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HHOJINMOP®PU3M 'EHOB TPOMBO®UJINN N UX POJIb
B PASBUTHUU PASHBIX ®PEHOTUIIOB 3ABOJIEBAHUS .
N TPOMBOTUYECKHUX OCJIOZKHEHUUA Y BOJIbHBIX TEMO®UJINEN

Tarbana FOpseBua IIOJISIHCKAS, Upuna CepagpumoBna PEBPAJIEBA,
EBrennii EBrenbeBuu KAPIIOB, Hagesxxna Buxkroposua CAJIBIKOBA,
Maromet Cyntanosud CAMIIMEB, I'eopruii Bragumuposny MUIIINWH,
Anexcanap Bukxroposny F'OJJOBOKOB, Imutpuii FOpsesuu IETPOBCKHM,
Anacracus Asekcanaposua KOPOJIEBA, I'ennaguii Maptunosuu FAJICTSIH,
Anapeii bopucopuu CYJAPUKOB, Baagumup FOpsesnu 30PEHKO

Hayuonanouviti meouyurcxuil ucciedosamenvckuil yewmp cemamono2uu Munzopasa Poccuu
125167, 2. Mocxasa, Hoeuvuii 3vikosckuii npoeso, 4

eab — uccnenoBarh y OOMBHBIX reMO(HINEH HaTU4IUe TeHETHIECKUX MapKepOB TPOMOO(IINHU, KOTOPbIE MOTYT I1O-
BJIMSITH Ha TeUeHHE 3a00J1eBaHMs M CIIOCOOCTBOBATh TPOMOOTHUYECKHM OCIIOKHEHHsIM. MaTepuasa u MeToasl. B uccie-
JIOBaHME BOILIN 96 GONBHBIX ¢ TshKenor (hopmoii remopmmum: 75 (78,1 %) yenosek — ¢ remodunuet A, 16 (16,7 %) —
¢ remodunueit B, 5 (5,2 %) — ¢ unrudburopuoii popmoii. Cpeanuit BozpacT manueHToB cocraBumi 39,6 roga. Beem
OOJILHBIM MO TIOBOAY TSDKEJIOW TeMO(QMIMYECKOW apTpOIaTHH BBHIOJHEHO OIEPaTHMBHOE BMEMIATEIBCTBO B 0ObeMme
SHJIONIPOTE3NPOBAHMSI KOJICHHOTO MJIM Ta300€pEeHHOr0 CyCcTaBa, a TAaK)Ke MCCIIEI0BAaHNE HA HAJTWYHE ITOJMMOpQhH3Ma
reHoB TpomOominu. Pe3yabraThl. Y 93 00bHBIX IPUCYTCTBOBAIA JINOO IrETEPO3UTOTHAS, THOO TOMO3UTOTHAS (PopMa
nonamopdusma Mapkepos Tpombodumu. Y 15 (15,6 %) nauneHToB BBISIBICH MOIMMOP(HU3M OJJHOTO U3 MapKEpOB, y
78 (81,3 %) — coueTaHNEe HECKOIBKUX MapKepoB. Y MAIMEHTOB ¢ reModmineil B roMo3nroTHele MyTaluu B TeHE Me-
tunerrerparuapodonarpenykrazst MTHFR (A1298C u C677T) BecTpeuanuch Oosiee ueM B 2 pasza daile, 9YeM y JIUIL C
remouimeii A. Yacrtora BcTpedaemocTy noauMopdusma reHoB dakropa V (G1691A), MTHFR (C677T) u uarnduropa
aKTHBAIMH TIa3MUHOTEHA IIEPBOTO THIA B HCCIIEyeMOi rpyrie OoibHBIX reModuineil Bbimie, 4eM B 00mel poccuii-
CKOH MONyJsiyy. 3aKaoueHne. BeisiBIeHHas BEICOKast 4acTOTa IIOIUMOP(PHU3MOB I'€HOB TPOMOO(DHINY M UX COYEeTaHUE
B MCCJICZIOBAHHOM TPYIIIe OOJbHBIX TeMOQHINEH MOTYT OKa3bIBaTh BIMSHUE HA KIMHUYECKOE TeUCHUE 3a00IeBaHms U
MIPUBOANTH K TPOMOOTHIECKNM OCIIOKHEHHSM.
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I'emodunmst — peaxoe BpOXKAESHHOE, CLEIUIEHHOE
¢ X-xpoMocoMoOH 3a00JIeBaHUE, XapaKTepU3YIOIIe-
ecsl TOBBIIICHHOW KPOBOTOYMBOCTBIO, BBI3BAHHOU
nedummrom dakropa VIII (remodmmms A) wmn dax-
topa IX (remodunust B). Cnennduueckoii ocodeH-
HOCTBIO TeMo(HINU SBISAETCS TOPaXXEHUE OMOPHO-
JBUraTeIbHOIO amnapara BCJIEACTBUE IOBTOPHBIX
remopparuii [1]. UTHTEHCUBHOCTH M 4acTOTa reMop-
paruueckoro CHHApoMa y OOJIbHBIX C OAHOM M TOM ke
(dhopMoit TeMopUINH YacTo BapbupyIoT. [lo HacTos-
HIEr0 BPEMEHU HET yOeTUTEIbHBIX JaHHBIX, O0BsC-
HSIOIIMX Pa3sHOe KIMHUYECKOE TeUCHUE NPH OIHOU
U TOM ke Tsokectd remopuinn. Y 44 % manueHToB
¢ TspKenoi Gopmoii 3a001eBaHMsI TIEPBBIC AIHU30/IbI
KPOBOTEUEHHH MPOUCXOIAT HA IIEPBOM IOy JKU3HH,
B TO BpPeMs KaK y OCTaJILHBIX KPOBOTEUCHHSI BO3HU-
KaroT nocie roaa u ao 4 ner [16, 18]. B nureparype
HMEIOTCS CBEACHUs, 4To y 45 % O0onbHBIX reModu-
JMel ¢ OJIMHAKOBBIM MCXOJHBIM YPOBHEM aKTHBHO-
ctu ¢axropa VIII gactora BHYyTpHCYCTaBHBIX KpO-
BOM3JIMAHUHN B 2 pa3a pexe, 4eM y OCTaJIbHBIX 55 %
nanuenToB [17]. ®dpaniy3ckue ydeHble MPUBOIAT
JaHHBIE, YTO Y 9 % MOJIOIBIX B3POCIIBIX MALUEHTOB C
TsDKEeNoH (HopMOoi TeMO(IITHN, KOTOPBIM ITPOBOIUTCS
reMOCTaTH4YeCcKasi Tepanusi TOIBKO M0 TpeOOBaHUIO,
He OBIJIO0 KaKUX-JIM0O0 BHYTPUCYCTaBHBIX KPOBOTEUE-
Huil [14]. Ha denorun 3aboneBaHusi MOXKET BIUSATH
HaJIMYME TCHETHYECKUX (aKTOpOB TPOMOOpMINH,
CHUXAasl YaCTOTY CIIOHTAaHHBIX KpoBOTeueHui |8, 10,
13, 15].

B HacTosiiee Bpemst MpOAOIKUTENBHOCTD JKU3-
HHU OOJIBHBIX reMo(duiInel MPaKTHYECKU HE OTINYa-
€TCsl OT TaKOBOW B 00Iel momynsuuu [9]. YV manu-
€HTOB TMOSIBUIIMCH COIyTCTBYIOIIME 3a00JIeBaHus,
KOTOpBIE CaMH 10 cebe MOTYT BBI3BaTh TPOMOOTH-
YECKHEe OCIOKHEHUS (arepocKiiepo3, THIePTOHNYE-
ckasi 00JIe3Hb, ayTOMMMYHHBIE 3a00JIeBaHus, 3710Ka-
YeCTBEHHBIC HOBOOOPA30BaAHMSI, CaXapHBIA THa0CT U
JIpyTHE), a Ipy HaTMYuH (HAKTOPOB TPOMOOPHIUH
PHCKH TPOMOO30B 3HAYUTEIBHO BO3PACTaioOT. boib-
HbIM TreMo(mIneil B HACTOSIIEE BPEMsI MPOBOIST
Tr00ble XUPYpPruuecKrue BMENIaTeNbCTBa, B TOM YHC-
Jie ¥ OOJIbILINE OPTONIEANYECKHE, TAKUE KaK SHIOIPO-
TE3WpPOBAaHNE CYCTAaBOB, KOTOPHIE MOBBIIIAIOT PUCK
pasButHa TpoM0030B. CooOIIeHHsI 0 BO3HUKHOBE-
HUU TPOMOO30B y OOIBHBIX TeMO(DHITNEH MOSIBIISIOT-
cs Bee vame [2, 11, 12].

MATEPMAII 1 METO/IbI

B mpocnextuBHOE wuccienoBaHue Bonuio 96
OONBHBIX C TsDKETIoM (popMol TeMODHITHH, KOTOPBIC
HAXOJIMJIUCh HA CTAIlMOHAPHOM JICUCHUU B OTICIIC-
HUU PEKOHCTPYKTHBHO-BOCCTAHOBUTEIHLHOW OPTO-
meaun Uil 00NMbHBIX TeModumueit HammonamsHOTO
MEJIMIIMHCKOTO KCCIIeIOBATEIbCKOTO IIEHTpa TreMa-
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Tosoruu. Beem manuenTaM 1o nosoay reMoQuiye-
CKOH apTpOoIaTHH BBITIOJIHEHO OIIePaTHBHOE BMellla-
TEJILCTBO B 00BEME IHIONPOTE3UPOBAHMSI KOJIEHHOTO
WM Ta300eIpeHHOoTo cycTaBa. 13 96 marueHToB y 75
(78,1 %) 6puta TeModumust A, y 16 (16,7 %) — re-
mopwmust B uy 5 (5,2 %) — uaruburopnast popma
remodwimun. IlanimeHTH OBUTH B BO3pacTe OT 23 1o
68 nert, cpennuii Bo3pact 39,6 roga. Bcem 0onbHBIM
MPOBOAMIOCH  CTaHAAPTHOE MPEAONEPALMOHHOE
71a00paTOPHO-UHCTPYMEHTAIBHOE  HCCIICIOBAHUE,
npuHsAToe B HannoHaabHOM MEIMIIMHCKOM HCCIie-
JIOBaTEIIbCKOM IieHTpe rematonorun. Oopasier JJHK
KPOBH IAIMEHTOB C IOMOUIbIO MYJIBTUILICKCHOM
amnenb-crienuduueckoii [T1P B pexxume peaabHOTO
Bpemenu (AC-IILP-PB) [5] Obutn mpoTecTUpoBaHbI
Ha HAJMYME CIEAYIONIMX TeHETUYECKUX MapKepOB
TpomOodumu: nomumoppuzmel G1691A B rene
F5 (ren ¢akropa cepreBanus V, FV), G20210A u
T165M B rene F2 (ten ¢aktopa ceepreiBanms 11, FII),
C677T u A1298C B rene MTHFR (TeH METHJICHTET-
paruapodonarpenykrassl), 4G/5G B reHe HHTHOUTO-
pa akTMBalMK TUIa3MUHOTeHa nepsoro tumna (PAI-1).

PE3YJIbTATBI

[Momumop¢du3m reHoB TpoMOOGMINY HE ObLT BbI-
siBIieH ToNbko y 3 (3,1 %) u3 96 uccnemyeMpIx maiu-
EHTOB. Y OCTaNBHBIX 93 OONBHBIX MPHUCYTCTBOBAIA
nu00 reTepo3uroTHas, MO0 ToMo3uroTHas (opma
noauMopdusmMa MapkepoB TpomOoduiamu, y 15
(15,6 %) u3 HUX — MoMMOP(HU3M OTHOTO U3 MapKe-
poB, y 78 (81,3 %) — coueranue Heckonbkux. [lomy-
YEHHBIE PE3yNBTaThl MPeICTaBIeHbl B Ta0m. 1. Y 12
(12,5 %) maneHTOB OAHOBPEMEHHO OBLIH T€TEPO3H-
rotasie myTanuu C677T nu A1298C B rene MTHFR.
Cpenn manmentoB ¢ remoduimerr B romosuror-
Hble MyTaluu B reie MTHFR BCTpedanuch B ISTH
(31,25 %) cnyuasx, uto Oonee yem B 2 pasa yarle,
yeM y maruenToB ¢ remoduimei A (11 (14,7 %) ge-
noBek) (cM. Tabmn. 1). JIsa nanuenra (2,08 %) (omun
¢ remMounreit A ¥ o1uH ¢ HHTHOUTOPHOU (HOPMOit)
ObUIN OIHOBPEMEHHO HOCHUTEISIMU I'€TEPO3UTOTHOTO
noiuMopdusma reaoB FV (G1691A) u FII (T165M),
KOTOpbIEe B KOMOMHAIIMM SIBJISIIOTCSI BBICOKMMH (hak-
TOpPaMHU PUCKA PA3BUTHUS TPOMOOTHUECKUX OCIIOKHE-
Huil. Hu y oHOTO 13 OOJIBHBIX HE BBISBIEHO TOMO3H-
TOTHOTO BapuaHTa 1o amento rera FV (G1691A) u
nporpomobuHa FII (G20210A). [TomydeHHbIE TaHHBIC
MBI CPaBHWJIM C JAaHHBIMH TOJUMOP(H3Ma OCHOB-
HBIX TEHOB TPOMOOG WY B 00IIEH POCCUICKOH T0-
ynsiauu [4, 6, 20] (Tabm. 2). B rpynme o0cnenoBan-
HBIX OOJILHBIX TeMO(MINEH YacTOTa BCTPEUaeMOCTH
onuMopdu3Ma TEHOB TPOMOO(HINH, TaKWX Kak
xomupytomux FV (G1691A), MTHFR (C677T) un
PAI-1, HeckonbKO BBIIIE, YeM B OOIIEH POCCUHCKON
MOMYJISILKH.
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Taonuya 1
Pacnpeoenenue 601vbHbIX 8 3a68UCUMOCIU OM HATUYUS 2eHEMUYECKUX MapKepos mpomboguauu, n (%)
Mapxkep I'emodmmms A I'emommms B M?erﬁgg;?&};aﬂ Bcero
FV (G1691A) hom 0 0 0 0
het 5(6,7 %) 1(6,25 %) 1 (20 %) 7 (7,29 %)
MTHER (C677T) hom 5(6,7 %) 3 (18,75 %) 1 (20 %) 9 (9,38 %)
het 29 (38,7 %) 5(31,25 %) 2 (40 %) 36 (37,5 %)
MTHER (A1298C) hom 6 (8 %) 2 (12,5 %) 0 8 (8,33 %)
het 33 (44 %) 531,25 %) 1 (20 %) 39 (40,63 %)
FII (G20210A) hom 0 0 0 0
het 1(1,3 %) 0 0 1(1,04 %)
FII (T165M) hom 6 (8 %) 0 0 6 (6,35 %)
het 20 (26,67 %) 3 (18,75 %) 2 (40 %) 25 (20,04 %)
PAI-1 hom 27 (37,3 %) 6 (37,5 %) 1 (20 %) 34 (35,4 %)
het 35 (46,7 %) 7 (43,75 %) 1 (20 %) 43 (44,79 %)

Tpumeuanue. hom — roMO3HTOTHBIE MyTaIuy, het — reTepo3UroTHBIE My TaIlUH.

Tabnuya 2

Honumopghuszm eenemuueckux mapkepos mpomobopuiuu y 06cie008anHbix 60IbHBIX cemoghuuetl
u 6 oowetl nonynsiyuu Poccuu

Mapxkep B o6meit poccniickoit momyssinuy, % | O6cnenoBannble GonbHbIE reModuimeit, %
FV (G1691A) 3,2-3,5 7,29
FII (G20210A) 1,74 1,04
MTHEFR (C677T) 2942 46,88
PAI-1 50-70 80,2

Heo0xoauMo 0TMETHTb, YTO y OAHOTO MalkeHTa
60 net ¢ Tspkenoit hopmoii remodunu A U reTepo-
3urotHoit myramueit rera MTHFR (C677T) mocue
SHAONPOTE3UPOBAHMSI KOJIEHHOTO CYyCTaBa B paHHEM
MIOCJICONEPAIMOHHOM TIEPHOJE PA3BHICS TPOMOO3
TTOKOJICHHON ¥ TIOBEPXHOCTHON OCIpEHHON BEH.
I'emocratnueckas Tepanus B IOCIEONEPAIIIOHHOM
Mepuosie MPOBOAMIACH B CTAHJAPTHBIX PEKUMaX,
(haxrop ceepreiBanus VIII mognepxuBancs Ha ypoB-
He 90-100 %. ITocne BBIsSIBIEHUS] TPOMOO30B MaIH-
€HTa BEJIM B €CTECTBEHHOW TUITOKOATyJISIINH, CHU3HB
JI03bI BBOJMMOTO Tiperiapara dakropa VIII, B kpoBu
ero coziep)kaHue TOAJIEPKUBAIOCh HA ypoBHE 17—
20 %. Ha 3-u cyTku nociie CHUXEHUS 103 BBOIUMO-
ro Qaxkropa oTMedaics perpecc KIMHUYECKUX IMpo-
SIBICHUH TPOMOO30B, B TeueHHe 7 JAHEH HacTymuiia
IOJIHAs peKaHaIU3alus BeH. MI3BeCTHO Takxke, 4To y
OJIHOTO TarMeHTa 51 roga ¢ ”HruOUTOPHOU Popmoit
reMopUINM ¥ HaJIMYMEM COYETAHHOTO MOJIUMOp-
(dbm3ma MapkepoB TpoMmOodmmmm (rereposurora FV
(G1691A), romozurora MTHFR (C677T) u romo-
surota PAI-1) pa3Buiicst uHapKT MHOKapaa, Koraa
OH HaxomWwicsd IoMa. ['eMOCTaTH4ecKyro Teparuio
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OONIBHON MPOBOAMI MO TPeOOBAHHMIO NpenaparoM
sntakor amb(da aktuBupoBaHHBIN (rFVIla); mocro-
BEPHBIX JTAHHBIX, KOTJIa U B KAKUX J103aX B yCIOBMSIX
JIOMAIIIHET 0 JieueHus OH BBoAWN npenapat rEVIla no
Pa3BUTHS OCTPOro MH(pApPKTa MUOKAPIaA, HET.

OBCYXIEHWE

B coBpeMeHHO# nuTEpaType MIMPOKO 0OCYXkmTa-
eTcs HaJIM4Ke Pa3HbIX (PEHOTHUIIOB OFHOW U TOM XKe
¢dopmbl remopminu. Ilo MHEHHIO OTHHMX aBTOPOB,
HaJINYHE NOTUMOPPHU3MA TCHOB TPOMOO(DUIIUY TIPH-
BOJIUT K CHI)KEHHUIO YaCTOTBI FeMapTpO30B y 0OJb-
HbIX remodummmein [14, 16-18]. OtmedyeHo, 4to y
OOJNIBHBIX ¢ TsDKeNol GopMoit reModuIuy MepBbIi
reMapTpo3 B JETCKOM BO3pPacTe pa3BUBACTCs 3HAYU-
TEJIBHO TO3KE, YeM Y IAIMEHTOB 0€3 BBIIICYIIOMS-
HYTBIX MapkepoB. OIHAKO AAHHYIO TOYKY 3pEHUS
HE Pa3/eNsAloT UCCIEI0BaTeNN, KOTOPble HE HaIlIN
B3aMMOCBSI3M MEXAYy HaJIM4YMEM HOJIMMOpQU3Ma
TCHOB TPOMOODWINK U KIMHUYECKUX MPOSBICHHUH
y CBOMX OOJBHBIX C TsDKeNOH Gopmoil remoduanu
[7,8,19].
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B mamem wuccnemoBaHWM TPYOHO TPOCIEANTH
B3aMMOCBSI3b MEXy HalM4ueM MapKepoB TPOMOO-
GUIUM W KIMHAYECKOH KapTHHOM, Tak Kak y BCex
MAIAEHTOB OBLUTM TSDKEBIC apTPONaTHH, MOTpebo-
BaBIlIME IMPOBENEHHS SHJONPOTEe3UpoBaHus. boiee
TOr0, BCE OHHM CTajH IMOJy4yaTh 3aMECTHTENIbHYIO
TeMOCTaTHUYECKYI0 TEpaIrvio Tpenaparamu (akTo-
POB CBEpTHIBaHHSI KPOBH TOJBKO BO B3POCIOM CO-
crostnuu. OTCIeauTh, B KAKOM MMEHHO BO3pacTe y
00ciIe10BaHHBIX MTPOU3OIIIIO MTEPBOE KPOBOTEUEHHE,
HE MPEACTaBISIIOCh BOBMOXHBIM. [ TOro 4to0b
OTIPE/ICTUTh B3aMMOCBS3b MEXKIy HAJIHMYUEM IIOJIU-
Mopdu3Ma MapkepoB TPOMOODUIHH U (HEHOTHITAMH
reMoQuINK, HEOOXOIUMO OoJiee JeTaabHOe Hcclie-
JIOBaHWE Ha OOJIBIIIEM KOIMYECTBE ManneHToB. OaHa-
KO oOpamaeT Ha ceOs1 BHUMAaHHUE HAJTHIHE OOJIBIITOTO
KOJIMYECTBA MOJIUMOPPU3MOB FeHOB TPOMOO(DMIINY B
TpyTIe HCCIEeTyEeMbIX MAIMEHTOB, a TAK)KE COoYeTa-
HUE MYTalMi 10 HECKOJIBKUM aJlIeNIsiM, YTO MOXKET
3HAUUTEIBHO YCYTIyOuIsTh TPOMOOTreHHOCTh. B co-
BPEMEHHOI JHTEepaType BCe Yallle MOSBISIOTCS CO-
OOIIEHMsI O Pa3BUTHH BEHO3HBIX TPOMOO30B y 00ITb-
HBIX TeMO(QWINEH, OMHUM M3 MpeApacoiararoiux
(haKTOPOB KOTOPBIX SABISETCS MOTUMOP(HU3M TE€HOB
tpomOopuianu [2, 11, 12]. VIHTEpecHO OTMETHTB,
YTO YacTOTa BCTPEYAEMOCTH IMOJIMMOpP(H3Ma IeHOB,
komupyromux FV (G1691A), MTHFR (C677T) u
PAI-1, B uccieayemoii rpyrmre OOJBHBIX TeMOGHITU-
el BhIIIIe, YeM B O0IIEH POCCUNCKON MTOMYIISIINHT, YTO
COTJIacyeTcsl ¢ JaHHBIMU aHaJOTHYHOTO HCCIIE0Ba-
HUSI, TPOBEJICHHOTO B ANITaliCKOM Kpae Ha MEHbIIEM
KoJruecTBe narueHToB [3]. bonee Toro, y obcieno-
BaHHBIX HaMH TIAIIMEHTOB ¢ remModwinei B gacto-
Ta BCTPEYAEMOCTH TOMO3HMIOTHOTO MOTMMOp(hU3Ma
MTHFR (C677T) Gonee uem B 2 pasa BbIIIE, YeM
npu remodmwmmu A. Takum oOpa3oM, y TaIUEHTOB
¢ reModunreld B puck pazBUTHS TPOMOOTHUYECKUX
OCJIO)KHEHHH MPU XUPYPrUYECKUX BMEIIATEeIbCTBAX,
HAJIMYUH COMYTCTBYIONIUX 3a00JIeBaHII W KpUTHYE-
CKUX COCTOSTHMSIX BbIIe, 4eM rpu remoduinu A. He
CTOUT 3a0BIBaTh, 9TO M y OOJNBHBIX C MHTHOUTOPHOMN
dhopMoit reMoprIINK HATUIHE TTOTUMOP(HBIX TCHOB
TpoMOOHINK MOXKET IPUBECTH K TPOMOOTHYECKUM
OCJIO)KHEHHSIM, OCOOCHHO TpHU TPUMEHEHHU OOIlb-
HIMX JI03 TPENaparoB ¢ MIYHTUPYIOIIUMH MEXaHH3-
MaMU JICUCTBHUS.

JlaHHbBIE 0 pa3BUBMIMXCS TPOMOO3€ W UH(pApPKTE
MHOKap/a y TAIMeHTOB C TshKenod (popmoil remo-
¢unun U ¢ UHruOUTOPHOH (HOPMOIT CBUACTENBCTBY-
IOT O TOM, YTO TPU HATUYWAW TOTHMOpP(H3Ma TEeHOB
TpOoMOO(HIHY 1 TPOBOIUPYIONIHNX (PAKTOPOB, TAKKX
KaK XUPYprHYECKHE BMEIATeIbCTBA, WHTEHCHBHAS
reMocTaTHYecKas Teparvs U COMyTCTBYIONNE 3a00-
neBaHus, y OONBHBIX TeMO(DWINel BO3pacTaeT prucK
PasBUTHS TPOMOOTHYECCHX OCJIOKHEHUH.
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3AK/IIOYEHME

BrisiBneHa BBICOKas YacToTa BCTPEYaEMOCTH
rmommMopdu3Ma TeHOB TPOMOOGUINN U COUCTaHHUE
HECKOJIbKUX MapKepoB TpoMOO(miInu y OOJIBHBIX
reMouiIMel, 4TO MOXET OKa3blBaThb BIHMSIHUE Ha
KIIMHUYECKOE TeueHne 3a00JIeBaHus U MIPUBOIUTH K
TPOMOOTHYECKUM OCIOKHEHHUSIM.

KOH®JIUKT NHTEPECOB

ABTOpPBI JIEKJIAPUPYIOT OTCYTCTBHE KOH(IUKTA
HWHTEPECOB, CBSA3aHHBIX C MyONHMKalMeH HACTOsIICH
CTaTbH.

NCTOYHUK PMTHAHCUPOBAHUA

UccnenoBanue, MaHHBIE KOTOPOTO U3TIOKEHBI
B CTaThe, BBHIIIOJHEHO B paMKaX OKa3aHUS BHICOKOU
TEXHOJOTUIHON TTOMOIIH OOIBHBIM TeMO(HITHEH.
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POLYMORPHISM OF THROMBOPHILIA GENES AND THEIR ROLE
IN DEVELOPMENT OF DIFFERENT DISEASE PHENOTYPES
AND THROMBOTIC COMPLICATIONS IN HEMOPHILIA PATIENTS

Tatyana Yuryevna POLYANSKAYA, Irina Serafimovna FEVRALEVA,
Evgeniy Evgenyevich KARPOYV, Nadezhda Viktorovna SADYKOVA,
Magomet Sultanovich SAMPIEYV, Georgiy Vladimirovich MISHIN,

Aleksandr Viktorovich GOLOBOKOY, Dmitriy Yuryevich PETROVSKIY,
Anastasiya Aleksandrovna KOROLEVA, Gennadiy Martinovich GALSTYAN,
Andrey Borisovich SUDARIKOY, Vladimir Yuryevich ZORENKO

National Research Center for Hematology of Minzdrav of Russia
125167, Moscow, Novyy Zykovsky dr., 4

Objective was to study genetic markers of thrombophilia in patients with hemophilia, which can affect the course of
the disease and contribute to thrombotic complications. Material and methods. The study included 96 patients with
severe hemophilia: 75 (78.1 %) — hemophilia A, 16 (16.7 %) — hemophilia B, 5 (5.2 %) — hemophilia with inhibitor
form. All patients were with severe hemophilic arthropathyand and underwent knee or hip replacement. The average
age of patients was 39.6 years. All patients were examined for markers of thrombophilia. Results. Ninety three patients
had either a heterozygous or homozygous form of thrombophilia marker polymorphism. One of thrombophilia markers
was present in 15 (15.6 %) patients and in 78 (81.3 %) there was a combination of several markers. In patients with
hemophilia B homozygous mutations in the MTHFR gene (A1298C and C677T) were more than 2 times more frequent
than in patients with hemophilia A. Conclusion. The frequency of occurrence of polymorphism of FV (G1691A),
MTHFR (C677T) and PAI-1 in the studied group of patients with hemophilia is higher than in the general Russian
population.

Key words: hemophilia, hemophilia phenotypes, thrombophilia gene polymorphism.
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