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MATEPHAJIBI IOCTEPHOU CECCUM
11 KOHT'PECCA TEMATOJIOTOB POCCUH

MepBnYHbI MUenodpnbpos: 20-1eTHNIA ONbIT ANArTHOCTUKIN 1 JIeYeHUA

A6pynkagbipoB K.M.,, LLlysaes B.A., MapTbiHkeBuy U.C., A6gynkaabipoBa A.C., Ynanbesa B.1O., fTonosueHko P.A., 3otoBa U.U.,
MonywkunHa J1.6., ®omumHbix M.C., XKepHAkoBa A.A.

OIBY Poccuinckuin HAW rematonorum n TpaHcoysunonoruv ®MBA Poccun, CaHkT-lNeTepbypr

Benenne. Kiimandeckue ucclieOBaHUs HOBBIX MPEIapaToB
HAIPaBJICHHOTO (TapreTHOT0) BO3ACHCTBHS MPU MEPBUYHOM MH-
enodubposze (IIMD) nokaszanu UX BHICOKYIO TE€PAEBTUYECKYIO
3 (EKTHBHOCTH U MOBBIICHUE Ka9eCTBA )KU3HH OOJbHBIX.

Leab padorbl. AHanu3 20-TE€THETO OMBITa IUATHOCTUKU H
nedyenus 6osbHbIX [IM® B Cankr-IlerepOypre u coznanue 6asbl
JIAHHBIX JJISI MCTIONb30BAHUS MPU OLEHKE d(PPEKTHBHOCTH Ipe-
MaparoB TAPTEeTHOU TEparuu.

MarepuaJibl 1 MeTOAbI. bbuiM npoaHanu3upoBaHbl amOy-
natopHble KapThl 296 OONBHBIX C YCTAHOBJIEHHBIM JHArHO30M
[IM® B Teuenne nocnennux 20 yer. CoOpana nHpopMaius o
YacTOTE IMEPBUYHON 3a00J€Ba€MOCTH, KIMHMYECKOW KapTHHE,
pe3yabTaTax MmepBUYHOTO 00CIIEI0BaHHs U BEDKUBAEMOCTH OOJIb-
HBIX B COOTBETCTBHH C IPOTHOCTHYECKIMHU CUCTEMAMH.

Pesynbrarbl m obcyxaenue. 3aboneBaemocts [IM®D B
Cankr-IletepOypre cocrasuna 1,06 (0,76—1,56) ciyuas Ha
100 000 Hacenenus B rox. Hanbomnee 9acTIMU KIIMHUYECKUMH
nposiBiieHus MU Oblu: cruteHomeranust (71,4%), omyxounepast
natokcukanus (33,3%) u tpom6o3bl (25,4%). IIpedubpoTn-

yeckas craaus (0 6annos) O6buta BeisgBiIeHA Yy 26,7% OONBHBIX,
peTuxynsapHbii Gpudpo3 (1 6amn) — y 20%, oyaroBslii KojIa-
reHoBbld GuoOpo3 (2 Gamna) —y 29,2%, nuddy3Hblii Kosiare-
HOBBIH (pubpo3 (3 6amna) —y 24,2%. Ilpu nuToreHeTHYECKOM
UCCJIeIOBAHUM HOPMAJIbHBIM KapuoTui BwiABIsICA Yy 72,4%
00bHBIX, Y 7,9% MUTO30B He modyuyeHo. [{urorenernyeckue
aHoManuu ObLIM BBISIBIECHBI y 19,7% OonpHbIX. MyTanus
JAK2V617F obuapyxena y 49,7%. O6mast 10-meTHsisi BBI-
JKMBAaeMOCTh cocTaBuia 44,4% c¢ menuanoi 7,6 roma. brmact-
HbII Kpu3 paszBuiics y 5,7% OOJbHBIX C MEAMAHOW BpEeMEHHU
OT YCTAHOBJICHHS JTUarHosa 1o Tpancopmaruu 5,1 roga. Bei-
JKUBAEMOCTh OOJIBHBIX CTaTUCTUYECKU 3HAYUMO pasjinyanach
B 3aBUCHMOCTH OT I'PYIII PHUCKa.

3akurouenne. [IM® — muenonponupepaTuBHOE HOBOOOpa-
30BaHME, 3HAYMTEIBHO OrPAaHMYHMBAIOLICE IPOIOIKUTEIBLHOCTD
JKU3HU. BBDKHBaEeMOCTh OOJIBHBIX pa3iInvaeTcsl B 3aBUCUMOCTH
OT Tpyni pucka. [TomydeHHbIe JaHHbIE MOTYT HCIIOIb30BAThCS B
KaueCTBE HCTOPUYECKOTO KOHTPOJIS [TPU UCTIBITAHUH JICKAPCTBEH-
HBIX CPEJCTB.

JcceHumnanbHaAa TpombouuTemus: 10-neTHNI aHaNN3 pe3ynbTaToB HabnaeHui

Abpynkaabipos K.M., LLlysaes B.A., MapTbiHkeBuy U.C., Abgynkaabiposa A.C., YaanbeBsa B.10., ®omuHbix M.C., fTonoByeHko P.A.,
3otosa W.N., MonywknHa J1.b., YeueTknH A.B.
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BBenenune. DccennuanpHas Tpomoouutemus (3T) — mue-
nonpoinudepaTiBHOE HOBOOOPa30BaHUE, KOTOPOE CYI[ECTBEH-
HO HE OIPaHUYHMBACT MPOJOJIKUTEIHHOCTh XU3HU OOJBIINH-
cTBa OOJIBHBIX, HO MOXKET CHMKATh €€ KaueCTBO M BBI3HIBATH
WHBAJIUIU3AIHIIO.

Leabr padorsl. [IpoBenenne ananmza 3a00J€BACMOCTH U
nposieneranidi OT B Cankr-IlerepOypre (CI10.) B Teuerue 10 net
JJIsA pa3p360TK1/1 ONITUMAJIBHOI'O aJITOPUTMA AUATrHOCTHUKH U JICYEC-
HUS OOJIBbHBIX.

MarepuaJbl 1 MeToabl. B Teuenue nocnexnux 10 ner qua-
ruo3 DT Obl1 ycraHoBieH y 215 GonbHBIX. B Xozme uccnenosa-
HUsE OblTa coOpaHa v MpoaHaIU3UPOBaHa HHPOPMALIUS O YACTOTE
MIEPBUYHOH 3a00JIEBAEMOCTH, Pe3yJIbTaTax epPBUUHOTO 00CIIE0-
BaHUs, IPOBOJUMON TEpanuHu, 4acToTe TPOMOO30B U BBDKHBAC-
MocTH OONBHBIX. [IpoaHaIM3upoOBaH PHCK Pa3BUTHS TPOMOO30B
B Ipynrax OOJIBHBIX, pa3leeHHbIX M0 MPOTHOCTUYECKOH IIKaje
BO3-OT.

PesyabTaThl M ob0cy:xkaenue. [lepBuynas 3a00neBaeMOCTb
OT B CII6. cocrauna 1,3 (0,6-2,1) va 100 000 HaceneHust B ro1.

Mennana Bo3pacta Ha MOMEHT yCTAaHOBJIEHUS AWarfo3a 57 Jer.
Haubonee 4yacTeiMM KIMHHYECKMMH CHUMIITOMAMHM OBLIM: Clia-
60cth (34%), rosoBHbIE OOJIU U TOJIOBOKpYxeHUe (27%), Oonu B
cycraBax (22%), spurpomenanruu (17%), xoxusiit 3ya (7%), y
39% OGonbHBIX HE UMENOCh cuMITOMOB. MyTanus JAK2V617F 06-
HapyxeHa y 58% OonbHBIX. BonbHbIE MoTydamu TepartHiio THIPOK-
cuMoueBnHOH (61%), uaTepdeponom (17%), anarpenugom 5%.
TpomOoTudeckue ocnokHeHust HaOmomanuck y 31% O0IbHBIX
(46 aprepuanbHbIX U 29 BeHO3HBIX TpoMO030B). HacToTa pa3BUTUs
TPOMOO030B CTATHCTUYECKH 3HAYMMO PA3THIANach 110 FPyIITIaM pPH-
cka mkansl BO3-OT (ot 7,2% 1pu HU3KOM pHCKE TPOMOO30B 110
61,5% npu BbicokoM pucke). OOmas 10-1eTHSs BBIKMBAEMOCTb
coctaBuia 83,9%. Pacuernas mennana BepKrBaeMocTH 13,4 roma.

3ak/04eHue. DCCCHIUATIbHAS TPOMOOLUTEMUSI — OIHA U3
HanOoJIee YacTBHIX MHENIONpONU(EepaTHBHBIX Heomnasuid. B pe-
3ynbTaTe MCCICAOBAHMS pa3paboTaH alrOpHTM AHATHOCTUKH H
JIe4eHHs, OCHOBAHHBII Ha MPOTHO3€ PUCKA TPOMOOTHUUECKHUX OC-
JIOXXHEHUH, OKa3bIBAIOIINX HAMOOIBIIee BIUSHUE Ha MPOIOIIKHU-
TEITBHOCTD M KaUeCTBO KU3HHU OONBHBIX.

3HaueHne GpyHKUMM SHAOTENNA B ANArHOCTUKE reMopparn4yeckoro cCMHapoma y 60ibHbIX nguonaTuyeckom
TpOMGOLIMTONEHNYECKOI Nypnypoli naToreHese ngnonaTnyeckom Tpom6oumnToneHnyeckoi nypnypbl

AspownHa M.C., fasbigkuH W.J1., KypTtos A.B.
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Beenenue. Mnuonaruueckas TpoMOOLUTONICHUYECKas IIyp-
nypa (UTII) — 310 npuoOpeTeHHOe UMMYHHO-OIOCPEI0BaHHOE
3a001eBaHNe, XapaKTepU3yolIeecs H30JMPOBAHHBIM YMEHbIIIC-
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HHUEM YKClia TPOMOOIIMTOB MPH OTCYTCTBUH JIPYTUX MPUYHH JUIS
BO3HUKHOBEHHs TpoMOoruToneHnu. B ocHoBe jpaHHOrO 3abose-
BaHMs JICKUT MOBBIMIEHHOE pa3pyLIeHIe TPOMOOIUTOB KJICTKaMH





