OT3bIB
Ha aBropedepar amccepraumn Kopcakosoii Hataasn EsrenbeBunl Ha Temy
«OcobennocTH npoTPOMGOTHYECKNX H3MEHEHHil B cHCTeMe remMocrasa npH Ph-meraTuBmbix
MHEJIONPOIH(EPATHBHLIX HOBOOOPA30BAHMSAX», NPEICTABJEHHON HA COHCKAHHE Y4eHoi

CTeNeHH KaHIu1aTa OMOJOrHYecKHX HayK mo crneumasibHoctn 14.01.21 — remarosorus u
nepeJiMBaHHe KPOBH.

Ph-neratusubie Muenonposmdeparusubie  HoBooGpazosanust (MITH), B Tom umcre
3CCEHUMANbHAS TPOMOOLMTEMHs, MCTHHHAs NOJMIMTEMHS M TNEpBUYHBIH  MHeno(udpos,
ACCOIMHUPOBAHBI € TIOBBIIEHHOW 4acTOTOM TpoMOOTHYeckHX ocnoxHeHui. IIpumeneHue
pa3pabOTaHHBIX NPOTHOCTHYECKUX IIKAJ PHCKA Pa3sBHTHA TPOMOO30B, YUHMTBHIBAIOIIMX BO3pacT
NalMeHTa, HaJIMYue TpoMOoTHUecKoro aHamMHe3a U Myrtanuun JAK2V617F, cepaeyHo-cocyAHCThIE
(axTops! pucka, najieko He BCeraa AaéT BO3MOXKHOCTb BBISBHTH MPOTPOMOOTHYECKHE COCTOSHHUS H
NPEINPHHATL COOTBETCTBYIOIIME MpOQMIAKTHYECKHE Mepbl. B TO ke Bpems [0 JIaHHBIM
JMTEpaTyphl B HACTOSIIEE BPEMsI HET €JIMHOr0 MHEHUS 00 M3MEHEHHsIX, KOTOphIE€ MpeTepreBacT
CHCTEMa reMOCTa3a IPH YKa3aHHBIX MAaTOJIOTUSX, PE3yIbTaTbl MCCIEJOBaHMI HEOJHO3HAYHBI U
POTHBOPEUMBLL. BCE BBILIEN3II0KEHHOE 00YC/IaBIMBAET AKTYaIbHOCTh MPEJCTaBICHHOH paboThl.,
LEJIBI0 KOTOPOH SBISUIOCH BbISBJIEHHE OCOOEHHOCTEH, XapaKTepH3yIOUIMX MPOTPOMOOTHYECKYIO
HAIPaBJIEHHOCTh CHCTEMBI reMocTasa y nauueHToB ¢ Ph-ueratupabivu MITH.

B uccieoBaHMM IPOBENEHA KOMIUIEKCHAs OLEHKAa CHCTeMbI remoctasa y GosbHbix Ph-
meratiBHbIME MITH, B TOM umcie aHamu3 ocoGEHHOCTEH IUIa3MEHHOTO 3BeHa, QyHKUHOHAILHON
aKTHBHOCTH TPOMOOLIMTOB M COCTOSIHHS OSHIOTENWs, Kak B obmell rpynne o6cie10BaHHBIX
MALMEHTOB, TAK U B OTAEILHAIX HO30J0TUsX. [IpoTpoMbOTHYECKHE U3MEHEHHSI [1a3MEHHOT0 3BEHA
remMoctaza mnanueHToB ¢ Ph-meratmBapiMu MIIH Brmovand nNOBbIIEHHE KOHUCHTpALMH
dubpunorena u axrusHocTH ¢akropa VIII, a Take cHmkKeHHE dPDEKTHBHOCTH ECTECTBEHHBIX
AHTHKOAryJIsHTOB cucTeMbl mpoTenHa C. YKa3aHHble OTKJIOHCHHS NPUBOJMIM K HapyUICHHIO
reMOCTATHYECKOTO OanaHca. Y GOJBHBIX 3CCCHIMAIbHONH TpoMOOLMTEMHEH W HCTHHHOH
[OJIHIATEMHEE]], He TOTyYaBIIMX JIEYeHHs], BBICOKAs (QYHKLIMOHATbHAS AKTUBHOCTH TPOMOOLMTOB
MOJTBEpKATACh POCTOM [ApaMeTpoB WHAYUMPOBAHHOHN arperalid. ABTOPOM yCTAaHOBIEHO, 4TO
s nauuentoB ¢ Ph-weratusubivua MITH  xapakTepHo pasBHTHE AHCOYHKIMH OHIOTEIMS,
NposBIsBIIEHCS — HApyIIEHHEM —eMOCTATHYECKOH Ba30MOTOPHOH  QyHKIMH, 0 uéM
CBHZETENbCTBOBAJIO  yBeNMueHne cojepikanus —akropa Buuiebpanaa u  pacTBOPUMOro
TpoMGOMO/Iy/IMHa, a TakKe CHHKCHHE HHICKCA peakTHBHOW rumepemun Hiwke 1,67. Boissiena
B3aMMOCBA3b MUCOYHKIMM OSHAOTENHS C TMIEPKOATYIALUHOHHBIMA H3MEHCHHSMHU IUIA3MEHHOIO
3BeHA [eMOCTa3a, HA OCHOBAHMM YEro JEAcTCs BBIBOJ O MPSIMOH BOBICUEHHOCTH HAPyUICHHH
(yHKIMOHATLHOH aKTMUBHOCTH JHJOTE/IHS B Pa3BHUTHE NpoTPOMOOTHYECKOro cocTosHust mpu Ph-
HEraTHBHBIX  MHENONpPONH(pEPATHBHEIX ~ HOBOOOPA30BaHHSIX. JluccepranToM  0OHApyKEHO
ycyrybienue IpH3HAKOB SHIOTEIMATHHON IUCOYHKIHH M MPOKOAryJISHTHBIX ~H3MEHCHHH
[JIa3MEHHOrO 3BeHa reMocTasa y 00¢/e/J0BaHHBIX MAMEHTOB MPH HATAIHH TpoMOO030B B aHAMHE3E,
a TaKoKe Ha (hOHE Tepanuu WHTOPEAYKTUBHBIMA H TApreTHHIMH npenapatamu. Hanuuue u ajuienpHas

narpy3ka mytaunu JAK2 V617F y GosbHbIX Ph-neratusubsivu MITH Obuin cBsi3aHbl CO CHUIKEHHEM

AKTUBHOCTH aHTl/ITpOM6HHa A eCTECTBEHHBIX aHTHUKOAI'YJISHTOB CUCTEMBI NpoTeHHA C. HPCIU]O)KCH



pacyeTHbII MOKa3aTelb HHAEKCA KOAryJISLUH, MO3BOJISIOLIHIT OCYIIECTBHTD repCOHATN3HPOBAHHBIH
MOJXOX K OLEHKE CTENeHH HapylleHHs reMocTaThyeckoro Gananca y GosbHbx Ph-HerarnBHBIMH
MHUeJIonpoMpepaTHBHBIME HOBOOOpa30BaHMSAMH, UYTO OMpEIENSeT KaK Hay4dHylO HOBH3HY, TaK H
MPAKTHYCCKYIO 3HAYUMOCTDb pa60T1>1
Ha oCHOBaHMHM MOIYYEHHBIX pE3YJHTATOB C/ejaHbl OOOCHOBAHHBIC —BLIBOAbI H
chopMy/IHpOBaHbl  MpaKTHYecKHe pekomenpauuu. Jlig  BBIABJICHHS pOTPOMOOTHYECKO#H
HaMpaBJICHHOCTH IJIA3MEHHOTO 3BEHA reMocraza y 0O0JIBHBIX Ph-HeratuBHbIMH
MueNnonpondepaTHBHBIMH ~ HOBOOOpA30BaHMSIMH ~ aBTOp  PEKOMEHAYeT MNpUMEHATH  HMHIACKC
KOAryJisiK, pacCUHTHIBAEMBIH 110 apaMeTpaM TecTa renepanuu Tpombuna. Takxke 1esnecoodpasHo
omnpe/elieHne ypoBHs paktopa BuiieOpanja B na3smMe KpOBH I OLCHKH CTENEHH BbIPAKEHHOCTH
SHAOTENHAIBHON JuCOYHKIMH Yy mnaimeHToB ¢ Ph-HeratuBHBIMA MHUeIonpoH(pepaTHBHBIMH
HOBOOOPA30BAHHSAMH.
B HEJI0M, pa60ra BBIMTOJIHEHA HA BBICOKOM Hay‘{HO-HCCHCIIOBaTCHbCKOM ypOBHC. ABT()pC(t)CpaI

HAMUCAH IPAMOTHBIM JIMTEPATYPHBIM SA3BIKOM, JIETKO YMTAETC W HE BbI3bIBACT NPHHLHIAATBEHBIX

3amMeyannii. Marepuan aBTopedepara oTpakaeT Bce dTarbl npojenanHoii padoTel. OCHOBHBIC

pe3yJIbTaThl IOCTOBEPHBI, OIYYEHBI C TPUMEHEHHEM COBPEMEHHBIX METO/I0B HCCIIE/IOBAHHS.
3AKVIIOYEHHE

Jluccepranmonnas  paGota  Kopcakosoii ~ Haramsnm — EprembeBubl  «OcoOeHHOCTH
NPOTPOMOOTHYECKHX H3MCHEHHUH B CcHCTeMe  reMocrasa  IIpH Ph-HeraTuBHbBIX
MHEJIONpOH(epaTHBHBIX HOBOOGPA30BAHHSX» SIBJISICTCS 3aKOHUCHHOH Hay4HOH paboToi.

ITo cBoel aKTyaJIbHOCTH, HAYYHOH HOBH3HE H MPAKTHYECKOH 3HAYHMOCTH, JIOCTOBEPHOCTH
[OTyHYEHHBIX Pe3yIbTaTOB AMCCEPTALMOHHAs paboTa MOJIHOCTBIO COOTBETCTBYET TpeOOBaHUAM I1. 9
«ITonokeHUs: O MOPAIAKE MPHCYXK/ICHUS YYEHBIX CTeneHei», yTBepxkaeHHbIM [locTanoBieHHEM
IMpaButensctea PO Ne 842 or 24.09.2013 (B pemakuuu [loctanosienus IlpaBuresnbcTsa oT
01.10.2018, ¢ usm. Ne 1168 ot 26.05.2020), npeapsBaseMbIM K AHCCEPTALMsIM Ha COMCKaHHE
CTEeneHH KaHauaaTta OWoJjormyeckux Hayk, a eé asrop KopcakoBa Harambs EsrenbeBna
3aCITy KMBAET MPUCYK/ICHHUS HCKOMOH CTENEHH KaHauaTa GHONOIHYECKHX HayK 110 CeNHalbHOCTH

14.01.21 — I'emaroJiorusi ¥ nepeauBaHue KPOBH.

3apeyromuii kade(poii M KIMHAKON FOCTUTAIbHOI Tepariy
¢ KypcaMu IOJTMKJIHHAYECKOH Tepanuy U TpaHC(y3HOJIOTHH,
naypeat npemu [TpaButenscTsa PO,
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