LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Ph-HeraTtusHblie MMenonponudepaTuBHbie HOBOO6pa3oBaHuUS

KnuHnyeckue pekoMeHaaumm MmuHaapasa Poccum - B3pocnble - peaakumd 2025 1, ctaTyc «MpumMeHaeTcsa» Ha 04.11.2026 - MKB-10: D45,
D471, D47.3, D47.4, D75.1 - Accoumaums COAENCTBUS Pa3BUTUIO FreMaTonorum, TpaHcdy3nonormm n TpaHcnnaHTaLmm KOCTHOro Mo3ra
"HauunoHanbHoe remaTonormyeckoe obLwecTso”

Ph-HeraTuBHble MMenonponudepaTBHbIE HOBOOBPA30BaHNS BKIOUYAIOT UCTUHHYHO MOMULLUTEMMIO,
3CCEHLMAnbHY0 TPOMBOLMTEMMIO U MEPBUYHBIN MUENOGUOPO3. PEKOMEHJaLLMS ONMCHIBaET NOATBEPXAEHNE
LMarHo3a no KIMHUYeCKUM, nabopaTopHbIM, MOPHONOrMYECKUM U MONEKYNAPHBIM AaHHBIM, PUCK-
afanTUPOBaHHOE NeYeHne N NOXM3HEHHOEe HabNAeHWe Y reMaTonora.

naBHOe

« VM onarHocTmpytoT no kputepusam BO3: Tpy 6onbLUnX KpUTEpms NMG0 nepBble ABa 60MbLUVX 1 Manbli KpuTepum —
ypoBeHb 3O Huxe pedepeHCHbIX 3HaveHWN. K 60/1bWKMM OTHOCAT MOBbILLEHWE FrEMOIrNTOBUHA UMV TeMaToKpUTa,
naHMnesno3 B KOCTHOM MO3re 1 MyTaumio JAK2.

[na 3T HeobxoanMbl TpoMBOLMTLI >450%10°/n, xapakTepHas MerakapvouuTapHas nponvdepaums, UCKIYeHe
OPYrUX MUEeNnouaHbIX Heonnasnm n mytaumna JAK2, CALR nnv MPL; npy OTCYTCTBUM 3TUX MyTaLMN YUUTbIBAKOT
KNOHanbHbI Mapkep NMbOo OTCYTCTBME peakTUBHOIrO TPOMOOLIMTO3a.

Mpun NMM® grarHo3s onvpaeTcs Ha TpenaHobuoncuto, CTeneHb Gubpo3a, NPU3HaKM KNOHanbHOCTU U KITMHUKO-
nabopaTopHble Manble KpuTepun. Ana npedubpo3Hon 1 Gubpo3HoV cTaamn TpebyeTca NoATBEPXKAEHME KakK
MWHVMYM OHOIO Manoro KpUTepua B ABYX NOCNeaoBaTeNbHbIX MCCNEN0BaHUSX.

Puck npu UM un 3T onpenenstoT ¢ y4eTOM BO3pacTa, TPOMBO30B B aHaMHe3e, CepAeUYHO-COCYANCTbIX PaKTOPOB U
MOMEKYNAPHbIX AaHHbIX; Mpr MM® ncnonb3ytoT IPSS, DIPSS n DIPSS+ ans Beibopa HabnmtoaeHUs, neKkapCTBEHHOM
Tepanuum nnu anno-TIrCK.

MIH TpebytoT NoXM3HeHHOro HabnaeHns y rematonora. OAK ¢ Ma3koM BbIMOMHSAIOT NOC/E NOCTaHOBKW AnarHo3a
He pexe 0HOro pasa B 3 MecsLa, BUOXMMUIO — HEe pexe 0OHOro pasa B 6 MecALLEeB Npu HabMOAEHUM M OOHOMO pa3a
B 3 MecAiLla Ha LLUTOPEAYKTUBHOM Teparnmu.

OnpocHWK MIMH-10 3anonHAT Npy NEPBUYHOM OBPAaLLEHUN 1 3aTEM exeHeaebHO; OBLMIA pe3ynbTaT COCTaBNAEeT
0-100 6annos. CHMXeHWe NTorosoro 6anna MMHUMYM Ha 50% pacLeHMBAaIOT Kak KIMHUYECKUIN OTBET Ha NneveHune.

TpomboumTo3 >1000x10°/n NoBbIWAET PUCK KPOBOTEUEHMS M3-3a NPUOBPETEHHOMO C1HAPOMa BunnebpaHaa; npu
MITH BO3MOXHbl OAHOBPEMEHHO TPOMBO3bl M KPOBOTEUEHMS, MO3TOMY Nepes BMeLlaTeNnbCTBaMM U No
KNIMHWYECKMM NOKa3aHWSAM OLLeHMBAIOT reMocTas.

OunarHocTuka

1. CobpaTb aHaMHe3: TPOMB03bl, KypeHue, ConyTCTBYIOLWME 3a60neBaHNA, CEMENHbIV aHaMHES W HALMOHaIbHOCTb;
OLLEHUTb CUMNTOMBbI MO MIMH-10.

2. Mpu KaxaoM 06paLLeHUM MPOBECTH OCMOTP KOXM M CIIM3UCTbIX, OLLEHWUTB HUXKHWE KOHEYHOCTW, ManbnnpoBaTh
neyeHb 1 CeneseHKy, BbINOMHUTb ayCKyNbTaLMo 1 OLLEHUTb COCTOSIHME OCHOBHbIX OPraHOB U CUCTEM.

3. BoinonHutb OAK ¢ nenkodopmynon, Mmopdonormen knetok n COQS, a Takxe NPOCMOTP Ma3ka KpoBu. O4HOBPEMEHHO
oueHuTb 3O npu remornobuHe >165 r/ny MyX4nH nunm >160 /1y XeHWwmH nMbo rematokpute >49% n >48%
COOTBETCTBEHHO.

4. Viccneposatb JAK2 VB17F, MPL 1 CALR; mpu nogo3peHnmn Ha Ui ¢ oTpyuatenbHbiMU pe3yrbTaTamm —
cekBeHMpoBaTb 12-11 3k30H JAK2. MNpu OTCYTCTBUM OpanBEPHbIX MyTaLLMW ANA NOATBEPXKAEHUSA KITOHaNbHOCTU
MoryT notpebosatbca ASXL1, EZH2, TET2, SRSF2, SF3B1, IDH1 1 IDH2.

5. Ana anodepeHumnanbHown anarHocTrkm ¢ XMJTonpenennts akcnpeccuio MPHK BCR-ABLp210 1 BCR-ABLp190;
BbINOMHUTL Guoxumuio ¢ J1ATI, moyeBom kucnoTomn, C-peakTnBHbIM 6enkoM, ACT 1 AJTT, a TakXe KoarynorpaMmmy.
Mpy aHeMun nccnenoBaTb GEPPUTUH, Xeneso, TpaHChEepPpPUH, Xene3ocBA3biBatoLLYyto CNOCOBHOCTbL, GonaT U
BUTaMuH B12.

6. BceM naumeHTaM ¢ npeaBapuTenbHbIM AnarHo30oM MITH BbINOMHUTL TPENaHOBMOMCHIO KOCTHOMO MO3ra C
naTon0roaHaTOMUYECKNUM Y UMMYHOT MCTOXUMUYECKMM UCCNEeNOBaHUEM PETUKYIMHOBBIX U KONMareHoBbIX
BOJIOKOH; JOMNOMHUTL 0b6cnenoBaHne Y3 opraHoB 6PoWHOM MOMOCTH, MOYeK, HaAno4YeYHUKOB 1 OOHOW 30HbI
nMMpaTUYECKMX Y3/OB.
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7.YCTaHOBUTb HO30/10r M0 MO KpuTepuam BO3: and UM — Tpu 60nbwmnx b0 nepsble ABa 60MbLMX 1 Masbi KPUTEPUIA;
ana 9T — yeTblpe 60MbLVX MO0 nepsble TpW 60bWKX 1 Manbiv; ANA NPedrndpo3HON N Grubpo3Hon ctagun NMO —
BCE TPW 60NBLNX U MUHUMYM OOMH Marbil KpUTEepUI, NOATBEPXAEHHbIV B ABYX MOCNEA0BaTe bHbIX OnpeaeneHusXx.

NeueHue

« [Mpw AN BEINONHSAIOT GrieboToMuKM ANns noaaepxanua rematokputa 40-45%; B cpeaHem yaanaoT 250-500 M ¢
BOCMO/HEHWEM obbema 0,9% pacTBOPOM HaTpws xnopuaa. MNpoLenypbl IpOBOASAT Yepes AeHb, a npu
COMyTCTBYIOLLEN CEpAeYHO-COCYANCTON UK NErOYHOW NaTONOr MM — ABaXAbl B HeAento MM60 MEHbLLIMMU
obbeMamu.

[na npodunakTrku TPoM6030B npu UM HasHauaoT aLeTUncanmumMnoByto KUcnoTy 75-300 Mr/cyT; npu cepaeyHo-
COCYOMCTbIX aKTopax pucka, NenKoLNTO3e v HedoCTaTOYHOM KOHTPOJ1e CUMIMTOMOB BO3MOXHa cxema 75-150
MI 2 pa3a B CyTKu. [1pn HENEepPEeHOCUMOCTHM UK MPOTUBOMOKa3aHWAX MCMOSb3YIOT KNONUAOrpen 75 MricyT.

Mpu UM HM3KOro pucka OCTaTOUHO HabnoAeHUs, GeboTOMUI 1 aLeTUNCaTMLMNOBOM KUCNOTb 100 Mr/cyT.
LinTopenykT1BHYt0 Tepanuio 06aBNSOT MNPy NIOXon NePEeHOCUMOCTU UK YaCTbIX GNeboTOMUSX,
NPOrpeccupoBaHnn, CUMNTOMaTUYECKOW CrineHoMeranum Nnéo TpomboumTose >1000x10°%/1; cpeam BapuaHTOB —
nHTEpPepoH anbda-2b, rnapokcHkapdbamMuni 1 pyKConMTUHNG Npu PE3UCTEHTHOCTU UM HEMEPEHOCUMOCTU.

Mpwn 3T LeneBon ypoBeHbL TPOMOOLMTOB Y MaLMEeHTOB, Nonyyatowmx Tepanumio, — 400x10%/n. B rpynne HU3Koro
pycKa NpoBOAST HabMIOAEHME U NPU HEOBXOAMMOCTM Ha3HAYaloT aLeTUncannumMnoByo kncnoTy 100 Mr/cyT;
LUMTOpeayKUMIO HaumMHatoT npu TpomboumTax >1000x10°/n, nepef nnaHoBoM onepawmen, npu npupocte >300x109/
N 3a 3 MecsLa, CnneHoMeranum, CUMNTOMax, TPOM603€e N KPOBOTEUYEHMU.

Mpwn 3T BLIOOP NEepBOV MMHUKM 3aBUCUT OT BO3pacTa 1 puUcka: y naumeHToB MragLle 60 neT npoMexyTOUYHOro pucka
BO3MOXHbl HabnoaeHve, nHTepbepoH anbda-2b 1-3 MnH ME NoAKoxHO 3 pa3a B Hedento, aHarpenua nnm
narnHTepdepoH anbda-2b 45-90 MKr/Hen; y naumeHToB cTapLue 60 NeT NPOMEeXyTOYHOO PUCKa U MPU BLICOKOM
puvcke cTaple 40 net nepBon NMHWEN yKa3aH rMapokcukapbamma.

Mpy MM® HXU3KOr O 1 MPOMEXYTOUHOro-1 prcka 6e3 CMMMNTOMOB AOMYCTUMO ONHaAMUYEeCKoe HabnogeHve. lleyeHne
HaYMHaIOT NP CUMNTOMAX, BEICTPO MPOrPECCUPYIOLLEN CNINIEHOMEranunu, yrpo3e pa3pbiBa Cene3eHkuy nnm
HeaPPEKTUBHOCTN CMMITOMaTUYECKOW Tepanun. NHrbutopsl JAK mpy HU3KOM pUCKe MCNOSb3YIOT Npu
nporpeccupytoLLen n/mnu CUMNToMaTUYeCcKon CnieHoMeranum Npu HeapHeKTUBHOCTU MMAPOKCHKapbammaa u/mnm
NHTEPOEPOHOB; MPU MPOMEXYTOUYHOM-1 pUCKe — NPU CUMMTOMAaX OMyX0neBOM MHTOKCUKaLLMKN U
nporpeccupytoLLen cnieHoMeranum nocne HeapdOeKTUBHOCTU MAPOKCUKapbaMmaa Unnm nHTeEPHEPOHOB B
TeueHue 3-6 MecsLeB.

PykconutnHné npu NMMO HaumHatoT no 15 Mr 2 pasa B cy Tk npu TpomboLumTax 100-200x10%/n, no 20 Mr 2 pa3a B
CYTKM npu TpomboumTax >200x10%/n 1 no 10 Mr 2 pasa B cyTku npu 50-100x10°/11; MakcuManbHasa fo3a — 25 Mr 2
pasa B CyTKW. Tepanuio NprocTaHaBN1BatoT Npu TpoMboLmMTax < 50x10%/11 1 NoSBNEHUU reMopparnyecKoro
CvHOpOMa W Npu abConTHOM Yncne HenTpodunos <0,5x10°/1.

Mpwv 6nacTHom da3e ykasaHbl a3aunTuanH 75 Mr/m2 B oHv 1-7, neuntabuH 20 Mr/m2 B AHN 1-5 1 BeHeToknakc 200 mr
(amana3oH 100-400 Mr) BHYTPb eXeaHeBHO B AHKW 1-28; nocne peaykummn 6ractosa y nauveHTos 4o 60 net 6e3
TAXENbIX COMYTCTBYIOLWMX 3a601eBaHNin NokasaHa anno-TICK.

Korpa HanpaBuTb U Kak HabnogaTb

+ BONbLWMHCTBO NaLMEHTOB NnevaTca ambynaTtopHo. [naHoBas rocnuMTanu3aums HyxxHa Ans nogéopa TapreTHoOM
Tepanuu, NeYeHns TAXENOoN aHeEMUU, XUPYPryeckxX BMeLaTeNbCTB, KOPPEKLLMM OCOXHEHWI, CMEHbI IeYeHns
noaroToBku K anno-TI CK.

« OKCTpeHHas rocnuTannsaLmng nokasaHa npy nHGapkTe cene3eHku, HeyTOYHEHHOM aHEMUYECKOM CUHAPOME,
reMonMTUYECKOM Kpu3e, remopparnyeckomM cuHapome ll-IV ctenenn, TpomboumnTax < 20x10°/n Ha poHe
BbIPaXEHHOMO KPOBOTEYEHNS, OCTPOM TPOMB03€ MW 61aCTHOM KPpU3e.

« [1py oOCTPOM TPOMBO3€e NopTanbHOM CUCTEMbI HEOBXOAMMa MOCNUTaNN3aLns B reMaToNnornyeckoe oTaeneHne; npm
OCTpOW 60N B NeBOM noapebdepbe U NoA03peHUN Ha MHPAaPKT CeneseHkn TpebyeTca CPoYHOE obCnenoBaHve, a
NPV OCTPOM XMPYPrruyeckomn NaTonormm — HeOTNOXHOE XMPYPruyeckoe BMelwaTensCTBo.

« MauneHToB ¢ NMM® NpoMexXyTOYHOr0-2 UNK BbICOKOro pucka no DIPSS/DIPSS+ 1 yaoBneTBOPUTENbHBIM
COMaTUYECKMM CTaTYCOM HanpaBnsioT AN pelleHns Bonpoca 06 anno-TI CK npu Hannuum HLA-ngeHTn4Horo
POLACTBEHHOr O UM HEPOACTBEHHOMO AOHOPA.
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YacTble BOonpochl

Kak noaTeepxXaatoT UCTUHHYIO MONNLUTEMUIO?

Hy>HbI Tpy 60MbLNX KPUTEPUS MO0 NepBble ABa 60/bWMX 1 Marnbiv KpUTEPUN — HU3KUA ypoBeHb 3O, To eCcTb
YPOBEHb HUXE pedepeHCHbIX 3HaUeHU. Borbluve KPUTEPUK BKIOYAIOT MOBbILLEHWE FEMOT TIOBUHA UMK reMaToKpuTa,
naHMMENo3 KOCTHOIo Mo3ra 1 MyTaumio JAK2.

Korpaa npw UM Hy>KHa pneboToMUSA U KaKon reMaToOKPUT CUNTaTb LeneBbiM?

®neboToMMM NPOBOOAT BCeM NaumeHTam ¢ UMM, nogaepxveas reMaTokpuT B npefenax 40-45%. CpefHui 0bbem
ofHow npouenypbl coctasnaeT 250-500 M ¢ BOCMONHEHWeM 06bemMa LIMPKYNPYIOLLEN KPOBM.

Korpa npu 3T HaunHaTb LMTOPEAYKTUBHYIO Tepanmio?

MNokasaHus BKNOYaloT TpoMboLmMTo3 >1000x10%/n, nnaHoByO onepaLmio, NPMPOCT TpomboumToB >300x10°/13a 3
Mecsua, CreHoMeranuio UM CUMNTOMbI MPOrPECCUPOBAaHKS, a TakxXe TPOMBO03 U KPOBOTEUEHHME.

Kakasi cTapToBas fo3a pykconntuHmba npm NMo?

Mpu TpomboLumTax 100-200%10°/n Ha3HayaloT 15 M 2 pa3a B CcyTkK, npu >200x10%/n — 20 Mr 2 pa3a B CyTKW, Npu 50—
100x10%/n — 10 Mr 2 pa3a B CyTKW. B nepBble 4 Hegenu 003y HE MEHSIOT.

Kak uyacto Ha6bnoaaTb naumeHTa ¢ MMNH?

HabniogeHue y remMatonora noxXm3HeEHHOE; YacToTa BU3UTOB COCTaBAET OT OAHOIro Ao 3-4 pa3 B rog. OAK ¢ Ma3koMm

NPOBOAST MOC/e YCTaHOBMNEHWS AMarH0o3a He pexe OAHOro pa3a B 3 MecsLua, a MMH-10 nauneHT 3anonHaeT
exeHeaenbHo.

BbIXMMKa caenaHa no TeKCTy pekoMeHAaLmMm U He 3aMeHseT ero. MonHbIN 0PuLIManbHbIN TEKCT, KanbKyNaTopk! 1 COKpaLLEHHas Bepcus:
https://iukonaceyeHoBa.pd/cr/120-ph-negativnye-mieloproliferativnye-novoobrazovaniya. OpuumanbHbIi ICTOYHMK: https://
cr.minzdrav.gov.ru/preview-cr/120_2
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