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PazpaboTka HaumoHanbHbIX KAMHUYECKUX pPEKOMEHZaUMn
Nno AMarHoCTMkKe n neyeHuto Ph-HeratmBHbIX MWMEeonponu-
hepatnBHbIX 3a60/1€BaHNN NPOAMKTOBAHA HEOOXOAMMO-
CTblO CTAHAaPTU3aLMN NOAX0AA K ANArHOCTUKE U TEYEHMIO.
Hanuune knuHM4yecknx pekomeHgaumm cnocobcTByeT 06-
NeryeHnio BbIOOpa afeKBaTHOW TaKTUKW JIeYeHUs Mpak-
TUYECKMMW Bpayamu, obecneymBaeT MX MOSHOW U coBpe-
MEHHOW MHhOoPMaLMen O MPenmMyLLLeCTBax 1 OrpaHNYeHUax
pPas3nnNYHbIX METOOOB NIEYEHUS, @ TAaKXKE MO3BOMAET OpraHu-
3aTopam 34paBOOXPaHEHMS yylle oueHMBaTb BO3MOXHbIE
o6beMbl Tpebyemoro 60/bHbIM nedeHna. B 2013 r. 6bina
cosfgaHa pabouaqa rpynna no paspadotke u ohopMIeHMo
KIMHUYECKUX pPeKOMeHAauuii Mo NeYeHuto nauMeHToB
¢ MmenonponudepatuBHbiMM  3aboneBaHusaMu. Bnepsble
pekoMeHgaumn Obinn onybnukosaHbl B 2014 r., B ganb-
HelweM OHWM MoanduLMpoBanuceL 1 nepensgasannce. u-
HaMWYHOE pa3BUTUE COBPEMEHHOI rematonorum tpebyet
OT CMeumnanncToB MOCTOAHHOIO OOHOBIEHUA CBOUX 3Ha-
HWIA 1 BHEAPEHUSA HOBbIX METOAOB AMAarHOCTUKU U NeYeHna
B K/IMHUYECKYIO NMpaKTuKy. B 31O CBA3KM KIMHUYeckue pe-
KOMeHAauMm — 3TO AMHAMUYECKUI AOKYMEHT, MOCTOSIHHO
COBEPLUEHCTBYIOLLMIACS, pPa3BMBAOLWMACA U OOHOB/ISAIO-
LMNCS B COOTBETCTBUM C HAYYHbIMU OTKPBLITUSMU U HOBbIMMU
TpeboBaHMUSAMM CNeLManmcToB, KOTOpble HenocpeacTBeH-
HO 3aHMMalOTCA fleYeHneM 3To KaTeropmmn 60/bHbIX. Ha-
cTodwas pefakuus npeacraBniser co6on OO6HOBAEHHbIN
BapuVaHT KAWHUYECKUX PEKOMEHAauui, B KOTOPOM akTya-
nnM3npoBaHa nHhopmaums 06 YHUPUKaLMN OLLEHKN KOHCTU-
TYUMOHA IbHBIX CUMMNTOMOB C MCMO/Ib30OBaAHNEM OMPOCHUKA
MPN-SAF TSS (MPN10), o npMMeHEeHMM MPOrHOCTUYECKUX
LKan npv nepBuYyHOM Mmenopunopose, oueHke s heKTmB-
HOCTM Tepanuu MuenonponndepatMBHbiX 3aboneBaHui,
nepecMoTpe nokKasaHuii K Ha3HaAYeHWIO, KOppeKUuumn Ao3u-
POBKM 1 OTMEHEe TapreTHbIX MpenapaTtoB (PYKCOMUTUHUO).
PekomeHgaumm npegHasHayeHbl A5 OHKOMIOrOB, remarto-
N0roB, agMUHUCTPATOPOB 34pPaBOOXPaHEHUs, CTyAEHTOB
MEANLMNHCKUX Yy4eOHbIX 3aBEAEHUA.

KnioueBble cnoBa: MmuenonponudepaTnBHbie 3a-
6oneBaHus, UCTUHHasA MNONUUMTEMUS, SCCEHLUManb-
Has TpombouuTemus, MEPBUYHLIA MUenohunbpos,
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ABSTRACT

The development of National clinical guidelines on diagnosis
and treatment of Ph-negative myeloproliferative neoplasms
comes in response to the need to standardize the approach
to diagnosis and treatment. The availability of clinical guide-
lines can facilitate the choice of adequate treatment strat-
egy, provides practicing physicians with exhaustive and
up-to-date information on advantages and shortcomings
of different treatment methods as well as lets health pro-
fessionals better assess expected extents of treatment re-
quired by patients. In 2013 a working group was formed to
develop and formulate clinical guidelines on the treatment
of myeloproliferative neoplasms. These guidelines were
first published in 2014, afterwards they were revised and
republished. The dynamic development of current hema-
tology 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, expand-
ed, and updated in accordance with scientific findings and
new requirements of specialists who deal directly with this
category of patients. The present edition is an upgraded
version of clinical guidelines with updated information on
the unification of constitutional symptoms assessment using
MPN-SAF TSS questionnaire (MPN10), on applying prognos-
tic scales in primary myelofibrosis, assessing therapy effi-
cacy in myeloproliferative neoplasms, revising indications
for prescription, on dose correction, and discontinuation
of targeted drugs (ruxolitinib). The guidelines are intended
for oncologists, hematologists, healthcare executives, and
medical students.

Keywords: myeloproliferative neoplasms, polycythe-
mia vera, essential thrombocythemia, primary myelo-
fibrosis, JAK2V617F, CALR, MPL, prognosis, hydroxy-
urea, interferon-a, ruxolitinib, anagrelide.
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Ta6nuua 1. LLikana oueHKM ypoBHeEN AOCTOBEPHOCTHN AOKa3aTelbCTB
(YO4O) pna meToaoB AMarHOCTUKM (AMarHOCTUYECKUX BMeLLaTelbCTB)

OnucaHue

yan

1 Cucrematnyeckue 0630pbl CCIEA0BaHNA C KOHTPONEM
pedhepeHCHbIM METOAOM WK CUCTEMATUYECKMIA 0630P
paHAOMMU3MPOBAHHbIX KNMHNYECKNX nccnepoBanuii (PKN)
C NPUMEHeHneM MeTaaHanm3sa

2 OtgenbHble uccnefoBaHus ¢ KOHTPONEM pedepeHCHbIM
mMeTofoM unmn otaenbHble PKU n cuctematnyeckne o0630psbl
uccnenoBaHuid No60oro AusaiiHa, 3a cknodeHmem PKU,

C NPUMEHEeHUeM MeTaaHan3a

3 WccnepoBaHus 6e3 nocnefoBaTelbHOr0 KOHTPOS pede-
PEHCHbIM METOAOM WAN UCCef0BaHMNS C pedhepeHCHbIM
METOLOM, He SB/SIOLMMCS HE3aBUCUMBIM OT UCCIIEAYEMOTO
MeToAa, Uiv HepaHAOMU3UPOBAHHbIE CPAaBHUTE/IbHbIE
MCCNefoBaHNS, B T. Y. KOFOPTHbIE UCCEL0BaHNS

4 HecpaBHWTENbHbIE NCCEN0BAHMS, ONUCAHNE KITMHUYECKOTrO
cnyyas

5 Wmeetca nuwb 060CHOBaHWE MeXaHU3Ma AENCTBUS
WM MHEHME 3KCNepToB

Ta6nuua 2. LLIkana oueHKN ypoBHeW AOCTOBEPHOCTU AOKa3aTebCTB
(YO4) pna meTonoB NpounakTnky, neveHns n peabunmtaymm
(npohmnakTnyeckmnx, ne4ebHblX, PpeabuIMTaunoHHbIX BMeLLaTeNbCTB)

OnucaHue

yon

1 CuctemaTnyeckuii 0630p paHAOMU3UPOBAHHBIX KIIMHUYECKUX
uccnegoBannii (PKW) ¢ npumeHeHnem metaaHanmsa

2 OtpenbHble PKW v cuctematnueckne 0630pbl NCCNeL0BaHNIA
noboro An3aiHa, 3a ncknoyennem PKU, ¢ npumeHernem
MeTaaHanu3a

3 HepaHpomn3npoBaHHbIe CpaBHUTESIbHbIE UCCEeL0BaHNS,
B T. Y. KOTOPTHbIE UCCNefoBaHNA

4 HecpaBHuTebHbIE NCCNe0BaHMA, ONUCAHNE KTMHUYECKOrO
CNyy4as uan cepumn Cayvaes, UCCNeN0BAHNA TUMNA «CIly-
Yan-KOHTPOJIb»

5) MmeeTcs nnuwb 060CHOBaHME MeXaHU3Ma ENCTBUS BMeLla-
TeNnbCTBa (ﬂ,OKJ'II/IHVILIeCKVIe VICCJ'IeFlOBaHI/Iﬂ) WIn MHeHne
JKCnepToB

Ta6nuua 3. LLIkana oueHKn ypoBHelt y6eantebHOCTN pekoMeHaaumni
(YYP) pns meToaoB NpohmnnakTukun, ANarHOCTUKN, NeYeHns
1N peabunutaumnmn (NpomnakTMYecknx, AMarHoOCTUYECKMX, NeYebHbIX,
peabuMTauMOHHbIX BMeLlaTeIbCTB)

Yyp OnucaHue

A CunbHas peKOMeHZauuns: BCe pacCMaTpMBaEMble KpUTepuu
3(h(PeKTUBHOCTH (MCXOAbI) ABNSAIOTCS BaXHbIMU, BCE
“CCNeoBaHUS UMEIOT BbICOKOE UNN YAO0BNETBOPUTENIbHOE
METOJ0/10rNYeCKOoe KayecTBO, UX BbIBOAbI MO MHTEPECY-
tOLLMM UCXOAAM SBASIOTCS COrNIaCOBaHHbIMM

B YcnosHas pekomMeHpaums: He BCe pacCMaTpUMBAaeMble KpUTepum
3(h(heKTMBHOCTU (MCXOAbI) ABASIOTCS BaXHbIMU, HE BCe
MCCNefoBaHNS UMEIOT BbICOKOE UM YAOBIETBOPUTENBHOE
METOA0/I0rMYECKOe KauyeCcTBO U/ UX BbIBOABI MO UHTEpe-
CYIOLLMM MCXO[aM He SBASIOTCS COrNacoBaHHbIMM

C  Cnab6as pekomeHfaLms (OTCyTCTBME LOKA3aTeNbCTB
Hapfexallero Ka4yecTBa): BCe paccMaTpuBaeMble Kputepum
3hheKTUBHOCTU (MCXOAbI) ABASIOTCS HEBAXHbIMU, BCE
NCCNefoBaHNS MMEIOT HU3KOE METOA0/0MNYECKOe KaYeCTBO
1 X BbIBOAbI MO MHTEPECYIOLLNM UCXOAAM HE ABASIOTCS
COrnacoBaHHbIMK
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METOAO/NOINA PASPABOTKU KTUHUYECKUX
PEKOMEHOALNNA

[Ipy pa3paboTKe KJIMHUYECKHUX pPEKOMeHJAUUH 1o
JIMarHOCTUKe W JiedeHHI0 Ph-HeraTUBHBIX MHEJIONPO-
JrdepaTUBHBIX 3a60J€BaHUM HCIOJIb30BaJMCh ILIKAJbI
JJIsl OLleHKH YpPOBHEH JOCTOBEPHOCTH J0KAa3aTeJbCTB
(YA1) u ypoBHel y6eauTeIbHOCTH pekoMeHAanui (YYP)
(Tabu. 1-3).

[IpenapaTbl, BK/IOUYEHHble B IepedyeHb >XU3HEHHO
HeOOXOJUMBIX M Ba)KHEHIUHX JIEKAPCTBEHHBIX CPeJCTB
JJIsT MEJULMHCKOTO NpHUMeHEeHUs], OTMEYeHbl B TEKCTe
3Be3J0uKoi (*).

BBEJAEHME

MuenonponudepaTtuBHbie 3aboseBanus (MII3) npen-
CTaBJSAIT CO60M KJIOHa/JbHble 3a00JIEBaHUS, BO3HUKA-
I0llMe Ha YpPOBHE CTBOJIOBOM KPOBETBOPHOM KJIETKH,
XapaKTepusyTcs nposudepanued ofHONW uau 6GoJjee
KJIETOYHOH JIMHUU MHEJION033a B KOCTHOM MO3re C IpH-
3HaKaMU COXPAaHHOU TepMUHaNbHOU U depeHIIPOBKY,
CONPOBOXAIOTCS U3MEHEHHEM [T0Ka3aTesel nepudepu-
yeckol kpoBHu [1-3].

UCTUHHAA NONMUUWUTEMUA (UII; ycrap.. spuTpeMmus,
6oJsie3Hb Bakesa, MCTUHHAsA KpacHas MOJULUTEMUA) —
kJIoHasnbHOe MII3, koTopoe XxapakTepusyeTcs nposude-
panuel 3pUTPOULHOTO, FPAHY/I0LMTAPHOI0, MerakapH1o-
LIUTApPHOTO POCTKOB MUEJION033a C NPpeuMylLeCTBEHHON
nposivdepaneld 3pUTPOUAHOTO POCTKA KPOBETBOPEHU
(naHMuesio3), yBeJWYEeHUEM KOJIMYecTBa 3PUTPO-
LIUTOB M TMOBBIIIEHHWEM KOHLeHTpalUU TreMOIJIOOHHa,
TPOMOOLUTO30M, JIEHKOIUTO30M B KpPOBU (MaHLMTO3),
He3aBUCUMOCTbIO 3PUTPOI033a OT HOPMaJIbHbIX Mexa-
HU3MOB IJUTOKMHOBOM perynsauuu. [louTu Bce 60JbHbIE
ABJIATCA HOCUTeNAMU MyTauuu V617F rena JAKZ vnu
Apyroi GyHKIIMOHANBHO CXOHOW My TaLlUU.

9CCEHLUMUA/IbHAA TPOMBOLIMTEMUA (OT; yctap.. nep-
BUYHBIM TPOMOOLUTO3, UAUONATUYECKUN TPOMOOLIUTO3,
reMopparudeckasi TpoM6oLuTeMUs1) — KIoHaAbHOe MII3
C HEKOHTpoJINpyeMo nposiideparueil MerakapuoLUTOB,
XapaKTepu3yeTcsl MNOBBILIEHHbIM 4YHCJIOM KpPYNHBIX MU
TUTAHTCKUX MerakapUoLUTOB B KOCTHOM MO3Te, TPOM-
601UTO30M B KpoBH (> 450 x 10°/J1), BBICOKUM PHUCKOM
TPOMOO30B U/UIU KPOBOTEYEHUN.

NEPBUYHbIA MWMENO®UBPO3 ([IM®; ycrap.. XpoHuUYe-
CKUU uJUOoNaTUYecKUd Muesodpubpo3, arHoreHHas
MHUeJIOUAHAs MeTalJa3usl, MUeJ0CKJIEPO3 C MUEJIOUIHON
MeTansa3uel, cybaeiKeMUYeCKUN MUes03, XpOHUYECKU N
rPaHy/IOLUTapHO-MerakapuoLUTapHbIi MHUe03) BO3HU-
KaeT de novo, XapaKTepU3yeTcsl KJIOHAJIbHOU mposnde-
panuel CTBOJIOBBIX KJIETOK, aHOMaJIbHOM 3KCIpeccuei
LUTOKUHOB, GUOGPO30M KOCTHOTO MO3ra, renaToCIJIEHO-
Merajuei BCJIeCTBUE SKCTPaMeAy/JISIPHOIO reMOoII033a,
CUMIITOMaMH OINyX0JIEBOM HMHTOKCHKALUM, KaxXeKCHeH,
JIEHKO3pUTPOH6IACTO30M (COCTOSIHUE, KOTOpOe Xapak-
TepusyeTcsl JIEHKOLMTO30M, CABUIOM JIEHKOLUTAPHOU
dbopMysbl 10 GJACTHBIX KJIETOK, IMOSBJEHHEM B KPOBU
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3pUTPOGIACTOB), NPOTPECCUPOBAHUEM C MCXOZOM B
OCTpbIi JIeHK03, HEBBICOKOH BBIXKHBAEMOCTBIO.

MUWENOMNPO/IMPEPATUBHOE 3ABOJIEBAHUE HEK/TACCU®U-
LIMPOBAHHOE. CorsacHo pekoMeHJanusM BceMupHoi
opraHusauuu 3apaBooxpaHeHus (BO3) 2017 r. [4],
JIaHHBIM JMarHos cjejAyeT UCIO0Jb30BaTh NMPHU HAJUYUU
KJMHUYECKHX, JIabopaTOpPHBIX U THUCTOJOTMYECKHUX
(B TpenaHo6uoNTaTE KOCTHOr'O MO3ra) npusHakos MII3,
He COOTBETCTBYIOLIMX KaKON-IM60 onpesie/leHHON HO30-
Jornyeckoit popme knaccuyeckux Ph-neratuBHbix MII3.
Yale Bcero aTy KaTeropuio UCIOJb3YIOT HA paHHUX CTa-
nusx 3abosieBaHus (MaHubecTaluusi) MPU PaCXOXKIEeHUU
MeX/y KJMHUYeCKHMH, J1abopaTOpHbIMU U MopdoJioru-
YeCKHMU [aHHBIMU; NpHU GyacTHOU ¢ase 3aboJsieBaHUSA
6e3 MNpeALIECTBYOLIEr0 aHaMHe3a U YCTAHOBJIEHHOIO
paHee BapuaHTa MII3; npu coyeranuu MII3 c Bocna-
JINTEJbHBIMY, MeTab0/JUYeCKHUMU WJIM ONYXOJEeBbIMU
3a60JIeBaHUSIMHM, MAaCKUPYOLIMMHU OCHOBHble NPHU3HAKHU
TOW WJM HMHOU Ho3osorudeckor ¢opmbl. MII3 Heksac-
cuULIUPOBAHHOE He [JUAarHOCTUpyeTcsl NpU ob6beMe
TpenaHoOGMONTaTa KOCTHOTO MO3Tra, HeJJOCTaTOYHOM JJIsl
aJleKBaTHOI'0 aHa/u3a, OTCYTCTBHUU IpeJoCTaBJIEHHbIX
BpayaMM KJIMHHUYECKHUX U JJAGOPaTOPHBIX JaHHBIX, IPOBe-
JleHUH MpeJllecTBYyIOlLlel Tepanuyd LIUTOCTAaTUUYeCKHMHU
npenapaTaMd WM KOJOHUECTUMYJUPYIOLIUMU (QaKTo-
paMy, HaJIMYKUU peapaHKUpoBOoK reHoB PDGFRA, PDGFRB,
FGFR1, BoisiBJieHUU XUMepHoOTO TreHa BCR-ABL1 [4].

1. 3TUONIOTUA U NATOTEHE3
Ph-HETATUBHbIX MIN3

dtuonorusa MII3 go cux mop He ycTaHOBJieHa. Beayiiei
TUIIOTe301 fBJISETCS MHOTO3TAlHOCTb BO3HUKHOBEHMS
3ab0JieBaHUsl, NIPU KOTOPOH INpPeApacloJIOKeHHOCTb K
HeMy peaJiM3yeTcsl NOJ, BO3JeWCTBHEM BHEIIHUX Qak-
TOpPOB, MOBPEX/AWLMX I'eHOM HOPMaJIbHOM KJIETKH U
NPUBOJSAIIUX K ee 3JI0KaueCTBeHHOM TpaHcpopManuu.
HecMoTpst Ha TO 4YTO B NocC/jefHHUE T'OJbl JAOCTUTHYThI
3HA4YUTeJIbHbIEe yCIIexXU B pacuiippoBKe MOJIEKY/ISIPHO-Te-
HeTUYecKUX MexaHu3aMoB Ph-HeraTtuBHbix MII3, mnep-
BOHauaJibHasi MyTalys, NPUBOAALIAA K MaJUTHU3ALUU
reMOoIo3THYeCKOU KJIeTKU, Heu3BecTHa [5].

O6HapyxeHue mytauuu V617F rena JAK2 B 2005 r.
CTaJlo0 3HAYUTEJbHBIM ILIAaroM BIepeJ, B NOHUMaHUU
6uoJsiornyeckux ocobeHHocTedl Ph-HeraTuBHbIX MII3.
[IpakTHyYeckH y BceX 60JbHBIX KCTUHHOM NOJULUTEMUEN
(M) BbisiBAsieTcs MyTanus reHa JAK2: B 96 % ciydaes
myTanus JAK2V617F (ak30H 14), B 2 % — MmyTauus B
3k30He 12 reHa JAK2 [6]. [Ipu acceHIHa/IbHON TPOMOGO-
yutemuu (3T) myTtanus JAK2V617F npucyTcTByeT y 55 %
NalMeHTOB U NpUMepHO B 45-68 % cay4yaeB 06HapYyXU-
BaeTcs Npu nepBUYHOM Muenodpubpose ([IMDP). Myranus
B 3k30He 12 reHa JAKZ npu 3T u [IM® npakTudecku He
BcTpevaeTcs [7, 8].

[ToMmumo MmyTanuit reHa JAKZ y 6onbHbix MII3 BbI-
ABJIAIOT MyTallUd U APYyrux reHoB. Myrtauuu reHa MPL
BcTpeyaroTcs B 4 % caydaeB npu IT, B 8 % — npu [IMP
U penko npu UIL Ilpu aToMm yalle Bcero oGHapy>XKuUBa-
toTca mytauun MPLW515L/K B 3k3oHe 10 [8, 9]. My-
Tauuss MPLS505N BoisiBasieTcs kak npu J7T, Tak ¥ npu Ha-
caefcTBeHHOU TpoM6bouuTemuu [10]. /laHHble MyTaLuu

KTMHNYECKAA OHKOTEMATO/TON 4

He SBJISIOTCS CTporo cnequduyHbiMU g MII3 u umeroT
BTOPUYHBIN reHes B [Je[l1 TeHeTUYeCKHUX COOBITUH.

B 2013 r. noABU/IMCh JaHHBIE O AUArHOCTUYECKOM 3Ha-
YHUMOCTU COMATUYECKHUX MyTalui B 3k30He 9 reHa CALR,
KOJIUpYIoIllero 6e/10K KaabpeTUKyIUH [11, 12]. BeisiByieHO
6osiee 36 pasHbIX BU/OB MyTalluil 3TOr0 reHa, KOTOpble
MPUBOJAAT K oO6pa3oBaHUI0 AedeKkTHoOro Gesika. B uccre-
JIOBAHMUSIX In Vitro KJIe€TKH, IKCIPECCHUPYIOLINe MyTaHTHBIN
reH, o06Jaflajli CIOCOOGHOCTbIO LUTOKMHHE3aBUCHMOI'0
pocTa B KyJIbTYpe, YTO, BEPOSITHO, CBA3aHO C aKTUBaLuen
6enkoB curHasbHoro nmyTu STAT (signal transducer and
activator of transcription). Y 60/bHbIX 6€3 MyTal1il reHOB
JAK2 v MPL myTanuu reda CALR 6bl14 BbisiBJIeHBI B 67 %
cnydaeB npu 3T u B 88 % — npu [IM®. /lpyrue aBTOpbI
Tak)Xe OOHApYXWJIM BBICOKYI YaCTOTy MyTalluil TreHa
CALR y 60oabHbIX MII3 (70-84 % ciyyaeB pu OTCYTCTBUHU
MyTauuu rena JAK2). Ilpu satom myTtauuu CALR mpucyT-
CTBOBaIN y 8 % NalMeHTOB C MUEJOAUCIIACTUYECKUM
cudgpomoM (M/IC) ¥ B eIMHUYHBIX CAy4Yasx IPU APYyrUx
3a60J1eBaHUSIX MHUEJIOUAHON NpUpoAbl. BaxkHo, YTO HU B
OJJHOM cJiyyae 3a60jieBaHUM HeMHeJOWJHOH NPUPOAbI
MyTallUU B JAHHOM I'eHe He BblsiBjeHbI [11, 12].

Myrauuu reHoB JAK2, MPL, CALR uMelOT Ba>KHOe Juar-
HOCTHUYecKoe 3HauyeHMe. MX BbIsIBJIeHHe CBU/IETE/IbCTBYET O
KJIOHA/IbHOM XapakTepe 3a00JieBaHUs U NIOMOTaeT B Aud-
depennnanvHoit fuarnoctuke UIl, 3T, [IMO u psja apyrux
3a60s1eBaHUI MUEJIOWJHON NPUPO/bL, @ TaKXKe BTOPUYHBIX
3PUTPOLMTO30B U TPOMOOLMTO30B. Hapsy c 3TUM aKTUBHO
M3y4aeTcsl 3HAYMMOCTb JJaHHbIX MyTalui B mporHose MII3.
HecMoTpss Ha psif, NpOBeJeHHBIX MCC/Ie[JOBaHUH, IOKa
He IpeJjCTaB/seTC BO3MOXHBIM cJieJlaTh OJHO3HAYHOe
3aKJIl0OYeHHe B OTHOLIEHUM NPOTHOCTUYECKOr0 3HayeHUs
ayiesbHOM Harpysku JAK2V617F mpu UII, 3T u [IMO.
Bomnpoc BaMsHUSA a/le/IbHOM Harpy3ky Ha BbDKMBAeMOCTb
uiu nporpeccupoBanue UIT u 3T c ucxomom B Muesnodpubpos
Takxe TpebyeT usydeHus [13].

[pu UII, 3T u [IM® BBIABASIOTCA MyTallUU U APYTUX
renoB: TET2,IDH1/2,ASXL1, DNMT3A v ap.[5]. Hu ogHa us
HUX HeclenuduyHa AJis KJaccuyeckKux Ph-HeraTMBHBIX
MII3, a ux maToreHeTU4eckasi 3Ha4UMOCTb UCCIeYeTCsl.

MouJiekynsipHO-TeHeTHYeCKHe HapylleHus npu Ph-He-
raTuBHbIXx MII3 NpUBOJAT K aKTHUBALMM CHUTHAJBHOIO
nytu JAK-STAT. Pe3ysbTaTOM 3TOrO fIBJSETCHA YCUJIEHUE
npoJsirdepanuu U yBeJryeHrne KoJUYeCcTBa 3pUTPOLMTOB,
JIEMKOLIUTOB U TPOMOOLMTOB B KpoBU nipu UII nin usonu-
poBaHHbIN TpoMbouuTo3 npu IT. [laToreHes [IM® cnoxeH
Y COCTOMT U3 L|eNM COOBITHH, TEPBUYHBIM U3 KOTOPBIX CYU-
TaeTcs NosIBJIeHHe NAaTOJI0rM4ecKoro KJaoHa. MOHOLIUTHI U
MerakapHoLHUThbl Y 60/1bHbIX [IM® akTHBHO NPOAYLUPYIOT
MHOXECTBO IUTOKUHOB: TpaHchopMupymomuit ¢daxtop
pocta [ (TGF-B) ™MuenouaHbIXx MNpeallieCTBEHHUKOB,
daxkTop pocra ¢ubpobdaacroB (FGF), dakTop pocra saHj0-
Tesnsa cocynoB (VEGF), ANG1, OPG, BMP4, us6bIToK Ko-
TOPBIX CTUMYJIMpyeT GUOPO3, HEOAHTHOTeHe3 U TPUBOJUT
K oCTeocKJsepo3y. Hapsy ¢ 3TUM HapyllaeTcs CBsI3b CTBO-
JIOBBIX KJIETOK C MUKPOOKpPY:KEHHEM, UTO CIOCOOCTBYeT
MOSIBJIEHUIO 3KCTpaMeJy/UIIPHbIX OYaroB TIeMOII0333,
Npex/ie BCero B cesie3eHKe U eyeHU. MaccUBHBIN BbIOPOC
LIUTOKMHOB — O/HA U3 IPUYMH Pa3BUTHsI CHUMIITOMOB OIIy-
X0J1eBOM HHTOKCUKALIMY, YTO PUBOAUT K 3HAYUTETbHOMY
YXYALLIEHUI0 Ka4yeCTBa )KU3HU 60/1bHbIX [IM® [14].

KnoHanbHasg mnposndepanus MHUeJOUAHBIX KJETOK
npu Ph-HeratuBHbIX MII3 MOXeT TakKe CONMPOBOKAATHCS
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BTOPHUYHBIM BOCMaJIeHUEeM C U3MEeHEHUSIMU CTPOMBI KOCT-
HOTO MO3ra Y NaToJIOTUYeCKON BbIPAaOOTKOW LIUTOKHUHOB.
B pasBuTue Muesnodubposa, Kak IMepBUYHOrO, TaK U
BTOPHUYHOTO, OCTEOCKJIep03a M aHIMOTeHe3a BOBJIEYEHbI
TGF-B, Tpom6ouuTapusii pakrop pocta (PDGF) u VEGF
[15]. TaTosroruyeckasi BbIpaboTKa IUTOKMHOB, XEMOKUHOB
Y MeTa/lJIONPOTeNHa3 MOXeT WUrpaThb poJib B NATOJIOTU-
YeCKOM MEeXKJIETOYHOM B3auMOJIeCTBUU HeHTpodusos,
MOHOLIUTOB U MerakapHoIMTOB, UYTO NMPUBOJUT K BbIXOJY
MUEJIOUAHBbIX MNpeaumecTBeHHUKOB CD34+ u sHporenu-
aJIbHBIX KJIETOK B epudepudecKyro KpoBb [16].

2. ANUAEMUONOrug

[To faHHBIM 3apyOEKHBIX PETHCTPOB, TepBUYHas 3a60J1eBa-
emoctb npu UII cocrasaser 0,4-2,8 caydas Ha 100 000 Ha-
cesnenud, npu 3T — 0,38-1,7 caydaa Ha 100 000 Hace-
snenus, npu [IM® — 0,1-1 cayyait Ha 100 000 HaceneHus
[17]. MonynsinMoHHbIE 3MUJIEMUOJIOTUYECKHE JaHHbIE O
3aboJsieBaeMOCTH U pacnpoctpaHeHHocTu MII3 B Poccuu
oTcyTcTBYIOT. [Ipu ananuze 10-yseTHelt JUHAMUKU 3a60-
sneBaeMocTU B CaHKT-IleTepbypre nepBuyHas 3aboJsieBae-
MocTb npu UIl coctasaser 0,5-1,15 (cpeanee 0,83) cayyas
Ha 100 000 Hacenenus, npu 3T — 0,6-2,1 (cpegHee 1,3)
cayvast Ha 100 000 nacenenus, guas [IM® — 0,72-1,56
(cpennee 1,06) cayyast Ha 100 000 HacesneHus [18].

3. KNIACCNDPUKALIUA

B cooTBeTcTBUM ¢ Kiaccudukanueit BO3 2017 r. rpynna

xpoHudeckux MII3 o6beAuHsIET CeMb HO30J0THYECKHUX

dopm:

1) XpoHuueckui MmuesouiHbIM seriko3 BCR-ABL1+;

2) XpOHUYECKUU HEUTPODUIbHbBIHN JIEHKO3;

3) uCTUHHAsA NOJULUTEMUS;

4) acceHLHaJIbHAsE TPOMOOIUTEMUS;

5) nepBuuHbIi Muesnodpuopo3 (npedubposHas/paHHIS
cTtaaus u GubposHas crajus);

6) XpOHUYECKUU 303MHOPUIBLHBIN JeHK03 HEeKIaccudpu-
LUPOBaHHBIMH;

7) MII3 HeksaccudupoBaHHoe [4].

Kogmnposanne no MKb-10:

D47.4 — octeoMuenodpudtpos;

D45 — ucTuHHaA NOJUIUTEMUS;

D47.3 — acceHyuanbHas (reMopparuyeckasi) TpoM-
OOLUTEMMUS.

4. UCTUHHAS NONTULIUTEMUA

4.1. KnuHn4yeckas KapTuHa

MAETOPUYECKUA CUHAPOM (msieTopa — MOJIHOKPOBME)
XapaKTepU3yeTCsl YBeJUYeHUEM MacChl IUPKYJIUPYIOIINX
3PUTPOLUTOB, YTO MPUBOJLUT K MOSIBJIEHHUIO Kalob Ha
rOJIOBOKPY)KEHHE, TOJIOBHYI0 60Jb, YXy/LIEeHUEe 3pEHUS,
KOXKHBIN 3y/1, IPUCTYIbI CTeHOKapAuHU. [Ipy ocMoTpe Koxka
Y BUJUMBbIE CJU3UCTbIe 0600YKH C KPACHO-CHHIOIIHBIM
OTTEHKOM (I10JIOKUTENbHBIN cuMnToM Kynepmana). Cocy-
JIMCTBIE OCJIO)KHEHHS] — TPOMOGO3bI JIF060H JIOKaIM3aluy,
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NPUCTYIBI NOKPACHEHUs MaJbLiEB PYK U HOI, KOTOpble
COMPOBOXAATCS 6OJIBIO U XOKEHUEM (3pUTPOMEJIANITHS ).

MUENOMNPO/IM®EPATUBHbIN CUHAPOM 00YC/IOBJIEH TH-
nepIIa3vel Tpex poCTKOB KpoBeTBOpeHHs. [IposiBasieTcs
KOXXHBIM 3y/10M, IOT/JIMBOCTbIO, CJ1a60CThI0, OBbILIEHHON
TeMIepaTypou Tesa, 60Jbl0 B KOCTSX. [lOBBIIIEHHBIN
pacnaj, rpaHyJOLMTOB CONPOBOXKJAETCS HapylleHueM
ob6MeHa ypaToB, YTO MpPOSAB/SETCS MOYEKHUCJbIM JHa-
Te30M, 0o06pas3oBaHUEM KaMHel B IOYKaX, MOJarpow,
nojarpuyecko  nosuaptpaiarvei.  CrjieHoMerasnus
(peako — remaToMerasjusi) MOXeT OBITb 06YyCJIOBJIEHA
yBeJIMUeHUEM CeKBeCTpUpyoled (YHKLHMMU cesle3eHKH.
XapakTepeH MaHIUTO3 B KpoBH [1].

4.2.MnaH o6cnepgoBaHusa npu guarHoctuke UM

O6s3aresibHble UCCIeOBAHNSA:

® cO6Op aHaMHe3a U KaJj00, BKJIO4Yas OLeHKYy dak-
TOPOB pHCKa CepJleyHO-COCYJUCTBIX 3aboJie-
BaHUU (HAIMOHAJBbHOCTb, CEMEWHBIN aHaMHe3,
TpoM603bl B aHaMHe3e, KypeHue, CONYyTCTBYIO-
e 3a6osieBanus) [1, 2, 19, 20];

® ¢uU3UKaJbHBINA OCMOTP C OL[EHKON OKPaCKU KOXU
JIULA, Ja/JloHeH, CTON, BUAUMBIX CJIU3UCTBIX, C
OCMOTPOM KOXXM HMXKHHUX KOHeYHOCTeH (mwur-
MeHTalus, Tpodpruieckue pacCTPONCTBA, OTEKH,
reMopparuu), najbrnalnuei ne4eHy U cesje3eHKH,
OLIEHKOM cocTosiHUsA Jierkux, cepaua, KKT, no-
yek [1, 2, 19, 20];

@ o00uui aHaau3 KpoBu c AuddepeHLMATBHBIM
MO/ICYETOM KJIETOK KPOBM C IIOMOILbI aBTOMa-
THUYECKOro aHaju3aTopa (reMaTOKpHUT, KoJude-
CTBO PETHUKYJIOLUTOB, TPOMOGOLMTOB; CpejHHUE
3HaYeHUs IPUTPOLUTAPHBIX UH/EKCOB: CpeHUMN
06beM aputpouuta (MCV), cpenHee cofepxa-
HUe reMorio6uHa B aputponute (MCH), cpenuss
KOHIleHTpalusl reMoOrJIo6MHa B 3PUTPOLUTAX
(MCHC), wiupuHa pacnpejesieHus1 3pUTPOLUTOB
no o6bemy (RDW); uccnenosanue mopdosioruu
3PUTPOLUTOB, TPOMOOIUTOB, HEUTPOPUIIOB; CKO-
pocTb ocefanus aputpouutos (COI) [21];

® TpenaHoGHOICUSA KOCTHOTO MO3ra C TMCTOJIOTU-
YeCKOH OLeHKOW M 'HCTOXUMHUYECKUM HCCIef0-
BaHMEM /1151 BbISIBJIEHUS PeTUKYJINHOBBIX U KOJI-
JIareHOBbIX BOJIOKOH [1, 2, 4];

@ oIlpe/iejieHUe YPOBHS 3pPUTPONO3THHA B ChIBO-
poTke [22];

® MOJIEKYJ/IIpHO-TeHeTHYeCcKoe vcceloBaHue
KpPOBHU ITOCPEICTBOM KaueCTBEHHOH NMoJiMMepas-
Hol yenHoi peakuuu (IILP) Ha HasM4ue MyTa-
uuu V617F rena JAK2, a npu OTCYy TCTBUU JaHHOHU
MyTallid — BbIfIBJIeHUEe MyTaluu reHa JAKZ B
3k30He 12 [21];

® Y3U opraHoB OGpPIOLIHON NOJIOCTH C ONpe/ieIeHUeM
pasMepoB neyeHy, cese3eHky; Y31 novek [1, 2, 19].

PacwnpeHHas gnarHocTuka npu nogreepxaeHHon UI:

@ ompeJeseHUe NOJTUMOPPU3IMOB TeHOB HacJej-
CTBEHHON TpoM6oduanu (Ipd HAJIUYUU TPOM-
6030B);

@ KoaryJjorpamMma: NpPOTPOMOGUHOBBIA WHJEKC,
MeX/JyHapoJHOe HOpPMaJIM30BaHHOE OTHOIIe-
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Hue (MHO), akTUBHpPOBaHHOE YaCTUYHOE TPOM-
oomnsiactTuHoBoe Bpemsi (AUTB), TpomOGuHOBOE
BpeMsl, ypoBeHb GUOPUHOTEHa, aHTUTPOMOU-
Ha Ill, npoTteuna C, npoteuna S, D-gumepa, arpe-
ranydss TPoMOOLUTOB C ajieHo3uHAubochaToM
(AA®d), arperanus TpoMOOIUTOB C PUCTOMUIIU-
HOM, YpOBeHb roMolucTenHa (y 60JbHBIX C BbI-
COKHM PUCKOM TPOMOOTHUUYECKUX OCJIOKHEHUH);
® OMOXUMHUYECKUH aHaJU3 KPOBU: YPOBEHb 0OIIEro
OUIMpyOHHa, aJlaHUMHaMUHOTpaHcdepassl (AJIT),
acrnapTtataMuHoTpaHcdepassl (ACT), 1akTaTAeru-
JAporeHassl (JIZII'), MoyeBOM KUCIOTHI, KApOaMU/a,
KpeaTHHHHA, 061ero 6eska, aJibOyMUHa, I11eJ104-
Hol docdaTasbl, IIIOKO3bI, X0JECTEPUHA, JIUIO-
NPOTEUI0B HU3KOHM MJIOTHOCTH, JIMIIONPOTEN/I0B
BbICOKOW MJIOTHOCTH, JIMIIONIPOTEN/I0B OYeHb HU3-
KOU MJIOTHOCTH, TPUTULEPUIOB (V 60JIbHBIX C BbI-
COKHUM PUCKOM TPOMOOTHYECKHX OCJIOKHEHUH, Y
MOKUJIBIX MAL[MeHTOB, IPU HaJIMUUU CONY TCTBYIO-
1Iel NaToJIOruU CepIeYHO-COCYIUCTOMN CUCTEMBI);

@ uccieJiloBaHHe 0OMeHa >KeJe3a: KOHIeHTpaLUs
deppUTHHA CBIBOPOTKH, >KeJsiesa CbIBOPOTKH,
o611as KeJie30CBsA3bIBAIOILAs CIOCOOHOCTDb ChI-
BOPOTKH, HacblllleHHWe TpaHceppHuHa KeJle30M
(mpu cozep>kaHUMU TeMOrJI00MHA HUXe pede-
PEHCHBIX 3HaUeHUH);

® ¢ubpoasodaroracrpoayoseHockonusa (P3IC/C)
C OLEHKOW COCTOSIHUS BeH NulleBoja (MCKJIO-
YUTb HaJM4yMe BapMKO3HOIO paclIMpeHHUs BeH
KaK NPOsIBJIEHUs OPTaJbHON TMIIepTEH3UH);

® KOJIOHOCKOIIUS;

e Y3U c ponnaeporpadueit uau KT B cocyaucTom
pexuMe OpraHoB OPIOIIHOM MOJIOCTH, COCY[0B
NOPTaJIbHON CHUCTEeMbl, apTepUi Noyek AJs Hc-
KJIIOUeHU s TPOMO030B KPYIHBIX COCY/I0B U Ullle-
MHUYeCKUX NOBPEX/JeHUH BHYTPEHHUX OPraHoB;

@ CTaHJapTHOe IMTOreHeTHYeCKOe HCCJe/loBa-
HUe KOCTHOTO MO3ra;

@ T[oJiyyeHHe [JUTOJIOTMYeCcKOro npemnapara KocT-
HOT'0 MO3ra NyTeM NYHKLUHU U LIUTOJIOTUYeCcKoe
HccieloBaHMe MasKa KOCTHOTO Mo3ra (MueJio-
rpamma);

@ uccieJioBaHHe QYHKIMH BHEIIHEro JbIXaHUs;

@ olpefiejieHUe NMaplyMaJbHOrO JaBJeHUs KHUCJIO-
poza (p0,) u yriexucsoro rasa (pCo,);

e Jonmeporpadus nepebpabHbIX apTepuit (COH-
HbIX U TIO3BOHOYHBIX apTePUH C Iiesiblo0 06Hapy-
KUTb OJISLIKY U U3MEPUTD TOJIIMHY KOMILJIeKca
WHTHUMa-MeJua);

@ OleHKa cepZiedHo-seroyHoro ctatyca: IKI, 9xoKT;

@ cepoJioTHYecKHue TecThl JJis JUAalHOCTUKU peB-
MaTH4YeCKHUX 3a60J1eBaHUHN U TECTHI AJIS UCKJIIO-
YeHHs1 ay TOUMMYHHBIX 3a60J1eBaHUMN LUTOBUJ-
HOH »eJie3bl (y MOJIOZABIX MAllMeHTOB B cJay4Yae
Tepanuu uHTepdeponom-a [MPH-«a]);

@ o00uui aHasu3 Mouu (Ipu 3a6oJieBaHUSAX MoYe-
M0JIOBOU CUCTEMBI).

4.3. InarHocTuyeckue kputepum UM

[JuarHo3 UIl fomkeH ObITh YCTAaHOBJIEH B COOTBET-
cTBUM ¢ KpuTepusasMu BO3 Ha 0CHOBaHHUM KOMILJIEKCHOM
OLleHKH KJIMHHWYeCKOW KapTHHBI U J1abopaTOPHBIX MOKa-
3areneit [4] (YYP — C; Y[ — 5). Anarnos UIl Bo3aMoxkeH

KTMHNYECKAA OHKOTEMATO/TON 4

Ta6nuua 4. [lnarHoctmyeckne Kputepumn NCTMHHOM nonvumtemmnn (BO3,

2017)
BonbLuve 1. KoHueHTpauus remorno6uHa > 165 r/n y My>XuuH,
Kputepumn >160 r/n 'y XeHLWUH unu rematokput > 49 %

Y MY>XUMH, > 48 % Y XEHLMH

2. [pun Buoncum KOCTHOrO MO3ra TPEXPOCTKOBAS
runepnnasus (MaHMUenos): yBennyeHne
nponudepaLmun 3N1eMEHTOB 3PUTPOUAHOTO,
rpaHynoLMTapHOro, MerakapuoLmuTapHoro
POCTKOB MMENOMN033a

3. Myrauus rena JAK2V617F unun B 3k3oHe 12

Manbii KoHueHTpauus apuTponosTMHa CbiIBOPOTKU HIXKE
Kputepui pedepeHCHbIX 3HaYEHMI

[ns pnarHoctukm UM Heo6xoanMo Hanuuue Bcex 3 60MbLnX KpUtepues
UKW NepBbixX 2 60NbLWMX U MANOro KpUTepus.

[Mpy KoHUeHTpaLmu remornobuHa > 185 r/n, rematokpute 55,5 % y My>Xu4uH
1 KOHLeHTpaLuu remornobuHa > 165 r/n, rematokpute > 49,5 % y XeHLWMH
[OMycKaeTcs 0TKas OT TPenaHoB1oncum KOCTHOro Mo3ra. Bmecte ¢ tem
oLeHKa PeTUKYIMHOBOro (h1bpo3a CTPOMbI NMPY FMUCTONOrNYECKOM
1ccnepoBaHnn TpenaHobuonTata KOCTHOrO MO3ra UMeeT NPOrHOCTUYECKoe
3HaYeHMe — MOBbILWEHHbIA PUCK TPAHChOPMALMK B NOCTNONMLNTEMUYECKNI
muenounépos (okono 20 % nauneHTos).

NIpY KOHIIEHTpallMK reMorj06MHa 1 [oKa3aTeJle reMaTo-
KpUTa HUXe JUarHOCTUYeCKOro Nopora. 3To MOXKeT ObITh
y MOJIOJIbIX NIALMEeHTOB NPU HaJW4YUHU AedULIUTA Kese3a
(HopMa/ZbHass WJM JaXke CHIPKeHHasl KOHIEeHTpalus
reMorjio61Ha py BBICOKOM YHCJIe 3pUTPOLUTOB) U/UIH
1ocjle OCTPbIX KpPOBOTeYeHUH (yMeHblLIeHHe KOHILeH-
Tpaluy reMoryio6MHa, KOJWYeCcTBa 3PUTPOLUTOB U re-
MaTokpuTa). HacTopoxxeHHOCTb B oTHoleHUu UII HEO6-
X0/IUMa Yy NMallUeHTOB C UMELIUMHUCA ab6JOMUHATbHBIMU
TpoM603aMH, OCOGEHHO NPU HaJMUYUMU KOXHOIO 3Yy7a,
3pUTpPOMeJIA/ITUH, CIIJIeHOMeTa/IuY, JeHKOIIUTO3a, TPOM-
60LUTO3a U MUKpOLMTO3a B KpoBU. CyllleCTBYeT TaKxe
ocobas ¢popma UIl — 3amackupoBaHHasi/naTeHTHas UII.
B Takux ciaydasix OOHapy>KHBalT MyTaluu reHa JAK2
Y CHIKEHHe YPOBHS 3PUTPOINO3THHA, HO yBeJUYeHHe
KOHI[eHTpalUU reMorsiobrHa He HabJtofaeTcs [23, 24].
B 2017 r. BO3 6b1u npefioXKeHbl epecMOTPEHHbIE U
JIONIOJIHEHHbIe KPUTEPUU JUarHocTUKU MII3, B KOTOphIX
MopdosIoruyeckoe M THUCTOXMMHYECKOe HCCae0BaHUs
TpenaHOOGMONTaTa KOCTHOI'O MO3ra C/AyaT O0O0JIbIINM
JUArHOCTUYECKUM KpuTepueM (Tab.. 4) [4, 25].

4.4.TlporHos

B nenom mporHos y 6osibHbix UII GaronpusiTHbIH,
3aBUCUT OT XapakKTepa U TsXKeCTH TPOMOOTUYECKHUX
OCJIOXKHEHUH, BpeMeHM [0 TpaHcHOpMalUU B MOCTIIO-
JUIUTEMUYECKUA Muenodpubpos (moct-UII MP) wunu
NpOrpeccupoBaHusl 3a60JiIeBaHUS C MCXOJOM B OCTpbIH
MUeJIoUAHbINA Jsefiko3 (OMJI). CornacHo gaHHbiM BO3,
10-neTHsAs BbDKMBaeMoCTb 6osbHbIX MII cocrtaBisieT
6oJiee 75 %. Puck Tpancdopmanuu B OMJI paBeH 5 %, puck
pasBuTHUsd MUes0odubpo3a coctaBiasieT MeHee 10 % [4, 26,
27]. lpuuuHO# cMepTH 60bHBIX UII 6bIBAIOT TPOMOO3HI,
reMopparudeckrve U UHQEeKILOHHbIe 0CJ0XKHEHUS, Hapy-
1meHus QYHKIIMM BHYTPEHHUX OPTaHOB, YaCTOTa KOTOPbIX
CylLIeCTBEHHO YBeJWYMBaeTCsd NpU pa3BUTHU mnocT-UIl
M® unu Tpancdopmanuu B OMJI [26].

4.5. Ctpatudmkauma pucka TpomooTuHeCKux

ocnoXxHeHuu npu UM

CtrpaTtudukanus pucka y 6osbHbix UII B mepByto ove-
pe/ib Ipe/lHa3HaveHa /1151 OLleHKH BepPOSITHOCTH TPOM6o-
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Ta6nuua 5. Ctpatndmkauns prcka TPOMOOTUHECKUX OCTOXHEHUIA
npw NCTUHHON NoMUUTEMUM

Kateropus Bospacrt > 60 net u/unn CeppeuHo-cocyauctble
pucka TpoM603bl B aHAMHE3e chakTopbl pUcKa
Husknin - -
[TpoMeXyTouHbIN - +
Bbicokuii + +/—

TUYEeCKUX OCJI0KHEHUH, BHOCALIMX HAUOOIbIIMH BKJIaJ B
CMEPTHOCTb Y YaCTOTY MHBAJHUAU3ALMH, 00YCI0BJIEHHYIO
3aboJsieBaHUeM. [lo JaHHBIM KOTOPTHBIX HUCCAeJ0BaHUH,
HauboJsiee yCTOMYUBBIMU GaKTOpaMU pUCKA TPOMOGOTHU-
yecKUx ocaoxHeHUH npu UII aBasA0TCA Bo3pacT cTaplie
60 JsieT 1 Ha/M4KUe TPoM6030B B aHaMHe3e [28, 29]. [Ipu
3TOM lLiesIeco06pa3HO TaKXkKe YYUThIBATh 061111e GpaKTopbl
pHCKa cep/leyHO-COCYAUCTBIX U TPOMOOTUYECKUX OCI0XK-
HeHui (Tabu. 5) (VYP — C; Y44 — 5).

TakuM o6pasoM, Bo3pacT crapiue 60 jeT, TpoM603bI
B aHaMHe3e, cepJlevyH0-CcocyJUcThle GaKTOpbl pUcKa (Ky-
peHMe, apTepHa/bHas THUIEPTeH3Us, caXapHbIi JHabeT,
JUCIUNNAEMUs, U306bITOYHAs Macca TeJsa, THIIoAMHaMus)
SIBJIIIOTCSI  OCHOBHBIMM KPUTEpPUSAMU [JJs1 OTHECeHHUs
6osbHbIX UII k rpynnam Huskoro (0 ¢akTopoB pucka),
npoMexxyToyHoro (1 ¢akTop prucka — cepAedyHO-CoCyAU-
cTble GaKTOpbl pUCKA) UK BbICOKOro pucka (1-2 dak-
TOpa pyucka — Bo3pacT crapiue 60 jieT 1u/UIu TPOMOO3BI
B aHaMHe3e He3aBUCUMO OT Ha/IMuMs Cep/edyHO-COCYAU-
cThIX pakTOpoB pucka) [28, 29].

T'uneptpombonuto3 (> 1000 x 10°/n) saBaserca
dakToOpoM puCKa reMopparvdyeckux OCJIOXKHEHHUH H3-3a
pa3BUTUS NIPUOOpPeTEHHOT0 cCMHApoMa Buiebpanza [30].

Jls OLleHKHM 00Ied BbDKHBAaeMOCTU 60JibHbIX WMIT B
2013 r. 6pl1a Ipe/ioKeHa MPOrHOCTUYECKasl CUCTEMA, B
KOTOpOH HebJIaronpUsiTHble MIPOTHOCTUYeCKHe GaKTOPbl
OlLleHHBaJIM B 6asiax:

® Bo3pacT 2 67 aet (5 6as10B);

® Bo3pacT 57-66 jeT (2 6asa);

® KOJIMYecCTBO JiehkouuToB = 15 x 10°/a (1 6an);

® BeHOo3HbIe TpoM603kl (1 6asi).

[Io cymMMe 6a/10B BBIAENSAIT TPU [PyNObl Nalu-
eHTOB: HU3KUK puck (0 6ann0B), NPOMEXKYTOUHBIN
puck (1-2 6asia), BbICOKUMN pUCK (= 3 6asioB). Mexay
rpynnaMy BbIIBJE€Hbl pasjMyusg B BbDKMBAEMOCTH.
MeauaHa o6leld BbDKHBAeMOCTH cocTaBuisa 27,8 roza
Jl1s1 60JIbHBIX U3 I'PYIINbI HU3KOTO pUCcKa, 18,9 roga — us
rpynnsl npoMexxyTouyHoro u 10,7 rofa — 13 Ipynibl Bbl-
cokoro pucka [31, 32].

4.6. Jleyenue UN

Onpepenenne taktukmn repanmnu npu Ul

Lleau mepanuu UII (YYP — C; Y11 — 5):

@ IpeJOoTBpallleHHe U JieueHHe TPOMOOTHYEeCKUX
OCJIOXKHEHUH;

® KOHTpPOJIb CHMITOMOB OIyX0JIeBOM MHTOKCHKA-
IIUM (CHU>KEHMe Macchl TeJla, NOTJIUBOCTb, JINXO-
pazka, 3yA);

@ CBeJleHUe K MUHMMYMY PUCKOB TpaHchopMaLuu
B OCTpbIi Jieliko3 u nocT-UIl M®;

@ Ipejylnpex/eHue OCJI0XKHEHUH B ciydae bepe-
MEHHOCTH, XUPYPTrUUecKUxX omnepauuit [1, 2, 26,
33].
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Meroabl TepanesTuyeckoro sosgencrens npu Ul
[1, 2, 26, 33]

[IpodunakTrka TPOMOOTHUYECKUX OCT0KHEHUH:

B aHTHarperaHThl: aleTuJcaaMIMI0Bas
kucaoTa* (40-325 mr/cyT), kjaonugorpes™
(75 mr/cyT), TukarpeJiop (90 mr/cyT).

dusuyeckoe yaieHue H36bITOYHON MacChl UP-

KYJIMPYOILIUX 3pUTPOLUTOB:

B remo3kchysuu (KpoOBOMYyCKaHUS);

B spuTtpouuTadepes (pyuHON WU alllapaTHBIN).

LuTopenyKTUBHAS Tepamnus:

B rujapokcukap6amun* (10-30 mr/kr/cyT);

m H®PH-o* (1,5-5 mau ME 3 pasa B Heze10);

B neruaupoBaHHbIM UPH-a (marunTepdepoH
o-2a, maruHTepdepoH a-2b, uenaruHTepoe-
poH a-2b*) (45-160 MKr 1 pa3 B Hefe10);

B  pPYKCOJUTUHUO™;

B Oycysabdan™

JleueHue ocyi0>)kHEHUM 3a60JieBaHUs (TPOMOO3HI,

TPOMOB03IMOOJIUH).

[IpodunakTuka (KOHTpPosb GAaKTOPOB pUCKA) U

JiedyeHHe CeplleYHO-COCYIUCThIX 3a60J1€BaHU M.

CyMMuUpPOBAHHbIE peKkoMeHaaynu no seqdexHmio Ul

1.

Jl71s1 Bcex 6OJIbHBIX.
KpoBonyckaHnus/sputponurtadepes [ MNOA-
Jlep>)kaHus reMaToKpuTa B npefenax 40-45 %.
[IpenapaTsl aneTHUJICAJULUIOBON  KHUCJIOTHI*
(40-325 wMmr/cyT), npyd HemepeHOCUMOCTH WJIU
HaJIMYMU NPOTUBONOKAa3aHUN — KJjonujorpen*
(75 Mr/cyT), npu HenepeHOCUMOCTH WJW HaJu-
YUY NPOTHUBONOKA3aHUM /s KJonuaorpesa —
Tukarpesop (90 Mr/cyT).

YcTpaHeHUe cepAeyHO-COCYAUCThIX (GaKTOpOB
pucka (0TKa3 OT KypeHHUs, HopMaausanusa A/l,
KOHIIeHTPaL MU X0JeCTEPHUHA U [VIIOKO3bl, MacChl
TeJsa, aJleKBaTHOe JieyeHUe CepJleyHO-COoCy/Au-
CThIX 3260J1€eBaHUM).

[Ipy runepypukeMuu (B T. 4. IPpU OTCYTCTBUHU
CUMIITOMAaTUKH) NPUMEHAIT aJJIONypUHOI* B
no3e 100-300 Mr/cyT; npenapaT Ha3HA4YalOT MO/
KOHTpPOJIEM IIOKa3aTesied MOYeBOM KHUCJOTHI B
KpOBH.

[laToreHeTU4eCKOTr0 CpeAcTBa [JJs JedeHUs
KOXHOTO 3yJla He CyLIeCTBYeT; HCIOJb3YIOT
npenapaTbl aleTHJCAJULUI0BON KHUCJIOTBI*,
B kayecTBe CUMIITOMATHYeCKOIO JieYeHUs MPU-
MeHAKT H- uin H -aHTaroHUCTBI TUCTaMMHA,
NpPOTUBO3NMUIENTUYECKNEe IpenapaThl (mpera-
6anuH*), aHKCUOJUTUKU (PaboMoTu3loNa [JU-
TUAPOXJIOPUA), yaAbTpaduoseToByro ¢oToTe-
panuio B KoMbuHauuu c ncopaseHom (IIYBA).
[lpy He3PpDEeKTUBHOCTU CUMIOTOMATUYECKOU
Tepaluy — MHeJIOCYyNpecCUBHbIE NpenapaThbl
(rupgpoxkcukapbamun®, npenapatel UOH-a*, me-
runupoBaHHoro UOH-a [marunTepdepoH o-2a,
naruHTepdepoH a-2b, uenaruntepdepoH a-2b*|
WUJIU PYKCOJUTUHUOY).

[I1aHOBBIEe XMpPYpruyeckue BMellaTeNbCTBa U
JleyeHUe y CTOMAToJIora JOJIKHbI ObITh OTJIO-
JKeHBbI [0 HOpMaJiM3al UM NoKasaTeJed 3puTpo-
LJUTOB U TpoMOoLUTOB. [Ipy Heo6XoAMMOCTHU
HEOTJ/IOXKHBIX XUPYPruyecKUX olepaunui npej-
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BapUTe/JIbHO NPOBOJAT KPOBONYCKaHUsI/3pU-

TponuTadepes o HOpMaJIU3alL MU reMaTOKPUTa;

NpoBOJMMasl Tepanus JOJKHA ObITh 3abJsaro-

BpeMeHHO (B COOTBETCTBUM C GpapMaKOKHUHETHU-

KOM MpUMeHsieMoro npemnapara) IpeKkpalieHa 0

OnepaTHBHOI0 BMelllaTeJbCTBA.

2. [l 60JIbHBIX U3 IPYIIIBI HU3KOT0 pUcKa TPOM6O-
TUYECKHX OCJIOKHEHUH.

e lluTopenyKTHBHas Tepallys I0OKa3aHa B ClyYasx:
B [JIOXOM IMEepeHOCHMOCTH KpOBOMYCKaHUM/

apuTpouuTadepesa;

B [IpM 4aCThIX KPOBONYCKaHUAX (IpU HEOOXO-
JUMOCTH NpOBeJieHus reMoakchy3uil yaie
1 pasaB 3 Mec.);

B CUMITOMaTHYeCKOH UJIM Iporpeccupyouien
crJleHoMeraJauu (uckJjwdas cuHjpoMm bag-
Ja—Kwuapu u fpyrue npryuHbI NOPTaIbHOU
TUNEPTEH3UU);

B [pu3HaKax IporpeccupoBaHUsl 3aboJieBa-
HUS (moTepsi Macchl TeJsa, NOTJIUBOCTb, Ha-
pacTaHue JieHKOLUTO3a WU/UJU TPOMOOIHU-
T03a).

3. /lns 60JIbHBIX U3 IPYII IPOMEXYTOUYHOI'O0 U Bbl-
COKOTO pHUCKa TPOMOOTHYECKHUX OCJIO)KHEHUH.

e lluTopeaykTuBHas Tepanusl MOKa3aHa BO BCex
ciay4asx. Bel6op npemnapara onpejessieTcs BO3-
pacToM 60JIbHOTO.

[lepexos Ha Jpyryw JIMHUIO Tepaluy IOKas3aH B
cnyyae HeapPeKTHUBHOCTU NPOBOJMMON Tepamuu HWJId
ee HenepeHocuMmocTd. B 2009 r. EBpomneiickas ceTb 1o
HU3y4YeHUI0 U JiedeHUwo Jjekko3oB (ELN) mpeasnoxuia
KPUTEPUH HeNepeHOCUMOCTH THJpOKCHKapbaMuaa* u
Pe3UCTEHTHOCTH K HeMy [34]. [JlaHHble KPUTEPUU PEKO-
MeH/I0BaHblI /IJ151 KCIIOJIb30BAHUS B paMKax KJIMHUYECKHUX
vccleloBaHUH, HO NpesiCTaB/IseTcs 1ie/1ec006pa3HbIM UX
NpUMeHeHHe U B KIMHUYECKON IPaKTHKe.

Kpumepuu peaucmenmHocmu,/HenepeHocumocmu 2ud-
pokcukapbamuda*y 6oabHbix U1 [33]:

® Heo06X0AMMOCTb KPOBONYCKaHUM AJi oA jepaKa-
HUA reMaToKpUTa A0 45 % nocJjie 3 Mec. Tepanuu
ruapokcukapb6amuaom™® B 1o3e 2000 Mr/cyT;

uau

® HEeKOHTpoJupyeMas MueJsionpoardepanus
(uucsio TpoM6GonUTOB > 400 x 10°/0)

qucJio JerkonuTos > 10 x 10°/n1 mocie 3 Mec. Tepa-
WU TUJpoKkcukapb6amusom™ B noze 2000 mr/cyT;

uau

® HEeBO3MOXHOCTb peAyLHUpOBaTb MAaCCUBHYIO
CIJIeHOMeTaJ Mo (cesie3eHKa BbIcTynaeT > 10 cM
W3-110/] HUXKHET0 Kpasi peGepHOU AYTH);

uau

® HEeBO3MOXHOCTb O00JIETYUTb CUMITOMBI, BbI-
3BaHHble MacCUBHOW CIlJIeHOMeraJueH, Inocie
3 Mec. Tepanuu rHAPOKCHUKapbaMuioM* B Jj03e
2000 mr/cyT;

uau

® abcoJiloTHOe 4ucao HedTpodusoB < 1 x 109/,
WM 4uciao TpombGouuToB < 100 x 10°/n, wiau
KOHIleHTpauus remorjao6uHa < 100 r/n npu mMu-
HUMaJIbHOU Ji03e THJpOKCUKapb6aMuaa*®, HeoO-
XOJUMOH JJisl LOCTHUXKeHHUs MOoJIHOro JM6o 4va-
CTUYHOI'0 OTBETA;

KTMHNYECKAA OHKOTEMATO/TON 4

uau
@ sI3Bbl Ha TOJIEHSX UJIM [ipyTue TOKCU4YeCcKHe npo-
sIBJIEHU S, OTIOCpeJloBaHHble T/ pOKCUKapbaMu-
JloM* (M3MeHeHUS KOXKHU U CIU3UCTBIX, CUMIITO-
Mbl co cTopoHbl XKKT, nHeBMOHUT, 1MX0opajKa)
npu Jit060M 03e npenapara.

B HacTosiiee BpeMs HeT 4eTKHUX KpuUTepueB 3ddek-
TUBHOCTH (llesieBble MOKa3aTeJM OTBeTa W CPOKU MX
noctmxkenusi) UOH-a*, 6ycynbdana* u pykcoautuHuGa™.
PazpaboTaHbl KpUTepHUH TeMaTOJIOTMYecKOro, MOJIEKY-
JIIPHO-TEHETHUYECKOr0 U MOpP(OJIOTHYECKOTO OTBETOB, HO
MX MCIOJIb30BaHUE PEKOMEH/I0BAaHO B paMKaX KJIHMHMYe-
CKUX HCCIel0BaHUH /11 YHUQUKALMM HHTepIpeTalnyy
MOJIydeHHbIX pe3y/bTaToB. KpHUTepuu pe3uCTEHTHOCTH
k UOH-q, nerunupoBanHomy UPH-a (uensruHTepdepoH
a-2b*) U pyKCOMUTUHUOY™: OTCYTCTBHE MOJIHOIO I'eMaTo-
JIOTUYeCKOro OTBeTa NPH MaKCHMaJIbHO IIepeHOCHMOH j03e
npenaparta yepe3 6 mec. jedenus [1, 2] (VYP — C; Y4 — 5).

KpoBonyckaxus

KpoBonyckaHue MOXHO OCYLIeCTBJASATb METOAO0M
BEHENyHKIMM WJU BeHeceKUUU. Ero mpoBoaaT B cTe-
PUJIbHBIX YCJI0BUSAX, 0OBIYHO B MpOLe[ypHOM KabGuHeTe.
[IpoTHBONOKa3aHUA: IIOK, KOJIJIAIC U JpyTHie COCTOSHUS,
conpoBoXxatoliuecs najgeHueM A/l, aHeMus, UCTOlLeHHe
Y Ppe3KO BbIPaXKEHHBIM CKJIEpo3 MO3TOBBIX COCY/OB,
0COGEHHO y TIOXHJIBIX IallUEHTOB, IlepeHeceHHble
yuleMu4yeckue WHPApKTbl BHYTPEHHUX opraHoB. 06beM
reMosKcdy3uu 3aBUCUT OT 0OLEro COCTOSIHUA 60JBHOT0
U B cpefHeM cocTaBJisieT 250-500 M ¢ mociefyromum
BOCIOJIHEHHEM 0o6beMa LUpKynaupywieid kposu 0,9%
pacTBOpPOM HaTpUs XJOpHUAa JHU6O € NpesBapUTeSbHON
BHYTPUBEHHOMU KanebHOU UHPY3UeN 06'beMa XKUKOCTH,
MpeBbIIIAIEr0 NJIaHUPYyeMbI 06beM KPOBOINYCKaHMUS.
JJ1s1 yMeHbllIeHHs pUCKa TpoM6030B Ha ¢QoHe remo-
3kchy3uHd MOXXHO TaKXKe BHYTpUBeHHO BBoAUTH 5000
E/Jl remapuHa HaTpus*. KpoBomyckaHusi NPOBOJSTCS
yepes JleHb, TOXKHUJIBIM 60JIBHBIM C CONYTCTBYIOLIEHN cep-
JIeYHO-COCYAUCTON U JIETOYHOU MaToJioTuet — 2 pasa B
Hezieto (JIn60 YMeHbIIAIT 06'beM KPOBH, yAaisieMOH BO
BpeMs Ipolieiypbl). OCHOBHOM LieJIbI0 JIeyeHUs] ABJIsIeTCs
noAfepKaHue reMaTokpuTa B npefesax 40-45 %. Ipu
NPUHATUMU pellleHUsl 0 ceaHCaX KPOBOIYCKaHUN KOHILeH-
TpaLUIo TeMOTJIOOMHA He VYUTHIBAIOT [28].

AnbTepHaTMBOW KpOBOINYCKAHUAM SIBJASETCH MpoO-
BeJleHHe alnapaTHoOro 3spuTpouuTadepesa. BosbHBIM,
nepeHeclIMM WHG}APKTbl BHYTPEHHUX OPraHOB, MOXXHO
MPOBOAUTDL TOJILKO 3pUTpoLUTadepes U LiesecoobpasHo
BO3/IeP>KaThCSl OT TeMO3KCPY3Ui.

lpenaparel ayeTnaCannyna0BoOiA KUCAOTbI™

PekoMeH/Zi0BaHHasA [03a alleTUJ/ICAJIULMJIOBON KHC-
JgoTer* coctaBasieT 40-325 mMr/cyT.

[IpoTHBONOKAa3aHUSAMU K Ha3HAYeHUIO aleTUJICcau-
L[MJIOBOW KU CJIOTBI™* ABJISIFOTCS 5PO3UBHO-s1I3BEHHbIE [TOPa-
keHus JKKT B ¢ase o6ocTpeHUs, KeayA0UHO-KUILIEUHOE
KpOBOTeYeHHe, «aCNUpUHOBasgi TpHuaJa» (MOJHNO3HbIN
PHUHOCHUHYCHT, NPUCTYNbl YAYLIbS U HeNepeHOCUMOCTb
HeCTEPOUHBbIX  NPOTHUBOBOCHAJUTENbHBIX  CPEACTB
[HIIBC]), Hanuyue B aHaMHe3e YKa3aHUM Ha KpamuBHULLY,
PUHUT, BbI3BaHHblE IPUEMOM al|eTHJICAJIULUIOBON KHC-
jgotel 1 HIIBC, reModunus, reMmopparuiyeckuil auares,
TUIIONPOTPOMOMHEMHS], paccjauBamplllass aHeBpHU3Ma
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aopThl, IOpTaJibHas ruIepTeH3us, JeduuT BuTaMuHa K,
neyeHO4YHass M/WJM IOYeyHass HeJO0CTaTOYHOCTb, Je-
bunuT rKo30-6-pocdaTaeruaporeHasbl, CUHJPOM
Peiie (ocTpasi neyeHOYHasl HEAOCTATOUHOCTb U 3HLeda-
JionaTus), AeTCKui Bo3pacT (40 15 1eT — puck pa3BUTUSA
cuHjpoMa Pelie y feTeli c runepTepMueli BcieACTBUE BU-
pycHbIX 3a6osieBanuit), I u Il TpuMecTpbl 6epeMeHHOCTH,
Nepuo/, JaKTalMY, TOBBIIIeHHAss YyBCTBUTEJIbHOCTb K
aleTUJICATMLUIOBON KHUCJI0TE U JPYTUM CaMLuJIaTaM.
OTHOCHMTe/IbHOE NpPOTHBONOKa3aHWe — TPOMOOLUTO3
(Tpom6GonuTel > 1500 x 10?/s1) Mo nmpuyYKHE MOBbINIEH-
HOT'0 pUCKa KPOBOTeYeHUH.

B HacTos11ee BpeMs Bbl/JIeJISII0T KIMHUYECKYI0 U 610-
XUMUYECKYI0 acCIUPUHOPE3UCTEHTHOCTL [27]. [log kiu-
HHUYeCKOM pe3rCTeHTHOCTbIO IOHUMAIOT HEeCIIOCOOHOCTh
npenapara npejoTBPaTUTb TPOMOOTHYECKUH 3MU30[ Y
KOHKpPeTHOTro 60JiIbHOr0. BHOXMMHYECKyl pe3UCTeHT-
HOCTb ONpeZe/III0T KaK HeJOoCTaTOYHOe Io/laBJieHue
JyHKUMK TPOMOOLUTOB Ha poHe mpueMa aleTHJICaau-
LIMJIOBOM KHCJOTBI*, YCTAaHOBJIEHHOE IO pe3y/JbTaTaM
J1abopaTOPHBIX TECTOB.

B 3aBMCUMMOCTH OT NPUYUH, NPUBEALIMX K acCHUpPHU-
HOPE3UCTEHTHOCTH, BBIJEJIAIT HCTUHHYIO U JIOXKHYIO
pe3ucTeHTHOCTb. K BO3MOXHBIM NPUYUHAM IICEBJO-
PE3UCTEHTHOCTU OTHOCAT HU3KYH IpPHUBEPKEHHOCTh
NalMeHTOB K TIpUeMy [penapaTa, JeKapCTBeHHblIe
B3aUMO/IeMCTBUS, C/IMIIKOM HU3KHe [l03bl Ipenapara,
CHW)KeHHe ero GMOJJOCTYNHOCTH, HapyllleHue peryJasiuu
aJIbTEPHATUBHBIX (HETPOMOOIMTAPHBIX) NyTell mpo-
JYKLMU TPOMOOKCaHa, yCKOpeHHOe 0O0HOBJIeHHe TPoMbo-
UUTOB. UCTUHHAsA YCTOMYUBOCTD K alleTUJICAUIMI0BON
KHCJI0Te MOXeT ObITb 00yCJOBJeHa NOJMMOpPGU3MOM
reHOB IMKJOOKCUTeHasbl, TukKonpoTeugoB GPIIb/Illa,
GPIba, GPV], peuentopoB AJ® (P2Y1, P2Y12).

OaHOM M3 NMPUYUH JIO)KHOW PEe3UCTEHTHOCTH K alle-
TUJICAJIMLUJIIOBON KHUCJIOTe SBJISETCA HeJoCTaTO4YHas
KOHIIeHTpalusl npenapata B KpOBH, CBf3aHHas CoO
CHW)KEHHeM OHOJOCTYNHOCTH KHIIEYHOPACTBOPHUMBbIX
JleKapCTBeHHbIX ¢opM. [IpM HCIONB30BaHUMM HU3KHUX
(75-150 w™r/cyt) [03 KHUILIEYHOPACTBOPUMBIX ¢(opM
610 0CTYNTHOCTb HUKe, I03TOMY yKa3aHHbI€e [|03bl MOTYT
ObITh HEJJOCTATOYHBIMU /15 Psiia 6OJIbHBIX.

[Ipy HasHaueHWH IpenapaToB alEeTHJICAIHULMIOBON
KHUCJIOTBI® HEOOXOAUMO YYUTBIBATD, UYTO BbICOKMH LUTO3 B
KPOBH 4aCTO NPUBOAUT K TPOMO03aM MeJIKHUX COCYZI0B CJIH-
3UCTOH KeJyZika — OCTPBIM sI3BaM M 3pPO3USIM C BBICOKUM
pPUCKOM KpOBOTeYeHMH. B Takux ciydasx Ljesecoob6pasHo
Ha3HayaTb MNPOPUIAKTUYECKM HHTHUOUTOPbI MPOTOHHOM
MOMIIbI /IO HOPMaJIM3aluu [loKa3aTesleld reMaTOKPUTa.

[Ipy HemepeHOCMMOCTH, He3)PEKTUBHOCTU WU
HaJIMYUU IPOTHUBOINOKAa3aHUH K IpHeMy IpenapaToB alle-
TUJICAJIMLMJIIOBON KMUCJOTHI® Ha3HA4yalwT KJonuzgorpes™
(75 mr/cyT), a B ciay4yae HeadPEeKTUBHOCTU KJIOMHUJO-
rpeJjia — Tukarpesop [27].

Tmapokcukapbamng*

T'uapokcukapb6aMug™ MoxeT ObITb PEKOMEH/IOBAH B
KayeCTBe Tepaluu epBoi JIMHUM y 60J1bHbIX U 11060T0
Bo3pacTta. OZIHAKO U3-32 HAJM4US JAHHBIX O BO3MOXXHOM
JIEHKO30TeHHOM 3¢ deKTe, FeHOTOKCUYHOCTH Npernapara
y MOJIOABIX NMAaLUEeHTOB, a TaKXKe Y GepeMeHHBIX NpUMe-
HeHUe THJpOKcUKap6aMuja* B nepBod JIMHUM Tepanuu
orpaHuueHo [1, 2, 20, 26].
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UHTEpGhepoH-a*

[lpenapatet HU®PH-a* saBasioTca 3PPeKTUBHBIM
cpexnctBoM Tepanuu U, y yacTu 60/bHBIX MOXKET OBITh
NOJIyYeH MOJIEKYJISPHBIA O0TBeT. OJHAKO IIHPOKOe IpPH-
MeHeHue UDOH-a* orpaHUyeHO ero mjaoxou nepeHocuMo-
ctoio [35, 36].

[lernmpoBaHHbI MHTEPHEPOH-A

B nuTepaType ecTb MHOT0 co0b1eHUM 06 3pdeKTUB-
Hoctu npu MII3 nerunupoBanHoro U®H-a (marunTep-
depoH «-2a, nmaruHTepdepoH a-2b, nemaruHTepdepoH
a-2b*) [37-39].

JleueHue peKOMOMHAHTHBIM HHTep)EepOHOM HMeeT
ps/i NperMyIecTB B CPaBHEHUHU ¢ XUMHOTepanuei. OaHO
Y3 IJIaBHbIX NIPEUMYILECTB COCTOUT B TOM, YTO JaHHbIN
MO/IX0/, TNO03BOJIsIET BO3/eWCTBOBATh HENOCPEACTBEHHO
Ha MaToreHe3 3abo0JieBaHUsS, O 4YeM CBU/ETEJbCTBYET
CHIDKeHUe ajlyie/IbHOM Harpysku JAK2 [37-39].

B xone npoBoaumMoro B ®I'BY «kHMUI] remaTosiorum»
u ®rby «HMHUIL um. B.A. AnmazoBa» M3 PO kauHuU-
YeCcKoro HcCCAe[j0BaHHUs IOKa3aHO, 4YTO Tepanus Lel-
aruHTepdepoHOM a-2b MO3BOJIMJIA MOJYYUThH IMOJIHBIN
KJIMHUKO-TeMaToJIoTUYecKuil oTBeT y 55 % naiueHTOB
(n = 6). Bo Bcex cay4yasx NpoBoAUMasl Tepalus NpuBesa
K OTCYTCTBUIO HeOOXOJWMOCTH B KPOBOIYCKaHHUAX.
CHmkeHUe asyiesbHOM Harpysku JAK2V617F 6bL10 3ape-
TUCTPHUPOBAHO NPU Tepanuy Kak LienaruHTeppepoHOM
a-2b, Tak ¥ rHAPOKCHUKap6aMHJOM W IpenapaTtamu pe-
koMbuHaHTHOro UPH-a.

OnpefesieHa U 060CHOBaHA TepalleBTUYecKas [03a
enaruTepdpepoHa a-2b* y 6osbHbIx MII3. Llenarunrep-
depoH a-2b B KauecTBe NMETUJIHUPYIOLIEd OCHOBbI UMeEeT
nosuaTuaeHriukonb ([19T) ¢ MosekynsspHoOW Maccoi
20 k/la. biarogapsa MeHblLIeMy pa3Mepy MOJIEKYJIbI Iie-
naruHTepdepoH o-2b Jyyile NpoOHUKAeT B OPraHU3M U
03TOMY 06J1aJilaeT 60JIbIIMM 06 beMOM pacrnpesie/ieHUs.
lleslecoobpa3eH MHAMBUAYAIbHBIN OAG0pP A03bI Npemna-
paTa B 3aBUCHMOCTH OT Macchl Tesa [40, 41].

[IpenapaT xapakTepusyeTcsl 6/1aronpUATHBIM IpO-
dunem 6esomacHOCTU U mepeHocuMocTu. [lo Gesomac-
HOCTH, 1IePeHOCUMOCTH, 3P PEKTUBHOCTH OH CONOCTAaBUM
C TpaJUMLMOHHBIMU peXUMaMM Tepanuu. [losydeHHble
HaMM JlaHHble MO3BOJIAIOT PEKOMEeH/0BaTb LieNaruH-
TepdepoH a-2b* B kauecTBe Tepanuu MepBOW JIUHUU Y
6osbHbIX UIT 1 3T Mosioxke 65 JieT IPU OTCYTCTBUU MPO-
TUBOIIOKa3aHUH. Hanbosiee 3HauMMble U3 HUX BKJIIOYAIOT
Jlelpeccyy, ayTOUMMYHHble 3a60J1eBaHUA U Nepudepu-
YecKylo HelpomnaTuio B aHaMHese [40, 41].

OpHako mnpemnapaTbl nerwaupoBaHHoro UPH-a He
3aperucTpupoBansbl A sedyeHusa MII3.

Pykconntnun6™

PykconuTUHUG* MoKa3aH A5 JedeHus 60bHbIX UII
C Pe3UCTEeHTHOCTbIO K Tepanuu I'MJpoKcuKapbamuom™
WJIM IIPU HellepeHOCUMOCTH INpenapaTa. B Ki1uHH4YeckoM
ucciaenoBanuu Il ¢asbl PyKCOMUTHHUOG™, UHTHUOUTOP
JAK1/2, nokasas npeuMylIeCcTBO B CPAaBHEHUU C TUJPOK-
cukap6amuioM*y 60s1bHBIX U1 c HenmepeHOCMMOCTBIO UTH
pPEe3UCTEHTHOCTbIO K T'MJpOKCcHMKap6amuay*. CHuxeHuUe
reMaTokpuTa MeHee 45 % gocTurHyTo y 60 % 60JIbHBIX,
MOJIy4aBLIMX Tepanuio PYKCOJUTHUHUOOM*, U TOJBKO Yy
20 % nanyeHTOB IPU TepalllM THAPOKCHKapbaMugoM™,
KoHTpoJib padaMepoB cesie3eHKH U KOHCTUTYLHOHa/IbHbIX
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Tabnuua 6. CHVXEHWe [03bl PYKCOMUTMHNGAE Y NALMEHTOB C UCTUHHOM

KTMHNYECKAA OHKOTEMATO/TON 4

Ta6nuua 8. Kputepmn KIMHNKO-reMaTtosiorm4yeckoro oteeta

nOﬂVILlVITeMVIeVl npu ne4vyeHun UCTUHHOMN nonnunTeMmnmn
Mokasarenb PekomeHpyemas fosa Kputepuit OnucaHue
KoHueHTpauusi remornoGutHa Koppekumn 8o3bl He Tpebyetcs MonHbIii OTBET (MPUCYTCTBYIOT BCE KPUTEPUM)
2120 r/n v konn4ectso . A [inutenbHoe? paspelLeHme CBA3aHHbIX C 3a60/1eBaHNEM
TpomGouuTos > 100 x 10%n MPU3HAKOB, BK/TKOYAs pe3ybTaThl NanbnaLum neyeHn
KoHueHTpauusi reMorno6uHa Cnepyet paccMoTpeTh 1 CeNeseHKM, Perpeccisi KOHCTUTYLIMOHA/bHbIX CUMITOMOB
100-<120 r/n n KonnyecTBo BO3MOXHOCTb CHUXEHNS [103bl B LnuTensHas® HopManu3auns nokasareneit KpoBm

TpomGouuTto 75—< 100 x 10°/n npenapata Bo n3bexaHue
NPUOCTAHOBNIEHNS Tepaniu
BC/IefiCTBME Pa3BMBLLENCH

aHeMun 1 TpomboLnTONEHNM

KoHueHTpaLus remorno6uHa CHuXeHue fo3bl Ha 5 Mr 2 pasa
80-<100 r/n unu Konn4ecTBo B CyTKM
TpomGountoB 50—<75 x 10%n Y nauneHToB, NPUHUMAKOLLMX 5 MI
2 pasa B CyTKN, PeKOMEHA0BAHO
CHWXeHue ao3bl Ao 5 Mr 1 pas
B CYTKM

KoHLeHTpaums remorno-
6uHa < 80 r/n nnn KoNMYecTBo
TpoMGouuToB < 50 x 10%/n

anOCTaHOBﬂeHMe NnpuMeHeHnsa

Tabnuua 7. Yactota o6cnegoBaHma NaumMeHToB C UCTUHHOM
nonuuuTeMmMen

WUccnepoBanne MepnoanyHocTb

Ha MoMeHT nocTaHoBKM
[IMarHo3a, 3aTeM He pexe
1 pa3a B 3 Mec. uu vale
B 3aBMCUMOCTM OT KOIMYe-
CTBa TpOM6OLMTOB

OO6LWwnii aHanM3 KpoBw € onpeaene-
HMEM FreMaToKpUTa 1 NOLCYETOM
neikouuUTapHoi hopmybl

Ha MoMeHT nocTaHoBKM
AMarHo3a, 3aTeM He pexe
1 pasa B 3 Mec. npu uutope-
DYKTUBHOW Tepanum

Koarynorpamma: A4TB, TpoMG1MHOBOE Ha MOMEHT NOCTAHOBKM
Bpems, MHO, ¢unbpuHoreH [arHo3a, npy Hannuum
TPOMOO30B ¥ Tepanuu
aHTMkoarynsHtamu 1 pas
B 1-3 mec.

Buoxumnyeckne nokasatenu:
6unupy6un, ACT, ANT, NAr,
MOoYeBas KncnoTa

Ha MOMEHT NoCTaHOBKM
[IMarHo3a, 3aTeM He pexe
1pasaBroa

¥Y3W opraHoB 6ptoLLHOA NONOCTH
C onpefeneHmem pa3mepoB
NeyYeHn 1 cene3eHkn, oLLEHKON
MOPTasbHOr0 KPOBOTOKA

lMonyyeHne LUTONOrNYECKOrO
npenaparta KOCTHOr0 Mo3ra fnyTeMm
MYHKLUYU W LUTONOTNYECKOe
1CCNefoBaHNe Ma3ka KOCTHOro
mo3ra (Mmmenorpamma)

TpenaHo61oncns KOCTHOro Mo3ra
C MUCTONOTMYECKUM UCCNef0Ba-
HMEM W TUCTOIOTUYECKON OLIEHKON
crenenu ubposa

Ha MomeHT noctaHoBKM
[MarHosa, fanee
NP1 NOSIBNIEHNN NPU3HAKOB,
CBUAETENBCTBYIOLLNX
0 NporpeccupoBaHnm 3a60-
NeBaHNs (@Hemus, pasBuTne
NeNKoLNTOo3a, CABUra BNeBo
B NefikoLuTapHoi hopmyne,
nosblLeHne yposHsa JIAM
B CbIBOPOTKE, 0OHapyXeHne
cnneHomeranum)

ANT — anaHnHamuHoTpaHcdepasa; ACT — acnaptatammHoTpaHcdepasa; AYTB
— aKTUBMPOBAHHOE YacTU4HOEe TpoMBonnacTuHoBoe Bpems; JIAI — naktatae-
rupporeHasa; MHO — mMexayHapoaHoe HopMann30BaHHOE OTHOLLEHHE.

CUMIITOMOB OblJI JIy4llle IPU UCN0JIb30BaHUH PYKCOJIUTH-
Hu6a* [33].

PexkoMeH/iyeMasi HayaJibHasl Zj03a NpenapaTta coCTaB-
sseT 10 mr 2 pasa B cyTkU. Koppekius 103MpOBKU IPOBO-
JIUTCS B 3aBUCUMOCTH OT KOHLIEHTpalluu reMorjo61Ha B
CbIBOpPOTKe (TabJ1. 6) [42].

JledueHue pYKCOJUTHHUOOM* MNPOLOJIKAIOT [0 Tex
mop, MoKa coxpaHsieTcsl TepaneBTUYeckuil apdexT [33].

onpepensiemMas Kak rematokput < 45 % 6e3 notpe6-
HOCTU B KPOBOMYCKAHNAX, KONMYECTBO TPOMBOLIMTOB
<400 % 10%n, Konuyectso neikountos < 10 x 10%/n

C be3 npu3HakoB nporpeccupoBannsi 3a60neBaHus,
OTCYTCTBME KaKOro-N60o reMopparnyeckoro uiam Tpom-
60TUYECKOro COObITUS

D I'nctonornyeckas pemuccus, onpegensiemas Kak HopMmo-
KNETOYHbI KOCTHBIA MO3T, OTCYTCTBUE PETUKYNHOBOIO
¢hnbposa > | ctenenu

YacTuuHbIi 0TBET (NpUCYTCTBYIOT Kputepum A, B, C)

A [inuTtenbHoe® pa3speLLeHme CB3aHHbIX C 3a00/1€BAHNEM
MPW3HaKOB, BK/OYas pe3ynbTaTbl NanbnaLmun nevequ
11 ceneseHKm, Perpeccns KOHCTUTYLIMOHabHbIX CUMNTOMOB

B [inntenbHas® HopManusaLms nokasatenei Kposu,
onpepensiemMas kak rematokput < 45 % 6e3 notpe6-
HOCTU B KPOBOMYCKaHNAX, KONMNYECTBO TPOMGOLIUTOB
<400 x 10%n, Konuyectso neikountos < 10 x 10%/n

C bes npu3HakoB nporpeccnpoBaHus 3a601eBaHNS,
OTCYTCTBME KaKoro-nnbo reMopparuyeckoro uam Tpom-
60TnYecKoro cobbITus

D lnctonornyeckas pemuccus, onpegensiemas Kak Hopmo-
KNEeTOYHbIA KOCTHbIA MO3T, OTCYTCTBNE PETUKYIMHOBOrO
¢ubpo3sa > | crenexu

OtcyTcTBME OTBETa

Jllo6oin 0TBET, KOTOPLIA HE COOTBETCTBYET KPUTEPUAM
YaCTUYHOW pemmccum

MporpeccupoBaHme

TpaHcdopmauus 3a601eBaHNS B NOCTNOANLUTEMUYECKIT
mMnenotnbpos, MMeNoANCNIACTUYECKIUIA CUHAPOM,
OCTPbIA IENKO3

2 [pogomxnTenbHOCTL 0TBETA = 12 Hep.

bycynbpan*

Bycynbdan* sBisieTcs LUTOCTAaTUYECKHMM Ipena-
paToOM aJKWIMPYIOUEro [AeHCTBUS U MO3BOJSET 3-
$EeKTHBHO KOHTPOJIMPOBATh 3a6osieBaHue. OJHAKO €ro
JJIMTebHBIN IPUEM MOBBIIAET PUCK IPOrPECCUPOBAHUSA
3aboJieBaHus € MCX0A0M Bo BTopuuHbid OMJI [1, 19, 26].
Bycynbdan* cienyeT Ha3HauYaTh 60JIbHBIM cTapiue 70 JieT,
KOTOpble He MepeHOCAT ruapokcukapbamuzg*, UOH-o*.
[IpenapaT Ha3HAYalOT 10 2-4 Mr/CyT ;0 CYMMapHOH J103bI
200 mMr (YYP — C; Y44 — 5).

Bosmewyenne geghnynta xenesa

B ciay4ae gedunuTa xese3a, BBI3BAHHOTO KPOBOILY-
CKaHHeM/3puTpouuTadepe3oM WM aHEMHEH, pa3BUB-
Hieicss BCJIEJCTBUE KPOBOTEYEHHWH, NpPU BbIPAXKEHHOM
CUZIepONIEHUYECKOM CHHJPOMe BO3MOXHA Tepanus Ipe-
napaTaMu xeje3a. /laHHOe JieueHHe clle[lyeT NPOBOAUTH
Opy HOCTOSSHHOM MOHHUTOPHUHIe IIOoKa3aTeJied KpOBH,
BKJI04Yasi peppoKUHETHUKY [1-3].

4.7. Kputepumn KNIMHUKO-reMaTosoru4eckoro oteeTa

npu nedveHuu UM

Jns  oueHkd 5GGEeKTUBHOCTH Tepanuu o06si3a-
TeJbHBIM $IBJISIETCS MOHHUTOPUHI KJWHHUKO-IeMaToJo-
rU4ecKUX MNoKasaTeseld (JUHAMHUKa CHCTEMHBIX MPOSiB-
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Ta6nuua 9. OLeHka MONEKYNAPHOro OTBETa NPW TEYEHUU UCTUHHOW
nonuumMTeMmm

Tun oTBeTa Onpepenexune

CHXEHNE annenbHoi Harpysku Mo-
nekynsipHoro mapkepa (JAK2V617F
1 Ap.) O YPOBHS, He MOAAAIOLLErocs
onpeaenexuto

CHuxeHue = 50 % ot ypoBHS npyu nep-
BOHAYa/IbHOM UCCNef0BaHNN
y 60MIbHbBIX C YPOBHEM annenbHoi
Harpy3ku < 50 % npu nepBoHa-
4aNbHOM UCCNefoBaHNN NGO
CHUXeHwe 2 25 % oT ypoBHA
np¥ NepBOHa4aNbHOM UCCNEA0BaHUM
y 60/IbHbIX C YPOBHEM annenbHoM
Harpy3sku > 50 % npu nepBoHa-
4anbHOM UCCNeoBaHMM

[onHbI oTBET

YacTuuHblid 0TBET (MOXET
MPUMEHATHCS TONBKO
y 60/bHbIX C YPOBHEM afi-
nenbHoii Harpy3kn > 10 %
Py NepBoHaYabHOM
uccnenoBaHni)

OtcytcTBue otBeTa Jlto6oil OTBET, He COOTBETCTBYIOLLMI

MNONHOMY MU YaCTUHHOMY OTBETY

JIeHUH 3a60JieBaHUs, IOKa3aTeJd KPOBH, NaablaTOpHas
OlleHKa pa3MepoB cesie3eHKHU U lleyeHH). PekoMeHjyeMas
NepUoANYHOCTb 06C/Ie/l0BaHUA NIpe/icTaBJeHa B TabJ1. 7.
[Ipy HeobxoAuMMOCTH (HAJUYME OCJAOXKHEHUH U Ap.)
KJMHUYECKUHN U J1abopaTOPHBIM KOHTPOJIb MOXET OBbITh
6oJiee yacTbIM [1, 2].

OTBeT Ha Tepanuio ONpesiessieTcsl COrJIaCHO KpuTe-
pusM, npejsoxkeHHbIM ELN, Kak HOJHBIN, YaCTUYHBIN
WJIMN OTCYTCTBUeE oTBeTa (TabJ. 8) [43]. Y yacTu 60/bHBIX
npu JiedeHuu npenapatamu UOH-o* uau uHru6utTopamu
JAK2 (pykconUTUHUGY) MOXKET ObITh JOCTUTHYT U MOJIe-
KyJApHbIH oTBeT (Tab6s. 9). OfHAKO NPOTHOCTUYECKOE
3HayeHHe MOJIEKYJIIPHBIX OTBETOB HeW3BeCTHo. [lpu
JIUTENbHON (= 2 JieT) reMaToJIOTHYEeCKOM U MOJIEKY-
JITPHOM PEMHCCUY BO3MOXKHBI NMONBITKU CHWXKEHUS [103bI
WJIM OTMEHbI [IUTOPeJ[yKTUBHOUN Tepanuu.

B HacTosillee BpeMsl HeT OTpPabOTaHHBIX peKo-
MeHJalUui M0 KOHTPOJI0 3)PEeKTUBHOCTU JieyeHUs] Ha
OCHOBAaHHUM THCTOJIOTMYECKOTO HCCIe/JOBaHUs Tpena-
HOOMONTAaTa KOCTHOTO Mo3sra. B paMkax KJHMHUYeCKHX
vccleloBaHUM TMCTOJIOTHYeCKoe HcCaef0BaHUe Tpena-
HOOMONTAaTa KOCTHOTO MO3ra NpoBoAAT 1 pa3 B roj Ajs
OLleHKM H3MeHeHHs cTelleHUM $UOpO3a, HAJW4Us NPU-
3HaKOB NaToMopdo3a/AUcCIIa3uyd pas3/IMYHbIX POCTKOB
Muesonossa [1, 2].

5. 3CCEHUUANNbHAAA TPOMBOLIUTEMUA

5.1. KnuHn4yeckas KapTMHa

Y 6onpHbix JT MOryT Ha6/IIOAATbCA CUMIITOMBI
obl1ero xapakTepa: YTOMJ/SIEMOCTb, CHM)KeHHE KOHIleH-
TpalMU BHUMaHUs. MUKPOLMPKYJIATOPHbIE OCI0XKHEHUS
MPOSIBJISIOTCS 60J1e3HEHHBIMU [TOKPACHEHUSMU B 06J1aCTH
NaJIbLIeB PYK U HOT, 0TEKOM M XKKeHHeM (3pUTpoMeialrus).
HapyiieHusi MUKpOLUPKYAALMY TOJOBHOTO MO3ra (TpaH-
3UTOpHbIE MIlIeMHYeCKHe aTaku) NpeJcTaBJsAIT COO0H
nepuoJiiyecKre Npexojslle HapyLleHUs 3peHus, peduu
(Au3apTpus) WM MOXOAKH, TOJIOBHYIO 60Jb, HapylleHue
SICHOCTH CO3HAHUS1, FOJIOBOKPY>KEHUS UK MUTPeHb. TpOM-
603M60J1MsI — HauboJlee PacpoCTpaHEHHOe U ONacHoe
ocsoxkHeHHe npu JT, Bblpaxarollieecss B TpoM603ax Be-
HO3HOW U apTepua/bHON CUCTEM, B YaCTHOCTH KPYMHbBIX
COCyZI0B OpIOLIHOM MOJIOCTU (BOPOTHOM BEHBI U €€ BETBEH,
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CeJie3eHOYHOM U OpbIXKEeuHbIX BEeH), BEH HIDKHUX KOHeY-
HOCTeH, KOpOHAPHbBIX apTEPUH, apTepUi r'0JIOBHOTO MO3Ta.
leMopparuueckue OCJI0XKHEHHUsT — KpOBOTedeHHUs. Bo
BpeMsi 6epEMEHHOCTH OTMEYaeTcsl MOBbIIIEHHAs YacTOTa
CMOHTAHHBIX HEBbIHAIMBAaHUN GepeMEeHHOCTH, IJIalleH-
TapHBIX UHOAPKTOB C MOC/IEYIONMMU HapyllIeHHeM pOCcTa
u rubesblo moja 1, 2, 4, 19].

5.2. MnaH o6cnepgoBaHus npu gnarHoctuke 3T

O6s3aresibHble UCCIeAOBAHNSA:

® cO6op aHaMHe3a (CTOMKUN TPOMOOIUTO3 B KPOBU
B TeyeHHe HECKOJIbKUX JIET, lepeHeCceHHble TPOM-
603bl, 0COGEHHO HEOObIYHBIX JIOKAJWU3aALUNA U Y
JIUI] MOJIOJOTO BO3pacTa) U kasob (»Kasio00bl Ha
JK)KeHUe, TapecTe3ur U 60Jb B NMajbliaX KUCTeH
Y CTOIN, HapylleHUe 3peHHUs, NepeMeKalollylo-
Csl XpOMOTY, KPOBOTeUYeHHUs] IPU MUHHUMaJIbHBIX
TpaBMax, 3KCTPaKLMU 3y60B), olleHKa GaKTOpOB
pHCKa cep/iedHO-COCYAUCThIX 3a60/1eBaHUM;

® Ju3uKaJbHBIA OCMOTpP — OLleHKa OKPACKH KOXHU
JIMLa, JaZloHeH, CTOM, BUJUMBIX CJAU3UCTHIX 060-
JIOUEeK, 0CMOTP KOKH HUXKHUX KOHEYHOCTeH (Iur-
MeHTalus,, Tpodpruyeckre pacCTPONCTBA, OTEKH,
reMopparuu), najblanus INeyeHu U cesle3eHKH,
OL|eHKa COCTOsIHUA JierKuX, cepAna, 2KKT, noyek;

® O00wWui aHaau3 KpoBU c AuddepeHMaTbHBIM
MO/ICYeTOM KJIETOK KPOBU C NOMOIbIO aBTOMa-
THYECKOr0 aHaJM3aTopa M C BU3yaJbHBIM HC-
cjlefloBaHMEM MasKa [ MopdoJoruyecKon
XapaKTepUCTUKHW MHUEeJIOUJHOro pocTKa (Hapy-
lleHWe co3peBaHUA HeHTpPOoUJIOB CO CABUTOM
dbopMyIIbl BJIEBO, MATOJIOTUA pa3MepoB U ¢op-
MBI TPOMOOILIMTOB, 3PUTPOLUTOB, HAJIU4YHE BHY-
TPUKJIETOYHBIX BKJIIOYEHUH, HOPMOOGJIACTOB) U
onpegesnenueM COJ;

® MOJIEKYJ/IIpHO-TeHeTHYeCKoe vcceloBaHue
KpoBU (kayecTBeHHas [IlIP Ha Hanuuue MyTa-
uuu V617F rena JAKZ, a npu ee OTCYTCTBUU —
onpejesneHue mytanuit reHoB CALR, MPL);

® MOJIEKYJ/ISIpHO-TeHeTHYeCcKoe vccesloBaHue
KpOBU Ha HajJWuue MyTanuil B reHax ASXLI,
EZHZ2, TET2, IDH1/2, SRSF2, SF3B1 y 60osbHbIX Ph-
HeraTUBHbIMU MII3 npu OTCYyTCTBUU MyTauui
JAK2, MPL, CALR nnisi BepuduKauu JUarHosa;

® Y3 opraHoB GpHOIIHON OJIOCTH C ONlpeJiesleHu-
eM pa3MepoB [IeYeHU U CeJle3eHKH;

® TpenaHoGHOICUSA KOCTHOTO MO3ra C TMCTOJIOTU-
YeCKOH OLeHKOW M I'MCTOXUMHUYECKUM HCCe/0-
BaHUEM /1151 BbISIBJIEHUS PeTUKYJINHOBBIX U KOJI-
JIareHOBbIX BOJIOKOH.

PacwnperHHas gnarHocTuka npyu nogreepxgeHHon IT:

@ olpefiejleHUe KOHLlEHTpalLMi CbIBOPOTOYHOIO
»KeJse3a, beppuTHHA, TpaHcbeppHrHa, dposreBoit
KHCJIOThI, BATAMHWHA B, , 3pUTpONO3THHa;

® KkauecTBeHHOoe [IllP-ucciesoBaHue Ha HaJiu4yue
xuMepHoro reHa BCR-ABL1 (TpaHckpunTsl p210,
p190);

® CTaHJapTHOe IMTOreHeTHUYeCKoe HCCJe/loBa-
HMe KOCTHOTO MO3ra;

@ ToJiyyeHHUe IJUTOJIOTMYeCcKOro npemnapara KocT-
HOI'0 MO3ra NyTeM NYHKIUH U [JUTOJIOTUYecKoe
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vccieloBaHMe MasKa KOCTHOTO Mo3ra (MueJio-
rpamma);

e koarynorpamma: AYTB, TpomMGuHOBOe BpeMs,
MHO, koHneHTpanus ¢ubpuHOreHa — MpHU pU-
CKe TPOMOOTHYECKHX HJM TreMopparuyeckux
OCJIOXKHEHUH;

@ OlleHKa arperaliuoHHoON QyHKIUU TPOMOOIUTOB
(mpexxze Bcero, MHAYLMPOBaHHAs PUCTOLETHU-
HOM MJIM PUCTOMULUHOM);

® MOJIEKY/ISIPHO-TeHeTUYeCKUM CKPUHUHT Ha MapKe-
pbl HacJaeACTBEHHOW TPOMOGOUIINY, TOMOIUCTE-
VH NIPYU HaJIMYMU NpeJlIeCTBYOIUX TPOMOO30B U
TPOoMO03MOOIUH /151 ONpesie/IeHUs] IOKa3aHUM U
06'beMa aHTHUKOATYJISIHTHOH Tepanuy;

® KOHCYJIbTalUs COCYAUCTOr0 XUPYPra;

e jonmeporpadus nepebpabHbIX apTepuit (COH-
HbIX U TIO3BOHOYHBIX apTePUH C Iiesiblo 06Hapy-
KUTb OJISLIKY U U3MEPUTH TOJIIMHY KOMIIJIeKca
WHTHUMa-Mezua) [44, 45];

@ OlleHKa cepJedyHo-jerouHoro craryca (9KI,
IxoKT') B ca1yyae Tepanuu aHarpeauioMm;

@ ®IOT'ZIC c oueHKOM COCTOSIHUS BeH MHUIIEBOJA,
KOJIOHOCKONUA (/18 UCKJI0YeHUsl HaJIUu4us Ba-
PHUKO3HOI0 pacliMpeHUsi BeH KaK NpOosiBJeHUs
NOpTaJbHOM TUNIEePTEH3UHU);

@ cepoJioTHYecKUe TeCThl AJis AUarHOCTUKU CHC-
TEeMHbIX 3a60JIeBaHUHN cOoeJMHUTENbHON TKaHU
(y MoJsiofbIX 60JIBHBIX B CJIyYae Tepalluu npemna-
patamu UDH-a*).

5.3. AnarHoctuyeckue kputepumn 3T

,[[I/IaI‘HO3 AT JAO0JIXKEH ObITb IOCTABJIEH B COOTBETCTBUU
C KpUTepusaMu BO3 Ha ocHOBaHUU KOMILJIEKCHOM OLlEHKH
KJIUHUYECKOH KapTHHbI " JIaGOpaTOprIX MnokasaTeJseH
(ta6s. 10) [4] (YYP — C; YA4 — 5).

5.4. MporHos

O61as BebKUBaeMocTb Ipu AT HiKe MO CpaBHEHUIO C
o6b1el nony/sLnKel; MeiraHa BbDKMBAaeMOCTH COCTaBJSAET
okoJs10 130 mec. OCHOBHOM MPUYUHOH, MPUBOASALIEN K UH-
BaJIN/IM3aLIUU U CHIDKEHUIO NPOJOJDKUTENBHOCTH KU3HU
npu T, AB/AsAeTCA CKJIOHHOCTb K TpoM603aM U TpoMbo-
aM60uAM. KyMyIAITUBHBIM PUCK KJIMHUYECKH 3HAUUMbIX
TpoM6030B cocTaBjsgeT 5 % NpU NPOAO/KUTESbHOCTH
3abosieBaHuA 5 sieT U 14 % — NpU NPOJOIKUTENbHOCTH
10 net [1-4]. [Ipu aHasuze BbIGOPKU 60bHBIX JT B
CaHkT-IleTepbypre pacyeTHass MeJHaHa BbDKHMBAeMOCTH
coctaBuia 13,4 roga (161 mec.). B aToii rpyrie 60JbHBIX
IpU aHaJM3e JJaHHbIX 33 10 JieT yacToTa pa3BUTHUSA TPOM-
60TUYECKHUX OCJIOKHEHUM cocTaBuia 31 % [19].

[Ipy A/MTENbHOM TeyeHUM 3ab60JieBaHUS BO3MOXKEH
nepexoJ, BO BTOPHUYHBIM NOCTTPOMOOLUTEMUYECKUN
muesopu6pos (noct-3T MP) y 3-10 % GoJIbHBIX B TeUeHHe
nepBbIx 10 JyieT 3a6osieBaHus Uy 6-30 % — Ipu IPOJ0JIKU-
TeJIbHOCTH 3a60/1eBaHus 60J1ee 10 JieT. [IporpeccupoBanue
3a60J1eBaHUsI C UCXOJIOM B GJiacTHYIO da3y HabJ0JaeTcs B
1-2,5 % cny4daeB B TedyeHue nepBbix 10 j1eT U B 5-8 % — npu
JUINTEJIbHOCTH 3a60JieBaHus 60iee 10 Jiet [3, 19, 20].

5.5. Ctpatudhmkayms pucka TpoM60TUHECKUX

0CNOXHeHuw npu 3T

CtpaTtudukanus pucka y 6osbHbIx IJT, Kak U y
6osbHBIX UII, npeHa3HayeHa [J1s OLleHKH BEPOSITHOCTHU
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Ta6nuua 10. AnarHocTMyeckne Kputepum acceHumanbHom
TpomGountemun (BO3, 2017)

OnucaHue

Konuyectso TpomGouutos > 450 x 10%/n
Mopdonorunyeckme oco6eHHOCTM TpenaHobuonTaTta
KOCTHOr0 MO3ra: Nponudepauns B 0CHOBHOM SIMHUM
MErakapuoLMTOB C MOBbILIEHNEM YUC/A YBENN-
YEeHHbIX 3pe/ibiX MErakapuoLnTOB C runepriobynu-
pOBaHHbIMM fapaMu. HeT neiikoLmTo3a v 1eBOro
CABWra B rpaHy/0n033€, HET OMOJIOXEHNS 3pU-
TPOMAHOrO POCTKA, 04EHb PEAKO HE3HAUUTENIbHOE
(cTeneHb |) yBenuyeHne petukynMHOBbIX BOMOKOH
3. Her kputepues BO3 ans BCR-ABL1-no3ntmBHOro
XPOHUYECKOr0 MUENO0IENKO3a, UCTUHHON NMOULN-
TeMUM, NePBUYHOro Mnenogmbposa, MUENOAMC-
MNACTUYECKNX CUHAPOMOB WU APYTX MUENONAHBIX
HOBOOOPA30BaHMi
4. Hannune mytaunii JAK2, CALR wan MPL

Manbiii Hanuune knoHanbHOro Mapkepa unu oTcyTcTBue
Kputepun [0Ka3aTeNbCTB 419 PEaKTUBHOro TPOMOOLMTO3a

[insa yctaHoBNeHUs AMarHo3a HeoOX0ANMO Hanmune Bcex 4 60NbLINX

KpUTepueB unn nepBbix 3 60MbLUINX KPUTEPUEB U MASIOTO KPUTEPHS.

Kputepuu

BonbLine 1.
Kputepum - 2.

Ta6nuua 11. MexxgyHapoaHasi NpOrHocTMyeckas LKana pucka
pas3BuTUa TpoMO603a Npu acceHumnanbHoli TpomboumTemmmn (IPSET-
thrombosis) (BO3, 2012)

OTHOWEHHNe
®dakrop pucka pUckos Bannbi
Bospact > 60 net 1,50 1
DaKTopbl PUCKa CEPAEYHO-COCYANCTBIX 1,56 1
3a60neBaHum
Tpom603bl B aHaMHe3e 1,93 2
Mytaunsa JAK2V617F 2,04 2

CymmapHoe konnyectBo 6annos: 0—16ann — HU3KWiA puck; 2 6anna —
NPOMEXYTOYHbIA PUCK; = 3 6annoB — BbICOKUIA PUCK.

TPOMOOTHYECKUX OCJ0XKHEeHUH. Ha oCHOBaHMM JaHHBIX
MeX/[yHapO/JJHbIX MHOIOLIEHTPOBBIX HCCIe[,0BAaHUHN 3KC-
neptamu BO3 6bl1a pa3paboTaHa MexayHapoaHas mpo-
FHOCTHYeCKas LIKaJa pUcKa pa3BUTUA TpoMbo3a npu 3T
(IPSET-thrombosis) [46] (YYP — C; Y1 — 5). [lpusHaku
Y COOTBETCTBYIOLIas 6asjibHas OlleHKa Npe/CcTaBJeHbl B
Tab6s. 11.

5.6. JleueHune 3T

Onpepenexnne taktuku repanuu npu 3T

Heau mepanuu 3T:

@ IpeaynpeAuTb BO3HUKHOBEHHE TpPOMOOTUYE-
CKUX UJIM TeMOpparuyiecKrux 0CJA0XKHEeHUH;

® MUHHMHU3UPOBATH PUCK MPOrpecCHUpOBaHUS 3a-
60s1eBaHUA € ucxo oM B nocT-3T MO uau OMJI;

® KOHTPOJIMPOBAThH CUMIITOMbI HUHTOKCHUKALIUU;

@ IpeayNpeAuTh OCJ0XKHEHUS B cayyae 6epeMeH-
HOCTHU, XUPYPrUUeCKUX MaHUNYAAUH.

LleneBoe YMCI0 TPOMOGOLUTOB cocTaBjasgeT 150-

400 x 10°/n[1, 2, 26].

Merogbl TepaneBTuyeckoro Bosgencrens npu 3T
e I[IpodunakTuka TpOMOOTUYECKUX OCIOXKHEHUM:
B npoduIaKTHKA apTepHabHBIX TPOMGO30B:
aneTUCaIuIMIoBas Kucaota* (40-325 wmr/
cyT), kaonugorpes* (75 Mr/cyT), TUKJIOIUUH
(500-750 mr/cyT);
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B §npodUJAKTHKA BEHO3HBIX TPOMGO30B: HU3-
KOMOJIeKYJIsipHble renapunbl (HMT).
e lluTopenyKTHUBHAs Tepamusi:
B [MTOCTAaTHYeCKHe IpenapaThl:
kapbamupa* (10-30 mMr/kr/cyT);
®  HOPH-a* (1,5-5,0 man ME 3 paza B Hee110);
B neruaupoBaHHbli HW®PH-a (maruntepde-
poH a-2a, naruHTepdepoH a-2b, 1enaruH-
TepdepoH a-2b*) (45-160 mMkr 1 pa3 B He-
JleJ0);
B aHarpesaup (2-10 mr/cyT).
® JleueHHue oc/I0’KHEHUH 3a60/1€BaHUs (TPOMOO3bI,
TPOM603MOOJIUH).

TUAPOKCHU-

CyMMMUPOBAHHbIE peKoMeHZayum no sedeHunro 3T

1. [ns Bcex GOJIbHBIX.

e [llpodunakTuka cepiedHO-COCYAUCTHIX 3abo0Je-
BaHUM (ycTpaHeHUe GaKTOPOB PUCKA).

e [llpemapaThl aleTUJCAJTULUJIOBON KHUCJOTHI™
(40-325 Mr/cyT), npd pe3UCTEHTHOCTH K HUM
Y/WIM UX HeNepeHOCUMOCTH NOKa3aHO Ha3Ha-
yeHHe JpYTUX Je3arperaHToB: KJonujorpes*
(75 mr/cyT), Tuknonuaux (500-750 mr/cyT).

e [lnaHOBBIE XMpypruyeckue BMeLIaTeJbCTBa U
JledeHUe y CTOMAToJora JOJKHbI ObITh OTJIO-
’)KeHbl /10 HOpMaJU3aliuM IoKasaTeJied TpoM-
6ouuToB. [I[poBogUMas Tepanus Jo0JKHA ObITh
3a6/1aroBpeMeHHO (B COOTBETCTBUU € papMaKo-
KHWHEeTUKOHN NPUMeHseMOro npenapara) npekpa-
IleHa /I0 OllepaTUBHOr0 BMellaTe/JbCTBa U NpPo-
JloJ>KeHa 1ocJe.

2. /Jlna 60/bHBIX U3 IPYyNIbl HU3KOTO pUCKAa — Ha-
GJII0/IEHUE.

e lluTtopeaykTuBHasA Tepanus IOKa3aHa B CJIeAy-
IOLIMX CyYasax:

B TpoM6ouuTO3 (TpoMGoLUTHI > 1500 x 10°/1);

B [epe/ NMJAHOBBIMU XHUPYPrudyecKMMHU BMe-
11aTeJbCTBAMUY;

B [porpeccupoBaHUe 3a60JieBaHUA (yBenye-
HUe KoJIn4ecTBa TpoM6ouuToB > 300 x 10°/n
3a 3 Mec., NOsIBJIEHMe CIIJIEeHOMeraJuu, CHMII-
TOMOB 0011leT0 XapaKTepa);

B ocJ0XHeHUs (TpoM603 UJIU KPOBOTEYEeHHE).

3. /ln5 60/IbHBIX M3 Pyl IPOMEXYTOYHOI'0 pHUCKa
(BbIGOp mpenapaTa ompejesseTcs BO3pPacTOM
60JIbHOTO).

® BospacT <60 seT: nepBas IMHUSA Tepalluu — Ha-
oaonenue, UOH-a* u/unu anarpenus; BTopas
JIMHUS Tepanuu — TUJAPOKCUKapO6aMua™ u/uau
aHarpesug,.

® Bospact> 60 neT: nepBad 1MHUA Tepallud — T'U-

JpOoKCcHKap6aMuj*; BTopas JUHUA Tepalnuu —

aHarpesaug u/uau UOH-ao*,

Jl1s1 60JIbHBIX U3 TPYIIbI BBICOKOTO PUCKA:
® Bospact < 40 setr: nepBas JMHUA Tepanuu —

WUOH-a* u/unu aHarpeau; BTopasi JUHUSA Tepa-
MUY — TUAPOKCUKapOaMUz*.

® Bospact>40 neT: nepBad 1MHUA Tepalluu — T'U-
JpoKcHKap6aMuj*; BTopas JUHUSA Tepaluu —
aHarpesaug u/uau UOH-ao*,

OzHuM 13 GaKTOpOB, JHMMHUTHUPYIOIIMX Ha3HaueHHe

JledeGHOM 103kl penapaToB, sIBJSETCS pa3BUTHE HexeJla-

TeJIbHbIX sIBJIEHUH (B IEPBYI0 0Uepe/ib, CO CTOPOHbI CUCTEMBI

-~
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kpoBHU). KoM6uHUpoBaHHas Tepanus (TUApoKcHKapbaMus®
+ aHarpeaus, rujpokcukap6amua* + HOH-a*) moxer
OBbITh aJIETEPHATHBOM NPH MOSIBJIEHUH TeMaTOJIOTMYeCKOH
TOKCMYHOCTHU. HasHaueHHe KOMOMHALUMU NpenapaToB IO-
3BOJIUT CHU3UTD JJO3UPOBKHU U TEM CaMbIM KyITHPOBATb UJIU
NPeJOTBPATUTh HEXeJIaTe/IbHbIE SIBJIEHUS.

lpenaparel ayeTnaCannyna0BoOA KUCAOTbI™

B peTpocneKTUBHOM HCCIEL0BAaHUU C BKJIIOYEHHEM
6osbHBIX OT € CcepreYHO-COCYAUCTBIMU  (daKTOpaMu
pHUCKa UCNO0JIb30BaHUE MPENapaToB aleTHJICATULUIOBON
KHUCJIOTBI* 0Ka3anoch 3¢ PpeKTUBHBIM MeTO/[0M NpodUIak-
THKH BEHO3HBIX U apTePHAIbHBIX TPOM6030B [47]. Huskue
Jl03bl alleTHUJICATULUIOBON KUCAOTBI* 3dPeKTUBHBI KaK
CpeAcTBO NMpOPUIAKTUKY MHUKPOLUPKY/ISATOPHBIX Hapy-
meHUH (rosioBHasi 60Jib, FOJIOBOKPYXXEHHE, NpeXoAsiye
HEBPOJIOTUYECKHe HapyLIeHUus, IyM B yllaX, aTUIIHYHAs
60Jib 3a TPYAUHOM, TapecTe3uH, apuTpoMenanrus) [48].

HasHavyeHue npenapaToB aleTHJICATHIUIOBON KHC-
JIOTBI* COBMECTHO C aHATrpeJInJ[0OM TPe6GYeT OCTOPOXKHOCTH
M3-3a MOBBILIEHHOI0 PUCKA KPOBOTEYEHUH U HE MOXKET
ObIThb PEKOMEH/I0BAaHO MallieHTaM C KPOBOTEYEHHUSMU B
aHaMHe3e.

Tmapokcukapbamng*
TepaneBTudeckuit 3dpdeKT ruipokcukapbamua* 3a-
KJII0YaeTCsl B CHU>KEHUH TPOMOOLIMTO3a, NpopuIaKTHKe
TPOMOOTHUYECKUX OCJH0KHeHuU. B uccnegoanuu PT-1
IoKasaHa 6o0Jiee BblcoKasi 3pPeKTUBHOCTb M POKCUKap-
6aMuzia* B CpaBHEHUHU C aHArpesuJioM npu npoduak-
THKe apTepUasibHbIX TpoM6030B [49]. OmpenesieHHble
OTNaceHHsl BbI3bIBAeT BO3MOXHBIA JIeHKO30TeHHbIN
3¢dekT npu AJMTENbHOM NPUMEHEHHUH, B CBSA3U C YeM
U pOKCMKap6aMu* B IepBOM JIMHUM Tepanuu cleayeT
HasHayaTb C OCTOPOXXHOCTBIO MOJIOZBIM 6OJIBHBIM C 0XKU-
JlaeMOM BbICOKOW IPOJI0/KUTENbHOCTBIO )KU3HHU.
'mapokcukap6aMu™ peKoMeHAyeTCsl KakK Ipenapar
BbIOOpa MpU Tepanuu MepBod JUHUU Yy 60sbHbIX IT
crapuie 60 JIeT ¢ NPOMEXYTOYHBIM PUCKOM pa3BUTHA
TpoM6030B U y 60bHBbIX JT cTapiie 40 JjieT ¢ BBICOKUM
pUCKOM pa3BuTUs Tpom6030B (VYP — C; Y/I/1 — 5).
F'uapokcukapbamMug™ He ciaefyeT npuMeHsATb B [-II
TpuUMecTpe 6epeMeHHOCTH WJIM B Cy4yae IJIaHUPOBaHUSA
6epeMeHHOCTH.
Kpumepuu peaucmenmuocmu k 2udpokcukapbamudy™/
e2o HenepeHocumocmu y 6oabHbix 3T onpedenenst ELN 8
2009 e. [34]:
® KoJsiMm4ecTBO TpoMGouuToB > 600 x 10°/1 mocse
3 Mec. Tepanuu rUApoKCUKapbamMugoM™* B Jj03e
2000 mr/cyT (2500 Mr/cyT y 60JIbHBIX C MacCcou
Tesa > 80 Kr);

uau

® KoJM4ecTBO TpoM6onuToB > 400 x 10°/1, kosu-
4eCcTBO JIEWKOUUTOB < 2,5 x 10°/n npu swo6ou
Jlo3e rUJpoKcuKapbamuga™;

uau

® KoJsM4ecTBO TpoM6ouuToB > 400 x 10°/1, KOH-
neHTpanus remorsiobuHa < 100 r/n npu 060
Jlo3e rUApoKcruKapbamMuga™;

uau

@ sI3Bbl Ha TOJIEHSIX UJIM [ipyTue TOKCU4YeCcKHe npo-
sIBJIeHUs], 00yCJIOBJIEeHHble THJpOKCUKapbaMu-
JloM*, mpu 10601 f103e;
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@ JINXOPa/iKa, BbI3BaHHA MPUEMOM I'M/IPOKCUKAP-
6amujga*.

lpenaparel UOH-a*

HUPH-a* pekoMeHJyeTcs Kak ImpemnapaT Bbl6opa
IpHU Tepanuu NepBoi JUHUM y 6oabHbIX JT B Bo3pacTe
o 60 JleT c MPOMEXYTOYHBIM PHUCKOM TPOMGO30B U
y 6oJIbHBIX B Bo3pacTe [0 40 JieT ¢ BBICOKUM PHUCKOM
TpoM6030B. U®DH-o* aABAseTcd nNpennoYTUTETbHBIM
npernapaToM IepBOH JIMHUU Y MOJIOABIX NalueHTOB. Ero
MOXXHO NMPHUMEHSATh U Y OOJIbHBIX cTaplue 60 jsieT npu pe-
3UCTEHTHOCTH K THIPOKCUKAp6aMUy* U/ UM B KAaYeCTBE
Tepanuu BTopo#t sunuu (YYP — C; Y4 — 5).

lMernnnposarHbii UOH-a

B iuTepaType uMeeTcss MHOTO cOO01eHUM 06 3ddek-
TUBHOCTU npu MII3 nerunupoBanHoro UOH-a (narus-
TepdepoH a-2a, maruHTepdepoH a-2b, nenaruntepdepoH
a-2b*) [37-41].

AHarpenng

AHarpenus; MHrHOUpyeT OGYHKLHUIO TPOMOOLUTOB,
nozasJsAsa pochoauscTepasy 3-ro TUIIA C TOCAEAYIOLIUMA
yBeJIMYeHUEeM COJiepXKaHUs LIUKJINYeCKOro aJleHO3MHMO-
HodocdaTa, peopraHusanueit HUTOCKeNeTa, aKTUBALUEN
¢dubpuHoreHa. AHarpesnuJ; o06JaZjlaeT CIOCOOHOCTbHIO
BJUATh Ha QYHKUUU TPOMOOUUTOB (aHTHArperaHTHBIN
3¢ deKT), HO y>Ke NPU HU3KUX [Jl03aX BbI3bIBAET NajleHue
yucaa TpombouuTtos [50]. [[penapat cieayeT Ha3zHAYaTh
TOJIbKO TOCJe KapAuoJorhyeckoro o6c/ae0BaHUs.
Y nanyeHTOB C UllleMUYecKol 60/1e3HbI0 CepAilia JiedeH e
HayMHAIOT TOJIbKO 10CJIe OLeHKH COOTHOUIEHHS M0JIb3bl
Y BO3MOXXHOTO pHcKa. [I[penapaT He cieyeT NpUHUMAaTh
BMecTe c Kode.

PekoMeHayeMass HavaJibHasl Jl03a aHarpejauja co-
ctaBssieT 1 wiau 0,5 Mr 2 pasa B CyTKH; ee YBeJIUYHUBAIOT
Kax/Jble 5-7 gHeit Ha 0,5 Mr A0 TexX MOp, MOKa YUCJIO
TpPOMGOLMTOB He CHU3UTCA. CpefHss CyTO4YHas Jo03a
coctaBJisieT 2 MI. CiefiyeT UCN0J1b30BaTh MUHUMAJbHYIO
3ddexTUBHYIO [03y, KoTOopas OyJeT [JOCTaTOYHOM
Ui TojJepiKaHUsl KOJMYecTBa TPOMOOLMTOB HMXKe
600 x 10%/s1, a B ujieajle — Ha ypOBHE HOPMaJIbHbBIX IO-
KasaTeJeH.

BosbmimHCTBO 10604YHBIX 3deKToB aHarpesauaa
[10303aBHCHMOe, C/1ab0BbIPA)KEHHOe, Npexofsliee U He
TpebyeT NpoBeseHUs JedeOHbIX MepONpUATUHN A UX
ycTpaHeHUsl. Yallle Bcero oTMevaeTcs roJiIoBHast 60J1b, Ta-
XUKap/Msd, 3a/lepKKa KU/AKOCTH, cepfiedHast HeZloCTaTo4-
HOCTb, apuTMUs. YacToTa U BBIPaKEHHOCTb NMOOOYHBIX
peakluuil CHIKAITCS MPU NPOoJo/LKeHU M Tepanuu [50].

[lokasaHuMa K Ha3HAuYeHUI0 aHarpejyja: Tepanus
nepBoi JuHUU y 60abHBIX IT B Bo3pacTe go 60 jeT c
NPOMEXYTOYHBIM PHUCKOM TPOMG030B U y OGOJIbHBIX B
Bo3pacTe A0 40 JileT ¢ BBICOKHUM PHUCKOM TPOMGO30B;
Tepanus BTOPOM JIMHUM y [PYTHUX KaTeropui 60JIbHBIX
C IPOMEXYTOUYHBIM U BBICOKMM PUCKOM TpoM6030B [1, 2,
19, 26] (YYP — C; Y4 — 5).

5.7. MoHUTOpUHT OoTBETa Npu nevyeHun 3T

CBoeBpeMeHHas olleHKa 3PpQPEeKTHBHOCTU Tepanuu
C NIOMOLBbIO CTAHAAPTHU30BAaHHbLIX METOAOB I103BOJIAET
MOJIYYUTb AOCTOBEPHbBIE JdHHbIE O pe3y/IbTaTaX Pa3HbIX
MEeTOAOB JiedeHHd W CUCTEeMATU3UPOBATb TAKTUKY Te-
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Ta6nuua 12. Yactota o6cneagoBaHUa MNauMeHToB C 3CCEHUManbHOM
TpombountTemmeri

WccnepgoBaHue

MepuoanyHoCTL

O6Lmin aHann3 KpoBw, passep-
HYTbIN

Bruoxumnyeckue nokasarenu:
6unnpy6un, ACT, ANT, NAr,
MoueBas K1UCnoTa

Koarynorpamma: A4TB,
Tpom6uHoBoe Bpems, MHO,
ubpuHoreH

Y3W opraHoB 6ptoLLIHOi NONOCTH
C onpefeneHmem pa3mepoB
neyeHun, CeneseHkun, oLeHKomn
NopTanbHOro KPOBOTOKA

[MonyyeHne LUTONOTNYECKOTO Npe-
naparta KOCTHOr0 Mo3ra fnyTeMm
MYHKLUMA U LATONIOFMYECKOE
uccnefoBaH1e Maska KoCcTHOro
Mo3ra (M1enorpamMma)

TpenaHo6uoncus KOCTHOro Mo3ra
C FNCTONOMNYECKNM UCCNeao-
BaHWEM W TMCTOOTNYECKOM
OLEHKOW cTeneHn ubposa

Ha MOMEHT NOCTaHOBKW AnarHo3a,
3aTeM He pexe 1pa3sa B 3 mec.
/N Yallle B 3aBUCMMOCTH
0T KOIMYecTBa TpOMGOLMTOB

Ha MOMEHT NoCTaHOBKM AMArHo3a,
3aTeM He pexe 1pa3a B 3 mMec.
NPy LMTOPEAYKTUBHO Tepanuu

Ha MoMeHT noctaHoBKy AnarHosa,
NPV HanU4UM TPOMO0O30B
W Tepanuy aHTMKoarynsHTammu
1pa3 B 1-3 mec.

Ha MOMEHT NoCTaHOBKM ANarHosa,
3aTem He pexe 1pa3sa B rog

Ha MOMEHT NoCTaHOBKM AnarHo3a,
fanee npu NosiBNEHUN
NPU3HAKOB, CBUAETENbCTBY-
IOLLMX O MPOrPeccUpoBaHNi
3a00/1eBaHns (aHemus,
pa3BuUTME NENKOLNUTO3a, CABUIa
B/1EBO B /IEKOLMTAPHON
thopmyne, NoBbILLIEHNE
CbIBOPOTOYHOro ypoBHs AN,
06HapyxXeHue cnaeHomeranum)

ANT — anaHnHamuHoTpaHcdepasa; ACT — acnapTataMMHOTpaHCchepasa;
AYTB — aKkTMBMPOBAHHOE YaCcTU4HOE TPOMOONACTMHOBOE BPEMS;
NAI — naktatgerngporenasa; MHO — mexayHapofHoe HOpManM30BaHHOe

OTHOLUEHKe.

Ta6nuua 13. Kputepum KNMHMKO-remMaToniorMyeckoro oteeTa
NpU NeYeHnn 3cceHumanbHon TpoméoumTeMmn

Kputepuu

TMonHbli OTBET (MPUCYTCTBYIOT BCE KpUTEPUM)

A [InutenbHOoe® paspeLleHne CBA3aHHbIX C 3a00/1E€BaHNEM NpK-
3HAKOB, BK/II0YAs Pe3y/bTaTbl NanbnaLun NeYeHN N CENe3eHKN,
perpeccms KOHCTUTYLMOHA/IbHbIX CUMMNTOMOB

B [nutenbHas® HopManusauus nokasaTeneii KpoBu, onpeaensiemas
KaK Konmyecto TpomGoumtos < 400 x 10%/n, KonmyecTBo
neiikounTo <10 x 10%n, oTCyTCTBUE NENKO3PUTPOGIACTO3a

C be3 npu3HaKOB NPOrpeccMpoBaHm1s 3a601eBaHus, OTCYTCTBUE
KaKOoro-nM6o reMopparu4eckoro uim TpoMGOTMYECKOro COBbITUSA

D TucTonoruyeckasi pemuccus, onpeaensemas Kak oTcyTcTane
aTUMNM MerakapuoLnTOB, PETUKYIMHOBIA (hM6po3 < | cTenexu

YacTtuuHblit otBeT (Kputepuu A, B, C)

A [lnutenbHOoe® paspeLleHne CBSA3aHHbIX C 3a00/1EBAHUEM MPH-
3HAKOB, BK/T04as Pe3y/bTaThl MafbnaLluu NeYeHn n CeNne3eHkKu,
PErpeccns KOHCTUTYLMOHANBHBIX CUMNTOMOB

B Hopmanusauus nokasateneit KpoBu, onpegensiemas
KaK KonuyecTso TpomGoumtos < 400 x 10%/n, KonmyecTBo
neiikouutoB <10 x 10%n, oTCyTCTBUE NENKO3PUTPOGIACTO3]

C be3 npu3HakoB NPOrpeccMpoBaHns 3a001eBaHNs, OTCYTCTBUE
Kakoro-nbo reMopparn4yeckoro uam TpoM6OTUYECKOro COObITUS

D Twucronornueckas pemuccus, onpepensiemMasi Kak oTcyTcTeue
aTUnNUM MerakapuoLmMToB, PETUKYINHOBBIN (rbpo3 < | ctenexn

OtcyTcTBMe OTBETa

JltoGoii 0TBET, KOTOPbI He COOTBETCTBYET KPUTEPUSAM YaCTUYHOI

pemuccum

MporpeccupoBaHme

TpaHchopmaLmsa 3a601eBaHNS B NOCTTPOMOOLUTEMUYECKNIA
mMnenounbpos, MMenoanCnIacTMHECKnii CUHAPOM, OCTPbIN

Nnenko3s

2 [pogoMKMTENBHOCTL OTBETa = 12 Hep.
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panuu C Lesblo ee UHAUBUyaau3anuu. PekoMeHryeMasi
NEPUOJUIHOCTDb 06C/IeJ0BaHUs IPe/iCcTaB/IeHa B TabI. 12,
[Ipu Heob6xoAMMOCTU (Ha/IW4YHe OCJOKHEHUUM U Jpyrue
dakTopbl) KJIMHUYECKUH U JIaGOPaTOPHBIA KOHTPOJIb
MOXKET OBbITh 60Jiee YyacThIM [1, 2].

TakTHKa BeZleHUs MNALUEHTOB B HACTOsIIlee BpeMs
3aBUCUT TOJIBKO OT KJIMHHMKO-IeMaTOJIOTHYeCKOr0 OTBETa
Ha Tepanu. Kputepuu 415 onpeziesieHUs1 OTBETA PEAJIO-
>keHbl ELN (Ta6.1. 13). Y yacTu 60/1bHBIX IPY JIEYeHUH ITpeTa-
paTtamMu UPH-o* MOKeT ObITh JOCTUTHYT U MOJIEKY/ISIPHBIN
otBeT. OlHAKO IPOTHOCTHYECKOE 3HAYEHNE MOJIEKYJIIPHBIX
OTBETOB HEW3BeCTHO. [IpU JJIMTeNbHBIX (BEpOSITHO,
> 2 JIeT) reMaTOJIOTUYECKON U MOJIEKY/ISIPHOW PeMHUCCHUSX
JIONyCKaeTcsl MPOGHOe CHIKEHHEe J03bl WM OTMeHa Liu-
TOpeJYKTUBHOM Tepanuu. B HacTosee BpeMsi HeT OTpa-
OGO0TAaHHBIX PEKOMEHJAlUi M0 KOHTPOIH 3$EeKTUBHOCTH
JieueHUs] Ha OCHOBAHUM HCCJIEJ0OBAHUs KOCTHOMO3TOBOT'O
KpOBeTBOpeHHs. B paMKax KJIMHUYECKUX HCC/IeZ0BaHUHN
THCTOJIOTMYECKOE HCC/IeIOBaHKe TpelnaHOGUOoNTaTa KOCT-
HOI0 M03ra NpoBoguTcs 1 pa3 B rof /151 OLeHKH U3MEHEHHU ST
creneHu ¢ubpPo3a, BbISIBIEHUsI MPU3HAKOB NaToMopdosa/
JUCILIAa3UU PA3/IMYHBIX POCTKOB MHeJIono33a [1, 2].

6. TPAHCOOPMALUA UCTUHHON
NOMULUUTEMUU U 3CCEHLUA/IbBHON
TPOMBOUUTEMMU B MUE/TODPUBPO3

Knunuyeckun TpaHcdopmauuss B Muenodpudbpos
NpOSIBJISIETCSA CHUXKEHMEeM 4HC/a KJIEeTOYHbIX 3/IeMEHTOB
KpoBU (YacTo HabJoAaeTcs aHeMus), MOsSBJIEHUEM
JIEBOTO C/BUTa TPaHY/JOLUTAPHOIO POCTKA U 3PUTPO-
KapUOLIMTOB B reMorpaMMe, yBeJMYeHHEM cCeJsle3eHKH,
YTO 0OYyCJIOBJIEHO IIOSIBJIEHHEeM 3KCTpaMezyJ/IISIpPHOTO
MHeJI0I1033a.

Mopdosioruuecku uMeeTcsl CXOACTBO Mexay moct-UIl
M® u [IM®. K oT/inyrTebHBIM TpU3HaKaM noct-Ull M®
cneayeT OTHECTH pPefKOCTb (POPMHUPOBAHUSA IJIOTHBIX
KJIaCTepOB MeTraKapHOLMTOB, OTCYTCTBUE YPOJAJIUBBIX
TUIIepXPOMHBIX/aTUNIUYHBIX GOPM U rUnepcerMeHTal o
sa/lep MpeuMylLeCTBEHHO Pa3pO3HEHHO PacCloJIOKeHHBIX
MerakapHoL{TOB Cpe/ii PeTUKYJINHOBOU 1 KOJIJITareHOBOH
cTpoMbl. K/leTKH ¢ HapylleHUsIMU s1lepHO-LMTolIa3Ma-
THUYEeCKOT0 COOTHOILEHUS C KPYIHBIMU I'MIIEPXPOMHBIMU
TUII0JIOOYJISIPHBIMU si/ipaMu (c He3pesioi MopdoJiorueit)
HEeMHOTOYUC/IEHHBI.

[Ipy HaaM4yuM B reMorpaMMme WJM MHUeJOrpaMMe
6oJiee 20 % kJeTOK c 61acTHOH MopdoJsorue AuarHo-
cTHUpyeTcs 6slacTHas ¢asa, Npu HaJW4YMU B reMorpamMme
6osiee 10 %, Ho MeHee 20 % 6J1aCTHBIX KJeTOK — ¢dasa
akceJsiepanui [3, 4].

K nporpeccupoBanutw/Tpancdopmanuu UIl cienyet
OTHOCUTb:

e nosaBieHue M/IC-nofo6HBIX MOPQOSIOrHUYecKUx

npu3HaKoB (Bo3MoxxHa TpaHcdopmanus B M/ C);
@ T1osBJeHUe HelTpodusaesa (MO TUIY XpPOHUYE-
CKOT'0 HEUTPOPUIBHOTO JIeK03a);

@ TIO0sIBJIeHUe BbhIpa)keHHOro MoHonuTosa u M/IC/
MII3-nof06HbIX NPU3HAKOB ([0 THUIY XPOHUYe-
CKOT'0 MUEJIOMOHOIIUTAapHOr 0 JieliKo3a) [4].

MexyHapoAHOU paboyell Ipymnmnon mo U3y4eHUIo U
snedenuto MII3 (IWG-MRT) paspaboTaHbl KpUTEPUU [JI

HauuoHanbHble KNMHMYECKUE peKOMEeHAALMN 279

ycraHoBsieHus nocT-UIl M@, noct-3T M®. [laHHble KpuU-
TepUU JieKaT B 0OCHOBe kjaaccuukanuu BO3 [3, 4].
0O6s3amenbHbIE Kpumepuu:
1. TlepBuuHo guarHoctupoBaHHas IT uau UII co-
racHo kputepusam BO3.
2. ®ubpos koctHOro Mo3sra MF-2-3 no EBponelickoi
cucTeMe rpaJlalyH.
/JlonosHumensHble Kpumepuu:
1. AHeMus WIM CHU)KeHHe KOHIIeHTpaluy reMorJ/o-
6uHa = 20 r/J1 OT UCXOJHOM.
2. JlefikospuTpobaacTUiecKasi KapTHHa nepudepu-
YeCcKOU KpoBH.
3. YBesnyeHUe pasMepoB ceJjie3eHKU (cesie3eHKa
BBICTYIIaeT > 5 CM U3-N0J, HUXKHEro Kpas pe-
GepHoO yTH).
4. TlosbiweHue ypoBHs JIJII' B cbIBOpOTKe.
5. TlosiBJIeHHe KOHCTUTYLMOHAJbHbIX CUMITOMOB.
Jlns nmoctaHoBku guarHosa noct-UIT M® wau noct-3T
M® Heo6x0AHMMO Ha/IW4yHe [ABYX 00s3aTeJNbHbIX U KakK
MHUHUMYM JIByX I0NOJTHUTENbHbIX KDUTEPUEB.

[Ipu BbIsiBJAeHUU TpaHchopMmanuu B nocT-UIl MO,
noct-3T M® TakThKa BeJeHHs NalMeHTa TaKas »Ke, KaK
npu [IMO.

7. NEPBUYHbLIN MUENTO®UEPO3

7.1. ®asbl IMO

B knnHudeckoM TeueHuu [IM®P BbiensiioT ¢asbl,
OTpakalolliue cTelleHb [IPOrpeccHpoBaHus 3a60J1eBaHUs:
xpoHHUyeckas ¢asa, pasa akcesepalyy, TepMHHaJbHas
¢dasa 6siacTHOM TpaHchopMaL UK, MU OJIACTHBINA KPU3.

XpoHuueckasi ¢aza sBAsieTCS HayaJbHOW cTajuei
[IM® u puar”HoctupyeTcs y 6osbminHcTBa (> 90 %)
BIepBble BbISIBJEHHBIX NalMeHTOB. Hanbosiee xapakTep-
HBIMU IPU3HAKAMU SABJISIIOTCS U3MEeHEeHUs] KIMHUYEeCKOro
aHa/iM3a KpoBHU (JIeHKOIPUTPO6IACTO3, MOCTENEeHHBIN
CABUT B HEUTPOOUJBHOM U 3PUTPOUAHOM psjax Ao
MOJI0ZbIX GOPM C HaJMYKMeM NPOMeXYTOYHbIX GOPM Co-
3peBaHUs), yBeJIMUeHHe pa3MepOB NeYeHU U Cesle3eHKH,
Ha/InuMe CUMIITOMOB OINYX0J1eBOW MHTOKCUKaLUK (JIMX0-
pajika, moTepsi Macchbl Tesa, Npopy3Hble HOUHbBIE [TOTHI).

®aza akcesepayuu JAAaTHOCTUPYeTCS NMPU HATUYUHU
10-19 % 6/1aCTHBIX KJIETOK B KOCTHOM MO3T€e WJIM [lepu-
depuyeckoit kposu [51].

baacmHublll kKpu3 SIBJAsieTCSl TepMUHAJIbHON cTaZuel
pa3BUTHA NaTo0ru4yeckoro npoiecca npu [IM®. /luarso-
CTUYeCKUM KpuTepueM 6J1acTHoro kpusa npu [IM® sasis-
eTcs HaJn4dve B nepudepruiyecKkoil KPOBU MU B KOCTHOM
Mo3re He MeHee 20 % 6/1aCTHBIX KJ1eToK [51].

7.2. Cragum NMO

B knaccudukanuu BO3 2017 r. BeIAenstoT npedu-
6po3HYI0/paHHIOI U PUOPO3HYIO CTaAUU 3ab0JIeBaHUS.
JuddepeHnmanbHy0 AUArHOCTUKY CJeJlyeT NPOBOAUTH
Ha OCHOBAHMM T'MCTOJIOTMYECKOrO HCCIe[J0BaHUs Tpemna-
HOOGMONTATa KOCTHOTO M03Ta, Jab0paTOPHBIX XapaKTepu-
CTHUK, KIMHUYECKHUX JJaHHBIX.

IlpepubposHas/parHsass cmadusi XapaKTepHU3yeTcs
TUIIepKJEeTOYHOCTbI) KOCTHOTO MO3ra C pacliipeHueM
IpaHyJIOLMTAapHOTO POCTKa, NpoJrdepanyeil Meraka-
pPUOLIMTAapHOTO POCTKA C aTUNMeN rucroronorpadpuu U
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CTPYKTYpbl MerakapuoluTOB, OTCyTCTBUEM HJIM MHUHMU-
MaJIbHbIM pPeTUKYJIUHOBBIM pubpo3om (MF-0, MF-1 mo
EBpomneiickoit cucteme rpagauuu) [18]. [lpedpubposnas/
paHHsAA cTagus [IM® oTBeyaeT OCHOBHBIM KpUTepUSIM
kjgaccupukanuu BO3, HO JieliKo3puUTpo6JIacTO3, CILje-
HOMeraJiis ¥ aHeMHus 4allle BCero OTCYTCTBYIOT. B kiu-
HUYeCKOM NpaKTHKe IOsIBJIeHUEe aHEeMHUHU, IOBBIlIeHHe
yuc/a JeMKOIIUTOB WK KoHLleHTpauuu JI/II' B cbIBopoTke
JI0JKHBI HACTOPOXKUTD Bpada U 3aCTaBUTh IePeCMOTPETh
JIMarHos.

®ubposHas cmadusi MopdOJIOTUUECKH XapaKTepHu-
3yeTcsl PpeTUKYJHMHOBBIM, KOJIJIareHOBbIM (GH6po30M
KOCTHOI'0 Mo3ra Wi ocTteocksepo3oMm (MF-2, MF-3 mo
EBpomneiickoii cucteme rpajanuu), peayKuuell 3pu-
TPOUJHOTO POCTKA, BbIPAXKEHHOW aTUIMeHN 3J1eMeHTOB
Merakapuouuronoasa. KivHudeckass KapTHHa XapakTe-
pu3yeTcs CllJIeHOMerajlel, aHeMyeH, oBbIlIeHHEeM KOH-
nenTpauuu JIATL, 1elikoapuTpo6./1acTO30M B reMorpamMmme,
NOsIBJIEHWEM KallJIeBUJJHbIX 3PUTPOLUTOB.

7.3. KnuHn4eckas KapTuHa
Knunuyeckas kaptuHa npu [IM® xapakTepusyeTcs
MHOroo6pa3ueM nposiBjeHUN. HavyanbHbI mepuon 60-
JIe3HU Y GOJIbIIMHCTBA NALlMeHTOB Ha MPOTSIKEHUH pssia
JIeT MOKeT NpoTeKaTb 6eccuMnToMHO. Hepesko 3aboJe-
BaHMe OOHApYKMBAIOT HEOXKUJAHHO NPU HUCCJIeJOBaHUHU
o611ero aHajnsa KpoBU BO BpeMsl NPodUIaKTHIECKOTO
OCMOTpPa WJIM 1O MOBOAY COIYTCTBYIOLIEH MATOJIOTUH.
Knunudeckue nposiBienus [IM® He sBJASIOTCA MaTOr-
HOMOHUYHBIMHU U CKJIa/IbIBAIOTCS U3 HECKOJIbKUX CHH-
ZIpoMmos [1, 2, 19]:
@ CHH/IPOM ONyX0JIeBOM UHTOKCUKALIMK — Mporpec-
cupymolias c1abocTb, He COOTBETCTBYOLLAs CTe-
IleHW aHEMHUH, CHM>KeHUe allleTUTa, oTepsl MacChl
TeJia, IOTIUBOCTbD, Cy6dedbpUuibHas TeMIEPaTypa,
60JIb B KOCTAX, CycTaBax, 3yJ, KOXH, yXyAllleHHe
TeyeHUs CONYTCTBYIOLIUX 3a00J1eBaHU;
@ CUH/pPOM ONyxoJieBoH nposndepanuu — 60Jb U
YyBCTBO TSXKECTH B JIEBOM NoJjpebepbe, CBSI3aH-
HoOe C yBeJIMYeHUEeM cesle3eHKH, renaToMerasaus.
[Ipy [1UTEIbHOM Te4eHUU 3a60J1eBaHUA Y 60J1b-
HbIX MOTYT TaK»e pPa3BUBATbCS O4Yaru sKCTpa-
MeAyJJIIPHOTO KPOBETBOPEHHUS B JpyTrUX opra-
HaX M TKaHAx (MuMdaTuyecKue y3Jibl, JeTKUe,
nJjieBpa, OPIOLIMHA, CHUHHOW U TOJIOBHOW MO3T,
KOXa, MSITKHE TKAaHU KOHEYHOCTel), 06ycJioB-
JIUBas KJMHHWYeCKHUe NPOsBJIEHUs], CBI3aHHbIE C
Nopa*keHueM 3TUX OpraHoB;
® AaHeMHUYeCcKUM cUHApPOM — obuas caabocCThb,
O/IbIIlIKA, CHU)KeHHWe NepeHOCUMOCTH ¢usnye-
CKOM Harpysku, 6JIeIJHOCTb KOXXU U CJAU3UCTBIX
060JI04eK, TaxUKapAus, apTepuhasibHasi THIO-
TeH3MUs, YXyAlleHre TeUeHUs Cep/leuHO-COoCYIU-
CThIX 3a00JIeBaHUH;
® TpOMOOTHYECKHE OCJ0XKHEHHUS — TpPOMOO3bI
U TpPoM603MOOJHUU COCYZOB Pa3HbIX OPraHOB
U TKaHel, TpoM60dJe6UThl nepudepruuecKux
cocyz0oB, UHGApPKT MHOKap/a, HapylleHus Mo3-
roBOro KpoBOOOpallleHus, KOTOopble Hpu Oec-
CUMITOMHOM TeyeHuHU [IM® cayxaT noBojoM K
06cJieJOBaHUIO;
® CHUH/JPOM HUHQPEKIIMOHHBIX OCJI0KHEHUNH — pas-
BUTHE ONMNOPTYHUCTUYECKUX HUHEeKUUN HIu

KTMHNYECKAA OHKOTEMATO/TON 4

6oJiee TsKeJloe TedeHHe OObIYHBbIX HHPEKIIMOH-
HbIX 3a00/1eBaHUY;

@ reMopparuyecKui CHHJPOM — KPOBOTOYHUBOCTD
NpU MUHUMaJBHBIX TPaBMaX WJIM CIIOHTAHHbBIE
neTexuaJbHble JU60 CHHSIYKOBble KPOBOU3JIU-
sHUSA. [IpUYrHON KPOBOTOYMBOCTH MOXET OLIThH
TpoMbouuToneHus Ha ¢poHe ¢pubpPoO3a KOCTHOTO
MO3ra, TMIEPTPOMGOLUTO3 U BTOPUYHBIHA [e-
éunut dakrtopa BunnebpaHzga, koarysonaTus
BCJIEICTBHE HapylleHUsT QYHKIUM IeYEeHU MU
pa3BUTHS NOPTAJbHON TUIEPTEH3UY;

® KJMHHUYEeCKHe NpOsBJEHUS, OO6YCJIOBJIEHHbIE
KOMIIpecCHed OpraHoB, 3a CYET Bblpa)KeHHOU
CIJIEHOMETaJINHY, FeaToOMeraJjuy;

@ T1opTaJbHas runepTeH3us (BbIENSAIT CAeYI0-
I¥e MPUYUHBI eYeHOYHbIX GJIOKOB: MPECHHY-
COUJAJbHBIA TPOMOOTHYECKUH 6JIOK, CHUHYCO-
uJajbHas 06CTPYKLHUS, MOCTCUHYCOUAAbHBINA
6J10K 1o TUNy cuHApoMa bagga—Kuapu).

7.4. TlnaH o6cnegoBaHua npu guarHoctuke NMNMo

06si3aresibHble NCCIE[OBAHNS:

® cO6Op aHaMHe3a U XaJsob, oleHKa GaKTOPOB pU-
CKa Cep/ledHO0-COCYyAUCThIX 3a00/1eBaHUN;

® OJusMKaJbHBIA OCMOTpP — OILleHKa OKpacKH
KO>H, BUJUMBIX CJAU3UCTbIX 0060JI04€K, OCMOTP
KOXXM HMXXHHUX KOHeYHOCTel (NUrMeHTauus,
Tpodryeckue pacCTpPOMCTBA, OTEKH, reMoppa-
TMU), NaJblalusa MeYeHU U cesle3eHKH, OLleHKa
cocTosaHUSA erkux, cepaua, KKT, noyek;

® O00wWui aHaau3 KpoBU c AuddepeHIMaTbHBIM
MO/ICYeTOM KJIETOK KPOBU C MOMOIbIO aBTOMa-
THYeCKOI'0o aHaJIu3aTopa, UccjaeZoBaHre Mopdo-
JIOTUU 3PUTPOLUTOB, TPOMOOIUTOB, HeUTpoduU-
JIoB, onpefeneHue CO3;

® MOJIEKYJ/IIpHO-TeHeTHYeCKoe vcceloBaHue
KpoBU (kayecTBeHHas [IlIP Ha Hanuuue MyTa-
uuu V617F rena JAKZ, a npu ee OTCYTCTBUU —
BbIsiBJIeHHe My Talui renoB CALR, MPL);

® MOJIEKYJ/ISIpHO-TeHeTHYeCcKoe vccesloBaHue
KpOBM Ha HCCJIeJjoBaHHe MyTalMHd B reHax
ASXL1, EZH2, TETZ2, IDH1/2, SRSF2, SF3B y 60Jib-
HbIX Ph-HeraTuBHbiMu MII3 npu OTCYyTCTBUHU
myTauu JAKZ2, MPL, CALR pnns Bepudukayuu
JIMarHo3a, Npy pelleHUy BONpoca o poBeJleHU U
TpaHCIJIAaHTALlUM aJIJIOTEHHBIX TeMOIo3THYe-
CKUX CTBOJIOBBIX KJ1eToK (an10TT'CK) npu [IM®;

® Y3 opraHoB GpHOIIHON OJIOCTH C ONpeJiesleHu-
eM pa3MepoB [IeYeHH, CeJle3eHKY;

® TpenaHoGHOICUSA KOCTHOTO MO3ra C TMCTOJIOTU-
YeCKOH OLeHKOW M I'MCTOXUMHUYECKUM HCCe/0-
BaHMEM /1151 BbISIBJIEHUS PeTUKYJINHOBBIX U KOJI-
JIareHOBbIX BOJIOKOH.

PacwuperHas anarHoctuka npym nogreepxgeHHom [MTMe:

® MOJIEKY/ISIDHO-TeHeTUYeCcKoe HCCJIeloBaHUe KpO-
BU: OIpeJiesIeHHe aJljleJIbHOM Harpy3ku MYTaHT-
Horo reHa JAK2V617F u rena JAKZ pukoro Tuma
nocpeactoM [P B pexxuMe peasibHOr0 BpeMeHU;

@ oIlpe/iejleHUe KOHLIEHTPAlLMU CbIBOPOTOYHOIO
Kese3a, deppuTHHA, TpaHcbeppHrHa, dosreBoit
KHCJIOTbI, BATAMHWHA B, , 3pUTpONO3THHa;
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Ta6nuua 14. InarHoctnyeckmne Kputepum npecnbpo3Hoi cTagmm
nepsuyHoro mmenocmnbposa (BO3, 2017)
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Ta6nuua 15. AnarHoctnyeckne kputepum ombpo3Homn ctagnmn
nepeuyHoro mmenocunbposa (BO3, 2017)

Kputepuu OnucaHue Kputepuu OnucaHue
BonbLuve 1. Tponudepaumns merakapuounToB € NpU3HaKkamm bonbLme 1. Tponudepaumns merakapuounToB € NpU3HaKamm
KpuUTepum atunun' 6e3 peTukyIMHOBOro ubposa > | crenexu Kputepum aTUNWK B COYETaHUM C PETUKYINHOBBLIM W/uau
(MF-1), conpoBOXAaIOLLAACS TMNEPKNETOYHOCTLIO KonnareHoBbIM uoposom Il uau Il crenenn (MF-2
KOCTHOrO MO3ra, KOTopasl He COOTBETCTBYET nnn MF-3)
BO3PAcCTy, rpaHynoLMTapHon nponndepauune 2. HecootBetcTBue kputepuam BO3 ons gnarHocTukm
1 YaCTO CHIXEHHBIM 3PUTPOMOI30M 3T, UM, XMN, MAC nnv apyrux MIM3
2. HecoortBertctBue kputepuam BO3 ans anarHoctuku 3. O6HapyxeHue myTauwii B rene JAK2, CALR
XM, U, 3T, MAC wnv gpyrux MMN32 nnn MPL, npu OTCYTCTBIM 3TUX MyTaLMid Hannune
3. OGHapyxeHue myTauuii B reHe JAK2, CALR wan MPL, BPYrX KNOHanbHbIX MapkepoB (ASXLT, EZH2, TET2,
MPW OTCYTCTBUW 3TUX MyTaLMIA HAaNNYNe APpYrux IDH1/2, SRSF2, SF3B1) unv 0TCYTCTBME PETUKYNHO-
KNOHanbHbIX MapkepoB (ASXL1, EZH2, TET2, IDH1/2, BOro hmbpo3a HU3Kon crenenmn (MF-1) peakTueHow
SRSF2, SF3BT) unn oTcyTCTBUE PETUKYNNHOBOIO NpUPOAbI (MHheKLMN, ayTOMMMYHHbIE 3a60/1€BaHNS,
¢hnbpo3sa HK3kKoi ctenenn (MF-1) peakTMBHOIA COCTOSIHWA XPOHMYECKOr0 BOCNA/IEHNS, BOOCATO-
NPUPOALI (MHheKLNN, ayTOMMMYHHbIE 3a60/1€BaHNS, KNeTOYHbI Neiiko3 unu apyrue numconponudepa-
COCTOSIHNSI XPOHWUYECKOr0 BOCNAaNEHNs!, BONOCATO- TUBHble HOBOOOPA30BaHNs, MeTacTasbl OnyXonen
KNeTOYHbIA Neitko3 nnn apyrue numdonponudepa- UMW XPOHNYECKNe MHTOKCHKALIMK)
TMBHbIE HOBOOOPA30BaHUs, MeTacTasbl Onyxone Marble 1. AHEMUS, He CBSI3aHHAs C CONYTCTBYIOLLMMI
WM XPOHUYECKME MHTOKCUKALIMN)® KpUTEpUN 3360/1€BaHNAMU
Manbie 1. AHeMus, He CBSA3aHHAs C COMYTCTBYIOLMMU 2. JeiikouuTo3 (neiikouutsl = 11 x 10%/n)
Kputepum 3a60/1eBaHNAMN 3. YBenuueHue pasmMepoB CeNeseHky, onpefensemoe

2. JleiikounTos (neiikoumtsl > 11 x 10%/n)

3. YBenuueHue pasMepoB CeNe3eHKU, onpesfensemMoe
nanbnaTopHo

4. MMosblweHne NIl Bble HOPMbI

[Ons pnarHoctvkm MM® Heobxonumo Hannume Bcex 3 6ONbLLNX KpUTEPUEB
1 N0 MeHbLUen Mmepe 1 Manoro KpuTepus, NOATBEPXAEHHOMO B 2 NOCNEA0Ba-
Te/NbHbIX ONPeAeNneHnsIX.

WM — uctunnaa nonuumtemus; AT — naktatgerungporenasa; MAC —
MuenoancnnacTuyeckuin cuuapom; M3 — muenonponudepatmsHoe
3a6onesaHue; IM® — nepsuyHbIn Muenohunopos; XMJ1 — xpoHuyeckui
muenoneiikos; 3T — acceHUManbHas TpOMOOLMTEMMS.

10T ManbIx 40 KPYMHbIX MErakapuoLmuToB ¢ He3penoi Mopdonornein —
HapyLWeHHbIM SAePHO-LIMTONIA3MaTUYECKUM COOTHOLLEHNEM, aTUMUYHbLIMM
rUNEPXPOMHbIMU FMNONOBYNSPHLIMI/YPOAUBLIMK SAPaMK, C POPMUPOBa-
HUEM PbIX/IbIX W MAOTHbIX KNAaCTEPOB.

2 AckntoyeHmne UM ocHOBaHO Ha NokasaTensix reMornobuHa 1 reMaTokpuTa.
Onpepenexne Macchbl LMPKYNUPYIOLWMX IPUTPOLIUTOB He Tpebyetcs. Het
BCR-ABL1. HeT an33punTpono3sa n AucrpaHynonos3a.

3 MaumeHTbl ¢ 3a60/1€BaHUAMU, NPUBOAALLMMU K PEAKTUBHOMY MUeNodu-
603y.

e kavecTBeHHoe [IlIP-ucciegoBanue Ha Hanuuue
reHa BCR-ABL (tTpaHckpunTsl p210, p190);

@ CTaHJapTHOe IMTOreHeTHYeCKOe HCCJe/loBa-
HUe KOCTHOTO MO3ra;

@ T[oJiyyeHHe [JUTOJIOTMYeCcKOro npemnapara KocT-
HOT'0 MO3ra NyTeM NYHKLUHU U [IUTOJIOTUYeCcKoe
MccieloBaHMe MasKa KOCTHOTO Mo3ra (MueJio-
rpamma);

® OUOXUMHYECKUN aHa/Iu3 KPOBU (CIBOPOTOYHAS
KOHLIeHTpaluus obuiero 6uaupyouna, ACT, AJIT,
JIAT, Mo4yeBOM KUCJIOTHI, KpeaTUHHHA, 0OIIero
6eJsika, aJb0YMHUHA, Lies04HOM dpocdaTasml);

e koarynorpamma (AYTB, TpoM6GUHOBOe BpeMs,
MHO, koHUueHTpauus GUOPUHOTEHA) PU pUCKe
TPOMOOTHYECKUX HJM TeMopparuyeckux oc-
JIOKHEHUH;

® MOJIEKYJIIpHO-TeHeTUYeCKHUU CKPUHUHT Ha Map-
Kepbl HacJeACTBEHHON TpoMO60DUINH, TOMOIU-
CTEeUH;

@ KOHCYJbTalUs COCYJUCTOr0 XUpypra npy Haju-
YUY Npe/leCTBYOIIUX TPOMO030B U TPOMO0IM-
OO0JINH;

e jonmeporpadus nepebpasbHbIX apTepuit (COH-
HbIX U TIO3BOHOYHBIX apTePUH C Iiesiblo 06Hapy-

nanbnaTopHoO
4. MMosbiweHne MOl BbilWe HOPMBI
5. Jleiikoaputpobnacros

[ins Bepuchunkaumn pudposHoin ctagum NMMO HeobX0AMMO Hann4ne BCex

3 60NbLUMX KPUTEPUEB M MO MEHbLLEN Mepe 1 Manoro Kputepus, noaTBEPX-
[EHHOrO B 2 NocneaoBaTebHbIX OnpeaeneHusx.

WM — uctunHas nonuuutemus; AN — naktatgerugporeHasa; MAC —
mMuenoaucnaacTuieckuii cuuapom; M3 — muenonponudepatmeHoe
3a6oneBaHue; [IM® — nepBuYHbIn Muenoduopos; XMJ1 — xpoHuyeckuit
muenoneiikos; 3T — acceHUmManbHas TPOMOOLNTEMUS.

Ta6nuua 16. OnpegeneHune pucka no cucreme ctpatndgmkauum IPSS

Puck no wkane

Mokasartenb IPSS, 6annbi
Bo3spact > 65 nert 1
KoHueHTpaumsa remorno6uta <100 r/n 1
KonuuectBo neiikouutos > 25 x 10%/n 1
BnactHble kneTkn B nepudepnyeckoin kposu = 1% 1
Hannune cumMnTOMOB ONYX0NEBON MHTOKCUKALIMM 1

CymmapHoe Konnyecto 6annos: 0 6annoB — HU3KWiA puck; 1 6ann —
NPOMEXYTOUHbIA-1 puCK; 2 6anna — NPOMEXYTOYHbIA-2 pUCK; = 3 6annoB —
BbICOKWI PUCK.

KUTBb GJALIKNA U U3MEPUTH TOJILIMHY KOMIIJIeKca
HHTHUMa-MeJua);

@ aHa/u3 Ha MapKephl renaturta B (moBepxHoCT-
HbI aHTUreH BHUpyca rematuta B, HBsAg),
IgG-anTuTesna Kk BUupycy renaturta C, BUY-1 u
BUY-2, peakyusa BaccepmaHa;

e Y3U (ponnueporpadus) opraHoB GPIOIIHON IO-
JIOCTH, COCY/I0B NOPTaJIbHON CUCTEMBI;

® MPT opraHoB OpIOIIHON MOJIOCTU C OmpejeJe-
HHUEM oO'’beMa ceJie3eHKHU: IPU OCTPOM 60JIeBOM
CHHJpOMe B JIeBOM MNojpebepbe, IpU NoA03pe-
HUM Ha UHPAPKT ceJie3eHKHU, NPy TPoMOO3e B CU-
CcTeMe NMOPTaJIbHbIX BEH;

@ @IT/IC c oueHKOM BeH MUIEBOJA; KOJOHOCKO-
nus (A8 UCKJIIOYEHUs] HaJU4Ms BapUKO3HOTO
pacuiMpeHus BeH KaK NPOsBJIeHUs NOPTaJTbHON
TUNepTeH3Uu);

@ o00uui aHasu3 Mouu (06paTUTh BHUMaHUeE Ha Ha-
JIN4He ypaToB, IEHKOLUTYpUI0, 6aKTEPUYPUIO).
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7.5. OnarHoctuyeckue kputepuun MM

CoruytacHo knaccudukanuu BO3 2017 r., auarsos [IMO
OCHOBBIBAeTCsl Ha COYETAaHUM KJIMHUYeCKUX, MopdoJio-
TMYEeCKUX U MOJIEKY/ISIPHBIX XapaKTepucTUK. Kputepuu
JUIs1 yCTaHOBJIeHUS npedrubpo3Hoit u Gubpo3HOU cTaaui
[IM® paznuyatorcd (Tabs. 14 u 15) [4].

7.6. MporHos

[Ipoao/mKUTENBHOCT KU3HU 060JbHBIX [IM® cHuU-
»KeHa B CPaBHEHUH CO 3/J0POBBIMU JIML@MU TOTO 3Ke [10J1a 1
Bo3pacTa. CpefiHss NTPOJO/IKUTENBHOCTD KU3HU COCTaB-
JIsieT 5 JIeT, X0Ts 6oJiee MOJIO/ible OOJIbHbIE MOTYT KUTh
nosible [52-54]. [Ipu aHanu3e BbI60pKHU U3 315 60JIbHBIX
[IM® mejMaHa NPOJO/HKUTENBHOCTH )KU3HU OT MOMEHTA
MOCTAaHOBKHU JjarHo3a coctaBuja 7,6 rozga [19].

151 onpe/iesieHUs] TAKTUKY Tepallid He06X0AMMO Jl0-
CTOBEPHO OLIeHUTb UHAWBU/AYalbHbIN NPOrHO3 60JILHOTO.
B 2009 r. F. Cervantes u coaBT. [52] npeasioxunu Mexay-
HapoOJHYI0 MporHoctuyeckyto mkany (IPSS). Ona cayxut
JIJIs onpesiesieHusl IPOTrHO3a Ha MOMEHT NOCTAaHOBKHU Jjua-
rHo3a. bbliy BeIsBJIeHb! c/lefiytolire GaKTOPhI, BJAUSAIOLME
Ha BBDKMBAeMOCTb OOJIbHBIX: BO3pACT, KOHLEHTpALUs
reMorIo6MHa, NPOLEHT 6JIaCTHBIX KJIETOK B nepudepurye-
CKOM KPOBM U HaJIMYMe CUMIITOMOB OIyX0J1€BOH NMHTOKCH-
Kaluu. B 1aHHOM NPOTrHOCTHYEeCKOH cucTeMe UCTO/b3YIOT
6aJ/IJIbHYIO0 OLEHKY, KaXX0My U3 IPU3HAKOB IPUCBAUBAIOT
1 6ann (Tabs. 16). Pa3geneHHblE MO KOJIMYECTBY IpO-
FHOCTUYECKUX 0aslJIoB IPYyNIbl GOJBHBIX CTAaTHCTUYECKU
3HAUYMMO pa3/IM4aloTCA 10 0611ell BBKMBAaeMOCTH.

B 2010 r. F. Passamonti u coaBT. [53] Moaudunupo-
Basu cucrteMy IPSS, nprucBouB KOHLEHTpaLUu reMorJo-
6uHa MeHee 100 r/n 2 6ania BMecTo 1 6asia U OLeHUB
kak 1 6as1 yucso Tpom6ouToB MeHee 10 x 10°/s1. Kpome
TOro, 6bly1a M3MeHeHa KJlaccupUKalys o rpynnaM pucka
B 3aBUCUMOCTH OT 4yHucJa 6aioB (Tabs. 17). HoBas Mex-
JlyHapoJlHasl JWHaMu4ecKass IPOTHOCTHYecKas ULIKaja
(DIPSS) mnosBossieT mOpejcKa3blBaTb PUCK TpaHchop-
MallM{ C UCXOJIOM B OCTPBIN JieliKo3 B JIt060M MOMEHT, a
He TOJIbKO IIPU NOCTaHOBKe JJarHosa.

[locnenyromuil aHa/lW3 MHOTOLEHTPOBBIX JaHHBIX
MoKasaJs, YTO He3aBHUCHUMBIMU NPOTHOCTUYECKUMU (ak-
TOpaMM SIBJSAIOTCA 3aBUCHMOCTb OT TreMOTpPaHCPy3UM
W LUTOreHeTHYeCKHMe aHOMaJWM (M30JIMpOBaHHbIE
Hapyuwenus +8, 7/7q, i(17q), inv(3), 5/5q, 12p uau mne-
pectpoiika 11923). C yueTtoMm aTux aaHHbIX N. Gangat u
CO0aBT. [54] AOMOJHUIY CUCTEMY CTPAaTUPUKAIUU XapaK-
TEPUCTUKON KapUOTHUIA U TPAaHCPY3MOHHBIM CTaTyCOM U
onpo6oBasu eey 793 60bHBIX (TabJ1. 18). HoBast cuctema
cTpaTudUKalMy, MoJyduBlIasgs HauMeHoBaHue DIPSS+,
M03BOJIMJIA IPOrHO3UPOBATH He TOJIbKO O6IIYI0 BbIXKHBa-
eMOCTb, HO U BpeMs 710 pa3bl 61acTHOU TpaHcHopMaIUu.

Ha nporHo3 npu [IM® okasbiBaeT BIUsSIHUE Psif MO-
JIeKyJISApHbIX MapkepoB (JAKZ, MPL, CALR, EZH2, ASXL1,
IDH1/2, SRSFZ2). 3T0 MOCAYKUJI0 IOBOJIOM [IJ1s1 BKJIIOYEHUS
YX B MeXlyHapoJJHyI0 MyTallHOHHYI0 NMPOTHOCTHUYECKYIO
mkany (MIPSS). KaxaoMy 13 He6/1aronpysiTHbIX MPOTHO-
CTUYecKMX (aKTOPOB NPUCBOEH 06asul: BO3PAcT CTaplile
60 ner — 1,5 6anna; HajmMyMe OOIIMX CUMITOMOB —
0,5 6asmma; ypoBeHb remorsiobuHa menee 100 r/n —
0,5 6asa; yuciao tpombonuToB MeHee 200 x 10°/n1 —
1 6as1; TpoitHoe HeraTuBHOe MII3 (oTcyTCcTBHE MyTaluii
reHoB JAKZ, CALR u MPL) — 1,5 6an1a; Hanu4uue MyTa-
uuuit reHa JAK2 wim MPL — 0,5 6anna; MyTanus reHa

KTMHNYECKAA OHKOTEMATO/TON 4

Ta6nuua 17. OnpegenexHune pucka no cucreme crpatndgpumkauum DIPSS

Puck no wkane

Mokaszarenb DIPSS, 6annbi
Bospact > 65 net

KoHueHTpauus remorno6uHa < 100 r/n

Konunuectso neiikouuntoB > 25 x 10%/n
BnactHble kneTkn B nepudepnyeckoin kposu = 1%

—_ s s N =

Hanuune cuMnTOMOB OMyX0NeBON MHTOKCUKALMM
Konuuectso TpomGouuTos < 100 x 10%/n 1

CymmapHoe Konnyecto 6annos: 0 6annoB — HU3KUA puck; 1-2 6anna —
NPOMEXYTOYHbIA-1 puck; 3—4 6anna — NPOMeXyTOUHbIA-2 PUCK;
> 5-6 6anN0B — BbICOKMIA PUCK.

Ta6nuua 18. OnpegeneHune pucka no cucreme crpatucdpmkauymnm DIPSS+

Puck no wkane
Mokasatenb DIPSS+, 6annbl

Bospact > 65 net 1
KoHueHTpaumsa remornobuta <100 r/n

Konuuectso neiikouutoB > 25 x 10%/n

BnactHble kneTkn B nepudepnyeckoin kposu = 1%
Hannune cuMnTOMOB OMYXO0/1E€BOM MHTOKCUKALIMK
Konuuectso TpomGouuTos < 100 x 10%/n
Heo6x0anMOCTb NepenMBaHns 3pUTPOLIMTOB

He6naronpusitHblii kapuotun: +8, =7/7q—, i(17q),
inv(3), —5/5q—, 12p—, nepectpoiika 11923

O )

CymmapHoe konuyectso 6annos: 0 6annoB — HU3KMIA puck; 16ann — npo-
MEXYTOYHbIA-1 puck; 2—3 6anna — NPOMEeXyTOYUHbIA-2 puck; > 4 6annos —
BbICOKWI PUCK.

ASXL1 — 0,5 6as1a; mytanus reHa SRSF2 — 0,5 6as1a. B
3aBHCUMOCTH OT CyMMBbI 6aJIJIOB BblJl€/IEHbI IPYTIIbI pHUCKa:
Huskui (0-0,5 6asia), npoMexkyTouHbii-1 (1-1,5 6asia),
MPOMEXYTOYHbIN-2 (2-3,5 6asa), BbICOKUH (= 4 6a//10B).
JlaHHas cucTeMa MO3BOJISIET IMPOTHO3UPOBATh HE TOJILKO
061110 BBDKUBAEMOCTb, HO U BbDKMBAaeMOCTb 6€3 TpaHC-
dopmanuu Bo BTopuuHbiit OMJL.

7.7. NeyeHnne NMNMO

Onpepenenne raktuku repanum npu M@

Heau mepanuu [IM®:

® KOHTpOJIb3a60J/ieBaHUA: NpeAyIpeXxAeHNe Npo-
rpeccupoBaHUs, yBeJU4YeHue 00111el U 6e3peru-
JIMBHOU BBI>KMBAeMOCTH;

@ obJieryeHue CUMITOMATHUKH, yay4dlleHHe Kaye-
CTBA XU3HU (JleyeHUe aHEMUU U JPYTUX LIUTO-
NeHUH, yMeHbllleHHe pa3MepoB cesle3eHKH, KOH-
TPOJIb CHMIITOMOB HUHTOKCUKAILUH);

@ TIpejylpex/ieHHe OCJIO)KHEHUH B ciyvae Gepe-
MEHHOCTH, XUPYpPrudecKux onepauuii [1, 2, 20, 26].

[Tocne moATBepXKJeHUsl JuarHosa U yCTaHOBJIEHUS

nporHoctuyeckod rpynnsl [IM® onpegensitoT TaKTHUKY
cnenyanbHOR Tepanuu. OCHOBHble GaKTOPBI, BAUAOLME
Ha BbI6GOP BapuaHTa JIeueHus, Cae yolye:

e rpynmnapucka (no cuctemam [PSS, DIPSS, DIPSS+);

@ HaJIM4ue U CTelleHb BbIPpa>XEHHOCTH CHMIITOMOB
3a60JIeBaHUA;

® BO3pPacCT 60JIbHOIO;

CONMYTCTBYOIUe 3a601eBaHU;
@ HaJM4yue COBMeCTUMBIX 1o cucteMe HLA foHo-

POB ¥ BO3MOXXHOCTb BblnloJiHeHUs a0 TT'CK.
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Xapakrepuctuka u npuHyMnbl Bbl6opa meToaa

Nie4yeHns

Huskunii n npomexyroyunbii-1puck (IPSS, DIPSS, DIPSS+)

Kak nmpaBuso, aTo 60sibHble C HOPMaJbHOW WJIM He-
3HAUUTEJbHO CHWXKEHHOHN KOHIleHTpallel reMorj061Ha,
yMepeHHBIM JIENKOLIUTO30M 6e3 6/1aCTHBIX KJIETOK B KPOBH,
yMepeHHbIM (UOPO30M KOCTHOrO Mo3ra. Y MalMeHTOB
3TOM TpyIIbl BEPOSATHBI JyinTenbHas (7-15 JieT) npofo-
JKUTEJIbHOCTb KU3HU M HU3KUM PUCK NPOrpeccHpoBaHUs
3abosieBaHusI c McxoioM B OMJL. [IprMeHeHMe arpecCUBHBIX
MeTO/IOB JIeUeHUsl Y 3ITON KaTeropuu 60JIbHBIX CONPSKEHO
¢ 60J1e€ BbICOKUM PUCKOM MOH60YHBIX 3 DEKTOB, UeM PUCK
nporpeccupoBaHus 3aboJieBaHusl. [Ipy OTCYTCTBUU CUM-
NTOMOB MHTOKCUKAIIUM U OCJIO)KHEHMH 4acTO ONpaB/aHO
TOJIBKO IMHAMHU4YecKkoe Habuogenue [1, 19, 20, 26, 55].

[Ipy BbIGOpe TAKTHUKHU JieYeHUs OOJIbHBIX MOJIOXKE
60 s1eT 6e3 BbIpaXKEHHOUM CONMYTCTBYIOILEH MaTOJOTUU B
TedyeHUe 1-2 JieT OT HayaJsa 3aboJieBaHUS clefyeT o6cy-
JUTb BO3MOXKHOCTb IpoBeAeHud anoTI'CK.

Tepanuto ciefyeT HayuMHAaTb NpPU  TMOSBJIEHUU
CUMIITOMOB, OrPaHMYMBAIOLIUX  >KHU3HEJesATeJbHOCTh
60JIbHOTO: KOppeKLHs aHeMHUH IpenapaTaMM, CTUMYJIU-
PYIOLIMMU 3pUTPONO33 (AapOOMO3ITUH-A*, 3MO3TUH-0*,
3M03TUH-B*), aHAporeHaMu (JaHa3oJ1); KyHUpOBaHUE
CUMIITOMOB OIyX0JIEBOM MHTOKCUKALlUU TJIFOKOKOPTHUKO-
crepousiamMu (mpesHusoi0H*). BeicTpo nmporpeccupytolas
CUMITOMaTHYecKasl CIJIeHOMeraJusi ¢ yrpo3od pa3pbiBa
ceJle3eHKH, Ha/IMuMe CHMIITOMOB OOlIero XxapakTepa, Hes-
$deKTUBHOCTD CUMNITOMAaTHYECKOW Tepanuy CIyKaT Io-
Ka3aHUSIMU /151 IPOBeleHUs IUTOPelyKTUBHOM TepanuH.

B kauecTBe maToOreHeTHYECKUX CPeACTB MOTYT
ObITh PEKOMeH/0BaHbl MHIMOUTOPBLI JAK2*. Y 60/bHBIX
U3 HHU3KOro pucka uHruoburtopnl JAK2* mokasaHbl B
cy4ae NMporpeccupymoolied M/Uau ConpoBoXxAarolleics
CUMIITOMaMM CIJIEHOMerajuu npu He3pPeKTUBHOCTHU
rufpokcukap6amuga* u/uam UPH-a*. Y 6GosbHBIX U3
TPYIIbl TPOMEXyTOYHOro-1 pucka MHruOGUTOphl JAK2*
peKoMeH/I0BaHbl IPU HAJIMYUU CUMITOMOB OIYX0JIEBOH
VHTOKCHMKALUU WM IPOrpeccupylollell crjieHoMeraauu
B KaueCcTBe BTOPOM U NOC/TeAYIOUIMX JUHUN Tepanuy, T. e.
npu He3GPEeKTUBHOCTU CTAHAAPTHOU LIUTOPEAYKTUBHOMN
Tepanuu (rugpokcukapbamun*, UOH-a*) B TeyeHue
3-6 mec.

lTpomexyTo4Hbii-2 n Bbicoknit puck (IPSS, DIPSS, DIPSS+)

JTo 60JIbHBIE C KJIMHUYEeCKH 3HaUUMOU aHeMUel, BbI-
COKHM JIEHKOLIUTO30M CO CABUTOM /10 6JIaCTHBIX KJIETOK,
WHOTJA — C TPOMOGOIUTONEHUEH, BbIpaOXXeHHbIM ¢U-
6p0o30M KOCTHOT'O MO3Ta, HepeAKO CO clieludrUIeCcKUMHU
ans [IM® nosoMKaMu KapuoTuma. Y JJaHHOW KaTeropuu
60JIbHBIX B OJiMkaMlliuMe TroAbl BO3MOXKHA OJ1acTHas
TpaHchopManus.

[Ipy BbIGOpe TAKTHUKHU JieYeHUs OOJIbHBIX MOJIOXKE
60 seT 6e3 BbIpaXKEHHOUW CONMYTCTBYIOLIEN MNATOJOTUU
caenyeT o6CyJUTh BO3MOXXHOCTb poBeieHust anoTI'CK.

[Ipyu HeBo3MOXKHOCTU 1JIaHUpoBaHusa aynoTICK
NPOBOAAT LMUTOPENYKTUBHYI0O M CHMITOMAaTHYECKYIO
Tepanumw. [IpeuMyliecTBEHHO BBIOMPAIOT NpenapaThbl B
COOTBETCTBUHU C KIMHUYECKUMU NPOsIBJIEHUAMU 3a601e-
BaHUA KakK JJIs yJIy4lleHUs KayeCTBa JKU3HM, TaK U A5
yBeJIMYeHUsl ee NP0/ 0/KUTETbHOCTH.

OCHOBHOH MepCeKTUBON JJa/ibHENIIEr0 YAyYLIeHUs
pe3y/IbTaTOB JieueHUs Y 60JIbHBIX, OTHECEHHBIX B IPYIIbI
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MPOMEXKYTOYHOTO-2 ¥ BBICOKOTO PHCKa, SIBJISIeTCS IpUMe-
HeHUe UHTHU6UTOpOoB JAK2*,

HasHauyenue unru6utopoB JAK2* nokasaHo B paMKax
NepBO¥ JIMHUM Tepanuu NpU HaJUYUM CUMITOMAaTH4e-
CKOH CIlJIeHOMeTa/IUu U/UJIM CHMIITOMOB O6Lero Xapak-
Tepa B COYETAaHUMU CO 3HAUYUTEJbHOH CllJieHOMerajauew.
J1s1 6OJIbHBIX M3 3TUX TPYNI PUCKa HeT JPYrux Jiekap-
CTBEHHBIX CPEJCTB /Js ObICTPOro COKpallleHUsl pa3Mepa
ceJie3eHKH U YAy4lleHUsl KauecTBa »KU3HH [1, 2, 55].

Meroabl TepanesTuyeckoro sosgencrens npn IM®

HecMoTpsi Ha MHoroo6pasue INpHUMEHSIOIIUXC B
HacTosiilee BpeMs A4 jedeHus [IM® meTo/i0B, Bce OHU
MOTYT ObITh pa3/ie/ieHbl Ha HECKOJIBKO I'PyI:

o a/unoTICK;

® MeJMKaMeHTO3Has Tepanus;

® Xxupyprudeckoe JedeHue (crmiaeHsktomus [C3],

KOppeKI1s NopTaabHOU runepTeH3NH);

® JiyueBas Tepanus;

® TeMOKOMIIOHEeHTHas Tepanus.

Hwxe npepcraBieHa 6oJsiee noApo6Hass XapaKTepu-
CTHKA KaXK/JI0M TPYIIbl METOJO0B JIeUeHUSl.

AnnoTl CK

B Hacroamee Bpemsa amnoTI'CK daBiserca enus-
CTBEHHBIM MeToJ0M JiedeHUs [IM®, no3BoJAOIIUM [0-
OGUTbHCA MTOJTHOTO U3JIeYeHUs] Y YaCTH O0JIbHBIX, BK/IOYas
HOpMaJIM3alUIo pa3Mepa cejie3eHKH, UCYe3HOBEHH e CUM-
NTOMOB ONYX0JIEBOM MHTOKCUKALMH, perpeccuio MueJio-
¢ubposa, JOCTHKEHHEe IOJHbIX LUTOreHeTHYeCcKOH U
MOJIEKYJISIPHON peMHUCCH.

[Tocse BBeZileHUs B KJIMHUYECKYI0 IPAKTHUKY MPOrHO-
ctuvyeckux 1mkana DIPSS u DIPSS+, koTopble mo3BoJISAIOT
OLleHUBATb PUCK Ha JIIOOOM 3Talle JieueHUs], NOSBUJIAChH
BO3MOXHOCTb 0GoJsiee 3GPEKTUBHO BBISABAATH OGOJbHBIX
C HU3KOM O0XHJaeMOW MNpPOJOIKUTENbHOCTbIO »XU3HHU.
Tak, MeiaHa 061el BBKMBAeMOCTH O60JIbHBIX U3 TPy
MPOMEXYTOYHOT0-2 M BBICOKOTO pHCKa cocTaBjseT 35
u 16 Mec. coorBeTcTBeHHO [52-54]. C y4yeToM 3TOro
anoTI'CK  mpepcTaBsisieTcs: HauboJiee oONpaBAaHHBIM
MeTO/I0M JIeYeHUs Y TaKUX 60J1bHbIX. O/lHAKO IPUHUMATh
petreHue o BoinosiHeHUU a10TI'CK y kax10ro 60/1bHOTO
cneayeT UHAUBUAYaIbHO. [loMHMO oxuJaeMol MpozoJ-
JKUTEJbHOCTH >KU3HU B 3aBUCUMOCTH OT T'pYIIIbl pHCKa
[0 pa3HbIM MPOTHOCTHYECKHMM ILIKaJaM Heob6X0JUMO
YUUTBIBATb TaKKe Apyrue Heb/aronpusiTHble GaKTOPHI:
MOXKUJIOW BO3paACT, HaJM4YUMe YaCTUYHO COBMECTHMOIO
JlOHODa, NO3/1HsAS cTajus 3a060JieBaHUs, TPaHCIJIaHTal1-
OHHBIA MHJEKC KOMOPOUJHOCTH, HaJIMUMe BblpaXKeHHON
CIJIEHOMeraJnH.

PesyabraTh! an1oTI'CK BoO MHOrOM 3aBUCAT OT CTaZU U
3ab0JieBaHUsA U TPYIIbl PUCKAa Ha MOMEHT TpaHCIJIaH-
Tal M. 5-JIeTHAS 0011]ast BBKMBAeMOCTh nocie anoTICK
y GOJIbHBIX B rpymie HU3Koro pucka no DIPSS coctaBasieT
76 %, B rpymnime npoMmexxytoyHoro-1 pucka — 48 %, npo-
MEeXyTOYHOT0-2 U BbICOKOT0 prucka — 38 %, a y 60/IbHBIX
c ucxonoM B OMJI 2-yjeTHss o6mas BBIKMBAEMOCTb
coctaBJisieT okosio 40 % [56]. Takum o6pa3oM, pelleHue
Bonpoca o npoBeseHuu a/noTI'CK cienyeT npuHUMaThb
CBOEBPEMEHHO U He OTKJIaJbIBaTh, 0COOEHHO ¥ 60JIbHBIX
C HeGJIaronpUsATHBIMU NPOTHOCTUYECKMMU (aKTopaMHy,
a Takxe npu Haauyuu HLA-coBMecTUMOro poJCTBEH-
HOro JoHopa. /[l 3TOro Heo6X0AMMO NepHUOAUYEecKH
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OLIEHUBATh PUCKHU MO JUHAMUYECKHUM MPOTrHOCTUYECKUM
LIKaJIaM, YTO MMO3BOJIUT CBOEBPEMEHHO PELIUTh BOMPOC O
CMeHe TaKTHUKH JieYeHHUsI.

PeKkoMeHaLMN:

Kangupartamu Ha amnoT[CK aBasitoTcss 60Jib-
Hble [IM® ¢ npoMeXyTOUYHBIM-2 UJU BbBICOKUM
puckom no umkasam DIPSS u DIPSS+, 6e3 cepbes-
HbIX CONYTCTBYIOLIMX 3ab0JieBaHUH, C cOMaTH-
yeckuM ctatycoMm 0-2 6asna no mkase ECOG
npy Hajanduyu HLA-UJeHTUYHOTr 0 POACTBEHHOTO
WJIM HepOJCTBeHHOro JoHopa. C yyeToM Kpai-
He He6JIaronpUsATHOrO IPOTHO3a B 3TOH rpynne
6OJIBHBIX MOTYT pacCMaTPUBATbCA TaKXe aJlb-
TepHaTUBHblE UCTOYHUKHU JJOHOPCKUX IeMOIo3-
THYECKUX CTBOJIOBBIX KJIETOK (TamjouJeHTHY-
HbIN UJIM YaCTUYHO COBMECTUMBIH JJOHOD).
BoJibHBIE C HUBKMM U TPOMEXKYTOYHBIM-1 pUCKOM
TakXe SIBJSIOTCS BO3MOXHBIMU KaHJUAATaMU
Ha ay1oTT'CK. [lpu nepBbIX nprU3HaKax nporpec-
CUpOBaHHUsA 3a00JieBaHUs JOJ>KeH ObITb pelleH
BOIIPOC O BO3MOXXHOCTH NpoBeseHus aanoTTCK.
Y 6osbHBIX [IM® K3 rpynn HU3KOTO U IPOMEXKY-
TOYHBIN-1 pYcKa HEO6XOAUMO HCCIeloBaHNE MY-
Tal UM BbICOKOTI'0 MOJIEKYJ/IIPHOT'O PUCKA.
BosnbHble B dpase TpaHchopmanuu B OMJI Takxke
MOTyT 6bITh KaHAUAaTaMu Ha aaaoTT'CK nocse
NpoBeJileHUs] UHAYKIMOHHON Tepanuu Mo Npo-
rpaMmMe Jyiedyenust OMJIL.

[lepen annoTI'CK y 60oJIbHBIX CO 3HAUUTEbHON
CIJIeHOMeraJiuell Iieslec006pasHO MpoBeJieHUe
LUTOPeAYKTUBHON Tepanuu, Tepaluu UHTUOU-
TopaMu JAK2, a B HeKOTOpBIX cay4dasax Takxke C3.
Bausuue C3 Ha ucxon annoTI'CK B HacTosee
BpeMs He BIIOJIHE SICHO U TpebyeT J0NOJHUTEb-
HOT'0 U3yYeHHUsl.

BoJbHBIM € JAJUTENbHbIM TpPaHCPY3HMOHHBIM
aHaMHe30M U IpHU3HAKaMHU Ieperpysku xele-
30M nepey asnoTI'CK pekomenayeTcs npoBefe-
HUe XeJJaTOPHOU Tepanuu.

MeankameHnTo3Has Tepanus

B Hacrosiiee BpeMs MeJJUKaMEHTO3HOe JieueHUe
SIBJISIETCS OCHOBHBIM cpecTBOM JiedeHus [IM®. /laHHbI
BU/J] TepaluH, XOTsd U He MNPUBOAUT K H3JIEYEHUIO, HO
NpyW TMpPaBUJBHOM MOJXOJe TI03BOJISIET ClEep>KUBATh
nporpeccipoBaHue 3aboJieBaHUsl, MOAJEPXKUBATH VAOB-
JIETBOPUTEJIbHOE KAauecTBO >XU3HU OOJIbHBIX, a B C/Iy4ae
NpUMeHEeHUs] PyKCOJTUTUHUGA* MOsIBJIsIeTCs] BO3MOXKHOCTb
YBEJIMYEHHUS MPOJOJLKUTENBbHOCTH XU3HU. TpaJULIMOHHO
Juist nedeHus [IM® npuMeHs0TCA cieAyolye MpenapaThl.

[uTocTaTHyeckue npenaparsl. Llesbio npumMeHe-
HUS LUTOCTATUYECKUX CPEJICTB SIBJSETCS Clep-
»KMBaHUe npoJsindepaniy 0NyXo0JeBOro KJaoHa U
KOHTPOJIb I0Ka3aTe el KPOBH /151 IPOPUIAKTHU-
KU 0CJIO)KHeHUH. [Ipe/jIoYTUTeNbHBIM SBJISETCS
npueM B OJOGPAaHHBIX C y4eTOM UHJWUBUAYAJIb-
HOU NMepPeHOCUMOCTH [103aX, 03BOJISIOLMX KOH-
TPOJIMPOBATh IOKasaTead KpoBu. LluTocraTu-
YyecKHe NpenapaThl, KaK NpaBUJO, HA3HAYAIOT B
KayecTBe MOHOTEPANUHU B HU3KUX [[03aX:

B rujapokcukapbamug*  10-30  mr/kr/cyT

BHYTpb;
B MepKanTonypuH* 1-2 Mr/Kr/cyT BHYTpb;

KTMHNYECKAA OHKOTEMATO/TON 4

B gurapa6bun* 10-20 mMr/m?/cyT B/M uau B/B
kypcoM 10-14 nHel KaXXAbIA MecsIy;
m oycyabdan* 0,5-4 Mr/cyT BHYTpPb 10 CyM-
MapHoH 10361 200 M.

HUOH-a* MmoxeT ObITh pEKOMEH/I0BAaH KaK Tepa-
NUs NepBOM JIMHUU Y 60JIbHBIX MoJioxxe 60 JsieT
¢ paHHel ctaaueit [IM® npu oTCyTCTBUU Mac-
CUBHOH cnyieHoMeraJsiuu. [lpu 671acTHOM Kpu3se
y 60JIbHBIX ¢ ¢ubpo3HOU cTaguen [IMP u mac-
CHUBHOMU crieHOMeraJsinel 3¢ peKTUBHOCTD Tepa-
nuu UPH-o* He gokasana. OnTuMasibHasA J03a
HUPH-a* He ycTaHOBJIEHA; C YYeTOM YacCThIX MO-
604HbIX 30 PEKTOB U HEOOXOAUMOCTU MOCTOSIH-
HOT'0 IpUMeHEeHUs JieueHre NPOBOJAT B MaKCH-
MaJIbHO IePeHOCUMBIX [103aX, 06ecnedrBaoIUX
KOHTPOJIb TOKa3aTesedl KpoBu. [lo3UPOBKY U
peXXUM BBeJleHUs TaKxe BbIOMpPAT UHAUBUJY-
aJIbHO C y4eToM nepeHocuMocTu: 1,5-3 man ME
MO/IKOXXHO 4epes JieHb, AJuTebHo. CoueTaHHOE
Ha3HayeHUe LUTOCTAaTHYeCKUX IpenapaToB C
HUOH-a* moxeT noBbiaTh 3G PEeKTUBHOCTD Jie-
YeHMUs U I03BOJIsSIeT CHU3UTD |03kl KaXKJJ0TO IIpe-
napara C yJy4lleHHeM [1IepeHOCUMOCTH JleueHUs
yyp—G yaa—>5).

[IpenapaThl, CTUMyJUpylOLide 3pUTPOIO3I3,
WCIIOJIb3YIOTCS JAJIsl KYNHPOBAaHUS aHEMHHU U
yMeHbllIeHUs] TOTPeOGHOCTH B TreMOTpaHcoy-
3usx. UXx npumeHeHue 6o0Jiee 3PpEeKTUBHO MpPHU
NoKasaTeJssx 3pUTpono3TuHa MeHee 125 ME/n,
OTCYTCTBUM TPaHCPY3MOHHOW 3aBUCHUMOCTHU U
BbIPa)KeHHOH cIjieHoMeraauu. HavasnbHO# fo-
301 aBaseTrcs 10 000 ex. 3 pasa B Hegeto. /o3y
noBbiaOT A0 20 000 ex. yepes 1 mMec. B cayya-
SIX, KOTZla paHHUH oTBeT He HabJtofaeTcs. [Ipu
He/ZI0OCTaTOYHOM OTBeTe Jj03a MOXKeT ObITh IIOBBI-
11eHa B 2 pa3sa. [Ipy oTCyTCTBUM OTBeTa JieyeHUe
cJeflyeT NpekpaTUuThb yepe3 3-4 Mec. BmecTe ¢
TeM C y4yeTOM INaToreHe3a 3aboJieBaHUs 06L1as
3¢ deKTUBHOCTb BBeJleHUS 3PUTPOINOITHHA CO-
cTaBJisseT 0koJ10 56 %, a addeKT AMUTCA B Cpes-
HeM okoJio 1 roza [1, 2, 57] (YYP — C; Y1 — 5).
[1I0OKOKOpTUKOCTEepOUAbl (peJHU30J0H*, JekK-
caMeTa30H*). MexaHU3M UX JeCTBUS 3aKJII04a-
eTcsl B TOPMOXXEHUU MeXKJIeTOYHON Koollepa-
UM KIMMYHHOM CUCTEMBI U CHUXKEHHUU CEKPEeLluU
LJUTOKWHOB, OHU YMeHbIIAIT NpoJudepanuio
¢ubpo6s1acTOB U 06pa30BaHUE COEUHUTEJb-
HOM TKaHU. ITH NpenapaThbl MOJYJIUPYIOT 06MeH
BellleCTB C OrpaHUYeHHeM KaTaboJiM3Ma, MOTYT
CTUMYJIMPOBATh aNoONTO3 ONYX0JIeBbIX KJIETOK,
yMeHbIIaTh MNPOSIBJEHUS ayTOMMMYHU3alUU
K KJeTkaM KpoBU. OCHOBHOM KJHUHHUYEeCKUH
3ddekT 3akJvaeTcsi B OBICTPOM yMeHbllle-
HUM CHUMIITOMOB OIyX0JIeBOM HWHTOKCHUKALMH.
BMecTe ¢ TeM OHUM 006J1aZlal0T 3HAYMTEJIbHBIMU
NOGOYHBIMU peaKLUsMH, 0COOEHHO NpHU [JJu-
TeJIbHOM NPUMEeHEeHUHU, U TPeOYIOT NOCTOSHHON
nojAJepXKuBaroleil Tepanuu. B HacTosee Bpe-
M [JIIOKOKOpPTUKOCTepou bl npu [IM® npume-
HAKIOT B COCTaBe KOMOMHUPOBAaHHOW TepamnuHu C
MMMYHOMOAYJSATOPAMU U CHUMIITOMATHYeCKOH
Tepanued B pasHbIX [l03aX M MO Pa3JU4YHbIM
cxeMaM [58]. OTHOCUTeJbHBIM HPOTUBOIOKA-
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Tepanuu
Konnuectso
TPOMGOLMTOB [lo3a npenapara npu BO306GHOBNEHUM Tepanum
> 125 x10%n 20 mr 2 pasa B CyTKK

100—< 125 x 10%n
75-<100 = 10%/n

15 Mr 2 pasa B CyTkK

10 Mr 2 pa3a B CyTKU B TeYeHne 2 Hefl. MUHUMYM;
panee, nNpu COXPaHEHUN KOMYeCTBa
TPOMGOLMTOB, BO3MOXHO YBE/IMYEHNE
£o 15 Mr 2 pasa B CyTKn

5 Mr 2 pa3a B CyTKM B TeYeHUe 2 HEfl. MUHUMYM,;
panee, Npu COXpaHEHUN KONM4eCcTBa
TPOMOOLMTOB, BO3SMOXHO YBeNNYEHNE
no 10 mr 2 pasa B CyTku

50-<75 = 10%n

<50 x10%n
¥ remopparuye-
CKWUIA CUHAPOM

anIOCTaHOBﬂeHVIe NPUMEeHeHnqa

3aHUeM K Tepalluu IVIIOKOKOPTUKOCTEPOUJaMu
SIBJIIETCS HaJIMYMe caxapHoro JuabeTa U ocTe-
onenuu (YYP — C; Y1 —5).
® AHgporeHbl (aHabOJIMYECKUE CTEPOU/IBI) — IIpe-
napaThbl CHHTETHYECKUX aH/POTeHOB C MeXaHU3-
MOM JieWCcTBUS, 6JIU3KUM K KOPTUKOCTEPOUaM.
Mx ocHOBHOe ielicTBUeE 3aKJII0YaeTCs B yrHeTe-
HUM KaTaboJ/iM3Ma, YMeHblIeHUU CUMITOMOB
OIyX0JIeBOM MHTOKCHUKALIUH, CTUMYJISALIUN TeMo-
nos3a. [loBblllleHHe KOHLIEHTpalMu TeMoTrJI06u-
Ha Habswonaetcsa y 30-40 % 6GosbHBIX, pexe —
Ipd HaJWYUM MaCCUBHOM CIJIEHOMerajuu u
LIUTOreHeTUYeCKUX aHOMaJuH. Jlydmuid oTBeT
HabJ1t01aeTcs Y 60JbHBIX C YMEPEHHOH CILJIeHO-
MeraJjivel 1 HopMaJIbHbIM KApUOTHUIIOM.
Tepanuio faHa30/10M cjeAyeT NPOBOAUTH GOJBHBIM
[IM® ¢ TpaHchy3MOHHO-3aBUCUMON aHeMHel mpu
HaJINYUU CUMIITOMOB OINyX0JIeBOM UHTOKCUKanuu. [lanu-
eHTaM C Maccoll Tesla MeHee 80 Kr JJaHa30J1 Ha3HAYalOT B
no3e 600 Mr/cyT, y naliUeHTOB C Maccoit Tesa 6oJee 80 Kr
Jlo3a npenapata coctapJiseT 800 mr/cyT. IddeKTUBHOCTD
Tepanuy OLleHHWBalT 4yepe3 6 Mec. [Ipu JocTuxKeHUU
OTBETa NpHEeM JaHaszoJa npojoskanT B go3ze 400 mr/
CYyT B Te4eHHe 6 Mec. C JaJIbHENHIIIUM CHIXKEHHUEM [103bl 10
MHUHUMaJbHOH, HE0OO6XOAMMOH /151 MOA/lep>KaHNs OTBETa,
Ho He MeHee 200 Mr/cyT. BceM 60JIbHBIM, MOJIYyYAOIIUM
JlaHa3o0J1, cjle/lyeT He pexxe 1 pasa B Mecsl] BbIOJIHATb
OMOXMMUYECKUN aHa/IW3 KPOBH, Kaxkzable 6-12 mMec. —
Y31 nedyeHu. Y Bcex MY>KYUH HEOOXOAMMO HCCJIeL0BaTh
YpPOBEHb NIPOCTAaTUYECKOro cleludprUIecKoro aHTHUTeHa
nepeJ; HavyaJoM JieYeHUs U NepUOJUYeCKH NOBTOPSATH
M3MepeHUe Ha NPOTSHKEHUM BCero Inepuoja JiedeHHUs.
JlaHasos1 U Apyrue aHAporeHbl OOGBIYHO XOpOILIO Hepe-
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HocATcsa. [lo6oyHble 3¢deKThl NpenapaToB: 3aJepikKa
JKUJIKOCTH, TOBBIIIeHWe JUOUA0, TMPCYTU3M, renaTo-
TOKCUYHOCTb, PUCK Pa3BUTHS ONyXoJH nedeHH. [IpoTu-
BOINOKA3aHHUAMU K Ha3HAYeHUIO aH/JPOTEHOB SIBJISIOTCSA
MOBBILIEHWE YPOBHS MPOCTATHUYECKOTO CleliUPHUIECKOro
aHTUreHa WU/WIY HajJu4yvde B aHAMHe3e paKa MpoCTaThbl
[59] ¥¥YP — G Y44 — 5).

e Hurubutoper JAK2. OdunuanbHO paspelleH K
NpUMEHEHHUI0 Ha JJaHHbIH MOMEHT TOJIbKO PYK-
COJIMTUHUG* (mpousBoguTesb «HoBapTuc dapma
AT'», llIBeliniapusi), nepBbIi NpenapaT TapreTHOro
JlecTBUS, GJIOKUPYIOIIUNA aKTUBHOCTb JAK2-Ku-
Has, HallpaBJIEHHbIN Ha KJII0YeBOe 3BEHO NaTore-
Heza [IM® — curnanbHbii nyTh JAK-STAT. Cine-
JlyeT Y4YUTBIBATb, YTO 3THU IpenapaTbl BJIHUSIOT
KakK Ha MyTaHTHbIH (JAKZ2V617F), Tak 1 Ha [JUKUHT
Tun JAK-krHa3, 103TOMy MOTYT ObITh 3pdeKTHUB-
Hbl U NpU JiedeHUU 60JbHBIX [IM® 6e3 MyTanuu
JAK2V617F. K HacToslieMy BpeMeHHM HaKOIlJIeH
JIOCTAaTOYHbBIM ONBIT UCNOJIb30BAaHUSI HOBBIX Npe-
apaToB B PYTHMHHOM NpaKTHKe Bpava-reMaTo-
jora [60]. HauanbHast fjo3a mpemnapaTa 3aBUCUT
OT KOJIM4ecTBa TPoMOOLMTOB: o 15 Mr 2 pasa B
CYTKH JiJ15l TAljMeHTOB C KOJIMYeCTBOM TPOMOOI -
ToB 100-200 x 10°/;1; mo 20 Mr 2 pa3a B CyTKH JiJisl
NalMeHTOB C KOJHWYeCTBOM TPOMOOLMTOB GoJiee
200 x 10°/n. MakcuMaJ/ibHas /1032 COCTABJISIET MO
25wMr2 pasaBcyTku. HauasnbHasi 103ay naljueHToB
¢ KosindecTBOM Tpom6GouuToB 50-100 x 10°/nm —
mo 5 Mr 2 pasa B CyTKH. B nepBrie 4 Hel. Tepanuu
JIO3UPOBKY He cJie/lyeT MeHITb [42].

Koppekuusa fo3bl npenapata NpoBOAUTCS Ha OCHO-
BaHHUU 06e30MacHOCTU U 3QPeKTUBHOCTH NMPOBOJAMMOIO
neyeHud. Jleduenue mnanueHToB c [IM® m0/mKHO OBITh
MPUOCTAHOBJIEHO TPU BbISIBJIEHUU KOJIMYeCcTBa TPOMGO-
uToB MeHee 50 x 10°/1 ¥ OsIBJIEHUHU reMOpPpParuyecKoro
CUH/IpOMa WJIU NIPU CHWXKEHUH abCOJIIOTHOIO YKcJ/ia Hell-
TpodusioB 1o meHee 0,5 x 10°/x1 [55, 61].

[Tocsie BoccTaHOBJIEHUS YMC/Ia TPOMOGOLIMTOB U Hel-
TpodU/I0B Tepanusi MOXKeT ObITh BO306HOBJIEHA B /103€ [0
5 Mr 2 pasa B cyTkH (Ta6.1. 19) [55, 61].

PekoMeHayeTcs Koppeknus [03bl NpenapaTa IpHU
CHMKEHUM YHUCJIa TPOMOGOIUTOB /o MeHee 125 x 10%/x
(Tabs. 20) [55, 61].

HasHayeHue pyKCOJIUTHHUOA* MOKa3aHO 60JIbHBIM
Y3 IpyNI HU3KOr0 U NMPOMEXYTOYHOro-1 puckKa, ¢ pe3u-
CTEHTHOCTBIO K TH/APOKCUKap6aMUAy™, ApyruM LIUTOCTa-
THUYeCcKUM npemnapaTtaMm uau UOH-a* a Takke 60JbHBIM
W3 TpyNI [POMEXYTOYHOTO-2 U BbICOKOIO pHCKa.
PykcomUTHHUG* MOXHO paccMaTpUBaTh Kak Ipenapar
BbIOOpa Y MallMEHTOB, KOTOPble HYX/JAAITCs B ObICTPOM

Ta6nuua 20. PekomeHayeMble [03bl PYKCONUTUHMGaA Npu NnepBnYHOM Mmnenocdunbpose

Tpom6ouuThi

[osa, npuMeHAeMas 40 CHUXEHUA Yucna Tp0M50uMTOB

25 Mr 2 pasa B cytkn 20 mr 2 pasa B cytku 15 mr 2 pasa B cytkun 10 Mr 2 pa3a B CyTkM 5 Mr 2 pasa B CyTKu

Koppekuusa go3bi NpU CHUKEHUM YMCia TPOMOOLMTOB

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

<50 x 10%n u remopparvyeckui
CMHOPOM

5 Mr 2 pa3a B CyTkM
[pnocTaHoBNEHME NPUMEHEHNS

20 mr 2 pasa B cytkin 15 Mr 2 pasa B CyTKu
10 Mr 2 paza B cytku 10 mr 2 pasa B cytkn 10 Mr 2 pa3a B CyTKu
5 Mr 2 pasa B CyTku

be3 nameHeHnui
bes nsmeHeHwii
be3 nameHenui

5wMr2pasaBcytkn 5 mMr2pasa
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COKpallleHUH pa3MepoB Cesle3eHKH U/WJIHA KyNMpOBaHUHU
CUMIITOMOB OINyX0J1€BOM HHTOKCcUKaLuu nepes aioTICK
[1,2,61] YYP—C YA4—5).

B ciyyae oTMeHBbI IpenapaTa pa3BUBaeTCs CUHAPOM
LIUTOKUHOBOM OT/Ja4M», BhIPAXKAIOIIUICA B 6bICTPOM BO3-
BpaTe CHMITOMOB MHTOKCUKALUU BIUIOTb /10 CUCTEMHOM
BOCMa/INTEJIbHON peaklUMy U CIlJIeHOMerajauu. B cBssu c
3THUM TpebyeTcsl IOCTeNeHHas: OTMeHa Npelnapara, Ha3Ha-
YyeHHe IVIIOKOKOPTUKOCTEPOU/I0B B HU3KHUX /103aX [62].

Xupyprudeckoe neyerne

Xupypruyeckoe JieueHue (C3, KOppeKLus NposiBIeHUuN
NOPTAJbHOM TUNEepPTeH3UH) — JOINOJHUTE/IbHbIA MeTO[,
HalpaB/IEeHHbIM Ha KOPPEeKLHUI0 OCl0KHeHUH. [lokasaHus
K npoBesieHMio CJ: mporpeccupymolias CIlJIEHOMeraaus c
KOMIIPECCUOHHBIM CUHJAPOMOM (HeNpUSATHbIE OIlylLeHUs
B OPIOLIHOM MOJIOCTH, IOCTOSTHHOE YyBCTBO TSXKECTH, 6OJIb,
NPU3HAKU KHLIEYHOM HeNpOXOJMMOCTH), UHTOKCHUKALMs,
00yc/I0BJIeHHAs OOJIBLION OMyX0JIEBOM MacCOM, TshKesible
rurnepkaTaboIMyecKMe CHMIITOMBI, BKJ/IOYas KaXeKCHIO,
IyOOKyl0 aHeMHIo, pedpaKTepHbI reMosiu3, TpPoM6O-
LIUTONEHHI0, PE3UCTEHTHYI K TPaJHWLMOHHBIM MeTOoJAaM
Tepaluy, o61IMpHble HHAPKTHI Cesle3eHKU € yTpo30oi pas-
pbIBa, BHelle4eHOYHasl IopTajibHasl TMIIePTeH3HsI C yTPO30H
KpOBOTeuYeHUs U3 KeJly/ika U 1IeBoa. TpoM6GoL U TONIeHUs
ABJISeTCsl PAaKTOPOM HeOJ/IaronpUsTHOrO IPOrHO3a, CBUJe-
TeJIbCTBYeT O IPOrPecCHpOBaHMM 3a00/IEBAHHUSI U BBICOKOM
pucke 6JiacTHOM TpaHcdopMaluu [62, 63].

B npesonepanioHHbIN Nepyuoj, He06XoAMMa OLeHKa
Cep/leYHO-COCYAUCThIX, NEeYEeHOUHbIX, MOYeYHbIX, MeTa-
60JIMYeCKUX U TeMOCTaTUYeCKUX PUCKOB. Jlanapockonu-
yeckasi C3 npu [IM® He pekoMeHAyeTCs U3-32 BICOKOTO
pucka kpoBoTeueHuH. [locse CI y 3 % 6GOJIbHBIX pa3BU-
BAIOTCSl OCJIOKHEHMUs, [Ooc/leoNepaliuoHHasl CMEPTHOCTh
cocraBJisgeT 9 %. BaxkHo oTMeTUTD, 4TO ipuMepHO y 20 %
60JIbHBIX HabJl0JjaeTcsl 3HAYMUTEJIbHBIN MOoCJeolepalu-
OHHBIH TPOMOGOIIMTO3, KOTOPbIA BeJleT K yBeJUYeHHUIO
pucka TpoM603a. UMeHHO MO 3TOW NpUYMHE BaXKHA
HOpMaJiM3aluus KoJiMyecTBa TPOMOOLMTOB [0 U IoOCJ]e
C3. B mepuop nocse C3 HeoO6XoAUMA LUTOPEAYKTHUBHASA
Tepanus TUJpPOKCMKapO6aMHoM*, B cjydae pe3UCTEHT-
HOCTHM K HeHl — Tepanus KjaZpubuHoOM. B mocieomne-
palMOHHBIN Nepuos B TedeHue 1 Hes. nesiecoo6paseH
TIAaTeJbHbII MOHUTOPUHI IOKa3aTesell TPOMOGOIMTOB
Y KoaryJorpaMmsl. KpoMe Toro, c 1jesibio NpodUIaKTUKH
B TeyeHUe 1 Mec. Ha3HAYalOT renapuH HaTpUSA™* UJIU He-
npsiMble aHTUKOATYJISAHTHI (Bapdapun*). Uepes 1 Hex. u
1 mec. nocne C3 nesnecoobpasHo BbinosHeHUe Y3U a4
VCKJ/II0YeHHs TPOM6030B a6/J0MUHA/IbHBIX BEH.

OTnajleHHble OCJ0XKHEHMSl, TaKue KaK relaToMe-
raaus, JeMKouuTos, 6sacTHasg TpaHchopMmalus, siBJs-
I0TCSl CJIe[ICTBUEM €eCTeCTBEHHOTO IIPOrpecCUpOBaHUsA
3abosieBaHus. bisactHag TpaHcdopmauusa mnociae C3
Haburogaetcs y 10-15 % 6osbHbIX [IM®. 3TO cBSI3aHO C
0TOG0pPOM GOJIBHBIX, @ HE UICTUHHBIM H3MeHeHHeM B OH1O-
JIOTUH 3a60J1eBaHus1, IOCKOJIbKY HET HUKaKMX OCHOBaHUU
noJsiaraTh, YTO OHOJIOTHYECKHMEe OCHOBBI 3ab0JieBaHHUS,
006yC/I0BJIEHHbIE TIATOJIOTUYECKON MpoJsindepalnieit KJo-
HaJIbHBIX CTBOJIOBBIX KJIETOK, IPeTepreBal0T U3MeHeHUsI
B pesysbTaTe C3 [62, 63].

Bo/ibHBIM € MOpTaJbHOM TUNepTeH3Wed U Bapu-
KO3HbIM pacllMpeHHeM BeH HeO00X0JMMO NPOBOJUTH
OLleHKY IIOpPTaJibHOTO KpOBOOOpallleHUs1 B JIUHAMUKe.

KTMHNYECKAA OHKOTEMATO/TON 4

[lopTrasbHasi TUIEPTEH3Usl, CBs3aHHAsg CO CIJIEHOMe-
ranuvel, nocie CO paspeliaeTcs B OTJIMYHE OT CIy4aeB
BTOPUYHOU BHYTPHUIIEYEHOYHOU OOCTPYKIMH, KOTOpbIE
TPe6YIOT CHCTEMHOIO MOPTA/JbHOrO IIYHTUPOBAaHUSA [64]
yyp— ¢ yagq—>5).

JlydeBas repanus

JlygeByto Tepanuio npu [IM® npoBoAsAT AJis KOH-
TPOJIsI 04YaroB 3KCTPaMeAy/JIIPHOIO KpPOBETBOPEHMUS,
KOTOpble MOTYT BO3HUKAaTb NP AJUTEJIbHOM TeuyeHUHU
3a00JsieBaHUsl B NeYEeHU M cesie3eHKe, B II03BOHOYHUKE
C pa3BUTHEM KOMIIPpECCUM CIIMHHOTO Mo3ra, JuMda-
TUYEeCKUX y3JaX, IJIeBpe C pa3BUTHEM THJAPOTOpPAKCa,
OpIOIIMHE C pa3BUTHEM acCLIUTa, KOXKe U PyruxX opraHax.
CuMIITOMaMHM NOSIBJIEHUS] 0YaroB 3KCTpPaMeAy/JspHOIO
reMoI033a MOTYT ObIThb JIerOUHas rUIepTeH3us MpU OT-
CYTCTBUU MPU3HAKOB TPOMO03IMOOIUHN WU 3a601€BaHUN
cepaua, 6oseBoil cunapoM. Kak mpaBuso, 3¢pPeKTUBHbI
Manble f03bl obaydenus (0,1-0,5 I'p, paspenenHble Ha
5-10 ceaHcoB). JlyyeBas Tepamnus Ha 06J1aCTb MEYEHU U
ceJie3eHKU UMeeT KpaTKOBpeMeHHbIH (3-6 Mec.) addekT,
compsiKeHa C PUCKOM yCyryGJieHUsl LUTONEHWM U B
OCHOBHOM NPOBOAUTCS 60JIbHBIM, UMEIIUM IPOTHBOIIO-
kazaHud k C3 [65] (VYP — C; Y44 — 5).

'eMokommnoHeHTHas Tepanus

TpaHcdy3urn KOMIOHEHTOB KPOBH NPUMEHSIOT NPHU
HaJIMYUM LUTONEHUHU C PUCKOM ONACHBIX [JJIs KU3HHU
ocJIokHEeHUH. OCHOBHBIM NpeHMYyIecTBOM TpaHCcy3uin
3PUTPOLUTOB sIBJsIETCS ObICTPBIN 3 PEKT B BUJE KYIIU-
pPOBaHUSI aHEMUH U yJIy4llleHUs] CAMOYYyBCTBUS.

[lepeniuBaHusA 3PUTPOLUTCOAEPKAILUX CpeJ, IIo-
Ka3aHbl NPU HaJWYUMM aHEMHYeCKOTO CHHJApPOMa, INpHU
3TOM HEOTJIOXKHOCTb M 00'beM TpaHCPY3UU omnpejesis-
I0TCSl CTeleHbI0 HeJO0CTAaTOYHOCTH KpoBOOOpalleHHUs,
a He YpoBHeM reMoryio6uHa. lleseBasi KoOHLleHTpaLus
reMorjobrHa MHpu MpOBeJeHUHM TeMOKOMIIOHEHTHOMH
Tepanuu JoJbKHA ObITh Bhllle 70 r/J, a OIpU HaJUYUU
Cep/leyHo-COCYAUCTOH naTosoruu — Boiule 90 r/ .

[TokazaHueM K IlepeJIMBaHUI0 TPOMOOKOHLEHTpaTa
CIYHUT 4HuCJI0 TpoMmGouuToB Hmxke 10 x 10°/n1 wiau
TPOMOGOLMTONEHUSA C Pa3BUTHEM TreMOpparuyeckoro
cuHApoMa. [Ipy HaJIMYMU NMOBBILIEHHOI0 NOTpe6eHNs
TPOMOOIUTOB (JIUXOpaZKa, MHOEKLUU, HaJU4YUe re-
MOpparuyeckoro CUHApoMa) MU BTOPUYHON KoaryJo-
NaTHUU U3-3a HapylleHus QYHKIUY eYeH He06X04 MO
MO IEP>XKUBATh YUCJIO TPOMGOLUTOB Bblilie 20 x 10%/.1.
[Ipy HajJAUYUMM NPU3HAKOB CHUHJAPOMA [JUCCEMUHU-
POBAaHHOTO0 BHYTPHUCOCYAUCTOrO0 CBepThIBAaHUS WJIHU
KpPOBOTEYEeHUHU lieJieBOe KOJMYeCTBO TPOMOGOILMTOB,
noAJep>kxuBaeMoe C MOMOLIbI TpaHCPY3UH, JOKHO
O6bITh Gosiee 50 x 10°/1.

Hau6osee yacTble no6ouHble 3PpdeKThl reMOKOMIIO-
HEHTHOW Tepaluu: 3apakeHHWe IeMOTPAHCMUCCHBHBIMHU
WHpEeKIUAMY, NpU JJUTEJbHOM NpPUMEHEeHUHM — IIOo-
siBJleHWe aHTHUTeJ K COOCTBEHHBIM M/WJM JLOHOPCKUM
3pUTPOLUTAM U TPOMOOLUTAM, Pa3BUTHe IeperpysKu
JKeJe30M — INOCTTpaHCcOy3UOHHBIA remocuzsepos [1, 2,
191 (VYP — C; Y4 — 5).

7.8. OcnoxHeHus npu MM® 1 TakTUKA UX NIeYEHUS
Hau6osee yacTbiMu oc10xkHEHUAMU [IM® Mory T 6bITh
onyxoJieBasi HWHTOKCHKAaLMs, CIJIEHOMerasjus, aHeMHs,
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HHbEeKIMY, TPOMOOLUTONEHUS M TeMopparudyecKui
CUHZPOM, OYaru 3KCTpaMelyJUIIPHOTO KPOBETBOPEHHS,
TpoM603bl, OJsiacTHasg TpaHcdopMalusl, MOUYEKUCTbIN
Juares (BTopUYHast mojarpa), BTOPUYHbIH reMOCH/IepPO3.
Huxe mpuBesieHbl peKOMEHJALMU 10 NPOPUIAKTHKE U
JIEYEHUIO OCJIOKHEHUH.

OnyxoneBasi HHTOKCHKALNS

JIuxopa/iKa, MPOJIMBHBIE OTHI ¥ OTePsi MacChl TeJla
4acTo ObIBAIOT NEPBBIMH MPOSIBJIEHUSIMU 3a60JI€BaHUS,
6eCHOKOSIIIMMU OOJIBHBIX, U CTAHOBSTCS IOBOJOM [iJIsI
obpallleHHs K Bpauy 3HaYUTeJbHON 4acTH MauueHToB. Te-
panusi ruJpoKCUKap6aMuZioM*, KaKk NPaBUJIO, HECKOTIbKO
CHMIKaeT BBIPXKEHHOCTb OIYX0JeBOM HHTOKCUKALUK, HO
MIOJIHOCTBIO ee He KynupyeT. bosiee 3¢pdeKTHBHBI IVTIOKO-
KOPTHUKOCTEPOUAbl U UMMYHOMOZY/ISTOPH], @ TaKXKe HX
KOMOMWHALMH, KOTOpble y MHOTHUX NAlJMEHTOB IPUBOASAT K
YMEHbLIEHUI0 HAapyIIeHUH CeKpeluy IUTOKUHOB U Y1y4-
HeHuIo o61ero cocrosinus. Haubosee 3adpdeKkTUBHBIMU
npernapaTaMy, BJMSIOLIMMH Ha YPOBEHb IPOBOCIA/IH-
TeJbHbIX LUTOKHHOB, B HACTOsIllee BpeMs SBJSIOTCS
UHTUOUTODHI AAHyc-kuHa3 [66] (YYP — C; Y4 — 5).

CnneHomeranus

KpoMe TakHx CHMIITOMOB, KaK yBeJIM4eHle U B3y THe
’)KMBOTA, paHHee HachllleHWe U 60JIb B KHUBOTE, CIJe-
HOMeraJiisl 4aCcTO NPUBOAUT K Pa3BUTHUI0 HHPAPKTOB
ceJie3eHKH, C/laBJIeHHUI0 OpPraHoB OpIOLIHOM IO0JIOCTH,
NnopTajbHOM runepTeH3uu. CUHJAPOM TUIepClIeHHM3Ma
BCJIe/ICTBHE CeKBeCTpallMd 3HAYMTEJbHOI'0 KOJIMYecTBa
KpOBH, pa3BUTHUSA ayTOMMMYHHU3ALUU YCUJIMBAeT BbIpa-
’)KEHHOCTb LIUTONIEHUH.

YMeHbllleHHe pPa3MepoB CeJle3eHKU MOXeT ObITh
JIOCTUTHYTO TOCPeJCTBOM LUTOPeAYKTUBHOW Tepanuu
(rugpokcukapbamug®, oycynbdan*). Haubosiee 3Hauu-
TeJIbHbIN 3QdeKT fatoT UHTUOUTOPHI JAK2.

[Ipu HEe3dPEeKTUBHOCTH MeAUKAMEHTO3HOU XUMUOTe-
panuu U HaJIM4YuU 0CJI0KHEHUH (pedpaKTepHbI reMosin3,
MacCCUBHblEe peLUAUBUpPYIOIIMe HHPAPKThl CeJle3eHKH,
CUMITOMaTHYecKasl IopTaJibHasl TUIePTEeH3Us, TshKeJlble
runepkaTtabo/Myeckue CUMITOMbI) MOXET ObITh MpOBe-
nena C3. [lokazaHUeM K NMa/IMAaTUBHOM JyueBOM Tepanuu
SIBJISIETCS1 MACCUBHAsl CUMIITOMaTHYeCKasl CllJIeHOMeTralns
C KOJIMYeCTBOM TpoMGoiuToB Gosiee 50 x 10°/n y mna-
LIMEHTOB, KOTOPbIM INPOTHBOINIOKA3aHO XUPYpruyeckoe
BMellIaTeNbCTBO [1, 2, 26, 66] (YYP — C; Y44 — 5).

Axemus

[Ipy nIaHUPOBAHUM JiedeHHs] He0OX04MMO IOMHUTBD,
yTo aHeMus npu [IM®P MoxkeT HOCUTb NOJIU3THOJIOTUYHbBIH
XapaKTep U CJAYKUTb KaK IPU3HAKOM NPOrpecCUpoBaHUs
3ab0JieBaHUs, TaK U CJleACTBHEM JAedULIUTA BUTAMUHOB
Y MHKpPO3JIEMEHTOB, a TaKXe pa3BHUBATbCS BCJIeJCTBUE
CONYTCTBYMIOLIEN NMaTOJOTHU. B cBSI3U € aTUM npu ob6Cite-
JIOBaHUHY IOMHUMO ollpeJieJIeHUs] KOHL|eHTpal 1 reMOorJ1o-
61Ha U KOJINYeCTBA 3PUTPOLMTOB HEOOXOJUMO IPOBECTHU
NOJCYET PEeTUKYJOLUTOB, ONpeJeJuTb IoKasaTeau
o6MeHa jxeJsie3a (KOHLleHTpALMU KeJle3a, TpaHCHeppHHa,
deppuUTHHA B CbIBOPOTKE, 0OIel Kesie30CBA3bIBAIOILEN
CIIOCOGHOCTH CHIBOPOTKH), KOHIIEHTPAL[MI0 BUTaMHUHa B,
1 $0oIeBOH KUCJIOTbI, 3PUTPONOITHHA.

[Ipu nedunyTe XKese3a NpeUMyleCTBEHHO Ha3HAYaAIOT
npenapaThl »keje3a BHYTpPb B Ji03e 4-5 MI/KI WJIM He
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MeHee 200 mr/cyT. O6uiuii aHaIM3 KPOBU U KOHTPOJIb IO-
KasaTeJsiell oOMeHa jKeJjie3a NPHU JiedeHUH 1ies1ecoobpa3Ho
NPOBOJAUTL exeMecssuHo. KpuTeprueM sdpdeKTHBHOCTH
Tepaluu sBJSETCS NOBbIIEHHe KOHLEHTPAlUU reMorJo-
6U1Ha 10 HOPMbI WK 6oJsiee yeM Ha 15-20 r/J1 OT UCXOIHBIX
NoKasaTesiell 3a Mecsl, JedeHus. [locse HopMaau3anuu
KOHLIEHTpalluu reMoIr/IoOMHa [iJI1 BOCIIOJIHEHHSI 3allacoB
’KeJjle3a B OpraHMW3Me IIpHeM ero IpenapaToB Iiesecoo-
6pa3HO MpPOAO/DKATh OKoJio 3 Mec. B manbHelmem 1 pa3
B 3-6 Mec. He0OXOJUMO KOHTDPOJIMPOBAaTb IOKa3aTeslu
obMeHa xkesesa [1, 2, 19, 66].

llpu neduuure BUTaMMHA B,, mokasaHo mapeHTe-
pajbHOe BBeJleHHWe ILMaHOKoOajaMHUHa* B J[103MpOBKeE,
COOTBETCTBYIOILEH CTeNeH! TSXKeCTU aHeMUU. B TeyeHue
1-ro Mecaua JieyeHUs] OPHUEHTHPOBOYHBbIE [J03UPOBKH
cnenytouiye: 200 MKr/cyT Npu aHEMUU JIETKOU CTENeHH,
400 MKr/cyT npu aHeMuU cpefHel cteneny, 600 MKr/cyT
IIpY aHEMUMU TsKesloW cTeneHM. [loaaepKuBatoias f03a
nuaHokobamamuHa* cocraBasier 200-500 MKr exeme-
cs4Ho [1, 2, 19].

[lpu donueBogedUIUTHON aHEMUM Ha3HAYAKOT
dosneByI0 KUCJAOTY*, OpPUEHTUPOBOYHAsA Jo3a (ydu-
ThIBasl YacToOe HaJlMyMe COMYTCTBYIOLIMX 3a60/ieBaHUM C
HapyllleHUeM BcacblBaHUsl) cocTaBiaseT 5 Mr/cyT. [locie
HOpMaJIu3allui KOHLeHTPALUU IreMoryio6MHa NPOBOAAT
noAAepKUBaILyo Tepanum B fo3e 1 mr/cyT [1, 2, 19].

Cnenuduyeckyo CTUMY/ISALUI0 3PUTPOII033a MOXKHO
MPOBOAUTb U C MOMOLIBI0 3PUTPONO33CTUMYJINPYIOLHUX
npenapatoB. OTBeT Ha Tepanuio HabJ0JaeTcs NpU-
6JIU3UTE/IbHO Y TMOJIOBUHBI 60JIBHBIX U NMPOJ0JKAETCS B
cpenneM 1 rop [26].

Jis1 Bo3/eMcTBUS HAa MMMyHHble MeXaHU3Mbl pas-
BUTHSA aHeMUU npu [IM®P 1 HopMaIM3aL U LTUTOKUHOBOTO
6aslaHCa MOTYT NPUMEHSTbCS IVIIOKOKOPTHUKOCTEPOU/ bl
B HHU3KHUX /033X, aHJpOTeHbl U HUMMYHOMOZAY/SATOPbI
(B paMKax KJIMHUYECKUX UCCaef0BaHui) [1, 2, 19, 26].

[Ipy HaJIWYMM CIJIeHOMeTra/iMM W CUHJpoMa TUIep-
CIJIEHW3Ma YMepeHHOe MOBbIIlIeHUe reMOrJI06MHa MOXKeT
HabJrogaThbest mocse CI.

[Ipy HaJWYUKU BBIPAXKEHHOTO AHEMHUYECKOro CHH-
JpoMa npoBoasaT remotrpancdysuu (YYP — C; Y4 — 5).

NHeKynoHHbIE OC/I0XHEHNS

JlelikoneHUsT U HEWUTPOIEHUs, UHOTJAA HabJIofar-
uyecss y 6osibHbIX [IM®, cnoco6CTBYIOT yBeJTUYEHHUIO
4acTOThbl UHQEKIMOHHBIX OCA0XKHEHUH. OnpeesleHHbINA
BKJIAJ| B Pa3BUTHe UMMYHOAePUIUTA BHOCUT U LIUTOKH-
HOBBIM AMC6GaAJaHC, ABISAIOLIMICT OJHUM U3 KJHOYEBbIX
3BEeHbEB NaroreHesa 3aboJieBaHus. [Ipenapartsl, npuMe-
Hstowecs s edyeHus [IM®, Takke MOryT ycyry6aiTh
HeldTponeHH0. VHQEKIMOHHbIe NpPONecchl y GOJIbHBIX
[IM® yacTo NpOTEKalT ATUINUYHO, T. K. MOBBLIIIEHHE
TeMIIepaTyphl Tea, B T. 4. U QeGPUIbHOE, MOXKET GbITh U
CUMIITOMOM ONYX0JIEBOM MHTOKCHKALUH.

JleueHue O6aKTepuaJbHOW, TI'PUOKOBOM, BUPYCHOU
HH}eKIUH clelyeT MPOBOJUTbL B COOTBETCTBUH C PEKO-
MeHJJALUsSMU U CTaHAapTaMHU.

[Ipy MHQEKIMOHHBIX OCJI0XHEHHUSAX, BOSHUKUIMX Ha
¢doHe HEUTpONEeHUH, BOSMOXKHO HCIOJb30BaHUE TpaHy-
JIOLIUTAPHOTO KOJIOHUECTUMYJIUpYolero ¢pakTopa (dpu-
rpactum*) B f03e 5 MKr/Kr/cyT, HOpMaJbHOI0 YesioBe-
YeCcKOTro UMMyHor/106y1uHa* B fo3e 0,2-0,5 r/Kr KypcoMm
3-5 AHel, a TakxKe MpoBeJieHUe MIaszMadepesa C 1esbio
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JIe3UHTOKCUKALMK U TOBBIIIEHUS YYBCTBUTEJbHOCTU
K JIeKapCTBEHHbIM npemnapatam [1, 2, 19, 26] (YYP — C;

YAA — 5).

Tpom6oynTOneHNss  reMopparn4ecKnii CHHAPOM

KIMHWYecKMM NpOsiBJEHHEM TPOMOOLUTONEHUU
SIBJISIETCSl TeMOPPAaruyecKUi CUHAPOM, BbIpaXKaIOIIUHICs
B BUJle CIIOHTAHHOH KPOBOTOYMBOCTH. OmnpejeseHHbIN
BKJIJ| B pa3BUTHE reMOpparuii BHOCUT U BTOPUYHAsI KO-
arysionaTusi, CBI3aHHasl C HapylleHUeM BbIPAaGOTKHU B Ile-
4eHHU GpaKTOPOB CBEPTHIBAHUSA BC/IEICTBUE TOBPEXKAEHUSA
NapeHXWMbl [e4YeHH OYaraMu B3KCTpaMeayJUIIPHOTO
reMoI033a ¥ MOpTaJbHOU rUIepPTEH3UH.

[IpuunHON pasBUTUA TpoMbGouuToneHuu npu [IMO
MOXET GbITh CHIDKEHHOE 06pa3oBaHHE TPOMOGOLUTOB U
UX MOBBbIIIeHHOe pa3pylieHue. CHKeHUe 0O0pa30BaHUS
TPOMOOIIMTOB YaCTO 06YCI0BJIEHO aKTUBHOM NpoJindepa-
[Mel NaTOJIOrMYeCKOro KJIOHA C Mo/iaBJIeHUeM HOpMaJlb-
HOTO TeMOI033a U pa3BUTHEM HHUGPO3a KOCTHOTO MO3ra.
Kosim4yecTBO TPpOMGOLMTOB MOXET yMEHbLIATbCS H3-3a
MX MOBBILIEHHOW JECTPYKLHUH B Cesle3eHKe BCJIeLCTBUE
TUIepCIJIeHH3Ma NMpU CIUIEHOMETaJIMM UM 00pa30oBaHUs
ayTOAHTUTEJ K TPOMOOIMTAM U MerakapHuoLUTaM.

TepaneBTHYecKass TaKTHKA NPU TPOMOOLUTONEHUU
JIOJDKHA 6bITh HalpaBjeHa Ha yCTpaHeHHWe NPUYHHBI
TPOMGOLMTONEHUH UM HNPOPUIAKTUKY TreMopparuye-
cKkoro cuazapoma. [IpopusakTHKa OCJIOKHEHUH 3aKJII0-
4yaeTcs B YJIYYIIEHUH COCTOSIHUSL COCY[JUCTOW CTEHKH,
JJIsl 4ero Has3HAyalT NpenapaTbl aCKOPOMHOBOW KHC-
JIOTBI*, 3TaM3UIAT* U UCKIIOYAOT GAaKTOPhI pucka. s
3TOr0 HOPMAaJIM3YIOT BEHO3HOE JlaBJieHHe (YMEeHbIIeHHe
NOpPTaJbHON rHIIEpPTEH3UHU C TOMOIIbI0 3-apeHo6JI0Ka-
TOpOB, 6JIOKATOPOB KaJIbLIUEBBIX KAHAJIOB, COCYUCTOr0
IIyHTUPOBAHHUS ), IPOBOAAT NPOPUIAKTUKY MOPAKEHUS
CIIU3UCTBIX 0060JI04eK (yBJQXXKHEHHE CIU3UCTON HOCa,
CEeKPEeTOJIUTUKHU JJ1s1 NPOPUIAKTUKU sI3BO06PaA30BaHUS,
MeCTHasl Tepanus reMOppOU/aJbHbIX BEHO3HBIX y3JI0B).
[lepesiuBaHue TPOMOOKOHIIEHTpATa JaeT KpaTKOBpe-
MeHHbIA 3)deKT U Iesecoo6pa3HO TOJbLKO INPU Ha-
JINYHUU FeMOPPAruiyecKoro CHHAPOMa UJIH NPU BBICOKOM
pucke KpoBoTedeHHUH. K TOMYy ke mpH MHOTOKpPaTHBIX
TpaHCPY3USAX MOXKET Pa3BUTbCA PE3UCTEHTHOCTb K
nepejMBaHUSIM B CBS3M C ayTOUMMyHu3aunued. [is
JIeYeHUs] JAUCCEMUHHUPOBAHHOTO BHYTPUCOCYLUCTOIO
CBEpPTHIBAHUS M KOPPEKL UM HapyLIeHUH MJIa3MeHHOTO
3BeHa reMoCTa3a NPOBOAST TAKXKe NepeIMBaHUs CBEXe-
3aMOPOXEHHOH MJ1a3Mbl B aleKBAaTHBIX [[03aX U BBOJSAT
pekoMOUHaHTHbIe GaKTOpbl cBepThiBaHus [1, 2, 19, 26,
66] (YYP — C; Y4 — 5).

O4aru 3KcTpameayn/ISpHOro KPOBETBOPEHNS

[Ipu4rHOY BO3SHUKHOBEHHS 04aroB 3KCTpaMeyJIIsip-
HOTO KPOBETBOPEHHUS] MOIYT OBbITh I'py6ble HapylleHUs
CTPOMaJIbHOI'0 MUKPOOKPY>KEHHs, BbI3BaHHBIE OIYXO0JIbI0,
U, KaK CJeJiCTBHe, IPOHUKHOBEHUE B NepupepudecKuit
KPOBOTOK KJIETOK-IIPe/ILIECTBEHHHUL], B T. Y. FEMOINO3THYE-
CKHX CTBOJIOBBIX KJIeTOK. Hajinyre MeCTHBIX CHMIITOMOB,
CBSI3aHHBIX C 3KCTpaMeAy/UIIPHBIMU OYaraM, CJIYXKHT
NOKa3aHHeM K MeCTHOW JyyeBOW Tepamuyd B HM3KHUX
Jlo3ax (pa3oBas go3a 1 I'p, kypcoBas go03a 10 I'p) [67]. [Ipu
CKOIIJIEHUM JKHUJKOCTH B IOJIOCTSIX MOXHO NPOBOJAUTH
nJleBpaJibHble MyHKUHUHU W MapaleHTe3 C BbIIOJHEHUEM
mieBpogesa (YYP — C; Y44 — 5).
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Mouekucnbiii gnares (Bropu4Has nogarpa)

[ npodUIaKTUKY JAHHOTO OCJI0KHEHHUS caefyeT
KOHTPOJIMPOBAaTh KOHIIEHTPALU0 MOYEBOH KHUCJIOThI
IpU NMepBUYHOM JUArHoCTHKe U B XOJe JiedyeHHUs [0
HOpMaJu3alluy NoKa3aTeJsel JJeMKOIMTOB U pa3MepoB
cesie3eHKHU. llpeAynpeJUTb CHUMITOMBI TUIIEPYpHU-
KeMHUH MOeT aZleKBaTHasi CKOPOCTH JIM3UCa OINyXOJH
rujpaTalusi ¢ Ha3HaueHUueM T'MJJpoKapOOHATHBIX MHU-
HepaJIbHBIX BOJ [Js NpeAylpexJeHUus BblNaJeHUus B
0CaJloK KPUCTaJIJIOB MOYeBOM KUC/AOThI B IOYKAX U Ha-
3HavyeHUe a/onypunosa* B fo3e 300-600 Mr/cyT c ee
KOppeKILiMel B 3aBUCUMOCTH OT NIOKa3aTesJell MoyeBOH
KHCJIOTHI B CbIBOPOTKE.

[Ipy pa3BUTUM TNOJArPUYECKON aTaKU Ha3HAYalT
HIIBC BHyTpb U MECTHO Ha 006JIaCThb CycTaBa B BUJE
Mazel u resnei. [Ipy HaIUYUU MOYeKaMeHHOMN 60Jie3HU
NPOBOAAT NPOPUIAKTUKY OOOCTpPeHUH XPOHUYECKOIo
nvesoHedpuTa ypocenTukaMu. IIpu 6GakTepHaTbHbBIX
060CTpeHUsIX NuesoHeppUTa NPUMEHAIOT aHTUOUOTHUKHU
IIMPOKOTO  CleKTpa: (TOPXHMHOJIOHBI, MaKpOJIK/BbI,
aMMHOIVIMKO3U/Ibl B COYETAaHUN C NPOTHBOMUKPOOHBIMHU
npenapaTaMy HUTpopypaHOBOro psifa U Ap. beicTporo
CHM)KEHUS] KOHLEHTpaLUM MOYeBOH KHUCJOTbI B KPOBHU
MOXHO [JOOUTbCS mNpuMeHeHHEeM addepeHTHBIX Me-
TOZ0B — y/AbTpadUIbTPALU KPOBU C KPHOIJIa3MoCcop6-
uueit [66] (YYP — C Y44 — 5).

Bropun4Hbiii remocugepos

JuiutenbHoe UcnoJsib30BaHue TpaHcdy3uit npu [IMP
M3-3a OTCYTCTBUSA B OpPraHUM3Me aKTHBHBIX MeXaHHU3MOB
BbIBEJIeHUSl Keje3a W OrpaHUYeHHOH BO3MOXXHOCTHU
ero JIelIOHUPOBAaHMUA B Ie4eHHU B cjydae TpaHcysuu
20-25 03 NPUBOAUT K Pa3BUTHUI0O BTOPUYHOTO reMO-
CUJiepo3a, XapaKTepU3YIollerocss HWHTEePCTULHATbHbIM
HaKOIlJIEHHEeM »KeJle3a B opraHax U TKaHsx. HauboJee ya-
CTble KJMHHUYECKHe NTPOsIBJIEHNs FeMOCHepo3a CBsI3aHbl
C IOpa)KeHUEM cep/ilia, TeyeH!, O/KeTyJ0UHOH XKeJle3bl,
ceTyaTKHU rjasa. BosamoxHo nposefsenve MPT nedenu B
T2-pexume.

[leperpysky >xeje3oM MOXHO CKOPPeKTHpPOBaThb
MOCpe/ICTBOM XeJIaTOpPHOM Tepanuu [66]. U3 xemaTopoB
kese3a B Poccuiickoit @efepanu B HacTosillee BpeMs
3aperucTpUpoBaH ToJbKO Aedepasupokc*. Tepanuto npe-
napaToM peKOMeH/yeTcsl HauMHaTh Iocje TpaHcy3uu
npubsausutesbHo 20 o3 u 6osee (okosio 100 mu/kr)
3PUTPOLUTHON MacChl WM NPU HAJIUYUHU KJIMHUYECKHUX
JlaHHBIX, CBU/IeTeJIbCTBYIOIINX O Pa3BUTHU XPOHUYECKOU
Neperpysku >xesne3oM (HampuMmep, NpU KOHIEHTpaLUU
deppuTHHa B cbiBopoTKe > 1000 MKr/u1). PekoMeHayeMas
HayaJibHasl CyTO4YHas J03a Jedepasupokca* cocTaBisieT
20 Mr/Kr. Y 60JIbHBIX, IOJYYAOLKUX TPAaHCPY3UU 3PUTPO-
LUTHOM Macchl B KoJinuyecTBe Gojiee 14 MJI/Kr B Mecsl]
(mpubaU3UTENBHO > 4 103 B Mecsl, AJs B3POC/bIX), Ha-
yaJibHas CyTOYHas /l03a MOKeT ObITh Bblllle — 30 MI/KTL.
Y 60JIbHBIX, TOJNYYAIOLUX MeHee 7 MJI/KI 3pUTPOIUTHON
Macchl B Mecs1, (MpU6JIU3UTENBHO < 2 103 KPOBU B MeCHI]
JJIs1 B3POCJIbIX), Hadya/lbHasl CyTO4YHas J03a MOXeT Co-
cTaBasaTh 10 Mr/Kr.

PekoMeHiyeTcsl eXkeMeCSYHO KOHTPOJIUPOBATh KOH-
LleHTpaLuio GpepprUTHHA B CBIBOPOTKE U IPU HEOOXO U-
MOCTH KOPPEKTUPOBATh 103y Jledepasupokca™ Kax/ble
3-6 Mec., 0CHOBBIBAsICb Ha U3MEHEHUAX KOHIeHTPaLuU
deppuTuHa. [lo3y caefyeT KOppeKTUPOBAThb C LIAaroM



http://bloodjournal.ru/

HauuoHanbHble KNMHMYECKUe pekoMmeHaauuu

Ta6nuua 21. Kputepum KNMHNKO-remMaToIorMyeckoro oteeta npu nepsnuyHom mmenogurbpose (MM, noct-UMN MO, noct-3T MD)

289

Kputepun MonHbiv oTBET YacTtuuHbiv oTBET MporpeccupoBanmne
CuMNTOMBI MHTOKCM-  OTCYTCTBME CUMNTOMOB — [osiBneHne cumntomoB
Kauum
CeneseHka He nanbnupyetcsi YMeHblueHne pasmepos = 50 % YBenuyenne paamepoB =50 % npu <10 cm
npu <10 c™ Huxe Kpas pebepHoi fyru HUXe Kpas pebGepHoi ayru
wm wm
YMmeHblueHne pasmepos = 30 % YBenuyenne paamepoB = 30 % npn =10 cm
npu =10 c™ Huxe Kpas pebepHoi fyru HUXe Kpas pebGepHoii ayru
[emorno6uH >120 r/n; anst 60/bHbIX CO YBenuyenue = 20 r/n, HO A0 YPOBHS CHuxeHue > 20 r/n
CTabnNbHBIM YPOBHEM <120 r/n npw OTCYyTCTBMM 3aBUCUMOCTU  W/TU
remorno6uta > 110 r/n, OT TpaHcy3uii Bo3HNKHOBEHME 3aBNCMMOCTY OT TpaHCy3uii
He HyX[atoLwmxcs wim wim
B reMoTpaHcdy3usx CHuxeHne noTpebHOCTH B TpaHChy3usxX [MoBbILweHre NOTPeOHOCTH B TpaHChy3nsxX
250 % 250 % 019 6O/bHbIX, HY>XAAIOLLNXCS B HAX
NedikouuTbl 4-10 x 10%n CHuxeHne = 50 % 6e3 Hopmanusaumum Poct po nokasateneii Bbllle HOPMbI
npw neikouutose (> 20 x 109/n) wm
wim CHuxeHue Ao nokasaTenei HUKe HopMbI,
MoBbliweHue > 1x 10%/n 6e3 HopManu3auum He CBSA3aHHOE C Tepanuen
npw neikonexun (< 4 x 109/n)
TpombouuTbl 150-450 x 10%n CHuxeHne = 50 % 6e3 Hopmanusaumum Poct po nokasateneii Bbllle HOPMbI

npv TpomGoumTo3e (> 800 x 10%/n)
nwin
MMoBbiwexne > 50 x 10%n 6e3 HopMa-
JIN3aLMK NpY TPOMBOLUTONEHIUN

nwin
CHuXeHue [0 nokasaTenei Huxe HOPMBbI,
He CBSI3aHHOe C Teparnuen

(<100 x 10%n)

[MM® — nepBuuHbIi Muenodubpos; noct-UNM MO — noctnonnumuTemMnyecknii Muenoduopos; noct-3T MO — noctrpombounTemMmnyecknii Muenothuépos.

Tabnuua 22. Yactota 06cnegoBaHUs NaLMEHTOB C MEPBUYHBLIM
Muenocnéposom

MepunogunyHocTb

Ha MOMEHT nocTaHOBKYM AnarHosa,
3aTeM He pexe 1pasa B 3 mec.
lMpn npoBefeHUM uUTOpeaykK-
TMBHOW Tepanuu B 1-i mecsiL
eXeHefleNnbHO, 3aTeM 1 pas
B Mec.

WUccnepoBaHue
OO6Lunit aHanu3 KpoBwu

Ha MOMeHT NocTaHoBKYM AnarHosa,
3aTeMm He pexe 1pasa 8 3 mec.

Broxnmuyeckuit aHanu3 KpoBu

oka3zatenn obmeHa xenesa (Cbl-  [pu pa3BuTMK aHeMMK
BOPOTOYHbIN YPOBEHb Xenesa,

theppuTuHa, TpaHCheppuHa,

00Las Xenes3ocsA3blBatoLLas

CMOCOGHOCTb CbIBOPOTKM),

YPOBEHb (HONNEBOW KNUCMOTBI,

BUTAMMUHA B12

Ha MOMEHT nocTaHOBKM AnarHo3a,
3aTeM He pexe 1pasa B 3 mec.,
npu Hanuuum Tpom60308
W TEpanun aHTUKoaryasiHTamm
He pexe 1pa3a B mecsy,

Koarynorpamma (AYTB,
NPOTPOMOMHOBOE BpeMS,
MHO, ypoBeHb hubpuHoreHa,
D-numepa)

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

¥Y3W opraHoB GpIOLIHOI NOA0CTH
C onpefeneHnem pasmMepoB
neyeHu, ceneseHkn, OLEHKom
NopTasbHOrO KPOBOTOKA
AYTB — akTMBMPOBAHHOE YacTU4YHOe TpombonnacTuHoroe Bpems; MHO —
MeXayHapoAHOe HOPMaNN30BaHHOE OTHOLLEHNE.

5-10 mMr/kr. HanpaB/ieHHe KOPPEKIUHU [03bl ONIpeieisi-
eTcsl 3G PeKTUBHOCTBIO JIeUeHUs] U TepaneBTUYeCKUMU
3ajayaMM (NoAJepKaHMe WM YMeHblleHHe cojep-
»KaHusd kesesza). [Ipu HeadpdeKTUBHOCTH NpenaparTa B
no3e 30 Mr/kr (KoHLLeHTpauusa GeppUTHHA CBIBOPOTKHU
ocTtaeTcd Ha ypoBHe = 2500 Mkr/sa) mosy ciaenyert
yBenU4UuTh 710 40 Mr/Kr. [lo3bl 60s1ee 40 MI /KT He peko-
MEeH/IyI0TCsl, TOCKOJIbKY ONBIT IPUMeHeHHUs NpenapaTa

B 3THUX /103aX OrpaHuyeH. [Ipu AOCTHXKEHUU LieJeBOU
KoHIleHTpanuu ¢epputrHa (06614HO 500-1000 MKr/ 1)
Heo6X0AMMO IpeAyCMOTPETb IOCTENeHHOe (TakKxke
¢ maroM 5-10 Mr/kr) cHUXXeHHe [03bl MNpenapara,
YTOGbl 00eCHeYduTh MNOAJepXKaHHe KOHLEHTpaLuu
deppuUTHHA B CBIBOPOTKE B IjeJIeBOM Auanasone. Eciau
KOHIIeHTpauus ¢eppuTHHA B CBIBOPOTKE CYI[€eCTBEHHO
Hwke 500 MKr/J1, ciefyeT pacCMOTpPETh BOIPOC O IMpe-
pbiBaHUU JiedeHUs gedepasupokcom* [66] (VYP — C;

YA — 5).

7.9. MOHUTOPUHT 1 oueHKa 3¢hheKTUBHOCTU

nevyenus NMNMo

B 3aBUCMMOCTH OT METOJOB OIEHKH W CTeleHU
MO/IaBJIEHUS] OMYX0JIEBOTO KJIOHA BBIJIEJISIOT pa3JindHble
BU/Ibl OTBETA: KJIUHUKO-TEMATOJIOTUYECKUH, [UTOTeHe-
TUYECKHUH U TUCTOJIOTUYECKUH.

KJIMHUKO-TeMaTOJIOTUYeCKUN OTBET OIleHUBAIT IO
HaJIMYUI0 WM OTCYTCTBUIO CUMIITOMOB WHTOKCHKAIIWH,
CIJIEHOMEraJiy, moka3atessiMm KpoBU. OH MOXeT ObIThb
MOJIHBIM WJIM YaCTUYHBIM, a TaKXKe CBUJIETEJbCTBOBATH
0 mporpeccdpoBaHud 3abosieBaHus [68, 69]. Kpurepuu
KJIMHUKO-TeMaTOJIOTUYeCKOT0 0TBeTa pa3dpaboranbl ELN
(Tabus. 21).

[[uToreHEeTUYECKUH OTBET OIEHUBAKOT MPU LUTO-
reHeTUYEeCKOM UCCIe/JOBAaHUU (MPU BO3MOXKHOCTHU €ro
MpOBEe/IeHUsI) KOCTHOI'0 MO3ra B JJHHaMUKe, IPU HE06X0-
JUMOCTH (HEMHPOPMATUBHOCTb PyTUHHOTO IIUTOr€HETH-
YeCKOI'0 UCCJIe/J0BaHUsl, CKPbIThle abeppaliiy) MpoBOAAT
FISH-uccnepnosanue [68, 69].

TpenaHOGUOICHUSA C TUCTOJIOTHYECKUM HCCIe/|0Ba-
HUEM KOCTHOrO MO3Tra M OlLleHKOH creneHu ¢ubposa
M0 CTaHJAPTU30BAaHHOU IlKaJie T03BOJISIET OIEHUTH
TUCTOJIOTUYECKUN OTBET, JJOCTHXKEHUE KOTOPOTO CTasio
BO3MOXKHBIM IIPU NPUMEHEHUU HOBBIX METO/[OB JIeYEHHUSs
[IM® [68, 69].
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lluToreHeTHUYeCKOe U MOJIEKYJSIPHO-TeHeTHYeCKoe
vccleloBaHUsA B AUHAMUKe 11eJ1eC000pPa3HOo BBINOJIHATH
naleHTaM, KOTOpble SIBJASITCS OTeHIIMaJIbHbIMU KaH-
augatamu Ha asnoTI'CK.

OaHako HET 0TpaboTaHHBIX PEKOMeH ALK o LeJieco-
06pa3HOCTU TUCTOJIOTMYECKOT0 MOHUTOPUHTIA Y 60JIbHBIX
[IM®.

PekoMeHJyeMass NepUOAUYHOCTL  06C/Ie[0BAHUA
npejcTaB/ieHa B Ta6J1. 22. [Ipy He06X0AUMOCTH (HaIuuue
OCJIO’)KHEHUH) KJIMHUYECKUH U 1ab0paTOPHBIA KOHTPOJIb
MOJKeT ObITh 60Jiee YacCThIM.

8. JIEYEHME B BJIACTHOW ®AS3E
NMPU TPAHC®OPMALIUM M3

bnacthasa ¢asa (B®) MII3 saBaseTca TepMHHAJIbHOU
cTaaueil 3aboJsieBaHusd. [IporHo3 He6JaronpusTHHIN:
CpeAHss MPOOJKUTENbHOCTD )XU3HU COCTaBJIsET 6 MecC.
[3, 4]. MennaHa BbIKMBAEMOCTH GOJILUIMHCTBA 60JIBHBIX
He npeBblllaeT 1 roja, mpu 3TOM MHOTMe yMHUpPAKOT B
TedyeHHe 6 MeC., HeCMOTPsI Ha NPOBOJUMYIO TepaINHUIo.

Cpok oT MOMeHTa Jie610Ta 3a60/1eBaHus [10 pa3BUTUA
B® MoxeT cyllecTBEHHO pas3juyaThcsi — OT 1-2 1o
JlecATKOB JieT. Takasl pa3HHLla MOXeT ObITb CBsI3aHa C
HETOYHO YCTAaHOBJIEHHbIM CPOKOM HadyaJjia 3a60JieBaHHUs.
B cnyyae IIM® ompepesieHHYI0 MOMOIIb B MPOTHO3U-
pOBaHUM TedyeHHs 3ab60sieBaHUsI OKa3blBAIOT CUCTEMbI
ctpatuduxkanuu IPSS, DIPSS, DIPSS+ [52-54].

TakTuka Tepanuu npu b® MII3 onpegensercs
BO3PacTOM GOJIBHOTO U CONYTCTBYMOLEH NaTOJOrHeH.
Y GOJIbHBIX C COXpPaHHBIM 00lecoOMaTUYeCKUM CTaTyCcOM
peKOMeH/I0BaHO NIPOBe/leHUe KypPCOBOU XMMUOTEPAIUH 110
cXeMaM JiedYeHHsl OCTPhIX JIEMK030B, YTO JlaeT BpeMeHHbIN
3ddekT y HebosbLION YacTU 6osbHBIX. AyOTICK Bo3-
MOXKHa y MalUEeHTOB MoJioke 60-65 JIeT ¢ OTCyTCTBUEM
NpPOTHUBONOKa3aHUM. /i1 HUX 00513aTesIbHbI BbINOJIHEHHE
TUNIUPOBAHUA U MOUCK AoHopa. [IpoBegenue annoTT'CK
BO3MOXKHO TOJIBKO I10CJIe JOCTHXKEHHUsI XpOHUYecKoH ¢asbl.

[To>)xunblM GOJIBHBIM CO MHOXXECTBOM COIYTCTBY-
IOIMX 3abojJeBaHUM W ocjaokHeHussMu MII3 1neneco-
06pa3HO MpPOBOAUTH CJEpPXKUBAIILY0 Na/JlJUATUBHYIO
XUMHOTEpPANU0 B MOHOpPEXHMe W HasHayaTb MaJble
Jl03bl TJIIOKOKOPTHUKOCTEPOU/L0B. ITU Mepbl HallpaBJeHbI
Ha TOpMOXXeHHe pocTa ONyXoJW U KyNHpOBaHHUE OC-
JIO)KHEHUU (NepesiMBaHUMe IeMOKOMIIOHEHTOB, JiedeHHe
VHQEKIIMOHHBIX OCJOKHEHUN U P.) C LeJIbI0 YAYYIIUTh
Ka4yeCTBO KHU3HU 60JIbHOTO [69].

Hasnayvaror:
® TuApOKcUKapbamug* 1000-2000 Mr/cyT
BHYTDBb;

e MepkanTtonypun* 50-100 Mr/cyT BHYTpb;
e 1nuTapabun* 20 mr n/k 2 pasa B CyTKH B 1-14-11
neHb yepe3 30-45 gHel;
® AaHTpalMKJIUHOBble aHTUOUOTUKHU:
B ujgapy6unun® 10 Mr B/B Kax/able 7 JHEH;
B OycynbdaH* BHYTPb 2-4 MT B HeJleJiio;
B a3aUUTUUH 75 MT/M? /K KypcoM o 7 fHen
KakJble 28 gHEMN.
XuMHOTepanusl MPOBOJAUTCA IO HporpaMme «7+3»
WM «5+2».
JddeKTUBHOCTL MOHOTEpPANUU PYKCOJTUTUHUOOM B
¢dase akcesepanuu 1 6;1acTHoro kpusa MII3 He fokasaHa.
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9. OPTAHU3ALUUA OKA3AHUA
MEAULMUHCKON NOMOLLMX NMPU MN3

BosbminHCcTBO mnapuveHToB ¢ MII3 Moryt mnosay4yaTb
JleyeHUe aMOy/JIaTOPHO, OHM He HYXJAITCs B IOCIUTA-
JIU3aluu A5 06C/iefloBaHUsA, YTOYHEHUs JuarHosa MU
KOHCEepBAaTUBHOM Tepalluy B JleueOHbIX [j03aX.

TMoka3aHus K NIGHOBOW rocnUTANN3ALNN:

® o00cJyefoBaHMe MALUEHTOB C BBICOKUM PHUCKOM
reMopparu4yeckrux OCJIOXKHEHHWH INpU NpoBeje-
HUU UHBA3UBHBIX MAaHUIYALUY;

® T10J00p UHAUBHU/YaJbHBIX 103 IpenapaToB NpU
TapreTHOM JleKapCTBEHHON Tepanuy;

® aHeMHUYeCKHUH CUHAPOM IpHU TSAXKeJON aHeMHUHU
(c uesibl0 reMO3aMeCTUTEIbHON Tepalnu);

® xupyprudeckoe yieueHue MII3 (cnieHsKTOMUS,
NOPTOKaBaJ/IbHOE YHTUPOBAaHUE, IUTMPOBaHUE
BapUKO3HO-PaCIIMPEHHbIX BeH NUIEeBO/A);

@ O0CJIOXKHeHUs IPOBOAMMON Tepanuy;

® KOppeKLHs Tepaluu NPU Pa3BUTHUU OCJOXKHe-
HUU 3aboJsieBaHUS (KPOBOTeUYeHUH, TPOMOO30B,
ceposuTa);

@ HaJIMuue OTATOLAIIIMX COCTOSIHUe MallMeHTa
CONYTCTBYIOILINX 32a00/IeBaHUH;

® KOoppeKLus NpoBOJUMON Tepanuu (mon6op 703
KaK CTaHJapTHBIX, TaK U TapreTHBIX Npemnapa-
TOB), CMeHa NPOBOJAHUMOr0 MeJUKaMeHTO3HOI0
JleyeHUs;

@ Tnoaroroska U nposegeHue aanoTCK.

lMoka3aHusi K SKCTPEHHOMA roCMUTA/IN3ALNN:

® UHO)ADPKT cesie3eHKY;

® aHeMUYeCKHUH CUH/IpOM, Hey TOUHEHHBIH;

® TreMoJIMTHYecKass aHeMHUs (reMOJIMTHYEeCKUH
Kpus);

® reMopparudeckuid cuaapowm IlI-1V cteneny;

® T1iybokas TpoMOouUTONeHUsT (TPOMOOIUTHI
< 20 x 10°/n1) nmpu HaJMYUU BLIPAXKEHHOTO Te-
MOpparuieckKoro CMHH/J|poMa B aHaMHe3e;

® OCTpBIN TpoM6O3;

® O0JIacTHBIN KpU3.

lMokazaHus K BbINUCKE NALUEHTA U3 crayunoHapa:

® OTCyTCTBHUE HEO6XO,Z[I/IMOCTI/I Tepanuu nocJe mno-
CTAaHOBKH JHWATr'HO34a;

@ oOIpeneJsieHa cxeMa JieYeHWd;

® KYINUPOBAHBbI OCJIOXHEHUA 3a60J1eBaHUA.

10. JIEMEBHbIE NOAXOAbI NPU
XUPYPIMYECKUX BMELUATE/IbCTBAX
Y bOJIbHbIX M3

Y 6osnbHbIx MII3 cyliecTByeT BbICOKHM PUCK KaK TPOM-
6033, TaK U KPOBOTEYeHUs] BO BpeMs XUPYPruyecKux
onepanuil. [lepes miaHoBoM omneparuelt 1ejiecoo6pa3Ho
HasHaueHUe LUTOpPeJyKTHUBHBIX NpenapaToB JAJs HOp-
MaJIM3alluy TokKasaTeseld KpoBU (4ucaa TPOMOGOIMTOB U
JIEMKOLMTOB, KOHLIEHTPALUU IeMOrJ00MHa, NToKasaTeJs
remaTokpuTa). Bcem 6osbHbiM MII3 mpu mpoBeseHUU
IIJIAHOBBIX OINEepPaTHBHBbIX BMellaTeJbCTB OTMEHSIT
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aHTUArperaHTbl W ILMTOpeJYKTUBHbIE IpenapaThbl 3a
5-7 nHell o onepanuu (B 3aBUCHMOCTH OT papMaKOKHU-
HeTHKH NpenapaToB).

B cayyae pasBUTHA TOCTCIJIEH3KTOMHUYECKOTO
TpOMOOLIMTO3a pPEKOMEH/J0BAaHO Ha3HadyeHHe LUTO-
pellyKTUBHBIX INpenapaToB, 4YTO COKpallaeT YMCI0
noc/jeonepaliMoOHHbIX ocCa0XXHeHUH. [locse omepanuu
00s513aTeJIbHO MPOBOAAT NPOPHUIAKTUKY TpoMboobLpa-
30BaHUA C e)KeIHEBHbIM KOHTPOJIEM KOJIMYecTBa TPOM-
6onuToB. Bcem 6GoabHbIM 3T B mocseonepandoHHbBIN
nepuoJ, pekoMeHAyeTcsl NTpopuIaKTHIeCKoe BBeJleHue
HMI. YuuTbiBas, 4TO NpU TPOMOOLMTO3€e BbILIE PUCK
KaK TPOMOOTHYECKUX, TaK U TreMopparnyeckux OCJ0X-
HeHUH, pUeM aHTHUarperaHToOB W LUTOPEAYKTUBHYIO
Tepanuilo BO300OHOBJSAIT KaK MOXHO ObICcTpee IpH
YCJIOBHUM YCTOMYMBOrO reMoCTasa M NocJje 3aKUBJIeHUs
omnepalMOHHBIX paH [61].

11. TPOMBOTUYECKHUE OC/NNOXHEHUA
N UX NEYEHWUE Y BOJIbHbIX M3

TpoM603bl, TPOMO603IMOOIUU U KPOBOTEUEHHUS $IB-
JISAI0TCA Haubosiee TUNMYHBIMU OCI0XKHeHUssMu MII3.
TpomMb6oTHYeCKHe OCI0KHEHUS BK/IIOYAIOT CJleyIolIHe:
WHCYJIbT/TPaH3UTOPHbBIE UIlleMHUYeCKHe aTaKy;
OKKJIIO3UU apTePUH UJIM BEH CeTYaTKH;
HapylleHHUs NPOXOJMMOCTU KOPOHAPHBIX apTepUH;
3MO60JIMS JIETOYHOU apTepuy;
TPOM603 NeYeHOUHOH! UJIU BOPOTHOU BEHBI;
TPoM603 IJyO6OKUX BEH;
3pUTpOMeIaNTHs.

aKTOpPBI pHCKa (CBsI3aHHBbIE C MAllUeHTOM):
Bo3pacT > 60 JsieT;
TpoMO603bl B aHAMHe3e€;
4ucJsio TpoMGonuToB = 1500 x 10°/1;
NOBbILIEHHAs Macca TeJa;
Ha/lMuMe cepledHO-COCYAUCThIX GaKTOPOB pU-
cKa (KypeHUe, apTepuaJjibHas TMIepTeH3us, TU-
nepxoJieCTepuHeMHUsl);

@ Hasuuue TpoM6odUIUYeCKUX PaKTOPOB pUCKaA

(bakTop V JleiizeH, antudochonunujHble aH-

0000 50000 0 00

TUTeJa).
Hannume cepreyHo-coCcyAUCThIX (AKTOPOB pHCKA
yBEJWYUBAET YacTOTy apTepHalbHbIX TPOMGO30B.

Haub6osee 3HauuMbIM PaKTOPOM, 0COGEHHO Y KEHILUH,
OKa3aJioch KypeHue [45].

HMeroTcss Takxke ¢akTopbl pHCKa, OoJiee clelu-
duunble s MII3: 6uoxumMuyeckre U GyHKIMOHAIbHbIE
HapylleHUs1 TPOMOOLUTOB, MOBBIIIEHUE 4YHC/Ia JIeWKO-
LUTOB U UX aKTUBaLud, Hajiuyue Myrtauuu JAK2V617F
WA Jpyroro Mapkepa KJOHaJbHOCTU. KpoBoTeueHus
HabJIoJaloTcs Npu J0O60M 4Yucae TPOMOOLMUTOB, HO
0COGEHHO 4YacTo mpu TpombouuTtose (> 1000 x 10°/x).
[Ipuem HIIBC, B mepBylo ouepe/b aleTHJICATUIUIOBON
KHUCJIOTBI*, IOBBIIIAeT PUCK KPOBOTEYEHUH.

[IpuobpeTeHHbI cuHApoM BusiebpaHga — He-
yactoe ocaoxHeHue MII3. XapakTepHbl BbIpaXKEHHBIN
TPOMGOIMTO3, HOpMaJIbHOE UJIH YAJMHEHHOE BpeMs Kpo-
BOTEYEHUs], HOpMaJibHas KoHLeHTpauuss ¢aktopa VIII
u ¢akTopa Bunnebpanza npu CHUKEHHOW pUCTOLe-
THUH-KOQAKTOPHON aKTUBHOCTH, CHHXKEHHE CIIOCOOHOCTH
TPOMGOIIMTOB K CBS3bIBAaHWIO C KoJuiareHoM. Kpome
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TOro, B KPOBM YMEeHbUIAeTCsl KOJUYEeCTBO BbICOKOMOJIe-
KYJIIpHBIX OJIMrOMepoB ¢akTopa Busiebpanza BIJIOTh
Jl0 UX MCYE3HOBEHHS, YTO MOXKHO OIIMOO0YHO NPHUHATh
3a Il Tun 6ose3uu Bunnebpanzpa. JedpunuTt BbICOKOMO-
JIEKYJIAPHBIX 0J1MroMepoB gakTopa BusiebpaHga — oc-
HOBHasl NMpPUYMHA KPOBOTOYMBOCTH, MPUYEM UYeM BhbIIle
KOHIIeHTpalusl TPOMOOLMTOB, TeM MeHbIlle B KpOBHU
BbICOKOMOJIEKYJ/ISIPHBIX OJIMTOMEPOB U TeM BbIlLle PUCK
kpoBoTeueHui [30].

[IpeanosiaraeTcsi, YTO Tepanus M CHWXKEHUEe 4YuCIIa
TPOMOOLUTOB YMEHBIIAIT PUCK TpoM6030B mnpu MII3.
[IpodunakTrka TpoM6006pa30BaHHUsl C MOMOIbIO AaHTHA-
rperaHToB (IpenapaToB alleTUICATUIUIOBON KUCIOThI™)
nmokasaHa BceM 60sibHbIM MII3 [21, 26]. [IpuBIeKkaTebHON
NepCcrneKTUBON [J11 yMeHblIeHUsl pHUCKa TpoM6030B
SIBJISIETC MCIOJIb30BaHUE WHIUOUTOPOB SIHyc-KUHas3,
B YAaCTHOCTM PYKCOJMTHUHUOA*. B 2 mpoBesieHHBIX KJ/M-
Hudeckux ucciaefoBaHusax (COMFORT-I u COMFORT-II)
PYKCOJIMTHHUG 3HAYKMMO CHIDKAJ] YHCI0 JIEHKOLMTOB U
TPOMOOLUTOB C OZJHOBPEMEHHBIM YMepPEHHbIM CHI>KEHHEM
ayiesibHOM Harpysku JAKZV617F [42].

Bropuunasi npodunakThka (mocje yxe CAydHBlIe-
rocst TpoM603a) CBOAUTCS K HOpMasIu3al My NloKa3aTeJsiel
KpOBH, NOKasaTeJiell CHUCTeMbl CBepThIBaHUS U HasHa-
YeHMI0 N0 MOKa3aHUSIM NPSMbBIX U HeNpPsIMbIX aHTHKOA-
T'YISHTOB IOJ KOHTPOJIEM CUCTeMbl CBepTbIBaHUsA [70]
wyyp— G yaq—>5).

12. MUENTOMNPOJ/IND®EPATUBHbLIE
3ABOJIEBAHUA U BEPEMEHHOCTb

12.1. NMnaHupoBaHue 6epeMeHHOCTH ¥ NaLUEeHTOK

cMn3

YuuThiBasgs BBICOKMM pHUCK NpepbIiBaHUsA OGepeMeH-
HOCTHU U ee OCJIOKHEHUH, 6epeMeHHOCTb y NMallueHTOK C
MII3 no BO3MOXXHOCTH J0JXKHA OBbITh 3all/TaHWUpOBaHa U
paspelteHa remaroJsiorom. Kenuiuubsl ¢ MII3, koTopbie
IJIAHUPYIOT GepeMeHHOCTb, JOJDKHbI HabJoJaThbCs
COBMECTHO TIeMaToJIOTOM, HMEWIMM OIbIT BeJeHUs
NalMeHTOK BO BpeMsi GepeMeHHOCTH, U aKyllepoM-TU-
HEKOJIOTOM [/l OLleHKHM PpHCKOB OCJIOXHEHUH IpHU
6epeMeHHOCTH U COIVIaCOBAaHHOI0 Ha3HayeHUs Hanbosiee
ONTHMaJIbHOI'O JieyeHUs. B 3aBUCMMOCTH OT puCKa
COCYZMCTBIX OCJIOXKHEHUH y MaTepu U NaTOJIOTHM IpHU
6epeMeHHOCTH CYyLeCTBYIOT pa3/IM4YHble BO3MOXXHOCTHU
JleyeHUs] — OT Ha3HAYeHUs aHTHArperaHTHOM Tepamnuy,
HMI' no uurtopeayktuBHoM Tepanuu (MPH-a*). Ilna-
HUpOBaHHe OepeMeHHOCTH peKOMeHJyeTcs MNpHU [Jo-
CTHXXEHUU KJIUHUKO-IeMaTOoJIOrMYecKod KoMIleHcalluu
3abosieBaHus. Y JKEHUIUH C MOPTaJbHOU TrUNEepTeH3uen
BOIIPOC O BO3MOXXHOCTU 6epeMeHHOCTH Heo6X0LHMO
pellaTb COBMECTHO C aKyllepoM-TMHEKO0JIOroM, Ipo-
JUIBHBIM XUPYProM, TenaToJI0roM U reMaToJI0TOM [ocJie
KOMIIJIEKCHOTO 06cJieloBaHUs 60JIbHOM, BKJIIOYAIOLIEro
npoBegenue ®II/IC u Y3U cocy10B OopTaNbHON CUCTEMBI.

[Ipy mnJaHUpPOBAaHUM OepeMeHHOCTH BCeM Mallu-
eHTkaM c MII3 pekoMeHAyeTCs KOHTpPOJIb HCXOJHOTO
YPOBHSI TPOMOGOLUTOB (2kesatesibHO < 400-600 x 10°/i1)
Y reMaTokpuTa (< 45 %). Heo6xoauMo Takke NIPOBOJUTD
HccleloBaHNEe OCHOBHBIX IIapaMeTpPOB CUCTEMbI I'eMO-
CTa3a, AUarHoCTUKY aHTUGOCPOJIUIUIHOIO CUHAPOMA U
onpezie/ieHHe MyTalUi IeHOB, CONPSKEHHBIX C HacCje[-



292 A.J1. MenuksiH u gp.

CTBEHHBIMU TPOMOOUIMAMU BBICOKOTO pHcKa. Ecau
nalnMeHTKa NPUHHUMaeT LUTOpPeLyKTHUBHbIE NpenapaThl
(rugpokcukapbamMug*, 6ycynbdan*, aHarpeaus, Ap.), TO
JIJIs1 UCKJIIOYEHUs] TepaToreHHbIX 3QPpeKTOB yKa3aHHbIe
Bblllle IpenapaThl cJeAyeT OTMEHHWTb 3a 3 MecC. [0
3a4aTHd, TO >Ke KacaeTcs W OTLoOB. /g nmojajepKaHUs
yucaa TpoMGouToB He 6osiee 400 x 10°/x1 3a 3 Mec. 70
6epeMeHHOCTH [T0Ka3aHO HAa3HAYUTh LIUTOPEYKTUBHYIO
Tepanutio npenapatamu UOH-a*. BceM xeHIMHAM peKo-
MeH/lyeTcsl HauaTb aHTHArperaHTHY0 Tepanuio MaJbIMU
Jlo3aMH aleTucanuuuaoBord kuciaotbel* (50-100 Mmr B
CyTKH) 3a 3 Mec. [l0 IJIaHUpyeMol GepeMeHHOCTH. [Ipu
HaJIMYUU JIONOJIHUTEJIbHBIX ($aKTOpPOB TpoMOGopUINU
YW TpoMb03ax KpYIHBIX COCYAOB B aHaMHe3e, 00YC/IOB-
JIeHHbIX HasinuueM MII3, pekoMeHiyeTcsl IPOBECTH aHTH-
KoaryJsiHTHYyt0 Tepanuto HMI B npoduiakThyeckux uin
JieueOHBIX 103ax. Bcex xeHuuH ¢ MII3 cieayeT oTHECTH K
rpyInme BbICOKOTO aKylllepcKoro pucka [71].

12.2. BepemeHHocTb npu M3

BepeMeHHble M >KeHILHMHBI, KOTOpble XOTAT HUMeTb
JleTell, 00pa3ylT 0coOyw TpyHmy cpeAu NalUeHTOB
¢ Ph-neratuBHbiMu MII3, NOCKONBKY BbIpaXKeHHas
runepkKoarynsnus, odycaosieHHass MII3 Ha ¢oHe Gepe-
MEHHOCTH, CBfI3aHa C Pa3BUTHEM He TOJIbKO BEHO3HBIX
TpoM60aMboMYeckux ocaoxkHeHut (BT30), Ho u c
penpoAyKTUBHBIMU NOTEPSIMU Ha PAHHUX CPOKAX.

B 3aBUCUMOCTH OT BpeMeHM NOCTAaHOBKM JMarHosa
BO3MOXHbI C/leflyloliiie BapUaHTbl GepeMeHHOCTH IpHU
MII3:

1) GepeMeHHOCTb pU paHee ycTaHOBJAeHHOM MII3;

2) BmepBble aAuarHoctupoBaHHoe MII3 Bo Bpems

6epeMeHHOCTH.

T'pynnbi pucka no pasBUTHIO OC/I0XHEHNIA

Kenmuu c MII3 Bo BpeMsi 6epeMeHHOCTH MOXKHO pas-
JleJINTh Ha IPYNIbl BBICOKOT'O X HU3KOTO PUCKA Pa3BUTHSA
OCJIOKHEHHUH.

K rpynne swvicokozo pucka oTHOCATCS GepeMeHHbIe,
eCJIM IPUCYTCTBYeT OJMH U3 NlepeyrcIeHHbIX HIKe pak-
TOPOB.

1. IlpepuecTBymolpe TPOMOOTHYECKHE OCJ0KHEHUS
(BeHO3HBIM WJM apTepUaJbHbIA TPoM603, KPOBOT-
eyeHUs IO NpPUYUHE OCHOBHOro 3aboJsieBaHusa [UIl/
IT]) ¥ Hanu4Me NOPTaJbHOM TUNEPTEH3UU C Bapu-
KO3HBIM pacliMpeHHeM BeH MNHUILEeBOJA U KesayAKa
[I-1II cTenenmu.

2. MUKpOLUPKYJIATOPHble HapylleHuss (3pUTpoMe-
JIQJITHs, FOJI0BHAs1 60JIb, FOJIOBOKPYKEeHUs], CHUXKEHH e
cyxXa, HapylleHUe 3peHMsl) WIM Hajludue JBYyX U
6oJiee HaACAe[CTBEHHBIX MOJHMOPOU3MOB TeHOB
TpoMO60OUINH, CpeArd KOTOpbix MyTauus JleijgeH
(pesuctenTHOCTh K mnpoTeuHy C), mytanus FII
(G20210A), myTtanus reHa MTHFR (Hacne[cTBeHHas
TUIIePrOMOLUMCTENHEMUS); AePUIUT aHTUTPOMOUHA
I, peduuut nporerHa C u/uUau NpUOOpPETEHHBIX
dopm TpoMbGobuauu (4daume aHTUPOCHONMUMUAHBIN
CUHPOM).

3. OcnoxHeHHOe TedyeHHe GepeMeHHOCTH, KOTOpoOe
MOTJIO OBITh BbI3BaHO OCHOBHbBIM 3a60JIeBAHUEM:
® IpepbiBaHUe GepeMeHHOCTH Ha PaHHUX CPOKax

(=3);
@ aHTeHaTaJibHas rubesb J104a;

KTMHNYECKAA OHKOTEMATO/TON 4

® 3a/lepXKKa pa3BUTHUA NJI0/3;
® Ipex/JeBpeMeHHas OTCJIOMKa HOpMaJbHO pac-
M0JI0KEHHOH MJIalleHThI;
® TsKeJsas MPEe3KJAMIICUS;
® DpaHHUE U OYeHb paHHHUe Mpex/JeBpeMeHHble
poznbl;
@ 10CJIepOJIOBOE KPOBOTEYEHUE;
® KpOBOTeYeHHe U3 BapUKO3HO-PaACHIMPEHHBIX
BeH MHULIEBO/A UJIH XKeJNyAKa.
4. JKeHIIMHBI, UMeEIOLIYIe HA MOMEHT HacTosIILeN GepeMeH-
HOCTHU yPOBEHb TPOMOOIMTOB B KpoBu > 1500 x 10°/.1.
K rpymnmne Huskozo pucka OTHOCATCS >XEHLIUHBI, Y
KOTOPBIX HET HU OZHOTO U3 IepeyrCIeHHbIX Bbllle dpak-
TOPOB.

12.3. Anroputm o6cnegoBaHus 60sbHbIX MIM3
BO BpeMsl 6epeMeHHOCTH
AnroputMm ob6cneoBaHust 6osbHbIX MII3 nmpeamnosia-
raeT cje/yoliye uccae0BaHUs BO BpeMsi 6epeMeHHOCTH.
1. /luHaMH4YeCKHH KOHTpOJIb IOKaszaTesjeld KpOBU C
OLlEHKOM KOJINYecTBa 3PUTPOLUTOB, TPOMOOLUTOB,
JIEUKOIIUTOB, JieKouuTapHoi ¢opMyJsibl, reMoryio-
6UHA 1 TeMaTOKPHUTA, COCTOSIHHUS [IJIa3MEeHHOT0 3BeHa
remocTasa. lcciesoBaHrMe YpOBHSI MapKepoB BHY-
TPUCOCYAUCTOTO CBEPThIBAHUS KaXkble 2-3 HeJl. M Ha
3-H JleHb TocJie POJiOB C LieJIbl0 OLleHUTh JUHAMUKY
reMaToJIOTMYeCKUX MOKasaTesJel U [JJI KOHTPOJs
MPOBOAUMOTO LIUTOPEAYKTUBHOIO JIeYeHHUS.
2. [lns OLleHKM pUCKa TPOMOOTHYECKHX U reMopparu-
YeCKUX OCJI0KHEHUN HeoOXOAMMbl HCCle/loBaHUE U
KOHTpPOJIb IapaMeTPOB CUCTeMbl reMocTa3a (pacTBo-
pUMBIX GUOPUH-MOHOMEPHBIX KOMILIEKCOB, GUOPU-
HoreHa, AUTB, npoTpoMOUHOBOTO UH/IeKCA) KaXK/Ible
2-3 HeJl. BO BpeMsl 6epeMeHHOCTU U Ha 3, 14 u 40-i
JleHb 110CJIe POJIOB.
3. /loNOJIHUTEJIbHO J1/151 OLleHKH PUCKA TPOMOOTHYECKHUX
OCJIOKHEHUH NPU MOCTaHOBKE Ha y4eT Heo6X0LUMO
OJIHOKpPATHO HCCJe[JoBaTh ypPOBEHb eCTeCTBEHHbIX
aHTUKOAry/asHTOB (aHTUTpoM6UHA III, mpoTenHoB C
1 S) U coCyUCTO-TPOMOOLUTApHOE 3BEHO reMoCTasa
(ompepesieHue arperaoHHONW QYHKIUU TpPoM6O-
nuToB ¢ A/l®, Kosl1areHoOM, pUCTOMULIUHOM).
4. C Uesbl0 BBIIBUTb PUCK TPOMOOTHYECKHUX OCJI0XK-
HeHUH POBOAUTCA AMArHOCTHKA HacleCTBEHHON U
npuobpeTeHHONW TpoMbGoduauy, eciu 3aboJsieBaHUe
BIepBble IMarHOCTUPOBAHO BO BpeMs 6epeMeHHOCTH
JIn60 OHA He ObLIA MPOBeJieHA /10 HACTYILJIEHUS Gepe-
MEeHHOCTH, KOTOpasl BKJIIOYaeT:
® [MarHocTUKy aHTUGOCHOJUNUAHOTO CHUHJPO-
Ma — ollpe/iejieHHe BOJYaHOYHOTO aHTHUKOAry-
JIIHTA, aHTUKapAUOJIUMNUHOBbIX aHTUTeN (IgG,
IgM), antuTen k B2-raukonpoTteunny (IgG, IgM);

® uccieJjoBaHHe MyTallMil I'eHOB, CONPSKEeHHBIX
C HacJeJCTBEHHOW TpoMb6oduinel BBICOKO-
ro pucka: MyTauuu reHoB pakrtopa V (JleitgeH)
1691GA, FII (mpoTtpom6uHa) G20210A4;

@ oIlpe/iesieHUe YPOBHS FOMOLUCTENHA JIa3MBl.

5. Eciun wmanudecranus 3abosieBaHUs NpOHU30LLIA
BO BpeMs OepeMeHHOCTH, HeOOXOJUMO IPOBECTHU
MOJIEKY/IIDHO-TeHETHUYeCKoe  HCC/lefloBaHUe  —
omnpeneneHue MyTtauui B reHax JAKZ, CALR u MPL,
YTO NO3BOJIAET JUArHOCTUPOBAaTb Hanuyue MII3 y
NalUeHTKH.
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Y3U nnoza ABax /bl B K&XXJ,0M TPUMECTPE.

7. [lonmiepoMeTpusi C HccJeJoBaHHMeM QeToIlIaleH-
TapHOTO M MAaTOYHO-IJIAalleHTapHOTO KPOBOTOKa B
cpefiHed MO3TOBOM apTepuu IUIoJa KaxK/ble 4 Hef,,
HayuHas c 22-U Helenu Kaxzable 4 Hel. 10 33 He[.,
Jlajlee — M0 NTOKa3aHUAM.

8. Kapauortokorpadus mnoja c 33-i HeJeau Kaxzble
2-3 Hep,, nocsae 37-i1 Hefenu — 1 pa3 B 1-2 Hepn. A4
OLleHKH COCTOSIHUSA IJI0Ja.

9. /Iy OLleHKH COCTOSIHMS OPTaHOB OPIOIIHON MOJIOCTH
npoogutcsa Y3U c onpesesieHreM pa3MepoB leUeHH,
ceJie3eHKH, luaMeTpa BOpoTHOM BeHbl B [-II Tpume-
cTpe 6epeMeHHOCTH.

10. MPT nosBoJisieT 60Jiee YeTKO ONpeieisiTh MPOCBEThI
IIYHTOB U OILleHWBATb INOPTaJbHBIM KpOBOTOK, a
Takxe UJIeHTUPUIMPOBATh CTeNeHb NapeHXUMaTOo3-
HOTO MOpa)KeHUs NeYeHW U U3MEeHeHHUsl B cesie3eHKe
(mpu HaMYKU MMOKa3aHUM).

11. PeHnTreHosiorudeckoe Hccjlefl0OBaHWe THIIEeBOAA U
JKeJIyZiKa ¢ 06513aTe/IbHbIM 9KpaHUPOBAaHUEM KHUBOTA
CBUHIIOBbIM $apTyKOM MO3BOJISIET ONpeJe/]UThb
NPOTSHXKEHHOCTb BapUKO3HOTO pacCIUpeHHUsi BeH IO
JIJIMHe NH11eB0/a, COCTOSIHUE HUXKHET 0 MUILeBOLHOTO0
coUHKTepa U ero QyHKLHUOHAJIbHble BO3MOXXHOCTHU
(mo mokazaHuUsM).

12. ®3T/IC mpoBOAUTCA MO TMOKa3aHUSM. ITO BU3Y-

QJIbHBIA MeTOJ, KOTOPbIM MO3BOJISIET Jy4llle JJPYTHUX

Onpesie/IMTh HaJMYMe BAPUKO3HO-PaCUIMPEHHBIX BEH

B MUILEBOJIE U KeJy/IKe, CTelleHb UX BbIPa>KEHHOCTH,

a Tak)ke NOPTaJIbHYI0 I'MIIePTEH3MOHHYI0 BaCKyJIo- U

racTponaTuio, sIBJseTCcd MeToZoM AuddepeHIalb-

HO-IMarHOCTUYECKOTO BbI6Opa B CJyyassx BO3HHK-

1ero JiM60 OCTAaHOBHUBILETOCH KeJYZO0YHO-KUIIey-

HOT'0 KPOBOTEYEHMUSI.

12.4. JleueHune 60onbHbIXx M3 BO Bpemsa

6epeMeHHOCTH

JleueHue 6GoabHbIXx MII3 Bo BpeMsi GepeMeHHOCTH
JIOJDKHO OBITh HaNpaB/eHO Ha NPOoQUIAKTHUKY COCy-
JUCTBIX OCJOXHEHUH U 6OpbOy € TPOMOOLUTO30M.
B HacTosilee BpeMsl NpUMeHeHUEe He INPOHUKAIIUX
yepes MJalleHTapHbIN 6apbep U He 06J/1a/lal0IUX TepPaTo-
reHHbIM CBOWCTBOM JIeKapCTBEHHBIX CPE/ICTB II03BOJIUJIO
3HAYUTEJIbHO YJIYYLIUTb KauyecTBO >XU3HH, MPOTHO3 U
MCX0J, JJaHHBIX 3a60J1eBaHUM, a TaKXe CIOCOOGCTBOBAJIO
COXpaHeHHI0 6epeMeHHOCTH U CHIKEeHMIO 4acTOThl OC-
JIO)KHEHUH y alMeHTOK.

TepaneBTuueckue Bo3MOKHOCTU npu MII3 Bo Bpems
6epeMeHHOCTH BKJIIOYAOT AHTUTPOMOOTHYECKOe Je-
YyeHHe, aHTUKOAryJIIHTHYIO0 Tepalnuio, KpOBOMYCKaHHs PU
UII, nuTopeAyKTUBHYIO Tepaluio U BUTaMHUHBI rpynnsl B
(nmupugokcun®, nuaHokob6anaMub®, posirieBas KUcaoTa*).

PekoMeHayeTcss nojJepXKuBaTb IOKasaTesau Tre-
MaTOKpHUTa B IHpeJesiax HOPMbI, COOTBETCTBYMOLIEN
6epeMeHHOCTH. [loBbIlIEHHbIH 006beM IJIa3Mbl 4YacTo
NPUBOJUT K YMeHbLIEHUI0 reMaTOKPUTA U 4ucja TPOM-
6ouuToB BO Il TpuMecTpe, nocje yero 3TU NokasaTeu
BHOBb [IOBBILIAIOTCS B I0CJAEPOLOBON MepUo/, co3/aBasi
NOBBILIEHHBIM PUCK TpoM0603a B NepBble 6 HeJ. Iocje
poJZioB. B 3TOT nepuo/ Ba>keH NpUCTa/bHbIA MOHUTOPHUHT
NoKasaTeJiell KpOBH.

C uesbl0 YMeHBUIMTb KOJHUYECTBO TPOMOOLUTOB
npy 6epeMeHHOCTH B LUTOPEAYKUUH OYAYT HYXJATbCs
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JKEHIIMHBI U3 TPYIIIbI BHICOKOTO PUCKA Pa3BUTHSA COCY-
JUCTBIX OC/I0KHEeHUH. [Ipy HEO6XOAUMOCTH MPOBeJEeHHS
LUTOPEAYKLUHY, HalpaBJeHHOW Ha CHW)XEHHe YHCJa
TPOMOOIUTOB, IPUMEHsIeTCs peKOMOUHAHTHbIN UDH-o*,
KOTOPbIA sIBJIsseTCs HauGoJsiee Ge30MAaCHBIM BapHAHTOM
JledeHUs1. MHOro4YucIeHHble HCCJAeJOBaHUS MOATBEp-
KJAIT OTCYTCTBUE 3MOPHOTOKCUYECKOTO U TepaTOreH-
Horo Bo3zeucteuss UOH-a* Ha 1oz,

Anroputm HasHa4enns npenaparos UPH-a*:

@ 1pu TpoMm6onUTOo3e (TpoMGoLUThI > 400 x 10°/n
1 <600 x 10°/n1) BBegenre UOH-a* npoj0/KUTH,
eCcJIu 3TO JieyeHUe NMPOBOAMUJIOCH elle /1o Gepe-
MEeHHOCTH U/UJIU CYLIeCTBYET BbICOKUN TPOMOO-
TeHHbIN PUCK;

@ 1pu TpoMGouuTOo3e (TpoMGouuThl > 600 x 10°/1)
HUOH-a* BBoguTcs B fo3e 3 MaH ME B cyTku (1au
yepes JleHb), I03BOJIAOLEeN NOALepKUBATh YHC-
Jio TpoMOOoLUTOB < 450 x 10°/1.

Hasnauenue neruupoBanHbix dopm UDH-a* c BBege-
HUeM 1 pa3 B HeJiesiro (IM60 KaXK/ble 2 Hell.) pEKOMEH/[0-
BaHO MalleHTKaM C BblpakeHHOM ToKcu4HOCTbio UPH-a*,

AneTuicanuuuioBasl KUCJ0Ta* NIpUMeHseTCs B [l03e
50-100 Mr/cyT y Bcex *eHIIUH ¢ MII3 Ha NpOTSKEHUU
Bcelt 6epeMeHHOCTH. C yyeToM naToreHesa MII3, a Takxke
M3MeHeHUH cUCTeMbl FeMoCTa3a Bo BpeMsl 6epeMeHHOCTH
aleTUJICAIMLUIOBass KUCI0Ta He IpUMeHseTcsd IpHU
Ha/IMYMM B aHaMHe3e KPOBOTeYeHUH BHe WJIM BO BpeMs
NpeabIAYLUIUX 6epeMeHHOCTeH.

[IpremM kJjonupgorpesna® pexkoMeHJ0OBaH B CJyyae
HelepeHOCUMOCTHU alleTHUJICAJTULMIOBON KHUCIOTBl WJIH
Pa3BUTHSA PE3UCTEHTHOCTH NPU Jj03e 75 MI/cyT.

B KkayecTBe aHTUKOAryJssHTHOM Tepanuu peKOMeH-
JoBaHbl HMI' B npoduiakTU4eCKUX UK JleueOHbBIX 03aX
COIJIaCHO KJIMHHUYECKUM peKOMeHJalusaM 1o npoduak-
Tuke BT30.

IlokasaHusA K IpOBeJEeHUI0 AHTUKOAryJIsSHTHOM
TepanuM (B COUeTaHUU C LUTOPeAYKTUBHOMN U aHTHarpe-
FaHTHOU Tepanuein):

® TpoMO60dUINS BBICOKOTO pUCKA U/UJIKU aHTUdOC-
doNMUNuAHBINA CUHAPOM;

® TpoM0603 KPYIHBIX COCY/I0B B aHAMHE3E€;

® penpoAyKTHUBHble NoTepu (3 caMONpPOU3BOJIb-
HbIX BBIKH/bIIIA Ha Cpoke < 12 Hef., 2 1 BbIKU-
JbllIell Ha cpoke > 12 HeJ., aHTeHaTaJbHas I'd-
6eJsb 1J101a);

@ TshKeJsible OCJIOKHEHUS B NpeJbIAyIIUX Oepe-
MEHHOCTSX (3a/lepKKa pa3BUTHUA IJI0Ja, Npes-
KJaMIICUsl WM JApYyrue NpU3HAKU MJaleHTap-
HbIX HapyIlIeHUuH).

[Ipy oTcyTCTBUM JocTaToyHOro 3¢deKTa OT NPOBO-
JUMOM Tepanuu B OCOOBIX CJlydasx NPUMEHSIIOTCS 3KC-
TpaKopIopa/JbHble MeTO/bl BO3JelcTBUA: N1a3Madepes
Y spuTponuTadepes.

IlokasaHusa K I@poBejeHUI0 I1asMadepesa y
>keHIIUH ¢ MII3 Bo BpeMsl 6epeMeHHOCTH:

® HaJjsMnuue aHTUPOCPOJIUNUHOTO CUHJPOMA, He
MO/ JAI0Ierocss KOppeKIuu MeJJMKaMeHTO3HbI-
MM cpeJCcTBaMu, Hapsaay ¢ MII3;

@ BbIpa)XeHHas TUNepKoaryJasnus NpU HaJU4duU
JIOMOJIHUTEJIbHBIX GaKTOPOB TpoMboduInU, He
oA arllasics KOppeKLiuyu MeJJUKaMeHTO3HbIMU
Cpe/CTBaMH.
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[lnasmadepes npoBoautcs B o6beme 300-400 ma
yepe3 1-2 naHs, Bcero 2-7 ceaHcoB. [ly1a3Mmo3ameleHue
NPOBOAMUTCSA  KOJUIOMJHBIMU W KPUCTAJIOUJHBIMU
pacTtBopaMu. OTHolleHMe o6beMa yAalsieMON MJIa3Mbl K
06beMy NJIa3M0O3aMellalIIuX pacCTBOPOB COCTABJsSET BO
BpeMsi 6epeMeHHOCTH 1:1,2; anbOYMHUH HCIOJIb3YeTCS B
Buze 10 nnu 20% pactBopa B kosindectBe 100 v 50 M
COOTBETCTBEHHO.

B cBsi3u ¢ TeM, uto UOH-a* okasbiBaeT LUTOpPEAYK-
TUBHOe JleliCTBHEe B OCHOBHOM Ha TPOMOOLUTHI U JIUIIb
OT0Cpe/JOBAaHHO Ha 3PUTPOLUTHI, IPU 3PUTPOLUTO3€E BO
BpeMsl 6epeMeHHOCTH BO3MOXXHO NpPHUMeHeHHUe 3PUTPO-
nutadepesa, B HaCTosilee BpeMsl 3aMeHs0Iero KpoBo-
NyCKaHUe.

IlokazaHuA K NpMMeHeHUI0 3puTpouutadepesa y
»keHIIUH ¢ MII3 Bo BpeMsi 6epeMEHHOCTH: 3PUTPOIUTO3
(aputponutsl > 5,5 x 10'2/1) u reMmaToKkpuT GoJiee 45 %
IIpY BIIepBbIe BbIsIBJIEHHOU BO BpeMsi 6epeMeHHoCTH UII.

Ha npoTrsokeHuH Bcell 6epeMeHHOCTH U MOCJAePOJ0-
BOro mnepuoga xeHmuHaMm ¢ MII3 pekomeH[0BaH KOM-
IJIeKC BUTaMMHOB Tpynmnbl B: B, (mupupokcun™), B, (dpo-
JauveBas kucnora*), B, (yuaHoko6anamun®). ®osnuesas
KHCJIOTa B KOMILIEKCe ¢ BUTaMUHaMu B, u B, cHmxaeT
KOHLIeHTpaL 0 roMouucTerHa u puck BTI30.

[lepen pomopaspelnienueM BceM 6epeMeHHbIM ¢ MII3
NpPOBOJAT HNPOPUIAKTHKY TPOMGOTHUYECKUX OCI0XK-
HeHUM:

@ HolUleHHe MeJULMHCKOTO KOMIIPeCCUOHHOI0

TPUKOTAaXa BO BpeMsl pojiopa3pelieHus;

@ [IIpeKkpallleHUe NpHeMa IpenapaToB aleTHJica-
JIMIUJIOBOM KUCJIOTBI* 3a 2 HeJ. 0 pojopaspe-
HIeHHU;

@ IIpoBeJleHUe perMoHapHOM aHa/resuu (B pojaax
T10 >)KeJIaHU10 XKeHIMHbI) UJIM aHecTe3UuH (Bo Bpe-
M KecapeBa ceyeHHUs) He paHee 4yeM yepe3 12 4
nocsje mnocjefHed NpPoPUIAKTUYECKOH [03bl
HMTI' u He paHee 4yeM yepe3 24 4 nocJjie nocJjaen-
HeM jiede6HOM 1036l HMT

@ IIpU INJIAHOBOM KecapeBOM CeYeHUU BBeJleHHe
HMT B npoduiakTHUYeCKUX [j03aX MPeKpaljaloT
3a 24 4 10 HEro U BO306GHOBJIAIOT Yepes 3 4 rocJie
ero oKOH4YaHu#A (MU yepe3 4 4 nocJie yAanaeHus
3MUAYypaJbHOr0 KaTeTepa).

[Tociieponi0BO epro/ AABJIsSIETCSA HanboJiee ONAaCHbIM
no pasButuio BTI0. XapakTepHble AJis1 6GepeMEHHOCTH
VM3MeHEeHHUs CUCTEMBbI TeMOoCTa3a COXPaHATCS B TeueHue
6 HeJ. nocJjie pofoB. TakTHKa BeJeHMs NOCJIEPOJ0BOro
nepuoja coctout B npodunaktuke BTIO u 3akiirovaeTcs
B caenytomeM [1, 2, 4]:

® TnpoJo/KkUTh BBeZeHne UPH-a*, ecaum ato se-
yeHHe NPOBOJAMJIOCH BO BpeMs GepeMeHHOCTHU
HU/UJIU CylLIeCcTBOBaAJ BBICOKHMU TPOMOGOreHHBIN
PHUCK, C LleJibl0 NOAJepXKaTb HOPMaJbHbBIN ypo-
BEHb TPOMOOIUTOB U CHU3UTH pUcK BTI0;

@ T[POJO/DKUTh NMpPUEM aleTUJICAJULUI0BON KHC-
goTbl* B 103e 50-100 Mr/cyT BceM manueHTKaM
¢ MII3 B TedyeHue 6 HeJ. NOCJAEPOLOBOrO MEePUO-
Ja. He npuMeHseTcs Npu HaJUYMU B aHaMHe3e
KpOBOTeYeHUH BHe UJIK BO BpeMs NpeJblAYIHX
GepeMeHHOCTel;

e HMI B mpodunakTuyeckux Jo3aX B TeuyeHUE
6 HeJl. TOCJIEPOJ0BOr0 Nepro/ia PY HAJIUYUHU J10-
NOJIHUTE/NbHbIX (GAKTOPOB TpoM60OOUINH, TpPHU

KTMHNYECKAA OHKOTEMATO/TON 4

Ta6nuua 23. OnpocHuk MPN10

3anonHuTe 61aHK HUXeE, YTOObI OLIEHNUTb TSXECTb CUMATOMOB BaLLero
3a6oneBanus no wkane ot 0 go 10 6annos., rae 0 — otcyTcTBME,

10 — MakcuManbHas CTeneHb TSHKECTU CUMNTOMA, KOTOPYIO Bbl MOXETE
cebe npeacTaBuTh.

CumnTtom OueHka, 6annbl

OueHute cnabocTb (ycTanocTb, yTOMASEMOCTb), 00Befis OAHO YNCNO,
KoTopoe Hanbonee COOTBETCTBYET MaKCUMasibHOMY YPOBHIO ClaGocTy
3a nocneaHune 24 4.

Cnaboctb %012345678910

0GBeauTe 0HO YNCNO, KOTOPOE COOTBETCTBYET TOMY, HACKO/bKO
CU/TbHO BAC GECNIOKOU KaX /bl U3 NEPEUNCIEHHbIX HIXE CUMNTOMOB
3a npolueawyio Hepeno.

OuyuieHue 6bICTPOrO HAMOMHEHNS XeNyaKa

012345678910
BO BPeMs efbl (DaHHee HacblLleHue)

HenpusaTtHble owwyuenns (amckomdopr)
B XMBOTE

012345678910

BsinocTtb, CHUXeHWe aKTUBHOCTH 012345678910

Mpo6reMbl C KOHLEHTPALMER BHUMAHNS
M0 CPAaBHEHMIO C COCTOSIHUEM [10 MOCTAHOBKM
AMarHosa

012345678910

HouHas notamMBoCTb 012345678910

KoxHbIi 3ya 012345678910

Bonb B KOCTSX (He B CyCTaBax, He B MbILLLLAX,

- 012345678910
6€e3 YeTKOWN NIoKann3aLmm)

012345678910
(nocTosiHHO, Kaxabli
[ieHb)

lMoBbIweHne Temnepatypsbl Tena (> 37,8 °C)

HenpenHamepeHHoe CHMXeHne maccbl Tena

012345678910
3a nocnegHue 6 mec.

Y106bI MONYUMTb YETKYHO 0OLLYI0 KAPTUHY CBOEr0 CaMO4yBCTBUS, Bbl
MOXeTe CNOXUTb Bce 6anbl 1 paccunutathb 06LLNA pesynbTar.
Bcero:

TpoM0603axX KPYIHBIX COCY/IOB B aHaMHe3e, 00y-
cJIoBJIeHHBIX HasmmuueM MII3, a Takke pu Apyrux
dakTopax pucka BTI0;

@ T[o/laBJIeHMe JIaKTalUU 10 OOLeNPUHSATBIM CXe-
MaM IpU HeoOGXOJHWMOCTHU NpOBeJileHUs] Tepanuu
WPH-o* B cBA3U C TeM, YTO [IPH JIeYUeHUH IIpemnapa-
Tamu UPH-a* Bo BpeMsi rpyJHOr0 BCKapMJIMBaHUA
y HOBOPOXX/IEHHbIX pa3BUBAETCs TPOMOOLMTOIIe-
HUS, T. K. IpenapaT IPOHUKaeT B I'PyAHOe MOJIOKO;

® Ha3HaueHMe KOMIJIEKCAa BUTAMHUHOB rpynnel B
BCEM MalMeHTKaM Ha MPOTSKeHUU [0CJIeposo-
BOTO [1IepHO/1a;

® B TeyeHUe 6 HeJ. IoCJe POJOB HEOOXOLUMO HO-
CUTb KOMIIPECCUOHHBIA TPUKOTAXK.

JbdeKTUBHOCTL JleyeHUs] MOJTBEPXKAAETCs Coxpa-
HEHHEeM KJMHHUKO-TeMaToJIOTHYeCKON peMHccHM 3aboJie-
BaHMs, KOTOpasi ONpejessieTcsl JaHHbIMH OObeKTHUBHOI'O
o6ce/joBaHus, NTOKa3aTesIMU KpOBH, pe3ysabTaTaMu Y3U
OpraHOB OPIOLIHOM MOJIOCTH (pa3Mep MeYeHU U CeJIe3eHKH),
TUCTOJIOTMYECKHM HcCle[loBaHHeM KOCTHOTO MO3ra.

[Ipy afekBaTHO NOJOOPaHHOM JieYeHUH BO3MOXKHO
HOpMaJibHOe TeueHHe 6epeMeHHOCTH U posioB. bepeMen-
HOCTb He BJiMseT Ha TedyeHHe MII3. Pusudeckoe pa3BuTHe
JleTell, 4acToTa BPOXJEHHOW U MpUOOpeTeHHOW MaTo-
JIOTMY HOBOPOK/IeHHBIX y >keHIMH ¢ MII3 He oT/iM4atoTCA
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OT aHAJIOTUYHBIX I[OKa3aTesedl y >KEHCKOU MOMyJasluu
HaceJieHus B 1esioM [71].

13. OLEHKA BbIPAXEHHOCTU CAUMINTOMOB
ONYXOJIEBOW UHTOKCUKALIMU
Y BOJIbHbIX C Ph-HETATUBHbIMU MIN3

[Ipu ounenke neyenus MII3 ofHUM U3 BaXKHBIX KDUTEPUEB
3¢0deKTUBHOCTH HapsAy C KJIUHUYECKUMH II0Ka3a-
TeJsIMM, KOJIMYeCTBOM TOCIHUTAJW3alUM, 4acTOTOM H
TSKECTbIO OCJIOKHEHUH $IBJIAETCH OlleHKa CHUMIITOMOB
Y KadyecTBa >KU3HU NalyeHTa. MOHUTOPUHT CUMITOMOB
Y KayecTBa >XU3HU y 60sbHbIX MII3 cienyeT npoBogUTH
C MHCNOJIb30BaHMEM CTaHJAPTHU30BaHHBIX ONPOCHHUKOB
[72]. OnpocHUK sIBJIsIeTCS OAHUM U3 HauboJiee MPOCThIX
Y yJI06HBIX B KIMHUY€ECKOUN IPAaKTHKe UHCTPYMEHTOB /151
OLIeHKU crnenudUuiecKux CUMITOMOB y 60JibHbIX MII3 u
MOHUTOpPUHIA TeuyeHHUs 3a6osieBaHUsA. OnpocHuk MPN10
M03BOJIsIET OLEHUTh CTeleHb TsxkecTH 10 CUMITOMOB,
yalle Bcero BcTpevyawmuxcs y 6o0abHbix MII3: ciabocTty,
ObICTPOr0 HAIOJIHEHHUS KeJlyJiKa BO BpeMs eJibl, HeNpU-
SATHBIX OLIylleHUH (guckoMdopTa) B KUBOTE, BSIJIOCTU
(cHMXKEHUSI aKTUBHOCTH), MpoO6JIeM C KOHIleHTpauuein
BHUMaHMs, HOUHOW NMOTJIMBOCTH, KOXKHOTO 3yZa, 60JU B
KOCTSIX, IOBBIIIEHUs] TeMIlepaTyphl Tesa U HelpeJHaMe-
PEHHOT0 CHMYKEHHUS Macchl TeJa.

CUMIITOMBI OIleHMBAIOTCA mnanueHToM Mo 10-6aJj-
JbHOM 1mKase: 0 — HeT cuMnToMa, 10 — MakcUMaJibHas
CTeleHb TSKECTH CUMIITOMA, KOTOPYH MOXHO cebe
npeacTaBUTh (Tab6Ju. 23). MakcMMalbHBIA YPOBEHb CJla-
60CTH OlLleHMBaeTCs 3a NpolleAlre 24 4; MaKCUMMaJbHbIN
YpOBeHb ObICTPOr0 HANOJHEHUS KeJly/iKa BO BpeMs efibl,
HENpUSTHBIX oOlIylleHUud (AuckoMmdpopTa) B KUBOTE,
BSIJIOCTH (CHMXKEHHS aKTHBHOCTH), p06JieM C KOHILeH-
Tpanyel BHUMaHUsl, HOUHON NOTJIMBOCTH, KOXKHOTO 3y/1a,
60J11 B KOCTAX, NOBBILIEHNUS TeMIlepaTyphl TejJa — 3a
Npolle/IIyI0 HeJle/t0; MaKCMMa/lbHbIA YPOBEHb Helpe/-
HaMepeHHOI'0 CHMXXEHHs] Macchl TesJa — 3a IOC/AefHUe
6 Mec. 06paboTKa JJaHHBIX o onpocHUKy MPN10 npen-
noJsiaraeT BMecCTe C aHaJIUM30M HHPOpPMaLUU O CTeleHHU
TSOKeCTH Kazaoro us 10 cumnTomoB mno 10-6amibHOU
11KaJle pacyeT 061ero pesysabTaTa OLleHKH CUMIITOMOB B
BUJle cpesiHero 6aJijla BbIpaXKEHHOCTH BCeX CUMIITOMOB,
yMHOXeHHoro Ha 10 (mpu ycJOBMM, YTO MalLMeHT OT-
BETUJl KaK MUHHUMYM Ha 6 BompocoB u3 10). /luana3oH
3Ha4YeHUH obllero pesyabTaTa OLeHKH CHMIITOMOB — OT
0 no 100 6asnsioB (4eM Bbille 6asla, TeM 6oJibllie o6Lias
CTeleHb TSKECTH BCeX CUMNTOMOB). ONPOCHUK J0/KEH
WCI0JIb30BAThCS [JIs1 OLleHKM KJHMHUYEecKOro OTBeTa Ha
Tepanuto [73].

Hcnonb3oBaHue uHpopMaluy, MOJy4YeHHOW Ha-
NpsSIMyI0 OT NallMeHTa, IPU aHa/lu3e CUMITOMOB 3a6o0-
JIeBaHUS U OlLleHKe AWHaMUKU CUMIITOMOB B Ipoliecce
JIeyeHUsl CIIOCOGCTBYET peasiM3allMu MallMeHT-OpUeHTH-
POBaHHOTO MOJX0/a NP BeeHUU 60bHbIX MII3.

3AK/TIIOMEHUE

HpeACTaBJIEHI/IH O IaToreHese, JUAarHoCTuke U MeToJax
JieHeHHAd XPOHHUYEeCKUX MII3 Ha MNPOTAXEHHUHN LLJ]HTeJIbHOﬁ
HCTOPUU HX H3Y4YEeHUA HEeOAHOKPATHO IoABeprajucChb
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nepecMoTpy. B mociegHue roabl JOCTUTHYTHI 3HA4M-
TeJIbHble ycIexy B pacuiippoBKe MOJIEKYJISPHO-TeHeTH-
YeCKHUX MexaHU3MOB naTtoreHesa Ph-HeratusHbix MII3, B
yCTaHOBJIeHUU poJin curHaibHoro nytu JAK-STAT. 3to
NpUBEJIO K yJy4llleHUI0 KauyecTBa 00C/eJl0BaHUS U CO3-
JIaHUI0 MeXJYHapoJHONW YHUQGHUIUPOBAHHOW CHCTEMBI
KpUTepUEeB JAUArHOCTHUKH, MOHUTOPUHIA U OLEHKHU pe-
3y/IbTaTOB JIeYeHUSL.

[Ipu UII u 3T TunuyHoe TeyeHUe 3a60J€BAHUMN CBS-
3aHO C NOsIBJIeHHeM NPU3HAKOB HapylleHUH MUKpOLMp-
Ky/JsiLlMU Ha $OHe NpeJLIecTBYOLlero 6eCCHMITOMHOIO
MOBbILIEHUS 4YMucaa GOPMeHHBIX 3JIeMEHTOB KpOBH Ha
NPOTSXKEHUU HECKOJIbKUX JieT. 3abojieBaHHe [AuarHo-
CTUPYIOT NPU HaANpaBJeHUM K reMaToJIOry IO MOBOLY
OTKJIOHEHUH B aHaJIM3ax KPOBY NPHU NPoPUIaKTHUYECKOM
o6cJie/JoBaHUHN UJIM YKe 1ocjie TPOMO030B U TPOMGOIM-
60U .

[Ipu [IM®, kak u npu noct-UIl MO u noct-3T MQ,
TUIIMYHOE TeyeHHUe 3a060JieBaHUsl CBSI3aHO C MPOTpPeccH-
pYIOLIMM yBeJUMYeHHeM OIyX0JIeBOH MacChbl, pa3BUTHEM
CUMIITOMOB OIyX0JIEBOM MHTOKCHUKAallUH, IOsIBJeHUEM
04YaroB 3KCTpaMeyJIJISIPHOTO KPOBETBOPEHUsI B [IeUEHHU U
cesie3eHKe. B nanbHeleM u3MeHeHHUs B KOCTHOM MO3Te
(HapacTanue ¢ubpo3a U OCTeOoCKJepo3a) NPUBOAAT K
COKpallleHHI0 IlaljapMa KpOBETBOPEHUS U Pa3BUTHIO
aHeMUH, JJeMKOTIeHUU U TPOMOOLUTONeHNHU. JIMTeIbHas
nposaudepanus OMNyX0JeBOro KJOHA CIOCOGCTBYET
MOSIBJIEHUIO JIONOJHUTEbHbIX MyTallUil U BePOSATHOCTH
pa3BUTHA 6JACTHOTO KpHU3a.

[JuarHo3 Ph-neratuHbix MI13 (UIl, 3T, [IM®) cTaBsaT
Ha OCHOBaHUH KJIMHUYECKON KapTUHBI U JaHHbIX Jlabopa-
TOPHBIX UCCJIelOBaHUH (COOTBETCTBYIOIEe U3MEHEHHS B
KpOBH, THUCTOJIOTUYECKHe IPU3HAKHU B TpenaHoOHUOIITaTe
KOCTHOI'0 MO03ra, a Takxe Haiuuue mytauuu V617F rena
JAK2 wnv Apyrux NpPU3HAKOB KJIOHAJbHBIX M3MEHEeHHUU
reMmonossa). [Ipu aToM BakKHO HCKJIOYUTh Apyrue 3abo-
JIeBaHUs KaK NPUYMHY U3MEeHEeHHUH KPOBH.

Lenbto Tepanuu UIl u 3T B HacTosee BpeMs SBJIS-
eTcsl cAlepXKMBaHue NPorpeccupoBaHus 3ab0JieBaHus, Ky-
NMpOBaHKe ero CHUMIITOMOB U yJ/ly4llleHHe KaueCTBa )KU3HU
60sibHBbIX. JledeHue [IM® HampaBjieHO Ha MNpojJieHue
JKU3HU U NpeJlynpex/JieHre 0CJA0KHEHUH, Cepbe3HO YXY/-
HIAIIMX Ka4yeCcTBO KM3HU NalueHTa. JleyeHre GOJIbHBIX C
Ph-HeratuBHbiMU MII3 O/KHO OCYIIECTBASTBHCSA TOJBKO
1o/, HabJ/loleHueM Bpada-reMaToJsiora ¢ MOHUTOPUHIOM
pe3y/nbTaTOB B COOTBETCTBUM CO CTAaHJAPTHBIMU KpHUTe-
pusAMH olleHKH oTBeToB. Tepamus Bcex Ph-HeraTuBHBIX
MII3 ocHOBaHa Ha NMPUMEHEHUU PHUCK-3alalTHUPOBAaHHOMN
cTpaTeruu. i1 3ToH 1ie/1M Ha 0CHOBAaHWU aHa/IU3a JaHHbIX
HabJ/1o/leHusl 3a GOJIbIIKMM YMCJIOM NAlMeHTOB pa3pabo-
TaHbI IIKaJIbl IPOrHo3a TpoM6030B npu UII u 3T, cucreMbl
cTpaTUPUKaALlMM pHUCKa HOporpeccupoBaHust npu [IMO.
BakHBIM ITpeCTaBJIsSIETCA OLeHKA BO3pacTa U HalW4yus y
nalyeHTa COMYyTCTBYIOLIMX 3a00/1eBaHUH.

OcHOBHBIe METO/bI TEPANUU Cleylolne: Tpoduiak-
THKa TPOMOO30B aHTHAarperaHTaMH; LUTOpeJyKTHUBHas
Tepanus LUTOCTaTUYECKUMH IpernapaTaMy, UHTepde-
pPOHOM, aHarpeju/oM; HOpMaJu3alusl LUTOKUHOBOIO
npoduiss UMMYHOMOAYAATOPAMH, IJIIOKOKOPTUKOCTEPO-
WJlaMU; KOPPEKIUsl 0CJA0XKHEHUH MOCPeACTBOM Jy4eBOH
Tepanuy, XUPypruieckoro JiedeHus,, TpaHcysui remo-
KOMIIOHEHTOB. EJMHCTBEHHBIM paJjMKaJbHbIM METO/0M
nedyedusa Ph-weratuBubix MII3 ocraetca amnoTICK,
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VMMelolllass OrpaHUYeHHYI0 006J/1acTh NPUMEHEeHHs M3-3a
pHCKa CMepPTH U Cepbe3HbIX 0C0XKHEHUH,

B HacTos1ee BpeMs BbISIBJIEHbI MOJIEKY/ISIPHbIE MU-
IIeHW [JIs HalpaBJeHHOM NMaToreHeTHYecKON Tepanuu
TapreTHbIMU IIpenapaTaMy, 06J/aJalLIUMK CIOCOGHO-
CTbI0 MOAMGULIUPOBATL TeueHHe 3ab6osieBaHus. [lepBbIi
npemnapaT U3 3TOro KJiacca pyKCOJUTHHUO* 3aperucTpu-
poBaH B Poccuu fiiis iedenus [IM®, noct-UIl M@, noct-3T
M® u WUII, pe3ucTeHTHONW K Tepamnmuu TUAPOKCHKapba-
MUJOM* WM NIpU ero HelnepeHOCUMOCTH. BHejapeHue
3TUX NpenapaToB B KJMHUYECKYIO IPAKTUKY M03BOJISET
Jl06MBaTbCsl yBeJUYeHHUs NPOJOKUTEIBHOCTH U yIyY-
IIeHUs] KayecTBa >XU3HU 60JbHBIX ¢ Ph-HeraTuBHBIMU
MII3.

KOH®JIUKTbl UHTEPECOB

B.A. lllyBaeB — KOHCYJIbTaHT KoMnaHuu «HoBapTuc», no-
JiydaeT roHopapsl. A.M. KoBpUTrHHa, 4jieH peJaKl{HOHHOU
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