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PE®EPAT

Pazpabotka HauMoHanbHbIX KAMHUYECKUX peEKOMEeHZaumn
Nno AWArHOCTUKE U neYeHnto Ph-HeratmBHbIX MUENONPOnun-
depaTnBHbIX HOBOOGpPA30BaHMn HeoOXxoAnMa ansa obecne-
YeHUs MHOPMALMOHHOW NOAAEPXKN MPUHATUS BpPadom
peLleHniA B OTHOLLEHMM OMarHOCTUKK, Tedenunst, npodunnak-
TUKWN 1 peabunutaumm Ha OCHOBE MPUHUUMOB AOKa3aTe/ lb-
HOM MeauUMHbI B Llendax obecnedeHuns Hagnexallen meam-
LMHCKOW MOMOLUM B KOHKPETHOW KMNUMHWYECKOW CcUTyauuu.
KnnHuyeckrne pekomeHaaumm BaXHbl A1 BblOopa OnTu-
MasibHbIX METOAOB OMAarHOCTUMKMW, NedYeHus, peabunmraumm
N NPOUIAKTUKN B paMKax OKa3laHMA MeguUUHCKOM Momo-
WM NaumeHTy, pa3paboTKu KpUTEpUEeB OLIEHKM KadecTBa
MEAWUMHCKOW MOMOLLM, CTaHAAPTOB MEAMUMHCKOM MOMO-
LKW, NOPSAKOB OKa3aHMa MeanLMHCKOM NOMOLLM, CO34aHMA
CTaHOapPTOB OCHALLEHUS W ynpaBneHns ne4vyebHO-AnarHo-
CTUYECKNM MNpoLEeCcCcoM, oBecrneyeHns HeNpPepPLIBHOMO Me-
ONUMHCKOrO 06pa3oBaHUsA U MOBbIWEHUSA KBanudumkaumm
MeanUUHCKNX paboTHukoB. B 2013 r. 6bina co3gaHa pabo-
yasg rpynna rno paspabotke N ohOPMIEHUNIO KITMHUYECKUX
peKoMeHaaLmni, MOCBSALLEHHbIX IEYEHUIO MaLUEHTOB C MUe-
nonponugepatMBHbIMM  HOBOOOpasoBaHUAMKU. BnepBble
pekoMmeHgaumm 6bim onybnukoBaHbl B 2014 r., B ganbHek-
weM OHM MoaMdumumpoBanncb U nepensgaBannce. [uHa-
MWUYHOE pa3BUTUE COBPEMEHHOW rematonorun Ttpebyet
OT CneumaancToB NOCTOAHHOMO OOHOBEHNSA CBOUX 3HAHWUA,
a TakXke BHegpeHMa HOBbIX METOA0B ANArHOCTUKKN N nevye-
HMA B KIIMHMYECKYIO NPaKTUKy. B aTOM CBA3KW KINHMYEeCKMe
pekoMeHaaumm — 3To AMHAMUYECKNA AOKYMEHT, MOCTOSIHHO
COBEPLUEHCTBYIOLLMNCA, pa3BMBaAOLLUMNCA, OOHOBASIOWMNIA-
CH B COOTBETCTBUMN C HAYYHbIMU OOCTMXKEHUAMU N HOBbIMU
TpeboBaHMAMM CNELNANUCTOB, KOTOPble HENOoCPeACTBEH-
HO 3aHWMaloTCa fle4ebHON fedATenlbHOCTb. Hacrodwadq
pepakuua npegcraBnaer coboii OO6HOBNEHHbIM BapuaHT
KNUHUYECKNX pPEeKOMeHOaunin, B KOTOPOM MpeacTaBneHa
aKTyanbHas WMHQoOpMaumsa, oTpakatollass BOMPOChl Kac-
cnupmKaumn, OMarHoCTUKK, OnpeaeneHns nporHosa, Cco-
BPEMEHHbIX METOOOB /IeYEHUS, OLEHKU UX 3hEKTUBHO-
CTM MU NEepPeHOCUMOCTN. PekoMeHgaunnm npegHa3Ha4eHbl
ONS OHKO/10roB, remMaToNIoroB, aAMUHUCTPATOPOB 34pPaBo-
OXpPaHeHUs, CTYAEHTOB MeaMLMHCKNX BY30B.

KTIOYEBBIE CJ10BA: muenonponudgepaTBHble
HOBOOOPA30BaHUSA, UCTUHHAS MOMULUTEMUS, SCCEH-
uManbHaa TpoMOOLMTEMUSA, NEPBUYHBIA MUenodu-
6po3, JAK2, CALR, MPL, ASXL1, nporHos, rmgpok-
cukapbamug, UHTEPdEPOH a-2b, PYKCOAUTUHKO,
denpatnHmMb, aHarpenua.
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ABSTRACT

The development of National clinical guidelines on diag-
nosis and treatment of Ph-negative myeloproliferative neo-
plasms provides the knowledge basis for decision making
in diagnosis, therapy, prevention, and rehabilitation in com-
pliance with evidence-based medicine principles in order to
ensure appropriate medical care in a particular clinical set-
ting. The clinical guidelines underly the choice of optimal
methods of diagnosis, therapy, prevention, and rehabilita-
tion as part of a patient’s medical care, the development of
criteria for the assessment of medical care quality, medical
care standards, medical care procedures, setting standards
on equipment and management of diagnostic and thera-
peutic procedures, and provision of continuous medical
education and advanced training for healthcare profession-
als. In 2013, a working group was formed to develop and
formulate clinical guidelines on the treatment of myelopro-
liferative neoplasms. These guidelines were first published
in 2014, afterwards they were revised and republished. The
dynamic development of current hematology presupposes
constant updating of knowledge and implementation of new
diagnosis and treatment methods in clinical practice. In this
context, clinical guidelines present a dynamic document to
be continuously amended, expanded, and updated in ac-
cordance with scientific findings and new requirements of
specialists who are directly involved in treatment activities.
The present edition is an upgraded version of clinical guide-
lines with updated information on classification, diagnosis,
prognosis, current methods of therapy, and their efficacy
and tolerability assessment. The guidelines are intended
for oncologists, hematologists, healthcare executives, and
medical students.

KEYWORDS: myeloproliferative neoplasms, poly-
cythemia vera, essential thrombocythemia, primary
myelofibrosis, JAK2, CALR, MPL, ASXL1, prognosis,
hydroxyurea, interferon a-2b, ruxolitinib, fedratinib,
anagrelide.
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NGS

(Dynamic International Prognostic Scoring
System) — MexayHapogHas AMHaMuyeckas
NPOrHOCTUYECKas LWKana

(Eastern Cooperative Oncology Group) —
BoctoyHasi o6befnHeHHas rpynna
OHKO/OroB

(European Leukemia Net) — EBponeiickas
CeTb M0 U3YHYEHUIO N NIEYEHMIO NTIeiiK030B
(Fluorescence In Situ Hybridization) —
thnroopecueHTHas rubpuansauuns in situ
(International Prognostic Score for

ET thrombosis) — MexpayHapogHas
MPOrHoCTM4ecKas LWKana pucka pa3Butng
Tpom603a npu 3T

(International Prognostic Scoring
System) — MexayHapoaHas MPOrHocTu-
yeckada wkana

CTeneHb DETMKyﬂMHOBOFO/KOﬂﬂaFeHOBOFO
(pnbpo3a CTPOMbI KOCTHOrO MO3ra,
onpegendemada npu ruCTOXmMMn4eCcKom
OKpaLUMBaHWK CPE30B TPenaHoBMOoNTaToB
KOCTHOTO MO3ra C MOMOLLbIO MMMPErHaLmm
cepebpom

(Mutation-Enhanced International
Prognostic Scoring System) — MexpayHa-
poaHada MyTaLuWMOHHAA NPOrHocTuyeckas
wKana

(Mutation-Enhanced International
Prognostic Scoring System for
Transplantation-Age Patients with Primary
Myelofibrosis) — MexayHapogHas
NPOrHOCTUYECKAs CUCTEMA C YHETOM
MONEKYNAPHO-reHeTU4eCKUX AaHHbIX

Ans nauuentos ¢ NMM® B 3aBUCUMOCTH

OT BO3pacTa U TpaHCn/1aHTauuu
(Next-Generation Sequencing) — cekBeHu-
POBaHWe HOBOTO MOKO/IEHMS!
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BBEJAEHME

UCTUHHAA NOJIMLIUTEMUA, 3CCEHLMANBHAA TPOMBO-
LUMTEMUA U MUENOPUBPO3 — rpynma reTteporeHHbIX
3a60JIeBaHUN CHUCTEMBl KpPOBETBOpPEHMs, H3BECTHBIX
noJ, o6uUMM Ha3BaHUeM «Ph-HeraTUBHble MHEJIONpPO-
audepaTUBHble HOBooGpaszoBanus» (MIIH) [1-5]. MITH
NpeJCTaB/sAI0T CO60M KJIOHaIbHble 3a60/1eBaHUs1, BO3HU-
Kalolllie Ha ypOBHe CTBOJIOBOH KPOBETBOPHOM KJETKH,
XapaKTepusyTcsa npoaudepanueit ogHod wau 6osiee
KJIETOYHBIX JIMHUH MHeJI0N033a B KOCTHOM MO3re C NpU-
3HaKaMU COXpPaHHOM TepMUHaNbHOU [ PepeHIIMPOBKY,
CONPOBOXAIOTCA U3MEHeHHeM [T0Ka3aTesell nepudepu-
yeckol kpoBu [1-5].

WCTUHHAA NONULUMUTEMUSA (UM) — xksoHanbHOe MIIH, ko-
TOpoe XapaKTepusyeTcs npoandeparneil spuTPOUHOTrO,
IrPaHyJIOLIMTApPHOT0, MerakapuolUTapHOTO  POCTKOB
MHeJIono33a € NpeuMyllecTBeHHOM mnpoJsndepanuein
3PUTPOUHOIO0 POCTKA KpPOBETBOpPeHUs (MaHMHes03),
yBeJIMYeHHeM KOJIMYeCTBA IPUTPOLMTOB U NTOBbILLIEHHEM
KOHIIeHTpalluM reMorj1061WHa, TPOMOOLUTO30M, JIeHKO-
LIUTO30M B KpoBHU (MaHIIMTO3), HE3aBUCHMOCTbI 3pHU-
TpOI033a OT HOPMaJIbHbIX MeXaHU3MOB IMTOKHHOBOM
peryasauuu. [louyTn Bce 60/IbHBIE ABJSIOTCA HOCUTEASIMU
myTanuu V617F B rene JAKZ vnu apyroit pyHKIIMOHATBHO
CXOJHOH MyTalluH.

9CCEHUWAIbHAA TPOMBOLIUTEMUS (3T) — kJIOHa/IBbHOE
MIIH ¢ HekoHTpoJIMpyeMoi posndepanyeil Merakapuo-
[JUTOB, XapaKTEPU3YETCs NOBBILIEHHBIM YHCJIOM KPYTHBIX
Y TUTAaHTCKUX MEerakapuoLUTOB B KOCTHOM MO3re, TPOM-
6ouTO30M B KpoBM (> 450 x 10°/J1), BBICOKUM PHUCKOM
TPOMO030B U/UJIU KPOBOTEYEHUH.

MUE/IO®UBEPO3 (M®) — Mopdosiornueckuil TEpMUH, KO-
TOpBbIA XapakTepusyeT ¢pHUOPO3 CTPOMBI KOCTHOTO MO3Tra
C BbITECHEHUEM 3JIeMeHTOB reMonossa. BeigensaioT nep-
BUYHbIN MUes0¢ubpo3 (IMP) u BO3HUKIIUI B pe3y/ib-
TaTe nporpeccupoBaHus/TpaHcopmanuu WIl nau 3T
[IM® Bo3HMKaAET de novo, XapakTepU3yeTcsi KJIOHaJIbHON
nposudepanueil  CTBOJIOBBIX KJIETOK, aHOMaJbHOMU
3KcIpeccuel HUTOKUHOB, pUOPO30M KOCTHOTO MO3ra, re-
naTocIJleHOMerajaiuel BcaeJCcTBUE 3KCTPaMeAyIsIpHOTO
reMono3s3a, CUMITOMaMH ONYyX0JeBOH HHTOKCHKAIUH,
KaxeKcuel, JeHKO3pUTpPo6sacTo30M (COCTOsIHUE, KO-
TOpoe XapaKTepu3yeTcs JeHKOLIUTO30M, CABUTOM JIeHKo-
LUTapHOH GOpMyJIbI 10 6JIACTHBIX KJIETOK, NOsIBJIEHHEM B
KPOBH 3pUTP06JIaCcTOB), MPOrpeCCUPOBAHUEM C HCXOA0M
B OCTPbIH JIeK03, HEBBICOKOH BBKMBAEMOCTBIO.

MUWENONPO/INPEPATUBHOE HOBOOBPA30BAHWUE HEKJIAC-
CUOULIMPOBAHHOE (MIMHH). CorsiacHO peKOMeHAaLUsM
BcemupHo#t opraHusanuu 37apaBooxpaHeHuss (BO3)
2022 r. [5], AaHHBIM AUMArHO3 CAeyeT UCI0Jb30BaTh PU
HaJIMYUU KJIMHUYECKUX, JabopaTOPHBIX U THCTOJIOTHYe-
CKHX (10 TpenaHo6HUONTaTy KOCTHOTO M0O3ra) NIpHM3HaKOB
MIIH, He COOTBETCTBYIOIIUX KAaKOU-IM60 olpeseeHHON
HO30JI0TH4YecKON dopMe Kjaaccuueckux Ph-HeraTHBHBIX
MIIH. Yawe Bcero 3Ty KaTeropyvil UCHOJb3YIOT Ha
pPaHHUX CTaAusAX 3abosieBaHUsA (MaHubecTauuss) MOpuU
pacxoXJeHUU MexJy KJWHUYEeCKUMH, JIabopaTOPHBIMHU
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1 MopdoJIorMyecKUMU AAaHHBIMU; Ha cTaguu pubposa
CTPOMBI KOCTHOTO MO3ra/oCTeocK/Jepo3a MpU HCKJIIO-
YeHUU MHUeJoAUCIIacThYeckux cuHgpomo (M/C)
Wiu 3ab6osieBaHus u3 rpynnsl MIC/MIIH ¢ ¢ubposom
ctpoMbl; B ¢asze akcenepanuu (10-19 %) 6sacTHBIX
KJIETOK B KOCTHOM MO3Te WJIM KPOBH; GJIAaCTHOM KpH3e
(BK) ycranoBsienHoro paHee MIIH; B ciydasix coyeTaHus
MITH c BocnanuTenbHbIMH, MeTA60JIUUYECKUMU WU OTY-
X0JIeBbIMM 3a60J1eBaHUAMY, MAaCKUPYIOILIUMH OCHOBHbIE
MPU3HAKU TOU UM UHOU Ho30Ji0rru4Yeckor popmbl. MITHH
He JHUarHOCTUPyeTCAd MNpU MajJoM [JJs JUAarHOCTHUKHU
06beMe TpenaHOOGHONTATa KOCTHOTO MO3ra, OTCYyTCTBUHU
NpeJoCTaBJeHHbIX BpauaMM aHaMHEeCTUYeCKHUX, KJIWHU-
YeCKUX, JJabopaTOPHBIX JAHHBIX, IPOBeJeHUH MNpejlle-
CTByIOLleH Tepanuyd LUTOCTATUYECKUMM MpenapaTaMu
WU KOJIOHHECTHMYJUPYIOIIUMU (aKTOpaMM, HaJUYUU
peapaHxupoBok renoB PDGFRA, PDGFRB, FGFR1, BbIsiB-
JleHUU xuMepHoro reda BCR::ABL1 [5].

1. 3TUONOIrnUa U NATOTEHE3
Ph-HETATUBHbIX MIMH

dtuonorusa MIIH go cux nop He ycTaHoBJeHa. Beayiei
TUIIOTe301 SBJISIETCS MHOTO3TAalHOCTb BO3HUKHOBEHMUS
3ab0JsieBaHUsl, IPU KOTOPOH NpPeJpacrnooKeHHOCTb K
HeMy peaJiM3yeTcsl NOJ BO3JeHCTBUEM BHEIIHUX ¢ak-
TOpPOB, MOBPEX/JAWLMX eHOM HOpPMa/JbHON KJIETKH U
NPUBOJSIIUX K ee 3JI0KayeCTBEHHOM TpaHcpopManuu.
HecMoTpss Ha TO 4YTO B MOC/JAefHHUE TOJbl JAOCTUTHYThI
3HAYUTeJIbHbIe yCIlexy B pacliuppoBKe MOJIeKY/ISPHO-Te-
HeTU4YecKUuX MexaHu3MoB Ph-HeratuBHbix MIIH, mnep-
BOHayaJ/ibHasi MyTalius, MPUBOAALIAS K MaJUTHU3aLUU
reMoIno3THYeCKOU KJIeTKY, Heu3BecTHa [5].

MyTauuu B reHe JAK2 BO3HMKalOT Ha YpOBHe re-
MOIIO3THYECKUX CTBOJIOBBIX KJIETOK (KJEeTOK-Ipejlie-
cTBeHHUI) [6]. MyTauusi B ak3oHe 14 reHa JAKZ (JAK2
V617F) BrisiBasieTcst 6oiee yeM y 90 % nauuenTos ¢ UIl u
y 60 % — ¢ 3T uau M® [7, 8]. MyTanuu B 3k30He 12 reHa
JAKZ 6b111 onrcaHbl y 2-3 % nanuenTos c UIT [9].

MyTanuy B reHe, KOAUpPYIOLeM peLenTop TpoM6o-
nostuHa (MPL W515L/K), Habiwofa0TCsd NPUMEPHO Y
5-8 % Bcex nanueHToB c MO ny 1-4 % — ¢ 3T [10].

MyTauuu B 3k30He 9 reHa CALR oGHapyKHUBarOTCs
npuMepHo y 20-35 % Bcex manueHToB ¢ 3T u M®, uto
coctaBisieT 60-80 % cayuyaeB JAKZ/MPL-neraTuBHbIX 3T
uM® [11, 12]. Haubosiee yacTbIMU BapuaHTaMU MyTalui
B reHe CALR sBASAIOTCA Aejieliud 52 nap oCHOBaHUM (Tul
1) u BcTaBKkM 5 map ocHoBaHu# (Tun 2). OTMe4YeHo, 4YTO
MyTauuu B reHe CALR 1-ro Tuma d4alle BCTpedalwTCs Y
nanueHToB ¢ M®, a myTauuu B reHe CALR 2-ro Tuma mnpe-
HMyllecTBeHHO cBsi3aHbl ¢ T [13].

MyTanuy B reHaX, KOTOpble Y4aCTBYIOT B Ilepejaue
curHana (CBL, LNK/SH2B3), mogudukanuu XpoMaTHHA
(TET2, EZH2, IDH1/2, ASXL1, DNM3TA), cnuialicuare PHK
(SF3B1, SRSF2, U2AF1) u cynpeccuu omyxoJseit (TP53),
TaK>Xe MOTYT ObITh BbIsIBJIeHbI y ManueHToB ¢ MITH [14].

TpoiiHON HeraTUBHBIA BapHUaHT, MpeAloJararmiui
OTCyTCTBUE MyTalnuil B reHax JAKZ, CALR, MPL, BcTpeua-
eTca npuMepHo y 10 % nanueHToB ¢ [IM® u cuuTaeTcs
MPOTHOCTUYECKU HeGJIaronpusaTHbIM [15].

Y 6osbHbIX [IM® c MyTanusamu B reHe CALR mnokasa-
Tequ obuielt BeDKkUBaeMocTu (OB) sayyine B cpaBHEHUU
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C MalMeHTaMH, y KOTOPBIX olpefensieTca MmyTtauusa JAK2
V617F unu MPL W515L/K. MenuaHa BbIKHMBaeMOCTH
OblJla 3HAYMTE/JbHO Bblllle Yy NalMeHTOB C MyTauuel
Tuna 1, yem ¢ tunom 2 [13]. Meguana OB cocTaBua
18 sieT y nanMeHTOB ¢ MyTauusaMu B reHe CALR, 9 net —
¢ mytauuert JAK2 V617F unu myrtauueit MPL W515L/K,
3 rofa — y 6OJIbHBIX C TPOMHBIM HEraTUBHBIM CTATyCOM
[16]. B MHOrodakTOpHOM aHa/M3€e C MOMPABKOW Ha BO3-
pacTt myTauuu B reHe CALR coxpaHUJIU CBOIO 3HAYMMOCTh
o cpaBHeHUI0 ¢ myTanueit JAKZ2 V617F (p = 0,019) uau
TPONHBIM HeraTUBHBIM cTaTycoM (p < 0,001). 10-neTHAS
KyMyJISTHUBHas 4acTOTa IPOrPecCHpOBaHUs C pa3BUTHEM
BK Taxxe 6b11a HUXe (9 %) y naljueHTOB C MyTalMsMU B
reHe CALR no cpaBHeHHIO ¢ 19 % y 60/IbHBIX ¢ MyTalnuen
JAK2V617F, 17 % — c mytauueit MPL W515L/Ku 34 % —
C TPONHBIM HEraTUBHBIM 3a60JieBaHUEM [16]. Y 60bHBIX
M® ¢ mytauusiMu B reHe MPL oTMe4aeTcst HU3KUU ypo-
BeHb reMOIVIOOMHA IPU TOCTaHOBKE JJMarHo3a v BbICOKUH
PHUCK pa3BUTUS TpaHCPY3UOHHOM 3aBUCUMOCTH [17].

MyTtauuu B reHax ASXL1, EZH2, SRSF2, TP53, IDH1,
IDHZ2, U2AF1 c4rATalTCad MyTaLlMIMH BBICOKOTO MOJIEKY-
JIIPHOTO PUCKa, CBsI3aHbl ¢ xyzAweld OB M BbDXHMBaeMo-
ctoio 6e3 BK [18]. Mytauuu B reHax ASXL1, EZH2, SRSF2,
UZAF1, RAS omnpependoT nporHo3 B oTHoueHuu OB,
TOTJA Kak MyTanuu B reHax ASXL1, SRSF2, TET2, TP53,
IDH1/2 cnyxat npeaukTopaMu pucka BK y manueHTOB
c [IM® [18]. Meauana OB y naijueHTOB € XOTs Obl OLHOMU
MyTalMell B MPOTrHOCTUYECKU 3HAYMMbIX reHax (ASXLI,
EZH2, SRSF2, IDH1, IDH2) no cpaBHEHHUIO C GOJIbHBIMH,
y KOTOpBbIX MyTalluyd He OoNpejesisloTCs HU B OJAHOM M3
3TUX reHoB, cocTaBuia 81 vs 148 mec. (p < 0,0001) [19].
OZHaKo TOJIbKO MyTauuu B reHe ASXL1 coXpaHsJU CBOIO
NPOTHOCTUYECKYI0 3HAaYMMOCTb Nocje yyeTa $aKTOpOB
MPOTrHO033a, BKJIIDYEHHbIX B MeXAyHapoAHble wKaJjbl [PSS,
DIPSS, DIPSS+. Ha mnokasatesu OB U BbDKUBaeMOCTHU
6e3 Jieliko3a OKa3blBaeT BJIMSIHME YUC/IO BbISIBJIEHHBIX
MyTanuil. Meauana OB coctaBuna 3 roja y mamueHTOB
C AByMs WU 6oJiee MyTalUsIMU BbICOKOT'O MOJIEKYJSIp-
HOTr'0 pUCKa MO0 CpaBHeHUIO ¢ 7 U 12 rojjaMu y 60JbHBIX
C oAHOW MyTanueld UM 06e3 MyTalUd COOTBETCTBEHHO.
BenkuBaeMocTh 6e3 seliko3a 6blia paBHa 7, 11 u 27 net
cooTBeTcTBeHHO [20].

Y nanueHTOB € MocTHoJMLUTeMuyeckuM (moct-UIT)
Y noctrTpoMbonuTeMuyeckuMm (noct-3T) M® nporHocTtu-
YecKOTo 3HaueHus MyTalui B renax ASXL1, EZH2, SRSF2,
TP53, IDH1, IDHZ2, U2AF1, 3a UCKJ/IIOUEHUEM MYTallud B
reHe SRSF2, He ycTaHOBJIeHO [21].

HII ¢ myTauueit B sk3oHe 12 reHa JAK2 xapakTepu-
3yeTcsa 6GoJiee BbICOKOM KOHIleHTpallMed reMorjo6MHa,
a TakXXe HM3KHM 4YMCJIOM TPOMOOLUTOB, JIEHKOLUTOB
KO BpeMeHHU IOCTaHOBKH JMarHosa no cpaBHeHuto c¢ UII
¢ myTtauueit JAK2 V617F. Puck TpoMOGOTHYECKHUX OCJIOXK-
HeHUM, nporpeccupoBaHus ¢ pasButueM noct-UIl MO,
BK He 3aBHCHUT OT MOJIEKY/ISIpDHOI'O CTaTyca MaljMeHTa.
O HaKo YMCJIO JIeTaJbHBIX UCXO0/J0B 3HAUUTEJIbHO BbILIE Y
nanueHToB ¢ MyTauuen JAK2 V617F [22].

3T ¢ myrtauusamMu B reHe CALR xapaKTepusyeTcs
6oJiee MOJIOABIM BO3pAacTOM MallMeHTOB, NpeobJsaja-
HHUEM MY>KUYHH, BBICOKUM YHUCJIOM TPOMOGOIMTOB, HU3KOH
KOHIleHTpalyel reMorsio61MHa, MEHbUIUM YHCJIOM JIEHKO-
LIUTOB U MEHbIINM PUCKOM pa3BUTUS TPOMOOTUYECKHUX
ocnoxkHeHud, yeM 3T c myTanueit B redHe JAK2. B To
)Ke BpeMsl HajJuuue MyTauui B reHe MPL MoOXeT ObITb

K/TMHNYECKAA OHKOTEMATO/ON 4

CBSI3aHO C BBICOKUM PHUCKOM TpaHcpopManuu B noct-3T
M®. ¥ 6osbHbIx IT ¢ MmyTanusamu B reHe CALR mo cpas-
HEHUIO C MyTalUUsIMU B reHe MPL oTMevaeTcss HU3KUU
PUCK TPOMOOTHYECKUX OCJO0XKHEHUH NPU aHAJOTHYHBIX
KOHIIeHTpalluy reMorjo6MHa, KOJMYecTBe JIeHKOLUTOB
U TpoMbGouuToB. MyTanuu B reHe CALR He BJHUSIOT Ha
PUCK TPOMOOTHYECKUX OCJOXHEHHUH, mokaszatenu OB,
nporpeccupoBaHue 3abojieBaHUSA C pa3BUTHeM nocT-3T
M® unu BK [23].

[llupokoe McHO/b30BaHUE CEKBEHHPOBAHHUS HOBOIO
nokosieHus1 (NGS) Mmo3BOJIMJIO BBIIBUTH HeGJIAaronpu-
ATHble MyTalLlMU B psje reHoB y nanyeHToB ¢ UII u 3T,
CBsI3aHHbIe C MOBBIIIEHHBIM PUCKOM IPOrpecCUMpPOBaHUSA
3a6osieBaHusA c pasButueM BK [24]. ¥ manuenToB ¢ UIl
Ha/M4yue XOTs 6bl OJHOU MyTaLUuu B reHax ASXL1, SRSF2,
IDHZ2 accouuurpoBaJsioch ¢ xyauieir OB 1 BbDKMBaeMOCTbIO
6e3 M®, HO He OKa3bIBaJIO CYLIECTBEHHOIO BJUSHUS Ha
nokasaTtean OB 6e3 BK [25]. ¥ 6osbHbix T MyTanuu
B reHax SHZ2B3, IDH2, U2AF1, SF3B1, EZHZ, TP53 6blL1u
WIeHTUPUIMpPOBaHbl KaK 3HAauUMble NPOrHOCTUYECKHU
He6JyaronpusATHble PakTopbl B oTHolleHUMU OB, BbDKM-
BaemocTtu 6e3 M® u BK. PasButue noctr-3T M® yamie
HabJ/110ja/10Ch V MallMeHTOB ¢ MyTalUusiMU B reHax SF3B1
u IDH1/2, XOTsl NOCTOSIHHO BBICOKOE WJIM CTabWJIbHOE
yBeJM4YeHue asienbHON Harpy3ku JAKZ V617F Ha ¢oHe
LUTOPEeAYKTUBHON Tepanuu ObLJIO CaMbIM 3HAaYMMbIM
NpeJBECTHUKOM IpPOTPecCHPOBAaHUs C pa3BUTHEM BTO-
puuHoro MO [26].

2. ANUAEMUONOrug

B psje uccaenoBaHUi cooblaeTcss o pocTe 3ab6oJseBae-
Mocty MITH 3a nocnesnHee gecaTUIeTHE, KOTOPOe CBA3BI-
BalOT He TOJIbKO C MOCTOSIHHBIM COBepLIEHCTBOBaHUEM
KpUTepUeB JMAarHOCTUKU U KJacCUPUKALUU 3THUX 3a60-
JieBaHuH. OJHaKO MHOTHeE HCCIe/0BaHUA BBINOJHEHBI C
y4eTOM JaHHBIX, I0y4YeHHBbIX 0 2008 I, 1 OCHOBaHbI Ha
6oJiee paHHUX 0AX0/ax K AuarHoctuke MIIH [27, 28].

061aa cTaHAapTH30BaHHas 3a60/1eBaeMOCTb OCHOB-
HbiMU Ph-HeratuBHbiMu MIIH B llBenuu 6blia paBHa
B cpeaHeM (auana3oH) 4,45 (4,34-4,56) ciaydasa Ha
100 000 wHacenenusi, MII 1,48 (1,42-1,54), 3T 1,6
(1,53-1,66), IM® 0,52 (0,48-0,56); B ABcTpasuu — 2,3
(2,25-2,35), U 0,90 (0,87-0,94), 3T 0,95 (0,92-0,98),
[IM® 0,45 (0,42-0,47); B Kanage — 2,72 (2,63-2,78),
un 0,44 (0,41-0,47), 3T 1,16 (1,11-1,21), IM® 0,8
(0,76-0,84); B benapycu — 1,96 (1,86-2,07), UII 0,93
(0,86-1,01), 3T 0,63 (0,57-0,70), IMP 0,40 (0,36-0,45)
cooTBeTCcTBeHHO [29-32]. ['py6ble mokasaTeau 3aboJie-
Baemoctu B CaHkT-IleTep6ypre npu UIl coctaBuau 0,83
(0,50-1,15) cayyas na 100 000 Hacenenus, 3T — 1,0
(0,6-2,1), IM® — 1,01 (0,65-1,35) [33].

[IpefcTaBieHHble pasJnydss B 3a60/1€eBaeMOCTH,
BepoOsiTHee BCero, CBsI3aHbl C HeJJOCTaTKaMHU NePBUYHON
JHUarHOCTUKU U OTCYTCTBHMEM eJJUHOM CUCTeMbl Y4YeTa,
a He pa3HOM pacnpocTpaHEHHOCThIO 3a60/1eBaHUH.

3. KNTACCUDOUKALUA

Knaccudukanuss MuesougHbIX Heolsasui BcemupHo#
opraHusauuu 3japaBooxpaHeHusi (BO3) Oblia BHepBble



https://bloodjournal.ru/

ony6JyinkoBaHa B 1976 r., o6HoBJsieHa B 2001 r. ¢ 1esibio
YTOYHUTb AUArHOCTUYECKHE KPUTEPUU Ha OCHOBE HOBOH
Hay4yHOW M KJMHHYeCKOH MHGOpPMALUU U BBECTHU HOBbIE
npusHaHHble opMbl 3a6oseBaHuid. B 2008 r. B 3-i
pefakuuu knaccudukanuu BO3 ncnosb3oBancs TeEpMUH
«MHesonpoMdepaTUBHbIe HOBOOOpPa3OBaHUA» BMeCTO
«XpOHHYecKue MUesonposiMdepaTUBHbIe 3a60/1€BaHUA».
CyuiecTBeHHble U3MeHEHMUs, Kacawliuecs AUarHocTuye-
CKMX KpPUTepUEB, BHECEHBI B 4-10 peJlakLMI0 Kjaccudu-
kauuu B 2017 r. [34]. B 2022 r. ¢ ue/1bi0 BKJIIOYUTh HOBbIE
KJWHUYECKUe, TPOrHOCTHYEeCKUe, Mop¢osoruieckue,
MMMyHOQEHOTUIIMYECKHE U TeHeTHYecKre JJaHHble pas-
paboTaHa 5-1 pegakuus kiaaccupukanuu BO3 [5].

B cootBeTcTBUM c kjaaccudukauueid BO3 2022 r
rpynna MIIH o6beauHsieT BoceMb HO30JI0THUECKH 04ep-
YyeHHbIX GOpM 3a60/1eBaHUN:

1) XpoHUYEeCKUN MUeSOU/HbIH eliko3 BCR::ABL1+;

2) XpOHUYeCKHUU HEUTPODUIBHBIN JTEUKO3;

3) uCTUHHAs NOJULUTEMUS;

4) acceHIMa/IbHAsi TPOMOOIUTEMMUS;

5) nepBuuHbli Muenodubpo3 (npedpudtposHas/

paHHss cTagus U ubpo3Hasa cTaaus);

6) XpOHUYeCKUU 303UHOPUIBHBIN JTEUKO3;

7) HOBEHWJIbHbINM MUEJOMOHOIUMTAPHbIN JIEHKO3;

8) MIIH HeknaccudunupoBaHHOE [4].

KopupoBanue no MKB-10:

D47.4 — octeoMuenodpudtpos;

D45 — ucTuHHaA NOJUIUTEMUS;

D47.3 — acceHnuanbHas (reMopparuyeckasi) TpoM-
OOLIUTEMMUSI;

D47.1 — xpoHudeckass MuesonposudpepaTUBHas
60J1€3Hb.

4. ACTUHHAA NOJINLIUTEMUA

4.1. KnuHun4yeckas KapTMHa

IlneTropuyeckuii cuHApoMm (IeTopa — TMOJIHO-
KpPOBHE) XapaKTepHU3yeTCs yBeJIUYEHUEM MACChI IUPKYJIH-
PYIOLIMX 3PUTPOLUTOB, YTO IPUBOAUT K NOSIBJIEHUIO XKaJI06
Ha roJIOBOKpYKeHHe, FOJIOBHYIO 00JIb, YXYALIEHHE 3PEHHUS,
KOXKHBIH 3y, IPUCTYIIbI CTeHOKapAuu. [Ipy ocMoTpe Koxka
Y BUAHUMBIE CIM3UCThble 00G0JIOYKH C KPACHO-CHHIOIIHBIM
oTTeHKOM. [losioxuTenpHbI cumnToM KymepmaHa —
M3MeHeH LIBET MATKOro HéGa MpU COXpaHEHHH OObIYHON
OKpacku TBepgoro HéGa. CocyaucTble OCJOXKHEHUS —
apTepUasibHble U BEHO3Hble TPOMGO3bI JIIOGOU JIOKATH-
3anMK. MUKPOCOCYAUCThIE OCIOXKHEHUS — «MYILIKU Iepes,
rJla3aMH», TPAaH3UTOpPHAs MIIEeMHYecKas aTaka, 3pUTPO-
MeJiairusl (MPUCTYIbl OKPACHEHUS NasblieB PYK U HOTL,
KOTOpBIE COIPOBOXKAAIOTCS GOJBI0 U XKEHUEM).

MuesionposiidepaTUBHBIN CUHAPOM O0OYCJIOBJIEH
runepiyiasvedl Tpex PpOCTKOB KpoBeTBopeHus. IIpo-
SIBJISIETCS. KOXHBIM 3yZI0M, NOTJIMBOCTBHIO, CJAGOCThIO,
MOBBIIIEHHON TeMIlepaTypod Tesa, 60Jibl0 B KOCTSX.
[loBbIIIEHHBIA pacnaZ, TPaHYJOLUTOB CONPOBOXKAA-
eTCs HapylleHHueM O6GMeHa ypaToB, YTO HPOSIBJISETCS
MOYEKHUC/IbIM JAuaTe30M, 06pa3oBaHHEM KaMHeEH B
NOYKaX, MOJArpoH, MOJArpuyecKol IoJMapTpairuen.
CrteHOMeranus (pexxe — renaToMerasusi) MOXKeT ObITh
06ycJI0BJIeHa YBeJIMYEHUEM CEKBECTPUPYIOLLEeH GYHKIUU
ceJie3eHKU. XapaKTepeH NaHIUTO3 B KpoBHU [35].
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4.2. MnaH o6cnepgoBaHnsa npu guarHoctuke UM

4.21. MWccnepoBaHusa, HeoOXxoaumble

4.2.2.

Aans NnoCTaHOBKU AnarHosa

C6op aHaMHe3a U aJob, BKJI0Yast OLleHKY dak-
TOPOB pHCKa CepJleyHO-COCYLUCThIX 3aboJie-
BaHUM (HALMOHAJIbHOCTb, CEMEWHBIN aHaMHe3,
TpoM603bl B aHaMHe3e, KypeHue, CONyTCTBYIO-
1Me 3a60sieBaHUA).

®dusrKaNIbHBIA OCMOTP C OLIEeHKOH OKpPACKH KOXHU
JIMLa, JJaJIoOHeH, CToM, BUAUMBIX CJIU3UCTBIX, C OC-
MOTPOM KOMU HWXXHHUX KOHEYHOCTeH (muUrMeH-
Talus, Tpopuyeckre pacCTpPOMCTBa, OTEKH, re-
Mopparvy), najbnanyded MeyeHU U ceJie3eHKH,
OLIEHKOM coCcTOosiHUSA JeTKUX, cepana, JKKT, noyek.
06muil aHaau3 KpoBU C AuddepeHLIMaTbHBIM
MO/CYeTOM KJIETOK KPOBM C IOMOILbIO aBTOMa-
THUYECKOr0o aHaju3aTopa (reMaTOKpHUT, KoJude-
CTBO PEeTHUKYJOLUTOB, TpoMbouuToB). CpesHue
3HayeHUs IPUTPOLUTAPHBIX UH/IEKCOB: CpeJHUH
06beM 3putpouuta (MCV), cpenHee cojepxa-
HUe reMorio6uHa B aputponute (MCH), cpenusas
KOHILIEeHTpalMsl reMorJo6MHa B 3PUTPOLUTAX
(MCHC), miupuHa pacrnpejesieHus 3pUTPOLUTOB
no o6bemy (RDW). UccnenoBanue Mmopdosioruu
3PUTPOLUTOB, TPOMOOIUTOB, HEeUTPODUIOB.
CkopocTb oceiaHus apuTpouuTtoB (COI).
TpenaHo6UONCHSA KOCTHOI'O MO3ra C FHCTOJIOTH-
YeCKOH OLleHKOW U FMCTOXUMHUUYECKUM HCCef0-
BaHUeM (UMIperHanus cojssMu cepebpa) AJsd
BbISIBJIEHUS] PETUKYJIHMHOBBIX U KOJIJIareHOBBIX
BOJIOKOH.

OnpenesieHre ypOBHS 3PUTPONOITHUHA B ChIBO-
poTKe.

MousiekyIsipHO-TeHETHUYECKOe UCCIeJOBaHUE KPOBU
NOCPe/ICTBOM KayeCTBEHHOM IOJIMMepa3HoM Iiel-
Hoil peaknuu ([ILP) Ha Hasuuue myTanuu V617F
BreHe JAKZ, a npu OTCY TCTBUHU JAHHOW My Tal[ul —
BbIsIBJIeHUE My Talui reHa JAKZ B ak30He 12.
MoJieKyIsipHO-TEHETUYECKOE uccaesioBaHue
kpoBU nocpenctBoM [P Ha HasMyne skcnpec-
cuu BCR::ABL p210, BCR::ABL p190.

Y3U opraHoB GpIoIIHOM 0JIOCTH C ONlpeJie/leHHeM
pa3MepoB NeyeHY, cese3eHKU. Y 31 noyvek [35, 36].

UccnepoBaHus, Heob6xoauMmble

ana gugdepeHumanbHON ANArHOCTUKM,
onpeaeneHns NPorHo3a U TakKTUKK
nevenus UM

OmnpepeneHde MoJUMOpPPU3MOB TEHOB HacJe[-
CTBEHHOU TpoM6oduauu (Ipd HAJIUYUU TPOM-
6030B UJIM OTATOLIEHHOM CEMEHHOM aHaMHes3e).
MoJiekynsipHO-TEHETUYECKOE UCCJIeIOBaHUE KPO-
BU MeToZoM IIIIP Ha Ha/iMyue MyTauuUu B reHe
SF3B1.

MoJiekynsipHO-TEHETHUYECKOE UCCJIeIOBaHUE KPO-
BU MeToZoM IIIIP Ha Ha/iMyue MyTauuUu B reHe
SRSF2.

KoarysorpaMma: mNpOTpPOMOMHOBBIM HHJEKC,
MeX/IyHapoJHOe HOpMaJIM30BaHHOE OTHOIle-


https://bloodjournal.ru/index.php/coh

300 A.J1. MenuksH u ap.

Hue (MHO), akTUBUpPOBaHHOE YaCTUYHOE TPOM-
6omnsiactTuHoBoe Bpemsi (AUYTB), TpomOGuHOBOE
BpeMsl, ypoBeHb PUOPUHOTEHA, AaHTUTPOMOUHA
IIl, nporeuna C, nporeuna S, D-numepa, arpe-
ranyss TPpoMOOLUTOB € ajieHo3uHgubochaTom
(A®d), arperanus TpoOMOOIUTOB C PUCTOMUIIU-
HOM, YpOBeHb roMolcTenHa (y 60JBbHBIX C BbI-
COKHM PUCKOM TPOMOOTUYECKUX OCJIOXKHEHUM).

e DbuoxuMuyeckUil aHa/lIu3 KpPOBU: YpOBEHb 006-
mero OuJAUMpPy6HHA, aJlaHMHAMUHOTpaHcdepa-
3bl (AJIT), acnaptaTamuHoTpaHcdepassl (ACT),
JakTatgeruaporernassl (JIAI), MoueBo#t KucJo-
Thl, KapbaMu/a, KpeaTUHUHA, obllero 6eJsika,
anbObyMuHa, 1esodyHol ¢ocdaTasbl, IVIHOKO3BI,
X0JIeCTepPUHA, JIMIONPOTEU0B HHU3KON MJOT-
HOCTH, JIUIONPOTEUJ0OB BBICOKOH MNJIOTHOCTH,
JIMIIONPOTEUI0B OYeHb HU3KOHW MJIOTHOCTH,
TPUTIULEePU/0B (y 60JbHBIX C BHICOKUM PUCKOM
TPOMOOTHYECKHUX OCJIOKHEHUH, Yy MOXKUJIBIX Na-
IJUEHTOB, IPU HaJIMYUMU CONMYTCTBYIOIEeN NaTo-
JIOTHH CepJleyHO-COCYAUCTON CUCTEeMBI).

® lcciemoBaHue oOMeHa jKeJie3a: KOHIlEHTpanus
deppUTHHA CBIBOPOTKH, >KeJiesa CbIBOPOTKH,
0011as Kesie30CBsA3bIBaIOLLAs CIOCOOHOCTD ChI-
BOPOTKH, HachlllleHHWe TpaHcheppHuHa KeJle30M
(npu cojep>kaHUU TeMOrJIO6MHA HUXe pede-
PEHCHBIX 3HaUeHUH).

e ®dubpossodaroractpoayoneHockonus (PITC)
C OL|eHKOW COCTOSIHUS BeH NulleBoja (MCKJIIO-
YUTb HaJM4YMe BapUKO3HOTO paclIMpeHHs BeH
KaK NposiBJIeHUs IOPTaJIbHON TMIIepTEH3UH).

e Kosonockonus.

® VY3MU c ponnneporpadueit unu KT B cocyguctom
pexxuMe OpraHoB OPIOIIHOM MOJIOCTH, COCY[ 0B
NOpPTaJbHON CHUCTEMbl, apTepUil MoyeK AJs Uc-
KJIIOUeHHU s TPOMO030B KPYITHBIX COCY/IOB U Hllle-
MHUYeCKUX NOBpPeXJeHU BHYTPEHHUX OPTraHOB.

e C(raHJapTHOe I UTOreHeTHUYecKoe UCC/e/i0Ba-
HHe KOCTHOT0 Mo3ra.

e [losyyeHUe LUTOJOIMYECKOTO IIpenapaTa KoCT-
HOT'0 MO3ra NyTeM NYHKIUU U [JUTOJIOTUYeCcKoe
MccieloBaHMe MasKa KOCTHOTo Mo3ra (MueJio-
rpaMmma).

® HccienoBaHue GYHKLMY BHEIIHETO JbIXaHUS.

e OnpejesieHre NapLUaJdbHOrO JaBJeHUs KUCJIO-
poaa (p0,) u yraekucaoro rasa (pCo,).

e Jlonnneporpadus uepebpabHbIX apTepuit (COH-
HbIX Y MIO3BOHOYHBIX apTePUH C IieJiblo 06Hapy-
KUTb GJIALIKNA U U3MEPUTH TOJIIMHY KOMILJIeKca
WHTHUMa-MeJua).

® Ouenka cepzedHo-yseroyHoro cratyca: IKI, IxoKI.

e C(CepoJsioruyeckue TecThl AJ5 JUArHOCTUKU peB-
MaTH4YeCKUX 3a60J1eBaHUM U TECTHI AJIS UCKJIIO-
YeHUs1 ay TOUMMYHHBIX 3a60J1eBaHUM LUTOBUJ-
HOMH KeJie3bl.

e OO6wwui aHanu3 Mo4u (npu 3a60JieBaHUSIX MoYe-
noJioBoi cuctemsi) [35, 36].

4.3. [ivarHocTuyeckue kputepuu UM

AI/IaI‘HO3 HII AO0JIXKEH OBbITh IOCTABJIEH BCOOTBETCTBUU
C KpUTepuaMu BO3 Ha ocHOBaHUM KOMILJIEKCHOM OLlEHKH

K/TMHNYECKAA OHKOTEMATO/ON 4

KJMHUYECKOM KapTUHBI U J1abOpaTOPHBIX NoKa3aTesed
[5]- luaruos UII Bo3MoOXeH NpU KOHLIEHTPALUU reMOTJIO0-
O6UHA U MOKasaTesle reMaTOKpUTa HMIXe JAHAarHocTudye-
CKOT0 Mopora. 3To MOXeT ObITb y MOJIOABIX NalMeHTOB
NpY HAJIMYUU JePULMTa Kesle3a (HOpMasibHasA UM Jaxe
CHW)KEHHasl KOHLEeHTpalUs reMorjio6MHa NMpU BbICOKOM
Yy cJie 3pUTPOLUTOB) U /UM ITOC/IE OCTPBIX KDOBOTEYEHUH
(yMeHbllIeHMe KOHIIEeHTpalMy reMOIJI06MHa, KOJIMYecTBa
3pUTPOLUTOB U reMaToKpuTa). HacTopokeHHOCTb B OT-
HomeHuH UII Heob6xofMMa Y MallMeHTOB C UMEIIUMUCH
a6 0MUHAJbHBIMU TPOMO03aMHU, 0COGEHHO IPU HAJIMYUHU
KOXXHOTO 3y/Aa, I3PUTPOMeJIaJITUY, CIlJIeHOMeTrasuHy,
JIeMKOLMTO3a, TPOMOOLIUTO3a U MUKPOLIMTO3a B KPOBH.
CyuiecTByeT Takxe ocobas popma NIl — mackvpoBaHHast
UIl. B Takux ciaydasix 0O6HApPY>XUBAKOT MyTallUU B reHe
JAKZ2, cHM>KeHHe ypOBHS 3pUTPONIO3THHA, IAaHMUEJI03 IpU
TUCTOJIOTUYECKOM HCCJeJOBaHUH TpelnaHoOHOoNTaTa, HO
yBeJIMUeHUs1 KOHLeHTpaLUU reMoriobMHa He HabJoja-
etcs [37,38]. B 2022 r. BO3 66114 Ipei/ioXKeHbI TepecMo-
TpeHHbIe U JI0TI0JIHEHHbIe KpUTepuu JuarHoctuku MITH
(Tabus. 1) [5].

[Ipy KoOHLEHTpauuu remorno6uHa > 185 r/ij,
reMaTokpute 55,5 % y MYX4YMH M KOHLEHTpaluU re-
MorsiobuHa > 165 r/i, reMmaTokpuTe > 49,5 % y )KeHUUH
JIOIlyCKaeTCsl 0TKa3 OT TPeNaHOOGUONCHU KOCTHOT'O MO3Ta.
BMecTe c TeM olleHKa peTHKY/JIMHOBOro ¢pubpo3a CTPOMbI
NpY FUCTOJIOTHUYECKOM HCCAe[,0BAHUM TpenaHo6HoNTaTa
KOCTHOTO MO3ra MMeeT NPOTHOCTUYeCKOe 3HaueHue —
MOBBIIIEHHBIA puUcK TpaHchopmauuu B noct-UIl MO
(oxos0 20 % nanuenToB) [37].

4.4. NMporHos

B nesnom nporHos y 6osibHbIx UII G6aronpusiTHbIH,
3aBUCUT OT XapakTepa U TsHXKeCTH TPOMOOTUYECKUX
OCJIOKHEHUH, BpeMeHHU [0 TpaHcpopMmauuu B mnoct-UIl
M® wunu nporpeccMpoBaHUsl 3ab0JieBaHUS C HMCXOAOM
B BK/octpeiii mMuenouaunbiit sneiko3 (OMJI). CorsacHo
JAaHHeiM BO3, 10-seTHsII BbDKHMBaeMOCTb 60JibHBIX WII
coctaBJisieT 6osiee 75 %. Puck TpaHchopmanuu B OMJI
paBeH 5 %, puck pa3sutusa M® cocraBiser meHee 10 %
[5]- OpuunHamMu cMepTH 60abHBIX UII MOTYT GBITH TPOM-
603bl, reMopparuiyeckve, MHPeKIMOHHbIE OCJ0XHEHHUS,
HapylleHUs1 (YHKLMM BHYTPEHHHMX OPraHOB, 4acTOTa

Ta6nuua 1. lnarHoctmyeckne Kputepum NCTUHHOM NONNLUTEMUN
(BO3, 2022)

OnucaHue

KoHueHTpaumsa remornobuHa > 165 r/n
Y MyXY4MH, > 160 /N y XeHLUMH nam rematokput > 49 %
Y MyXUWH, > 48 % Y XEHLLUWH

Kputepun

bonbwme 1.

2. TvNepKNEeTOYHbIA KOCTHBI MO3T 3a CYET PacCLUMPeHNs
TPEeX POCTKOB MUENION033a, BK/KOYAIOLLEro pacLum-
PEHMe 3PUTPONSJHOIO POCTKA, FPaHYNOLIMTAPHOTO
pOCTKa, NponepaLmo MerakapuoLnToB, NpeacTaB-
JIEHHbIX NIEOMOP(HbLIMU M 3penbiMu hopMamu

3. Myrauus reHa JAK2 B 3k30He 14 (JAK2 VB17F)
1u B 9K30He 12

Manebiii KoHueHTpauus apuTponosTMHa CbIBOPOTKY HUXKE

pethepeHCHbIX 3HaYeHui
[ns puarHoctukm UM Heo6xoanMo Hanuume Bcex 3 60MbLKMX KpUTepues
UK NepBbix 2 60NbLWMX U MANOro KpUtepus.
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Ta6nuua 2. Ctpatndmkaumnsa pucka TPOMOBOTUHECKUX OCNTOXHEHWUA MPU UCTUHHOK NONNLUTEMUU

®dakrop Puck pom6o3oB  Yacrtora Tpom60308B B rop
Bo3spacT < 65 net, HeT TpoM6030B B aHaMHe3e Hu3kuin 4,9 % 0P 1,96; 95% M 1,29-2,97; p = 0,0017
Bo3spacr = 65 ner, HeT TpoM6030B B aHaMHe3e MpoMeXyTouHbIi 5% OP 2,00; 95% AN 1,22-3,29; p = 0,0061
1M Bo3pacT < 65 net, TpomM603bl B aHaMHe3e

Bo3pacr > 65 net, Tpom603bl B aHaMHE3€E Bbicokuii 10,9 % OP 435; 95% [IN 2,95-6,41; p < 0,0001
95% AN — 95%-i1 poBeputenbHblii MHTepBan; OP — OTHOLEHWE PUCKOB.
KOTOPBIX CYLIECTBEHHO YBEeJMYUBAETCS MPU Pa3sBUTHUU pucKa (2 6anna) — 18 jeT, npoMeXyTOYHOro-2 pucka
noct-UIl M® uau Tpancdopmanuu 8 OMJI [39]. (3 6amna) — 10 seT, BbicOKOrO pucka (= 4 6asia) —

4.41. Crpatuchukauus pucka TpoM60TMHECKNX

0CNOXHEHUN npu UM

CtpaTtudukanus pucka y 6osbHbix HIl npenna-
3HayeHa B NepBYI0 o4yepejb [Jis OLleHKU BepOSTHOCTHU
TPOMOGOTHYECKUX OCJIO)KHEHUH, BHOCALIMX HauOOJIbIINH
BKJIa/i B CMEpPTHOCTb U UHBa/IMAM3aLu10. Bospact crapiue
60 JseT, TpOM60O3bl B aHaMHe3e, CepedHO-COCYAUCTbIe
dakTopbl pucKka (KypeHHe, apTepraibHas rUIepTeH3Us,
caxapHbld AuabeT, JUCAUNUAEMUs, U3ObITOYHAs Macca
TeJsia, TUIIOAMHAMUS ) SIBJISIIOTCS OCHOBHBIMU KPUTEPUSAMHU
Jis1 oTHeceHUs 60/bHBIX UIT K rpynnam Huskoro (0 dak-
TOPOB pHCKa), npoMmexyTouHoro (1 ¢akrop pucka —
Cep/leyHo-coCyAUCThle GaKTOpbl pHUCKA) UM BbICOKOTO
pucka (1-2 ¢aktopa pucka — Bo3pacT crtapiue 60 JyeT
Y/Uau TpoM0603bl B aHaMHe3e He3aBUCHMO OT Ha/lU4dus
cepAeyHo-coCcyUCThIX GaKTOPOB pucKa) (TabJ. 2). [40].

Tuneptpombonuto3 (> 1000 x 10°/n) saBaserca
dakTopoM pHuCKa reMopparMiyeckux OCIOXKHEHUH H3-3a
pa3BUTHS NPUOOPETEHHOT0 CUHApoMa Busiebpanaa [41].

4.4.2. OueHka obwei BbkmBaemoctu npm UM

B 2013 r. 6bl1a mpeAJOXKeHa CUCTEMa NMPOTHO3a, B
KOTOpOH He6JIaronpUsATHbIe MIPOTHOCTUYeCKHe GaKTOpbl
OlLleHHBAJIM B 6asax:

® Bo3pacT 2 67 net (5 6as1J10B);

® Bo3pacT 57-66 jeT (2 6asa);

® KOJIMYEeCTBO JieWKoUuTOB 2 15 x 10°/1 (1 6a.n1);

® BeHO3Hble TPoM603bl (1 6aJi).

[Io cymMe 6a//0B BbIAEJNAT TPU IPYNIbl pUCKa:
HU3Kui puck (0 6ayysoB), NPOMEXKYTOUHBIA pHCK
(1-2 6anna), BbICOKUM puck (= 3 6annoB). Meguana OB
coctaBusa 27,8 rofja y GOJbHBIX W3 TPYINbl HU3KOTO
pucka, 18,9 roga — wu3 rpynnbl NPOMEXYTOYHOIO U
10,7 roga — U3 rpynmnbl BEICOKOTO pucka [42].

[IporHo3upoBanue OB 6a3upyeTcss Ha OLieHKe He
TOJIbKO KJIMHHWYECKHUX, JIabopaTOpPHbIX, HO U MOJIEKY-
JIIPHBIX XapakTepUCTUK. HebGsaronpusaTHble MyTalUH
BbIABJIATCA ¥ 2 % nauuenTtoB ¢ UIl. HoBrle naHHbIE
JIETIU B OCHOBY pa3paboTku MexJyHapoJHOW NpPOTHO-
CTUYECKOW CUCTEMBI C y4eTOM MOJIEKYJISIPHO-TeHeTH4e-
CKUX AaHHbIX ajs Ul (MIPSS-PV):

® SF3B1/SRSF2 — 2 6anna;

® Bo3pacT > 60 jeT — 2 6asna;

® JelikouuTsl > 11 x 10°/n — 1 6any;

® HebJyaronpusiTHbIA KapuoTun — 1 6as.

Mepuana OB cocrtaBusiia B rpyInile HA3KOTO pHUCKA
(0-1 6ann) 25,3 roja, B rpynme MNpoMeXyTO4yHOro-1

5,4 ropa [43].

4.5. Nleyenne UN

451. LUenu tepanuu UM

e IlpenoTBpallleHHE U JiedeHHEe TPOMBOTHUYECKUX
OCJIO’KHEHUH.

® KOHTpOJIb CHMIITOMOB ONyX0JIEBOW HHTOKCHKA-
MU (CHUXKEeHU S MacChl TeJa, IOTJIAUBOCTH, JIUXO-
pajku).

e C(BejeHUEe K MUHUMYMY PUCKOB TpaHCpopManuu
B OCTpbIi Jieiiko3 u nocT-UIl M®.

e Ilpeaynpex/JeHue OCJI0XKHEHUH B cayyae Gepe-
MEeHHOCTH, XUPyPrudecKkux onepanuit [1-3].

4.5.2. CymMMupOBaHHble peKOMeHAaLmm

no nevenuto UM (ana Bcex 60/bHbIX)

e Kposonyckanus/sputpouutadepes s TNOJ-
Jlep>KaHUs reMaTOKpHUTa B npefesax 40-45 %.

e IlpenapaThl aleTHUICAIULUIOBON KUCAOTHI (40-
325 Mr/cyT), Npu HelepeHOCUMOCTH UK HAJTUYUU
MPOTUBOIIOKa3aHUN — KJonuaorped (75 Mr/cyT).

® YcTpaHeHHe CepJedHO-COCYLUCThIX (aKTOpPOB
pucka (0TkKa3 OT KypeHHUs, HopMaausanusa A/l,
KOHIIeHTPaL MU X0JeCTeprHa U [VII0KO3bl, MacChl
TeJsa, afleKBaTHoOe JieyeHUe CepJleyHO-COoCyAu-
CThIX 3260J1€BaHU).

e [lpu runepypuxkeMuu (B T. 4. IPpU OTCYTCTBUHU
CUMIITOMAaTUKH) NPUMEHSAIOT aJJIONYyPUHOJ B
no3e 100-300 mr/cyT; nmpenapaT Ha3HA4YalOT MO/
KOHTpPOJIEM IIOKa3aTeJiled MOYeBOM KHUCJOTHI B
KpOBH.

e [laToreHeTHU4YecKoro cpejicTBa [JJs JedyeHU:
KOXHOTO 3yJia He CylLleCTBYyeT; HCIOJb3yIOT
npenapaTbl  aleTUJ/CAJUIUI0OBON  KHUCJOTHI.
B kayecTBe CUMITOMAaTHYeCKOIO JieueHUs MPU-
MeHAOT H1- uau H2-aHTaroHUCTHI TUCTAMUHA,
NpPOTHUBO3NUIENITUYECKUE IpenapaThl (mpera-
06a/siMH), aHKCUOJUTUKHU (dabomoTHu3ONA [JU-
TUAPOXJOPHUA), yabTpaduoseToByro ¢oToTe-
panuio B KOMOMHauuu ¢ ncopaJyieHoMm (IIYBA).
[lpu Hes3pPEeKTUBHOCTU CUMNTOMATHUYECKOU
Tepanuu — MHUeJoCylpecCuBHble NpenapaThl:
TUAPOKCUKap6aMu /i, penapaTbl UHTepdepoHa
(MOH-a, marunTepdepoH o-2a, MaIrUHTEPPEpPOH
o-2b) UM PYKCOJTUTUHUO.

e [lnaHOBble XUpypruyeckue BMelUlaTeNbCTBa U
JleueHHe y CTOMAToJIora JAOJIKHbI ObITb OTJIO-
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’KEHbl JI0 HOpMaJIM3allMd MOKa3aTeJsJed 3pu-
TPOLUTOB U TpoM6GOLUTOB. [lpu Heo6xogUMO-
CTH HEOTJIOKHBIX XUPYPTUYECKHUX Olepanui
npeJBapUTEJbHO NPOBOASAT KPOBONMYCKAHUS/
spuTpouuTadepes L0 HOpMaJMU3aLUU reMaTo-
KpUTa; NPOBOAMMAs Tepanusl AOJPKHA ObITh
3a6/1aTOBpeMEeHHO (B COOTBETCTBUU ¢ papMaKo-
KUHETHUKOH NpUMeHsIeEMOro pernaparTa) npekpa-
1leHa JI0 ONlepaTUBHOrO BMEIIATENbCTBA.

4.5.3. CymMMupOBaHHbIe peKoMeHaaLnu
no nevyeHuio naumeHTos ¢ UM us rpynnbl

HU3KOr0 pMcKa TPOMGOTUUECKUX OCITOXHEHUIA

lluTopeAyKTHBHasA Tepalys OKa3aHa Npu:

® I1JIOXOH NepeHOCUMOCTH KPOBOIMYCKaHUN/3pu-
TpouuTtadepesa;

® HeoOXO0JUMOCTH MNpPOBeJeHHUs
yauie 1 pasa B 3 mec,;

® CUMIOTOMAaTHM4YeCKOH MJM Mporpeccupyouiei
cnjleHoMeraJuu (MckJjr4vass cuHapoM bagpa—
Kuapu u fpyrue npu4yrHbl NOpTaJAbHON rUIep-
TeH3UH);

® [pU3HAKax MporpeccupoBaHus 3aboJieBaHUA
(moTepe Macchl TeJa, NOTIMBOCTH, HApaCTaHUU
JIEUKOLIMTO3a U/UJIU TPOMOOLIMTO3a).

remMoakcy3sui

4.5.4. CymMupOBaHHbIe peKoMeHaauuu
no nevyexuio naumeHTos ¢ UM us rpynn
NPOMEXYTOYHOr0 U BbICOKOr0 pUCKa

TPOMOOTUYECKUX OCNTOXHEHUN

lluTopeAyKTHBHasA Tepanus IOKa3aHa BO BCex
cny4dasix. Bbl6op mpenapaTa omnpejesisieTcsl BO3pacTOM
6osibHOTO. [lepexos Ha ApPYTy0 JIUHUIO TEPANIMU NOKa3aH
B cly4yae HeapPeKTUBHOCTHU NMPOBOAMMON Tepanuu UJId
ee HenepeHocuMmocTd. B 2009 r. EBpomneiickas ceTb 1o
HU3y4YeHUI0 U JiedeHUw Jjelko3oB (ELN) mpeasoxuia
KpPUTEpPUM HeNepeHOCHMMOCTH THJpOKCUKapbaMujia U
pPEe3UCTEHTHOCTU K HeMy. [laHHble KPUTEPUM PEeKOMeH-
JYIOTCA JJIs HCIOJIb30BaHUsI B paMKaX KJIMHHUYECKUX
vccleJOBaHUH, HO Npe/iCTaBseTcs 1ie/1ecO00pa3HbIM UX
NpUMeHeHHe U B KIMHUYeCKOW IPaKTHKe.
KpuTtepuu pesucTeHTHOCTH/HeNepeHOCUMOCTHU TU-
Jpokcukapbamu/ia y 6osbHbix UII [44]:
® Heo6X0JUMOCTb KPOBONYCKaHUH AJs MojJep-
»KaHUS reMaToOKpuUTa A0 45 % nocJe 3 Mec. Tepa-
MUY TUAPOKCUKap6amugoM B go3e 2000 Mr/cyT;
® HeKOHTpoJMpyeMass MHesonposudepanus (duc-
Jio TpoMGo1uToB > 400 x 10°/51) 1 yuc0 el Ko u-
ToB > 10 x 10°/n1 mocJie 3 Mec. Tepanuu ruJ{poKCHU-
kap6amu/ oM B f1o3e 2000 mr/cyT;
® HEeBO3MOXXHOCTb pelyLIUPOBAaTh MacCUBHYIO CILjIe-
HOMeraJuio (cesie3eHKa BbICTyNaeT Ha > 10 cM us-
NO/J1 HUXKHETO Kpasi peGepHOM AyTH);
® HEeBO3MOXXHOCTb 006JIeETYUTb CUMITOMBI, BbI-
3BaHHble MAacCUBHOW CIlJIeHOMeraJjuey, Inocje
3 Mec. TepallMu TUAPOKCHUKap6aMHUJOM B J03e
2000 mr/cyT;
® a6CcoJII0THOE YuCI0 HelTpodusos < 1 x 10°/n,
WM 4uciao TpoMmGonuToB < 100 x 10°/n, wiau

K/TMHNYECKAA OHKOTEMATO/ON 4

KOHIleHTpalus remorso6uHa < 100 r/a npu mMu-
HUMaJIbHOM J103e TUApOKCUKapbaMuja, Heo6xo-
JUMOM /11 JOCTHUXKEeHHUS MTOJIHOTO JIN60 YacTHy-
HOT'0 OTBETA;

® s3Bbl HA FOJIEHAX UJIM APYTHe TOKCUYeCKHe Npo-
sIBJIEHU S, ONlOCpe/loBaHHble I POKCUKap6aMu-
JloM (M3MeHeHHU S KOXKU U CIU3UCTBIX, CHMIITOMbI
co ctopoHbl JKKT, nHeBMOHUT, IUX0paiKa) Npu
JIt060 03e mpenapara.

455. XapaktepucTuka npenapartoB M OTAE/NbHbIX

mMeTofoB neyveHus npu UM

Kpoeonyckanusi. KpoBomyckaHWe NpOBOJAT B CTe-
PUJIBHBIX YCJIOBUSX B IpolieypHoM KabuHeTe. IIpo-
TUBOIIOKAa3aHHUs: IIOK, KOJUIANC W Jpyrde COCTOSIHUSA,
colpoBOXJarolyecs nageHueM A/l, aHeMus, UCTOLEHHe
Y Pe3KO BbIPa)KeHHbIH CKJIep03 MO3TrOBbIX cOCy/j0B. 06beM
reMoakcdy3uu 3aBUCUT OT OOILEro COCTOSIHUS 6O0JIbHOIO
U B cpeaHeM coctasiser 250-500 ms ¢ mocsieayrouum
BOCIIOJTHEHUEM o06beMa LUpKyaupytomeir kposu 0,9%
pacTBOpPOM HaTpus XJopujJa JU6O0 C NpeABapUTeJbHON
B/B KamneJbHOU HHOYy3ueld o6beMa KUAKOCTH, MPEBBI-
HIalolero MJaHUPyeMbl 06beM KpoBomyckKaHUs. s
yMeHblIeHUs1 pucka TpoM6030B Ha poHe reMoakcdysuu
Bo3M0xHO B/B BBeJieHue 5000 E/] remapuHa HaTpus. Kpo-
BOIYCKaHMs NIPOBOASATCS Yepes JeHb, TOXKU/IbIM 60JIbHbIM
C CONYTCTBYIOLIEN cepAedyHO-COCYAUCTON M JIerO4HOH
natoJiorueit — 2 pasa B HeZieJ1to (160 YMEHbIIAIT 06beM
KpOBH, yAaisieMOM Bo BpeMs mpoueAypbl). OcHOBHOU
LieJIbl0 JledeHUsl SIBJIsIeTCs MOoAJepXaHue reMaTOKpUTa B
npeaenax 40-45 %. [Ipyu NpUHATHUM pellleHUs O ceaHcax
KPOBOIYCKaHUM KOHIIEHTpal{I0 TeMOIJIOOWHA He Y4u-
TBHIBAIOT [45]. AIbTEpHATUBON KPOBOMYCKAHUSIM CJIYKUT
MpoBe/ieHre annapaTHoro apuTponutadepesa [46].

Ilpenapamsl  ayemu/icaauyua080l Kucaomel. Pe-
KOMeHJI0BaHHas [i03a aleTUJ/ICAJUIUJI0BONH KHUCIO0ThI
coctaBJisieT 40-325 mr/cyT. [IpoTHBONOKAa3aHUSMU K Ha-
3HA4YEeHHUI0 alleTHUJICAJIULUI0BON KUCIOThI SIBJISIOTCS 3pO-
3uBHO-s13BeHHble nopakeHus XKKT B ¢asze obocTpeHus,
JKeJyJ0OYHO-KUIlIeYHoe KpOBOTeYeHMe, «aCIUpPUHOBas
TpuazZa» (MOJMNO3HBIA PUHOCUHYCUT, IPUCTYIb! YAYLIbS
Y HelepeHOCUMOCTb HeCTepOMJHBbIX MPOTHBOBOCHAIU-
TeJibHbIX TpenapatoB [HIIBII]), Hanuyve B aHaMHe3e
yKa3aHUH Ha KpalnMUBHUILY, PUHUT, BbI3BaHHbIE IPUEMOM
aneTtuiacanduuiaoBot kucaorel u HIIBII, remoduus,
reMopparudeckuil fuaTtes, rUnonpoTpoMOUHEMHs, pac-
ClauBalollasg aHeBpHM3Ma aopThl, NOpTajbHasg TUIep-
TeH3ud, JAePUUUT BUTaMUHa K, nedyeHouHas u/uUau
NoyeyHass HeJOCTAaTOYHOCTb, AePULUT III0OK030-6-doc-
daTaernaporeHassl, ciHApoM Peiie (ocTpast nedeHOYHas
HeJl0CTaTOYHOCTb U 3HIedasonaTus), AeTCKUNA BO3pacT
(mo 15 et — puck pa3BUTHUS cUHJpoMa Pelie y feTeit ¢
rUnepTepMuell BC/IeACTBHE BUPYCHBIX 3a60JieBaHUI),
[ u Il TpuMmecTpbl GepeMEHHOCTH, MEPUOJ, JaKTalUH,
MOBbILIEHHAS YYBCTBUTENbHOCTD K alleTHJICAIULUI0BOH
KHUCJI0Te U APYTUM caiuiuaataM. OTHOCUTe/NbHOE Npo-
THBOIIOKa3aHUe — TPOMOOLUUTO3 (TpoMboLUTHI > 1500 x
10°/.1) u3-3a MOBBILIEHHOTO PHUCKAa KPOBOTeYeHUH. B Ha-
CTosIlllee BPeMSsI BbIJ eS0T KJIMHUYECKYI0 U OMOXUMUYe-
CKYy!0 aCIMpHUHOpe3UcTeHTHOCTD [47]. [lon KAMHUYeCcKoH
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PE3UCTEHTHOCTHIO MOHUMAIOT HECIOCOGHOCTh IpenaparTa
NpeAOTBPAaTUTh TPOMOOTHYECKHUN 3MU30J Y KOHKpET-
HOTO 60JIbHOro. bBHOXMMHYECKYI0 pPe3UCTEHTHOCThb
ONpeJieIII0T KaK HeJOCTAaTOYHOe MojaBieHue GYHKIUU
TpoMOOLIMTOB Ha ¢oHe NpHeMa aleTHUJCATULUIOBON
KUCJIOThl, YCTAaHOBJIEHHOE MO pe3yJbTaTaM Jabopa-
TOPHBIX TECTOB. B 3aBUCHMOCTH OT NMPUYHUH, IPUBEAIINX
K aCMUPUHOPE3UCTEHTHOCTH, BBIJEJSAIOT HUCTUHHYI U
JIOKHYI0O PE3UCTEHTHOCTb. K BO3MOXHBIM NpUYHMHAM
NICEBJOPE3UCTEHTHOCTH OTHOCAT HU3KYH HpPUBEpIKEH-
HOCTb NAlIMEHTOB K IpUEMYy Ipenapara, JJeKapCTBEHHbIE
B3aUMOJENCTBHUs, CIUIIKOM HHU3KHE J[03bl Ipernapara,
CHWDKEHME ero GUOJOCTYNHOCTH, HapylleHue Peryasiuu
aJIbTEPHATUBHBIX (HETPOMOOIMTAPHBIX) NyTel mpo-
JYKIUMH TPOMOOKCAaHa, yCKOpEHHOe 0GHOBJIEHHE TPOMGO-
nuToB. UCTUHHAS YCTOMYHMBOCTD K alleTUJICATULUI0BOR
KHUCJIOTE MOXET ObITh 0OYCJOBJIEHA MOJUMOPPU3IMOM
reHOB LIMKJI0OKCHUreHasbl, rukonporenioB (GPIIb/Illa,
GPIba, GPVI), peuentopos AP (P2Y1, P2Y12). OnHoM
M3 MPUYUH JIO)KHON PE3UCTEHTHOCTH K alleTHUJICATULIH-
JIOBOU KUCJIOTE SIBJISIETCS] HELOCTATOUHAs KOHLIEHTpaLUs
npenapaTta B KpOBH, CBsI3aHHAsl CO CHIDKEHHEM GUOJ0-
CTYIIHOCTH  KHLIEYHOPACTBOPUMBIX  JIEKAPCTBEHHBIX
dopm. [Ipu ucnonb3zoBaHuu HU3KUX (75-150 mMr/cyT) no3
KUILIEYHOPACTBOPUMBIX (HOpM GUOLOCTYHHOCTb HUXKE,
[I03TOMY YKa3aHHbIE JJO3bl MOTYT ObITh HEJJOCTATOYHBIMU
JJis psija 6osbHBIX. [Ipy Ha3HAaYeHUM NMpenapaToB alie-
TUJICAJIMLUJIOBOH KUCIOTHI HEOGXOAUMO YIYUTHIBATD, 4YTO
BBICOKHH IIUTO3 B KPOBH 4acTO IPUBOLUT K TPOMOO3aM
MEJIKUX COCYZ0B CJHU3UCTOH KeJyAKa — OCTPBIM sI3BaM
Y 3PO3UsM C BBICOKMM PHUCKOM KPOBOTeYeHMH. B Takux
c/ly4yasix Lesecoo6pa3Ho Ha3HayaThb NPOPUIAKTUYECKH
WHTMOUTOPBl MPOTOHHOW IOMMBI 0 HOpPMau3aliu
NoKa3aTesJied reMaTokputa. [Ipu HemepeHOCHMOCTH,
He3QPEeKTUBHOCTH HWJM HAJUYUM NPOTHBOIOKA3aHUH
K IpUeMy MpenapaToB aleTUJICATULHUIOBOH KHCIOTHI
NpUMeHAT Kaonugorpes (75 mr/cyt) [48].

T'udpokcukap6amud. Tlpenapat MoXKeT OGbITb PEKOMEH-
JIOBaH B KauecTBe Tepanuu NEPBON JUHUU Y GOJIbHBIX
UII nro6oro Bo3pacta. OfHAKO U3-32 HAJIUYHUS JAHHBIX O
BO3MOXXHOM JIEUKO30T€HHOM 3¢ PeKTe, FeHOTOKCUUHOCTHU
npenapara y MoJIOAbIX IAllUEHTOB, a TaKXKe Y MallueHTOoK
Bl u Il TpuMecTpax 6epeMeHHOCTH IPUMEHEHUE TUPOK-
cukap6amMu/ia B epBOM JIMHUU Tepalyuu orpaHUydeHo [49,
50].

HumepdhepoHn a-2b. lpenapatsl UOH a-2b no3BossioT
MOJIYYUTh TNOJHBIM reMaTo/oru4ecKuil oTBeT y 73 %
6osbHBIX UII. OTH pe3ynbTaThl COBNAJAIOT C MOKa3aTe-
JISIMM I'eMaToJIOrMYeCcKOro OTBeTa NPH UCNOJIb30BaHUU
rujipokcukapbamuga [51, 52]. JleueHue pekoM6U-
HaHTHbIM M®H nosBoJisieT Bo3/eicTBOBaTbL HeNocpe-
CTBEHHO Ha NaToreHes 3a6o/ieBaHUs, O YeM CBUJETEJb-
CTBYeT CHWXeHHUe aJlJleJlbHOM Harpysku reHa JAKZ:
y 19 % 60/IbHBIX NOJIyYeH MOJIEKYNASIpHbINA OTBeT [51, 52].
HeT pokaszatesibcTB Toro, yto UPH o-2b MoxeT ynyd-
muTbh OB U M3MeHUTh TeueHUe 3a60/1eBaHUSA, HAIpUMep
CHU3WUTb PHUCK NpOrpeccupoBaHus ¢ TpaHchopMauuen
B M® unu BK. UOH cHmkaeT 4acTOTy TPOMOGOTUYECKUX
ocnokHeHu# y nauueHToB ¢ UII Beicokoro pucka [53].
HU®PH a-2b kynupyeT KOHCTUTYLMOHAJNbHbIE CUMIITOMBI,
B T. 4. IapecTe3uu U sputpomeiairuto [54]. OgHako, He-
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CMOTPsI Ha CBOK KJIMHHUYECKYI0 3pPeKTUBHOCTD, Ipemna-
patbl UOH a-2b oTinyaroTcs MJI0X0M NepeHOCUMOCThIO.
HexxesaTesnbHble sIBJIEHUS] BKJIKYAIOT TPUIIIONOA0OHBIH
CUHJPOM, JIUXOPaZAKy, HeJOMOraHUe, TOIIHOTY U PBOTY,
OpU 3TOM B HEKOTOPBIX KJIMHHYECKHX HCCIeLOBaHUIX
€o06LIATOCH O MPeKpallleHUH Tepanuu y 35 % nauueHToB
[55, 56].

IlecunupoeaHHblii uHmepgepoH-a. IlsruHtepdepoH
a-2a 3¢ PeKTUBEH KaK B IEPBOM, TaK U BO BTOPOU JTMHUU
Tepanuu UIl. [TosHbINA reMaToO/NOrHYEeCKUM OTBET MOXKET
ObITb JOCTUTHYT y 66,7 % NMalMeHTOB, a MOJIEKYJASPHbIN
otBeT — y 38,5 % k 48-i1 Hefene seyeHus. [IaruHTep-
depoH 6e3omnaceH, 3¢ PeKTUBEH U XOPOILIO MEPEHOCUTCS
60JIbIIMHCTBOM MNauueHToB. Haubosiee 4YacThIMHU He-
reMaToJIOTUYeCKUMH  HeKeJlaTeJbHbIMU  SIBJEHUSMHU
ObLIM JIMXOPaZiKa, MUAJITUA, KOXKHBINA 3y[|, NMOBBILIEHHE
aKTUBHOCTHU Ne4eHOYHbIX PepMEeHTOB U yTOMJIAEMOCTD.
[eMaToJsioruyeckass TOKCHUYHOCTb NpPOSIBJAJIACh JIeHKO-
neHuedt [-1I crenenu, TpombouuToneHuen | creneHu u
CHW)KeHHeM reMmor/jo6uHa | cTeneHu, He TpeGyOLIMMU
CrelyaJbHOTO CONPOBOJUTENbHOr0 JiedeHUs. [losHas
OTMeHa WJIM KOppeKLus [J03bl NaruHTepdepoHa a-2a
NOoTpe6OoBaJMCh B MOAABJSIONIEM GOJbIINHCTBE HaGJII0-
Jenuit (75 %): 9,1 % (4/44) nauueHTOB IpeKpaTHUIU
JledueHUe H3-3a HeXeJaTeJbHbIX sBJAeHUH; y 52,27 %
(23/44) 6osbHBIX 03a NpenapaTa CHUXKeHa U3-3a Hexe-
JlaTeJIbHBIX ABJeHUH, ¥ 4,55 % (2/44) — cxeMa JeyeHus
CKOppEeKTHpOBaHa B CBSI3U C HEJOCTAaTOYHOUN 3dPeKTHB-
HocThlo, ¥ 9,1 % (4/44) — po3a npenapara CHUXKeHa
1ocJie JOCTHXKEHHUS TI0JIHOI'0 reMaToJI0rMYeCcKoro OTBeTa
[57]. Puck TpoM6GOTHUYECKUX OCTOKHEHUN MTPU UCIIOJIb30-
BaHUU NMaruHTepdepoHa o-2a cocrasiseT 1,22 % B rof,
[58].

[IarunTepdepoH o-2b MO3BOJISAET NONYIYUTh MOJTHBIM
reMarToJIoruieckuii oteeT y 69 % mnauueHToB. B mpo-
BeJleHUU KPOBONYCKAaHUU NepecTand HyxJAaTbcd 36 %
nanveHToB. TpoM6GOTHYeCKMX UM TreMopparudeckux
OCJIO)KHEHUHN He HabJ/0Aanoch. Y psja 6G0JbHBIX OTMe-
yaJicl MOJIeKYJIIpHBIM OTBeT. HeyzpoBieTBopuTe/bHas
NepeHOCHMOCTb CJAYKUT BeAylllell NMPUYMHOW OTMeHbI
Tepanuu N3ruHTepdepoHoM a-2b. CyuiecTBeHHOe CHU-
>)KeHUe KayeCTBa KM3HM MallMeHTbl OTMevyalwT K 6 Mec.
Tepanuy, oHaKo Yepe3 2 rofia JieueHUsl KaueCTBO XKU3HU
He OT/IMYaeTCsl OT UCXOJHOTO YPoBHs [59].

[Ipenapatel nerunupoBaHHoro W®H-a He 3aperu-
cTpupoBaHbl B Poccuiickoit ®efepanuu JJisi JiedeHUs
MITH.

PykconumuHu6. IlpenmapaT moOKasaH /AJd JiedeHUs
60sbHBIX WII € pe3uCTEeHTHOCTbIO K Tepanuu TUAPOKCH-
Kap6aMH/JIOM WUJIM ero HellepeHOCHUMOCTbI0. B kinHuye-
ckoM uccaesoBaHuu Il asel pykcosUTHHUG, UHTHGUTOP
JAK1/2, npoieMOHCTpUpOBaJ NPEUMYILECTBO B CpaB-
HEeHUH C TUJpoKcrKap6aMuioM y 60sbHbIX UII ¢ Henepe-
HOCUMOCTBIO MJIM PE3UCTEHTHOCTbIO K I'MJpPOKCHUKapba-
Muay. CHU>keHue reMaTOKpUTa MeHee 45 % JOCTUTHYTO
y 60 % 60JIbHBIX, MOJY4aBLIMX PYKCOJUTHUHUO, U TOJIBKO
y 20 % nmanMeHTOB NPU Tepaluy HAPOKCUKap6aMU0M.
KoHTpoJib pa3aMepoB cesie3eHKH U KOHCTUTYIHOHa/IbHbIX
CUMIITOMOB ObIJI JIy4llle IPY UCN0JIb30BaHUH PYKCOJIUTH-
Hu6a [60]. PekoMmeHayeMas Haya/lbHas J03a mpenapara
cocTtaBJsieT 10 Mr 2 pasa B cyTkU. Koppekuus 103UpoBKHU
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Ta6nuua 3. CHMXeHME A03bl PYKCONUTUHMOAE Y MaLUMEHTOB C UCTUHHOW NonnunTeMmen

Mokasartennb

PekomeHayemas fo3a

KoHLeHTpauus remornobuHa = 120 r/n u KONNYecTBo
TpomGouuToB > 100 x 10%n

KoHueHTpaums remornobuHa 100—< 120 r/n u konuyectso
TpomGouuTtoB 75—< 100 x 10°/n

KoHueHTpaumsa remorno6una 80—< 100 r/n nan Konnyectso
TpomGouuToB 50—< 75 x 10°/n

KoHueHTpauums remornobuHa < 80 r/n unn KonmyecTeo
TpoMGouuToB < 50 x 10%/n

Koppekuuu go3bl He Tpebyetcs

CnepyeT pacCMOTPETb BO3MOXHOCTb CHUXEHUS 403bl Mpenapata Bo 136exaHue
NPUOCTaHOBNEHMS Tepanuu BCIEACTBUE PA3BUBLLEACS aHEMUM U TPOMBOLUTONEHUN

CHuxXeHue fo3bl Ha 5 Mr 2 pa3a B CYTKU. Y NauWeHToB, NpMHUMatowmx 5 Mr 2 pasa
B CYTKM,

[MpuocTtaHoBNEHME NPUMEHEHUS

PeKomMeHayeTCa CHuXeHune Ao3bl [0 5wmr1 pa3 B CyTKu

Ta6nuua 4. J/le4eHne UCTUHHON MONNLUTEMUN

MokasaHus Mpenapar

Ho3UpoBKa 1 PeXuM NPUMEHEeHNs

[epBas nuHusa Tepanum MHTepdepoH a-2b

MaruHTepepoH a-2a

MaruHtepdepoH a-2b
'vapokcukapbamug,
HenepeHocumocTb npenapaToB NepBoi MMHUKM  PyKCONMTUHNG
TEepanuu UAn Pe3NCTEHTHOCTb K HUM
Bospacr > 70 ner bycynbhan

3 mnH ME n/k Yepes aeHb*
180 mkr n/k 1 pa3 B Hegento*

0,5 mn (npu macce Tena 54-66 «r), 0,6 mn (npu macce Tena 67-80 kr),
0,8 mn (npu macce Tena 81-106 kr), 1 ma (npu macce tena 107-133 kr)
n/k 1 pa3 B Hepento*

500-2000 mr BHyTpb 1 pa3 B CYTKM OAHOKPATHO™
10 Mr BHYTPb 2 pasa B CyTku*

2—-4 Mr go cymmapHoii go3bl 200 mr*

* MpenapaTbl HA3HAYaOTCS B HEMPEPLIBHOM PeXMMe [0 NPOrpeccupoBaHns 3a60N1eBaHUs UK Pa3BUTUS HENPUEMIEMO TOKCUYHOCTY.

NPOBOAMUTCS B 3aBUCUMOCTU OT KOHLIEHTPALUHU T'eMOTJIO-
6uHa B cbIBopoTkKe (Tab6u. 3) [61]. JleueHUe pyKcoJH-
TUHUOOM NPOJOJDKAIOT A0 TeX MOp, NMOKAa COXpaHsSeTCs
TepaneBTUueckuit apdekr [60].

Bycyavdhan. SIBnsieTcss LUTOCTATUYECKHMM MpenapaToM
aJIKUJIMPYIOLLero JedcTBUA M M03BoJsAeT 3$PeKTUBHO
KOHTPOJIUPOBATh 3a60.1eBaHHe. OHAKO ero AJIUTebHbIN
NpyeM NOBBIIIAET PUCK IPOTpeccHpoBaHus 3a60J1eBaHUsA
¢ ucxozoM Bo BTopuuHbii OMJI. Bycynbdan cienyet Ha-
3Ha4yaThb 60JIbHBIM cTaple 70 JeT, KOTopble He IePeHOCAT
rufpokcukapb6amus, U®PH a-2b. [IpenapaT Ha3HAYaIOT 1O
2-4 Mr/cyT 1o cymMapHo# A03b1 200 Mr [62].

Bo3zmewjeHue dedhuyuma dxcese3za. B cnyvae nedpunura
’Kesle3a,  BBI3BBAHHOTO  KPOBOIYCKaHHWEM/3pUTPOLHU-
Tadepe3oM WM aHeMHUel, pa3BUBLIENCS BCJeACTBUE
KpPOBOTEYEeHHH, NMpPHU BbIPAXKEHHOM CHJEepOTNeHHYeCKOM
CUHJpOMe BO3MO)XHa Tepanus IpenapaTaMu xeses3a.
JlaHHOe JileyeHUe cleAyeT NPOBOAUTH IPHU MOCTOSHHOM
MOHUTOpPUHTIe NOKa3aTesell KpOBU, BK/IKO4Yasd peppoKU-
HeTUKY [63].

Pexomengauun no tepanuu HIl cymmMupoBaHbI B
Tab1. 4.

4.6. Kputepuu KNMHMKO-remMaTosIorM4eckoro oTeeTa
npu neveHun UM

Jus oueHkd 3PGeKTUBHOCTU Tepanuu o06s3a-
TeJbHbIM $IBJISIETCS MOHHUTOPUHI KJIWHHKO-TeMaToJIo-
ruyecKUx IokasaTesed (JUHAMHUKa CHCTEMHBIX NPOSIB-
JIeHU# 3a60J/1eBaHUs, II0Ka3aTeJHd KPOBH, NajbHaTOpHAs
OLleHKa pa3MepoB ceJie3eHKU U leueHH). PekoMeHiyeMast
NEPUOJUYHOCTb 00C/IeJ0BaHUS NpeCTaBJeHa B TabJL. 5.
[Ilpy HeobxoAuMMOCTH (HAJUYME OCJAOXKHEHUH U Ap.)

KJIMHUYECKUH U J1abopaTOPHbIN KOHTPOJIb MOXET OBbITh
6oJsiee yacTbIM [1, 2]. OTBeT Ha Tepamnuio onpejesseTcs
COIJIACHO KPUTepHUsM, npeioxkeHHbIM ELN, Kak MOJIHBIH,
YaCTUYHBIM UJIM ero oTcyTcTBHe (TabJ. 6) [64]. Y yacTu
60JIbHBIX NpU JedeHUM mnpenapatamu UPH o-2b unm
uHruburopamu JAK2 (pyKconUTHUHUOG) MOXKET ObITh
JOCTUTHYT U MOJIEKYJSpHbINA oTBeT (Tabs. 7). OfHaKo
NPOrHOCTUYECKOE 3HAYeHHE MOJIEKYJISPHBIX OTBETOB
HeusBecTHo. [Ipu aauTenbHOU (= 2 J1eT) reMaToJIoTHye-
CKOM U MOJIEKYJIIPHOH PEeMHCCUU BO3MOXKHBI IOIBITKH
CHW)KEHHMs [103bl WJIM OTMeHbl Tepanuu. B HacTosee
BpeMsl HET OTPaGOTAHHBIX PEKOMEHAALMH 0 KOHTPOJIIO
3¢ EKTUBHOCTU JieUeHUsI Ha OCHOBAaHUM THUCTOJIOTHYe-
CKOTO MCCJIeJ0BAaHUS TPENAaHOOHONTAaTa KOCTHOI'O MO3ra.
B paMKax KJIMHHUYECKUX UCCIeJ0BaHUH IUCTOJIOTUYECKOE
HCC/eJOBAHUE TpPeNmaHOGUONTaTa KOCTHOrO — Mo3ra
npoBoAAT 1 pa3 B rof AJs OLeHKH U3MEHEHUSs CTelleHU
$ubpo3a, Ha/IMY U NPU3HAKOB NaToMopdo3a/AucIiasuun
pas/IMYHBbIX POCTKOB MHeJIono33a [1, 2].

5. 3CCEHUHWANbHAA TPOMBOLIUTEMUA

5.1. KnuHu4yeckas KapTMHa

Y 6onpHbix IT MoOryT Ha6/II04ATbC CUMIITOMBI
o611ero xXapakTepa: YTOMJIIEMOCTb, CHM)XKeHUE KOHIleH-
TpalUu BHUMaHHs. MUKDPOLMPKYAATOPHbIE OCJI0XKHEHUS
MPOSIBJISIIOTCS 60/1e3HEHHBIMU [TOKPACHEHHUAMU B 06J1aCTH
NaJIbLIeB PYK U HOT, OTEKOM U XKeHHeM (3pUTpoMeIalrus).
HapyiieHusi MUKPOLMPKYASLMY TOJOBHOTO MO3ra (TpaH-
3UTOpHBIE HIlIeMUYeCKUe aTakKu) MpeJjcTaBJAIT COO0H
nepuoJUyecKre Npexojsllie HapylleHUs 3peHusi, peuu
(Au3apTpusa) WUJIM NMOXOAKH, TOJOBHYIO 60Jb, HapylleHue
SICHOCTHY CO3HaHMUS, TOJIOBOKPYKeHHe UM MUTpeHb. TpoM-
603M60J1Ms1 — HauboJiee pacpoCTpaHEHHOe U ONacHoe
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Ta6nuua 7. OLeHKka MONIEKYNSPHOro OTBETA NPU NTEYEHUN UCTUHHOWM
nonvumMTEMmMn

WUccnepoBanune MepuogunyHocTb

Tun otBeTa Onpepenexune

O6Lunit aHanM3 KpoBM C onpe-
[leNIEHNeM reMaToKpuTa
1 MOJCYETOM JIeKOLMTapHOK
thopmynbl

Broxumuyeckue nokasarenu:
6unupy6un, ACT, ANT, 14r,
MOYeBas Kncaota

Ha MOMEHT NocTaHOBKM AUarHo3a,
3aTeM He pexe 1pasa B 3 mec.
WK Yallle B 3aBUCUMOCTH
OT KOIMYecTBa TPOMGOLUTOB

Ha MOMEHT NOCTaHOBKM AMarHo3a,
3aTeM He pexe 1pa3sa B 3 Mec.
NPy LMTOPEAYKTUBHOI TEpanuu

Ha MOMEHT NoCTaHOBKM AnarHo3a,
NpW HaM4Yum TPOMO0O30B
1 TEpanuUy aHTUKOArynsiHTamu
1pa3 B 1-3 mec.

Ha MOMEHT nocTaHOBKM AnarHosa,
3aTeMm He pexe 1pasa B rog

Koarynorpamma: A4TB,
Tpom6uHoBoe Bpems, MHO,
thubpuHoreH

¥Y3W opraHoB 6ptoLLHOA NONOCTH
C OMpeAeneHneM pa3mepos
MEYEHN U CENE3EHKM,
OLIEHKOI NopTanbHOro
KPOBOTOKa

lMonyyeHne unTONOrNYECKOro
npenaparta KOCTHOro MO3ra
nyTeM NyHKLUU U LUTONO-
rM4Yeckoe uccnepoBaHue
Ma3Ka KOCTHOrO Mo3ra
(Mnenorpamma)

Ha MoMeHT nocTaHOBKYM AnarHosa,
[anee npv nosiBNeHUM
NPU3HAKOB, CBUAETENbCTBYIOLLNX
0 NPOrpeccMpoBaHum
3a60/1eBaHMs (aHEMMS,
pas3BuUTUE NEeAKOLMTO3a, CABUT
nerkKouMTapHon hopmynbl
B/IEBO, NOBbILWEHME ypoBHA JIAI
B CbIBOPOTKE, 0OHapyXeHne
cnneHomeranum)

TpenaHo6moncus KOCTHOro
MO3ra C rMCTON0rMYECKNM
nccnefoBaHUeEM M rUCTOSO-
rMYeCKON OLLEHKOW CTENEHN
thubpoza

AJIT — anaHuHammnHoTpaHchepasa; ACT — acnapTaTaMMHOTpaHCepasa;

AYTB — aKTMBMPOBAHHOE YaCTUYHOE TPOMOOMNIACTUHOBOE BPEMS;

NAr — naktatgerngporeHasa; MHO — mexayHapoAHOe HOPMannu30BaHHoOe

OTHOLLIeHNe.

Ta6nuua 6. Kputepumn KInMHMKO-remaTtosiormyeckoro oteeTa
npw NeYeHNN UCTUHHOW NONNLUTEMUN

Kpurepwii OnucaHue
[TonHbIA OTBET (MPUCYTCTBYIOT BCE KPUTEPUM)
A [nutenbHoe™ paspeLueHne CBA3aHHbIX C 3a60/1eBaHNEM
NPU3HAKOB, BKNOYAs pe3ynbTaThl NanbnaLunm neyenn
1 CeneseHKm, perpeccusi KOHCTUTYLIMOHANbHbIX
CUMNTOMOB
B [nutenbHaa™ HOpManu3aLUns nokasaTenen Kpoeu,

onpepensemas kak rematokput < 45 % 6e3 notpeod-
HOCTU B KPOBOMYCKAHUSIX, KONNYECTBO TPOMBOLMTOB
<400 x 10%n, konuyectBo neiikoumToB <10 x 10%/n

C be3 npu3HakoB nporpeccupoBaHns 3a60eBaHus,
OTCYTCTBME KaKOro-nmbo remopparnyeckoro
1N TPOMOOTUYECKOTO COObITUSA

D ['mctonornueckas pemuccus, onpegensemas
KaK HOPMOK/IETOYHbI KOCTHbIA MO3T, OTCYTCTBUE
nponntepauun MerakapuoLmnToB, PETUKYIMHOBOTO
thnbposa > | ctenenn

Yactuublid oTBET (MpUCYTCTBYIOT KpUTEpUun A, B, C)

OtcyTcTBME OTBETA

TpaHcdopmauus 3a60/1eBaHNA B NOCTNONULMTEMUYECKNA Muenogmnbpos,

MWENOANCNNACTUYECKWUA CUHAPOM, OCTPbIVA NENKO3

* MpofonxuTenbHOCTL 0TBETA 2 12 Heg,

ocnoxHeHue npu JT, BeIpaawleecs B TpoMGo3ax Be-
HO3HOH W apTepUaJbHON CHUCTEM, B YACTHOCTHU KPYMHbIX
COCYyZI0B OpIOLIHOM MOJIOCTU (BOPOTHOM BEHBI U ee BETBEH,
cesie3eHOYHOH U GPbDKEEeYHBIX BEH), BEH HIDKHUX KOHEY-
HOCTeH, KOPOHAPHBIX apTEPUH, apTEPUI FOJI0BHOT'O MO3Tra.
[eMopparuyeckue OCJIOXXKHEHHUS — KpOBOTeueHHs. Bo

[onHbIn oTBET CHWXeHWe annenbHOR Harpysku
MONEKYNSIPHOro mapkepa (JAK2 V617F
W Ap.) B0 YPOBHSA, He nogfatoLlerocs

onpeaeneHuto

CHuxeHwue = 50 % ot ypoBHS Npu NepBo-
Ha4yanbHOM MCCNeaoBaHUn y 60MbHbIX
C YPOBHEM annenbHom Harpysku < 50 %
npw nepBoHayvaabHOM UCCIIEA0BaHNM
NGO CHMXKeHne = 25 % oT ypoBHS
Npy NepPBOHaYaNbHOM UCCNEeS0BaHNM
y 6ONbHBIX C YPOBHEM anfiefbHoM
Harpysku > 50 % npu nepBoHaYanbHOM
“ccnenoBaHum

YacTnuHbiid otBET
(MOXeT NpUMeHATLCA
TO/bKO Y 6OMbHbIX
C YPOBHEM
annenbHon
Harpysku > 10 %
npu NepBoHa-
4anbHOM Uccneao-
BaHuUM)

OrtcyTtcTBME OTBETA Jlio6oil 0TBET, He COOTBETCTBYIOLLMIA

NOJIHOMY U/ YaCTUYHOMY OTBETY

BpeMs1 6epeMEHHOCTH OTMEeYaeTCs MOBbILIEHHAs YacTOTa
CIIOHTAHHBbIX HEBBIHALIMBAHUNA GepeMeHHOCTH, ILIaleH-
TapHBIX UHOAPKTOB C OCIeAYIOIMMH HapyLIEHUEM POCTa
u rubesbto moga [1-3, 35].

5.2. MnaH o6cnegoBaHua npu guarHoctuke 3T
5.2.1. WUccnepoBaHus, Heo6XoguMble
LANS NOCTAHOBKM AMarHosa

® (O6op aHaMHe3a (CTOMKUUM TPOMOOLUTO3 B KPO-
BU B TpeX aHaJIM3aX KPOBH, UCCJIeJOBAHHBIX NO-
cJlefloBaTeJIbHO C MHTepBaJIOM He MeHee 1 Mec.
WJIM B TeieHUe HeCKOJIbKUX JIeT, IepeHeceHHble
TpoM603bl, 0CO6EHHO HeOObIYHBIX JIOKaJK3a-
LUW U y JIUI, MOJIOJOT0 BO3pacTa) U xkaJjob (Ha
JK)KeHHe, IapecTe3uy U 60Jb B MaJbljaX KUCTeH
W CTOIl, HapylleHHe 3peHUs, NepeMexarllLyo-
€l XpPOMOTY, KPOBOTeUeHHUs TP MUHUMAJbHBIX
TpaBMaX, 3KCTPAKILUHU 3y6OB), olleHKa GaKTOpPOB
pHUCcKa cepledHO-COCYAUCThIX 3a60/1eBaHUM.

e dusuKaJbHbIA OCMOTP — OLleHKA OKPACKHU KOXHU
JIMLA, JIaZloHeH, CTOI, BUJUMBIX CJAU3UCTBIX 060-
JIOUeK, 0CMOTP KOXH HUKHUX KOHeYHoCTeH (Iur-
MeHTalus, Tpodpruueckre pacCTPONCTBA, OTEKH,
reMopparuu), najbnanus IneyeHu U cesie3eHKH,
OLeHKa COCTOSIHUSA JieTKuX, cepana, KKT, nouek.

e OO6wuil aHaau3 KpoBu c AuddepeHHATbHBIM
NO/CYeTOM KJIETOK KPOBU C NOMOILbIO aBTOMa-
THYeCKOr0 aHaJM3aTopa M C BU3yaJbHBIM HC-
c/lefloBaHMEeM MasKa [ Mop¢oJoruiyeckon
XapaKTEepUCTUKHU MHEeJOMJHOro pocTKa (Hapy-
lIeHWe co3peBaHUsA HEHTPOUJIOB CO CABHUTOM
dopMyJibl BJIEBO, MATOJOIUSA pa3MepoB U ¢op-
MBI TPOMOOILIMTOB, 3pUTPOLUTOB, HaJIU4YHeE BHY-
TPUKJIETOUYHBIX BKJIIOUEHUH, HOPMOOGJIACTOB) U
onpepenenueM COI.

® MoJieKy/sipHO-TeHeTUYecKoe uccjesioBaHue
KpoBU (kayecTBeHHad [IlIP Ha Hanuuue MyTa-
uuu V617F B reHe JAKZ, a npu ee OTCYTCTBUU —
onpejesneHue myTanui B renax CALR, MPL).

® MoJieKy/sipHO-TeHeTUYecKoe uccjesioBaHue
KpOBU Ha HajJuuue MyTanuil B reHax ASXLI,
EZH2, TET2, IDH1/2, SRSF2, SF3B1 npu OTCyT-


https://bloodjournal.ru/index.php/coh

306 A.J1. MenuksH u ap.

ctBuu myTtauui JAK2, MPL, CALR nnis Bepuduka-
UM JUarHosa.

® VY3U opraHoB GpIOUIHOM MOJIOCTH C ONpe/ieIeHU-
€M pa3MepoB [TIeYeHH U Cesle3eHKH.

e TpenaHo6uonCcHUsA KOCTHOrO MO3ra C FHCTOJIOTH-
YeCKOH OIleHKOW U MCTOXUMHUYECKUM HCCefo-
BaHMeEM [IJ151 BbISIBJIEHUS] PeTUKYJUHOBBIX U KOJI-
JlareHOBbIX BOJIOKOH [35, 36].

5.2.2. WccnepoBaHus, Heo6xoauMble
ansa anddepeHunanbHONn AMarHoCTUKM,

onpegeneHus NPorHo3a u TakTUKK nedvenns 3T

e OmnpejesieHMe KOHIIEHTpPALUH CbIBOPOTOYHOTO
’eJsesa, beppuTHUHA, TpaHcheppHrHa, GoreBo
KHCJIOThI, BATAMHHa B, ,, 3pUTpONO3THHA.

e KauectBeHHoe [IlIP-uccienoBanre Ha HaJau4due
xuMepHoro reHa BCR::ABL1 (TpaHckpunThbl p210,
p190).

® MoJieKkynsipHO-TEeHETUYECKHe  HCCJIe[lOBaHUA
AJisl ompejie/leHUs1 MyTauuil B reHax SF3B1/
SRSF2, U2AF1, SF3B1, TP53.

e C(raHJapTHOe I UTOreHeTHUYeCcKoe MUCC/e/i0Ba-
HUe KOCTHOTO Mo3ra.

e [losiyyeHUe LUTOJOIMYECKOTO NIpenapaTa KoCT-
HOT'0 MO3ra NyTeM NYHKLIUU U [JUTOJIOTUYeCcKoe
HccieloBaHMe MasKa KOCTHOTo Mo3ra (MueJio-
rpaMmma).

® Koarynorpamma: AYTB, Tpom6uHOBOE BpeMsi, MHO,
KOHLeHTpanus ¢ubprHOreHa — Nnpu pUCKe TPOM-
60THYeCKHX UJIU TeMOopparuyeckux 0CJ0XKHEHUH.

® OineHka arperaljMoHHOW QYHKIUM TPOMOOLIU-
TOB (mpeX /e Bcero, MHAYLUPOBaHHAs PUCTOLle-
THUHOM WJIK PUCTOMUL{UHOM).

® MoJieKy/nsipHO-TeHeTHUYECKU I CKDUHUHT Ha MapKe-
bl HacJieICTBEHHOU TPOM60UINH, TOMOIUCTEUH
IpU HaJMYUM NpPeAIlecTBYIOUIMX TPOMOO30B U
TPoM603MOOJIUM /1Sl OoNpesieieHHs TIOKa3aHUU U
06’beMa aHTUKOATyJISTHTHOH TepanuH.

e KoHcysbTanus cocygucToro Xupypra.

e Jlonnneporpadus uepebpaibHbIX apTepuit (COH-
HbIX Y MIO3BOHOYHBIX apTePUH C IieJiblo 06Hapy-
KUTb GJIALIKNA U U3MEPUTH TOJIIMHY KOMILJIeKca
MHTHUMa-MeJua) [65, 66].

® OneHka cepaeyHo-jseroyHoro ctatyca (JKT,
IxoKT') B caiyyae Tepanuu aHarpeauoM.

® ®IT/C c oneHKOH COCTOSIHUS BEH MMILEBOJA,
KOJIOHOCKONHUA (/18 UCKJI0YeHUs1 HaJIUu4us Ba-
PHUKO3HOT0 pacliMpeHUsi BeH KaK NpOosiBJeHUs
NOpPTaJabHOMN TUNIEPTEH3UHU).

e C(CepoJsioruyeckue TecThl AJ5 JUArHOCTUKU peB-
MaTH4YeCKUX 3a60J1eBaHUM U TECTHI AJIS UCKJIIO-
YeHUs1 ay TOUMMYHHBIX 3a60J1eBaHUM LUTOBUJ-
Hol xxesne3sl [35, 36].

5.3. AunarHoctu4yeckue kputepumn 3T

Juarno3s 3T goJkeH 6bITh TOCTaBJIEH B COOTBETCTBUU
¢ kputepusiMu BO3 2022 r. Ha OCHOBaHUU KOMIIJIEKCHOM
OLleHKH KJIMHHWYeCKOW KapTHHBI U J1ab0paTOPHBIX MOKa-
3areJsieii (Tab.. 8) [5].

K/TMHNYECKAA OHKOTEMATO/ON 4

Ta6nuua 8. [lnarHoCcTn4YeCckme KpUTeEPUN 3CCeHUManbHom
Tpombouutemmmn (BO3, 2022)

Kputepun OnucaHue
bonbLume 1. Konuuectso TpomGoLuToB > 450 x 10%/n
KpHTEPUN 2. Mponndepauns MerakapmoLMTapHOro pocTka

C YBEMIMYEHHBIM KOIMYECTBOM KPYMHBIX
U TUraHTCKNX 3PESbIX MErakapuoLuToB
€ rnepnobynspHbIMU SApaMu; OTCYTCTBUE
3HAYUTE/IBHOIO PACLUMPEHUS UM OMONOXEHUS
HENTPOUIBHOIO rPaHyI0n033a; O4YEHb
PEAKO — HE3HAYNUTE/IbHOE YBEINYEHNE CTENEHN
peTukynnHoBoro ubpo3sa (grade 1)

3. Hert kputepues BO3 gnsi BCR::ABL1-no3untme-
HOTO XPOHUYECKOrO MUENONENKo3a, UCTUHHOM
NoNULUTEMMUM, MEPBUYHOIO MUENOnOpo3a
WX MHBIX MUENONAHbIX HEOMNa3MiA

4. Hanuuve mytaunii B reHe JAK2, CALR nnn MPL

Manbiii Kputepuii  Hannume KNoHasbHOrO Mapkepa Uam oTCyTCTBUE
L0Ka3aTe/bCTB /151 PEaKTMBHOTO TPOMOOLMTO3a

[lng NoCTaHOBKM AMarHo3a Heo6X0aMMO Hannuue Bcex 4 60MbLUMX
KpUTEpUEB UK NepBbIX 3 60MbLUMX KPUTEPUEB U MASIOTO KPUTEPHSI.

5.4. MNporHo3s

OB npu 3T HMKe 110 CPaBHEHUIO € 001 el monynsnue;
MeJlMaHa BBDKMBAeMOCTH cocTaBjsgeT okosio 130 Mec.
OCHOBHOH NPUYUHOM, NPUBOAAILLEN K WHBaTUIU3ALUU
Y CHIKEHUIO NMPOJOJKUTENbHOCTH XU3HU npu IJT, aB-
JISIIOTCA TPOMOOTHYECKHe OCJ0XKHeHUsl. KyMynaTUBHbBIN
PUCK KJIMHHUYECKU 3HAaYMMbIX TPOMOO30B COCTaBJISIET
5 % npu NpOAOKUTENBHOCTH 3abosieBaHUA 5 JeT U
14 % — npu npoponkuTensHocty 10 net [67]. YacToTa
nporpeccupoBanus 3T ¢ pazButuem noct-3T M® coctas-
asiet 0,8-4,9 % uepe3 10 sieT u 4-11 % uyepes 15 jeT
KymynsatuHbii puck noct-3T M@ yBenuyuBaeTcs c Te-
yeHUeM BpeMeHHU U cocTaBJsieT 0,3 % yepes 5 et u 3,9 %
yepes 10 jieT npu MeauaHe cpoka HabsofeHus 9,1 roja
[68]. IIporpeccupoBanue 3abosieBaHUs Cc ucxoaoM B BK
Hab.tofaetcs B 1-4 % caydaes [69].

5.4.1. Crpatucdukauua pucka TpoM60TMHECKUX

0CNOXHeHun npu 3T

Ctpatudukanusa 6GosbHbix 3T Ha rpymnnbl pucka
npeJiHa3HaueHa JJis OLleHKM BePOSTHOCTH TPOMOOTH-
YeCcKUX ocJIo)kHeHUH. [lo pe3ysbTaTaM MexAyHapOAHBIX
MHOTOLIEHTPOBBIX HCCAeoBaHUM 3KcnepTamu BO3
paspaboTtaHa MexyHapojHasi IPOTHOCTHYEeCKas IIKaJa
pucka pasButus Tpom6030B npu IT (IPSET), cornacHo
KOTOpOH BbIAEJIAIT:

® oOYyeHb HU3KUH pUCK (HET HebJarompUsATHBIX

dakTOpOB);

® Huskuil puck (JAK2 V617F);

® IMpOMEeXYTOYHbIH puck (BospacT > 60 JsieT);

® BBICOKUH pUCK (TpoM6GO3bl B aHAMHe3e UJIU BO3-

pact > 60 net u JAK2 V617F) [70].

5.4.2. OueHka o6uieit BbhxuBaemoctu npu 3T

[I[porHo3upoBaHue TedyeHUuss IT OCHOBAaHO Ha
KOMIIJIEKCHON OlleHKe KJIMHHUYeCKHUX, JabopaTOPHBIX,
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MOJIEKY/ISIPHBIX JAaHHbIX. HeGJyaronpusiTHble MyTaluy
BbIABJASIOT B 10 % HabuwoaeHuit npu IT. B uccnegosa-
HUSX NOATBEPXKAEHO He3aBUCHUMOe IPOTHOCTUYECKH He-
6J1aronpUsTHOE BJIMsSHHE Ha TI0Ka3aTe/U BbKMBAaeMOCTH
MyTanui B reHax SF3B1/SRSF2, Bo3pacta ctapiue 60 JieT,
MyXCKoro mnoJja. [lonydeHHas WHpopManus Jerja B
OCHOBY MeX/)yHapoJHO! NPOTrHOCTUYECKOW CHUCTEMBI,
YYUTBIBalOLLEeH pe3y/IbTaThl MOJIEKYAsIpHO-TeHEeTUYeCKUX
vcciaenoBanui y nagueHTos ¢ 3T (MIPSS-ET):

® Hajauuue MyTauud B reHax SF3B1/SRSF2 —

2 6asna;

® Bo3pacT > 60 jieT — 4 6asna;

® MYXKCKoi nos — 1 6aJi.

Mepuana OB y nauuenToB ¢ 3T U3 rpynnbl HU3KOTO
pucka (0 6annoB) cocrtaBuaa 33,2 rofa, U3 TPyIIb
npoMexyToyHoro-1 pucka (1-2 6asua) — 26,3 roga, npo-
MEeXyTO4YHOro-2 pucka (3-4 6asia) — 14 jieT, BbICOKOTO
pucka (= 5 6a/1oB) — 9,4 roza [43].

[Mpu 3T myTtauuu B reHe TP53 nmpusHaloTcsa B Kade-
CTBE HE3aBHCHMOTrO NPOrHOCTHYECKOro ¢$akTopa pUCKa
B OTHOLIEHUU BbDxUBaeMocTH 6e3 BK. Puck nporpeccu-
poBaHus T c pazBuTueM M® noBblIaeTCs NpU HAJTUIUHU
MyTanui B reHax UZAF1, SF3B1 v paBeH 58 %, Toraa kak
IpU OTCYTCTBUM MyTallUM B 3TUX FeHaX OH COCTaBJISET
22 % [43].

5.5. JleyeHne 3T

5.5.1. Uenu tepanum 3T
e IlpenynpesuTb BO3HHKHOBEHUE TpPOMGOTHYE-
CKHUX UJIM TeMOpparuyecKrux OCJA0XKHEHHUH.
® MUHUMU3HPOBATH PUCK NPOrPeCCUPOBAHUS 3a-
6os1eBaHMA ¢ ucxoaoM B mocT-3T MO unu BK.
e KOHTpOo/sIMpoBaTb CUMITOMbBI HHTOKCHKAIUH.
e IlpenynpeJuThb OCJ0XKHEHHUS B C/y4yae GepeMeH-
HOCTH, XUPYPru4eCcKUX MaHUNyasanui [1-5].
OnTuMajibHOE LieJIeBOe YHUCI0 TPOMOOLUTOB IpHU
NpOBeJeHUH Tepalluy He yCTaHOBJIeHO. OIHAKO, COTJIaCHO
KpUTEPHUSIM OTBeTa Ha Tepamnulo, pa3paboraHHbiM ELN, o
[IOJIHOM T€eMaTOJIOTUYECKOM OTBETE CBHUJAETEJNbCTBYET
4yucao0 TpoMGouUTOB B mpefenax 150-400 x 10°/n [64,
71].

5.5.2. CymMMuUpOBaHHbIE PEKOMeHAaLuu

no nevenuio 3T (ana BCex 60MbHbIX)

e [IpodunakTuka cepJleuHO-COCYAUCTBIX 3aboJle-
BaHUM (ycTpaHeHUe GaKTOPOB PUCKA).

o [IpemapaThl aleTUACATULUI0BOM KUCAOTHI (40-
325 Mr/cyT), 1pu pe3UCTEeHTHOCTU K HUM U/UJIHU
UX HellepeHOCMMOCTH II0Ka3aHO Ha3HayeHUe
kjgonugorpea (75 mr/cyT).

e [lnaHOBble XMpypruyeckue BMellaTeNbCTBa U
JledeHUe y CTOMAaToJiora JOJKHbl ObITh OTJIO-
’)KeHbl [0 HOpMaJIU3aliuM IoKasaTeJed TpoM-
6ouuToB. [I[poBoguMas Tepanus AoJKHA OBITh
3a6/1aTOBpeMeHHO (B COOTBETCTBUU € papMaKo-
KWHETUKOH IPUMeHs1eMOTr0 Nnpenapara) Ipekpa-
lleHa /10 oNepaTUBHOr0 BMellaTe/bCTBa U MpPo-
JloJI>KeHa 1oCJle Hero.
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5.5.3. CymMupoBaHHble peKOMeHAaLuu
no fieyeHuto naymeHToB ¢ 3T U3 rpynn o4YeHb
HW3KOrO M HU3KOTr0 PUCKA TPOMBOTUYECKNX

OC/TOXHEHUN

[lagveHTaM 1n0Ka3aHO HabGJwAeHue. Lutopenyk-
TUBHasl Tepanus UHULUUPYETCS B CJIEAYIOIUX CyYasx:

® TpoMb6ouuTo3 (TpoM6onuThl > 1500 x 10°/1);

® T1epeJ NJAHOBBIMM XUPYpPrUYeCKHMH BMeLIla-
TeJbCTBAMU;

® T1porpeccupoBaHHe 3ab6oJieBaHHUs (yBesHde-
HUe KoJm4ecTBa TpoM6onuToB > 300 x 10°/1 3a
3 Mec., OSIBJIEHHE CIIJIEHOMETaJIUU, CAMIITOMOB
00611lero XapakTepa);

® oO0cCJ0XHeHUs (TpoM6O3 UM KpOoBOTeueHUe) [1-
4, 71].

5.5.4. CymMMupOBaHHbIE peKOMeHAaLun
Mo sieyeHuto naymeHToB ¢ 3T U3 rpynnsl
NMPOMEXYTOYHOIro pucKa TPOMOOTUYECKUX

OC/TOXHEHUH

® Bospacrt <60 yieT: nepBas IUHUA Tepalluu — Ha-
oatonenue, UOH a-2b, u/vuau anarpenuf, u/viu
naruHTepdepoH a-2a/a-2b; BTOpas JUHUSA Tepa-
MUY — FUAPOKCUKAp6aMUA U/WUJM aHarpeaus.

® Bospacrt > 60 sieT: nepBas IMHUSA Tepalluy — CU-
JpoKcMKap6aMu/j; BTopas JUHUA Tepanuud —
aHarpeaug u/uiau UOH o-2b [1-4, 71].

5.5.5. CymMMupoBaHHbIe peKOMeHAaLuu
Mo sieyeHuto naymeHToB ¢ 3T U3 rpynnsl
BbICOKOI0 pUCKa TPOMBOTUYECKUX

OC/TOXHEHUN

® Bospact < 40 sieT: nepBag JIUHUA Tepanuud —
HUOH o-2b, u/unu anarpenus, u/uav NaruHTep-
depoH a-2a/a-2b; BTOpasi TMHUSA TepaNuu — TU-
JIpPOKCHKap6aMuJ,.

® Bospact > 40 seT: nepBas IMHUSA Tepalluy — CU-
JIpoKcMKap6aMuj; BTopas JUHUA Tepanuud —
aHarpeauj, u/uau UOH a-2b, u/vuau naruHTep-
depoH a-2a/a-2b [1-4, 71].

OpaHuM U3 PaKTOpPOB, JUMUTHPYIOLMX Ha3HauyeHHUe
JleueGHOM 03Bl NIPeNapaToB, sIBJIseTCs Pa3BUTHe Hexe-
JlaTeJIbHBIX fIBJEeHUH (B NepByI0 o4yepeb, CO CTOPOHBI
cucteMbl kpoBu). KoM6HHMpOBaHHasA Tepanus (THAPOK-
cuKapb6aMu/l + aHarpesauf, rugpokcukap6amuj, + UOH
a-2b) MOXeET 6bITh a/IbTEPHATUBOM NIPU MOSIBJIEHUU reMa-
TOJIOTMYECKON TOKCUYHOCTHU. Ha3sHaueHre KOMOMHAL MU
NpenapaToB NO3BOJIUT CHU3UTH JO3UPOBKHU U TEM CaMbIM
KyNnUpoBaTb WJH NpPeAOTBPAaTUTb HeXeJsaTelbHble SB-
JeHus [72].

5.5.6. XapakrtepucTuka npenapaToB M OTAEJ/IbHbIX
mMeToaoB nedyenus npu 3T

IIpenapamsl ayemusicanuyua080ii Kuciomsl. B petpo-
CIEeKTUBHOM HCC/Ie0BaHUU C BKJIOYeHHeM 60JbHbIX JT
C CepZlevyHO-COCYAUCThIMU paKTOpaMu pHUCKa HCNOJIb30-
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K/TMHNYECKAA OHKOTEMATO/ON 4

Ta6nuua 9. JleyeHne scceHUManbHOM TpombounuTEMUM

MokasaHus Mpenapar

[lo3UpoBKa N PeXUM NPUMEHEHNs

[epBas nuHusa Tepanuu MHTepdepoH a-2b
MaruHTepepoH a-2a

MaruHtepdepoH a-2b

3 mnH ME n/k Yepes aeHb*
45-180 Mmkr n/k 1 pa3s B Hepeno™*
0,5 mn (npu macce Tena 54-66 kr), 0,6 mn (npu macce tena 67-80 kr), 0,8 ma (npw

macce tena 81-106 kr), 1 mn (npu macce tena 107-133 kr) n/k 1 pa3 B Hepeno*

['mapokcnkapbamng

500 mr 2 pa3 B CYTKW C UHAMBMAYaANbHLIM NOAOOPOM A0 AOCTMXEHUS I PEKTUBHO

[03bl, CHUXAIOLLEN n/mnm noaaepxuearoLLei yncio Tpoméouutos < 600 x 10%/n,
onTumanbHo B npeaenax 150-400 = 10%/n*

HenepenocumocTb nepsoi inHuM  AHarpenug
Tepanun nn PesncTeHTHOCTb
K Hei

Bospact > 70 net BycynbchaH

HauanbHasi go3a 1 Mr/cyT ¢ MHAMBUAYaNbHbIM NOAGOPOM A0 AOCTUXEHWUS MUHUMANbHO
3(hheKTUBHOM [,03bI, CHUXAIOLLEH /MK MOAAEPXKMUBAIOLLEH YNCIO TPOMBOLMTOB
Ha ypoBHe < 600 x 10%n, onTumanbHo B npeenax 150-400 x 10%/n*

2—4 mr/cyT BHYTPb A0 CyMMapHO#i fo3bl 200 Mr ¢ nocneayioLei 0TMEHO

* I'IpenapaTbl HA3HA4alTCA B HENpPepbiBHOM pexunme 40 nNporpeccnpoBaHuna 3a00n1eBaHusa uu pa3sutusa HeI'IpI/IeM}'IeMOVI TOKCUYHOCTH.

BaHMeE NpenapaToB aleTUICATUIUIOBOM KUCIOThI OKasa-
J10Cb 3G PEKTUBHBIM METOJ0M NMPOPUIAKTUKU BEHO3HBIX
Y apTepHuaIbHbIX TPOMG030B [73]. Huskue 103bI aLeTusI-
canunuaoBoit kucaoThl (100 Mr/cyT) addeKTUBHBI Kak
CpeZCcTBO NPOGUIAKTUKH MUKPOLUPKYJISATOPHBIX Hapy-
LIeHUH (ToJIOBHOM 60J1U, TOJIOBOKPYXKEHUS, IPEXOASIIUX
HEBPOJIOTHYECKUX HapyLIeHUH, IyMa B yIIaX, ATUITUYHON
60J1M 3a IPYAUHOMN, TapecTe3uit, apuTpomMesanrum) [74].

T'udpokcukap6amud. TepaneBTUYeckuil 3¢ PeKT ruIpoK-
cuKap6aMu/ia 3aKJII04aeTCsl B CHU>)KEHUH TPOMOOIMTO3a,
npodUIaKTUKE TPOMOOTHUYECKUX OCA0XKHeHUH. Ormpe-
JleJleHHble OINaceHUsl BbI3bIBAIOT OT/ajleHHble Hexesa-
TeJibHble siBJeHUs (KOXXHas TOKCUYHOCTb, 06pa3oBaHUe
s13B), B CBSI3U C UeM F'H/IPOKCUKap6aMu/, B IEPBOM JIMHUU
Tepanui cjeJlyeT Ha3HayaTb C OCTOPOXKHOCTBIO MOJIOZABIM
nalnMeHTaM C OXKHJAaeMOW BBICOKOW IMpOAOJIKUTENbHO-
CTbIO XU3HU [76]. TuApoKcHKap6aMua peKoOMeHAyeTCs
KaK IpenapaT BblOOpa NpU Tepanuy NepBOH JIMHUHU Y
6osbHbIX JT cTapiue 60 JileT ¢ TPOMEXKYTOUHBIM PHUCKOM
pa3BUTHS TPoM6030B U y 60/bHBIX IT cTapie 40 aet c
BbICOKMM DPHUCKOM DPa3BUTHs TpoMO6030B. ['Mapokcukap-
6aMu/ He ciefyeT NpuMeHATs B I-1] TpuMecTpe 6epeMen-
HOCTH WJIY B CJIy4yae IJIaHUPOBaHUs 6epeMeHHOCTH.
KpuTepuu pesucTEHTHOCTH K THAPOKCUKap6aMuIy
U ero HemepeHocuMocCTH y 6GoJibHbIX JT, cornacHo ELN
2009 r. [44]:
® KoJM4YecTBO TpoMbGouuTtoB > 600 x 10°/1 mocue
3 Mec. TepallMu TUAPOKCHUKap6aMHUJOM B J03e
2000 mr/cyT (2500 Mr/cyT y 60JIbHBIX C Maccou
Tesia > 80 Kr);
® KOJIMYeCTBO TPOMOOLUTOB > 400 x 10°/1;
® KOJIMYECTBO JIEUKOUUTOB < 2,5 x 10°/n npwu Jsto-
601 103e TUIPOKCUKApP6aMUAaA;
® KkoJMuecTBO TpoM6GouuTtoB > 400 x 10°/a, koH-
neHTpanus remorsobuna < 100 r/n npu 060
Jlo3e TUJIPOKCUKap6aMua;
® 3Bbl HAa FOJIEHSX UJIM APYTHe TOKCUYeCKHUe po-
SIBJIEHUS IPU JIIO60M J103€e TUAPOKCUKApOaMU/a;
® JiMXOpa/iKa, BbI3BaHHas NpUeMOM I'MJIpOKCHUKap-
6amu/ja.

HumepdhepoHn a-2b. UOH a-2b no3BoJiseT 6bICTPO HOP-
MasIM30BaTh KOJIMYECTBO TPOMOOLUTOB. 061U (TOJTHBIN
YW YacTUYHBIM) reMaToJIOTMYeCKUH OTBeT COCTaBJIsSET
80 %. Y 6osabminHcTBa 6041bHBIX UDH a-2b mosBossieT
YMeHbIIUTh KOXHBIN 3yA, omocpefoBaHHbid MITH. Of-

HaKO HeXeJlaTeJbHble ABJEHUA MOYTH y '/, malMeHToB
MOTYT MOCJAYXUTb NpUYMHOUN oTMeHbl UDH a-2b [54].

IlezunupoeaHHslii uHmepdgiepoH-a. lleruaupoBaHHbIE
“HTepdepoHb! LIUPOoKo NpuMeHstoTcs npu JT. [IarunTep-
depoH a-2a HaszHauyaeTcs B go3e 40-180 mkr n/k 1 pas B
HeZlesto (Ta6J1. 9). YacToTa MOJIHOTO reMaToJ/I0rM4ecKoro
oTBeTa coctaBJsgeT 43,1 %, yacTuyHoro — 26,2 % k 12 mec.
Tepanuu. ITH e I0Ka3aTesH 3a BeChb IepUO/, HabII0ieH s
66111 73 U 3 % COOTBETCTBEHHO. Y NMAIIMEHTOB C MOJIHBIM
reMaTOJIOTMYECKUM OTBETOM CHM)KeHHe aJljleJIbHOW Ha-
rpy3ku JAK2 V617F coctaBuio B cpefiHeM 6 %. Y 6OJIbHBIX
IT 6e3 oTBeTa Ha JieueHUe MATUHTEPPEPOHOM A-2a OTMe-
4yaJoch yBeJMYeHue aJlJleJIbHOH Harpyskd B CpeJlHEM Ha
4 %. HexxenaTesibHble sIBJIeHUS JI0O0M CTENEeHU TSXKeCTH
ObLIM 3aperucTpupoBaHbl y 90-96 % mnauueHTos, a IlI-
IV ctenenu Tsmkectu — y 37-43 % [76-78].

Jlosa maruHTepdepoHa «a-Zb 3aBUCHUT OT MaccChl
Tesa (cM. Ta6J1. 9). Ero npuMeHeHHe MO3BOJISIET GBICTPO
MOJIYYUThb eMaToJOrMYecKUi OTBET: K 2 MecC. TepaluHu
YyacToTa MoJIHOro oTBeTa coctaBiasieT 91 % [79]. 3a Bce
BpeMsl HaOJIIOZleHUsl 4acTOTa II0JIHOTO reMaToJoruye-
CKoro oTBeTa 6bL1a 86 %. Y manueHTOB C JOCTUTHYTHIM
MOJIHBIM TeMaTOJIOTUYeCKMM OTBETOM HabJ110/a10Ch
yJaydlleHde B OTHOIIEHUWM KOHCTUTYLUOHAJIbHBIX CHUM-
NTOMOB B CPAaBHEHMU C GOJIbHBIMU C HeyAauel JieyeHUs
(p < 0,01). AnnenbHas Harpy3ka JAKZ V617F cHusunacb
¢ 48,97 (auanaszoH 0,45-74,24 %) no 22,1 % (guanasoH
0,33-65,42 %). [IarunTepdepoH a-2b xapakTepusyeTcs
YIOBJIETBOPUTEJIbHON TepeHOCUMOCThl0. (Cepbe3HbIX
HeXkeJlaTeJIbHBbIX SIBJIeHUH He HabJoganock. YacToTa
TPOMOOTHYECKUX COOBITUM cocTaBua 2,8 % [80].

AHazpeaud. llpenapaT UHrUOUpyeT GYHKLIUIO TPOMGO-
LIUTOB, MojaBJss pochoauscrepasy 3-ro TUHa ¢ mocje-
JVIOIIMMHA YBeJWYeHHEM COAEpXKaHUS LUKJIHNYECKOTO
aZileHo3uHMOHOdocaTa, peopraHu3alnedl LIUTOCKEJIETa,
akTuBanuen pubpuHoreHa. AHarpeau/ 06/1aaeT crocoo-
HOCTBIO BJIMSITb Ha QYHKLUUHU TPOMGOLUTOB (aHTHUArpe-
raHTHbIA 3 deKT), HO yKe NMPU HU3KUX 033X BbI3bIBAET
najeHue yuciaa Tpom6onutoB [81]. [lpemapaT cienyet
Ha3HayaTb TOJIbKO IIOCJIE€ KapAHOJIOTHYECKOro 06cCieso-
BaHMs. Y MallUEHTOB C MIlIeMH4YeCKOH 60JIe3HbI0 cepALa
JledeHHe HAuMHAIOT TOJIBKO IOCJIE OLleHKU COOTHOLIEHUS
NOoJIb3bl U BO3MOXHOro pHcka. [lpemapaT He ciefyeT
NPUHUMATh BMecTe ¢ Kode. PekomeHayeMass HadaslbHast
Jl03a aHarpesnuja cocrasisier 1 wu 0,5 Mr 2 pasa B CyTKY;
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Ta6nuua 11. Kputepun KIMHUKO-remMaTtonornyeckoro oteseta

TpoMbounutemmeri Nnpv NeYeHnn acceHumnanbHoli TpoméoumTemMmnm
WUccnepoBanune MepuognuHocTb Kputepui OnucaHue
O6Lunit aHanu3 KpoBw, pa3eep- Ha MoMeHT nocTtaHOBKM AnarHosa, [onHbIn oTBET
HYTbIfA 3aTem He pexe 1pasa B 3 mec. A [inuTtenbHoe* paspelueHmne CBS3aHHbIX C 3a60NeBaHneM

Buoxumuyeckme nokasarenu:
6unupy6un, ACT, ANT, 14r,
MoueBas Kucnota

Wnn valle B 3aBUCMMOCTH
OT KO/IMyecTBa TPOMOOLUTOB

Ha MOMeHT nocTaHOBKM AnarHosa,

3aTeM He pexe 1pa3sa B 3 Mec.
NPy LMTOPEAYKTUBHOI TEpanuu

Ha MOMEHT nocTaHOBKM AnarHosa,
NpW HaM4YMn TPOMO0O30B
WU Tepannun aHTUKoarynaHtamu
1 pa3s B 1-3 mec.

Koarynorpamma: A4TB,
Tpom6uHoBoe Bpems, MHO,
thubpuHoreH

Ha MOMeHT nocTaHOBKM AnarHosa,
3aTeMm He pexe 1pa3sa B rog

¥Y3W opraHoB 6ptoLLHOA NONOCTH
C onpefeneHnem pasmepoB
NeYeHun, CeneseHkun, OLEeHKon
MOPTanbHOr0 KPOBOTOKA

Ha MOMEHT NocTaHOBKM AnarHo3a,
panee npu NOsBNEHUM
NPU3HAKOB, CBUAETENLCTBY-
IOLLMX O MPOrPEeCcCMPOBaHMM
3a6oneBaHus (aHemus,
pa3BuUTHE NIENKOLMTO3A, CABUra
B/I€BO B /IENKOLUTAPHOM
thopmyne, NoBbILLEHNE
CbIBOPOTOYHOro ypoBHs JIAI,
o6HapyXeHue cnaeHomeranumm)

ANT — anaHuHamMmnHoTpaHchepasa; ACT — acnapTataMMHOTpaHcepasa;
AYTB — aKTMBMPOBAHHOE YaCTUYHOE TPOMOOMNIACTMHOBOE BPEMS;

NAr — naktatgerngporeHasa; MHO — mexayHapoAHOe HOpMannu30BaHHOe
OTHOLLEHME.

lMonyyeHne LMTONOTrNYECKOTO Mpe-
napaTa KOCTHOro Mo3ra nytem
MYHKLMM W LUTONOTNYECKOE
1CCnefoBaHNe Ma3ka KOCTHOrO
mo3ra (Mmenorpamma)

TpenaHo6uoncusa KOCTHOro Mo3ra
C FUCTONOTMYECKUM UCCNeno-
BaHMEM U FUCTONOTUYECKO
OLIEHKO cTenenn (hnbposa

ee yBeJIMUUBAIOT Kaxzple 5-7 fHel Ha 0,5 Mr J1o Tex 1mop,
MIOKa YHUCJIO TPOMOOLMTOB He CHU3UTCS. CpeiHsAA CyToO4YHas
Jlo3a coctapJsieT 2 Mr (cM. Tab.1. 9). CieiyeT UCTIOIb30BATh
MUHUMa/IbHY0 3QPEeKTUBHYIO 103y, KOTOpas OyneT [o-
CTaTOYHOM AJ15 MOAJep>KaH!s KoJU4YecTBa TPOMOOIMTOB
Hmke 600 x 107/, a B ujleasie — Ha ypOBHE HOPMAJIbHbBIX
nokasaTesieil. BoIbIIMHCTBO NO60YHBIX 3¢ PEKTOB aHarpe-
JINJia [0303aBHCUMOE, CJAaOOBBIPAKEHHOE, MNpeXxofsliee
Y He TpebyeT NpoBeJieHHsl JeyeOHbIX MEPONPUATHH A1
MX ycTpaHeHUs1. Yalle Bcero oTMeyaeTcs roJloBHasA 60JIb,
TaxXUKap/Jusl, 3aJepiKKa >KUJKOCTH, cepfieyHass HeJoCTa-
TOYHOCTb, apUTMHUS. YacToTa U BbIpAXKEHHOCTb MOOGOYHBIX
peakIUil CHIKAITCS PU NPOJIoJKEHUU Tepanuu [81].

5.6. MoHMTOPMHr oTBeTa Npu neyenun T

CBoeBpeMeHHast oleHKa 3(GEKTUBHOCTU Tepanuu
C MOMOLIbI CTaHAAPTHU30BAaHHBIX METOAOB II03BOJISET
HOJIYYUTh [JOCTOBEpPHbIE JJaHHble O pe3yJbTaTaX pa3HbIX
METOZOB JIEYEHUS] U CUCTEMATHU3UPOBAaTb TAaKTHUKY Te-
panvy C Uenbl0 ee UHAMBUJyald3auud. PekomeHzayemasi
NEePUOJUYHOCTD 00C/IeJ0OBaHUs MpescTaBieHa B Tabu. 10.
[Tpy HEO6XOAMMOCTH (HATUUUE OCJIOKHEHUH U ApyTHe dak-
TOpbI) KJIMHUYECKUN U JIAGOPATOPHBIA KOHTPOJIb MOXET
ObITb 6osiee yacTbiM [1-3]. TakTHKa BefieHUsl MAlMEHTOB
B HacTosillee BpeMsi 3aBUCUT TOJBKO OT KJIMHHMKO-Te-
MaTOJIOTMYECKOTO OTBeTa Ha Tepanui. Kpurtepuu ajs
omnpejesneHus oTBeTa npeasoxeHs! ELN (Tabs. 11). Y yactu
GOJIbHBIX TPH JIeYEHUH TpenapaTaMu UHTepdepoHa o-2b
WU maruHtepdepoHa a-2a/a-2b MoxeT ObITb JOCTUTHYT
MOJIEKY/ISPHBIN 0TBeT. OZIHAKO NPOrHOCTHYECKOE 3HAaYeH e
MOJIEKY/ISIPHBIX OTBETOB HEU3BECTHO. [Ipu [AIUTENbHBIX

NPU3HAKoB, BKNOYaaA pe3ynbTatbl Nanbnauun nevyeHu
N CeNe3eHKu, perpeccnsa KOHCTUTYLMOHANbHbIX
cMMnTomoB

B [JnutenbHaa™ HopManu3aums nokasaTesien KpoBaw,
onpegensemas kak Konumyectso Tpom6oumtos < 400 *
10%/n, konuyectBo neiikountos <10 x 10%/n, oTcyTcTBUE
neiiko3puTpo6nacTosa

C bes npu3HakoB nporpeccupoBaHus 3aboneBaHus,
OTCYTCTBME KAaKOro-Nn6o reMopparniyeckoro uiam Tpom-
60TUYECKOoro cobbITHS

D lvcTonornueckas pemuccusi, onpefensiemMas Kak oTcyT-
CTBME aTUNNUK 1 NpoAndepaLmumn MerakapuoLmTos,
PETUKYMHOBLIA hrOPO3 < | cTenenn

Yactuublid otBeT (Kputepumn A, B, C)

A [nvtenbHoe™ paspeLueHmne CBA3aHHbIX C 3a60/1eBaHNEM
NPU3HaKOB, BK/OYAsA pe3y/bTaTbl Nanbnauun nevyeHu

N CENE3EHKHU, perpeccns KOHCTUTYLIMOHANbHbIX
CMMNITOMOB

* MpofonxuTenbHOCTL 0TBETA = 12 Heg,

(BeposiTHO, = 2 JIeT) reMaTOJIOTHYECKON U MOJIEKY/ISIPHOM
pPEMHUCCHUSIX JONYCKAETCs NMPOGHOE CHUXKEHWE [03bl WU
OTMeHa Tepanud. B HacTosiee BpeMsi HET OTPaGOTaHHBIX
peKOMeHAALMHI 10 KOHTPOJII0 3)EKTUBHOCTH JIeYeHHS Ha
OCHOBaHHH 'MCTOJIOTMYECKOTO ¥ THCTOXUMUYECKOTO KCCIIe-
JIOBaHUH TpenaHOGHONTaTa KOCTHOTO Mo3ra. B paMkax Kiiu-
HUYECKUX UCCIeJOBAaHUN THCTOJIOTMYECKOE HCCIe/J0BaHUe
TpenaHoGHOoNTaTa KOCTHOTO MO3ra MpoBoAuTcs 1 pa3 B
roJi 151 OLIeHKU U3MeHeHUs CTeneHu Gprubpo3a, BbIABJIEHUS
NpU3HAKOB MaToMop¢o3a/AUCIIa3UH PA3TUIHBIX POCTKOB
Muesiono33sa [1-3].

6. TPAHCOOPMALUA UCTUHHON
NOJIMUMUTEMUU U SCCEHLUMATIBHON
TPOMBOUMUTEMUU B MUENTODUBPO3

Knununyecku Tpancoopmanus UIl u 3T B M® nposiBiasieTcs
CHIDKEHMEM YHC/Ia KJETOYHBIX 3JIeMEHTOB KpPOBHU (YacTo
HaO6JII0/jaeTCs aHeMHUs1), OsIBJIEHWEM JIEBOTO C/ABUTA TPaHy-
JIOLIUTAPHOT'O POCTKA U 3pUTPOKAPHOLIUTOB B FTeMOrpaMMe,
yBeJIMYeHHeM ceJle3eHKH, UTO 00yCI0BJIEHO pa3BUTHEM 3KC-
TpaMeJy/JIAPHOTO MUeJIoN033a. Mopdosiornyecky UMeeTcst
cxoactBo Mexay noct-UIl M@ u [IMO. K oinyuTesbHbIM
npusHakaM mnoct-UIl M® creayeT oOTHeCcTHU pPeEAKOCTb
¢$opMHUpOBaHUSA NJIOTHBIX KJIACTEPOB MerakapHoIUTOB, OT-
CYTCTBYE YPOJJIMBbIX TMIIEPXPOMHBIX/aTUIIMUHBIX GOPM U
runepcerMeHTaLHMIO si/iep MPeUMYILeCTBEHHO Pa3pO3HEHHO
pacIo/IoKeHHbIX MerakapuoLUTOB CpeJld PETHUKYJIUHOBOH
Y KOJITareHoBOW cTpoMbl. K/eTKH ¢ HapylleHUsMU sifiep-
HO-IIUTON/Ia3MaTH4YeCKOTO COOTHOIIEHUs C KpYMHbIMU
TUIIepPXPOMHBIMM TUI0JI00Y/IAPHBIMU sIJpaMHU (C He3peJioH
MopdoJiorueit) HeMHOIOYHCAEHHHI [82].
K nporpeccupoBanuto/Tpancdopmauuu UIl cienyet
OTHOCMTb:
e nosaByeHue M/IC-mofo6HBIX MOPGOJIOTUYECKUX
npu3HakKoB (Bo3MoxHa TpaHchopMmanus B M/[C);
® r1osBJIeHUe HelTpodusiesa (o TUIY XpPOHUUE-
CKOT'0 HEUTPOPHUIBbHOTO JIeiiK03a);
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® TMOosiBJIEHUE BbIpaXXeHHOTro MoHounuTo3a u M/IC/
MITH-noj06HbIX NPU3HAKOB (10 TUIY XPOHUYe-
CKOT'0 MUEeJIOMOHOIIUTapHOro Jieliko3a) [82].

Mex/yHapoAHOU paboyell Irpymmnon mo U3y4yeHUIo U

sedyenuro MITH (IWG-MRT) paspaboTaHbl KpUTEPUU JJIs1
ycta"oBJsieHUs noct-UIl M® u noct-3T MO [5].
06s3aTe/IbHbIEe KPUTEPUU:

1) nepBuuHO AguarHoctupoBaHHas IT wau UII, co-
racHo kputepusam BO3;

2) ¢ubpos koctHoro mosra MF-2-3 no EBpomneiickoit
cUCTeMe rpaflalvi.

Jlono/IHUTeIbHble KPUTEPUU:

1) aHeMMs UM CHUXKEHHe KOHLeHTpaLUU reMor/o-
6uHa = 20 r/J1 OT UCXOJHOM;

2) JeHKOLMTO3 M 3pUTpobLJIacTo3 B nepudepuye-
CKOU KpOBY;

3) yBesuyeHHe pa3MepoB cejie3eHKU (cese3eHKa
BBICTYIIAeT Ha > 5 CM U3-II0J, HWXKHEro Kpas pe-
6epHOM fyTH);

4) mnoBbllieHHe aKTUBHOCTU JI/II' B CHIBOPOTKE;

5) nosiB1eHHe KOHCTUTYLMOHAJbHbBIX CHMIITOMOB.

Jlnsg nmoctaHoBku guardosa noct-UIl M® wau moct-3T

M® Heob6x0oAMMO HaIW4yHe JBYX 00s3aTeJbHbIX U KakK
MHUHUMYM [ByX JIONOJHUTENbHbIX KDUTEpPUEB.

6.1. TporHos npu NOCTNONMLMUTEMUUYECKOM
M nocrrpombouuTeMmyeckom mmenocnbpose

[Iporuos npu BTopuyHOM M® BO MHOTOM 3aBHUCHUT OT
BbI3BaBILIero ero 3a6oJsieBaHusA. M®, pasBuBILIHiica noce
UII unum 3T, 06bIYHO MMeeT HeGJIAaroNpUsTHBIN MPOrHO3.
Paspa6oTaHa cnenuasjbHasi CUCTeMa OLleHKH, KOTopas
M03BOJIsIET ONpeseIMTh Nporuo3 npu M®, auarsoctupo-
BaHHOM y nauueHToB ¢ UII uau 3T B anamMHes3e.

[lapaMeTpbl CUCTEMBI OL|€HKH:

® Bo3pacT > 60 jeT (6-13,5 6as1a);

@ remomio6uH < 110 r/x (2 6assa);

® TpombGouuThl < 150 x 10°/1 (1 6a1.1);

® OJslacTHbBIE KJeTKU B nepudpepuyeckoil KpoBU

2 3 % (2 6an1a);

® oOoTcyTcTBUe MyTauui B reHe CALR (2 6asina);

® KOHCTUTYLMOHAJIbHbIE CUMITOMBI (1 6asL).

['pynnel pycka:

® HU3KUM — MenuaHa OB He JOCTUTHYTA;

® TIMpOoMeXyTouHbli-1 — MenuaHa OB 9,3 roga (au-

anasoH 8,1 roa — He JOCTUTHYTA);

® IpPOMEeXYTOUHbIH-2 — MeauaHa OB 4,5 roga (au-

anasoH 3,2-7,9 roga);

® BbIcOKUN — MenuaHa OB 2 roga (gquanasoH 1,7-

39 roga) [83].

[Ipu BeIIBJeHUU TpaHchopmanuu B noct-UIl M/
noct-3T M® TakTuhKa BeJeHHs NalMeHTa TakKas ke, KaK
u npu [IMO.

7. NEPBUYHbIA MMENIO®UBPO3

7.1. ®asbl MO

B kniunnveckoM TeueHuu [IM® Boiziensa0T ¢pasbl, 0Tpa-
JKarolye CTeleHb IPOrpecCUpoBaHUs 3a60JeBaHUSA: XPO-
HUvecKas ¢asa, Ppasa akcesepaluy, TepMHUHaIbHasA ¢asza

K/TMHNYECKAA OHKOTEMATO/ON 4

6sacTHOM TpaHchopmanuu, uiau BK. XpoHuueckas ¢asa
SBJISIeTCS HadaJbHOHM cTagueit [IM® u auarHoctupyeTcs
y 6osbwinHCcTBa (> 90 %) BHepBble BbISIBJEHHBIX Mald-
eHTOB. Hanbosiee xapakTepHble IPU3HAKKM — HU3MEHEHUs
KJIMHWYECKOT0 aHajv3a KpoBU (J1eMKO3pUTPO06.J1acTo3s,
MOCTeNeHHbIN CBUT B HEUTPOQUIBHOM U 3PUTPOULHOM
pAZax A0 MoJofblX GopM C HaJMYKMeM NPOMEeXYTOYHBIX
dopM co3peBaHHs), yBeJMUEeHHE IeYeHU M CeJIe3eHKHY,
HaJIyue CMMITOMOB ONyX0JIeBOM MHTOKCUKALUU (JIMXO-
pajZika, moTepsi Macchl Tesa, Npody3Hble HOUHbIE NOTHI).
®aza akcejepalid JUArHOCTUpPYeTCs IPU HaJIU4YUH
10-19 % 6J1aCTHBIX KJIETOK B KOCTHOM MO3Tre WJIM Iepu-
depuueckoit kpoBu [84]. BK sBiseTcsd TepMUHaIbHOU
cTajuel pa3BUTHSA NAToJIOrHyeckoro nporecca npu [IMO.
JuarHoctudyeckuMm kputepueM BK npu [IM® cayxut Ha-
Jinyue B epudepryecKoil KpOBU UM B KOCTHOM MO3re He
MeHee 20 % 6/1aCTHBIX KJ1eTOK [84].

7.2. Cragum MO

B knaccudukanuu BO3 2022 r. BblAensoT npedu-
6po3Hyto/paHHIoO U ¢uUbpo3Hyw ctaguu [IMO. Judde-
peHLMa/lbHY0 AUaTHOCTUKY cJlefyeT NPOBOAUTb Ha OCHO-
BaHUM THUCTOJIOTUYECKOT0 HCC/IeJOBaHUS TpenaHo6Hon-
TaTa KOCTHOTO MO3ra, JIJabopaTOPHBIX XapaKTEPUCTHUK,
KJIMHWYECKHX JaHHbIX. [Ipedubpo3Has/paHHAsS CcTaAus
XapaKTepu3yeTcsl TUIIepKJIETOYHOCTbIO KOCTHOTO MoO3ra
C pacliMpeHHeM I'PaHy/I0LUTapHOr0 POCTKa, npoaudepa-
LMel MerakapuoLUTapHOT0 POCTKA C aTUIIMeN THCTOTOIO-
rpaduu U CTPYKTYPbl MerakapuoLUTOB, OTCYyTCTBUEM HUJIH
MUHUMaJIbHBIM PETUKYJUHOBBIM ¢pubposom (MF-0, MF-1
no EBponelickoii cucreme rpagauuu). IlpedubposHas/
paHHsAA ctagusa [IM® oTBeyaeT OCHOBHBIM KpPHUTEPUSAM
kaaccuukanu BO3, Ho 1elikoapuTpo6./1acTo3, CllJIeHOMe-
rajivsl 1 aHeMHusl yallle BCero OTCyTCTBYIOT. B k1MHMYeckoH
NpaKTHKe IOsIBJIeHHe aHeMHUH, NOBbIlIeHHe 4uca JeH-
KOLIMUTOB WJH KOHLeHTpauuu JI/II' B CbIBOPOTKe A0JIKHbI
HaCTOPOXXUTb Bpaya U 3aCTaBUTh 1ePeCMOTPEThb JUArHO3.
®ubposHasa cTtaguss MopdoJIOTHYECKH XapaKTepu3yeTcs
PETHUKY/JIMHOBBIM, KOJIJIareHoBbIM (GUOGPO30M KOCTHOIO
mo3ra (MF-2, MF-3 no EBponelickoii cuctemMe rpajanuu),
peAyKuel 3puTPOUHOT0 POCTKA, BbIPDXKEHHOM aTunuen
3/1IeMeHTOB MerakapuouuTonossa. KinHudeckass kapTyvHa
OTJINYaeTCsl CIJIeHOMerajued, aHeMHel, NOBbILIEHHEM
KoHIleHTpanuu JIJI, JeKo3puTpo61acTo30M B TeMo-
rpaMMe, OsiBJIeHUEM KallJIeBUJHbIX 3pUTPOLMTOB [85].

7.3. KnuHu4yeckas KapTuHa

Knunuueckas kaptuHa npu [IM® xapakTepusyeTcs
MHOroo6pa3ueM nposiBjeHWH. HavwanbHblil mepuon 6o0-
JIe3HU Y GOJIbLIMHCTBA NALMEHTOB Ha NPOTSXKEHUH psfa
JIeT MOXKeT NpoTeKaTb 6eccuMnToMHO. Hepesiko 3a6oJe-
BaHMe OOHApYKMBAIOT HEOXXUJAHHO NMPU UCCJIe0BaHUHU
o0lLero aHajnsa KpoBU BO BpeMsl NPOQUIAKTHIECKOTO
OCMOTpPa WJIM 1O MOBOAY CONYTCTBYMOLIEH MATOJIOTHH.
KnuHuueckue nposiBneHuss [IM® He sBadAwTCca naTo-
THOMOHWYHBIMU U CKJIaJIbIBAlOTCS U3 HECKOJIbKUX CHH-
JPOMOB, TakuXx Kak [1-3, 35]:

® CHUHJPOM ONyX0JIeBOM MHTOKCUKALUU — IIpO-

rpeccupyiomas cjabocTb, He COOTBETCTBYIO-
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1as CTeleHU aHeMUH, CHUXKeHYe allleTUTa, No-
Tepsl Macchl TeJa, NOTJUBOCTb, cCy6debpuibHas
TeMIlepaTypa TeJsa, 60Jb B KOCTSX, CyCTaBaX,
3y KOXH, YXyAlleHUe Te4yeHUsl CONMYTCTBYIO-
H[MX 3a00JIeBaHUL;

CHUH/IPOM omyxoJieBot nposndepanuu — 60Jb U
YyBCTBO TSXKECTH B JIEBOM NoJpebepbe, CBSA3aH-
Hble C yBeJIMUeHHeEM ceJle3eHKH, remnaToMera-
nus. [Ipu anuTebHOM TedeHUU 3a60JieBaHUA Y
60JIbHBIX MOT'YT TaK>Ke pa3BUBATbhCA O4aru 3Kc-
TpaMeJy/JIIPHOIO KPOBETBOPEHUS B JAPYTUX
opraHax ¥ TKaHfX (MM$aTUYECKUX y3JaX, Jer-
KUX, IIJIeBpe, OpIOLIMHE, CIMHHOM U T'OJIOBHOM
MO3re, KOXe, MATKUX TKaHSAX KOHEeYHOCTeH),
006ycJ/I0BIMBas KJIMHUYECKHe NPOsIBJIEHUs], CBs-
3aHHbIe C TOpa)keHHeM 3THUX OPTaHOB;
aHeMHUYeCKUH CUHJApPOM — o0061as caabocTsb,
OJIbIIIKA, CHU)KeHHe NepeHOCUMOCTH ¢u3nye-
CKOM Harpysku, 6J1eIHOCTb KOXH U CJAU3UCTBIX
0060J104eK, TaxuUKapAus, apTepuhasibHas TUIO-
TeH3MUs, YXyAllleHue Te4eHUs cepJleuHO-COCYIU-
CThIX 3a00J1eBaHUH;

TPOMOOTHYECKHE OCJO0XXHEHUS] — TpOMOO3bl
U TpoM603MOOJHUU COCYAOB DPa3HbIX OpPraHOB
M TKaHel, TpoM60dJeO6UThl nepudpepruyiecKux
cocyZi0B, UHGApKT MHOKapAa, HapylleHUus M03-
roBOro KpoBOOOpallleHus, KOTOpble Ipu Oec-
CUMNTOMHOM TeueHuHU [IM® cayxaT noBoAOM K
06CJieIOBAaHUIO;

CUHJPOM MHPEKLMOHHBbIX OCJ0XKHEHUN — pas-
BUTHE ONMNOPTYHUCTUYECKUX HHeKUUN HJIU
6oJiee TsKeJl0e TedeHHe 0ObIYHBbIX MHPEKIIMOH-
HbIX 3a00JIeBaHUH;

reMopparu4eckui CHHIpOM — KPOBOTOYMBOCTb
IpY MHHUMaJIbHbIX TPaBMax WJH CIOHTaHHbIE
neTexvasjbHble JUO6O CHHSAYKOBblE KPOBOU3JIU-
AHUS. [IpUYMHON KPOBOTOUYUBOCTH MOXKET ObITh
TpoMbouuToneHus: Ha ¢poHe ¢prUbOpPO3a KOCTHOTO
MO3ra, TMIepTpoMOOLMTO3 U BTOPUYHBIHA [e-
éunut daktopa BunnebpaHpga, koarysonaTus
BCJIeJICTBUE HapylleHUs QYHKIHUU MNeyeHU U
pa3BUTHUS TOPTaJbHON TMIIEPTEH3UY;
KJUHHYeCKHe TMpOsiBJeHUs, 006ycJ0BJeHHbIe
KOMIIpecCHell OpraHoB, 3a CYeT BbIpa)KeHHOM
CIJIeHOMeTaJuy, renaToMeraauy;

nopTaJibHas runepTeH3us. BoiendoT caesyo-
1iMe NPUYUHBI eYeHOYHbIX 6JIOKOB: INpPECUHY-
COUJANbHBIM TPOMOOTHYECKUH 6JIOK, CUHYCO-
WJajbHas 06CTPYKLMSA, NOCTCUHYCOUaIbHbIN
6J10K 1o TUNY cuHApoMa bagna—Kuapu.

7.4. NnaH o6cnepoBaHus npu guarHoctuke NMNMo

065a3amebHble UCC/1e008AHUS:

c60p aHaMHe3a U kKaJiob, olleHKa paKTOpPOB pU-
CKa Cep/ieuHO0-COCYyAUCThIX 3a00/1eBaHUH;

$U3UKaNBbHBIH OCMOTP — OLleHKa OKpacKHu
KO>H, BUJUMBIX CJIU3UCTHIX 060J104€K, OCMOTP
KOXXM HHWXXHUX KOHeYyHOoCTel (NUrMeHTauus,
TpodHUyecKkue pacCTpPONCTBa, OTEKH, reMoppa-
TMU), Najblalusa MeYyeHU U cesle3eHKH, OlleHKa
cocTodaHUSA Jerkux, cepaua, KKT, nouek;

HauuoHanbHble KNMHMYeCKUue pPekoMmeHaauuu 3N

061U aHaau3 KpoBU c gubdepeHIIHMaJTbHBIM
MO/ CYeTOM KJIETOK C IOMOIIIbI0 aBTOMAaTHYeCKO-
ro aHaJjJu3aTopa, MuccjefoBaHUe MOpPQOJIOTUH
3pPUTPOLUTOB, TPOMOGOLUTOB, HeUTpoduUIOB,
onpegenenue CO3J;

MOJIEKYJISIpHO-TeHETHYeCKOe UcCJie[JoBaHHe Kpo-
BU (kauecTBeHHas [IlIP Ha Ha/uuMe MyTauuu
V617F B rene JAKZ2, a npu ee OTCYTCTBUU — BbISIB-
JieHue MyTaluil B reHax CALR, MPL);
MOJIEKYJISIpHO-TeHeTUYeCKoe HccJie/JoBaHue Kpo-
BU Ha BbIsIBJIeHUe MyTalui B reHax ASXL1, EZH?2,
TETZ2, IDH1/2, SRSF2, SF3B1 y 60nbHbIX ¢ Ph-Hera-
TUBHbIMU MITH npu oTcyTcTBUM My Tanuii B JAKZ,
MPL, CALR nns BepuduKal Uy JUarHosa, npu pe-
IIeHUH BOIIpOCca O IPOBeleHUH TpaHCIJIaHTallux
aJIJIOTeHHBIX TeMON03TUYEeCKUX CTBOJIOBBIX KJle-
ToK (a110TI'CK);

Y3U opraHoB 6pIoLIHOM NOJOCTH C ONpesiesIeHu-
eM pa3MepoB [leYyeHH, Ccesle3eHKH;
TpenaHo6HONCUs KOCTHOTO MO3ra C F'MCTOJIOTH-
YeCKOH OLleHKOW U FMCTOXUMHUUYECKUM HCCef0-
BaHMEM /1151 BbIsIBJIEHUS] peTUKYJIUHOBBIX U KOJI-
JIareHOBbIX BOJIOKOH.

PacwiupeHHasi oduazHocmuka npu noomeepiic-
denHom IIM®P:

MOJIEKYJISIPHO-TeHeTUYeCKoe Hcc/ie/JoBaHue Kpo-
BU: OIlpeJiesieHue aJlylesil MyTaHTHOro rena JAK2
V617F v annens rena JAKZ pyukoro tTuna nocpep-
ctBoM II[JP B pexkrMe peasibHOTrO BpeEMEHY;
onpejie/ileHUe KOHIEHTPALUKU CbIBOPOTOYHOTO
)eJse3a, beppUTHHA, TpaHcheppHrHa, PposireBoi
KHCJIOTBI, BATaAMHUHa B, ,, 3pUTPONIO3TUHA;
kadecTBeHHoe [I[|P-uccnesoBanve Ha Halu4due
reHa BCR::ABL (tpaHckpuntsl p210, p190);
CTaHAApPTHOe LUTOreHeTHYeCcKoe UCC/ae/i0Ba-
HHe KOCTHOTO MO3ra;

noJy4yeHHe LIUTOJOTMYeCKOro npenaparta KocT-
HOT0 MO3ra NyTeM NYHKLUH U LIUTOJIOTUYeCKoe
HccleloBaHMe MasKa KOCTHOTro Mo3ra (MueJio-
rpaMmma);

OMOXUMHUYECKUN aHaJu3 KpOBU (ChIBOPOTOY-
Has KOHIleHTpauus obuiero 6unupyo6uHa, ACT,
AJIT, 1T, Mo4yeBOM KMCJIOTHI, KpeaTUHUHA, 00-
mero 6eJsika, aaAbOYMUHA, 1leso4yHON docdaTa-
3bl);

koarysorpamma (AYTB, TpoMOGuHOBOe BpeMs,
MHO, koHUueHTpauus ¢UOpPUHOTeHA) IPU PUCKE
TPOMOOTUYECKHUX HWJM TeMopparuyecKUx oc-
JIOKHEHUH;

MOJIEKY/ISIpPHO-TeHEeTHUYeCKUH CKPUHUHT Ha Map-
Kepbl HacJe,ICTBEHHON TPoMOODUIUH, TOMOIU-
CTeuH;

KOHCYJIbTallMsl COCYAUCTOr0 XUpypra npu Halu-
YUY NpelleCTBYOIIUX TPOM6G030B U TPOMO0O3IM-
0O0JIUH;

Jomnmaeporpadus uepebpabHbIX apTepuil (CoH-
HbIX U TIO3BOHOYHBIX apTEePUH C Iiesiblo 06Hapy-
KUTB OJISILIKHA U U3MEPUTD TOJIIMHY KOMILJIeKca
WHTHUMa-Me/ua);

aHaJM3 Ha MapKephbl renatuTta B (moBepxHOCT-
HbI aHTUreH BHUpyca rematuta B, HBsAg),
IgG-anTuTena k Bupycy renaturta C, BUY-1 u
BUY-2, peakyusa BaccepmaHa;
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Ta6nuua 12. AnarHoctnyeckne kputepum npecnbpo3HOn cTagmm
nepemyHoro mmenocnbposa (BO3, 2022)

K/TMHNYECKAA OHKOTEMATO/ON 4

Ta6nuua 13. AnarHoctrnyeckne kputepum mbpo3HOM ctagnn
nepesuyHoro mmenocunéposa (BO3, 2022)

Kputepum OnucaHue Kpurepuu OnucaHue
bonblume 1. Tponndepaums merakapuoLnToB C aTunuein* 6es pe- bonblune 1. Mponudepaumns merakapmoLMTOB C NPU3HAKaMM
Kputepumn TUKYNMHOBOro hmbposa > grade 1 (MF-0 nnu MF-1), Kputepun aTUNNK B COYETaHUU C PETUKYNMHOBBLIM W/n
COMPOBOX/AOLLAACS NOBLILLEHHOW KNETOYHOCTHIO KonnareHoBbIM thnbpo3om grade 2 unum grade 3
KOCTHOro Mo3ra, NponndepaLmeii rpaHynoLuMTapHoro (MF-2 nnun MF-3)
POCTKa 1 4aCTO CHUXEHHBIM SPUTPOMNO330M 2. Hecootsertcteue kputepuam BO3 ans amarHoCTukiu
2. HecoortBetctBue kputepusm BO3 ansg anarHoCTuku 3T, NN, XMJ1, MAC wnn apyrux MINH
XM, UM, 3T, MAC nnn apyrux MITH™ 3. O6HapyxeHue MyTauuii B reHe JAK2, CALR
3. O6HapyxeHue myTauuii B rene JAK2, CALR nan MPL, npu OTCYTCTBMW 3TUX MyTaLlWii Hannuue

unu MPL, npn OTCYTCTBNW 3TUX MyTauuiA Hann4yne LPYrux KnoHanbHbix MapkepoB (ASXLT, EZH2,
APYruX KNOHabHbIX MapkepoB (ASXLT, EZH2, TETZ, TET2, IDH1/2, SRSF2, SF3B1) unu otcytcTBme
IDH1/2, SRSF2, SF3B1) unu 0TCYTCTBME PETUKY/IMHO- PeTUKYNIMHOBOro hubpo3a HN3Koii ctenenn (MF-1)
BOro mbpo3a Hu3kon crenenmn (MF-1) peakTusHom peaKkTUMBHOM NPUPOAbI (MH(EKLMMN, 8YTOUMMYHHbIE
NPUPOALI (MH(eKLNN, ayTOMMMYHHbIE 3a60/1€BaHNS, 3a60/1€BaHNS, COCTOSHNSA XPOHNYECKOro BOCNa-
COCTOSIHWA XPOHMYECKOr0 BOCNAEHMUS, BOOCATO- NEHWS1, BOSIOCATOKNETOUHbI NENKO3 UKW Apyrue
KJIETOYHbIV NEeiiK03 nnu apyrue numdonponucdepa- numonponndepaTMBHblie HOBOOOPAa30BaHMS,
TUBHble HOBOOOPA30BaHNS, MeTacTasbl ONyXonen MeTacTasbl ONyX0Nel N XPOHNYECKAN NHTOKCH-
UNIN XPOHNYECKAas MHTOKCMKALMS) ™™ Kauus)

Manble 1. AHemus, He CBAI3aHHasA C CONYTCTBYIOWMMM Manbie 1. AHemusl, He CBA3@HHas C COMYTCTBYIOLLMMM

KpuTepumn 3a00n1eBaHNAMM Kputepumn 3aboneBaHnaAMM

2. Neiikouuntbl = 11 x10%n

3. YBenuueHue pasMepoB CeNe3eHKH, onpeaensemoe
nanbnaTopHo

4. TosblweHune aktuBHoctu JIAI Bbille HOPMbI

[ns pnarHoctvkm MM® HeobxonumMo Hannume Bcex 3 6ONbLLNX KpUTEpUeB

1 N0 MeHbLUein Mepe 1 Manoro kputepus, NOATBEPXAEHHOIO B 2 NOCNEA0Ba-
TEMbHbIX UCCNef0BaHMUSX.

BO3 — BcemupHas opraHusaums 3apaBooxpaHenust; UM — nctuHHas
nonuuutemus; JIAI — naktatgerngporeHasa; MAC — muenogucnnactu-
yeckuii cuiapom; MMH — muenonponudepaTMBHoe HOBOOOPA30BaHME;
[TM® — nepBuYHbIN MUenodnopos; XMJT — XpOHUYECKIUii MUeNnonenkos;
3T — 3cceHumManbHas TPOMOOLMTEMMS.

* OT ManbIx A0 KPYMHbIX MErakapuoLMToB C He3penoi Mopdonoruei
(HapyLIEeHHbIM iAEePHO-LMTONNa3MaTUYeCKUM COOTHOLLIEHWEM, aTUMNYHBIMK
TUNEePXPOMHBIMU TMNON06YASPHBIMU/YPOANMBLIMK SApamu), hOPMMPOBa-
HUEM PbIX/IbIX W MAOTHbIX KNACTEPOB.

** UckntoueHmne UM ocHOBaHO Ha Noka3aTensix reMorniobuHa 1 remaTokpuTa.
OnpepeneHnsi MacChbl LMPKYVPYIOLLMX SPUTPOLIMTOB He TpebyeTcs.

Het BCR::ABL1. HeT [133puTpono3s3a u AUcrpaHynonoasa.

** MaumeHTbl C 3860/1€BaHNSAMK, NPUBOASLLMMM K PEAKTUBHOMY MeNogunopo3sy.

e VY3M (monnsaeporpadus) opraHoB OGPIOIIHON MO-
JIOCTH, COCY/Z,0B IOPTAJbHON CUCTEMBI;

® MPT opraHoB GpOIIHON MOJIOCTH C ompefesie-
HHUeM ob6beMa ceJle3eHKU NPU OCTPOM 60JieBOM
CUHJpOMe B JIeBOM nozpebepbe, 0J03pEHUH Ha
MHPAPKT cesle3eHKH, TpoMbO3e B CUCTeMe NOp-
TaJIbHbIX BEeH, BbISIBJEHUHU Y3-NpHU3HAKOB NOP-
TaJIbHOW TUNIepTEeH3UH;

® ®IT/IC c o1jeHKOM BEH MUILEBOA;

® KoJIOHOCKONHUA (ZA/18 UCK/I0YeHUs HaJIUu4us Ba-
PHUKO3HOT'0 pacllIMpeHUsi BeH KaK NpOosiBJeHUs
NOpTaJabHOMN TUNEPTEH3UU);

® o6uuil aHaJau3 MO4YM (06pPAaTUTh BHUMaHUE Ha
Ha/lMyve YpaToB, JEeHKOLUTYypHlo, GaKTepu-
yputo) [35, 36].

7.5. OAnarHoctnyeckue kputepuun MM

CorutacHo knaccudukanuu BO3 2022 r., auarHos [IMO
OCHOBBIBAeTCsl Ha COYETAaHUM KJIMHUYeCKUX, MopdoJio-
TMYECKUX U MOJIEKY/ISIPHBIX XapaKTepuCTUK. Kputepuu
JUIs1 yCTaHOBJEeHUS pedubpo3HoM u pubpo3HOM cTagui
[IM® paznuvatorcd (Tabsua. 12 u 13) [4].

2. Newkoumtbl = 11 % 10%n

3. YBennueHue pasMepoB Cenes3eHKu, onpefensemoe
nanbnaTopHo

4. MMosblweHwe IOl Bbiwe HOPMbI
5. Jleiikosputpobnacros

[nsa Bepudmkaumum ¢mbposHoii ctagum NMM® HeoO6X0ANMO Hanuume BCex

3 60/bLUMX KPUTEPUEB U NO MEHbLUER Mepe 1 Manoro Kputepus, NOATBEPX-
LEHHOro B 2 NOCNeA0BaTeNbHbIX MCCEA0BAHMSX.

BO3 — BcemupHas opraHusauns 3apaBooxpaHenuns; UM — nctuHHas
nonuuntemus; 1AM — naktataermpporeHasa; MAC — muenogucnnactu-
yeckuii cuaapom; MMH — muenonponudepatMBHoe HOBOOOPA30BaHME;
NIM® — nepauyHbIn Mnenodnopos; XMJ1 — XpOHUYECKUA MUENONENKOS;
3T — 3cceHumnanbHas TpomboumnTeMns.

7.6. MporHos

[Ipolo/IXUTENBHOCTD KU3HU 60JibHBIX [IM® cHuU-
’KeHa B CpaBHEHHUH CO 3/J0POBBIMHU JIMLIaMH1 TOTO >Ke [oJ1a
Y Bo3pacTa. [/ onpejeseHUsl TAKTUKU Tepanuy Heo6-
XOZMMO OLIeHUTb MHAMBUJYAJbHBINA NPOrHO3, MeJUaHy
OB. B 2009 r. F. Cervantes u coaBT. [86] npeaJoxKUIU
MexayHapoJHyH MporHoctudeckyro wmkany (IPSS).
OHa cayXuT AJd onpejie/leHUsl NMPOTrHo3a Ha MOMEHT
NOCTAaHOBKM JAMarHosa. BblIM BbISIBJIEHBI CleAylolive
dakKTophI, BJAMAOLIME HA BBDKMBAEMOCTb: BO3PaCT, KOH-
LleHTpalus reMorji061Ha, NPOLEHT 6JacTHBIX KJEeTOK
B nepudepruyeckoil KpOBU U HaJUYHe CUMITOMOB OMNy-
X0JIEBOM UHTOKCUKAIMU. B JaHHOW NpOTrHOCTUYECKOU
CHUCTEMEe MHCNOJb3YIOT O0a/lIbHYI0 OILIeHKY, Ka)KJ oMy
U3 NMpPU3HAKOB NpucBauBaroT 1 6ann (taba. 14). Pas-
JleJleHHble 0 KOJIM4eCTBY NPOTHOCTHYECKHUX O0asjioB
IpyInbl NalMeHTOB CTaTUCTUYEeCKH 3HAYMMO pasJivda-
toTcd no OB.

Ta6nuua 14. OnpegeneHne puckos no cucteme crpatmdmrkaumm IPSS

MokasaTtennb bannbi
Bo3spacrt > 65 net 1

KoHueHTpauus remorno6uHa < 100 r/n

Neiikoumtbl > 25 x 10%/n
bnactHble KneTku B nepudepuyeckoin kposu = 1%

1
1
1
Hanuune cumntomMoB onyxoneBon MHTOKCUKALMK 1
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Ta6nuua 15. OnpegeneHne puckos no cucteme crpatndukaumm DIPSS

HauuoHanbHble KNMHMYeCKUue pPekoMmeHaauuu 313

Ta6nuua 16. OnpegeneHne pUckoB No cucteme ctpatndukaumm DIPSS+

Mokasarenb Bannbl Mokasartenb Bannbi
Bospact > 65 net 1 Bospact > 65 net 1
KoHueHTpaums remorno6uHa < 100 r/n 2 KoHueHTpauus remorno6uHa < 100 r/n 2
Jeiikoumtbl > 25 x 10%/n 1 Jeiikouutbl > 25 x 10°%/n 1
BnactHble knetku B nepudepnyeckoi kpoem = 1% 1 bnactHble KneTku B nepudepuyeckoin kposu = 1% 1
Hanunune cumntomMoB onyxoneBoi MHTOKCUKALMK 1 Hanuune cnmntomMoB onyxoneBon MHTOKCUKALUK 1
Konuuectso TpomGouuTtoB <100 x 10%n 1
Heob6xoaumocTb nepennBaHns 3pUTPOLUTOB 1
He6naronpusaTHblii kapuotun: +8, —7/7q—, i(17q), inv(3), 1

Ta6nuua 17. OnpegenexHne pUckoB No cucteme ctpatudukaumm MIPSS

Mokasartenb Bannbl

Bo3spact > 60 net 1,5
Temorno6un <100 r/n 0,5
Hanunune obwmx cumntomoB 0,5
Yucno TpomGountos < 200 x 10%/n 1

TpoiiHoii HeraTuBHbIW cTatyc MITH (oTcyTcTBME MyTaLMiA 1,5

B reHax JAK2, CALR, MPL)

Hannune mytauwii B rene JAK2 nnun MPL 0,5
Mytaumun B rene ASXL1 0,5
Mytaumum B reHe SRSF2 0,5

['pynnel pucka:
® Huskuil — 0 6as0B, MeauaHa OB 135 mec,;

® TMpOMeXyTouHbli-1 — 1 6asa, MmenuaHa OB
95 Mmec;

® T[POMEXYTOUHbIH-2 — 2 6asna, MeauaHa OB
48 mec.;

® BBICOKUM — = 3 6aJyioB, Meguana OB 27 mec.

B 2010 r. F. Passamonti u coaBrt. [87] Mmoaudunupo-
Basu cucrteMy [PSS, nprcBOUB KOHLEHTpaLUu reMorJo-
6uHa meHee 100 r/n 2 6a/1a BMecTo 1 M OLIEHUB Kak
1 6ann yucio TpomGouuToB MeHee 10 x 10°/1. Kpome
TOro, 6bly1a M3MeHeHa KJaccupUKalus 1o rpynnaM pucka
B 3aBUCHMOCTU OT CyMMbl 6asuioB (Tabs. 15). HoBas
MexayHapoAHass  JAWHAMHU4yecKass  IPOrHOCTHYecKas
mkasa (DIPSS) nosBossieT npejcka3biBaTbh PUCK TPaHC-
dopmManuu c UCX0[0M B OCTPbIi JIeHK03 B 1060 MOMEHT,
a He TOJIbKO NIPYU IOCTaHOBKe AiarHosa.

['pynnel prcka:

® Huskuil puck — 0 6aanoB, puck BK —
0,3 x 1000 naueHTO-JIEeT;

® T[pPOMEeXYTOuYHbIH-1 puck — 1-2 6aJja, pUCK
BK — 0,7 x 1000 nmaijueHTO-J€eT;

® IPOMEXYTOUHbIH-2 puck — 3-4 6aJsyia, pUCK
BK — 2,6 x 1000 nanuieHTO-JI€eT;

® BBICOKUH puck — 2 5 6asuioB, puck BK —

8,6 x 1000 mauyieHTO-JIeT.

[locnepyromuil aHaJu3 pe3yJbTaTOB MHOIOLEH-
TPOBBIX HCC/IEe[0BAaHUM MOKasas, 4YTO He3aBHUCHUMBIMU
NPOTHOCTUYECKUMHU PaKTOpPaMHU SIBISAIOTCS 3aBUCUMOCTD
OT reMOTpPaHCOY3UM U LIUTOreHeTUYeCcKHe HU3MeHeHUs
(u3o1MpoBaHHble HapyimeHusa +8, 7/7q, i(17q), inv(3),
5/5q, 12p unu nepectrpoiika 11q23). C y4eToM 3TUX
JaHHbIx N. Gangat u coaBT. [88] gomosHUIM CcUCTEMY
cTpaTudUKaLUU XapaKTepUCTUKON KapuoTHUIa, TpaHCcdy-
3MOHHBIM CTAaTYyCOM U anpo6upoBaiu ee y 793 GOJIbHBIX
(Tabu1. 16). HoBas cucteMa cTpaTuduKaLuuy, NoayIuBIIas
Ha3BaHue DIPSS+, mno3BosiseT onpenesnsiTb NPOTrHO3
He ToJIbKO B oTHouwleHUU OB, HO U BpeMeHU A0 asbl
6/1acTHOU TpaHcpopMaLUU.

-5/5g-, 12p—, nepectpoiika 11923

Ta6nuua 18. OnpegeneHne pMCKoB No cuctTeme cTpatndmkaunm
MIPSS70

®dakTop pucka Bannbl
[emorno6uH <100 r/n 1
NedikoumTtbl > 25 x 10%/n

TpomGouutbl <100 x 10%/n

BnacTtHble kneTkn B nepudepuyeckoin Kposu = 2 %
CreneHb ¢hubposa = 2

KOHCTVITyLlVIOHafIbeIe CUMNTOMbI

Ortcyrcrne mytauum tuna 18 reHe CALR

O S S )

BbisiBNieHne MyTaLmii BbICOKOrO MOJIEKYNIAPHOrO PUCKa
B reHax ASXL1, SRSF2, EZH2, IDH1/2

> 2 MyTaLWii BBICOKOTO MONEKYNISIPHOTO PUCKA 3

['pynnsl pucka:
® Huskuil puck — 0 6ass0B, MeguaHa OB 185 mec.;
® T[pOMeXYyTOuHbIi-1 puck — 1 6asa, MmeauaHa OB

78 mec.;

® IMpPOMEXYTOUHbIN-2 puck — 2-3 6aJjijia, MeiuaHa
OB 35 mec.;

® BBICOKUH pUCK — 2= 4 6GaJyioB, MenuaHa OB
16 mec.

Ha nporHos npu [IM® oka3biBaeT BJAUSHUE PSIJ, MOJIe-
KYyJIIpHBIX MapKepoB: MyTauuu B reHax JAKZ2, MPL, CALR,
EZH2, ASXL1, IDH1/2, SRSFZ2. llepeuncieHHble MapKephl
BKJIIOYEHBI B MPOTHOCTHUYecKy1o kaay MIPSS (Ta6.a. 17).
JdTa 1IKaJa MO3BOJISET OLEHUBATh MPOTHO3 He TOJbKO
B oTHoweHuu OB, HO U BbDKMBaeMoCTH 6e3 TpaHchOp-
Malyu Bo BTOpUYHbIH OMJI.

['pynnsl pucka:

e Hu3kuil — 0-0,5 6anna, meguana OB 16,6 roga;

® rmnpoMexyTouHbli-1 — 1,0-1,5 6asa, MeauaHa

OB 7,8 roaa;
® TIMpOMeXyTOuHbI-2 — 2,0-3,5 6asyia, MeauaHa
OB 4,3 roaa;

® BBICOKUM — = 4 6aJyioB, Meguana OB 1,6 roza.

Jnsg nanueHToB ¢ [IM® — kangugatoB Ha anoTI'CK
pa3paboTaHbl MNPOrHOCTUYECKHE CUCTEMBbI, O0Obeau-
HAIOLIMEe KJWHWUYEeCKHe, LUTOreHeTHYeCKHMe U MoJle-
KyJIspHO-TeHeTU4Yeckue JaHHble: MIPSS70 (Mutation-
Enhanced International Prognostic Score System for
Transplantation-Age Patients With Primary Myelofibrosis)
(Ta6u. 18) u MIPSS70-plus version 2.0 (Ta6.1. 19) [89, 90].

['pynnsl pucka:

® Huskuu — 0-1 6as, 5-netusasa OB 96 %;

® IPOMEeXYTO4YHbIN — 2-4 6aJina, 5-n1eTHssa OB 67 %;

® BLICOKUU — = 5 6ass1oB, 5-s1etHag OB 34 %.
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Ta6nuua 19. OnpegeneHve pUckoB Mo cUCTEMe CTpaTUdUKaLmMmn
MIPSS70-plus version 2.0

Mokasatenb Bannbi

[emorno6uH <80 r/n 2
lemorno6ut 80-100 r/n

NeiikouuTtbl > 25 x 10°%/n

TpomGouutbl <100 x 10%/n

BbnactHble knetku B nepudepnyeckoin Kpoem = 2 %
CreneHb pnbpo3a KOCTHOro Mo3ra > 2
KoHCTUTYLMOHaNbHbIE CUMNTOMBI

Orcytcteue mytaumi B rese CALR

_ A A A s

MyTauum BbICOKOro MONEKYNSAPHOrO pucka B reHax ASXLT,
EZH2, SRSF2, IDH1/2

22 MyTaLMin BbICOKOrO MOTEKYIIPHOMO PUCKa

XpomocomHble abeppaumm: 209—, 13g—, +9, TpaHcno- 1
Kaums/aynnvkaums Xxpomocombl 1, =Y unu ntobble
Apyrue abeppawumn NofoBbIX XPOMOCOM

OpHa nnm MHOXeCTBEHHbIe abeppauuu: —7, i(17q), 2
inv(3)/3921, 12p—/12p11.2, 119—/11923, nnu Tpucommu,
Kpome +8/+9 (+21, +19)

['pynnel pucka:

® oueHb HU3KUM — 10-seTHsasa OB 92 %j;
® Hu3Kkui — 10-1etHasa OB 56 %;

® 1npoMexyTouHbli — 10-neTHsAsA OB 37 %);
® BbIcCOKUU — 10-neTHsas OB 13 %;

® oueHb BbICOKHMH — 10-eTHsAs OB <5 %.

7.7. NeveHune MM

7.71. Uenun tepanuu MO

e KoHTposb 3a6osieBaHUS: MpejynpexJeHue
nporpeccupoBaHus, yBeandeHue OB u 6e3penu-
JVBHOM BBIXKMBAaeMOCTH.

e OO6JieryeHue CHMITOMATHUKHY, yay4dlleHHe Kaye-
CTBa XU3HU (JleyeHUe aHEMUU U JPYTUX LUTO-
NeHUH, yMeHbllleHHe pa3MepoB cesle3eHKH, KOH-
TPOJIb CHMIITOMOB HUHTOKCHUKALUH).

e [lpeaynpexxaeHue OCJ0XKHEHUN B ciayyae Gepe-
MEHHOCTH, XUPYyPrudecKkux onepanuit [1-4].

OcHoBHblIe GaKTOpBI, BJIKSAIOLIME HAa BbIOOP BapHaHTa

JleyeHUs:

® rpynmna pucka (no cuctemam IPSS, DIPSS, DIPSS+,
MIPSS, MIPSS70, MIPSS70-plus version 2.0);

® HaJIM4uMe U CTeleHb BbIPa>KeHHOCTH CUMIITOMOB
3a60JIeBaHU4;

® BO3pacT 60JILHOTO;

® CONyTCTBYylOLMe 3a60J1€BaHUS;

® HaJiMuue COBMeCTUMBIX o cucteMe HLA poHo-
POB ¥ BO3MOXXHOCTb BbIlosiHeHUd anaoTT'CK.

7.7.2. CymMMHUpOBaHHbIe peKoMeHaaLnu
no nevyeHuio naymeHTos ¢ IM® u3 rpynn
HU3KOro U npomexyTtouHoro-1 pucka (IPSS,

DIPSS, DIPSS+)

Kak mpaBu/io, 3TO HalMeHTbl C HOPMaJbHOU WJIH
He3HAUUTEJbHO CHKEHHOW KOHIEHTpallueill reMorJio-
O61Ha, yMEPEHHbIM JIEUKOIUTO30M 6e3 6JIaCTHBIX KJIETOK

K/TMHNYECKAA OHKOTEMATO/ON 4

B KpOBHM, YyMepeHHbIM QUOPO30M KOCTHOTO MO3ra.
Y nauMeHTOB 3TOH TIpYyIIbl BepOSATHBI [JJIUTe/bHas
(7-15 neT) npofo/KUTENBHOCTD )KU3HU U HU3KUN PUCK
nporpeccupoBaHusi 3abojieBaHuss ¢ ucxogom B OMJL
[IpuMeHeHHe arpecCHBHBIX MeTO/IOB JIeueHUs y 3TOH Ka-
TEropuu 60JIbHBIX COINPSKEHO € 60Jiee BBICOKUM PUCKOM
n0604YHbIX 3pPeKTOB, 4eM PHUCK NPOTpecCUpOBaHUSA 3a-
6oJsieBaHuA. [Ip1 OTCYTCTBUM CUMIITOMOB UHTOKCUKALUU
Y OCJIO’KHEHUH 4aCTOo ONpaBJaHO TOJbKO JUHAMHUYeCKoe
Ha6sogeHue [91]. [Ipu BbIGOpe TaKTUKU JIeUeHUS HaLU-
eHTOB MoJioxxe 60 JieT 6e3 BbIpaXKeHHOW CONyTCTBYIOLeH
NaToJIOTUM B TeyeHHUe 1-2 JieT OT Havaja 3aboJieBaHUsA
caenyeT 06CyIUTh BO3MOXKHOCTD NpoBeeHus aanoTICK.
Tepanuio ciefyeT HAQUMHATb P NOSABJIEHUU CUMIITOMOB,
OTPAaHUYMBAIOIINX  >KU3HeZAesATeJbHOCTb  GOJIBHOTO:
KOppeKLMsl aHeMHUHM IpenapaTaMy, CTHUMY/JIUPYIOLIMMHU
3puTpomnos3 (AapOOMO3ITHUH-®, 3MO3THUH-A, 3MO3TUH-f3),
aHjporeHamMu (ZaHa3oJ); KyHnMpoBaHHE CUMITOMOB
ONYyX0JIeBOM MHTOKCUKALMU TJIIOKOKOPTUKOCTEPOUZAMHU
(npemHu3osoH). BricTpo nporpeccupyoiasi CUMITOMA-
THUYecKas CIlJIeHOMeraJjus, yrpo3a pa3pbiBa ceJie3eHKHY,
Ha/JUyMe CHUMIITOMOB 06llero xapakrepa, HeapdeKTHB-
HOCTb CHMIITOMAaTHYeCKOM Tepamnmuu CayXaT I0Ka3a-
HUSMU JJIs1 IPOBe/leHus] TEPANKH.

B kauecTBe mnaToreHeTUYeCKUX CpejCTB MOTYT
OBbITb peKOMeHJ0BaHbl UHTUOUTOPBI JAK2. BoJbHBIM U3
CPYIIbl HU3KOT0 pUcKa MHrHO6UTOphl JAKZ2 nmokasaHbl B
cy4ae Nporpeccupymolied M/Uau ConpoBoXxAarolleics
CUMIITOMaMH CIJIEHOMerajuu npu He3apPeKTUBHOCTH
rupokcukapbamuga u/uaun  UPH-o. BojbHbBIM U3
TpyINIbl NPOMEXyTO4YHOro-1 pucka HHruébutopsl JAK2
peKOMeHAYIOTCS NPU HaJWYUH CUMIITOMOB OIyX0JEBOH
WHTOKCHKALUU WJIM IpOrpeccupylollell crjieHoMeraaiuu
B KaueCcTBe BTOPOM U NOC/TeAYOUIUX JUHUN Tepanuy, T. e.
npu HeapPeKTUBHOCTU TUJpoKcukapbamuja, UOH-a B
Te4yeHHUe 3-6 Mec.

7.7.3. CyMMmupoBaHHble peKOMeHAaLmm
no nevyeHuto nauynenTos ¢ IM® u3 rpynn
MPOMEXYTOYHOro-2 U BbICOKOro pucka (IPSS,

DIPSS, DIPSS+)

JTo 60JIbHBIE C KIMHUYECKH 3HAaYMMOU aHeMUel, Bbl-
COKHUM JIEHKOLMTO30M CO CABWUIOM [JI0 6JIACTHBIX KJETOK,
HHOIJAa — C TPOMOOIMTONEHUEH, BbIpaXKeHHBIM u-
6p030M KOCTHOI'0 M0O3r'a, HepeIKO C XPOMOCOMHBIMHU abep-
pauusMu. Y AAaHHOW KaTeropuu 60JIbHBIX B OJMKailive
rognl BbIcokui puck BK. [Ipu BbIGOpe TakTHUKU JedeHUs
60JIbHbIX MoJIOke 60 JsieT 6e3 BbIpaXKEHHON COMYTCTBY-
Iollel NaToJIOrMU cleAyeT 0O6CYAUTb BO3MOXKHOCTb NPO-
BefieHUd asoTI'CK. [Ipy HEBO3MOXXHOCTH MJIaHUPOBAHUA
anoTI'CK mpoBoAAT UUTOPEAYKTUBHYK U CUMITOMAaTHU-
YyecKylo Tepanuio. [I[peuMyliecTBeHHO BbIOGHpAIOT Npena-
paTbl B COOTBETCTBUU C KJAMHUYECKHMU MPOSBJIEHUSIMHU
3a60J1eBaHUsA KaK JJis YIy4lleHUs] KadyecTBa *KU3HHU, TaK U
yBeJIM4eHus ee NPoJoKUTeNbHOCTH. OCHOBHOH IepCrek-
TUBOHN JajibHelIlero yjaydilleHUsl pe3y/bTaTOB JiedeHHs
y 60JIbHBIX, OTHECEHHBIX B I'PYINIIbI IPOMEXKYTOYHOT0-2 U
BbICOKOTO DPUCKa, SBJSETCS NpPUMeHeHHe WHTMOUTOpPOB
JAK2. HazHaueHue UHTUOUTOPOB JAK2 noka3aHo B paMKax
NepBOf JIMHUM Tepaluu NpU HaJIUYUU CUMITOMaTHYe-
CKOH CIlJIEeHOMeraIMu WU CHMIITOMOB O611Iero XapakTepa
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B COYETAHHWH CO 3HAYUTEJbHOH CIyieHOMeraaued. [lis
GOJIbHBIX U3 3TUX I'PYII PUCKA HET APYTHX JIEKAPCTBEHHBIX
CPeJCTB AJ1s1 OBICTPOro COKpallleHUsI pa3Mepa CeJIe3eHKU U
yJAydllleHUs] KauecTBa XXU3HU [91].

7.7.4. XapakTepucTuka npenapaTtoB M OTAE/NbHbIX

meronoB nevyenus NMoO

HecMoTpss Ha MHoroo6pasue IpHUMEHSIOIIUXCS B
HacTosiiee BpeMs Ajs JedeHus [IM® meToz0B, Bce OHU
MOTYT ObITb pa3/iesieHbl Ha HECKOJIbKO TPYIIN:

o aunoTICK;

® Me/MKaMeHTO3Has Tepanus;

® xupypruueckoe JiedeHue (cmyeHakTomusa [C3I],

KOppeKI 1 NopTaJbHOU rMnepTeH3UH);
® JiyyeBasd Tepalus;

® TreMOKOMIIOHEHTHas Tepanus.

AnnoTlrCK

B Hacrosamee Bpemsa amnoTI'CK saBiaserca epun-
CTBEHHBIM MeTofioM JiedeHuss [IM®, nosBoJAIILKM
JIOGUTBCSA NTOJTHOTO U3JIeYeHH s ¥ 4acTH O0JIbHBIX, BKJIIOYas
HOpMa/IU3allUl0 pa3MepoB Cejie3eHKH, HCcYe3HOBEeHHe
CUMIITOMOB OIyX0JIeBOM MHTOKCUKALMH, perpecc ¢ubposa
CTPOMBI, [JOCTH)KEHHE TOJIHBIX LUTOreHeTHUYeCKOH U
MOJIeKYJIIpHON peMuccui. [locsie BBefleHUs] B KJIMHHYe-
CKYI0 NpaKTUKy nporHoctudeckux wmkan DIPSS, DIPSS+,
MIPSS70, MIPSS70-plus version 2.0, KoTopble MO3BOJISIIOT
OLleHMBaTb PUCK Ha JIlOOOM 3Tale JiedyeHHs], NOsIBUJIACh
BO3MOXXHOCTb 6oJiee 3QQPEKTUBHO BbISBAATb OGOJIbHBIX
C HH3KOM OXHJAeMOH IpPOJO/DKUTENBHOCTBIO >XKHU3HU
[86-90]. OpHako NMpPUHUMATh pellleHHe O BbINOJHEHUHU
anoTI'CK y kax0ro 60JIbHOTO C/lelyeT UHAUBU/IYaTbHO.
[ToMuMo OxHAaeMOH MNPOAO/LKUTEIBHOCTH >U3HU B
3aBUCHMOCTHM OT TpYIIbl pUCKAa MO Pa3HbIM MPOTHOCTH-
YeCcKHMM IlIKajJlaM HeoOXOAMMO yYHUTBIBAThb TaKXe Apyrue
HebJ1aronpusiTHbIe GaKTOPHI: OKUJIOH BO3PACT, HA/IMUYHe
YaCTMYHO COBMECTHMMOTO J0HODA, M034HAA CTaAus 3a6o-
JiIeBaHUsl, TPAHCIJIaHTALMOHHBIN HH/IEKC KOMOPOUHOCTHY,
HaJliyue BBbIPa)KEHHOW CIlJIeHOMerajuu. Pe3yiabTaThbl
a/noTICK Bo MHOroMm 3aBUCAT OT CTaAuM 3ab0JieBaHUS
Y IPyNInbl PUCKA HA MOMEHT TPaHCIJIAaHTALMU. 5-J1eTHsA
OB nocisie annoTI'CK y 60/1bHBIX B rpyIilie HU3KOTO pUCKa
no DIPSS cocraBnsger 76 %, B rpynne IpoMexyTod-
Horo-1 pucka — 48 %, NpoMexXyTOYHOT0-2 U BBICOKOIO
pucka — 38 %, a y 60/1bHBIX ¢ ucxofoM B OMJI 2-neTHss
OB cocraBnseT 0kos10 40 % [92]. TakuM 06pa3oM, pelieHHe
Bonpoca o nposefeHuu aynoTI'CK ciaefyeT nmpvHUMaThb
CBOEBPEMEHHO U He OTKJIaJbIBaTbh, 0CO6EHHO Y GOJIbHBIX
C HeO6JIaroNpUATHBIMM MPOTHOCTMYECKUMMH (aKTopaMy,
a Take Npu Haauduu HLA-coBMeCcTHMOTo poACTBEHHOIO
JloHopa. /lJ1s1 35TOoro Heo6X0AMMO NIePUOAUYECKH OLleHUBATh
PHUCKHY N0 MHAMHWYECKUM NPOrHOCTUYECKUM LIKaJaM, 4To
MO3BOJIUT He3aMeJJ IMTeJbHO PeLIMTb BOIPOC O CMeHe
TaKTUKHU JIeUeHUsl.

Pekomenganuu:

e Kaunaupgaramu Ha annoTI'CK saBas0TCS 60JIbHBIE
[IM® c mpoMe>Ky TOYHBIM-2 WU BBICOKUM PUCKOM
no mkasaM DIPSS u DIPSS+, co BTopuuHbIiM MO,
6e3 3HAYMMbIX CONYTCTBYIOIIMX 3ab60JieBaHUH,
C coMaTH4ecKUM cTtaTtycoM 0-2 6aJijia Mo LIKa-
ne ECOG npu Hanuuuu HLA-ugeHTHYHOro poja-
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CTBEHHOTO0 WJIM HepoACTBeHHoro foHopa. C yye-
TOM KpaiiHe HEGJIATONPUSTHOI0 IPOTrHO3a B 3TOU
rpynine 60JbHBIX MOTYT pacCMaTPUBATbCSA TaKXKe
aJbTepHaTUBHble UCTOYHUKHU JIOHOPCKUX reMo-
MO3TUYECKUX CTBOJIOBBIX KJIETOK (Tramn/ionfeH-
THUYHBIM UJIM YaCTUYHO COBMECTHUMBbIH JJOHOD).

® boJibHble C HU3KKM U IPOMEXKYTOUYHBIM-1 pUCKOM
Take SIBJSIOTCS BO3MOXHBIMHU KaHJUAATaMHU
Ha aanoTT'CK. [lpu nepBbIX NprU3HaKax nporpec-
CUpOBaHHUA 3a60J1eBaHUA JO/KEH ObIThb pellleH
BOIIPOC O BO3MOXXHOCTH npoBedeHus aanoTTCK.
Y 6oabHbIX [IM® K3 rpynn HU3KOTO U IPOMEXKY-
TOYHOro-1 prcka Heo6x0HMO HCCJIeloBaHNe Ha
MyTalMH BbICOKOT'0 MOJIEKY/IIPHOTO PUCKa.

® FBosbHble B pase Tpanchopmanuu B OMJI Takxke
MOTyT 6bITh KaHAUAaTaMu Ha aanoTT'CK mocie
NpoBeJleHUs] UHAYKIUOHHOM TepanuH Mo Npo-
rpamme siedyeHus:t OMJI uiu npuMeHeHUss KOMOU-
HUPOBAHHOW Tepanuyd TUIOMeTUJIMPYIIUMHU
areHTaMu u uHrubutopamu BCL2 [69].

o Ilepesn annoTI'CK y 60/bHBIX CO 3HAYUTENbHOU
CnJleHoMeTraJiued Iieslec0060pasHO NpoBeJieHue
Me/JIMKaMeHTO3HOH TepanuH, MPUMeHEHUe HH-
ru6utopoB JAKZ, a B HEKOTOPBIX Cydasx TaKxKe
C3. Binusanue C3 Ha ucxopn aanoTl'CK B HacTosg-
llee BpeMsl He BIOJIHE SICHO U TpebyeT JO0MOJIHU-
TeJIbHOTO U3yYeHus.

® bDoJbHBIM C AJUTENbHBIM TpPaHCPY3HMOHHBIM
aHaMHe30M M IpHU3HAKaMHU Neperpys3kKu xele-
30M nepe, asnoTI'CK pekomeHnayeTcs npoBefe-
HUe XeJIJaTOPHOU TepanuH.

MeaukameHTO3HASs Tepanus

B HacTosiiee BpeMsA MeJAMKaMeHTO3HOe JedyeHHUe
SIBJISIETCA OCHOBHBIM cpefcTBOM JieyeHUs [IM®. JlaHHbBIN
B/, Tepanu{, XOTS U He NPUBOJUT K H3JIeYEHUIO, HO
IpyM NpaBUJIbHOM I[IOAXOZEe T03BOJIAET CAEepKUBATh
porpeccupoBaHue 3a6o0JieBaHUs, NOALEPKUBATDL YZA0B-
JIeTBOpPUTE/IbHOE KaueCTBO )XU3HU NaLUeHTOB, a B c/ydyae
NpHYMeHeHUs] PYKCOJUTHHUOA NOSBJSIETCS BOSMOXXHOCTD
yBeJIMUeHUs] NPOJO/HKUTENbHOCTH )XKU3HU. TpaJUIITUOHHO
aaa nedeHus [IM® npuMeHSAOTCS LUTOCTAaTHYECKHe
cpeacTBa. llesb MpUMeHeHUs 3THUX NpenapaToB — cZep-
>KMBaHMe NpoJrdepalny oNyxoJeBoro KJIo0Ha U KOHTPOJIb
NoKasaTesiell KpOBU [/l NPOQUIAKTUKH OCA0XKHEHUH.
[IpefnOYTUTENBHBIM SIBASIETCA NMPHEM B MOJ0O6paHHBIX
C y4yeTOM HWHJAMBUJAYaJbHOW TNE€PEHOCUMOCTH [03aX,
MO3BOJIAAIOIMX KOHTPOJHMPOBaTh II0OKa3aTeJW KpOBH.
lluTocTaTHyeckue NpenapaThl, Kak NpaBUJI0, HA3HA4YalOT
B KaueCTBe MOHOTepaNKH B HU3KHUX Jl03aX:

® rujapokcukap6amug 10-30 Mr/Kr/cy T BHYTPb;

® 6-MepKanTonypuH 1-2 Mr/Kr/cyT BHYTDb;

@ 1uTapabun 10-20 mr/m%cyT B/M WM B/B Kyp-

coM 10-14 gHeH KaxK bl MecsLl;

® Oycynbdan 0,5-4 Mr/cyT BHYTpPb [0 CYMMapHOU

10361 200 Mr.

H®H a-2b. MoxxeT 6bITh pEKOMEH/J0BaH KaK Tepamnus
nepBOM JIMHUMU y OGOJIbHBIX MoJioxke 60 JieT ¢ paHHeH
ctaaueit [IM® npu OTCYTCTBUU MACCUBHOW CILJIEHOMe-
raauu. [Ipu BK, y 60osbHbIX ¢ dubpo3Hoit cragueit [IMO
Y MacCUBHOM crieHoMeranuen 3¢ peKTUBHOCTh TEPANUU
U®H a-2b He gokazana. OnTuManbHaga go3a UPH a-2b
He YCTAaHOBJIEHA; C YYeTOM YacThbIX NOO60YHbIX 3P PeKTOB
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Y Heo6XOJMMOCTU NOCTOSIHHOI'O NPUMeHeHUsl JedyeHue
NpPOBOAAT B MaKCHUMaJIbHO NePeHOCUMBIX [l03aX, obecre-
YUBAIOUIUX KOHTPOJIb INOKasaTesel KpoBH. /l03MPOBKY
Y PEeXUM BBeJleHHUs TaK)e BbIOMPAIOT WUHAMBUAYaAJIbHO
¢ yueToM nepeHocumoctu: 1-3 muH ME 1/k yepes fieHb,
JuauTenbHo. CoueTaHHOe Ha3HAaYeHHe IIMTOCTAaTHYECKUX
npenapatoB ¢ UPH a-2b moxeT noBbimiaTh 3¢pPeKTUB-
HOCTb JlIeYeHHUS U MO03BOJIIeT CHU3UTh J03bl KaXKJOro
npemnapara c yJay4llleHlieM IepeHOCUMMOCTH JedeHus [93].

IIpenapamvsi, cmumyaupyowue 3pumponoss. Vc-
NOJIb3YIOTCA AJisI KyNUPOBAaHUS aHEMHUU U YMeHblLIeHUs
NOTpeGHOCTH B reMoTpaHcdy3uax. HUx npumeHeHue
6osiee 3pPeKTUBHO NPU MOKa3aTesasAX 3PUTPONOITHHA
MeHee 125 ME/n, otcyTcTBUU TpaHCchy3MOHHOU 3aBU-
CUMOCTH U BbIpaX€HHOW cIJieHoMerajuu. HadanbHoi
no3oit aBasiercs 10 000 ex. 3 pasa B Hefgesnw. Jlo3y
nosbiatoT A0 20 000 en. yepe3 1 mec. B ciay4yae OTCYyT-
CTBUS paHHero oTBeTa. [Ipy HeJoOCTaTOYHOM OTBETE Z03a
MOJKeT ObITh yBeJInueHa B 2 pa3a. [Ipu oTcyTCcTBUM OTBeTa
JledeHUe cJlieflyeT NpeKpaTUTb 4yepe3 3-4 Mec. Bmecre
C TeM C yYeTOM MaToreHesa 3abosieBaHus o61asa apdek-
TUBHOCTb BBeJleHUS 3PUTPONOITHHA COCTABJ/SIET OKOJIO
56 %, a addekT AauTCA B cpeHeM oKoJso 1 roga [94].

Lnokokopmukocmepouds! (npedHu30/10H, dekcame-
ma30H). MexaHU3M UX JeHCTBUS 3aKJII0YaeTcsl B TOPMO-
»KEHUU MEeXKJIETOUHOH Koolepalui UMMYHHOM CUCTEMBI U
CHIKEHUU CeKpellMM LIUTOKUHOB, OHU YMEHBIIAIOT [POJIH-
depaunio pubpo6s1acTOB U 06pa30BaHUE COEJUHUTENLHON
TKaHW. JTU TpenapaTbl MOAYJIUPYIOT OOMEeH BellecTB
C OorpaHuYeHHeM KaTaboJyiM3Ma, MOTYT CTHUMY/JHpPOBAaThb
amnoITo3 OINYXO0JIEBbIX KJETOK, yMeHbIUATb IPOsIBJAEHUSA
ayTOMMMYHHU3allUM K KJIeTKaM KpoBHU. OCHOBHOM KJIMHU-
yecKuil 3PdeKT 3akiroyaeTcs B OBICTPOM yMeHbIIEHUU
CUMIITOMOB OINYyXOJIEBOW WHTOKCUKaLMU. BmecTte ¢ TeM
OHM 00J1aJIal0T 3HAYMTEJbHBIMU MTOGOYHBIMU PeaKLUAMY,
0COGEHHO NpU JJUTEJbHOM NpPUMEHEeHWH, U TpebyioT
NOCTOSIHHOM TNOA epkUBalolliell Tepanud. B Hacrosiee
BpeMsl IMIIOKOKOPTHUKOcTepouabl npu [IM® npuMeHSIOT B
cocTaBe KOMOUHUPOBAHHOM Tepanuu ¢ UMMYHOMOAYJISATO-
paMM ¥ CUMIITOMaTH4YeCcKoM Tepamnuel B pa3HbIX [j03ax U [0
passnyHbIM cxeMaM [95]. OTHOCUTeNbHBIM NTPOTHUBOIOKA-
3aHMEM K TepalMU IVIIOKOKOPTUKOCTEPOUJAMHU CYUTAETCS
HaJIM4Me caxapHoro AuabeTa U OCTEONEeHNH.

AHdpozeHbl (aHaGoauveckue cmepoudsl) — Tipena-
paThbl CUHTETUYEeCKUX aH/POTeHOB C MEXaHU3MOM JIeHCTBUS,
6JIM3KMM K KOPTHMKOCTepoujaM. VX ocHOBHOe JelcTBue
3aKJIl04YaeTcsl B YrHETeHHWH KaTaboJsM3Ma, yMeHbleHUH
CUMIITOMOB OIyX0JIEBOM HHTOKCHUKALlUM, CTUMYJISALUN
remMonoa3sa. [loBblllleHHe KOHIlEHTpalMU reMoryiobrMHa Ha-
6stonaetcst y 30-40 % 60JIbHBIX, pexke — NPU HAJIMYUU Mac-
CUBHOM CIlJIEHOMerajJlMM U LJUTOreHeTHUYeCcKHUX aHOMaJHH.
Jlyyminii OTBET OTMeyaeTcs y MalMeHTOB C yMepeHHOU
CrJleHOMera/iMeil ¥ HopMaJlbHbIM KapUOTHUIIOM.

Tepanuio [aHa30JI0M cjlefyeT NPOBOAUTH GOJbHBIM
[IM® ¢ TpaHchy3HMOHHO-3aBUCUMON aHeMUeH MNpU
HaJM4YUU CHMIITOMOB OIYyX0JIeBOMW HHTOKCHUKALMH.
[ManpeHnTaM ¢ Maccoil Tesia MeHee 80 Kr JJaHa30J1 Ha3Ha-
4yarwT B Ao03e 600 Mr/cyT, y maiMeHTOB C Maccod TeJja
6osee 80 kr mosa mpemnapata coctaBjseT 800 mr/cyT.
3ddekTUBHOCTD Tepanuu OlleHUBAIOT Uyepes 6 Mec. [Ipu
JOCTHKeHUHM OTBeTa IpUeM JaHa3oJsa NPOJOJIKAIT
B A03e 400 Mr/cytT B TedeHue 6 MecC. C JajJbHEUIIUM
CHUXXeHUEM Jl03bl 10 MUHUMaJbHON, HEOOXOAUMON 15

K/TMHNYECKAA OHKOTEMATO/ON 4

nojJiep:kaHus oTBeTa, Ho He MeHee 200 Mmr/cyT. Bcem
60JIbHBIM, NOJYYAOLUM JaHasoJ, CjleAyeT He pexe
1 pasa B Mecsl, BBINOJHATb OUOXMMHYECKUN aHaIU3
KpOBHY, Kax/Jble 6-12 Mec. — Y3U nedyeHu. Y Bcex My>K4UH
Heob6XO0ZJMMO MCCJeZloBaTh YPOBEHb MPOCTATHUYECKOIO
cnel$HUUECKOro aHTUTeHA NepeJ, HayaJloM JiedeHUs U
NepuoJHYeCcKU NMOBTOPATh U3MepeHHe Ha NPOTSKeHUHU
BCero nepuo/a jevyeHust. /laHa3oJs U Apyryue aHJpoOreHbl
00bIYHO Xopouio mnepeHocsATcs. [lo6oyHble 3ddeKThI
NpenapaToB: 3a/iep>KKa XKHJKOCTH, NOBbILLIeHUe JTUOH 0,
TUPCYTHU3M, FeNaTOTOKCUYHOCTb, PUCK pPa3BUTHS OIy-
X0JM TedeHU. [IpOTHUBONOKA3aHUAMM K Ha3HauYeHUIO
aH/POTEeHOB ABJSAIOTCSA NOBbILIEHHE YPOBHA NMPOCTATH-
Yeckoro crnenuduyeckoro aHTUreHa M/W/ad HaJu4yMe B
aHaMHe3e paka npocTaThl [96].

Hunezu6umoput JAK2. OdunnanbHo paspelieH K Mpu-
MEHEHHI0 Ha JaHHbIH MOMEHT TOJIbKO PYKCOJHUTHUHUO
(«HoBapTtuc dpapma Al'», llIBeitijapus), nepBbli npemnapart
TapreTHOrO JleHCTBUS, OJI0KUPYIOIUI aKTUBHOCTD JAK2-
KHHa3, HallpaBJIeHHbIH Ha KJ/I04YeBOe 3BEHO NaToreHesa
[IM® — curHanbHbI# Ny Th JAK-STAT. CiieayeT y4uTHIBATD,
YTO 3TU NpenapaThbl BJAUSIOT KaKk HAa MyTaHTHbIN (JAKZ
V617F), Tak u Ha gukuil Tun JAK-KuHas, N03TOMY MOTYT
6bITb 3pPEeKTUBHBI U NPU JileyeHUU 60JibHbIX [IMO 6e3
myTtauuu JAK2 V617F. K HacTos1eMy BpeMeHH HaKOIlJIeH
JlOCTaTOYHBIN ONBIT MCIOJIb30BAHUSI HOBBIX NpenapaToB
B pyTUHHOU NpaKTHKe Bpaya-remaroJiora [97-99].

HavanbHas fo03a nmpenapaTa 3aBUCUT OT KOJIMYECTBa
TPOMOGOLUTOB: 10 15 Mr 2 pasa B CyTKH AJIs1 IALIUEHTOB C
KoJinyecTBoM Tpom6bonutoB 100-200 x 10°/x; mo 20 mr
2 pasa B CYTKHU JJiIf MallUEHTOB C KOJIUYEeCTBOM TPOMOO-
uToB 6osiee 200 x 10°/;1. MakcuMasibHasi /1033 COCTABJISIET
mo 25 Mr 2 pasa B cyTku. HavasnbHas fj03a y malueHToB ¢
KoJinyecTBoM Tpom6onutoB 50-100 x 10°/n — mo 5 mr
2 pasa B CYTKU. B mepBble 4 HeA. Tepanuu AO3UPOBKY
He cienyeT MeHaThb [100]. Koppekius no3bl npenaparta
OCYLIeCTBJISIETCS Ha OCHOBaHMHU 6e30MacHOCTU U 3¢ dek-
TUBHOCTU NPOBOAUMOro JiedeHus. JleueHHe NalMeHTOB
¢ [IM® fo/mKHO ObITH NPUOCTAHOBJEHO IPU BbISIBJIEHUH
KOJIM4ecTBa TpombGoiutoB MeHee 50 x 10°/n1 u mosie-
JIEeHMU reMopparuieckoro CUHApoOMa WM NPU CHUKEHUU
a6CoJIIOTHOTO Yucia HeWTpoduioB ao meHee 0,5 x 10°/n
[97-100]. [locae BoccTaHOBJIEHUS YHCIAa TPOMOOLIUTOB U
HeUTpodUIOB Tepanusi MOXKET O6bITh BO30OHOBJIEHA B /1036
mo 5 Mr 2 pasa B cyTkH (Ta6.1. 20) [97-100]. Pekomenay-
eTcsl KOppeKLysl [03bl NpenapaTa Mpy CHMXKEHUH 4ucia
TpoMGoLUTOB A0 MeHee 125 x 10°/1 (Ta6.1. 21) [100].

Ta6nuua 20. Bei6op A03MPOBKM PYKCONUTUHMOA NpY BO3OOHOBNEHUN
Tepanuu nepBuUYHOro mmnenogunbposa

KonuuectBo
TpoM6oLUTOB [lo3a npenapara npyu BO30GHOB/IEHWUM Tepanuu
2125 x10%n 20 Mr 2 pasa B CyTKu

100-125 x 10%n
75-100 x 10%n

15 Mr 2 pasa B CyTku

10 Mr 2 pasa B CyTKM B TeYEHME 2 Hefl. MUHUMYM;
fanee, Npu COXpaHEHUM KONUYeCTBa TPOMOO-
LIMTOB, BO3MOXHO yBennyeHue 1o 15 mMr 2 pasa
B CYTKM

50-75 = 10%n 5 Mr 2 pa3a B CyTKM B TeUeHMe 2 Hefl. MUHUMYM;
Aanee, Npu COXpaHEHUM KONNYeCTBa TPOMOO-
LIMTOB, BO3MOXHO yBenunyeHue 1o 10 mr 2 pasa
B CYTKM

<50 = 10%n [MpnocTaHOBNEHNE NPUMEHEHMS
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Ta6nuua 21. [103bl pyKCONUTMHNOA, pEKOMEHAYEMbIE MPU IeYeHN NepBUYHOro Mnenogunbéposa

[lo3a, npuMeHseMas 0 CHUXEHUS Yucna TpomboLuToB

Konuuyecteo TpomGouuToB

100—< 125 x 10%n
75-<100 = 10%/n
50-<75 = 10%n

<50 x 10%n u remopparuyeckuit
CMHOPOM

20 mr 2 pa3sa B CyTKK
10 mr 2 pasa B cyTku
5 Mr 2 pa3a B CyTku

25 mMr 2 pasa B cytkn 20 Mr 2 pa3a B CyTKu

15 Mr 2 pasa B CyTKK
10 Mr 2 pa3a B CyTkM
5 Mr 2 pasa B CyTku

15 Mr 2 pa3a B CyTkM
Koppekuus no3bl
be3 namenenuii
10 Mr 2 pasa B CyTKM
5 Mr 2 pa3a B CyTku

10 Mr 2 pasa B cyTkn 5 Mr 2 pasa B CyTKu

be3 nameHeHui be3 nameHeHnui
bes nameneHui be3 nameHenun

5 Mr 2 pasa B CyTku bes nsmexeHuii

anIOCTaHOBﬂeHVIe NPUMEHEHNA

HasHayeHue pykcOIMTHHUOA MOKa3aHO GOJBHBIM U3
TPy HU3KOT0 ¥ IPOMEXKYTOYHOT0-1 pUCKa, C pe3UCTEHT-
HOCTBbI0 K THAPOKCHMKap6aMuAy, ApPYTrdM LUTOCTaTHYe-
ckuM npemnapataMm win UOH a-2b, a Takxke 60JbHBIM U3
Ipynn OPOMeXyTO4YHOro-2 U BbICOKOTO pHUcKa. Pykcosu-
TUHUO MOXHO paccMaTpUBaTb KakK IpenapaT Bblbopa y
NalMeHTOB, KOTOpPble HY>/JaloTCsA B ObICTPOM COKpalleHUH
pa3MepoB ceJle3eHKM H/WJHA KYNHPOBAaHUM CHMIITOMOB
Omyx0JieBOM MHTOKCUKaluu nepes aanoTICK [101].
B cnydae oTMeHBI IIpenapaTa pa3BUBAETCS CUHADPOM
KUUTOKUHOBOM OTJa4yu», BbIpaXKalOL[UHCA B OBICTPOM
BO3BpaTe CHMITOMOB HMHTOKCHKallMM BIJIOTb [JO CH-
CTeMHOM BOCHaJINTE/JbHON peakLUu U CIlJIeHOMeTasuu.
B cBsI3u c 3TUM TpebyeTcs NMoOCTeNneHHasi OTMeHa Ipena-
paTa, Ha3HaYeHHe IVIIDKOKOPTUKOCTEPOUJ 0B B HU3KHX
Jo3ax [102].
KonTpoJsibHOe o6ciieioBaHue C oLieHKON 3dpdeKTHB-
HOCTH Tepaluu DPYKCOJUTUHHUOGOM cJieflyeT NPOBOJUTH
Kax/ble 6 Mec. [1-4]. HecMoTpss Ha BbICOKyI0 3ddek-
TUBHOCTb IIpenapaTa, OOJBUIMHCTBO MALMEHTOB CO
BpeMeHeM TepsII0T OTBET U II0CJIe TpeKpalleHUs JeYeHUs
uMmetoT xyaiyio OB. Paspa6oraHa nporsHocruyeckasi
Mo/lesIb OTBEeTa Ha PYKCOJUTHHUO yepes 6 Mec. (Response
to Ruxolitinib After 6 Months, RR6). He6aronpusiTHbIMU
NPOTHOCTUYECKMMHU QaKTOpaM pUCKa SIBJASIOTCS:
® 1032 pyKcoJUTHUHUOA < 20 Mr 2 pa3a B CYyTKHU HUC-
X0 HO, uepes 3 U 6 Mec. (oTHolIeHUe puckoB [OP]
1,79; 95%-1 poBepuTenbHbIM MHTepBaa [[AU]
1,07-3,00; p = 0,03);
® yMeHblIleHHe pa3MepoB cesle3eHKH, ollpeJeisie-
Moe [IpU NaJibNalyy, N0 CPAaBHEHHUIO C UCXOAHBIM
ypoBHeM < 30 % Ha 3-M U 6-M MecALax JeYeHUus
(OP 2,26; 95% U 1,40-3,65; p = 0,0009);

® [0TPebGHOCTb B MNepejHBaHUAX 3PUTPOLUTOB
Ha 3-M u/unu 6-m Mecsine snedeHus (OP 1,66;
95% U 0,95-2,88; p = 0,07);

® [0TPebGHOCTH B lepeIMBaHUAX 3PUTPOLMTOB Ha
BceM npoTsikeHuu sedenus (OP 2,32; 95% /U
1,19-4,54; p = 0,02).

Manuentsl c¢ [IM®, mnosydarouide pPYKCOJUTHUHUD,
pacnpezesiiloTcsA B CJlelyIoliHe IPyIIbl pUCKa:

® HU3KUU puck — MeauaHa OB He JOCTUTHYTa;

® IMpPOMEeXYTOUHbIHN puck — MefuaHa OB 61 mec.;

® BbICOKUM puck — MeauaHa OB 33 mec.

Mogenb RR6 MoxeT ObITh MPUMEHEHA V NALlUEHTOB
¢ M® nocne 6 Mec. JieyeHUs] PYKCOJUTHHUOOM C LieJIbI0
BbISIBUTb 0OJIbHBIX C HEGJAronpUATHBIM MPOTHO30M U3
rpynn BbICOKOTO M INPOMEXYTOUYHOTO PUCKA AJig UHTEH-
cudukauuu nedenus [103].

dedpamuHu6. fBnsiercs uHruébutopom SHyc-
KHHa3 c 6oJiee BbICOKOH MHIUMOUpYIOLleld aKTUBHOCTBIO
B OoTHolleHUU Oesika JAK2 mo cpaBHeHUIO C ApyrUMU

npenapaTaMd aHaJOTMYHOI'O MeXaHM3Ma [JielcTBHUS.
[IpuMeHsieTCcs IPU CIJIEHOMETaluU U/WUIN HaJU4YUU BbI-
paXKeHHbIX KOHCTUTYLMOHAJbHBIX CUMITOMOB, KOTOpbIE
cayxatT nposiBjeHueM M®, PexomeHyemas fo3a espa-
TUHUG6a — 400 Mr/cyT (4 kancysbl 1o 100 MT BHYTpPb).

K HaubGoJsiee 4acTbIM HeXesaTe/JbHbIM SfBJEHUSAM
despaTHHUOa OTHOCATCA JAuapes, TOIIHOTA, aHEMHH,
pPBOTa, YTOMJIAEMOCTb, TPOMOOIIMTONEHUS, 3aM0p U Jp.
B kadecTBe HaunbGojiee ONACHOTO HeXeJaTeJbHOrO fB-
JIeHU$l, OTPaKEHHOT0 B MHCTPYKIMK 1O MeAUIMHCKOMY
NpYMeHeHHUI0 IpeNnapaTa, 3aperucTpupoBaHo opaxkeHue
rosoBHoro mMosra (3Hnedasonarus) [101].

B aBrycre 2023 r. degpaTuHub ogo6peH B Poccuit-
ckoit Pefiepanuu A5 JiedeHUs B3pOC/IbIX 60/1bHBIX [IM®,
nocT-UIl M®, nocT-3T M® npomMeKyTOYHOT0-2 WU BbICO-
KOT0 pHUCKa.

Xupyprnyeckoe nedyexmne

C3 — MeTo[, HallpaBJIEHHbIM HAa KOPPEKIUIO OCI0XK-
HeHUH (MposiBleHUM mopTaibHON runepreHsuu). [loka-
3aHMA K npoBefeHHI0 C3: mporpeccupyouias CIJeHo-
MeraJjiisl C KOMIIPeCCHOHHBIM CMHJPOMOM (HeNnpusTHbIe
OILYLIeHUs1 B OPIOIIHOM IOJIOCTH, MOCTOSHHOE YYBCTBO
TSKECTH, 60J1b, TIPU3HAKU KULIEYHON HEeNpOoXoJUMOCTH),
WHTOKCHKaLUs, 06ycJ0BJeHHasl O6OJIbIION OIyx0JeBOH
Maccod, TsKesble TUNepKaTaboJHyecKhe CUMITOMBI,
BKJIIOUasl KaxeKCHlo, INIy6oKyo aHeMHUI0, peppaKTepHbIH
reMoJiu3, TPOMOGOLUTONEHUIO, pe3UCTEHTHYIO K TPaJULIU-
OHHBIM MeTOJlaM TepalllM, OGLIMPHble HHPAPKTHI ceJle-
3eHKHU C yrpo3o# pa3pbiBa, BHelleueHOYHas NopTajibHas
TUIlepTeH3Us1 C Yrpo30d KPOBOTeYeHHUsl W3 KeJyJKa U
nuuieBoga. TpombouuToneHus apjaseTcs GpakTOpoM He-
6J1aronpUATHOT0 IPOTHO33a, CBU/eTebCTBYET O IIporpec-
CUpPOBAaHUM 3a60JileBaHHUS U BBICOKOM pHCKe O6JIaCTHOM
TpaHcdopmauuu [104, 105].

B npeponepanroHHbIM NepHos Heob6XoAuMa OLleHKa
Cep/leYHO-COCYJUCThIX, IeYEeHOUYHbIX, IMOYeyHbIX, MeTa-
60JIM4eCKMX U IeMOCTAaTUYeCKUX PUCKOB. Jlanapockomnu-
yeckasi C3 npu [IM® He pekoMeHyeTcsl U3-3a BBICOKOTO
pucka kpoBoTeyeHuil. Ilocsie C3 y 3 % GOJbHBIX pa3BU-
BAlOTCA OCJIOKHEHMs], INoc/eonepaloHHas CMepTHOCTb
coctassigeT 9 %. BaxxHO 0TMeTUTB, 4TO npuMepHO ¥ 20 %
60JIbHBIX HaAOJII0/laeTCsl 3HAYMTEJbHBIN IOCjaeonepau-
OHHBI TPOMOOLIMTO3, KOTOPbIH BejeT K YBeJUYEHHIO
pucka TpoM6030B. IMeHHO IO 3TOHW NpHUYMHE Ba)KHA
HOpMaJ/IM3alus KoJW4YecTBa TPOMOOLMTOB 10 U nocae CI.
B nepurop nocsie C3 npoBOAUTCA Tepanus MAPOKCHUKAp-
6aMU/IOM, B C/yyae Pe3UCTEHTHOCTH K Hell — Tepanus
KJaZipUOUHOM, PYKCOJIUTHHUOOM, 6-MepKalTONypPHUHOM.
B nocseonepalMoHHbIA Nepuof B TeuyeHHe 1 Hej. Ie-
JlecooOpa3eH TIATeJbHbIH MOHHUTOPHHI [OKa3aTesel
TPOMOOLIUTOB U KoaryjorpaMmsel. Kpome Toro, ¢ 1Liesbio
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npodUIaKTUKU B TeueHHe 1 Mec. Ha3HA4yaloT renapuH Ha-
TPUS WM HeTIpsIMble aHTUKOAryJIAHTHI (BapdapuH). Yepes
1 Hen. u 1 Mec. nocsie C3 1esiecoo6pasHo BbINOJHATE Y3U
JIJIs1 UCKJII0YeHHs TPOoMO030B a6l0MHUHaIbHBIX BEH.

OTnasieHHblEe OCJ0XKHEHMsl, Takue KakK renaToMe-
ranus, Jelkonurtos, BK, aBasioTca ciaeAcTBUeM ecTe-
CTBEHHOI'0 IporpeccMpoBaHusl 3ab6osieBaHusa. BK nocie
C3 Habumogaetcay 10-15 % 6o0sbHbIX [IM®. 3TO cBSI3aHO C
O0TOGOpPOM NALUEHTOB, @ He UCTUHHBIM U3MeHeHHeM B 61O-
JIOTMH 3a60J1eBaHus1, IOCKOIbKY HET HUKaKMX OCHOBaHUM
nosiaraThb, YTO OHOJIOTUYECKHE OCHOBBI 3ab0JieBaHHUS,
00yC/I0BJIEHHbIE NATOJIOTUYECKON MpoJindepalieit KJo-
HaJIbHBIX CTBOJIOBBIX KJIETOK, IPETepreBal0T U3MeHEeHUs
B pesysbTaTe C3 [104, 105].

Y GOJBHBIX C NMOPTa/JbHOM TUNepTeH3ued U BapH-
KO3HbIM pacllMpeHHeM BeH Heob6X0JMMO NPOBOAUTH
OLlEHKy IOpTaJbHOrO0 KpoBOOOpalleHUss B JUHaMHUKe.
[locne C3 mnoprajibHasd TUNEPTeH3Ud, CBA3aHHasA CO
CrJIeHOMerajuel, paspellaeTcss B OTJWYME OT CJIy4aeB
BTOPUYHON BHYTpUINIEYEHOYHON OOGCTPYKLMH, KOTOpbIe
TPebyI0T CUCTEMHOT0 IOPTaJbHOIO IIYHTHPOBaHus [106].

JlyyeBywo Tepanuto npu [IM®P npoBoasAT AJisd KOH-
TPOJIsI 04YaroB 3KCTPaMeAy/JSPHOIO KpPOBETBOPEHMS,
KOTOpble MOTYT BO3HUKAaTb NP AJUTEJIbHOM TeuyeHUHU
3a60JieBaHUsl B NeYEHU U cesle3eHKe, B N03BOHOYHUKE
C pa3BUTHEM KOMIpPECCUM CIMHHOTO Mo3ra, JuMda-
TUYEeCKUX y3JaX, IJIeBpe C pa3BUTHEM THJPOTOPAKCa,
OpIOLIKHE C pa3BUTHEM acLiUTa, KOXe U APYyruX opraHax.
CuMnTOMaMu MOSIBJIEHUS 0YaroB 3KCTpaMeAy/JspHOIO
reMornoas3a MOTYT ObITb JieroyHas THUIepTeH3Us IMpHU
OTCYTCTBUM NPHU3HAKOB TPOMGO3IMOOJHUMU WM 3aboJie-
BaHUU cepAla, 6osieBoi cuHApoOM. JlyyeBasi Tepamusi Ha
06J1acTb NTeYeHU U ceJle3eHKU MMeeT KpaTKOBpeMeHHbIN
(3-6 Mec.) addekT, conpsikeHa C PUCKOM YCyryOJeHUs
LIUTONEeHUH U B OCHOBHOM NPOBOAMUTCS GOJIbHBIM, HUMe-
I0LMM [IpoTUBONOKasaHus k C3 [107, 108].

FemoKkomnoHeHTHasA Tepanus

TpaHcdy3ur KOMIOHEHTOB KPOBM NPUMEHSIOT NPHU
HaJIMYUU LMTONEHUU C PUCKOM ONACHBIX [JJis KU3HHU
oc/IokHeHUH. OCHOBHBIM NperMYylleCTBOM TpaHCcPy3ui
3pUTPOLUTOB sBJAsIETC ObICTpbId 3ddeKT B BUJe
KyNHpOBaHUs aHEMHUU U YJIy4llleHUs1 caMo4yyBCcTBuUs. [le-
peJIMBaHUs 3pUTPOLUTCOJepKalINX CpeJi TOKa3aHbl pU
HaJIMYUU aHEMUYECKOT0 CHHJAPOMA, [IPU 3TOM HEOT/IO0XK-
HOCTb U 06beM TPaHCPY3UU OINpeLeNSA0TCs CTelNeHbIo
HeJlOCTaTOYHOCTH KpOBOOOpallleHWsi, a He YypOBHEM
remorjiobuHa. lleseBas KOHLleHTpauusli TreMoOIVIOOMHA
NpY NpOBeJIeHUM reMOKOMIIOHEHTHOM Tepanuu 0/ KHa
ObITh BhIlle 70 I'/J1, a IPU HAJIMYUU CepAEeYHO0-COCYUCTON
naTosoruy — Beiie 90 /1.

[lokasaHrMeM K Iepe/JMBaHHI0 TPOMOOKOHIIEHTpaTa
CYKUT 4YUCI0 TpoMmbGouuToB Hipke 10 x 10°/n1 wnu
TPOMGOLMTONEHUsA C pa3BUTHEM TreMOpparuyeckoro
cuHjpoMa. [Ipy HaIM4UM MOBBLIIIEHHOTO NMOTpebJieHUs
TpoM6GOLIMTOB (JIMX0paZKa, MHPEKI MY, HaJluyMe reMop-
paruyeckoro CUHZpoMa) Ujiu BTOPUYHOM KoarysonaTuu
Y3-3a HapylleHUs1 QYHKLMMU [eYeHU HeoOXOJHUMO IOJ-
Jlep>KUBaTh YUCI0 TpoMGouuToB Bbimie 20 x 10°/n. [pu
HaJIMYUU NPU3HAKOB CHUHAPOMA AUCCEMUHHUPOBAHHOIO
BHYTPUCOCYAUCTOTO CBEPThIBAHUSI WJHU KPOBOTEUYeHUHU
LieJleBOe KOJIM4eCcTBO TPOMOOLUTOB, NOALepXKHUBaeMoe C
MOMOLIbI0 TPaHCPY3UH, JODKHO 6bITE 6osiee 50 x 10°/1.

K/TMHNYECKAA OHKOTEMATO/ON 4

Hau6osee yactble no6ouHble 3pdeKThl reMOKOMIIO-
HEHTHOW Tepanuu: 3apakeHHe reMOTPaHCMHCCUBHBIMHU
WHEKUUAMY, NpPU JJUTEJbHOM NPUMEHEHUH — II0-
sIBJICHHEe aHTHUTEJ K COGCTBEHHBIM H/WJIU JJOHOPCKUM
3PUTPOLUTAM U TPOMOGOLMTAM, pa3BUTHE MEPErpy3KU
J)KeJsie30M — NoCcTTpaHCcy3UOHHBIN reMocuiepos [109].

7.8. OcnoxHeHuns npn MM® u TaKkTUKa UX NeYEeHUA

Haubosee yacTeiMu ocoxHeHUsAMHU [IM® saBasaoTca
OnyxoJieBasl MHTOKCHKAlMsl, CIJIeHOMerajus, aHeMHs,
WHObEKIMYU, TPOMOOIUTONEHUS UM TeMopparudyecKui
CUHJIpOM, OYaru 3KCTpaMeAy/IIPHOI0 KPOBETBOPEHHS,
Tpom603bl, BK, Movekuciablii auate3 (BTOpUYHas Mo-
Jlarpa), BTOpUYHbIN reMocuiepo3. Huke npuBesieHb! pe-
KOMeHJal M1 10 NpodUIaKTHKe U JIeYeHHUIO OCI0XKHEHUH.

OnyxoneBas MHTOKCUKAUNS

Jluxopasika, MpOJIMBHBIE OTHl U NOTEPs] Macchl TeJsa
4acTo ObIBAIOT MEPBBIMH NMPOSIBJEHUSIMU 3a00JI€BaHMUS,
6eCOKOSIIIMMU OOJIBHBIX, U CTAHOBSTCS IOBOZAOM JJIsl
o6pallleHHs K Bpauyy 3HaYUTeJbHON YacTH ManueHToB. Te-
panusi TUAPOKCUKap6aMUJiOM, KaK MPaBUJIO, HECKOJIBKO
CHM>KaeT BbIPXKEHHOCTD OIYX0JIeBOM MHTOKCUKALUY, HO
MOJIHOCTBIO ee He KynupyeT. boJiee 3¢ $eKTUBHBI IVTIOKO-
KOPTHUKOCTEPOUAbl U UMMYHOMOZY/SITOPB], & TaKXKe HX
KOMOHWHALUH, KOTOPble Y MHOTHX NALMEHTOB NPUBOJAST K
yMeHbLIeHUI0 HapyLEeHUH CeKpeLlut IUTOKHUHOB U yJIyY-
ueHuto o61ero cocrosiHus. Haubosiee 3dpdeKkTUBHBIMU
npenapaTaMy, BJMSIOLMMH Ha YpPOBEHb HPOBOCIAIH-
TeJbHbIX LUTOKWHOB, B HACTOsilee BpeMs SBJSIOTCSA
uHruburopsl JAK2 [1-3, 97, 98].

CnneHomeranus

KpoMe TakHx CHMIITOMOB, KaK yBeJIM4eHHe U B3[yTHe
’)KMBOTA, paHHee HachlllleHWe W 60JIb B JXHUBOTE, CIlJe-
HOMeraJjiusl 4aCTO NPUBOAUT K PasBUTHI0 HHPAPKTOB
cejie3eHKH, C/aBJIeHHUI0 OpPraHoOB OpIOLIHOM IO0JIOCTH,
nopTajbHOM runepTeH3uu. CMHAPOM TUIepClIeHH3Ma
BCJIe/ICTBME CEKBeCTpPallud 3HAYUTEeJbHOTO KOJu4Ye-
CTBa KpPOBH, Pa3BUTHUsI ayTOMMMYHH3aLUH YCUJIUBAET
BbIPQ)KEHHOCTb IIMTONEeHUH. YMeHbllleHWe pa3MepoB
ceJie3eHKH MOXeT ObITb JJOCTUTHYTO OCPECTBOM MeJiu-
KaMeHTO3HOH Tepanuu (TuApoKcukapbamus, 6ycynbodaH,
uHru6uTopsl JAK2). [Ipu HeadpPeKTUBHOCTH JIeKapCTBEH-
HOTO JIeYeHHUs] U HAJIUYHUU OCTOXKHEHUH (pedpaKTepHbIN
reMoJIM3, MacCHBHbIe peluJuBUpYIoLiMe UHGAPKTHI ce-
JIe3eHKH, CUMIITOMaTH4ecKas opTajbHasi TUIIepTeH3Us,
TsDKeJIble TUIepKaTaboJudecKhe CHUMIITOMbI) MOMET
6bITh poBefeHa CJ. [lokazaHUEM K Ma/IMATUBHOM Jiy-
YyeBOM TepanuM CAYXKUT MacCUBHAs CHMITOMaTH4YecKas
CIJIeHOMerajus € KOJIUYeCTBOM TPOMOOLMTOB O6oJiee
50 x 10°/n y nmanueHTOB, KOTOPbIM MPOTUBONOKA3aHO
XUpypruueckoe BMemaTteabcTBo [103-105].

AHemus

[Ipu nJ1aHUPOBAHUM JieYeHUs] HEO6XO0AUMO TOMHUTH,
yTo aHeMmus mnpu [IM® MoxeT HOCUTb MNOJUITUOJIO-
TUYHBIN XapaKTep U CAYKUTb NPU3HAKOM KakK Iporpec-
CMpoBaHUs 3a60JieBaHUs, TaK U JedUIIMTA BUTAMUHOB
U MHUKPO3JIEMEHTOB, a TaKXKe Pa3BUBATbCs BCJIEICTBUE
COMYTCTBYOIEN MaTOJOrMU. B cBSI3U ¢ 3TUM Ipu 06Cie-
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JIOBaHUHY IOMHUMO oNpeJie/ieHUs1 KOHLeHTpal 1 reMorJo-
O6UHa U KOJINYeCTBA 3PUTPOLMTOB HEOOXOJUMO NIPOBECTH
NOJCYET PEeTUKYJOLUTOB, ONpeAeJUTb IoKasaTeau
o6MeHa xesle3a (KOHLleHTpALMM KeJle3a, TpaHCcHeppUHa,
deppuUTHHA B CBIBOPOTKE, 00Iel KeJie30CBA3bIBAIOILEN
CIIOCOGHOCTH CHIBOPOTKH), KOHIIEHTPAL[UI0 BUTaMUHa B,
1 $0/IeBOH KUCIOTHI, 3PUTPONOITHHA.

[Ipu nedunyTe XKese3a NpeMMylleCTBEHHO Ha3HAYaIOT
npenaparThl »kKeje3a BHYTpPb B Jo03e 4-5 MI/Kr WM He
MeHee 200 mMr/cyT. O61ui aHa/IM3 KPOBU U KOHTPOJIb MO-
KasaTeJsiell oOMeHa »KeJie3a MPHU JiedeHUH 1ies1ecoo6pa3Ho
NpOBOAUTL exeMecssuHo. KpuTeprueM sdpdeKTHBHOCTH
Tepanuu sBJsIETCA NOBbIIEHHe KOHLEHTPAlUM reMorJo-
OUHAa /10 HOPMBbI WM 6oJiee yeM Ha 15-20 r/J1 OT UCXOIHBIX
nokasaTesiedt 3a 1 Mec. JjiedeHus1. [locie HopManu3anuu
KOHLIEHTpalluM reMor/io6uHa /i1 BOCIIOJIHEHHSI 3allacoB
’KeJjie3a B OpraHHW3Me IpUeM ero INpenapaToB Iiesecoo-
O6pa3HoO MpPOAOJ/KATh OKoJio 3 Mec. B manbHeitem 1 pa3
B 3-6 Mec. HeOOXOJUMO KOHTDPOJIMPOBAaTb IOKa3aTeslu
ob6MeHa xesesa [110].

llpy peduuurte BUTaMHMHA B, MoKasaHO NapeHTe-
pajbHOe BBeJleHUMe LMaHOKoOa/laMMHA B JI03UPOBKE,
COOTBETCTBYIOLIEN CTeleHU TAXKeCTH aHeMUU. B TeueHue
1-ro Mecsla JiedeHUs] OpPHEHTHUPOBOYHBbIE JO3UPOBKH
cnepyrouye: 200 MKT/CyT NPU aHEMUU JIETKOHM CTeleHy,
400 MKr/cyT npu aHeMUU cpeaHel cTeneHH, 600 MKr/cyT
NIpU aHeMUHU TsDKesIoH cTeneHwM. [logfep:xkuBatolias fj03a
MaHokob6asmaMuHa coctaBiisieT 200-500 MKr ekeMecsI4HO
[110].

[lpu ¢onveBoePUIIUTHON aHEMHUM Ha3HAYAKOT
dos1MeByI0 KUCIOTY, OpUEHTUPOBOYHAs Jl03a (yUUThbIBas
yacToe Hajlu4yue COIYyTCTBYIOIIMX 3ab60jeBaHUN C Ha-
pylieHHeM BcacblBaHHUA) cocTaBjasgeT 5 Mr/cyT. Ilocie
HOpMaJIM3alluM KOHLeHTpPALUU reMOrjo6MHa NPOBOJAT
noAAepKUBaILYyI0 Tepanum B o3e 1 mr/cyT [110].

Cnenuduyeckyro CTUMYISALUI0 3PUTPOII033a MOXKHO
NPOBOAUTb U C MOMOLIBI0 3PUTPONO33CTUMYJINPYIOLHUX
npenapatoB. OTBeT Ha Tepanuio HabJ0AAeTCs NPUGIU-
3uTesbHO ¥ 50 % 60JIbHBIX U NPOJ0JKAETCSl B CpefiHeM
1 rozx [94].

[ Bo3JeMcTBUA Ha MMMYyHHble MeXaHU3Mbl pas-
BUTHs aHeMUU nipy [IM®P 1 HopMaIM3aL UM LUTOKUHOBOTO
6asaHCa MOTYT NPUMEHSTbCS IVIIOKOKOPTHUKOCTEPOU/ bl
B HHU3KUX J03aX, aHJpOTeHbl W HUMMYHOMOAY/JSATOPbI
(B paMKax KJIMHUYECKUX UCCe[0BaHuM) [95].

[Ipy HaJIWYMM CIlJIeHOMETaJIMM U CUHJpOMa TUIep-
CIJIEHW3Ma YMepeHHOe NOBbIlIeHUe reMOrJI06MHa MOXKET
HabsogaThes nociae C3 [103-105].

[Ipy HaJW4YMKU BBIPAXKEHHOT0 AHEMHYECKOro CHH-
JipoMa poBoJsT remotrpancdysuu [109].

WNHpekynoHHbIE OCNIOXHEHNS

JlelikoneHUs U HEUTPONEHUSI, MHOTAA HAOJII0JaeMble
y 60JibHBIX [IM®, cIOCOGCTBYIOT YBEJIMYEHUIO YaCTOThI
MHQEKIIMOHHBIX OCJI0KHEHUU. Onpesie/IeHHbIN BKJIAJ, B
pa3BUTHE HWMMYHOAePUIUTA BHOCUT M LUTOKUHOBBIN
aucbaaHc, SBJSAIOIIMKACT OJHUM W3 KJIOUEeBbIX 3BEHbEB
naroreHesa 3a6osieBaHusl. [Ipenapatsbl, NpUMeHSOIIUECS
ans nedeHus [IM®, Takke MOTyT ycyrybJsTb HEHUTpO-
neHu1o. MTHpeKHOHHBIE Tpo1ecchl ¥ 60bHBIX [IM® yacTo
MpPOTEKAIT aTUIUYHO, T. K. MOBBILIEHHE TeMIepaTypbl
Tesa, B T. 4. U GeOpUIbHOE, MOXKET ObITh U CUMIITOMOM
ONyX0JIeBOH WHTOKCUKaluU. JleueHue GaKTepUaTbHOH,
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rpubKOBOM, BUPYCHON HUHQEKIUN clefyeT MPOBOJUTH B
COOTBETCTBUHU C PEKOMEHJAUUSIMU U CTaHJApTaMu [1-4].

Tpom6oyuTOneHnss n reMopparn4ecKnii CHHAPOM

KIuHUYEeCKHM  NposiBJIEHHEM  TPOMOOLUTONEHUU
SIBJIIETCSl TeMOpparuyecKUil CUHAPOM, BbIpaXKalolMics
B BHJE CIOHTAaHHOH KpOBOTOYMBOCTH. OmnpezeseHHbIN
BKJIaJl B pa3BUTHe reMOpparuii BHOCUT U BTOPUYHAsA KO-
aryJionarusi, CBsi3aHHasi ¢ HapylleHHWeM BbIPAGOTKU B Ie-
YeHH (HAaKTOPOB CBEPTHIBAHUS BCJIEJCTBUE NMOBPEXIEHUS
NapeHXUMBbI IeYEHU O4araMu 3KCTpaMeayJIIIpHOro TeMo-
10332 U NMOPTAJbHON runepTeHsud. [Ipud4uHON pa3BUTHS
TpoMbonuToneHuu npu [IM® MoxKeT 6bITh CHUXKEHHOE 00-
pa3oBaHHEe TPOMOGOLUTOB U UX NMOBBIIIEHHOE Pa3pyLIEHHE.
CHIXeHUE 00pa30BaHUs TPOMOOLUTOB 4YacTO OOYCJIOB-
JIEHO aKTUBHOM nposindepanyeil naTos0rmyeckoro KJoHa
C TMOAaBJIeHHEM HOPMa/IbHOTO [eMOMo33a U pPasBUTHEM
¢ubpoza kocTHoro Mosra. KosvyecTBo TpPOMOGOLUTOB
MOXeT YMEHBIIAThCS U3-3a UX MOBBIILEHHOM JeCTPYyKIUU
B Cesie3eHKe BCJIEJCTBHE TUNEPCIIEHU3MA NPU CIJIEHO-
MeTajJiid U 06pa3oBaHUs ayTOAHTHUTEN K TPOMOOLMTAM
M MerakapuouuTaM. TepameBTHYecKas TaKTHKa IpHU
TPOMGOLUTONEHUH JO/DKHA GbITh HalpaB/eHa Ha ycTpa-
HEHHe ee NPUYUHBI U NPOPUIAKTUKY reMopparudeckoro
cunzpoMma. [IpoduiaKkTUKa OCIOXKHEHUH 3aK/II0YAETC B
YJIyYLIEHUH COCTOSIHUS COCYAUCTOM CTEHKH, JJIs1 Yero Ha-
3HAvaloT MpenapaThl aCKOPGUHOBON KHUC/IOTHI, 3TaM3UJIAT
W UCKJIIOYAOT GaKTOpbl pucKa. [ 3TOro HOpMaau3yoT
BEHO3HOE JaBjieHHe (yMeHblUeHHe MOPTaJbHOH THIEp-
TEH3UU C IOMOLIbI0 (-aJpeH06JI0KaTOPOB, 6J0KAaTOPOB
Ka/IbLIUEBBIX KaHAJIOB), NPOBOAAT NMPOPUIAKTHKY IOpa-
J)KEHUSl CJM3UCTBIX 000/I049eK (YBJIaXKHEHUE CJIU3UCTOH
HOC3, CEKPETOJUTHUKH [Ji NPOPUIAKTUKH S3BOOGPA30-
BaHMs, MECTHasl Tepalnus reMOPpPOUAJIbHBIX BEHO3HBIX
y3Ji0B). [lepenrBaHHe TPOMGOKOHIEHTpaTa AAeT KpaT-
KOBpeMeHHbIH 3pPeKT U 1iesiecoobpasHO TOJIBKO MpHU
HaJIMYUY reMOpparuyeckoro CHHAPOMA WU IPH BbICOKOM
pUCKe KpoBOTedeHHH. K TOMy e Npu MHOTOKpPaTHBIX
TpaHC)Y3USIX MOXKET Pa3BUTLCS PE3UCTEHTHOCTD K Iepe-
JIMBaHUSM B CBSI3W C ayTOMMMYyHH3auued. /s neyeHus
JIMCCEMUHUPOBAHHOTO BHYTPUCOCYAUCTOTO CBEPTHIBAHUS
Y KOppPEeKLUH HapyLIeHUH J1a3MeHHOro 3BeHa IreMoCTasa
BBINOJIHAIOT TaKXe IEePeMBAaHUSI CBEXe3aMOpOXKEeHHON
IJIa3Mbl B aJIEKBAaTHBIX [103aX U BBOJAT PEKOMOHUHAHTHbIE
dakTopsl cBepThIBaHUsA [109].

Ouarn skcTpamegynasipHOro KPOBETBOPEHNS

[IpyYMHON BO3HMKHOBEHHSI 04aroB 3KCTpaMeayJuIsp-
HOT'0 KPOBETBOPEHUS MOTYT GbITh I'PyOble HAPYILEHUS CTPO-
MaJIbHOTO MUKPOOKPY€eHHsl, BbI3BAHHBIE OINYXOJIbIO U, KaK
C/le[ICTBUE, IPOHUKHOBEHUE B NepudepHyecKrii KpOBOTOK
KJIETOK-NIPEJIIEeCTBEHHHUL], B T. 4. F€EMONO3THYECKUX CTBO-
JIOBBIX KJIETOK. Haslnure MeCTHBIX CUMIITOMOB, CBSI3aHHBIX
C 3KCTpaMeAyJUIIPHBIMH OYaraMi, CJIYXKUT NOKa3aHHUEM K
MECTHOM JIy4eBOH TepanuH B HU3KUX J03ax (pa3oBas 103a
1T'p, kypcoBasi 103a 10 I'p) [111]. [Ipu cKOIIEHUH }KUAKOCTH
B IOJIOCTSIX MOXKHO NPOBOJUTH IJIEBpaJIbHble MYHKLUU U
napaneHTe3 C BbIOJIHEHUEM IJIEBPOie3a.

Mouekucnbiii gnares (Bropu4Has nogarpa)

CieflyeT KOHTPOJIMPOBATh KOHLEHTpALUI MOYeBOM
KHUCJIOTBI IPY IEPBUYHOM AMArHOCTHKE U B X0/ JIeYeHUs
Jlo HopMaJIM3aluu MoKa3aTeJel JJeNKOIIUTOB U pa3MepoB
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ceseseHKd. [IpeaynpeAuTb CUMITOMBI THIepypUKEMUHU
MOXeT afleKBaTHasi CKOPOCTH JIM3UCa ONYyX0JIM THApaTalUs
C NpMMeHeHUEeM THUPOKApOOHATHBIX MUHEPaIbHbIX BOJ
JJIs1 IpefyTpex/ieHus1 BbllIaJIeHUs B 0CafloK KPUCTAJIJIOB
MOY€eBOW KHUCJIOThI B IOYKAX U Ha3HAYeHHe alJIONypUHoJIa
B A03e 300-600 Mr/cyT c ee KoppeKijheil B 3aBUCUMOCTH
OT II0Ka3aTeJied MO4eBOM KUCJI0ThI B CbIBOPOTKe. [Ipu pas-
BUTHUM NoJlarpuyeckoi ataky HasHauyaroT HIIBII BHyTph U
MeCTHO Ha 06J1aCThb CycTaBa B BU/ie Masell U resieil. [Ipu Ha-
JINYUY MOYeKaMeHHOM 60/1e3HU TPOBOJAT NPOPUIAKTUKY
060CTpeHUN XpOHWYECKOro nuesoHePpUTa YpPOCENTH-
kaMu. [Ipy 6aKkTepHasbHbIX 060CTPEHUAX NUeoHedpHUTA
NPUMEHSIIOT aHTUGHMOTUKHU LIMPOKOro CHeKTpa: GTopXu-
HOJIOHBI, MaKpOJIK/bl, aMUHOIJIMKO3U/bl B COYETAHUM C
NPOTUBOMUKPOOHBIMM IIpenapaTaMyd HUTPOGYpaHOBOIO
psAza U Ap. BeicTporo cHM»xeHUs KOHLEHTPAallUM MOYeBOH
KMCJIOTBI B KpPOBH MOXHO [JOOUTbCA INpHUMeHeHHeM
addepeHTHBIX METOJ0OB — YAbTPadUIbTpaLMd KPOBU C
Kpuomiasmocopb6uueit [110].

Bropun4Hbiii remocugepos

JuinTenbHOe UcnoJib30BaHue TpaHcdy3uit npu [IMP
M3-3a OTCYTCTBUA B OpraHM3Me aKTHBHBIX MeXaHW3MOB
BbIBeJIeHUs1 Keje3a M OrpaHUuYeHHON BO3MOXXHOCTHU
ero JeNoHUPOBAaHUA B Ie4eHU B cjydae TpaHcPy3uu
20-25 [03 NpPUBOAUT K Pa3BUTHUI0 BTOPUYHOTO reMO-
CUJiepo3a, XapaKTepHU3YIollerocss HWHTEePCTULHATbHbIM
HaKOIlJIEHHEeM »KeJle3a B opraHax U TKkaHsx. HauboJsee ya-
CThble KJMHHUYEeCKUe MTPOsIBJIEHNs FreMOCHepo3a CBA3aHbl
C IOpa)KeHUEM cep/lia, TeueHHU, oKeTy0UHOH XKeJle3bl,
ceTyaTKHU riasa. BosamoxHo nposegenve MPT nedenu B
T2-pexxume. [leperpysky xeje3oM MOXXHO CKOPPEKTHUPO-
BaTb NOCPEACTBOM XeJlaToOpHOM Tepanuu [112]. Tepanuto
JedepasupokcoM peKOMeHAyeTCsl HayuHaTb IoCie
TpaHcdy3uu npubausutesbHo 20 03 u 6osiee (0KOJIO
100 MJs1/Kr) 3pUTPOLMTHON MacChl WJMU NPU HATUIUU
KJMHHUYECKUX JAaHHbIX, CBU/IETE/bCTBYIOLIUX O Pa3BUTHHU
XPOHHUYECKON Teperpysku xeje3oM (Hampumep, Opu
KOHIeHTpaluu ¢eppuUTUHA B CbIBOpOTKe > 1000 MKr/a).
PekoMeHayeMass HadaslbHasg CcyTo4dHas fgo3a Aedepasu-
pokca cocTaBisgeT 20 Mr/kr. ¥ 60JIbHBIX, MOJy4YarLUX
TpaHcPy3UU SPUTPOLUTHON Macchl B 06BbeMe 6GoJee
14 mu/kr B Mecsan (MpuGIUM3UTENBHO > 4 7103 B Mecsl]
JIJ1s1 B3POCJIbIX), HayaJbHasA CyTOYHas /033 MOXeT ObITh
Bbille — 30 Mr/kr. ¥ OGOJIbHBIX, MOJIyYalOIIUX MeHee
7 MJI/KT 3pUTPOLUTHON Macchl B Mecsl (mpu6IU3U-
TeJIbHO < 2 103 KPOBU B Mecsi1] /151 B3POCJ/IbIX), HayabHas
CyTO4YHas J03a MOXeT cocTaBjsaTh 10 mr/kr. PekomeH-
JlyeTcsl eXXeMeCiYHO KOHTPOJIMPOBAaTh KOHLEHTPALUIO
deppUTHHA B CbIBOPOTKE U IPU HEOOXOZMMOCTH KOppPEK-
TUPOBATb 03y Aedepasupokca Kaxjple 3-6 Mec., OCHO-
BbIBAsiCb Ha M3MEeHEHHUsX KOHLEeHTpauuu ¢eppuTHHA.
Jlo3y cienyeT KoppeKTUpoBaThb Cc waroM 5-10 Mr/kr.
HanpaBsieHue KoppeKLMM [03bl onpefensercs 3dpdek-
TUBHOCTbIO JIe4YeHHUs M TepaneBTUYECKHMM 3ajadyaMHU
(mopaep:kaHue WJIM YMeHbLIEHHe COZepKaHUs »keJse3a).
[Ipu HeaddekTUBHOCTH Npenapara B jo3e 30 Mr/Kr (KOH-
LeHTpauusa ¢eppuTHHA CHIBOPOTKHU OCTAeTCs Ha ypOBHeE
> 2500 mkr/a) po3y ciaenyeT yBeaudyuTb A0 40 Mr/kr.
Jo3bl 6osee 40 Mr/Kr He PeKOMEHJYIOTCs, NMOCKOJIbKY
ONBIT NPUMeEHEHUs NIpenapara B 3TUX [j03aX OTPaHUYEH.
[Ipy JoCTMXKEHUU Iie/leBOM KOHLEeHTpauuu dpeppUTHHA
(06b1yHO 500-1000 MKT/J1) HEO6XOAMMO MPEAYCMOTPETH
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nocreneHHoe (Takxke ¢ marom 5-10 Mr/Kr) cHuxeHue
JlI03bl IIpemapaTa, 4YToObl 06ecHe4YuTb MOJJEep)KaHUe
KOHLEHTpauuu GeppuUTHHA B CBIBOPOTKE B LleJI€BOM JIH-
anasoHe. Ec/iu KoHIleHTpaLus ¢peppUTHHA B CHIBOPOTKE
cymectBeHHO HMxe 500 MKr/J, ciefyeT paccMOTpPeThb
BOIIPOC 0 NpepbIBaHUU JeyeHUs Jedepasupokcom [112].

7.9. MOHUTOPUHT M oueHKa 3¢hheKTUBHOCTH
neyenus NMo

B 3aBUCHMMOCTM OT METOAOB OLlEHKH M CTeleHHU
MO/laBJIEHUs ONyX0JIEBOTO KJIOHA BBIJEJIAIOT pa3nyHble
BU/Ibl OTBeTa: KJWHUKO-reMaToJIOTU4YecKHUH, LUTOreHe-
TUYeCKUN W TrucTtosorvyeckuil. KiumHuko-remaTosioru-
YyeCKUH OTBET OLLeHHWBAIOT 110 HAJIMUUIO UM OTCYTCTBUIO
CUMIITOMOB MHTOKCUKAlMH, CllJIeHOMera/uy, 1o MoKasa-
TeJIM KpoBU. OH MOXKeT ObITb NMOJIHBIM HUJIM YaCTUYHBIM,
a Tak)Xe CBU/ZETebCTBOBATh O POrpPecCHpOBaHMHU 3a60-
JieBaHud (Tabu. 22) [113, 114]. LluToreHeTU4YECKHU OTBET
OLleHMUBAIOT [IPY [JUTOreHeTHYeCKOM HCCleloBaHUH (ITpU
BO3MOXXHOCTH €ro NpoBeJieHHs1) KOCTHOI'O Mo3ra B M-
HaMMKe, IpU HeOO6X0AUMOCTH (HeMHPOPMATUBHOCTD PY-
TUHHOI'O IJUTOTeHETUYeCKOro HCCIe[0BaHUs, CKpPbIThble
abeppauuu) nposogat FISH-uccnepnosanue [113, 114].
TpenaHo6uoICUs C TUCTOJOTMYECKHMM MCCJe/loBaHHEM
KOCTHOTO MO3Tra U OL|eHKOH cTeneHu ¢ubpos3a Mo CTaH-
JlapTU30BaHHOM LIKaJsle NM03BOJISET OLLeHUTb T'MCTOJIOIHU-
YyeCKUH OTBeT, JOCTH)KeHHEe KOTOPOTo CTajl0 BO3MOXKHBIM
NpU NPpUMEHEHUU HOBBIX MeTOoJO0B JiedueHus [IM® [113,
114]. PexoMeHAyeMasi NepPUOAUYHOCTb OO6C/e0OBaHUSA
npejcTaB/ieHa B Ta6J1. 23. [Ipu He06X0AUMOCTH (HaIUuue
OCJIO)KHEHUH) KJIMHUYECKUH U 1ab0paTOpPHbIA KOHTPOJIb
MOXKET OBbITh 60Jiee YacThbIM [1-4].

8. JIEMEHUE BNTIACTHOI O KPU3A
NMPU TPAHC®OPMALIUM MIMH

BK MIIH sBasieTci TepMUHa/JbHOW CTajAueit 3aboJie-
BaHUA. Puck BK coctaBaser 1-4 % npu 3T, 3-7 % — npu
UIl u 9-13 % — npu [IM®. BK ycraHaBiMBawT NpHU
BbifABJIeHUU He MeHee 20 % 6/1aCTHBIX KJE€TOK B IepHu-
depuyeckol KpoBU MJIM KOCTHOM Mosre. [IporHos mpu
BK MIIH kpaliHe HeG/JaronpUsTHBIN: MoKasaTeaud 1- u
3-netHei OB He npeBbimaioT 20 u 5 % cCOOTBETCTBEHHO.
Ha Bb160p TakTuku Tepanuu npu BK MITH cymecTBeHHOe
BJIMSIHME OKa3blBalOT BO3PAcCT 6OJIBHOIO W COMYTCTBY-
fouie 3aboJsieBaHUS. Y TAlLMeHTOB C YAOBJIETBODPU-
TeJIbHBbIM 0011leCOMaTU4YeCKUM CTaTyCOM PeKOMeHAYeTCs
KypcoBasi XMMHOTepanusl N0 cXeMaM JieYeHHUs] OCTPbIX
JIelK030B, NpPUMeHeHHe T'MIOMEeTUJIMPYIOLUIMX areHTOB
B KOMOMHALMM C BEHETOKJIaKCOM M PYKCOJUTHHHOOM.
3ddeKTUBHOCTL MOHOTEPANIUU PYKCOTUTUHUOOM B dase
akcesiepauuu ¥ npu BK MIIH He noka3saHa.

K HacTosmeMy BpeMeHHM HeT KOHTPOJIMPYEMbIX
Wcclel,0BaHUM, N0 pe3ysJbTaTaM KOTOPBIX MOXKHO ObLIO
Obl oNnpesie/IMTh ONTUMaJIbHYI0 UHAYKLHOHHYIO XUMHO-
Tepanuto y nauueHToB ¢ BK MIIH. TeM He MeHee B K/IMHU-
YyeCKOW NpaKTHKe ONTHMabHON IPU3HaeTcs cleAyolas
cxema JiedeHuss BK MIIH: asanutuaun 75 mr/m? mn/k
B 1-7-#1 geHb nau genutadbu 20 mr/m? n/k B 1-7-1 ieHb,
BeHeTokJakc 200 Mr (gauamazoH 100-400 mr) BHyTpb
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Ta6nuua 22. Kputepumn KIMHUKO-reMaTonornyeckoro oteeTta npu mmenocpunépose (MM, noct-UM MO, noct-3T M)

Kputepui MonHbik oTBET YacTnuHbin oTBET MporpeccupoBaHue
CumnToMbI OtcyTcTBME — MosiBnexue
MHTOKCHKALIMK
CeneseHka He nanbnupyetcs YMeHblueHne pasmepoB = 50 % npu <10 cm YBenuyenue paamepos =50 % npn <10 cm
HIKE Kpasi peGepHoii ayru HUXe Kpas pebepHoii ayru
un uin
YMmeHbLuenne pasmepoB = 30 % npu =10 cm YBenuyenune paamepos = 30 % npn =10 cm
HIKE Kpast peGepHoii ayru HUXe Kpas pebepHoii ayru
[emorno6uH >120 r/n, gna 60nbHbIX CO  YBenuyenue = 20 r/n, Ho go ypoBHs < 120 r/n CHuxenue = 20 r/n
CTabubHBIM YPOBHEM MpU OTCYTCTBUM 3aBMCUMOCTY OT TPAHCHY3UiA  M/m
remornobuHa >10r/n, wan Bo3HWKHOBEHME 3aBNCMMOCTH OT TPAHCY3nii
He HYX/AatoLLmxcs CHuxeHue notpebHocTH B TpaHcy3usx =50 %  wam
B reMoTpaHCdy3msx [MoBbIWeHWe NOTPEBHOCTN B TpAHCY3NAX
> 50 % a5 60M1bHbIX, HYXAAOLWMUXCSH B HUX
JNeiikounTbl 4-10 x 10%n CHuxenne = 50 % 6e3 Hopmanusaumm npu neid-  PocT nokasateneii Bbille HOPMbI
kouuto3e (> 20 x 10%n) uin
unn CHWXeHune nokasaTtenei Huxe HopMbl,
MogbiweHue > 1x 10%/n 6e3 HopManu3auum He CBA3aHHOe C Tepanuen
npw nekonexun (< 4 x 109/n)
TpomboLmTbI 150-450 x 10%n CHuxenne = 50 % 6e3 Hopmanusaumum npu TpoM-  PocT nokasateneii Bbille HOPMbI

6oumtose (> 800 x 10%n)

win

nm

MoBbiwenue = 50 x 10%/n 6e3 HopmanusaLum

CHWXeHue nokasaTenei Huxe HOPMBbI,
He CBA3aHHOe C Tepanuen

npu TpomBoumTonerum (< 100 x 10%/n)

[MIM® — nepBuyHbIi Mrenodubpos; noct-UM MO — noctnoamuuteMnyeckuii Mmenoubpos; noct-3T MO — nocTTpomMbouUTEMUYECKMIA MUENO(UOPO3.

exxelHEBHO B 1-28-i1 feHb. [JINTENBHOCTb Tepanuu He
onpefieseHa. B cpeaHeM manueHThl NMoJay4aloT 3 LUKJA
(nmamasoH 1-9 nuk/a0B). BepoSTHOCTb AOCTUXKEHUS 06-
1Iero oTBeTa coctanJsieT 53 % [84].

AnnoTI'CK MoxeT nJlaHUPOBAaTbCA y NaALMEHTOB
MoJioxke 60-65 JIeT pU OTCYTCTBUU MPOTUBONOKA3aHUH.
J1s1 HUX 006s13aTe/IbHbl BbINOJHEHUWE TUIHPOBAHUA U
nouck goHopa. [IpoBepenue annoTI'CK Bo3MoxHO npu
JOCTH>KEHUU XPOHHUYeCKOH dasbl.

Y MOXUJIbIX MAaLlUEHTOB C MHOTOYMCIEHHBIMU COMYT-
CTBYIOUIMMH 3a60/ieBaHUAMU U ocJoxxHeHussMu MIIH
1leJleco06pa3sHO NMPOBOJUTDL CAEPKUBAKOLIYI0 Tepanuio
B MOHOpexuMe (LuTapabuH, 6-MepKaNTONYpHH, a3alu-
TUJUH, AelMTabuH), BO3SMOXXHO Ha3HaueHHUe TJII0KOKOp-
THUKOCTEPOHU/I0B B MaJIbIX Jl03aX. DTU Mepbl HallpaBJeHbl
Ha TOPMOXXeHHe pOCTa OMYXOJM U KylHpOBaHHe ee OC-
JIO)KHeHUH (NepesiMBaHMe KOMIIOHEHTOB KPOBHY, JiedeHHe
MHQEKIIMOHHBIX OCJ0XKHEHUN U AP.) C LeJIbI0 YAYYIIUTD
KavyeCTBO KU3HU NalueHTa [84].

9. CONPOBOAUTE/NIbHOE OBECNEYEHUE
NMPU XUPYPTUYECKUX BMELUATE/IbCTBAX
Y bOJIbHbIX MIMH

Y 6osbHBIX MITH cyiiecTBYeT BbICOKHM PUCK KaK TPOM603a,
TaK ¥ KpPOBOTeYeHHUsI BO BpeMs XUPYypruyecKux BMella-
TesbCTB. [lepes n1aHOBOM onepaluel 1eaecoo6pasHo Ha-
3HaueHMe MeJJMKaMeHTO3HOU Tepanui AJ/151 HopMaJu3aluu
NoKasaTeJiell KpoBU (YKc/a TPOMOOIUTOB U JIEUKOLUTOB,
KOHLIEHTpalluM reMoIJI00MHa, ToKa3aTe/sl FeMaTOKpUTa).
Bcem 60sbHBIM MITH npu mpoBefeHUU MJIAHOBBIX XUPYP-
rMYeCKMX BMellaTesJbCTB OTMEHSIOT aHTHArperaHTbl U
LMTOpeAyKTHMBHbIe NpenapaThl 3a 5-7 JHel 0 onepanuu
(B 3aBUCMMOCTHM OT ¢apMaKOKMHETHUKHU IpenapaToB).
B ciyyae pasBUTHUA MOCTCNJIEH3KTOMUYECKOT0 TpPOMOO-
LJMTO3a PeKOMEeH/I0BaHO Ha3HayeHUe IUTOPeAyKTHUBHbBIX
npenapaToB, YTO COKpalllaeT PUCK IOCJeoNepalMOHHbIX

ocioxHeHUi. [locsie onepauuy 0653aTeJbHO MPOBOAST
npodUJIAKTUKY TpPoMG00Opa3oBaHUs C  €XeJHEBHBIM
KOHTPOJIEM KOJIMYeCTBa TPOMOOUTOB. BceM GosbHBIM 3T
B IOC/I€ONEePaLMOHHbIA NEPUOJ PEKOMEHIYETCs Mpodu-
JIAKTHYECKOe BBeJleHHe HU3KOMOJIEKY/ISIPHBIX reNapyuHOB
(HMI). YuyuTbiBas, YTO NpU TPOMOGOLIUTO3E BhILLIE PHCK KAK
TPOMOGOTHYECKUX, TAK U reMOpPParuyecKux OCI0XKHEHHUH,
npyeM aHTHUArperaHTOB U LUTOPEAYKTUBHYI Tepaluio
BO30OHOBJISIIOT KaK MOXKHO OBICTpee IPH YCIOBUU YCTOH-
YUBOr0 TeMOCTAa3a U MOCJIe 32KUBJIEHUS OIepaldOHHbBIX
paH [115].

10.TPOMBOTUYECKHUE OC/IOXXHEHNSA
U UX NNEYEHUE Y BOJIbHbIX MIH

TpoM603bl, TPOMOG03IMOOIUU U KPOBOTEUEHUS SIBJIS-
I0TCs Hau6oJiee TUTMYHBIMU OCJI0’)kHeHussMU MITH.
Tpom6oTHYeCcKHe 0CI0KHEHUS:
® UHCYJbT/TPaH3UTOpHbIE HIIeMUYEeCKHEe aTaKY;
® OKKJIIO3UM apTepUH UJIH BeH CETYATKY;
® HapylUleHUs IPOXOAUMOCTH KOPOHAPHBIX apTepUii;
® 5MO0JIMs JIETOYHOM apTepuy;
® TpoMO603 [eYeHOYHO! UM BOPOTHOU BEHBI;
® TpoMO603 IM1y6OKUX BEH;
® 3puUTpOMeJaarus.
®akTophkl pUCKa (CBS3aHHbIE C NALlUEHTOM):
Bo3pact > 60 JieT;
TpoM603bl B aHaAaMHe3e€;
4ucJsio TpoMGonuToB = 1500 x 10°/1;
M36bITOYHAS Macca TeJa;
HaJInuue cepiedyHO-COCYAUCTbIX GaKTOPOB PU-
cKa (KypeHue, apTepraJjibHas TUIlepTeH3us, TU-
nepxoJjieCTepUHeMUs);
KypeHHue;
Hajnyue TpoM6oduandeckux GpakTopoB pUCKa
(bakTop V JleitgeH, antudochosunugHble aH-
TUuTea) [45].
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Ta6nuua 23. Yactota 06CcnegoBaHNs NaLMEHTOB C NEPBUYHBIM MUENONOPO30M

WUccnepoBaHue

MepuoagunuyHocTb

C6op aHamHe3a 1 Xano0bbl Npu 3a601€BaHUAX CUCTEMbI KPOBU
Bu3yanbHblii 0CMOTP, NanbnaLms, ayckynbTaums
OnpocHuk MMH10

OO6LLWIE KNMHUYECKWiA aHANN3 KPOBU C NOLACHETOM NIENKOLMUTAPHOI thop-
mynbl, onpegeneHunem CO3, npOCMOTPOM Ma3Ka KPOBM ANS aHanu3a
0co6eHHOCTEN MOPONOrNM IPUTPOLUTOB, TPOMOOLIUTOB 1 NIEAKOLUTOB

MccnenoBaHue ypoBHS MOYEBO# KUCNOTbI B KPOBU, ONPEAENEHNE
aktuHoctn JIA, ACT u AT, ypoBHs C-peakTuBHOro 6eska

PaclumpeHnHas koarynorpamma

MonekynspHo-reHeTu4ecKoe uccnefoBaHue MyTauui B reHax F2, F5, F7,
F13A1, PAI1, MTHFR, MTR, MTRR

WccnenoBaHme ypoBHS heppuTvHa 1 Xenesa CbiBOPOTKM

Onpegenexve ypoBHS 3pUTPONO3TUHA B KPOBU

MonekynsipHo-reHeT4ecKoe MccnefoBaHne MapkepoB Ph-HeratuBHbIX
MIH (MyTaumu B reHax JAK2, MPL, CALR)

MonekynspHo-reHeTu4yeckoe nccnefoBaHme Mytaumi B 12 3K30He reHa
JAK2 B KpoBM

MonekynsipHO-reHeTMYECKOE UCCNEA0BAHNE TOUEYUHbIX MYTaLMiA B reHe
BCR::ABL1 (xuMepHblii reH, 06pa3oBaHHbIi CIMsHUEM 061acTy
KnacTepa pa3pbiBOB Ha XpPOMOCOMe 22 1 reHa ABL-TUPO3MHKKUHA3bI
Ha XxpoMocome 9)

MonekynspHo-reHeTueckoe nccnefoBaHmne Mytaumii B reax ASXLT,
EZH2, TET2, SRSF2, SF3B1, IDH1, IDH2 B 610NCUitHOM (ONepaLnoHHOM)
matepuane

Lintorenetnyeckoe nccnepoBaxne (KapuoTun) KOCTHOrO MO3ra

Onpepenenve aHtuten K 6neaHoi Tpenoneme (Treponema pallidum)
MMMYHO(ePMEHTHbIM METOAOM B KPOBM UK C MOMOLLbIO HeTpeno-
HeMHbIx TecToB (RPR, PMI) (kauecTBeHHOE M NONYKONNYECTBEHHOE
1CCNeaoBaHnsl) B CbIBOPOTKE

Onpepenenve aHtuten knaccos M, G (IgM, IgG) k BUY-1 B kpoBm

Onpepaenenne antuten knaccos M, G (IgM, 19G) k BUY-2 B kposu

Wccneposanus Ha renatutsl B u C: onpefenexve noBepxHOCTHOrO
aHTureHa (HbsAg) Bupyca renatuta B B KpOBM 1 aHTUreHa BUpyca
renatuta C B KPOBM

Y3W opraHoB 6ptoLLIHO NONOCTH, MOYEK, HAANOYEYHUKOB, TUMGATUHECKMX
Y3108

,U,yI'II'IeKCHOG CKaHUPOBAHWE HWXHE NONo BEHbI U BEH NOPTanbHOM
CUCTEMBI

[lynnekcHoe ckaHupoBaHue 6paxuoLeanbHbIX apTePUii C LBETHLIM
AONNNEPOBCKUM KapTUPOBAHNEM KPOBOTOKA

[onyyeHune ructonornyeckoro npenapara KOCTHOrO MO3ra METOA0M
TPEenaHoOMoNCumn U3 NepeaHet nnn 3agHen BepxHeit oCTv rpebHs
MOAB3LOLLIHON KOCTM C NOCNEeAYIOWNMN TUCTONOMMYECKUM U TUCTOXUMHU-
YECKUM UCCNeaoBaHNAMM

KT nnn MPT opraHoB GpIOLLHON MONOCTU C KOHTPACTHLIM YCUNEHNEM

o3arac

KT, IxoKI

Mpv nepBMyYHOM 06pALLEHNN NALMEHTA
[pu kaxgom obpaLyeHum
ExeHefenbHo (NauneHT 3anonHIeT ONPOCHUK CAMOCTOATENbHO)

B nepvon nepBuYHON AMarHoCTuKM, 3aTeM He pexe 1 pasa B 3 Mec.
WY Yalle B COOTBETCTBUM C YPOBHEM TPOMOOLIMTOB, 1ENKOLMTOB,
remornobuHa

B nepunop, nepBUYHON AMarHOCTUKK, 3aTem He pexe 1pa3sa B 6 mec.
npu HabnoAeHnM 1 He pexe 1 pa3a B 3 MeC. Npy LUTOPEAYKTUBHOIA
Tepanuu

B nepuoa nepBuYHON ANarHoCTUKK, fanee — no KAMHUYECKUM
NOKa3aHUAM

OAHOKPATHO NpY yKa3aHUW Ha TPOMBOTUYECKMe COBbITUS B aHaMHe3e,
NPy OTArOLLEHHOM CeMeiiHOM aHaMHe3e

C AMarHoCTMYECKOIA LieNblo, fanee — Npu PasBUTAN aHEMUM, CHUKEHUM
remorsio6uHa Ha 20 r/n oT UCXOAHOTO0, MOABEHNN KNNHUYECKUX
MPU3HAKOB TKaHEeBOro AeduuunTa Xenesa

[ns BeputukaLmmu anarHosa, a Takxe npv HaGIOAEHNUN B Cy4ae
Pa3BUTUS aHEMUM
B nepvop nepBUYHON ANArHOCTUKM

B nepunop, nepBUYHON AMArHOCTUKN TOMbKO NPK OTCYTCTBUM MyTaLMm
V617F B reHe JAK2

[pu npoBegexunn anuddepeHuUManbHON AMarHOCTUKK C XPOHUYECKUM
MUEeNONAHbLIM NeiiKo30M

OnHOKpaTHO NpyY NPUHATUM pellenns o npoBeaerun annoTl CK

OJHOKPATHO NPY NPUHATUM peLLeHns o npoBeaernn annoTl CK
lMepen npoBefeHNEeM MHBAa3UBHbIX MaHUNYNALMUIA

B nepuopn nepBnyHON AnarHOCT1KK, 3aTeM He pexe 1pasa B rog,
OONONTHUTENbHO — NO KNIMHNYECKUM NMOKA3aHUAM

Mpu NoA03peHNM Ha TPOMGO3 BOPOTHOI BEHbI, BETBE BOPOTHOM
BEHbI, CENIE3EHOYHO BEHbI, BEpXHei 6pbhkeeyHOn BeHbI. pu
NoATBEPXAEHNN TPOM6O3a He pexe 1pa3a B 12 mec., yalle —
MO K/MHNYECKUM NOKa3aHNAM

B cnyyae uedanruyeckoro cuHapoma. MNpu BoiSBAEHUM aTePOCKe-
POTUYECKOrO MOPaXeHMs cocynoB He pexe 1 pa3a B 12 mec.,
yalle — no KIMHUYECKUM NOKa3aHMAM

B nepuopa nepBMYHO AMArHOCTHUKK, Aanee — NPy NOSIBIEHWN NpU-
3HaKOB, CBUAETE/LCTBYIOLMX O NPOrpeccupoBaHny 3a6oneBaHus
(aHemus1, neikounTo3, CABUT NeiikoumnTapHon opMynbl BNEBO,
noBblweHne aktueHoctv JIAI, nosiBneHne cnneHomeranum)

[Tpn nogo3peHnn Ha TPOMGO3 B COCYAAX NOPTaNbHON CUCTEMDI,
nHapKT ceneseHku. Mpn noaTBepxaeHM TPOMO03a He pexe
1 pa3a B 12 mec., Yale — No KAMHUYECKMM NOKa3aHWUaM

OAHOKPATHO MY CMIEHOMEranuu 1 UCKIOUYEHNUS HAJIMUNS BAPUKO3-
HOrO pacLUMpeHus BEH

I'Iepep. npoBeeHNEM MEeINKaMEHTO3HOr 0 JIeYEHUA, NpU CMEHE Tepannun

RPR — aHTMKapAMONMNMHOBBIN TECT (TECT ObICTPbIX NNa3MeHHbIX pearnHoB); A/IT — anaHMHamuHoTpaHcdepasa; annoTl CK — TpaHCnnaHTauns anioreHHbIX
remomno3Tnyeckux cTBonoBbIx knetok; ACT — acnaptatammHoTtpaHctepasa; JIAI — naktataerngporerasa; MIMH — muenonponndepatmBHoe HOBOOGPa3o-
BaHue; PMIT — peakuus mukponpeumnutaumm; ®3MAC — dubpoazodaroractpoayoneHockonusi; IxoKIm — axokapanorpadms.
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®axkTops! pucka (cnenududHbie s MITH):

® OuoxuMuyeckue U QYHKIMOHaJbHble Hapyllle-
HUS TPOMOOLUTOB;

® [OBbIIIeHHe YHCJIA IENKOLUTOB U UX aKTHUBaLUS;

® Hasuuue MyTtauuu JAKZ2 V617F wau ppyroro
MapKepa KJoHaJabHOCTH [116].

KpoBoTeueHus1 Hab10AaI0TCsl IPU JIF060M YK C/le TPOM-
6OLMTOB, HO 0COGEHHO YacTo npu TpoMboruTose (> 1000 x
107/n). Mpuem HIIBII, B nepByto o4yepesb alleTHICATUIIM-
JIOBOM KUCJIOTBI, TOBBIIIAET PUCK KpoBOTeueHUH [117].

[IprobpeTeHHbIN cUHAPOM Buiiebpanaa — HeyacToe
ocnoxkHeHne MIIH. XapakTepHbl BbIpaXKEHHBIA TPOMOO-
LIJUTO3, HOpPMaJIbHOe WJIM yBeJHYeHHOe BpeMsi KpOBOTe-
YeHHs, HopMaJibHas KoHIeHTpauus ¢pakropa VIII u pakTopa
BusniebpaH/ia py CHIXKEHHOW PUCTOLIETUH-KOPAKTOPHON
aKTUBHOCTH, CHIDKEHHE CIOCOOGHOCTHM TPOMOOLUTOB K
CBSI3bIBAHMIO C KoJlJlareHoM. KpoMe TOro, B KpOBM yMeHb-
11aeTcsl KOJIMYECTBO BbICOKOMOJIEKYJISIPHBIX OJIMTOMEDPOB
¢dakTopa BuinebpaHja BIVIOTh [0 UX HCUE3HOBEHMS, YTO
MOXXHO OLIMOOYHO NpUHATH 3a Il Tunm 6Gosieanu Busuie-
6paHza. /[lepUUUT BBICOKOMOJIEKY/IAPHBIX OJIMTOMEDPOB
dakTopa BuiebpaHza — OCHOBHasl MPUYMHA KPOBOTOYH-
BOCTH, IpUYeM, 4eM Bblllle KOHLEHTpaLKs TPOMOGOLUTOB,
TeM MeHbllle B KPOBU BbICOKOMOJIEKY/IIPHBIX OJIU[OMEPOB
Y TeM Bblllle pUCK KpoBoTeueHui [118]. [Ipeanosaraercs,
YTO Tepamnusi U CHIKEHHE YU C/Ia TPOMOOLMTOB YMEHbLIAI0T
puck TpoM6030B npu MIIH. IIpodunaktTuka TpomMb6006Gpa-
30BaHMs C MOMOLIBI0 aHTHArperaHTOB (MpenapaToB ale-
TUJICAJIMLIMJIOBOM KHUC/IOTHI) NIOKa3aHa BceM 60J1bHbIM MITH
[101]. IlpuBnekaTe/NbHON MEPCIEKTUBOM /1151 YMEHbILEHUS
pHcKa TPOMGO30B ABJISIETCS UCIO0JIb30BaHUE UHTMOHUTOPOB
JAK2, B 4acTHOCTM pYKCOJUTUHMOA. B 2 mpoBejeHHbIX
kauHu4Yeckux ucciaegoBanusax (COMFORT-I u COMFORT-II)
PYKCOJIMTHHUO 3HAUMMO CHMXKaJ YHUCJIO JIEHKOLUTOB U
TPOMOOLMTOB C OAHOBPEMEHHBIM YMepPEeHHbIM CHHXXeHUEM
asiesbHOM Harpy3ku JAK2 V617F [97, 98]. Bropuunas
npodunakTuka (mocje yKe C/AyduUBIIErocs TpoM603a)
CBOAUTCA K HOpMa/IU3alLMy NOKa3aTeslell KPOBH, CUCTEMbI
CBEPTbIBAaHUA M Ha3HAYeHUIO N0 MOKa3aHWAM MNPAMBIX U
HeNpsIMbIX AHTHUKOAry/JsIHTOB I0J KOHTPOJIEM CHUCTEMbI
cBepThIBaHUs [116].

11. MUENIONPOJINOEPATUBHDIE
HOBOOBPA30BAHUA U UHCYJIbT

WHCcynbT — BaxkHeHIIasi MeJUKO-COLMalbHas NpobJieMa
COBpeMeHHOCTH, B 88 % ciydyaeB npejcTaBJeHHas
yuieMuyeckMMU GopMaMU HapylleHUss MO3roBOro Kpo-
Boo6pauenuss (HMK). Bricokas pacnpocTpaHeHHOCTb
WHCYJIbTa cpey nauueHToB ¢ MIIH, no pasHbIM JaHHBIM,
koJsieb6setcsa ot 5 fo 20 %. Kpome Toro, 6os1ee paHHUH
nebrot HMK, yame y MosobIx MalMeHTOB (MejuaHa
Bo3pacTa 49 jeT), JUKTyeT Heo6XOAMMOCTb MepONpHu-
STUH 10 IPeBEHTUBHOM MarHOCTHKe U IepBUYHOM IPO-
dunaKkTUKe yXe Ha CaMbIX PAaHHUX, HayaJbHbIX 3Tamax
reMaToJioruyeckoro 3abosieBanus [119, 120].

11.1. KnuHuka HapyLleH1si MO3roBoro KpoBoo6palleH1s

HNmemuyeckne HMK y naguenTtoB ¢ MIIH otinyaroTca
BbIPQ)KEHHOM TeTepOoreHHOCTbI0 C TOYKU 3peHUs] HX
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reHesa. B kayectBe npuyunsbl nmeMudeckux HMK moryt
BBICTYIATh:
® aTepoTpoMOOTHYECKas OKKJIIO3UsA O HOH U3 BeT-
Bell MarucTpasbHbIX apTePUi r0JI0BHOTO MO3Ta C
dopMupoBaHHeM HHPAPKTOB B 30He KOMIIpOMe-
THUPOBAHHOM BacKy/sipu3aliuy U COOTBETCTBYIO-
IIMM HEBPOJIOTUYECKUM AePULIUTOM;
® apTepuaJibHas TMIEpPTeH3Us C pa3BUTHEM Ha ee
doHe apTepuoCKJiepo3a BHYTPHUMO3TOBBIX ap-
TepuH, NPUBOAAILUX K JIAKYHAPHOMY HUHCYJbTY
WJIM HapylleHUsM CUCTEMHON reMOJMHAaMUKHU C
peasusanuel B reMoOAMHAMUYeCKUI HHCYIbT;

® KapAu03MO0JMYeCKUH NMOATUI NMOpaKeHUus ro-

JIOBHOT'O MO3ra I1pY CONYTCTBYOILel NaToJOTUH
cepjua.

B nopaBssiomieM yucie HabGJaWOJeHUH UHCYJIBT MU
MIIH pa3BuBaeTcs MO TUIY TE€MOPEOJIOTHUYECKOH MHU-
KPOOKKJIIO3UM B pe3ysbTaTe CMellleHUsl COOTHOLIEHUs
$OpMeHHBIX 371IEMEHTOB KPOBU U IJIa3Mbl (TeMaTOKPHUT),
a Tak)Xe M3MeHeHUsl KPOBOTOKAa B MHTpalepebpalbHbIX
apTepusix C IHocjaefylolledl HuleMHU3anueldl TOJOBHOIO
Mo3ra. Hepenko KopkoBasd JiOKaJu3aldsl 0O4aroB
B CUCTeMe KapOTHJHOro GacceiiHa B 30HaX CMEXHOIO
KpPOBOCHab>eHUs NpoTeKaeT 6eCCUMITOMHO — I10 THUIY
«HeMblx» HHOapkToB [121]. TpaH3uTOpHbBIe UIIEMHU-
yecKUe aTaKu peasu3yloTcs B 3THUX Ke COCYAUCTBIX CH-
CTeMax 10 aHaJIOTUYHbIM MeXaHHW3MaM, HO OrpaHHUYeHbl
24-4acoBbIM HHTepBaJOM M OTCYTCTBHeM HHPapKTa
Mo3ra npu HeiipoBusyanusanuu [122, 123].

Y naguenToB ¢ MIIH HepeAKHU U HapylleHUSA BEHO3-
HOT'0 KpOBOOOpallleHus: lilepebpabHble BeHO3HbIE TPOM-
603bl, TPOMO03bl BEHO3HBIX CMHYCOB C KJIaCCHUYeCKUMH
nposiBiieHusiMU [124, 125].

WHCynbT MOXeT ObITb MepBbIM KJIWHUYECKHUM IpO-
siIBJleHHeM OCHOBHOTO reMaTOJIOTHYeCKOTro 3a60/eBaHus
[126]. OpHako yale Bcero nepebpajsbHble CUMIITOMbBI
(uedanrusa, roJIOBOKpy:KeHHe, TOLIHOTA, 4YYBCTBHU-
TeJibHble W/WJIWA [JBUTaTesbHble HapylleHUsi) MOryT
MaCKUPOBaThCs 061el acTeHu3anueit nanuestos ¢ MITH
Y CBOEBPEMEHHO He paclo3HaBaThCsl.

11.2. AHrMoHepoBM3yaIM3aLUOHHbIE
xapakrepuctnkn HMK

Oco6eHHOCTh HeWpoBU3ya/sU3alUKd Yy MalUeHTOB
reMaToJIOrHYecKoro npouis onpejeiseTcs npeuMyiie-
CTBEHHOM CyOKOPTUKAJbHOW JIOKa/JU3alUel 04aroBbIX
W3MEHEHUH U OTHOCUTEJILHO BbICOKON YacTOTOM TaK Ha-
3bIBaeMbIX HeMbIX UHAPKTOB r0JIOBHOTO M03ra IOMHUMO
cuMnToMHbIx HMK. Pa3BuTHe 0o4aroBbix U3BMEeHEHUH CO-
CYAUCTOTO TeHe3a B BellleCTBe T0JIOBHOI'0 MO3Ta CBSI3aHO
co cHMKeHUeM nepdy3uu (HeJ0CTaTOUHBIA KPOBOTOK) U
npejapacnojaraeT K KOCTHUTUBHOM AUCOYHKIUH, KOTOpas
TaKXXe paclieHMBaeTCsl KaK XpOHUYeCKasl Liepe6poBacKy-
JITpHasi MaTOJIOTUs.

11.3. NMatoreHetnyeckas tepanus HMK
[Ipu pasButuu octporo HMK ocHoBHBIMHU cTpaTe-

rMYEeCKUMHM HANpPaBJEHUSMH SBJAIOTCI penepdysus
U Helponporekuus. K penepdpy3moHHBIM MeTOJHKaM,
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HMMEIOLIUM CBOEH LieJIbI0 BOCCTAaHOBJIEHHE WUJIM YCUJIEHUE
KPOBOTOKA I10 COCYZaM B 06JIACTH MOBPEXIEHHUS, OTHO-
CATCSA aHTUTPOMGOTHYECKAs TeMOKOPPEKLIUSI U aHTUOXU-
pypruyeckve MeTOJbl BMeLIATeJbCTBA. AHTUTPOMOOTH-
YyecKasi TeMOKOPpPEeKL s BKJ/IYaeT MeAUKaMeHTO3HbIN
TPOMOOJIM3UC HPU OTCYTCTBUH IPOTHUBOIOKA3aHUH,
HOPMaJ/IM3aLUI0 TEMOPEOJIOTUYECKUX U TEMOCTAaTUYECKUX
CBOMCTB M aHTUTPOMOOTHYECKOTO pe3epBa COCYAUCTOH
CTEHKH C MIOMOLIbI0 aHTUKOATY/ISIHTOB, aHTUArPETAHTOB,
reMOJWJ/IIOLINY, Ba30aKTUBHBIX CPEJCTB, aHTHO- U 3HJ0-
TEeJMONPOTEKTOPOB. K aHTHOXUPYpPruyeCcKUM MeToAaM
OTHOCSITCS KapOTHUAHAsS 3HJAPTEPIKTOMUS, TPAHCIAIOMHU-
HaJIbHas1 6a/IJIOHHAsI aHTUOIJIACTHUKA CO CTEHTUPOBaHUEM
COHHBIX apTepuH, MexaHHUYecKas TPOMOGOIKCTPAKLHUS,
TPOMOOJIMTUYECKAS TEPANUs C NOCAeAYOIUMU SH/0Ba-
CKYJIIPHBIMH BMEIIATEIbCTBAMHU.

HeliponpoTekuusi — 3TO J06ble MeTOZbI 3alUThI
rOJIOBHOTO MO3ra OT rH6esId B pe3ysbTaTe HlleMUU (Hel-
POHONPOTEKILHsI, [JIMONPOTEKIHS, BACKYJIONPOTEKI ).

11.4. TakTMKa BejeHUAa 60NbHbIX

Ecnu y nmauuenTta ¢ MIIH mpucytcTByeT J1060H U3
NepeyrcaeHHbIX HH)Ke CUMIITOMOB:

® TroJIoBHad 60Jib,
roJIOBOKPY>KeHHUe,

OHeMeHUe U/UJIH CJ1aboCThb B PyKe U HOTe,
npexoAsiliie HapylleHus 3peHus,
HapyLIeHUsl CO3HAHU4,

peKoMeH/lyeTcsl CJeiyIOIUN aJITOPUTM KOMILJIEKC-
HOTO0 06C/IeI0BaHUS:

1) KoHCy/abTaLUsA M HabJwJeHue HeBpoJiora B IIPo-

buabHOM yupexaeHuH, BoinoHeHue MPT roJios-
Horo mosra B pexxumax T2, T2 FLAIR, T1, T2*/SWI,
DWTI; npu nofo3peHuu Ha guccekuo — T1-B3Be-
meHHoe ckanupoBaHue u 3D-TOF-anruorpadus;

2) [JymJeKCcHOe CKaHMpOBaHWe MarucTpPasbHbIX
(6paxuonedanbHbIX) apTeEpUl € OLIEHKON Ha-
JINYUSA U CTelleHU aTepoCKJepOoTHYeCKoro nopa-
YKeHUS;

3) anekTtposHuedanorpadus;

4) cyTO4YHBIA MOHUTOPHUHT A/];

5) 3xoKT, npu nos03peHUn Ha HAJUYUE OTKPBITOTO
OBaJIbHOTO OKHa — BbINOJIHEHHWE TPAaHCKPAHU-
alibHOU Jonmuieporpaduu ¢ 3MO6oJofeTeKIUuen
JLJIs1 AMAarHOCTUKU LIYHTA ClIpaBa HaJleBo.

Puck pasButua HMK y napuentoB ¢ MIIH pesko
BO3pacTaeT NpPU HaJU4YUM OJHOTO WJIM HECKOJbKUX U3
cneayomux GakTopos:

® apTepuaJibHas rUNepTeH3Us;

® aTepoCKJiepo3 MarucTpaJjbHbBIX
dasnbHBIX) apTepuid;

® caxapHblil [uabeT;

® OXUpeHUe/MeTaboJNYEeCKUN CUHIPOM;

® HapylleHUs pUTMa cepjlia, NAaTOJOTUs KJjama-
HOB;

® HacJjeJCcTBeHHast TpoM60bUIUS;

® apTepuaJibHble U BEHO3Hble TPOMOO3bl B aHaAM-
Hese;

® Bo3pacT > 60 JeT.

MIIH mnpenacTaB/sioT cO60M TPYAHO AHArHOCTUPY-
eMyl0 TpPUYUHY LiepebpajbHbIX TPOMOOTHYECKUX CO-

(6paxwuore-

K/TMHNYECKAA OHKOTEMATO/ON 4

ObITUH. Bbicokass ocBeZjOMIEHHOCTb Bpadyel pa3/IMYHbIX
crieljMajJbHOCTEH Heo6XoJHMMa /AJs BbIIBJEHHS OCHOB-
HOTO IeMaToJIOrMYecKoro 3aboJsieBaHUsl y NMAllUeHTOB C
YCTOMYMBBIMU U3MEHEHUsIMU B 0011leM aHa/IM3e KPOBH.

[TauneHTaM ¢ 1epe6GpajJbHbIMHM BEHO3HBIMU TPOM-
603aMM peKOMeHJyeTCs Tepanus aHTUKOaryJsHTaMH
11 mpueMa BHYTpb (puBapokcabaH WM JabuUraTpaH)
B TeueHUe KaK MUHUMYM 6 MecC. IpU OTCYTCTBHUU IpO-
TUBOIIOKa3aHUM. Pelllenue o 6ojiee JUTeJbHOM Ha3Ha-
YeHUHU aHTHUKOAry/JsiHTOB IPUHUMAETCs 10 IOKa3aHUAM,
006yCJI0BJIEHHBIM [€eMaTO0JI0rMYeCKUM 3ab0JieBaHUEM, ITPU
y4acTHH CllelluaIMcTa o reMocTasy.

B HacTosillee BpeMs HeT CIleliMaJbHbIX PEKOMeH-
Januit no rpom6oau3ucy y nanueHton ¢ MITH. [lokazanus
COOTHOCSITCA C OOGIIeNPUHATHIMU peKOMeHJALUAMU 1O
MpOBEJIEHUI0 TPOMOOJUTUYECKON Tepanuu [127].

11.5. Npodunakruka HMK

C uenbio nepBuyHOM npodunaktTuku HMK 60sbHBIM
MIIH ¢ BBICOKMM PHUCKOM pPa3BUTHUA HLIEMUYECKOrO0 HH-
CyJIbTa WJIH JPYTUX TPOMOOTHUYECKUX COOBITUI pEKOMEH-
JlyeTcsl NpHeM alleTU/ICaJUIMJI0BON KUCAOThl B MaJsbIX
no3ax (75-100 mr/cyt BHyTpb). [Ipy Ha/MUYUM HHBIX
Nmoka3aHui (B 4yacTHOCTH, PUOPUISALMU Tpejcepauit)
cleayeT OpPUEHTHMPOBATBHC Ha NPOPUJIbHBIE KJIWHUYe-
CKHUe peKOMeH/Ialliu 1o nepBUYHOU npoduiaktuke HMK.
Hanpumep, npu ¢ubpuIaLUU npejcepAuil Ha3HAYaT
AHTUKOATYJSHTBI B OTCYTCTBHE BBICOKOI'O pHCKa KPOBO-
TeyeHuH [128].

BropuyHas npoduiakTHKa HeKapJH03MO0IUYeCKUX
HMK y nauuentoB ¢ MIIH npeanosiaraet paccMoTpeHue
BOIlpOCAa O MeJAUKAaMeHTO3HOM JieYeHHUU OCHOBHOIO
reMaToJIOrM4ecKoro 3aboJieBaHUsl C OJHOBpPEeMEHHbIM
NpHYeMOM aleTU/ICATUIMI0BOM KUCJAOTHI B MaJbIX J03ax
(75-100 Mr/cyT BHYTpbD).

KnioyeBbie nosnoxeHus

® Banroputm o6enesoBanHus 6oabHbIx MIIH c ne-
JIbIO OLIEHUTD LlepeOpPOBACKYASAPHBIN CTATYC pe-
KoMeH/yeTcs Bka4yeHrue MPT rosioBHoro mosra
JUIsl UCKJIFDUEHU S «kHeMbIX» UHPAPKTOB, a TaKXKe
HaJIMYUsI MHOXECTBEHHbIX 04aroB COCYJUCTOTO
resesa.

o IIpu BbIsIBJIEHUHU LlepebpPOBACKYISAPHON CUMIITO-
MaTuK4 y nanueHToB ¢ MIIH B o6s13aTesibHOM
nopsi/ike Heo6X0UMO 006€eCIeYUTh COBMECTHOE
BeJleHUe 60JIbHOTO reMaToJIOTOM U HEBPOJIOTOM.

12. MUENIONPOJINOEPATUBHDIE
HOBOOBPA30BAHUA U BEPEMEHHOCTb

12.1. NMnaHupoBaHne 6€peMeHHOCTU Y NaLUEHTOK
¢ MMH

YuuTbiBass BBICOKMHA PUCK NpepbiBaHUs OepeMeH-
HOCTHU U ee OCJI0XXHEHUH, 6epeMeHHOCTb Y NalUEHTOK C
MIIH no BO3MOXHOCTH JJ0/KHA ObITh 3allJlaHUPOBaHa U
paspelteHa remartoJsioroM. XKenwunel ¢ MIIH, koTopeie
IJIAaHUPYIOT 6epeMeHHOCTb, [JOJ/KHbI HaAGJII0aThCs
COBMECTHO TI€eMaTOJIOTOM, HMEIOIMM OIBIT BeJEHUS
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NalMeHTOK BO BpeMsl 6epeMeHHOCTH, U aKyllepoM-THHe-
KOJIOT'OM /IJ151 OLieHKH PUCKOB OCJIO)KHEHUH IpU 6epeMeH-
HOCTH W COIJIAaCOBAaHHOIO Ha3HaueHUs1 HauboJiee ONTHU-
MaJIbHOTO JiedeHHUs. B 3aBUCUMOCTH OT pUCKa COCYAUCThIX
OCJIOKHEHHH y MaTepu Y NAaTOJIOTMU NIpU 6epeMeHHOCTH
CYLIEeCTBYIOT pa3J/iMyHble BO3MOXXHOCTH JIeYeHHUS — OT
Ha3HayeHUsl aHTUarperaHtHou tepanuud, HMI' no UOH
a-2b. [ln1anrpoBaHue 6epeMeHHOCTH peKOMeH/IyeTcs Py
JOCTHXKEHHUU KJIMHHUKO-reMaToJ10rM4ecKoi KOMIeH caluu
MITH. ¥ KeHILMH C NMOpPTaJbHOW runepTeH3ued BOIpOC
0 BO3MOXXHOCTH 0OepeMeHHOCTHM Heo6XOJMMO pellaThb
COBMECTHO C aKylllepoOM-TUHeK0J10I0M, NTPOPUIBHBIM XU-
pyprom, rernaTojioroM 4 reMaTo/IOrOM IOCJ€e KOMILJIEKC-
HOro o6c/efoBaHUs GOJIbHOM, BKJIIOYAIOLIEro IMpoBe-
nenue ®IT/IC u Y3U cocynoB nopTaibHOU cucTeMbl. [Ipu
NJIAHUPOBaHUU 6epeMeHHOCTH BceM ManueHTkaMm ¢ MITH
peKoMeHJyeTcsl KOHTPOJIb HCXOLHOTO0 YPOBHS TpPoMG6oO-
uuToB (*kesnaTtesbHO < 400-600 x 10°/s1) u reMmaTOKpUTA
(< 45 %). Heo6xoMMO TaK:xe MPOBOJAUTH UCCAe0BaHUE
OCHOBHBIX INapaMeTpoB CHCTEMBbI TIeMOCTas3a, AuarHo-
CTUKY aHTHU)OCHONUNUAHOTO CHHAPOMA U OIpesiesieHre
MyTallU¥l TeHOB, CONPSKEHHBIX C HacJeACTBEHHbIMU
TpoM60dUINAMU BbICOKOTO pHcka. Eciy nanueHTka npu-
HUMaeT LUTOpeAyKTHUBHbIE NpenapaThl (FMApPOKCUKap-
6amup, 6ycysnbdaH, aHarpeaus v ap.), To AJist UCKJII0YeHUs
TepaToreHHbIX 3QPeKTOB yKa3aHHbIe Bblllle penapaThl
cleAyeT OTMEHUTD 3a 3 MecC. 10 3a4aTHs, TO Ke KacaeTcs U
oTLOB. [/ NojJep:kaHUs YUcIa TPOMOOLUTOB He BhIllIe
400 x 10% 3a 3 Mec. 10 6epeMEeHHOCTH MOKa3aHO Ha3Ha-
YUTb LMTOPESYKTUBHYI Tepanuio npenapatamu WOH
a-2b. BceM keHIIMHAM peKOMeHJAyeTCsl HadyaTb aHTHU-
arperaHTHyI0 Tepalui0 aleTU/ICAJUIUI0BON KUCIO0TON
B MaJibix Jjo3ax (50-100 Mr/cyT) 3a 3 Mec. 10 MJIaHUPY-
eMoil GepeMeHHOCTH. [IpyM HaJW4YHUMU [JONOJHUTESbHBIX
dakToOpoB TpoMOOPUINHU U TPOMOO3aX KPYITHBIX COCYZ0B
B aHaMHe3e, 00yCc0BJIeHHbIX HainuueM MIIH, pekomeH-
JlyeTcsl IPOBECTU aHTHUKOAry/JAsiHTHylo Tepanuio HMI B
npodUIaKTUIECKUX HUJIH JieueOHbIX A03ax [129].

12.2. bepemeHHocTb npu MIMH

BepeMeHHble M >KeHILHUHBI, KOTOpble XOTAAT HUMeTb
JleTell, 06pa3ylT 0CcoOyI0 Tpynny cpefd MalueHTOB C
MIIH, mockoJIbKy Bblpa)KeHHasl THMIlepKoaryJsius, ooy-
cnoByeHHass MIIH Ha ¢oHe GepeMeHHOCTH, CBsI3aHa He
TOJIbKO C pa3BUTHEM BEHO3HbIX TPOMO03MOOJIMYECKUX
ocnoxkHeHu#t (BT30), HO U Cc penpoAyKTHUBHBIMHU MOTe-
psAMM Ha paHHUX CpoKaX. B 3aBHCHMMOCTH OT BpeMeHHU
MOCTAaHOBKH JIMarH03a BO3MOXHbI C/Ie[yIolljie BApUAaHThI
6epemMeHHOoCcTH npu MITH:

1) GepeMeHHOCTb NIpU paHee ycTaHOBAeHHOM MIITH;

2) BmepBble guarHoctupoBaHHoe MIIH Bo Bpems

6epeMeHHOCTH.

12.3.Tpynnbl pucka No pa3sBUTUIO OC/IOXHEHUM

Kenuu c MITH Bo BpeMsi 6epeMeHHOCTH MOXKHO pas-
JleJINTh Ha IPYNIbl BBICOKOI'O ¥ HU3KOT0 PUCKA Pa3BUTHA
ocsiokHeHUH. K rpymnne BbICOKOTO pHcKa OTHOCATCS Ge-
peMeHHbIe, eC/IM IPUCYTCTBYET OJUH W3 NepeducIeHHbIX
HUKe GpaKTOpOB.
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1. IlpepuecTBylolpe TPOMOOTHYECKHE  OCJOXK-
HeHUs (BEHO3HbIM WM apTepUalbHbIA TPOM6OO3,
KpPOBOTEYeHHs IO NpPUYUHE OCHOBHOro 3a6o-
jseBaHus [UII/3T]) ¥ Hanuyuve mnopTaJbHOU
TrMIepTeH3UH ¢ BApUKO3HbIM pacClliUpeHHeM BeH
nuieBoza v xeaynka lI-111 crenenu.
2. MUKpOLUPKYJIATOPHbIE HapylleHus (3puTpoMe-
JIaJITHs, TOJI0OBHAs 60J1b, TOJIOBOKPY>KEHMUsI, CHU-
JKeHUe C/1yXa, HapylleHHe 3peHHs) UJIU HaJluuue
JIBYX 1 60Jiee Hac/1eJ,CTBEHHBIX MOJIMMOPPHU3MOB
reHOB TPOMGOQUJINH, CpeJU KOTOPbIX MyTalUs
JlefineHn (pe3ucTeHTHOCTb K mpoTeuHy C), My-
Tauuu B reHax FII (G20210A), MTHFR (Hacnepn-
CTBEHHasl TUIEProMouucTeMHeMus); AedULUT
aHtutpom6buHa III, pgeduuut mnporeuna C;
npuobpeTeHHble popMbl TpoMboduauu (Halie
aHTUGOCHONMUTUIHBINA CUHIPOM).
3. OcnoxHeHHOe TeyeHUMe GepeMeHHOCTH, KOTopoe
MOTJIO OBITh BbI3BaHO OCHOBHBIM 3a60JIeBAHUEM:
® [pepbiBaHHE 6epeMeHHOCTH Ha paHHUX CPoO-
Kax;

® aHTeHaTaJ/bHas rubesib NJ10/a;

® 3a/iepXKKa pa3BUTHUA IJIOA3;

® [pex/JeBpeMeHHas OTCJOHKa HOpPMaJbHO
pacmnoJioXKeHHOU NJ1aleHThl;

® TsxeJsas NpesKJaMIICUs;

® paHHMe U OYeHb paHHUe NpeXxJeBpeMeHHble
poabl;

® [10CJIepoJ0BOe KPOBOTEUYEHUE;

® KpOBOTeueHHMEe U3 BaApPHUKO3HO-pacUIMpeH-
HbIX BEH NMULIEBO/a UJIH XeJayAKa.

4. YpoBeHb TPOMGOLUTOB B KpoBHU > 1500 x 10%/n
Ha MOMEHT HacTosilell 6epeMeHHOCTH.

K rpynme HU3KOro pHCKa OTHOCSATCS >KEHIIUHBI,

y KOTOpbIX HEeT HU OJHOTO M3 IepeyMCJeHHbIX BbIlle
dakTopoB.

12.4. Anroputm o6cnepgoBanmns 6onbHbix MIMH
BO BpeMsi 6epeMeHHOCTH

AnroputMm o06¢cnefoBaHus 6osbHbIX MITH npeanosa-
raeT cjeAyoliye uccae 0BaHUs BO BpeMsi 6epeMeHHOCTH.
1. /luHaMHYecKUH KOHTpPOJIb IOKa3aTesJeld KpOBHU
C OLleHKOM KOJIMYecTBa 3PUTPOLUMTOB, TPOMGO-
IUTOB, JEMKOLUTOB, JIeHKOIUTApHOH GOPMYIIbI,
reMorjio6MHa ¥ reMaTOKPUTA, COCTOSIHUSA IJas3-
MEHHOTO 3BeHa reMocTasa. HccrenoBaHue
YPOBHSI MapKepoOB BHYTPHUCOCYLUCTOTO CBEPTHI-
BaHMS KaxKable 2-3 HeJ. U Ha 3-U JeHb IoCje
POJIOB C LieJIbIO OLleHUTh JUHAMUKY reMaTOoJIOTU-
YeCKUX MokasaTesedl U AJ KOHTPOJsA IPOBOAU-
MOTO IJUTOPeAYKTUBHOTO JIeUeHUsl.

2. /lns OLEeHKH pHUCKA TPOMOOTUYECKHUX U Te-
MOpparudyeckux  OCJOXXHEHUH  HeoOXOJMMbl
vcceloBaHNe Y KOHTPOJIb TapaMeTpPOB CUCTEMbI
reMocTasa (pacTBOpUMBIX PUOPUH-MOHOMEPHBIX
KoMILIekcoB, ¢ubpuHoreHa, AUTB, npoTpom6buU-
HOBOI'0 MHJEKcA) KaxK/ble 2-3 HeJll. BO BpeMd Oe-
peMeHHOCTH W Ha 3, 14 u 40-i1 JHU 1TOCJIE POJIOB.

3. /lomoJHUTENbHO JJisl OLeHKH pUCKa TPOMOOTHU-
YeCKUX OCJO0XKHEHUH INpPU IMOCTAaHOBKe Ha y4YeT
Heo0X0MO OJJHOKPATHO HCC/Ie[0BaTb YPOBEHb
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eCTeCTBEHHbIX aHTHUKOAryJsiHTOB (aHTUTPOM-
6una IlI, mportenHoB C u S) U COCYyAUCTO-TPOM-
foLMTapHOe 3BEeHO reMocTasa (ompejesieHue
arperaiMoHHON QYHKIUK TpoM6ouuTOB ¢ AJ/lD,
KOJIJJareHOM, PUCTOMHULIUHOM).
C 1Uesbl0 BBIIBUTb PUCK TPOMOOTHYECKHUX
OCJIO)KHEHHUM NMPOBOJUTCA JUAarHOCTHKA Hacje[-
CTBEHHOM U NPUOOpETEeHHON TpoMOGoduINy,
ecau 3aboJieBaHMe BIlepBble AUArHOCTHPOBAHO
BO BpeMsi 6epeMeHHOCTH 160 OHA He Oblia Ipo-
BeJleHa /10 HaCcTyIJIeHus1 6epeMeHHOCTH, KOTopas
BKJIIOYAeT:
® [UarHoCTUKy aHTUPOCHOJUNUAHOTO CHUH-
JpoMa — olpejieJleHle BOJYaHOYHOr'O0 aH-
TUKOAryJsiHTa, aHTUKapUOJIUNNHOBBIX aH-
tuten (IgG, IgM), anTuTeN K B2-TJIUKONPO-
Tenpy (IgG, IgM);
® 1uccJefloBaHMe MyTalUil I'eHOB, CONPSKeH-
HbIX C HacJeACTBEHHOU TpoMboduanei
BbBICOKOTO pHUCKa: MyTalMM reHoB (GaKTo-
pa V (JlefizeH) 1691GA, FII (mpoTpoM6UHA)
G202104;
® omnpejesieHUe
nJjasme.
Eciu maHudecTtanus 3aboJsieBaHUsA MpPOU3OLLIA
BO BpeMsl 6epeMeHHOCTH, HE06X0AUMO NPOBECTHU
MOJIEKY/ISIPHO-TeHETUYEeCKOe MCC/leloBaHHe
omnpejeneHue Mytanuil B reHax JAK2, CALR u MPL,
YTO MO3BOJIIET AUArHOCTUPOBAaTh Hanuyue MITH
y NallUeHTKH.
Y3U nnofa ABax bl B K&XJ,0M TPUMECTPE.
JonnyepomeTpusi ¢ uccjaefoBaHHeM deToma-
IIeHTapHOTO0 M MaTOYHO-IJIalleHTapHOTIo Kpo-
BOTOKa B CpejHell MO3roBOH apTepuu IJIoja
Kaxk/ible 4 HeJl., HauuHas ¢ 22-1 HeJleJIM KaxKable
4 "Hep. no 33 Hep,, fajiee — I10 MOKa3aHUSAM.
Kappuotokorpadus maoga c¢ 33-i  Hejenu
Kax/ple 2-3 HeJ., ocse 37-i Hegean — 1 pas B
1-2 Hep. AJ151 OLlEHKHU COCTOSIHUA IJI0Ja.
J1s OLeHKH COCTOSIHMSI OpraHoOB OpIOIIHOM
noJiocty nposoautca Y3U c onpenenenveM pas-
MepoB IleyeHH, cejie3eHKH, AuaMeTpa BOPOTHOM
BeHbI B [-I] TpuMecTpe 6epeMeHHOCTH.
MPT nmnosBossieT 06oJiee 4YeTKO OINpefessTh
IIPOCBETH! IIYHTOB W OLleHMBATb NOPTaJbHbIN
KPOBOTOK, a TaK)Xe UAeHTUULUPOBATb CTelleHb
NapeHXMMaTO3HOro MopakeHusl IeYeHu U U3Me-
HeHUs B cesie3eHKe (IIPU HaJIMUUY NOKa3aHUH).
PeHTreHoJsiornyeckoe vccjieZoBaHue NulieBosa
U KeJlyAKa ¢ 0653aTeJIbHbIM 3KpaHUPOBaHUEM
)KUBOTAa CBHUHLOBBIM (apTyKOM [O03BOJsET
Oonpeje/,UTb IPOTSKEHHOCTb BapHUKO3HOTO
pacliupeHus BeH IO JJIMHe NMUILLeBOAa, COCTO-
sIHMe HWXKHEero NuileBoJJHOTo cQUHKTepa U ero
$yHKIMOHa/bHble BO3MOXXHOCTHU (IO IOKasa-
HUSM).
@®3T/IC mpoBoAUTCS MO MOKa3aHUAM. JTO BHU-
3yaJbHbI METOJZ, KOTOpBbIA IMO3BOJISIET Jy4lle
JPYTUX OINpejesUTb HajJUihe BapUKO3HO-pac-
IIMPEHHBIX BEH B MUILEBOJE U JKely/JKe, CTelleHb
UX BbIpaXXEHHOCTH, a TaKXKe NMOPTaJbHYIO TUIEep-
TEH3UOHHYI0 BacKyJo- U ractponatuto. PIrJC —
MeTo,  AubdepeHHaTbHO-AUATHOCTHYECKOTO

YPOBHA TOMOLUCTEHWHA B

K/TMHNYECKAA OHKOTEMATO/ON 4

BbI60pa B C/1ydadX BO3HHUKILEro JIM60 OCTAaHOBUB-
HIerocd »}KeayJ0o4YHO-KUIIe4YHOIro KPpOBOTEe4YEeHHUHA.

12.5.leyenue 6onbHbIX MIMH BO Bpems
6epeMeHHOCTH

JleueHue 6GosbHbIX MIIH BO Bpemsi GepeMeHHOCTH
JIO/DKHO OBbITh HaNpaBJeHO Ha NPOPUIAKTHUKY COCy-
JUCTBIX OCJOXHEHUH U 6OopbOy C TPOMOOLUTO30M.
B HacTosllee BpeMs NpHMeHeHHe He MPOHUKAIOLIUX
yepes MJalleHTapHbIN 6apbep U He 06/1a/ial0IIUX TepPaTo-
reHHbIM CBOWCTBOM JIeKapCTBEHHBIX CPe/CTB I03BOJIUJIO0
3HAYUTEJbHO YJYYUIUTbh KauyecTBO »KM3HH, IPOTHO3 U
HCX0J, JaHHBIX 3a60/1eBaHMN, a Takxe CIOCOOGCTBOBAJIO
COXpaHEHHID 0OepeMeHHOCTH U CHIKEHUI0 YacTOThbl
OCJIOKHEHUH y ManueHTOK. TepaleBTHYeCKHe BO3MOX-
Hoctu npu MIIH Bo BpeMsi 6epeMEHHOCTHU BKJIIOYAKOT
AHTUTPOMOGOTHYECKOE JieYeHHe, aHTUKOATYJSIHTHYIO Te-
panuto, kpoonyckauus npu UIl, UPH o-2b 1 BUTaMUHBI
rpynnel B (muUpumoKcHH, HaHOKoGasaMuH, ¢osiveBas
kucaoTa). PekoMeHfyeTcs nojJep:KUBaThb IOKasaTesd
reMaToKpuTa B IHpeJejax HOPMbl, COOTBETCTBYMOLIeH
6epeMeHHOCTU. [loBbIlIEHHbIH 006beM MJIa3Mbl 4YacTo
NPUBOJUT K YMeHbIIEHUI0 TeMaTOKpPUTa U Yucja TPOM-
6ouuToB BO Il TpuMecTpe, nocjie Yyero 3TU NokasaTesu
BHOBb IIOBBILIAIOTCS B I0CJ€pPOL0BON MepHUo/, co3/aBas
MOBBbILIEHHBIM PUCK TpoM603a B NepBble 6 HeJ. MoOCJe
pozioB. B 3TOT nepuo/ BaxkeH NpUCTalbHbIA MOHUTOPHUHT
nokasaTesiell KpoBHU. C Ile/Ibl0 YMEHBLIINUTDL KOJHWYECTBO
TPOMOOIIMTOB NpU OEpeMEeHHOCTU B JieUeHUU OyayT
HY>K/JIaTbhCsl >KeHILMHb] U3 TPYIIIbI BBICOKOI'O pHUCKa pas-
BUTHS COCYAUCTBIX OCA0XKHeHUH. [Ipy Heo6XOAUMMOCTH
NpOBeJleHUs1 Tepaluy, HalpaBJeHHOM Ha CHH)XeHHUe
yycaa TPOMOOLMTOB, NMPUMEHsSeTCs pPeKOMOWHAHTHbIN
UOH a-2b, koTopblit sBAsieTCs HauboJiee GE30MACHBIM
BapUaHTOM JiedeHHUs. MHOro4YHC/IeHHble HCCIe[0BaHUsA
MOATBEPXKJAIOT OTCYyTCTBME 3MOPHOTOKCUYECKOTO U
TepaToreHHoro Bo3jeiicteus UOH o-2b Ha noz.
AnropuTtM HazHavyeHus npenapatoB UOH a-2b:
® 1npu TpomMbGonuTo3e (TpoMGouuThl > 400 x 10°/n
u < 600 x 10°/n1) BBesenue UPH o-2b nmpogo.-
KUTh, €CJIM 3TO JiedeHHe NPOBOJUJIOCH elle [0
OepeMeHHOCTU U/WUJW CyLIeCTByeT BbICOKUHN
TPOMOOTEeHHBIN PUCK;

® 1npu TpoM6oIuTO3e (TpoMbouuThI > 600 x 10°/1)
HUOH a-2b BBoauTcsa B go3e 3 myuH ME B cyTku
(11 yepe3 ieHb), TO3BOJISAIOIIEHN IO AEPKUBATD
4yucsio TpoM6onuToB < 450 x 10°/s1. HazHaueHue
neruavpoBaHHblx ¢opm HPH-a c BBejeHueM
1 pa3 B HegeJto (MO0 Kax/able 2 He/Jl.) peKOMeH-
JlyeTcsl MaljMeHTKaM C BblpaXKeHHOM TOKCHUYHO-
cthio UPH a-2b.

AneTuicanuuuioBasl KUCJ0Ta NIPUMeHseTcs B Jl03e
50-100 mr/cyT y Bcex 60abHbIX MIIH Ha nmpoTs:keHUU
Bcelt 6epeMeHHocTH. C yyeToM natoreHesa MIIH, a Takxke
M3MeHeHUH CUCTeMbI FeMOCTa3a Bo BpeMsl 6epeMeHHOCTH
aleTUJICAJMLUIOBass KUCI0OTa He IpUMeHsEeTCAd IpHU
HaJIUYMM B aHaMHe3e KPOBOTeYeHUH BHe WJIU BO BpeMs
npejblayliux 6GepeMeHHocTed. [lpueM kJjonujorpesna
peKoMeH/J0BaH B C/ly4ae HellepeHOCUMOCTH aljeTUJ/ICaIu-
LIMJIOBOW KHCJIOThI WMJIA Pa3BUTHUS PE3UCTEHTHOCTHU INpHU
Jlo3e 75 Mr/cyT. B kauecTBe aHTHUKOATy/ITHTHOMN Tepanuu
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pekoMeHzoBaHbl HMI' B nmpoduiakTU4YeCKUX WU Jie-
4yeOHBIX [103aX, COIJIACHO KIMHUYECKUM peKOMeHalusiM
no npoduaktuke BTI0.

[lokazaHMs K TpPOBEAEHHUI0 AaHTHUKOAryJISHTHOMU
Tepanuu (B COYeTaHUU C LUTOPEeAYKTUBHON U aHTHArpe-
raHTHOU Tepanuei):

® TpoMO60UIHUSA BBICOKOTO PHUCKA WU/UJIU AHTHU-
dbochonunugHbINA CUHAPOM;

® TpoMOO3 KPYNHBIX COCY/0B B aHaMHe3eE;

® penpoAyKTHUBHble noTepu (3 caMONpPOHU3BOJIb-
HBIX BBIKH/JbIIIA Ha Cpoke < 12 Hef., 2 1 BbIKU-
Jblllel Ha cpoke > 12 HeJ., aHTeHaTaJbHas I'U-
6esb nJ10a);

® TsXeJible OCJOXKHEHUS B NpeAblAyLUX Oepe-
MEHHOCTSX (3a/iepXKa pasBUTHUA MJoja, Npe-
3KJIaMIICUSl UJIM Jpyrye NMPU3HAKHU NJaleHTap-
HbIX HapylleHUH).

[Ipy oTcyTcTBUM JocTaToyHOro 3¢deKkTa OT NPOBO-
JUMOH Tepanuu B OCOOBIX CJydasx NPUMEHSIOTCH 3KC-
TpaKopnopa/JbHble MeTO/bl BO3JeHcTBUA: N1a3Madepes
Y spuTponuTadepes.

[TokazaHuA K IpoBeieHUIO 1a3Madepesa y 60IbHbBIX
MIIH Bo BpeMsi 6epeMeHHOCTHU:

® Hajuuue aHTHocHoNMUNUIHOIO CUHAPOMA, He
oA alollerocss KOppekKuu MeJUKaMeHTO3HbI-
MM cpeJCcTBaMHu, Hapsaay ¢ MITH;

@ BbIpa)keHHas TUIlepKoaryJslus Npyd HaJUYUHU
JOTOJIHUTEJNbHBIX PAaKTOPOB TPpoMO6ODUIUY, He
noAJamIasacsd KOppeKLIUMHU MeJUKaMeHTO3HbI-
MU CpeJCTBaMH.

[lnasmadepes npoBoautcss B o6beme 300-400 ma
yepe3 1-2 faH#, Bcero 2-7 ceaHcoB. [ly1asMmo3ameleHue
OCYIL|eCTBJISAETCA KOJIJIOUJHBIMU W KPUCTAJIOUJHBIMU
pacTtBopaMu. OTHolleHMe 06beMa yAaIsieMOH MJIa3Mbl K
06beMy IJIa3M0O3aMellalliuX pacTBOPOB COCTAaBJsSET BO
BpeMsi 6epeMeHHOCTH 1:1,2; aibOYMHUH HCIIOJIb3YeTCS B
Buze 10 unu 20% pactBopa B kosindecTBe 100 vum 50 M
COOTBETCTBEHHO.

[lokasaHuMa K NpUMeHeHHI0 3pUTpouuTadepesa y
6osibHBIX MITH BO BpeMsi 6epeMeHHOCTH:

® D3BpPUTPOLUTO3 (SPUTPOLUTHI > 5,5 x 1012 /7);

® TreMaTOKpUT 6oJiee 45 % npu BIepBble BbISIBJIEH-
Hol Bo BpeMs 6epeMeHHOocTH UII.

Ha npotskeHUM Bcell 6epeMeHHOCTH W IOCJepo-
JoBoro mnepuopaa »xeHwuHaMm c¢ MIIH pekomenpyetcsa
KOMILJIEKC BUTaMUHOB rpynnel B: B, (nmupupoxcun), By
(bonmeas xkucnora), B,, (unanoko6anamMun). Posvesas
KHCJIOTa B KOMIJIEKCE C BUTaMUHaMH B, u B,, cHmxaeT
KOHLIeHTpaL o romouucterHa u puck BTIO0.

[lepen popopaspelnieHreM BceM 6epeMeHHbIM ¢ MITH
NpPOBOAAT TNPOPUIAKTUKY TPOMOOTUYECKUX OCJI0XK-
HeHUH:

® HolleHHe MeJUIMHCKOTO KOMIIPEeCCUOHHOTO
TPUKOTAa)a BO BpeMsl poJiopa3pelLleHus;

® [pekpalleHHe NpUeMa NpenapaToB aleTHJca-
JIMIJUJI0OBOM KHUCJIOTHI 3a 2 HeJ,. 10 pojopaspelie-
HUS;

® T[poBeJieHHMe peruoHapHod aHajaresuu (B po-
Jlax MO0 >KeJIAaHUI0 >KeHIIWHb]) UM aHeCTe3UU
(Bo BpeMs KecapeBa cevyeHUs]) He paHee yeM ye-
pe3 12 4 nocJjie nocyenHel npodUIAKTUUECKON
#03bl HMI' ¥ He paHee yeM yepe3 24 4 nocJie no-
caenHel seueb6HOU 1036l HMT;
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® [IpU IJIaHOBOM KecapeBOM CeYeHWUHU BBeJleHHUe
HMT B npoduiakTHUYECKUX [j03aX TPEeKpaLaloT
3a 24 4 10 HEro U BO30OHOBJISAIOT Yepe3 3 4 rocJie
ero oKOH4YaHHU#A (MU Yepe3 4 4 nocJie yAajleHUus
3MUAYpPaJIbHOTO KaTeTepa).
[TocneponoBoi epuoy ABJIsIETCs HanboJiee ONACHbIM
no pasButuio BTI0. XapakTepHble AJisd GepeMEHHOCTH
VM3MeHeHHUs CUCTEMbI TeMOoCTa3a COXPaHsTCS B TeueH e
6 Hex. mocje pofoB. TakTHKa BeJeHUs NOCIEPOJ0BOIO
nepuoja cocTouT B npodunaktuke BTIO u 3akirovaetcs
B caenytouieM [129]:
® 1npojo/xuTh BBeJeHue UOH o-2b, ecsnu aTo ne-
yeHUe NPOBOJAUJIOCH BO BpeMs GepeMeHHOCTH
HU/UJIHU CyLIecTBOBAJ BBICOKUM TPOMOGOreHHBIN
PHCK, C LieJIbl0 NOAJepXKaTb HOPMaJbHbBIN ypo-
BEHb TPOMOOIUTOB U CHU3UTL puck BTIO0;

® [pOJO/DKUTh MpPHUEM alleTHUJCAJULMI0BON KHC-
JoThl B fo3e 50-100 Mr/cyT B TeueHue 6 HeJ,.
nocsje pojoB. He mpuMeHsieTcs npu HaJU4UHU
B aHaMHe3e KpOBOTeYeHUN BHe WJIM BO BpeMs:d
npejblAyLIUX 6epeMeHHOCTel;
e HMI B npodusakTuyecKux Jo03axX B TeuyeHUe
6 HeJl. TOCJIe POJIOB IPU HAJIMUUH JONOJHUTEIb-
HbIX GaKTOpOB TpoM60odUIUM, TPU TPOMOO3ax
KPYIHBIX COCY/JIOB B aHaMHe3e, 00yCJI0BJIEHHBIX
HasnyueM MIIH, a Takke npu Apyrux ¢pakTopax
pucka BT30;
® [0/laBJIeHHe JIAaKTaLUU 10 OOLIeNPUHATHIM CXe-
MaM NpU HeoO6XOAMMOCTH NpOBeJleHUs Tepa-
nuu UOH a-2b B cBS3U ¢ TeM, YTO MPHU JieUeHUHU
npenapatamu UPH a-2b Bo Bpemsi rpyjHOro
BCKapMJIMBaHUsl Y HOBOPOXJeHHbIX pa3BUBaeT-
cs TPOMOOLUTONEHHU, T. K. IpenapaT NpoHUKa-
eT B TpyAHoe MoJioko [130];

® Ha3HauyeHUe KOMILJIeKCa BUTAaMUHOB rpynmnsl B
BCeEM MaljMeHTKaM Ha NPOTSIKeHUU [0CJIeposo-
BOTO [1IepHO/ia;

® B TedeHHUe 6 HeJ. I10CJIe POJOB HEOGXOJUMO HO-
CUTb KOMIPECCUOHHBIA TPUKOTAXK.

JddeKkTUBHOCTb JleueHUs] MOATBEpPXKJAeTCs coxpa-
HeHHeM KJMHHUKO-TreMaToJIOTM4ecKkoi peMuccuu 3abose-
BaHUs, KOTOpas onpejeisieTcss JaHHbIMU 00beKTUBHOIO
ob6ciie/loBaHusl, TOKas3aTeJsIMM KpPOBM, pe3y/JbTaTaMHU
Y3U opraHoB OprIIHON MOJOCTU (pa3Mepbl NMeYeHU U
cejie3eHKH), THUCTOJOTMYECKUM MCCJIeJoBaHUEeM KOCT-
Horo Mosra. Ilpy ajekBaTHO MOAOOpPAaHHOM JedeHUHU
BO3MOXXHO HOpMaJlbHOe TeueHue 6epeMeHHOCTH U POJOB.
BepeMeHHOCTb He BausieT Ha TedyeHue MITH. ®usuyeckoe
pasBUTHE JeTel, 4acTOTa BpPOXKJEHHOW U mpuobpe-
TEHHOM MaTOJIOTMU HOBOPOXKAEHHBIX y KeHUUH ¢ MITH
He OTVIM4alOTCS OT aHAJIOTUYHbIX I0Ka3aTeJsleH Y deHCKOH
MOMyJISILUU HacesieHUd B IjesioM [129].

13. OLLEHKA BbIPAXXEHHOCTU CUMIITOMOB
OMYXOJIEBOW UHTOKCUKALIUU
Y BOJIbHbIX MIMH

OpHa M3 BaXKHBIX 3ajJa4 JedeHusd nanydeHToB ¢ MIIH —
yCTpaHeHHEe WU 06JierieHue CUMITOMOB, CBSI3aHHBIX
c 6oJie3HbIO, U TOJJep)KaHUe/yaydllleHhe KadecTBa
J)KU3HU. Pe3ysbTaThl, NoJyYyeHHble B paMKaxX HalMo-
Ha/JbHOM HabJoaTenbHOUM nporpammbl MITH-KXK-2020,
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peanuzoBaHHoi B P® B 2020 r., MO3BOJIUIU BBIIBUTH
0COOEHHOCTH HapylleHWH KayecTBa >KU3HU Y OGOJIbHBIX
MIIH u ompeJieIMTh CHEKTP XapaKTepHbIX creluduye-
CKHMX Npo6JieM, CBSI3aHHBIX C 3a60JiIeBaHUEM U JleueHueM
[131, 132]. B HacTosillee BpeMsl yCIEIIHOE CHUXKeHUE
BbIPQ)KEHHOCTHU CUMIITOMOB SIBJISIETCS [JONIOJIHUTEIbHbIM
kputepueM 3ddekTUBHOCTU JedyeHus MIIH [114].
[Ipu aHanuze sdpdexkTuBHOCTU JedeHuss MIIH BaxkHoe
3HayeHHe HMeeT OlleHKa CHMIITOMOB U KadyecTBa XKU3HU
nalnMeHTa, Hapsjy C KJIMHUYECKMMU IOKasaTeJsMH,
YU C/JI0M TOCOUTANIU3aLMH, 4aCTOTON U TAXKECThIO 0CJI0XK-
HeHUH. MOHUTOPUHI CUMNITOMOB WU KayecTBa >KU3HU Y
6osbHBIX MIIH ciesyeT npoBoguTh € KMCIOJIb30BaHUEM
CTaH/JApTHU30BaHHBIX ONPOCHUKOB [133].

OnpocHuk MITH10 gBssieTcsa oAHUM U3 Haubosee
NPOCTBIX U YAOOHBIX B KJWHHUYECKOM NpaKTHKe HH-
CTPYMEHTOB /] OLleHKH creliuPpuyecKUX CUMIITOMOB y
60abHbIX MIIH 1 MOHUTOpPUHTra TeueHHUs 3a60eBaHUs
[134, 135]. OH MO3BOJISIET OLEHUTb CTEeNEeHb TSKECTHU
10 cuMNTOMOB, Yallle BCero BCTPeYaIUXCcs y 3TOH Ka-
Teropuu nalMeHTOB: CJ1aboCTH, GbICTPOTrO HAalOJIHEHUA
JKeJyAKa BO BpeMsl eJlbl, HENpPUATHBIX OLIyIeHUH
(muckomdopTa) B )KUBOTE, BAJOCTU (CHUKEHUS aKTUB-
HOCTH), Ip06JIeM C KOHILleHTpaluell BHUMaHUsl, HOYHOHU
NOTJHUBOCTH, KOXKHOTO0 3y/a, 60JIU B KOCTSX, TOBbIILIEHUA
TeMIepaTypbl TejJa U HellpeJHAaMepPeHHOT0 CHU)XeHUS
Macchel Tesa. CHMITOMBI OLleHWBAIOTCH NMalMEHTOM IO
10-6anabHOH 1iKase: 0 — HeT cuMmnToMma, 10 — mak-
CMMaJibHasl CTeleHb TSXeCTH CUMITOMAa, KOTOPYIO
MOXHO cebe npeAcTaBUTh (TabJu. 24). MakcuMabHbIN
ypOBeHb €J1ab0CTH OlLleHHWBaeTCs 3a Npollefue 24 y;
MaKCUMaJbHbId ypOBeHb OBICTPOrO HaNoOJHeHU:
KeJyAKa BO BpeMsl eJlbl, HENPUATHBIX OLIyIeHUH
(muckomdopTa) B KUBOTE, BSJIOCTH (CHUXKEHUS aK-
TUBHOCTH), Npo6JeM C KOHIeHTpalueil BHHUMaHUS,
HOYHOM MOTJMBOCTH, KOXKHOTO 3yAa, 60U B KOCTHX,
MOBBIIIEHUs TeMIIepaTyphbl Tesa — 3a NPoLIeAIyI0 He-
JleJ110; MaKCHMMaJbHbI ypOBeHb HellpeJHaMepeHHOro
CHMXKEeHMSI Macchl Tejla — 3a nocaefgHue 6 mMec. O6pa-
60TKa JaHHbIX o onpocHuky MIIH10 npepmnosaraet
HapsAAy € aHaJlu30M UHPOpMaLMU O CTeNeHU TIKeCTH
Kaxkgoro u3 10 cumntoMoB mno 10-6anJbHON IIKaJe
pacyeT 0611ero pe3yJjbTaTa OLleHKU CUMITOMOB B BU/Ji€
cpezfHero 6ajja MX BbIpaXKeHHOCTU. /luama3oH 3Ha-
YyeHUH 001 ero pe3yjbTaTa OLleHKH CUMIITOMOB — OT 0
o 100 6anyoB (4eM Bblille 6asij, TeM 6oJiblle 06mias
CTeNeHb TAXEeCTH BCeX CHMITOMOB). ONPOCHUK A,0/KEH
WCNOJIb30BaThCs MIPU OLleHKe KJIMHUYeCKOr 0o OTBeTa Ha
Tepanui. Ero cieayeT npuMeHATh 0 Hayasa Tepanuu
U peryjasipHo B npouecce jedeHus [134, 135]. OTBeToMm
Ha JleyeHUe CYUTaeTCsl CHUXKeHue obliero 6asa onpo-
cHuka MITH10 Ha 50 % u 6osee [136]. Ucnosb30BaHue
“HpopMaLlMY, MOJYYEHHON HANpsSIMyl0 OT GOJIBHOTO,
NpU aHajlh3e CUMIITOMOB 3aboJieBaHUS U OLlEeHKe UX
JUHaMUKU B Npoliecce Je4yeHUs CIOCOOGCTBYeT peasu-
3allMY NalMeHT-OPMeHTHPOBAaHHOTr0 NOAX0Aa.

14. OPFAHU3ALUA OKA3AHUA
MEAWLMHCKOW MOMOLLM NPU MIMH

BoapmwnHcTBO mnagueHTtoB ¢ MIIH wmoryt mnosay4ate
JleyeHUe aMOy/JlaTOPHO, OHU He HYXJAITCS B IOCIUTA-
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Ta6nuua 24. OnpocHuk MIMH10

CumnTtom OueHka, 6annbl

06BeaunTe OHO YMC/0, KOTOPOE COOTBETCTBYET TOMY, HACKO/IbKO
CUNbHO Bac 6ecrokonn Kaxablii U3 NepeyncieHHbIX HUxXe CUMNTOMOB
3a MpoLLeALLyto Heaento.

Cnaboctb (OtcytctBne) 012345678910 (Mak-
CUMasIbHast CTENEHb TSKECTU, KOTOPYIO
Bbl MOXeTe cebe npescTaBuTh)

OulyuieHune 6bICTPOro (OtcytctBMe) 012345678910 (Mak-

HaNoNHEeHUs Xenyaka
BO BpeMs efbl (paHHee
HacbILWeHne)

CUManbHas CTeneHb TSXECTH, KOTOpYto
Bbl MOXeTe cebe npeacTaBuTh)

HenpusitHble owyweHns
(auckomdroprT) B XuBoTe

(OtcytcBne) 012345678910 (Mak-
CUManbHas CTENEeHb TKECTU, KOTOPYIO
Bbl MOXeTe cebe npescTaBuTh)
(OtcytctBMe) 012345678910 (Mak-
CUManbHas CTeneHb THKECTU, KOTOPYIO
Bbl MOXeTe cebe npeacTaBuTh)
(OtcytctBue) 012345678910 (Mak-
CUMasbHast CTENEHb TSKECTU, KOTOPYIO
Bbl MOXeTe cebe npefcTaBuTh)

Bsanoctb, CHUXeHne
AKTUBHOCTH

Mpo6nembl C KOHLEHTpa-
LMein BHUMaHHUA

No CPABHEHMIO C COCTOSIHUEM
A0 NOCTAHOBKM AMArHosa

HouHasa notnmBocTb (OtcytctBne) 012345678910 (Mak-
CUManbHast CTENeHb TSHKECTU, KOTOPYIO

Bbl MoXeTe cebe npencTaBnTb)
(OtcytctBne) 012345678910 (Mak-
CUMasbHas CTeNEeHb TSKECTU, KOTOPYIO
Bbl MOXeTe cebe npescTaBuTh)

(OtcytctBMe) 012345678910 (Mak-
CUManbHas CTeneHb TSHXECTH, KOTOPYHo
Bbl MOXeTe cebe npeacTaBuTb)

KoxHbliii 3y

bonb B kKocTAX

(He B cycTaBax,

He B MbILLax, 6e3 YeTKomn
NIoKanu3aumm)

MNosbiweHue Temnepatypbl  (OtcytcBre) 012345678910

Tena (> 37,8 °C) (MakcumanbHas cTeneHb TAXeCTy,
KoTopyto Bbl MoxeTe cebe npeacra-
BUTb; NOCTOSIHHO, KaX/bli 1EHD)

HenpeaHamepeHHoe (OtcytctBMe) 012345678910 (Mak-

CHUXEHUe Macchbl Tena
3a nocnepgHue 6 mec.

CUManbHas CTENEHb TSHXKECTU, KOTOPYIO
Bbl MOXeTe cebe npescTaBuTb)

Y1066l NOAYYMTb YETKYIO O6LLYI0 KAPTUHY CBOEr0 CaMOYyBCTBUS, Bbi
MOXeTe CNOXMTb BCe 6anibl M paccyuTaTb 06LMiA pe3ybTar.
Bcero: 6annos.

JIU3aluu A5 06Cef0BaHUs, YTOYHEHUs JuarHosa U
KOHCEepBAaTUBHOM Tepaluy B JieueOHbIX 03aX.

[TokazaHUA K MJIaHOBOM rOCNUTAIN3ALUU:

® o06cjejoBaHUe MAlMeHTOB C BbICOKMM PHUCKOM
reMopparu4yeckux OCJ0XXHEHUH NpU NpoBeje-
HUU UHBA3UBHbIX MAHUNYJIALUN;

® 10460p UHAUBUAYAJBHBIX 103 IpenapaToB NpHU
TapreTHOM JileKapCTBEHHOM Tepanuy;

® aHeMMYeCKHH CUHAPOM NpPU TSAXKeJOoM aHeMHUHU
(c uesiblo reMO3aMeCTUTENbLHOU Tepanuu);

® xupyprudeckoe JedeHue MIIH (C3, nopToka-
BaJIbHOe LIYHTHUPOBAHHUe, JUTHUPOBAHHE Bapu-
KO3HO-paclIMPeHHbIX BeH MUILEeBO/A);

® 0CJIO)KHEHU S NIPOBOAMMON Tepanuy;

® KOppeKLHUsl TepallUM NpPHU Pa3BUTHUU OCJIOXHe-
HUU 3ab6oJsieBaHUSA (KPOBOTEUYEHUN, TPOMOO30B,
CceposuTa);

® HaJ{duMe OTATOLIAIIUX COCTOSIHME NMaliueHTa
CONYTCTBYIOUIUX 3a60JIeBaHUN;

® KOppeKLUs MPOBOAUMOM Tepanuu (moJ60p 03 Kak
CTaHJApPTHBIX, TaK U TApreTHHIX IPeNnapaTos), CMe-
Ha IPOBOAMMOr0 Me/IMKaMeHTO3HOI0 JIeUeHHUs];

® 10AroTOBKa M npoBefeHue aynoTCK.
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[TokazaHUs K 3KCTPEHHOM roCUTAIM3aLUY:

® UHOAPKT cesle3eHKY;

® aHeMHYeCKHUU CHH/JpPOM, Hey TOUHEHHBIH;

® reMoJMUTHYecKasd aHeMus (TeMOJMTHYeCKUH
Kpus);

® reMopparuueckuit cunjpom Il1-1V cteneny;

® riayb6okas TpoMbouuTONeHUs1 (TPOMOOLUTHI
< 20 x 10°/a1) npy HaJU4YUM BBIPAXKEHHOTO Te-
MOpparu4ecKoro CHHApoMa B aHaMHe3e;

® OCTpbli TPOMGO3;

® 0JIaCTHBIN KpU3.

[TokasaHuA K BbINKCKe NALIMEHTA U3 CTaljMOHapa:

® OTCYTCTBHE He006XOJHWMOCTHU B TepaluH IocJe
NOCTAaHOBKH JJUarHo3a;

® oIpejesieHa CxeMa JleueHus;

® KyNHUPOBaHbI 0CJ0XHEHUA 3a60J1eBaHUs.

3AK/TIIOMEHUE

[IpefcTaBieHUsl 0 naToreHese, AUArHOCTHUKE U MeTOJax
jsedeHuss MIIH Ha npoTsKeHUH [IUTESbHON HCTOPUU
VX U3y4YeHHs HeoJHOKpPATHO MOJABeprajuch NepecMoTpy.
B nocsiefgHue rogpl JOCTUTHYTHI 3HAYUTE/IbHbIE YCIIEXU B
paciindpoBKe MOJIEKY/ISIPHO-TeHeTHYECKUX MEXaHU3MOB
natoreHesa Ph-neratuBHbix MIIH, B ycTaHOBJIEHUH POJIH
curdHanbHoro nyty JAK-STAT. 3To npuBeJio K yay4lleHUIo
KayecTBa 00C/e[l0BaHUS U CO3JaHUI0 MeX/JyHapoJHOMH
YHUPUIMPOBAHHON CUCTEMBbl KpUTEPUEB JUArHOCTUKH,
MOHHUTOPHHTIA U OLIEeHKH pe3ybTaTOB JiedeHHU .

[Mpu UII u 3T TunuyHOoe TeueHUe 3a60J€BAHUMN CBS-
3aHO C NOsIBJIeHWeM NPU3HAKOB HapylleHUH MUKpOLUp-
KyJsiLlMU Ha $OHe MpeJLIecTBYIOLIEro 6eCCHMITOMHOIO
NOBBbILIEHHUA 4YMcIa POPMEHHBIX 3JIEMEHTOB KPOBU Ha
NPOTSHKEHUU HECKOJIbKUX JieT. 3abojieBaHHe [AuarHo-
CTUPYIOT NPU HaNpaBJeHUM K reMaToJIOTy MO MOBOLY
OTKJIOHEHHH B aHaJIM3ax KPOBU IPU NpoPUIaKTHYECKOM
o6cieJoBaHUM WJM II0CJTe BO3HUKLIMX TPOMGO30B U
TpoM60aMbonui. [Ipu [IM®, kak u npu noct-UIl MO u
noct-3T M®, TunnuyHoe TeyeHUe 3ab60JieBaHUA CBA3aHO
C MPOrpeccUpyoIUM yBeJIUYeHNeM OIyX0JIeBOM Macchl,
pa3BUTHEM CMMITOMOB ONYX0J€BOW MHTOKCHUKALMH, I0-
sIBJIEHHEeM 04aroB 3KCTpaMeAy//IsIpHOr0 KPOBETBOPEHHUS
B [leYeHU U cesie3eHKe. B fasbHellleM KM3MeHeHUs B
KOCTHOM Mo3re (HapactaHue ¢pubpo3a U 0CTe0CKIep03a)
NPUBOJAT K COKpaLeHUIo IJaljlapMa KPOBETBOPEHUs U
pPa3BUTHUI0O aHEMUH, JIeMKONIEHUU U TPOMGOIMTOINEHUH.
JnvTenbHas npoJvdepalnyss onyxoJeBOTO KJOHa CIO-
COGCTBYeT NOABJEHUIO J[ONOJHUTEJNbHBIX MyTalUd U
BepoATHOCTHU pa3BuTud BK.

JuarHo3 Ph-HeratusHbix MITH (UII, 3T, [IM®) cTaBsaT
Ha OCHOBaHMUU KJIMHUYECKON KapTUHBI U JaHHbIX Jlabopa-
TOPHBIX UCCJIeJ0BaHUH (COOTBETCTBYIOINe U3MEHEHHS B
KpOBH, THCTOJIOTUYECKHe IPU3HAKHU B TpernaHo6GHUOITaTe
KOCTHOI'0 MO3T4a, a TaKXe Ha/iu4yue myTtauuu V617F B rene
JAK2 wnu [pyrux NMPU3HAKOB KJIOHAJbHBIX M3MEHEeHUMU
remonoasa). [Ipy aToM Ba>XKHO HCKJ/IOYUTh Apyrue 3abo-
JIeBaHMs KaK NPUYUHY U3MEeHEeHHUH KpPOBH.

Lenn Tepanuu UIl m 3T B HacTofllee BpeMs 3a-
KJII0YalTCA B CJepXKUBaHUU IpOrpeccMpoBaHus 3a6o-
JIeBaHMs, KyIMPOBAaHUM €ro CMMIITOMOB M YJIy4lLIeHHUU
KavyecTBa XKU3HU 60JbHBIX. JledueHue [IM® HampaBseHO
Ha NpoJJIeHue XU3HU U NpefynpexJeHue 0CA0XKHEeHUH,
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CEpPbe3HO YXYAIIAMIIMX KayeCcTBO >KU3HU MNaljMeHTa.
Jleuenue nauueHToB ¢ Ph-neratuBubiMu MITH pomxHO
OCYILeCTBJIATHCS TOJIbKO 10/, HabJI0jleHueM BpaJya-reMa-
TOJIOra C MOHUTOPUHIOM pe3y/IbTaTOB B COOTBETCTBUH CO
CTaHAAPTHBIMU KPUTEPHUSMU OLleHKHU OTBeTOB. Tepanus
Bcex Ph-HeraTuBHbix MIIH ocHOBaHa Ha NpUMeHEHUU
pHUCK-alalTUPOBAaHHON cTpaTeruu. /[l 3TOH Liead Ha
OCHOBAaHMM aHaJ/IU3a JaHHbIX HabOJ/I0JeHHUs 32 60JIbIINM
YUCJAOM TalMeHTOB pa3paboTaHbl LIKaJAbl MPOrHO3a
Tpom6030B npu UII u 3T, cucTeMbl cTpaTUUKALMU PHUCKA
nporpeccupoBanus npu [IM®. BaxxHbIM npejcTaBiseTcs
OlleHKa BO3pacTa U HaJIM4us y NalMeHTa CONyTCTBYIOIUX
3a6o0sieBaHui. OCHOBHble MeTO/|bl Tepaluu CJleylollHe:
npoduJakTUKa TPOMOO30B aHTHArperaHTaMH; LUTO-
peflyKTUBHasl Tepanusi LMUTOCTAaTUYECKHMU Ipenapa-
TaM{, WHTepdepOHOM, aHarpejujoM; HOpMaJMu3alus
LIUTOKWHOBOTO NpOduJIsi UMMyHOMOJIYJIATOPaMH, IJIIO-
KOKOPTHUKOCTEPOUAaMH; KOppPEeKIUsl OCJ0XXKHEHUH IIo-
CpeAiCTBOM JIy4yeBOM Tepalluy, XUpypPruyeckoro JeyeHus,
TpaHCc)y3Ul reMOKOMIIOHEHTOB. EAMHCTBEHHBIM paju-
KaJbHBIM MeToJoM JyiedeHus [IM® ocraercsa annoTICK,
VMMewllass OrpaHUYeHHYI0 006J/1acTh NpPUMeHeHUs M3-3a
pHCKa CMepPTH U Cepbe3HbIX 0CJI0KHEHUH.

B HacTosillee BpeMs BbISIBJEHBbl MOJIEKYJISIPHbIE
MUIIEHW [Js HalpaBJeHHOW NaToreHeTHYeCKOW Te-
panuu TapreTHbIMU NpenapaTaMu, o6afaLMMU CIo-
co6HOCThI0 MOAMULMPOBATh TedeHHe 3aboJieBaHHUS.
[lepBbIi mNpemapaT K3 3TOro KJacca PYKCOJIUTHUHUO
3apeructpupoBaH B Poccuu auis neyenus [IM®, noct-UIl
M®, noct-3T M® u UII, pe3sucTeHTHON K Tepanuu TU-
JPOKCUKap6aMUJOM HJHU NpPU ero HelnepeHOCUMOCTH.
BHe/peHMe 5THUX IpenapaToB B KJIUHUYECKYIO IPAKTUKY
M03BOJIIeT J00UBATbCS yBeJWYEeHUs] NPOAOJIKUTEb-
HOCTHU M YJIy4dlleHUs KayecTBa >XKU3HU 6oJibHBIX ¢ Ph-
HeraTuBHbiMU MIIH.
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