTtu Iyxke
HeogHopiaHI. Le#t hakTop yckinaaHIOETbCS BIACYTHICTIO CTaHAAPTH30BaHUX (OPM 3BITYBAHHS MPO
BIJITIOBI/Ii Ta TaHKUX PO paHA0Mi30BaHiI KOHTpOJIbOBaHi BunpoOyBanus (Gilbert, 1998; Tefferi et al,
2001a; Radin et al, 2003; Jabbour et al, 2007; lanotto et al, 2009; Silver & Vandris, 2009). Kpim
TOrO, JBa HEJaBHI HEBEJIMKI PETPOCHEKTHBHI OOCEepBaliiiHI JOCHII)KEHHHS TOKa3ajlu OUIbII
HNEepCHeKTHBHI pe3yibTatu y nauieHTiB 3 [IM®. [lo-nepue, rpyma 3 VYhiBepcutery Kopnemna
noBiioMumia, mo 3actocyBaHHs [I®H-o02b Ha panHiil cranii 3aXxBOproBaHHS, OYMHAIOYM 3 JyXkKe
Huzbkoi go3u (0,5-1,0 MiuH. oguHMIBL TpUYi HA TIDKIEHb) MOXE YIOBILIBHIOBATH HOTO
NPOrPeCyBaHHs, a y JISIKUX MAI[i€HTIB CriocTepiraiack perpecis Gpidopo3y kictkoBoro Mo3ky (Silver
& Vandris, 2009). Jlpyre nociifKeHHs MPOAEMOHCTPYBAJIO KIIHIYHO JOCTOBIPHY €(QEKTHBHICTh
nerunsoBaHoro I®H-o2o0 npu [IM®: y 449% mnamieHTiB cnocrepirajach MOoBHa ab0 3HA4HA
BIJIMOBi/Ib, Y 6 3 8 Malli€eHTiB HOPMaJi3yBaJIUCh PiBHI reMOra00iHy (Y TOMY 4ucii y 2 3 3 Halli€eHTiB,
3aJIOKHHX BiJ] epenuBanb; lanotto et al, 2009).

B 000x mocmipkeHHSIX Y MAIli€eHTIB Ha Mi3HIM CTamil 3axBOpIOBaHHS Ta 13 TSKKOIO
CIUIEHOMeTajli€ro KoediieHT BianoBial 0yB HwxuuM. | HaBnaku, I®H nponemoncTpyBaB 0co0IMBY
e(EeKTUBHICTh Yy MAaLI€HTIB 3 MpoJiepaTUBHUMU (POpPMaMU 3aXBOPIOBAHHS, 3 JEUKOIMTO30M abo
TpombonuTozoM. Crij BiA3HAYWTH, 1O Mae Mmicie aeska edextuBHicTh [OH-o mpu mikyBaHHI
TpaHcdopmoBaHoro Mienodidpo3y (Berneman et al, 2010).

Pexomenoayii wjooo mienocynpecusnoi mepanii

* ['igpokcukap0amin € TepeBaXHUM 3acO000M  KOHTPOJIIO  Tinepnpoiipepyrounx MposBiB
Mmieno¢ioposy (PiBens nokazoBocti 2, Ctymninb B).

* AHarpenii Ma€e 3aCTOCOBYBATHUCh 3 OOEpEXHICTIO Yy maiieHTiB 3 aiarHoctroBaHuM M® (PiBeHb
noka3oBocti 2, Ctyminb B).

* 3actocyBanHa I®H-o y mamientiB 3 [IM® mae oOMexyBaTHCh BUINAJKaMU pPaHHBOI CTafil
3aXBOPIOBaHHS 3 MEPEBaKHO NposiBamu npodidepartii (PiBens gqokazoBocTi 2, Ctymnins B).

* Bucoki noyarkoBi 1034 ctangaptHoro I®H-o gyxe morano nepeHocsathest npu [IM®, Tomy ix
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ciin yaukatu. [Ipu 3actocyBanHi cranaaptHoro I®H-o pekoMeHayeThCs MOYMHATH 3 1031 1,5 MITH.
OJIMHUIIb TPUUI HA THXKICHH Ta MIBHUIYBATH i JO MaKC. 15 MITH. OJUHUIIG/THXKICHD, B 3aJIC)KHOCT1
Bin mepeHocumocTi. [Ipu 3acrocyBanni nermiboBanoro I®OH, pexomengoBanuM 3acoboM € 020
(PiBens mokazoBocti 2, Crymiab B).

TpaHciIaHTaliss KICTKOBOI0 MO3KY
Tpancnaanmayis aymonociynux cmogbyposux knimun (aymo-TCK)

Jliteparypui nani mnpo BukopuctanHs ayro-TCK npu IIM® € HemoctaTHiMH Ta B
OCHOBHOMY IPYHTYIOTHCSI HAa PaHHBOMY MiIOTHOMY gociipkenHi (Anderson et al, 2001). Tum ne
MEHIII, 1€ JOCIIHKEHHS MTOKa3ajo, mo KopucTh Bix ayTro-TCK € makcumym nomipHoto. [lonanpimii
3BIT MIITBEPIUB BIICYTHICTH icTOTHOI TepaneBTudHOl edektuBHocti (Fruehauf et al, 2005).
3Baxkarouu Ha 1i pe3yabrat, ayro-TCIICK He pexomenayerbes npu [IM® (PiBeHnb moka30BOCTI 2,
Crymins C).

Komenmap pobouoi cpynu:

Bionogiono 0o kniniunux pexomenoayiii OiaeHOCMUKU [ JIKY8AHH 2eMAMON0IYHUX MA
OHKOJNI02TYHUX 3axeopiosans Himeyvkoco mosapucmea cemamonocii ma ouxonoeii, 2014p., tidemuvcs
npo eKcnepumMeHmanvhy mepaniio, AKy CIi0 3ACmMOoCco8y8amu JUle 8 PAMKAX OO0CHiONHCeHb O
OMpUMAaHHsL HAOItIHOI IHGhOpMayii cmoco8HO KOPUCHOCMI Yb020 3aX00Y.

Tpancnaanmayis anozennux cemonoemuynux cmogbyposux kiimut (ano-TCK)

3 MOMEHTY MEpIIoro MoBigoMIIeHHs mpo ycmimHicTs ano-TCK npu mienodioposi (Dokal et
al, 1989), umcnenni myOmikamii MiATBEpAWIN MOTEHUIHHMHA KopucHui BB ano-TCK i3
CTabIIbHUM TIPKUBIICHHSAM Ta perpecieto ¢idopo3y kictkoBoro Mo3ky (Devine et al, 2002; Daly et
al, 2003; Ditschkowski et al, 2004; Rondelli et al, 2005; Gupta et al, 2009; Bacigalupo et al, 2010;
Lissandre et al, 2011; Samuelson et al, 2011). Jleispka rpyr MOBiJOMHUIH PO BUKHUBAHICTH Yepes3
> 3 pokis micis ano-TCK (Guardiola et al, 1997, 1999; Kerbauy et al, 2007; Patriarca et al, 2008;
Kroger et al, 2009a; Bacigalupo et al, 2010; Ballen et al, 2010; Stewart et al, 2010; Abelsson et al,
2011; Nivison-Smith et al, 2011; Tabawums 10).

Komenmap pobouoi cpynu:

Bionogiono 0o kniniunux pexomenoayiii OiaeHOCMUKU [ JIKY8AHH 2eMAMON0IYHUX MA
OHKOJNI02TYHUX 3ax80ptosanb Himeyvkoco mosapucmea cemamonocii ma ouxonoeii, 2014p., eounoro
mMepanicro, wjo Modxice 8UNIKY8amu Xe0po2o, € A102eHHaA MPAHCNIAHMAYis CMO80YPOGUX KIIMUH.
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Tabmums 10
Auo-I'CKT npu mieaodioposi
Guardiola et al Kerbauy et Abelsson et al Patriarca et al Stewart et al Ballen et al Kroger et al Nivison-Smith
al
Hocnimkennst  (1999) (2007) (2011) (2010) (2010) (2010) (2009b) et al (2011)
Lentp(n)/rpyna €spomna ta CIIIA  Ciern Kpainu IliBHiuHOT ITamnis BK ra Ipnannis  CIBMTR EBMT AgBcrpais
€Bponu
IpoBeneHHst 1979-1997 >1990 (kpim 3)  1982-2009 1998-2006 1989-2005 1989-2002 2002-2007 1993-2005
Ianientu (n) 55 104 92 52 51 289 103 57
Bik, pokie 42 (4-53) 49 (18-70) MA 46 (34-58)  52-5(32-68) MA 38 (19-54) 47 (18-73) 55 (32-68) 47 (16-71)
(miamasoH) K3I 55 (47-63) K3I 54 (40-64)
IMokazHuk 3a 38 58 MA 82 89 MA 76* 67 83 54*
wkaioro Jlims K31 78 K31 75%
>1 (%)
MA/K3I (n) 55/0 95/9 40/52 -/52 27124 229/60 -/103 40/17
CILI
Jens 100 - 13 MA 17-5; - MA 26; Bci - HLA-id Sib 16 18
K3I 5-8 K321 18 95% 1 19-23

1 pix (%) 27 (21-33) 30 Bci - HLA-id Sib 25

27

Bci - BJHP 43

K31 HLA-id 15
3B
3 pik - - - 44 MA 44; K31 31
5 pik (%) 47 (39-55) 61 (95% I 43- MA49;K3159 - - Bci - HLA-id Sib 67 58

Bci - BAHP 30 95% 1 55-79
BBEO3
3 pik - - - 38 MA 15; K3124 K31 HLA-id Sib 39

K31 BJIHP 17
5 pik (%) 39 (32-46) — — Bci - HLA-id Sib 51 57

33 95% M1 38-64

Bci - BIIHP 27

Al - nowipumii inTepBanx; CIBMTR - LleHTp MDXXHAPOJHHUX AOCTiKEHb TpaHCIUIaHTamii KicTkoBoro Mo3ky; BBO3 - BmxwuBanicTs 6e3 03Hak 3axBoproBaHHs; EBMT - €Bponeiicbka
rpyra 3 JOCHi/DKEHb KPOBi Ta TpaHciutantamii kictkoBoro Mo3ky; HLA-id Sib — poanu 3 cymicanm HLA; I'CKT - TpaHciuiaHTamisi TeMOIOSTHYHUX CTOBOYPOBHX KJIiTHH; MA -
MienoabnsaTuBHe KoHauIilionyBanHs; BJIHP - BimnmoBimamii moHOp, 1m0 He € poaudeM; 3B — 3aranpHa BwkmBaHicTh, K31 - KOHIWIIOHYBaHHS 3HWXKEHOI iHTeHCHWBHOCTi; CITJI —
CMEpTHICTB, ITOB’s13aHa 3 TpaHcIuanTauiero; BK - BennkoOpuranis, HemoBHi faHi.
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[Ipote cnim 3a3HayuTH, 1O paHAOMI30BaHI KOHTposiboBaHi BurnpoOyBanHs (PKB) mns
nopiBHsAHHS an0-TCK 3 Oyap-SK0I0 albTepHATHBHOIO/MIATPUMYIOUOIO TEPAIi€0 HE MPOBOIMINCE;
PKB nns nopiBHsIHHA Mienoa0nsaTuBHOTO (MA) KOHAUITIOHYBaHHS 3 KOHIUIIIOHYBAHHSIM 3HHUKEHOT
inTeHcuBHOCTI (K3I) ano-TCK takox He mpoBOIMIKNCH. BinNoBiHO, HAIli BUCHOBKU IPYHTYIOTHCS
Ha HEMOPIBHUIBHUX JIOCHIDKEHHSX B SKOCTI OCHOBHOI A0ka30oBoi 0azu (Tabmuusa 10). Cnpobu ix
OLIIHUTH JIOJJATKOBO YCKJIAJHIOIOTHCS 3HAYHOIO TeTEPOTeHHICTIO IPYII MAIi€HTIB (BiK, IPOTHOCTUYHI
IpylnH, CYNYTHI 3aXBOPIOBAHHS, JDKEpena CTOBOYPOBHX  KIITHH, JOHOPH, IPOTOKOJH
kouaunionyBanus (MA ta K3I), npodinakruka peakuii "tpanciuiantar npotu xaszsina" (PTIIX),
3QJIKHICTh BiJl TIEPEIIMBAHHS EPUTPOLUMTIB Ta TPOMOOLMTIB TIepea TpaHCIUIAHTAIE Ta
HacWYeHicTh 3anizoMm). [lamieHTiB 3 pI3HUMH TPOTHOCTHYHUMH (aKTOpaMH Ha MOMEHT
TPaHCIUIAHTAIll YacTO BKJIIOYAIM B OJHY CEPil0 JOCIHIPKEHb, BHACIIIOK YOTO PE3yJIbTaTH BaXKKO
OLIIHUTH, TIOPIBHIOIOYH 3 MEIIaHOK MPOTHO30BAHOI BM)KMBAHOCTI 32 BIJICYTHOCTI TPaHCIUIAHTAIII].
Kpim Toro, meski 3 MacmTaOHIMIMX OITYOJIIKOBAaHUX JOCTIHDKEHb CEPiii BUITAJKIB OMUCYBAIH
TpaHCIUIaHTamii, mpoBeneHi 10 20 pokiB ToMy. B mpomikky BigOyaucs iCTOTHI 3MiHH y MPaKTHILL
TPAaHCIUIAHTAIII{: BiJ 3alpOBAa/DKCHHS MOJICKYJSPHOTO THITYBAaHHS 3 BHCOKOK PO3JLIBLHOIO
3MATHICTIO [UIS HECIOPITHEHHWX JIOHOPiB-JOOPOBOJBIIB 0 BHpoBauKeHHs pexumiB K31 Tta
YIIOCKOHAJIGHHS MIATPUMYIOYOI Tepamii, - BCi 3 SKHAX TNOTCHIIWHO TNPU3BOAMWIM JIO Kpalux
pe3yabTaTIB TpPAHCIUIAHTAIlll, TAKUM YHHOM YCKJIATHIOIOYH IHTEPIPETAIil0 pPe3yabTaTiB OiIbIl
paHHIX 3BiTIB.

Mienoabrsmusna TCK

3Buuaiini cxeMu MA, Taki sk nukiodochamis y moerHaHHI 3 3arajJbHUM OMPOMIHEHHSIM
(IN-30) a6o Oycymbdanom (BY-II1), moxyrs 3abe3meuntn mo6pi mokasnuku 3B. Cepen
nalieHTiB, ki orpumyBanu bY-IIU, 13 nocarHeHHsM 1inboBoi 103U Oycynbdany, n’stupiyda 3B
cranoBuina 68%, mopiBHsaHO 3 46% mnpu HenutboBux pekumax (Deeg et al, 2003; Kerbauy et al,
2007; Zang & Deeg, 2009). CmepTHIiCTb, OB ’s13aHa 3 JikyBaHHsAM (CILJI), uepe3 1 pik micings MA
TCK cranoBuna 16% - 48%, npudyoMy Kpaill HacIIJKU CHOCTEPIrajuCh Y pPELMUITIEHTIB
CTOBOYPOBUX KIITHUH Bijl JIOHOPIB-POJUYIB 3 CYMICHMM aHTHreHOM JeWkorutiB Joguau (HLA)
(Guardiola et al, 1999; Daly et al, 2003; Ditschkowski et al, 2004; Kerbauy et al, 2007; Ballen et al,
2010; Stewart et al, 2010; Abelsson et al, 2011). 3B uepe3 > 3 poku craHoBuna 30% - 61%, B Toii yac
SK TIOBIIOMJICHA BIDKHUBAHICTH 0Oe3 mporpecyBaHHsi 3axBoproBanHs (BBII3) wepes > 3 poku
cknamana 15% - 39% (Tabmuus 10). Bucnaxkenns T-xmitun (BTK), 3umxenHs yucna T-KIiTHH
peuunieHTa 1 J0HOpa, ONOCEPEAKOBAHMX AaHTU-T-KIITUHHUMHU aHTUTUIAaMH MOXYTh 3HMXKYBaTH

BBII3 (Guardiola et al, 1999).
TCK 3nuscenoi inmencusHocmi

ITocTynoBe 3HMXKEHHS Y po3poOui pexkumiB MA 3a ocTaHHI /iBa JiecsATHpiuysi 00yMOBUIIO
po3BuTok pexuMiB K31 y crpo6i ckoporut pannto CIIJI, yacto 3 BukopuctanusMm ¢uyaapadbiHy
(DJIY) ta BrITIOYaOYH, y IIbOMY KEpPiBHHLTBI, HEMi€I0a0IATHBHI MPOTOKOIH, Taki sk 30 200 clp.
Jesiki 3 HuX BKI0O4aroTh npouenypu 3 BTK, Taki sk nonaBaHHS aHTHIIM(OUUTHOTO TNIOOYITIHY
(AJID). ITicns mouarkoBoro ycnixy K3I-TCK npu mienodioposi (Devine et al, 2002; Rondelli et al,
2005) mocnimxkyBanuck pizHi pexumu K31, nanpukman, ®JIY 30 200 cl'p, JIY BY AJIl, ®IIY
Medainan anemMty3ymad, @JIY BY anemrty3ymad ta LIU TioTena.

MacmtabHinn  peTpOCTeKTUBHI  TOCHIDKEHHS 3 TPOJIOBXKEHUM TIEPIoJIOM  KOHTPOJIIO
nokaszanu CIII gepe3 100 nuiB Ta 1 pik 5.8-21% Tta 15-49%, 3 3B Ta BBII3 uepe3 > 3 poku
npubsm3no 31-67% ta 17-51%, Bianosiguo (Tadmwms 10).

Biooip nayicumie ona TCK

Cmamyc 3axeoprosanus. I1i3HS cTajis 3aXBOpPIOBaHHS Oyra TOB’s3aHA 3 HIDKYUM PIBHEM
sBxuBanocti micas TCK (Kerbauy et al, 2007; Kroger et al, 2009a; Ciurea et al, 2010; Scott et al,
2010; Samuelson et al, 2011), B Toit wac sk myramis JAK2 V617F (Kroger et al, 2009b) a6o
nonepenniit giarao3 CIT/ET mosxe migsumuTu 1ei nokasuuk (Kerbauy et al, 2007). 3anexHicTh
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B1JI TIepeIMBaHHS KPOB1 XapaKTepU3ye arpecHBHE 3aXBOpIOBaHHS 13 ripmumu pesynbratamu TCK,
X04Ya XeJaTyBaHHs 3ajiza Moke mokpamuTuchk (Bacigalupo et al, 2010; Leitch et al, 2010; Elena et
al, 2011).

3rifHO 3 KOHCEHCYcOM €BpONEHChKOT Mepeki 3 BHUBUCHHS JICHKO3iB, MOXKIUBICTh
BUKOPHUCTAHHS aJIOTPAHCIUIAHTAHTY CIIiJl po3risiaaT, Koy nporao3 6e3 TCK cranoButh <5 pokiB
(Hapa3i BBaxkaeThcs 3axBoproBanHs 3 Cepennim 2 abo Bucokum pusukom 3a mkanoro IPSS (Barbui
et al, 2011). MoaudikoBani 1mKkaau nporaosis, a came, DIPSS ta DIPSS-Plus, MOKyTh 101aTKOBO
YTOUHUTH KpHUTEpii Bindopy namieHTiB (Scott et al, 2012).

CynymHi 3axeopioeanns. Iloxunuii Bik Ta MMOKa3HUK CyMyTHIX 3axBoptoBaHb npu TCK Bix 4
1o 6 nependayarots ripir Haciaku TCK npu mienodioposi (Sorror et al, 2005; Kerbauy et al, 2007;
Zang & Deeg, 2009; Abelsson et al, 2011). Tum He Men, cepex marienTiB Bikom 60-78 poxkis CITJI
gyepe3 100 auiB cranoBwia 13%, a BBII3 yepes 3 poku - 40% (Samuelson et al, 2011). Tsokka
cruieHoMerais >22 ¢M Moe crnyryBatu (aktopom nporuosy CITJI ta peunausy (Bacigalupo et al,
2010). Cruenekromist no TCK sk mpaBmiio, MpU3BOIUTH 10 OLIBII PAaHHBOTO MPWKHUBICHHS, 03
BIuMBY Ha 3B abo Binropruenns tpanciuiantaty (Guardiola et al, 1999; Daly et al, 2003; Kerbauy et
al, 2007; Ballen et al, 2010), xoua pusuk peruauBy mMoxxe migsuiryBatuck (Kroger et al (2009a).
[TpoBenenns crenekromii nepen TCK, 3a3Buyail, He pEeKOMEHIYETHCA.

Xapaxmepucmuku oonopa ma mpancnaianmamy. B Oinpmocti Bunaakis mist TCK mpm
Mmieno¢ioposi 3amydarorbess HLA-cymicHi nopocni moHopu (poauui abo moOposonblii). Kparmi
HaCHiAKU crioctepiranuchk mpu 3anydenni 10/10 HLA-cymicuux monopis (Kroger et al, 2009a) ta
npu Bumux jgo3ax kiaituH (Guardiola et al, 1999). TCK 3 BUKOpPHCTaHHSAM CTOBOYPOBHX KIIITHH
KpOBiI TIynoBHHH Takok Oyna ycmimmoro (Takagi et al, 2010). Bamyuennss HLA-umecymicHHX
JIOHOPIB MIiZABMIIYE PHU3MK BiaTOprHeHHs TpaHciuiantary (Ballen et al, 2010) Ta o0ymoBioe
HEOOXIHICTh MOBTOPHOTO BiMBaHHs cToBOypoBux kiituH (Kroger et al, 2009a). 'octpa PTIIX 1I-
IV crynento ta 1skka xponiuna PTIIX cnocrepiranuce y 27% Ta 25% BunajakisB BiAMOBIIHO NpU
BTK (Kroger et al, 2009a) nopiBusito 3 64% Ta 59% y rpyni nepeBaxkro 6e3 BTK (Kerbauy et al,
2007). Ilpote, mpucytHicth xponiynoi TIIXP moxe mokpauryBatu 3B (Kroger et al, 2009a).
Onrumanehia npodinaktuka PTIIX mokum mo He Bu3Hauena (Soiffer et al, 2011). BnuBanus
JIOHOPCBKUX ~JTIM(OLUTIB MOXE 3MIHUTH KIiHIYHMA abo wmonekyasspuuit (JAK2 V617F)
petmaus/pesucrentricTs micis TCK (Byrne et al, 2000; Benjamini et al, 2008; Kroger et al, 2009b).

Pexomenoayii wooo ano-TCK

Busnauenns: Ilamientom, sikomy Moke OyTH MpOBEAECHA TPAHCIUIAHTALlls, BBAXKAETHCSA TOM, IO
MOJKe MEePEeHECTH MPOIeAYPY 13 HACKHUM KOHTPOJIEM CYMyTHIX 3aXBOPIOBaHb, Ta y sikoro € HLA-
CyMiCHUH JOHOP (poaud abo T0OpOBOJIEIIH).

* [Ilogo mamieHTiB, SKUM MOKe OyTH MpOBEAEHA TpaHCIUIaHTAIlis, BikoM <45 pokis, 3 CepenHim 2
a6o Bucokxum pusukom mno mkani I[PSS, ocobmuBo 13 3ayexHICTIO BiJ TEpeMBaHHS Ta/abo
HECTIPUATIUBUMH ITUTOI€HETUYHUMH aHOMAJIISIMU, CIIi/I PO3IJISHYTH MOXKJIUBICTh MpoBeAeHHS MA
ano-TCK (PiBenp nokazosocti 2, Ctynins C).

* [llogo marfieHTiB, KUM MoOXke OyTH NpoBeJeHa TpaHciuvlaHTaiis, 3 CepenHim 2 abo Bucoxum
pusukoM no mkani IPSS, ocobnuBo 13 3anexHICTIO BiA NHepeiauBaHHSA Ta/ab0 HECTIPUATIMBUMHU
UTOr€HETHYHUMH aHOMAJIISIMH, pa30M 3 MTOKa3HUKOM CYMyTHiX 3axBoproBanb npu TCK > 3, abo y
Billl 45 pokiB abo crapiie, ciil po3rasHyTd MoxiuBicTh mnposeneHHs K31 amo-TCK (PiBenb
noka3oBocti 2, Ctymins C).

* TpaHcmaHTallisi Ma€ TPOBOJUTHUCH JI0 BBEICHHSI MAIlieHTaM OUThIN, HiXk 20 OAWHUITE EPUTPOITUTIB
(PiBens mokazoocti 2, Ctymiab C).

* [lepopanbHe BBeneHHs Oycynab(daHy Mae CympoOBOKYBATHCH IIJIOBUM J03yBaHHSM BiJIOBITHO
70 piBHIB miua3Mu. KpiM TOro, MO>XjmMBe BHYTPIIIHBOBEHHE BBEICHHS Oycynb(aHy B 3aJ€KHOCTI
BiJ piBHIB 1a3mu (PiBenb nokazosocti 2, Ctymine C).
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* [lepexoHyrounX JaHUX Ha KOPHCTh MPOBEACHHS CIUIEHEKTOMII 10 TpaHCIIIaHTanii Hemae. € meBHi
CBIIUEHHS TIPO CYIYTHI 3aXBOPIOBAHHS T4 CMEPTHICTh MPU TAKUX OMEpallisfxX Ta MiABUILECHUNA PH3UK
penmauBy micis TpanciianTaiii (PiBens nokazoBocti 2, Ctyminb C).

* [Tarientam 3 myraniero JAK2 V617F, axum 3a0e3meuyeTbCcst KOHTPOJIb 32 TOTIOMOTO0 KUTBKICHOT
noimepasHoi jaHiroropoi peakuii (K-IIJIP) micnst TpancrumanTtarii, B SKHMX HE JOCSITa€ThCS
monekyisipHa I1B (abo BinOyBaeThCsl pelMIUB), MOXYTh INPOBOAUTUCH BIMBAHHS JOHOPCHKHX
nimponutie 3a BiacytHocti PTIIX (PiBens mokazoBocti 2, Ctymins B). Pons K-ITJIP npu iHmmx
MYyTAIisIX MiCJIs nepecagku KiCTKOBOTO MO3KY HE BCTAaHOBJICHA.

* OTHO3HAYHHX CBITYCHb HA KOPUCTH 3aCTOCYBAaHHS NMEBHOTO PEXHMMY KOHAMIIIOHYBaHHSI MA a0o
K3I Hemae, xouya cupusT/IMBI pe3ynbTaTH OyiM Big3HaueHi michs Bukopuctanus BY-1[U ta OJIY-
bY Ta antunmiMmdoumtHOro rTnOOYymiHy. Cimig HOKIamaTH BCIX 3YCHIb JJIs  TPOBEICHHS
NPOCIEKTUBHUX KIIHIYHUX JOCTIUKeHb Ta IMepefadi JaHWX 10 HAIllOHAIbHUX Ta MIDKHApPOIHUX
peectpiB (PiBens nokazoBocTi 2, Ctyminb C).

Komenmap pobouoi cpynu:

Bionosiono oo wxniniunux pexomenoayii ESMO wooo odiacnocmysanns, nikysanns ma
cnocmepedicenns Ph-necamuenux micnonponichepamusnux mneonnasiu, 2015 p., cnaienexmomiio
3a36UyAll He peKoMeHOYIomb sukoHysamu npu niocomosyi 0o ano-TCK. I[lepeompancnianmayitina
mepanisi  JAK  incibimopamu  Modice  3MEHWUMU — PO3IMIpU  CeNe3iHKU ma — NOKpawumu
KOHCMUMYYIOHAbHI CUMNIMOMU, AJle HA pa3i 00CIOHNCYEMbCA 8 PAMKAX KAIHIYHUX 8UNPOOY8AHb MaA
MA€e po321a0amucs, K eKCnepuMeHmaibHa.

Bionogiono 0o kniniunux pexomenoayiii OiaeHOCMUKU [ JNIKY8AHH 2eMAMON0IYHUX MA
OHKONIO2IYHUX 3axeoprosanb Himeyvkoeo mosapucmea cemamonoeii ma owukonoeii, 2014 p.,
qikyeanvbha ano-TCK y 36'a3xky 3 noeamum npocHo3zom mae Oymu nposedeHa HaAcamnepeo
nayieHmam, 8iOHeceHuM 00 2pynu cepedHbo20 puzuky 2 i eucokozo pusuxy 3a wxanow IPSS abo
DIPSS, axwo 6oHu nepebysaioms y CmMaHi CHPOMONCHOCMI 00 MpaHcnaanmayii ma ix 06ionoeiynuil
six cmanosums 00 70 pokis (puc. 1).

Dasza bracmuozo Kpusy mienoghioposy

Hiaenocmyeanns. ®aza 6mactaoro kpusy mieaodioposy (IIM®D, moct-CITI M® a6o noct-ET
M®) € cuHOHIMOM TrocTporo wienoinHoro ineikosy (I'MJI). 3rigHO 3 KOHCEHCYCOM IIOJI0
tepmidosorii IWG-MRT, Takuii cran HazuBaeTbes «gaza OnactHoro kpuzy [IM®y» (OBK-TIM®;
Mesa et al, 2007). ®BK-IIM® Busna4yaetbest abo (i) BiAMOBIAHO 10 cTaHIApTHUX KpuTepiis I'MJI
BOO3 2009 npu nonepeanbo BcraHOBIeHOMY niarHo3i M® (Vardiman et al, 2009) a6o (ii) npu
CTIMiKOMY MiJBUIIEHH] O61acTiB nepudepudnoi kpoBi A0 piBHS >20% npotsarom § TwxkHiB (Tefferi et
al, 2006a).

OcranHiil KpuTepiil, 0 IPYHTYETHCS Ha KUIBKOCTI IIUPKYIIOI0YUX OJIACTIB, 1a€ MOXKIUBICTh
MMOCTAaHOBKHM JI1arHO3Y y 0Ci0, y SKUX HEMOXKJIMBA acHipallis Ta B SKUX TPEMaHOOOIONTaTH Maiike
MOBHICTIO 3aMiHeHi (hi0po30M, 1110 Ty’Ke YCKIIaJHIOE OI[IHKY MPOIIEHTHOI KITBKOCTI OJIacTiB.

Ilpocnos. JlitepaTypHi JaHi CTOCOBHO MPOTHO3Y OOMEXeHl, ane mnepenadavyaroTh, IO
6inpicTh 0ci6 3 ®BK-IIM® xuByTh MeHIIE, HIX 1 piK, a BeIMKa KUIbKICTh IIOMHPAE MPOTITOM 6
MICSIIiB, HE3BaKAIOUM Ha JOCTYIHI Buau JikyBanHs (Mesa et al, 2005). /lanux mpo Te, 1o mporao3
abo peakiis Ha JikyBaHHS Oyzae BiapizHATUCH Npu DBK-IIM®, obymoBnenomy IIM®, moct-ET
a6o noct-CII M@, nemae.

Bcmanosnenns yineii nikysanns. He3Baxkaroum Ha oOMexeHI HaHi, oueBUAHO, 1o (i)
nporuo3 npu OBK-IIM® e moranuM, iHOAI HaBITH MPH MAKCUMAJIbHUX 3YCHIUIIX; (11) peKUMH
iaykmii 'MJI BukopuctoBytothest ipu OBK-TIM®, ane koedimieHTH BIAMOBIAI € HIKYUMU, HIXK
npu de novo I'MJI, Ta (iii) BiamoBiap Ha pekuMm iHaykmii I'MJI, y HalKpalioMy BHITaIKy, MOKE
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MPU3BECTH JI0 KOPOTKOCTPOKOBOTO MOBEPHEHHS 0 XPOHIYHOI (ha3u 3aXBOPIOBAHHS.

36invuentst mepminy scumms sk mema. [IepeKOHYIOUNX TaHUX TPO TE, IO MEAMKAMEHTO3HA
Tepamis Moke 30UtbmMTH BwkuBaHicTh npu DBK-IIM®, nHemae. Ilporte, 3Baxkaroun Ha
ONTUMICTUYHI pe3ylbTaTH 3acTocyBaHHs azamuTuiainy npu MJIC 3 BHCOKMM pU3UKOM, Y
HEIIOJIaBHBOMY  JIOCJIJDKEHHI Oyina TIpoBeleHA OIiHKa Horo e(QeKTUBHOCTI Yy BHUIAJIKY
tpancdopmarii MITH (Thepot et al, 2010). [ToBigomiisiiiocs npo 3arajbHui KoeDIilieHT BiAMOBI I
38%, Bxmrouaroun 4/7 BunazakiB Tpanchopmartii [IM®D. Meniana BUKMBaHHS CKjIaaaia 8 MICSIIIB.
BinnoBinHo, ciiJy poO3TISIHYTH MOJIMBICTH 3aCTOCYBaHHS MOHOTEparii a3aluTHIUHOM 75 Mr/m2
MpoTSIroM 7 JIHIB KOXKHI 28 MHIB, XO4a IS MATBEPKEHHS HOro e(EeKTUBHOCTI MPHU IUX CTaHaX
HeOOXIaHI JOAATKOBI JAaHi.

Line nixysanns. JlikyBanus @BK-IIM® nocsrtu ckiaaHo, ane He HEMOXKJINUBO, BUXOJISAUH 3
HACTynmHUX MipkyBaHb. [lo-mepmre, ano-TCK € eaumHuM BHIOM Teparmii, IO MOXe OOYMOBHUTH
JIOBrOCTPOKOBY pemicito abo BuiikoByBaHHSI OBK-IIM®. [lo-apyre, 3rifHO 3 iICHYIOUMMH BUAAMHU
JIKyBaHHS IHIIMX MIENOINHUX HOBOYTBOpeHb, ano-TCK ciim mnpoBoauTu onpazy micis
BCTAaHOBJICHHSI XPOHIYHOI a3y micas iHTeHCHBHOI Ximiorepamii. Lle oOymoBieHO HOCBiIOM IpHU
MJZIC Ta ¢a3i OnacTHOrO KpPU3y XPOHIYHOTO MIEJNOIMHOTO JICHKO3y, J¢ TpaHCIUIAHTAIlisl B
MPUCYTHOCTI MAacUBHOI MyXJIMHU (TOOTO piBeHb OnactiB > 20%) mpu3BOIUTH 10 AYKE BUCOKOTO
pusuky penunuBy. CrpaBzai, HemaBHii 3BiT OnHKonoriyHoro uentpy iMm. M.Jl. Amnnepcona
MPUITYCKAE, 110 IeH MiAXiA € JOMYCTUMHM sl HeBenukoi yacTiuHH naiieHTiB 3 ®BK-IIM® (Ciurea
et al, 2010). IIpote, icHYIOTh AesKi JNaHi, Ha MIATPUMKY BHKOPHCTAHHS KOHKPETHOTO PEXUMY
iHayKkii. He3Baxkaroun Ha 1iKaBi 3BITH MPO OKPEMi BUIIAIKHU MIOBEPHEHHS 10 XPOHIUHOI (a3u micis
Teparii a3alUTHIIHOM, HOro BUKOpUCTaHHA B sAkocTi mepexomy no TCK cmin posrmsgatu sk
eKCIIepUMEHTAJIbHE.

[Ticns BigHOBIEeHHs XpoHiyHOT (pasu M@ ano-TCK cuix mpoBOIuTH SKOMOTa CKOpIIIE.
OnTtuManbHUN  pEeXUM  KOHIUIIIOHYBaHHS TIOKM He BcTaHoBieHMH, xoua K3I kpame
BUKOPHUCTOBYBATH Y MAIlIEHTIB 3 IOBHUM MOBEPHEHHSM J0 XPOHIUHOT (pa3u 3aXBOPIOBAHHS.

Pexomenoayii wiooo ®bK-ITM®

* ®BK-IIM® wMae mnoraHi NOpPOTHO3U; CIiJ PO3IJISHYTH MOKJIMBICTD BUKOPHUCTAHHSA CYTO
niaTpumyroudoi Teparii (PiBeHs nokazosocti 2, Ctyminb B).

* Monorepanist azauuTHIMHOM (75 Mr/M2 mpoTaroM 7 JHIB KOXH1 28 AHIB) MOXe 3a0e3MeunTH
BIJIMIOBI/JIb MATIATUBHOTO XapakTepy a0o, IMOBIPHO, MPOAOBKHUTU CTPOK KUTTS MAIEHTIB, SIKUM HE
Moske poBoautuck ano-TCK (PiBens nokazosocti 2, Crynins C).

o JlikyBanpauii miaxig g0 PBK-IIM® 3anexuth Biag ycmixy I1HAYKIIHHOI XiMioTepamii 3
MOBEPHEHHSIM 10 XPOHIYHOi (ha3u 3aXBOPIOBAHHS Ta BiJl HETaWHO! TPAHCIUIAHTAIll aJTOTEHHUX
CTOBOYpOBUX KIITHH. BinOip kaHauaatiB Mae OyTH Jy)Ke peTeIbHHMM, 3BaXKal0UW Ha Te, L0 i
3aX0/IM MOXKYTh OyTH YCIHIIIHUMH TIIbKU y HebaraThox naiieHTiB (PiBeHs qokazoBocti 2, CTyniHb
B).

JlikyBaHHS miJ yac BarirTHocCTi

MITH-M® pifko BUHHKAE y TMAIIEHTIB JITOPOIHOTO BiKy. B TOKyMEHTI, IO OMUCYE TOCBIA
y BenukoOpuranii, y3araipHEHO IyXe Majlo HasBHHX OmuciB kiiHiuaux Bunaiakis (Tulpule et al,
2008). Lle mocmimkeHHs MOKa3ajo, IO HECHPHUATIWBI SBHUILA U IUIOJA Ta MaTepl MOXYTb
BiIOyBaTUCSI TIiJI Yac BariTHOCTI, aje€ Ha CHOTOAHINIHIA JeHh HE ICHYE HISKUX JI0Ka3iB
porpecyBaHHs 3axBOpioBaHHS. JIiKyBaHHS  yCKJIQJHIOETHCS  BIJCYTHICTIO JIOKa3iB, aie
MPOTIOHYETHCS JOTPUMYBATUCh AITOPUTMY, TIpejcTaBieHoro y kepiBHunTBax BCSH 3 mikyBaHHS
tpomboruTo3y (Harrison et al, 2010).

Pexomenoauii

e BaritHicth € piakicaum Qakropom npu IIM®. HeoOxiguwmii 30ip MNOAANBIIMX JdaHUX.
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PexomeHyeThCsl TPOBEEHHS JIIKYBaHHS BIAMOBIIHO 10 MOTOYHUX KepiBHUITB moao0 ET (PiBenb
noka3oBocti 2, Ctynins C).

IIM® y qursauomy Bimi

Crhin noknmajaTH BENUKUX 3YCHJIb JJIS BCTAHOBIIEHHS oOcTarodHoro miarHosy IIM® y
JTUTSYOMY Billl, OCKIJIBKH 11€ PIAKICHUN CTaH, 1 JI0 TOrO K OaraTo BUIIJKIB 3 TUIIOBUM (DEHOTHUIIOM
MOXYTh OyTH TONIKJIOHATbHUMHU. 3BUYaiiHO, BusBieHHS JAK2 V617F ab6o MPL W515L
niaTBepauTh aiarHo3 MITH, xoda Ha 1ieit yac gani mono AiTeil BiacyTHi. MOXKIIMBI CKIIQTHOII Y
JIarHOCTYBaHHI MPU HACTYITHUX PO3JIaJax, 0COOJIMBO 3a BIJCYTHOCTI JOCTATHHOI IIUTOTCHETUYHOI
M ATOTOBKH

* TOCTPUIl MAHMI€TI03 3 MieT0(iOpo30oM

* roctpuii Merakapiobaactauii seriko3 (I'MKJI, npu cunapomi JlayHa)
* ayTOIMYHHI po3yiaan, mpotideparlis IPUPOAHUX KIITHH-KIJIEPiB

* BUIMAJKU Mies0¢iOpo3y y aiTel B ciMeiiHOMY aHaMHe31

* IPUYMHHA BTOPUHHOTO Mi€10(iOpo3y, HAIPHUKIIAMA, PAxiT

* rinonemossipauid MJIC.

VY OararboX BHIIAJKAaX 3aXBOPIOBAaHHA y IUTSAYOMY BIilll MOXE MHUHYTH «caMe 10 coOi», i3
CIIOHTaHHUM E€PUTPONOCTUYHHUM BITHOBIICHHSM B)K€ uepe3 2-3 poku micis aiarHoctyBaHHs (Altura
et al, 2000). BiamoBigHO, pPEKOMEHIYEThCS KOHCEPBATHBHUM IIAXiJ OO TaKWX IAI€HTIB, 3
MOJKJIMBICTIO 3acTOoCyBaHHs cTepoiniB micnsa BukitoueHHs 'MKIJI ta paxity (Bhakhri & Debata,
2010). €guauM BapianToM JiKyBaHHS «aiiicHoro» IIM® e anoremna TKM. Ilpote, iioro
MOBCSIKYaCHE 3aCTOCYBaHHS HE PEKOMEHAYETHCS Ta Mae OOMEXYBATUCh MAI[IEHTAMH, B SKUX OynIu
BUKJTFOUEH1 BC1 1HIII J1arHO3H, 30KpeMa, MPHU CTIMKIA CUMIITOMATUYHIN IUTOMEHIi a00 MiIBUIIEHHI
piBHIB OJacTiB.

Pexomenoayii wooo [IM® y dimeti
» KoHcepBaTuBHUI MiXiJ] pEKOMEHIAYEThCS y OUIBIIOCTI BUMA/IKIB.

Crnig po3risiHyTH MOKJIMBICTh BUKOpPUCTaHHS crepoifiB micias BukitoueHHs 'MKJI ta nedinury
BiTaminy D (PiBens nokazoBocti 2, Ctyninb B).

Hogi Buau Tepamnii

3apa3 mpoXoJATh OLIHKY psi/i MOTEHLIMHUX BUAIB Tepanii. [nriGitopu JAK nemMoHCTpyroTh
HaWOLIBII ONTHUMICTUYHI PE3ylbTaTH MIOJ0 KOHTPOJIO TakuX CkiIagHux acnektiB [IM®, sk
30UTBIIIEHHS PO3MIPIB CENEe31HKM Ta CAMITOMHU BUCHaXeHHs. J[iiCHO, BOHM MPEACTaBISIOTh €MHUMA
BapilaHT JIiKyBaHHs, 3a BUHATKOM TKM, mo 3abe3nedye CTiKy Ta JOCTOBIpHY BiamoBias. [IpoTe,
HMOBIpHO, MallOyTHE MOJISATAE B MOETHAHHI IUX BapiaHTIB.

Komenmap pobouoi zpynu:

YV Kkniniunux pexomenoayiax O0iacHOCMUKU | NIKYBAHHA 2eMAMOJIO2IYHUX MA OHKOJO02TYHUX
3axeoprosans Himeyvkoco moeapucmea cemamonocii ma oukonocii, 2014p. 3eadyemwvcs npo
3ACMOCYB8AHHA 8 PAMKAX KAIHIUHUX eunpodyeans mepanii [IM® inecioimopie mTOR ma ineioimopis
cicmonoeayemunazu. Ilpu M® axmusayis cuenanvnoco waxy AKT/mTOR mae eadxciuge
namoeenemuune 3HauenHs. Y kuiniyvnomy eunpooysauni cmaoiu l/11 y 39 xeopux na M® nayienmis,
BIOHeCEeHUX 00 2pynu BUCOK020 abo cepedHbo20 pusuxy, sacmocosysanu ineioimop mTOR
eseponimyc (Guglielmelli P, et al., 2011). Moowcna 6yno oyinumu eionosioo y yiromy 6 30
nayieumie. Hattuacmiwum nposeom moxcuunocmi npu 0o3yeanui 10 me/006y 6ye cmomamum 1/2
cmynens. 3menuients po3mipy ceneszinku Ha nonao 50 % ma nonao 30 % cnocmepicanu 'y 20 % i
44 % nayicumie 6ionogiono. Y 69 % nayicumie 6usigneno nouuil pecpec KOHCMUMYYIOHATbHUX
CUMNMOMIB.
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L'icmonoeayemunaszu (HDACS) € pepmenmamu, wo 3a0iani 8 nepemeopeHti XpomMamury ma
gidieparome  KIOY08Y pOb 8 eniceHemudHoMy pe2ylto8aHHi eKcnpecii 2eHi. Y KIiHIYHUX
sunpooysanusax cmaoii Il ons nixysanns IIM® 3acmocosyeanu eisinocmam i namobiHocmam
(PAN/LBH589) (Rambaldi A,et al., 2010; Mascarenhas J, et al., 2013). Ilpu yvomy 6yau ompumani
8padNCaoyi OaHi CMOCOBHO 3MEHUEHHS AHeMIl, CHIIeHOMe2ail | KOHCIMUMYYIOHATIbHUX CUMIIMOMIE.

3acrocyBanns JAK inridiTopiB B jikyBanni M®: neperJisii KJIiHiYHOr0 KepiBHUITBA
BpuUTaHCBLKOro KOMIiTeTYy MO CTAHIAPTAM B reMAaTOJIOTii 100 AOCTII:KeHHSI Ta JIIKyBaHHS
Mmiesaogoposy 2012

Kepisaunreo BCSH momo Mienodioposy O0yno ctBopene y 2012 porri (Peiini 1 ciiiBaBr.,
2012), ane 3 Tux mip pykconitiHio, JAK1/JAK2 inriGiTop, OyB cxBajieHHH A7l BUKOPUCTaHHS B
€pornerickkomy Coro3i, 1 Oyim onucani ayxe normupeni myraiii B reHi Calreticulin (CALR). Tomy
MH XOTUIH O mepersisiHyTd icHytode kepiBauiTBo (Reilly et al., 2012), mo06 1i BaxkiuBi gaHi Oyiu
npuitHaTi 10 yBaru. CydyacHi AlarHOCTMYHI KpUTEpii MOBHUHHI OyTHM 3MiHEHI 3 BKIIOUYEHHSIM
myTatiitaoro crarycy rena CALR 1o ocHOBHuX KpHTepiiB A2 pa3oM 3 TECTyBaHHSM Ha HasBHICTb
mytauii B reni JAK2 V617F (PiBens mokazoBocti 1, Ctymiab A). ITanientu 3 CALR myTtanismu
MOXyTb MaTu Kpamuii nporHo3 (Klampfl et al., 2013), ane i nani He Oynu oriHeHi oQiliifHO Ta He
OynM BKIIFOYEHI J0 MPOTHOCTUYHUX HIKAJI.

IcroTHi mani momo Biamosiai Ha Tepamiro JAK iHTiOiTOpaMu, B TOMY YHCIi TO3UTUBHOTO
BIUIMBY Ha BikuBaHHs, Tenep noctymHi (Verstovsek et al., 2012, 2013; Cervantes et al., 2013).
Hanpuxnan, y 144 tuxueBomy pociimkxeHHi COMFORT-II meniana 3arajibHOT BH)KMBAHOCTI HE
Oyna gocsarHyTa B OJHiH 3 Tinok. B minomy 29 (19 9%) 1 22 (30 1%) mamieHTiB mOMepIH Mij Yyac
JOCIIJDKSHHS B TUIKaX PyKCOMiTiHIOY Ta Haiikpamoi noctynHoi Tepamii (HAT), BiamoBigHo, 3 sSIKUX
cMmepTel Ha JikyBaHHI Oyno moBigomieHo 13 (8 9%) B rimui pykcomnitiniOy Ta 5 (6 8%) B rimmi
HAT (onHa cMepTh cTanacs miciis Nepexoay 10 TUIKH PyKCOIITIHIOY). 3HUKEHHS pU3UKY CMEPTI Ha
52% BiA3HAYEHO B T Tepamii pykcoaiTiHiOoM nopiBHsHO 3 rikoro H/T (BigHocHuit pusuk (BP)
=048, 95%, nosipumii inTepsan ([I) 0 28-0 85). Orinena MoBipHICTh OyTH KUBUM Ha 144 TrOKHI
ckinana 81% B rinmi pykcomiTiHiOy 1 61% B rimui HAT. P-3nadenHs s gorapudgmivyHOro
paHroBOro KpUTEpis, cTparnudikoBaHoro 3 6a30Bor0 kateropieto pusuky ckias 0,009, (Cervantes et
al., 2013). Kpim Toro, gaHi MUX paHAOMi30BaHHUX JOCIIKEHb MOKAa3yIOTh, 110 CTAHAAPTHI METOAM
JIKYyBaHHS MOPIBHIOIOTHCS 3 IJ1aie00 y BIJHOILIEHHI BIAMOBIAL 3 OOKY cene3iHKH 1 cuMnToMiB. B
nonepeanbomy kepiBuuntsi (Reilly et al., 2012) pexomennmyBanocs posrisiHytH Tepamito JAK
1Hr101TOpaMy JUIsl MAlli€HTIB, K1 HE BIAMOBUIN Ha JIIKYBaHHS T1IpOKCUKapOaMiioM Ta Ha JaHUi yac
HE PO3MIAJAIOThCS KaHAWIAaTaMU Ha TPAHCIUIAHTALl0 KICTKOBOTO MO3KYy, ab0 Ul MHAalli€HTIB 3
TSOKKUMH KOHCTHTYIIOHAIbHUMH CHMIITTOMaMH. 3 ypaxyBaHHSM HOBHX JIOKa3iB MH Ha JaHWW Yac
o(imiiHO pPEKOMEHAYEMO pYKCOMITIHIO B SAKOCTI Tepamii Mepuoi JiHii CUMITOMaTHYHOI
criieHoMeranii Ta/abo KOHCTUTYIIOHATFHUX CHMIITOMIB, TIOBsi3aHuX 13 M® HezanexHo Big JAK2
V617F myramiiiHoro crarycy (PiBenp noxazoBocti 1, Cryminp A), ae GanaHc MK HEOOXiJAHICTIO
CIPABIIATUCS 13 OCTAHHIMU CKJIAJIHOIAMHU IEpPeBaXye PHU3UK MOOIYHHUX e(EeKTIiB 1, 30KpeMa, MU
MPOINIOHYEMO HACTYIHI peKOMEeHAalii

Iloka3anusga:

1 CumnromatuuHa cruieHomeradnis. (PiBens mokazoBocti 1, Ctyminb A)

2 CumnToMu, nosizaHi 13 M@, ki npu bOMY BIUIMBAIOTh Ha SIKICTh kUTTSA. (PiBeHb moka3oBocCTi 1,
Cryminb b)

3 Tematomeraniss 1 mopTajipHa rinepreH3is BHacHiiok M@ 3MeHmyloThbcst Ha (oHI Tepamii
pykcomitinioom (Verstovsek et al, 2010), Tomy iioro MoXKHa pPO3IJISTHYTH JJIS IIMX TOKa3aHb.
(PiBenp nokazosocti 2, Ctyninb b)
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VY Toil wac sK Teparmis PYKCOMITHHIOOM mepemdavae MiATBEp/HKEHHS TepeBar oo
BIUKMBAHOCTI, BHUKOPHCTAHHS PYKCOJNITIHIOA HAa pa3i HE PEKOMEHAYETHCS Yy OE3CHMITOMHHX
MaIie€HTIB 1/a00 THX, Y KOTO HEMa€ CYTTEBOI CINIEHOMET AT,

Komenmap pooouoi cpynu:

Poboua epyna esasicac 3a OoyinbHe GUKOPUCMOBY8AMU HACMYNHI peKoMeHOayii w000
mepanii pyKcoaimuHiOom:

Cmapmoga 003a pyKconimunioy:

a) > 200 x 10%1 mpomboyumis: 2 x 20 me/006y

b) 100-200 x 10%z mpomboyumis: 2 x 15 me/006y

¢) 50-100 x 10% mpomboyumis: 2 x 5 m2/006y i, 3a1ed4cHO 6i0 KOHKDEMHUX 06CMABUH, NOGITbHE
30inbUEHHS 003U KpoKamu no 5 me 0o 2 x 10 me/006y

d) menwe 50 x 10%1 mpomboyumis: eiomina pykconimunioy abo nuwe pemenvHe npusHA4EHHS.

- Tepanisa pykconimunioom nepepusacmscs 3a 3HUNCEHHS KilbKocmi mpomboyumie meruie 50
x 10%n ma/abo abconromuoi xinvkocmi netimpoginie 0,5 x 10%/1.

- Ilicna nepepusannsi mepanii pyKconimuuioom, 60HA GIOHOGNIOEMbCS NPU  3POCHMAHHI
Kinokocmi mpomboyumie Ginvuie 50 x 10%n ma abconromuoi xinokocmi netimpoginie 0,75 x

10%a.

Taomuus 11

Maxcumanvha 003a pyKcoaimunioy, AKa PUIHAYAEMbCA NICAA NEPEPUBCAHHA 11020
3aCmMOCy8aHHA Y 36 °A3KY 3 PO3GUMKOM MPOMOOUUMONEHil

Jloza pykconimunioy
Kinvxicme mpomboyumie na nomoynuti Tlosa
uac

> 125 x 10% 20 me / 2 pasu na 006y
>100 x 10%n <125 x 10%n 15 me / 2 pasu na 006y
>75 x 10%n <100 x 10%n 10 me / 2 pazu H 000y
>50 x 10%1 <75 x 10%n 5 me /2 pasu na 006y

<50 x 10%n He NPU3HAYamy

Makcumanvha 003a pyKcOaimuHiOy, AKaA NPUHAYAEMBCA NICAA NEPEPUBAHHA 020
3aCMOCY8AHHA Y 36 °A3KY 3 PO3GUMKOM HelIMmPOnenii

Iicia 3pocmanns Kinbkocmi weiimpoginie >0,75 x 10%n, mepaniio pyxconimumnitom
8iOHOGMI0IOMb 13 003U 5 Mme 1 pas/doba abo 5 me 2 paszu/0oba, AKWO B0HA HUMNCYE, HINC
MAKCUMAbHA 003a npenapamy, Ky 3aCmoCc08y8aiu HA OCMAHHbOMY MUJICHI neped nepepeoio 8
mepaniio.

Pedykuia o0o3u pyKconimunioy npoeooumuvca 3a YMO8U 3HUMNCEHHA KL1bKOCmi
mpomoboyumis.

Tabmurs 12

Penykuisi 1031 pyKcoJIiTHHIOY 32 PO3BHTKY TPOMOOIMTONEHII Y NALI€HTIB, IKUM
ininiiioBano JikyBanus na piBui rpomGoumTis 100 x 10%1 Ta 6iabue
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Penykitist 1o3u pyKCOIITHHIOY
KinpkicTh Jl03a Ha MOMEHT 3HM)KEHHS KUIBKOCTI TPOMOOITUTIB
TpoMOOLUTIB HA | 25 Mr /2 pa3u | 20 Mr /2 pasu | 15mr/2 pasu | 10 Mr/ 2 pasu | 5 mr/ 2 pasu
MMOTOYHUI yac Ha 7100y Ha 7100y Ha 700y Ha 100y Ha 100y
HOBa HOBA HOBa HOBA Hogsa
>100 x 10%1< | 20 Mr/ 2 pasu | 15 mr/2 pasu 6 . 6 . 6 .
125 % 10%x1 Ha 100y Ha 106y €3 3MiH e3 3MiH €3 3MiH
>75 x 1091 < 10 mr/2 pazu | 10 mr/ 2 pa3u | 10 mr/ 2 pazu 6 . 6 .
100 x 10%n Ha 100y Ha 100y Ha 100y ©3 SMIH ©3 SMIH
>50 x 10%n1<75 | 5wmr/2 pasu 5 Mr/2 pazu Swmr/2pasu | 5wmr/2 pazu .
9 0e3 3MiH
x 10°/n Ha 100y Ha 100y Ha 100y Ha 100y
<50 x 10%x HE HE HE HE HE
NPU3HAYAIOTh | MPHU3HAYAIOTHh | MPU3HAYAIOTh | MPU3HAYAIOTH | MPU3HAYAIOThH

Moougpikayia 0o3u pykconimunioy npu Hedocmamuiil ionoeioi Ha mepanio HUM Y
nayienmis, AKim iniyitioeane nikyeanns na pieni mpomooyumis 100 x 10°%n avo dinvwe

Axwo  8i0nosiob  Ha mepanito  PyKCONIMUHIOOM € HeOOCMAmHbOI, d KLIbKICb
mpomooyumie ma HelumpoQinié adexeamua 003i, OCMAaHHs Modce Oymu 30inbluena Ha 5 me 08iui Ha
0eHb, 00 MAaKCUMAIbHOI 003U, KA CMAHO8UMb 25 Me 06iui Ha OeHb. [lo3a pyKcoaimuHiby He
NOBUHHA 30I1bULY8AMUCH NPOMALOM NEPULUX 4 MUNCHIE mepanii ma Yacmiuie HidC KOHCHI 2 MUIICHL.

Pedykyia 0o3u 3a po3eumKy 2emamonioZiuHoi MOKCUYHOCHMI 6 RauicHmis, AKUM
iniyiiioeano nikysanna na pieni mpomoouumie 6io 50 x 10%n 0o 100 % 10%n

3uuoicenns 003u pyKconimuHioy 3a 2emamono2iyHoi MOKCUYHOCMI y X8Opux, AKi 6)10
posnovamo nikysanus na pisni mpomboyumie 6io 50 x 10%1 0o 100 x 10%1 sionosioae maxiii, axa
Haseoena suwje 01 pedyKyii 003u pyKcoaimuHioy 3a po3eumky mpomMOOyumoneHii 6 nayicHmis,
AKUM iHiYitlosano nikyeanus na pieni mpomboyumie 100 % 10%n ma 6invue.

-V xeopux, skum iniyitiosana mepanis pyKCcONimuHiOOM Ha pieHi0 mpomboyumis i 50 X
10%r 00 100 x 10%n nepepusaemuvcs 3a 3uusicenns Kintobkocmi mpomboyumie menuie 25 X
10%2 ma/abo abcomomnoi xinbxocmi neiimpoginie 0,5 x 10%x.

-V xeopux, axkum iniyitiosano mepania pykconimunioom Ha pienio mpombdoyumie 6io 50 X
10%1 0o 100 x 10%n, nicnsa nepepusanns mepanii pyKconimunibom, 6oHa GiOHOGNIOEMbCA
npu 3pocmanni Kinbkocmi mpomboyumie Ginowe 35 x 10%1 ma abcomommnoi Kinvkocmi
netimpoginie 0,75 x 10%/1.

- Tepanito pykconimunioom ionoenowms i3 0osu 5 me I pas/ooba abo 5 me 2 pasu/ooba,
AKWO BOHA HUJCHe, HINC MAKCUMATbHA 00304 Npenapamy, 5Ky 3AdCmoco8y8anu Ha
OCMAHHbLOMY MUIICHI Nepeo nepepaoro 8 mepaniio.

Taomuus 13

Peoykuyia 0o3u pyKconimunioy 3a po3eumKky mpomooyumonenii ¢ nayicumie, AKUM
iniyiitogano nikysanusa na pieni mpomooyumis 6io 50 x 10%n 0o 100 x 10°%n

Peoykyis 0o3u
Kinvxicme mpomboyumie na nomoynuti Tlosa
yac
<25 x10% He NPU3HA4aoms

>25 x 10%n <35 x 10°%n - 3MeHueHHs 003U 00 5 me / 1 pas na
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TA ix 3HUdMICEHHA NPOMACOM NONEPEOHIX 000y,
YOMUPLOX MUIICHIB BIONOBIOAE MEHULE HIIC - V nayieHmis, sIKi Ompumyoms 003y 5
20% me /1 paz — npooosacumu mepaniio 6
3a3Ha4enii 003i
>25 x 10%1 <35 x 10% - 3MeHuleHHs: 003U 00 5 me / 2 pazu Ha
TA ix 3HUMCEHHA NPOMACOM NONEPEOHIX 000y,
YOMUPLOX MUIICHIB BION0BIOAE OinbuLe HIdiC - V nayienmis, AKi Ompumyroms 003y 5
abo oopisnioe 20% me /2 pazu — smeHwumu 003y 00 5 me /
1 pa3 na 006y,
- V nayieHmis, sIKi Ompumyoms 003y 5
me /1 paz — npodosacumu mepaniio 6
3a3Ha4enii 003i

Moougpikayia 0o3u pykcoaimuuioy npu Hedocmamuii 6i0nogioi Ha mepaniio HUM Y
nayienmis, AKim iniyitioeane nikyeanns na pieni mpomooyumie 6io 50 x 10%n 0o 100 x 10%n

o3a pyxconrimuniby He nOGUHHA 30IILULYBAMUCL NPOMA2OM NEPULUX 4 MUdICHI6 mepanii ma
yacmiwe Hidic KodicHi 2 mudicHi. AKwo 8i0nosiob Ha mepaniio pyKcoaimuHioom € HedOCMamHvo0, a
KinvKicms mpomboyumie na nomounuii yac oopisuioe 100 x 10%n abo Ginvute, 0o3a mosice 6ymu
30inbuena Ha 5 me y OeHv. Jloza pykconimunioy modce 6ymu 30iibuieHa 00 MAKCUMANbHOIL, KA
cmanosums 10 me / 2 pazu na 006y 3a 30epicants 6Cix HABEOEHUX HUNICHE YMOBU:
- Kinbkicmv mpomboyumis 3anuuaemoca >40 x 10%/x;
- BHUJICEHHS KIIbKOCMI MpoMOOYuUmis npomseom nonepeoHix 4omupbox MmudicHie 8ionosioac
meHwe Hide 20%,
- abcomomua Kinbkicmo Heumpoginie >1,0 X 1 0%/n;
- 003a pyKconimunioy He 6yn10 pedykosana abo GiH He 6Y8 8IOMIHEHUl 8 36 S3K) I3 PO36UMKOM
2eMamono2iyHOl MOKCUYHOCMI HA NPOMA3L OCMAHHIX 4 MUICHIE.

Mooudgpixauyia 0o3u pykconimunioy 3a po3eumky Kpogomeui

3a possumky Kposomeui nepepuéacmuvcs JNIKY8AHHA PYKCONMUHIOOM HE3ANeHCHO 810
nomounoi Kinbkocmi mpomboyumis. Ilicna moeo, sk Kposomeua Oyna 3ynuHeHa ma OCHOBHA il
NPUYUHOIO 3HAXOOUMbCA Ni0 KOHMPOLEM pO32NAHYMU NUMAHHA NPO NOHOGNEHHs JIKYBAHHS 8
paHiule npusHaveHiu 003i. Axwo kposomeua 3ynuHeHa, aie OCHOBHA ii NPUYUHA 3ATUUAEMBCS
HEKOHMPOIbOBAHOW, PO3SNISIHYMU NUMAHHSA NPO NOHOGNEHHS JIKYBAHHS PYKCOIIMUHIOOM ) Oinblu
HU3bKIL 003I.

IlepenocumicTsb i moOiuHi edexTH:

1 Anemis 1 TpoMOOIIMTOIIEHIS OYIKYIOTbCA HpPH JIKyBaHHI PYKCOJITIHIOOM, aHeMmis 3a3BHuail
JocsArae MakcUMymy 10 12-16 THXKHIB 1 TONINIIYETbCS B MOAAJBIIOMY. Y TMAIl€HTIB 3
MePETICHYIOYOI0 aHEMIEI0 1 TPOMOOITUTOTICHIEIO (TTAIlIEHTAaM 3 KIJTBKICTIO TpOMOOIHUTIB HIKYe 50 X
10%n mpemapaT He NpPU3HAYAIOTH) PEKOMEHAYEThCS BUKOPUCTAHHS HMKYOI I10YATKOBOI JO3H,
nanpukian 5 mr BD (Verstovsek et al, 2010) (PiBens mokaszosocti 1, Ctymib b).

2 Amnemis Moxe OyTH MOKpallleHa NUISIXOM 3HI)KEHHS J03M PYKCONITIHIOy abo OJlHOYacCHUM
3aCTOCYBaHHSIM €PUTPOTNOCTUH-CTUMYIIOIOYNX areHTiB, Ta/abo aHaOOMIYHUX CTEpPOIdiB, TAKHX SK
nanazon (McMullin et al, 2011) (Pigens nokazopocrti 2, Cryminb b).

3 BpaxoByrouu, 1mo Oynu MOBIAOMJIEHHSI MPO PEAKTHUBAIIIIO JIATEHTHUX 1 aTUMIYHUX 1HQEKIH,
TakuX [K rematuT B Ta TyOepkymnbo3, Jikap, SKUH NpU3HAYae Ipernapar MOBHHEH aKTHBHO
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MPOBOJIUTA CKPUHIHT 1H(PEKIIHHUX XBOpoO Ta BIAMOBIAHI mpodimakTuuni 3axoxu. lllemmenHs
JKUBMMH BaKIIMHAMU TTOBUHHI po3risiaaTucs 3 ooepexHicTio (PiBens mokazoBocti 1, Ctyminb b).

KonTpoJs Bignosini:

1 lns o6'extuBHOTO KOHTpOJto cumnromie Myeloproliferative Neoplasm Symptom Assessment
Form (MPN-SAF, dbopMa /151 OI[iHKH CHMITTOMIB MIi€JIONPOTiepaTHBHUX HOBOYTBOPEHB) MOXKE
oytu kopucHoro (Emanuel et al., 2012; Harrison et al., 2013). (PiBensb nokazoBocti 1, Ctyminb A)

2 HemonaBHi KpuTepii BiAMOBiAI A OLIHKU JIIKYBaHHS Mi€n0o(iOpo3y HOBUMHU areHTaMu Oyiau
3alIPOIIOHOBAHI I BUKOPUCTaHHs y KiaiHiunux BunpoOysanusx (Tefferi et al., 2013), xoua BoHu
HE NMpHU3HAUYCH] 1 He PEKOMEHYIOTHCS ISl BAKOPUCTAHHS B KJIIHIYHINA PaKTHUIL.

3 PimeHHs NPUITMHUTH TEPAITil0 PyKCONiTIHIOOM Oye 3aiexaT BiJl CYKYIHOCTI pi3HUX (aKTopiB,
y TOMY YHCJII KOPUCTI BiJ JIKYBaHHS (SIK MPaBUJIO, 3MEHILEHHS CENe31HKU Ta/ab0 CUMITOMH) 1
HAsBHICTh a00 BIJICYTHICTH TOKCHMYHOCTi. CTYIiHB IMUILOBOI PEIYyKIIil PO3MIpIB CeNe3iHKu abo
CUMIOTOMIB TIOKH III0 HE BCTAaHOBIEHO 1 Oyae I1HIWMBIIyalbHUM [UIsi KOKHOTO TMAIli€HTA.
PexomenayeThest MomudikyBaTH 103y 1O MAaKCHMaJIbHO IEPEHOCHMOI, SIKIIO BiJIIMOBIAL HE €
aJIeKBaTHOIO, a JIIKYBaHHS MOBUHHO MPOAOBKYBATHCH MPOTIroM 24 TikHiB. Cxema Jiisl BUPIIIECHHS
YW BapTO MPOJIOBKYBATH, YU MPUITUHUTH JTIKYBaHHS IIUMH IIperiapaTamMu, MpeIcTaBicHa Ha puc 1.
(PiBenp nokazorocti 1, Ctyninb b)

SIK NpUNUHUTH JiKYBaAHHSA

1 CumnTomMu XBOpOoOU Ta cIijieHOMeralis Oy1yTh BiTHOBIIIOBATHCS MICHs BIAMIHY Mpemnapary, iHoI1
ctpimko. [ToctynoBe 3HIMKEHHS 103U MPOTATOM 7-10 MHIB Ta YHUKHEHHS PanTOBOTO MEPEPUBAHHS
pPEKOMEHAY€EThCSA. 3acTOCYBaHHs CHUCTeMHHUX cTepoifiB  (20-30 Mr mnpeaHi3ojoHy) TaKoX
BUKOPHCTOBYBaJoCcs B Takux oOctaBuHax (Harrison et al, 2013). (PiBens moxazoBocti 1, CTyminb
A)

Jlns manieHTiB, sIK1 HE BIANOBIIAI0Th a00 HE MEPEHOCATh PyKCoiTiHIO, nonaTtkoBi JAK iHridiropu
OLIIHIOIOTHCSA Y KIIHIYHUX BUIPOOYBAHHAX 1 MOKYTh OYTH CXBaJIeH1 Y MallOyTHbOMY.

Komenmap pobouoi cpynu:

Ipununenns mepanii pykconimunioom:

Jlixyeanus pyxconimunioom Oinvuie Hide 6 Mmicayi@ NOGUHHO OYMU NPOOOBI’CEHHS Y
nayienmis, 8 AKUX nepesaza mepanii OOMIiHye Ha0 NOMEHYIUHUMU PUSUKAMU.

3acmocysanus pyKconimunioom npununsAlOmMs 3a GI0CYMHOCMI 6i0N06I0i Ha Hei cene3iHKU
(3meHwenHs 06’emy cenezinku > 35%, Axe eusnaueHo nid uac NPoeedeHHs MASHIMHOPE30HAHCHOT
abo Komn’'tomepHoi momozpagii) abo 3MmeHulenHs IHMEeHCUBHOCMI cuMnmomie udepe3 6 micayise
mepanii.

Iincymok pekomenaauii
MonexynapHi 0iacHOCmMuyHi 00Ci0NCEeH S

* CkpuHiHr Ha npenmer mytanii JAK2 V617F mae pyTuHHO npoBOAUTHCH Y manieHTiB 3 [IMO.
KinpkicHi pe3ynbTaT Ajs KJIIHIYHOTO JIIKYBaHHSI HE BUMararoThCsl.

* [IepeOynoa BCR-ABL1 mae OyTu BHKIIOUEHA Yy pa3i aTUMIYHUX JAHUX, BUSBICHHUX NpU
Tpenanobiorcii, ado BiacyTHOCTI MyTatiit JAK2 abo MPL y narieHTa.

* [lepebynoBu PDGFRA ta PDGFRB matoTe OyTy BUKJIIOUEH] 32 HAsSBHOCTI 3HAYHOI €03MHOMLIII.
(CkpuHIHT Ha TpeAMET I1HIIMX MYTaIllil 3aJUIIAETHCS 1THCTPYMEHTOM JOCIHIKEHHS, PYTHHHUN
CKPHMHIHT HE MOKe OyTH BHITpaBIaHU, KpIM BUMAIKIB CKJIAJHUX Y JiarHOCTYBaHHI, 1€ BUSBJICHHS
KJIIOHATPHUX aHOMaJTii MOTJI0 0 3a0e3neuynTH neBHy iHpopMmaiito) (PiBeHs mokazoBocti 2, CtymiHb
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B).
Tepaneemuuni pivienus

* Pimenns momao teparmii [IM®, ocobnuBo 11010 3actocyBanHs ano-TCK, MaroTh IpyHTYBAaTHCh Ha
NPOTHO31 JUI Mali€eHTa, M0 BU3HadaeThes 3a mkanor DIPSS Plus, Tak sik nsg cucrema BaigoBaHa
JUIst OyIb-SIKO1 CTa/lii 3aXBOPIOBAHHS Ta JJa€ MOXKIIUBICTD Kpallle pO3PI3HUTH MPOTHOCTUYHY MEiaHy
BMKMBaHOCTI, HiX IPSS.

* B Toi1 wac sk IPSS, DIPSS ta DIPSS Plus ne O0ynu BamigoBani mist noct-CII M® Ta moct-ET
MO, nependadaeThcs, MO BOHU OyIyTh BUKOPHCTOBYBATHCH NpH IMX 3axBopioBaHHsX (PiBeHb
nokaszoBocti 2, Ctymins C).

Pexomenoayii wjooo meouxamenmo3zno2o 1iky8aHHs CnieHoOMe2ail
Ilepwa ninis:
* I'impokcukapbamif (3a BiICYTHOCTI ITUTOIICHIT).

 Taniomia Ta MPenHI30J0H (32 HASBHOCTI LIUTOMEHI{) — PO3MISIHYTH MOXIIMBICTh 3aCTOCYBaHHS
neHamizominy (y pasi anemii i3 urciom TpombomuTis >100 x 10%/1).

/lpyea ninia:

e Ciix pO3TISHYTH MOXIIMBICTH 3acTocyBaHHs iHTiIOITOpiB JAK — abo B pamkax KJIiHIYHOTO
JOCTiIKeHHs, a00 3a JOMOMOT0I0 MPOTOKOIIB ocTyny namieHTa. L{i 3acoou Oynu cxpaneni B CLIIA
B AKOCTI Tepamii mepmioi JiHii, o0 € mouiapbHUM micist 3aTBepykeHHs. (PiBenp mokaszoBocti 1,
Cryminsb A).

Pexomenoauii wiooo cnienexmomii

lokazanns

» CuMnToMaTH4Ha CIJIEHOMETalis, CTIKa 10 BILUIUBY MpenapariB.

* AHeMis, CTiiiKa 10 BIUIMBY Ipenaparis.

« CuMnToMaTiyHa TMOpTalbHA TiNEepTeH3is (HANPHUKIAJ, AaclUuT, KpOBOT€Ya 13 BapHUKO3HO
PO3IIMPEHHUX CY/IUH).

* Baxki kaTaboi4H1 CUMIITOMH, BKIIIOUaroun kaxekcito (PiBens qokazosocti 2, Ctymins C).

Ilepionepamusne nikysanms

* OuiHKa cTaHy cepls, MeYiHKH, HUPOK Ta 0OMiHY PEYOBHH.

» KopuryBanHs koarynonarii.

* PerenbHuil KOHTPOJIb YKCIIa TPOMOOLIUTIB A0 T MICIs CIUICHEKTOMII.

* JlanapockomniyHa CIUIEHEKTOMIsl He PEKOMEHYEThCSI.

» EmOounizanis cene3iHKoBoi apTepii He peKOMEHY€ThCS.

» HanexxHa BakmmHAINS Ta JOBFOCTPOKOBE 3acTOCyBaHHs TmeHiwiiHy (PiBeHb moka3oBoCTI 2,
Crymninb C).

Mienonponigepayis nicis cnienekmomii

e [futopenykTtuBHa Teparmis (TiApoKcukapOamin). VY [eSKHX TMallleHTIB MOXKHA PO3TISHYTU
MOJKJIMBICTh 3acTOCyBaHHS Kiaapubiny (PiBens gokazosocTi 2, Ctyminb C).

Pexomenoayii wooo npomenesoi mepanii

* [larfieHTH 3 CHMIITOMAaTUYHOO CIIJICHOMETAJIET0, 13 IOCTATHIM YUCIOM TpoMOOuTIB >50 X 109/n),
K1 He BBOKAIOTHCS MMPUAATHUMU JJIsL XIPYpPridHOTO BTPYUIAHHS.

* EMT i3 3amydeHHSM KUTTEBO BAXKJIIMBUX OPTaHIB.

» CunpHuii 6116 y KicTkax (PiBenb mokazoBocti 2, Ctymine C).
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Pexomenoayii wooo nepenusanms

e [lepenvBaHHS EPUTPOIMTIB PEKOMEHAYEThCS nisi marieHtiB 3 [IM® i3 cUMOTOMaTHYHOIO
aneMiero (PiBenp mokaszoBocti 2, Ctymins B).

 Xenarorepariis, sIK MpaBuiio, He pekomenayerbes npu [IM® (PiBens nokazoBocti 2, Ctymine B).
Pexomenoayii wooo epumponoemury

* ¥V nmamieHTiB 3 aHeMmieto Ta M® MOXHAa PO3MISHYTH MOXJIMBICTH TIPOBEACHHS Teparii
PEKOMOIHAHTHUM EPHUTPOIIOCTUHOM, SIKIIO PIBEHb CPUTPOIOCTHHY € HEHAJC)KHO HU3BKHM (<125
on/m). BiamoBigs € OiibIl IMOBIPHOIO Y MAIIE€HTIB 3 BIAHOCHO MOMipHOIO aHemiero (PiBeHb
JIOKa30BOCTI 2, CTYIIHB B).

* 3acrocyBanns pEIIO cuix mounnatu 3 1o3u 10 000 oxuHUI TpUUi HA TIXKACHB (1apOenoeTHHy -
150 Mxr Ha TWXIEHB), 3 1i 30iabmeHHsAM 10 20 000 onuHMIL TpUYil Ha THXKIEHDb (HapOenoeTHHy -
300 MKr Ha THXIEHB) Yepe3 1-2 Micsli mMpW BiICYTHOCTI paHHBOI BiAmoBimi. JIiKyBaHHS cimi
MIPUITUHUTH Yepe3 3—4 Micslri, KO peakiiisi Ha HbOro He Bij3HavaeTbes (PiBeHb J0Ka30BOCTI 2,
cTynins B).

Pexomenoayii wjooo anopoeennoi mepanii

e Chin  pO3rISHYTH MOJIMBICTH 3aCTOCYBaHHS JaHA30Jdy JUIA TIOKPAIICHHS KOHIIEHTpAIil
reMoryiobiHy y mamieHTiB 3 MienodiOpo3oM Ta aHeMi€ro, 3aleXKHOI Bia mnepenuBaHb (PiBeHb
nokasoBocti 2, Ctyminb B).

* PexomMeH10BaHa 1I0YAaTKOBA 1032 cTaHOBUTH 200 Mr Ha 100y Ta Ma€e MOCTYIOBO 301IbIIIYBATUCh, B
3aJISKHOCTI BiJI IEPEHOCUMOCTI Ta MacH Tiia manieHTa (Makc. 10 600 Mr Ha 100y IS MAIiEHTIB 3
MT <80 kr ta 800 mr ans namientis 3 MT >80 kr) (PiBens nokazoBocti 2, Ctynine B).

* JIikyBaHHS MALIEHTIB Ma€ TpUBATU MIHIMYM 6 MicsAuiB. [Ipyu HassBHOCTI BIANOBIAL Teparliio CIij
npoBoauTH e 6 MicauiB y a031 400 mMr Ha n00y, mepumr HiK THUTPYBaTH ii 1O MIHIMaJIbHOI,
HeoOX11HO1 A miATpuMKH Bianosial (PiBens nokazosocrti 2, Ctynine B).

* [Toka3zHuku (QyHKIIT MEYIHKU CiJl KOHTPOJIIOBATU NMPUHAWMHI IIOMICAYHO Ha MOYATKy Tepamii.
V3]l nediHKy Ha MpeAMET 3J0SKICHUX MYyXJIUH PEKOMEHAYEThCSI MPOBOAUTH KOXHI 6-12 MicAliB
(PiBens mokazoocti 2, Ctyminb C).

* YosnoBikaM cIiJl IPOBOAUTH CKPUHIHT Ha MpeIMET paKky IpOoCTaTH 0 MOYaTKy Teparii 1 Mmij yac
nikyBanHs (PiBenb nokaszoBocrti 2, CtymiHb B).

Pexomenoayii wooo nikysanus cucmemHux cuMnmomis

e JlikyBaHHs cuUCTeMHUX cuMnToMiB mpu [IM® € ckiagHUM NUTaHHSAM; JaHUX TPO KOPHUCTh
TpaAUIlIHHUX 3aco0iB y i cdepli Hemae. [lamieHTH 3 TSHKKUMH CHMIITOMaMH, 3a3BUYAM,
BITHOCSITHCS IO KaTeropii 3HAYHOTO PU3HKY; JUIS HUX CIIJI PO3TVISHYTH MOKJIHMBICTH MPOBEICHHS
eKCIieprMeHTabHOI Teparii, o nependayvae iHri0OyBanus JAK (PiBens nokazosocti 1, Ctyminb A).

Pexomenoayii wooo mienocynpecugnoi mepanii

 inpokcukapbaMiy € TepeBaXHUM 3aco00M  KOHTPOJIIO Tinepnponiepyrodux MposBiB
mienodidposy (PiBens nokazosocti 2, Ctynins B).

* AHarpenii Mae 3aCTOCOBYBATHCh 3 OOEpPEXHICTIO y MalieHTiB 3 AlarHoctoBaHuM M@ (PiBeHb
nokasosocti 2, Ctyminb B).

* 3acrocyBanHs I®H-o y mnamientiB 3 [IM® mae oOMmexyBaTUCh BUNAJAKaMH paHHBOI cTafil
3aXBOPIOBAaHHS 3 MepeBayKHO IposiBamu npoidepanii (PiBens nokazosocti 2, Ctynins B).

* Bucoki nmouatkoBi no3u cranmaptHoro I®H-o myxe morano neperocarbes npu [IM®D, Tomy ix
ciin yaukatu. [Tpu 3actocyBanni ctangaptHoro IOH-o pekoMeHayeTbess MOYMHATH 3 103U 1,5 MIIH.
OJIMHMITH TPUYl HA THIKIACHB Ta IMABUIIYBATH 11 10 MaKC. 15 MITH. OAMHUIL/THKICHB, B 3aJI€KHOCTI
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Bil mepeHocumocTi. [lpu 3actocyBanHi mermnpoBaHoro I®H, pekomenmoBanmM 3acoboMm € o2a
(PiBens mokazoBocti 2, Crymiab B).

Pexomenoauii wooo ano-I' CKT

Busnauenns: IlamieHToM, sikoMy MoOKe OyTH TpOBelIeHa TpAaHCIUIAHTAllis, BBAXKAETHCS TOHU, IO
MO>KE TIEPEHECTH MPOIISAYPY 13 HAICKHUM KOHTPOJIEM CYITyTHIX 3aXBOpIOBaHb, Ta B skoro € HLA-
CyMiCcHHIA TOHOP (poaud abo JO0OPOBOJIEIH).

* [Ilogo marieHTiB, SKUM MOKE OyTH MpOBEJeHA TPaHCIUIAHTallisl, BikoM <45 pokiB, 3 CepenHiM 2
a6o Bucokxum pmsukom mo mkam I[PSS, ocobmmBo 13 3aneXHICTIO BiJ TMEpEIUBAaHHS Ta/a0o
HECTIPUATIUBUMHE [TUTOTCHETHYHUMH aHOMAITISIMHU, CITiJI PO3TJIIHYTH MOXKIIUBICTH MPOBEACHHST MA
ano-TCK (PiBens nokazosocti 2, Ctrynins C).

* [Ilogo marrieHTiB, SIKUM MOKe OyTH TpoBeAcHa TpaHcIutaHTtaris, 3 CepenHiMm 2 abo Bucokum
pusukoM 1o mikaii IPSS, ocobmuBo 13 3alexHICTIO BiA mepenuBaHHS Ta/abo HECHPHUATIMBUMU
UTOTEHETUYHUMHU aHOMAJIISIMU, Pa30M 3 MOKa3HUKOM CYMyTHiX 3axBoproBanb npu TCK > 3, a6o y
Billi 45 pokiB abo crapmie, ciix po3risHyTH MoxmBicTe npoBeneHHs K31 amo-TCK (PiBens
noka3oBocti 2, Ctynins C).

* TpaHcrutaHTalliss Mae IPOBOJAUTHCH IO BBEACHHS IMallieHTaM OUThI, HiXK 20 OAWMHHIIG EPUTPOIUTIB
(PiBens mokazoocti 2, Ctyminb C).

* [lepopanpHe BBeneHHS Oycynb(aHy Mae CympoOBOJKYBATHCH IUIBOBUM JIO3YBAaHHSIM BiIIOBIIHO
10 piBHIB miua3Mu. KpiMm Toro, Mo>kiimBe BHYTPIIIHBOBEHHE BBEICHHS Oycynb(haHy B 3alI€KHOCTI
BiJ piBHIB 11a3mu (PiBenpb nokaszosocri 2, Crymins C).

* [IepekoHyrOUnX JJaHUX Ha KOPUCTh NMPOBEJCHHS CIUIEHEKTOMII 10 TpaHCIUIaHTallll HeMae. € MeBHI
CBIUEHHSI PO CYITYTHI 3aXBOPIOBAHHS T4 CMEPTHICTh MPH TAKUX ONEPAIlisX Ta MiABUINCHUNA PH3UK
penuauBy micns TpancmnaHTaiii (PiBers qokazoBocti 2, Ctymine C).

* [Tartienram 3 myrarniero JAK2 V617F, axum 3a0e3meuyeThCcsi KOHTPOIb 32 IOTIOMOTO0 KITBKICHOT
noniMepasHoi nanmroropoi peakuii (K-IJIP) micns TpancmimaHTarlii, B SKHX HE JOCSTA€THCS
mosekynsipHa [1B (aGo BigOyBaeThCcsi pelUauB), MOXYThb NPOBOJUTUCH BIMBAHHS JOHOPCHKHX
aimdonuTis 3a BiacyTHocTi PTIIX (PiBens mokazoBocti 2, Cryninb B). Pons K-IIJIP npu iHmmx
MyTaligx Hicisl TpaHCIUIaHTAallll KICTKOBOTO MO3KY HE BCTAHOBJICHA.

* OHO3HAYHMX CBIIYEHb HA KOPHUCTh 3aCTOCYBAHHS MEBHOI'O PEXHMMY KOHIHIIOHYBaHHS MA a0o
K3I nemae, xoua cipusiTiMBi pe3ynbTaTu Oynu Big3HauyeH1 micis BukopucrtanHs bY-IIU ta OJIY-
bY Ta antumiMdornurHoro rioOyminy. Cinig AOKIanaTH BCIX 3YCWIb JUIl  MPOBEICHHS
MPOCHEKTUBHUX KIIHIYHUX JIOCIIPKEHb Ta Iepefadl JaHuX 10 HAIlOHAIbHUX Ta MIKHApPOJHUX
peectpiB (PiBens mokazoBocTi 2, Ctyminb C).

Pexomenoayii wooo nikysanns OBK-I1IM®

* ObK-[IM® wmae morani MpOrHO3W; CIiJA PO3MIAHYTH MOXIIUBICTh BHKOPHCTAHHS CYTO
niaTpumyrodoi Teparnii (PiBenb qokazoBocti 2, Ctynins B).

* MoHoTeparis azauutuguHoM (75 Mr/mM2 mpoTsaroM 7 IHIB KOXHI 28 AHIB) MOXe 3a0e3meuuTu
BIJINOBIIb MAJTIaTUBHOIO XapakTepy abo, IMOBIPHO, MPOJIOBXKUTU CTPOK >KUTTS MAIIEHTIB, IKUM HE
moske mpoBoautuck ano-TCK (PiBens mokazoBocti 2, Crymins C). JlikyBaneuuit miaxin 1o O@bK-
[IM® 3anexuTh BiJ ycHiXy IHAYKIIMHOI XiMioTeparii 3 TMOBEPHEHHAM JO XpPOHIYHOI ¢azu
3aXBOPIOBAHHS Ta BiJ HEraiHOi TpaHCIUIaHTalii aJOoreHHUX CcTOBOYpOBHX KIiTUH. Binbip
KaHJIUAATIB Ma€e OyTH Ty’Ke peTesIbHUM, 3BaXKal0ud Ha Te, 1110 11 3aX0A1 MOXYTh OyTH yCHIITHUMU
TiBKU y HeOaraThox mnarieHTiB (PiBeHs mokazoBocti 2, Ctyminb B).

Pexomenoayii wooo nikysanus nio uac eacimmocmi

* BaritHicTh € pigkichum ¢Qakropom npu [IM®. HeoOxigauii 30ip NOAANBIINX JaHUX.
PexomeHayeThCsl TPOBEIEHHS JIIKYBaHHS BIAMOBIIHO 0 MOTOYHUX KepiBHUITB moa0 ET (PiBenb
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nokaszoBocti 2, Ctymins C).
Pexomenoayii wooo nikysanns IIM® y dimei

» KoHcepBaTUBHUI MiAXi PEKOMEHIAYETbCS Y OUTBIIOCTI BUMAAKIB. CIliJl PO3TIASHYTH MOXKJIUBICTD
BUKOpUCTaHHA crepoiniB micis sukitoyeHHs ' MKIJI ta nedinuty Bitaminy D (PiBenb mokazoBocTi
2, Crymiss B).

Pexomenoayii wooo suxopucmannsn Hosux eudie mepanii (ineioimopis JAK)

e JluB. posnin moxao 3acrocyBaHHs JAK inribitopiB B jikyBaHHI M®: meperisg KIiHIYHOTO
KepiBHUITBA BpHUTAaHCHKOrO KOMITETY MO CTaHAapTaM B TEMaTONOTii MO0 MOCHIDKEHHS Ta
JikyBaHHS MienodOopo3y 2012.

e JIuB. 1OJATKOBI peKOMEH AT I0/I0 CIIEHOMETAIT Ta JIIKyBaHHSI CUMITTOMIB.
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Komenmap pooouoi cpynu:

Icnyroms kpumepii oyinku 8ionogioi na nixyeanus [IM® sionogiono 0o IWG-MRT ma ELN kpumepiis. ¥ eunaoxy [IM® nepeznanymi kpumepii
gKIIOYAIOMb 6 NOKA3HUKIE (YUMO2eHemuyHa ma MOAeKYIAPHA peMicii, Xxoua po32ni0amucs, dle He € 0008'a3Koeumu 0l 8CMAHOBIEHHA NOBHOI
pewmicii (Tefferi A. et al., 2013). Oonax, yi kpumepii 6yiu po3pobneni y Ginvutiti Mipi OJist GUKOPUCMAHHS Y KITHIYHUX GUNPOOYBAHHSX | He NOSUHHI Oymu
IHCMpPYMEeHmMoM OYIHKU GIONO0BIOI HA cMAaHOapmHue JIKYB8AHHS, K 3a3Ha4eHo V KiiniuHux pekomenoayisx ESMO wooo diaenocmysanmus, nikysaunns ma
cnocmepedicenns Ph-necamuenux micnonponipepamuenux neonnasit, 2015p.

Tabnura 14
Busnavenns Bianosini Ha jgikyBanust npu [IM®

Oninka Bigmosixgi

Kpurepii

[ToBHa pemicis (I1P)

- KICTKOBMI MO30K *: KIITMHHICTh KiCTKOBOIO MO3KY BiJIOBila€ BiKy XBOPOIo, CTYHEHIO peTHKyIiHoBoro ¢ibposy <1' ta
KipKocTi O6sactiB < 5% TA

- mepudepuuHa KpoB: piBeHb remornobiny >100 r/m < BPM, pisens meiitpodinie >1,0 x 10%1< BPM, TpomGomuris
>100 x 10%/n< BPM, HE3pUIHMX MIETOTTHUX KITHH < 2 % ITA

- KJIHIYHA KapTHHA: BIICYTHICTh CUMIITOMIB, sIKi acouioBaHi 3 [IM®, HopManbHUIl po3Mip MEUYIHKK Ta CENE31HKH MiJ Yac
najbnaiii, Bizicyraicte EMI.

YactkoBa pemicis

- KICTKOBMI MO30K *: KIIITHMHHICTH KiCTKOBOTO MO3KY BiNOBiZa€ BiKy XBOPOro, CTYNEHIO peTHKyIiHoBoro (ibposy <1' ta

nokpameHHs (KIT)

(YP) KipKocTi O6sactiB < 5% TA

- mepudepuyHa KpoB: piBeHb reMornobiny >85 r/n < 100 r/n, pisens Heitrpodinis >1,0 x 10%1< BPM, tpomGonuTtis >50 X
10%/7< 100 x 10%/71, He3pinux Mienoigaux kmithH < 2% * TA

- KJIIHIYHA KapTUHA: BIICYTHICTh CUMITOMIB, sIKi acomiiioBaHi 3 [IM®, HopMallbHUI po3Mip MEUIHKU Ta CEeNe31HKU Mij 4ac
nanbnanii, BiicytHicte EMIT
ABO

- mepudepruHa KpoB: piBeHb reMoraobiny >100 r/n < BPM, pisens Heiitpodinis >1,0 x 10%1< BPM, tpomGormTis >100 X
10%n< BPM, HE3pUINX MIENOTIHUX KITHH < 2% ITA

- KJIIHIYHA KapTHHA: BIJCYTHICTh CUMITOMIB, sIKi acouiiioBadi 3 [IM®, HopManbHUI po3Mip NEUIHKH Ta CENE31HKHU Mij Yac

nanbnaiii, BizicytHict EMI'.
Kniniuyne - OTpUMaHHS BIANOBIAI Ha Tepamilo aHeMmii, rinepcruieHoMeranii abo CHMITOMAaTUYHOI BIANOBIAI 0e3 mporpecii

3aXBOPIOBAHHS, CTYIEHIO aHeMii, TpoMbolMTONeHii a6o HeliTponeHii °.

Bigmnosias anemii

V TpaHcdy3iiiHO-He3aTeXKHIX NALli€HTIB: 36iTbIIEHHS PiBHIO reMornobiny >20 r/m !;
VY tpancdy3iiiHO-3a7€KHUX Nalli€EHTIB: BIACYTHICTh NOTPeOyY B TpaHCy3isX.

Biamnosiab cene3inku
#

[TepBrHHO HUXKHIN TIOJTFOC CeNle31HKHM BU3HAaYaBcs Ha 5-10 cM Hmkye kpato JIP/I: He manpmyeTbes **.
[TepBUHHO HIKHIN MOMIOC CeNe31HKM BU3HavyaBcs Ha >10 cm Huxue kpato JIPJI: 3mMeHmyeTbes Ha >50% **.
[TepBrHHO HMXKHIN TIOJIFOC CENIe31HKHM BU3HAYaBCs Ha < 5 cM HK4Ye kparo JIPJI: He 3acTocoByeThCs™*.
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[TinTBep/KEHHST BIAMOBIAI CENE3IHKM Ha Tepamito nmorpelye 3MeHIeHHs ii 00’emy Ha > 35%, 1m0 BW3HAa4YeHO TiJ dYac
MIPOBEJICHHS MarHiTHOPE30HAHCHOI a00 KOMI FOTepHOT TOMOTpadii**.

CumnromaruyHa 3MeHIIEHHs IHTEHCUBHOCTI CUMITOMIB > 50%, fKi BU3HAYEHO Ta OliHeHO 3a popmoro MPN-SAF TSS 1,
BIIOBIAb
[Iporpecis - TOsBa CIUICHOMETAJ1, 3a IKOT HIDKHIN TOJIIOC CEJIe31HKM BU3HAYAETHCS 1[0 HAalMEHIT Ha 5 ¢cM HIbkue Kpato JIP /]

3aXBOPHOBAHHA LR

ABO

- 30inbmeHHs cruieHoMeranii Ha >100 %, 3a yMOBHU SIKIIO MiJ Yac MEPBHHHOTO OOCTE)KEHHS HUKHINA TOJIOC CEJE31HKH
BU3Ha4aBcs Ha 5-10 cm Hukue kparo JIP/]
ABO

- 30inbmeHHs crieHomeranii Ha >50 %, 32 yMOBM SIKIIO MijJ 4Yac TMEPBUHHOTO OOCTEKEHHS HIDKHIM ITONIOC CENIE31HKH
BU3Ha4aBcsa Ha >10 cm Hux4de kparo JIP]
ABO

- JedikeMiyHa TpaHc@opmarlis, 1o Bepu]iKyeTbCs 3a HaABHOCTI O1acTiB y KiICTKOBOMY MO3Ky > 20 % abo 3a HasgBHOCTI
OnactiB y nepudepuuHiii kpoBi > 20% y moenHaHH1 3 iX a0COMOTHOO KuTbKicTIO > 1,0 X 109/1 TpuBanicTio mpoBmie 2-X
THKHIB.

Cra0bimi3anis HeHnanexxHicTh 70 )KOJIHOI 3 KaTeropii BiAMOBIII.
3aXBOPIOBAHHS
Penunus - BTpaTta BianmoBigHOCTI KpuTepisam, npuHaimHi KIT micnsa nocsaraenns I1B, UB, a6o KIT AbO
- BTpaTa BIAMOBIIL aHEMII IO TPUBAE HE MeHIIe | MicsIs
ABO
- BTpaTa BIANOBIJIb CEJIE31HKU 110 TPUBAE HE MeHIIe | Micsls.
PexoMeHnpaiii OIiHKK IMTOTEHETHYHUX Ta MOJIEKYJIIPHUX 3MiH, SKi 3yMOBJIEHI Tepami€io
[uTorenernyna Jlnst OLIHKKA HUTOTEHETHYHOTrO BiAMOBiAl moHaiMeHmie 10 Merada3 moBMHHI OyTH MpoaHaIi30BaHi, pe3yjbTaT MOBUHEH
pemicis HiATBEPXKYBATHCS TIOBTOPHUM TECTYBAaHHS B paMKax 6 MiCAYHOIO BiKHA.
- IIB: BIACYTHICTb ICHYIOUO]I paHille aHOMaJIii,
- UB: >50% 3MeHIIeHHS KiTbKOCTI aHOMaNbHUX MeTada3
(xaTeropisi 4aCTKOBOI BIJNOBIAI MPUHHSATHA JO 3aCTOCYBAHHS TUIbKM B MAIlIEHTIB, B SKUX MEPBUHHO CIIOCTEPIraJIOCh 5K
HallMeH1Ie JiecaTh aHOMaJIbHUX MeTada3).
MonekynspHa Jlist mpoBeeHHS aHaIi3y MOJIEKYJISIPHOI BIAMOBIII BUKOPUCTOBYIOTh I'PaHYJIOLUTH NepudepuyHoi KpoBi, pe3yabTaT MOBUHEH
pemicis HiATBEPKYBATUCS MOBTOPHUM TECTYBAaHHS B paMKax 6-M MICSYHOTO BiKHA.

- IIB: BiACYTHICTB ICHYIOUOT paHille MyTarlii;

- UB: >50% 3MeHIIEHHS aJleJIbHOTO HaBaHTAKECHHSI

(xaTeropist YaCTKOBOI BIAMOBI/II IPUHHATHA J0 3aCTOCYBaHHS TIJIbKU B MAIIEHTIB, B SIKUX [TOYAaTKOBO OyIo sik HaiimeH1e 20%
aJICNIbHOTO HAaBAaHTAXKEHHS MYTAIII€10).
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[Mutorenetnunuii/ | [loBTOpHA MOsiBa BXKE ICHYIOUOI LIMTOI€HETUYHOrOo ab0 MOJEKYJSpHOi aHOMaiii, 10 MIATBEPKEHO MiJ 4ac MOBTOPHOIO
MOJIEKYJISIpPHUN TECTYBaHHS (IBOX AP TECTYBaHb).
peruanB

EMI — ekctpamenynsipHuii remorioes (BiICYTHICTb KIIiHIYHUX A0Ka3iB HasiBHOCTI EMI He Mae Ha yBasi iX 00’ €KTHBHY BiJICYTHICTb, SIKY
MIITBEP/DKYIOTH 3a JOIIOMOTOI0 Bi3yalTi3yIOunuX METOIIB TOCHKeHHs HerenaronieHanbHoro EMI); JIPJ] — niBa pebepna ayra; BPM — Bepxus
pedepeHTHa Mexa.

* — ba3oBi mpenaparu TpenanooionTaTy KiCTKOBOTO MO3KY Ta IIpernaparH, ki OTPUMAaHO IS JIIKyBaHHS, TOBUHHI OyTH 1HTEPIPETOBaHI OJHOYACHO
B IIpOIIeCi IEHTpai30BaHOro orisiAy. LluroreHeTnyna Ta MosieKyJ IsipHa BiNOBIAs HE TOTPiOHI st BUu3HayeHHs [1P.

T Knacudixysanus M® npoBoauThcs BianoBigae 10 €BporneichbKii kiacudikartii.

3po3yMino, mo Bu3HaYeHa KoHceHCycoM [P KicTKOBOTO MO3KY OBHHEH OyTH BUKOPUCTAHA TUIBKY B THX IALIIEHTIB, B IKUX BCI 1HINI KPUTEPii, y
TOMY YHCII JISUKOEPUTPOOIACTO3, BUKOHAHI.

* — Hespisti Mi€sI0iHi KITITHHN CKIaaI0ThCA 3 GIACTIB + IIPOMI€IOMUTIB + Mi€JIOIUTIB + METAMI€IOHUTIB + epUTPOOIACTIB. Y CITIEHEKTOMOBAHUX
MAIIEHTIB AOMyCcKaeThes <5% HE3pLMX MIENOTIHUN KIIITHHH.

¥ — IMB. BU3HAYEHY BiNOBiIb aHEMIi, Bi/INIOBI/b CENE3iHKH Ta IIPOTrPECio 3aXBOPIOBAHH. 30iIbIIEHHS BaKKOCTI aHEMi, 110 BUKJIMKAE I0Tpedy B
TpaHcdy3isx ado >20 1/ 11 3HWKEHHS PIBHSI TeMOTIIO01HY BiJl BUX1IHOTO, SIKHI BU3HAYEHO J0 MOYATKy Teparii, [0 TPUBAE He MEHIIe 12 THXKHIB.
301IbIIEHHS BAKKOCTI TPOMOOLIUTOIIEH T 200 HEHTPOIIEH sl BU3HAYAETHCS K 2 CTYNEHEBE 3HIKCHHS BiJl BUXIHOTO PIBHIO, SIKHI BU3HAYCHO 10
MOYaTKy Teparnii, unciaa TpOMOOLUTIB a00 aOCOTIOTHOTO YUCiIa HEUTPO(DiIiB, BIAMOBIIHO 10 3arajJbHUX KPUTEPIiB MOOIYHUX €PEKTiB JTIKyBaHHSI
(CTCAE) Bepcii 4.0. Kpim Toro, BusHauenns KIT Bumarae kinpkocti TpomMéorutis >25x% 10° /1 Ta abcomoTHOT KinbKicTh HeiiTpodinis B po3mipi >0,5
x 10° /.

Il — 3acTocoByeThes TinbKH 1S XBOPHX 3 BUXiTHEM piBHeM TeMornobiny < 100 r/n. V mamieHTiB, 10 He BiIIOBiIal0Th CyBOPHM KPHTEPisAM
TpaHc(y31iHOT 3aIeKHOCTI Ha MOMEHT aHalli3y (JUB. HUXKYE) aje OTPUMYBAJIN NEPEIUBaHHS MPOTATOM IMONEPEAHBOTO MiCAL, peaTpancy3iiHun
piBEHb reMOryI00iHy IOBUHEH BUKOPUCTOBYBATHUCS B SIKOCTI 0a30BOTO.

TpancdysiiiHa 3aJ1eXKHICTh BU3HAYAETHCA K EPEIMBAHHS HE MEHILE 6 OJUHMIb EPUTPOLIMTAPHOT MAaCH, MIPOTATOM 12 THKHIB 10 MOYATKy Teparii,
JUI PIBHIO reMorIo0iHy < 85 1/11, mpu BIACYTHOCTI KpOBOTEU1 a00 BUKIIMKAHOI JIIKYBaHHAM aHeMmii. Kpim Toro, HailOmmkuuil eni3on nepeauBaHHs
MOBHHEH OyB B1I0OYTHCS 3a 28 JAHIB 710 BKIIOYEHHS B JIOCTKeHH (0YaTKy Teparii). Binnosiaps y Tpancgy3iiiHO-3a1eKHUX Nalli€HTIB MOTpedye
BIJICYTHOCTI MEPENUBAHHS €PUTPOILIUTAPHOI MACH MPOTAToM 12 THKHEBOTO 1HTEPBAy Ha JIIKyBaHH1, HasIBHOCTI PIBHIO TeMOTJI001HYy > 85 1 /1.

# Y criyieHeKTOMOBAaHUX MAIli€HTIB OLlIHKA rernaToMeranii Ta mociiayroyda ii BiIIOBIIb Ha Teparmii MPOBOAUTHCS 3a TI€IO K CTpaTerii BUMIPIOBaHHS, 5K 1
JUTSL CIUIEHOMeETaII].

** - Bianosiap cene3iHky abo MeviHKU MOBMHHA OyTH MiATBEP/KEHA Bi3yalli3ylOUMMHU METO/IaMU 31 3MEHILIEHHSIM 00’ eMy oprany >35%, a came 3a
JIOTIOMOTOI0 MarHiTHOPe30HaHCHOI ToMorpadii abo koM t0TepHO1T ToMorpadii, He moTpiOHO. KpiM Toro, 3MeHIIeHHs 00’ eMy cele31HKH a00 MeUlHKH
>35%, sike BU3HAYECHO 3a JIOTIOMOT'0I0 MarHiTHOPE30HAHCHO1 ToMorpadgii abo KoM toTepHOi ToMorpadii, € BiIIOBIIIO HA Tepariio He3aJeKHO BiJ
pe3ynbTaTiB (PI3UKATBHOTO OOCTEKECHHS.

1. Cummromu oninro0ThCs Bimnosiguo 10 MPN-SAF TSS. ®opma MPN-SAF TSS 3anoBHIOETHCSI caMUM TAI[IEHTOM Ta BKJIIOYA€ B ceOe BTOMY,
KOHIIEHTPALlIl0, pAHHE HACUUEHHS 1’Ket0, 3HI)KEHHS aKTUBHOCTI, HIUYHY MITIUBICTh, CBEPO1XK, OUIb y KICTKaX, TUCKOM(OPT Yy )KMBOTI, BTPAaTy Baru Ta
TUXOMaHKYy. TSKKICTh CHMITOMIB OIIIHIOETHCS 3a mmKanoro Bij 0 (BiACyTHiM / HACTIMBKH J00Ope, SK TIIBKH 11e Moxe 0yTn) o 10 (Hairipmie BiqayTTs /
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TaK TMOTaHo, sIK TIIbKH 11e Moxke O0yTH). banmu B popmi MPN-SAF TSS cymytotrscs B iHnuBiayansHy mkary (0-100 mkana). CuMrnromaTiyHa
BiJIMIOBiIb BUMAarae 3HmKeHHS >50 % IHTEeHCUBHOCTI CUMIITOMIB, sKi Bu3Ha4eHO 3a (hopmoro MPN-SAF TSS.

1. TIporpecuBHa npu3HaueHHs XBOPOOA JUIS CIUIEHOMETallii BUMarae minTBepmkeHns Most MPT a6o komm rotepHa ToMorpadis, mokasyroun
30utbIeHHS $ 25% 00CsATY Cese31HKU B MOPIBHSHHI 3 BUXITHHM.




46

Bionogiono oo wninivnux pexomenoayisx ESMO wooo oiaenocmysanmns, nikysanus ma
cnocmepedicennss Ph-necamuenux mienonponichepamusnux neonnasiu, 2015 p., y nayienmie? xeopux
Ha [IM® i3 HOpMANbHONW/NIOBUWEHON KITbKICMIO MPOMOOYUMIB, BUKOPUCMAHHSA HUZLKUX 003
aAcnipuny He niOmeepOI’CeHO pe3yIbmamamu KiiHIiYHUX 6Unpobyeans, aie Modxice OYmu NPUUHAIMHUM,
8paxosyouu pisens mpomo6o3ie (pamanvrux ma negpamanvrux), 1.75%, nopiensno iz ET (Ellis MH,
et al., 2014). IHayiecumam, y siKux UHUKANU BENUKI CEPYE80O-CYOUHHI NOOJIL, peyuousy8anHs mae oymu
nonepeddCceHo GIONOBIOHO 00 2O0JIOBHUX HANPAMKIE BE0eHHs, 3ANeJNHCHO 610 Mumy ma Ja0Kanizayii
nonepeoHb020 mpombo3sy. B nayienmie i3 mpomb6o3om 8icyepanvbHux e abo peyuousyrUUM
mpomMOO30M 6€HOZHUX CYOUH MA JIe2eHe8UM eMOONIZMOM 00820MPUBAILA MEPANIsS AHMUKOALYISHMAMU

per 0s 3a36udail PeKOMeHOYEMbCS, XOUd eKCNepmu CHepeyaomspcs, aoxce 8i0CYmHi KOHMPOIbOBAHI
oocnioxcenns (Ellis MH, et al., 2014).

MNepBuHHUI mienodibpos (MM®), noctrpombounTemivHor (Moct-TL) mienodibpos
a6o noctnoniyutemivyHoro (Moct-MNL) mienocdidpos

1

Po3paxyHok cTyneHsi pu3uKy 3a wkanoto IPSS a6o B npoueci 3axBoproBaHHSA

3a guHamivHoto wkanotw DIPPS

l l

Husbkun pnauk CepepfHin pu3uk 2
abo cepefHin pusuk 1 ab0 BMCOKUM PU3MK
l AnoreHHa

CnneHowmeranis
abo cumnToMu, 3ymMOBNEHI
XBOpo6oro

lMepeBipka MOXNMBOCTiI anoreHHoi

TpaHcnnaHTauis

S

CTOBGYPOBUX KNiTUH TpaHcnaHTauii CToBGypoBuMX

(AnoTCrK) kniTuH (AnoTCrIK)
Hi TakK
AnoreHHa TpaHcnnaHTauis
cToBGYypoBuXx knituH (AnoTCrK)
Crparerisa PykconituHio
EORIGEE DGR 6 AnoreHHa TpaHcnnaHTauis
crnocTepexeHHs abo .
(watch and wait) croB6ypoBux knitnH (AnoTCrK),
6o AocnipxeHHs B pas3i HeobXigHOCTi NnonepeaHs ¢asa i3
3aCcTOCyBaHHSIM PYKCOIiTUHIOa
I'Ip_oGneMHo- a60 iHwWwuX iHribiTopie JAK,
opieHTOBaHa . .
Tepanis’t HanpuvKnag B npoueci A0CHiAKeHHSA
abo
DocnigxeHHA
TI0ACHEHHS!. mummle.  TIKYBANILHA MEPANISL naniamuena mepanis

UIpobnemuo-opicnmosana mepanis: epumponoemun (14), mpancgysis epumpoyumis,
ciopoxcucevosuna (12,13), inmepgpepon (18), cmepoiou (12), anopozenu (15) abo imiou (19-22).

Puc. 1: Cmpyxmypa mepanii nepsunnoco mienogiopozy (IIM®@), nocmmpomboyumemiynozo
(Illocm-ET) abo nocmnoniyumemiunoco (nocm-CII) mienogioposy
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