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NCCIEAJOBAHUME CIIEHU®UKHU 3ABOJIEBAEMOCTHU TAIIUEHTOB
C HACJIEJECTBEHHOM TPOMBO®UJINENA (MYTAIIAA TEHA ®AKTOPA II)

Beeoenue

B nocnennee necstunetve npucTanibHOE BHUMAHUE YUYEHBIX M KIMHUIMCTOB OOpaIIeHo
K mpoOsiemMe HacyieacTBeHHON TpomOodumuu. Ecinm 10 HemaBHEro BpeMeHU HaCJeACTBEHHAs
TpoMOOdUINs paccMaTpuBagach Kak (akTop pUCKa Pa3BUTHS MPEIKIAMIICUU, XPOHUUECKON
(eToraneHTapHOM HEI0CTAaTOUHOCTH, MPUBBIYHOIO HEBBIHAIIMBAHUS, TO B HACTOSIIMA MO-
MEHT YOeTUTEIbHBIX JaHHBIX O HAJIMYUH TaKOH CBSI3U IO pe3yibTraTaM MeTa-aHaln3a He IoJTyde-
Ho. HacnenctBenHast TpoMO0O( NS paccMaTpUBaeTCs ¢ TOUKH 3pEHUS IPEAPACTIONOKEHHOCTH
K Tpom0O03y, BCIEACTBHE T'€HETHYECKUX /e(EeKTOB CBEpTHIBAIOLIEH WM MPOTHBOCBEPTHIBA-
fo1ei cuctemsl KpoBu [1, 2]. B 3aBHCMMOCTH OT CTENEHU PUCKa, COTNIACHO Kilaccu(uKaIuu
American College of Obstetricians and Gynecologists (2013), BeinemnsitoT TpoMOO(GUINN BBICO-
KOTO M HU3KOTO pHcka. [lanHas knaccudukanus npuseneHa B Tadmuie 1.

Tabnmuma 1 — Knaccudukanus nacneactBeHHbIX TpoMmOodumii cormacHo American College
of Obstetricians and Gynecologists (2013)

Huskuit puck Bricokuit puck
Myranust reHa dakropa V (myranus Jlelinen), Jedurur anturpomobuna 11 (cHIKeHNe aKTHBHOCTH
reTepo3UroTHas 1o ypoBHs MeHee 60%)
MyTanust reHa mpoTpoMOHHA, TeTePO3UTOTHAS JIBoitHast reTepo3UroTHasi MyTalMs TeHa IPOTPOMONHA

u (axropa V (mytanus Jleiinen)

Hedurur nporenna C (CHIWKEHHUE aKTUBHOCTH J10 MyrTanwust rena akropa V (myrauus Jleinen),
ypoBHs menee 50%) TOMO3UIOTHAs

Hedumnur nporenHa S (cHmKeHHe akTUBHOCTHU Bo II | MyTarus rera mpoTpoMOnHa, TOMO3UTOTHAS
u III TprmecTpe GepeMeHHOCTH 10 YPOBHS MEHee
30 1 24% COOTBETCTBEHHO)

[Tporpom6un (daxtop Il cBeprhiBanus, F2) sBusercs npeaimiecTBEHHUKOM TpoMOuHaA —
BEILIECTBA, 3aBEPILIAIONICTO KOATYISIIMOHHBIN KacKaj, TPHBOJISIIETO K 00pa30BaHHUIO TPOMOA.
Hocurenu myranuu B reHe, KOJUPYIOIIEM €ro, MMEIOT NOBBIIICHHBIH yPOBEHb MPOTPOMOMHA
B IUTa3Me KPOBH, YTO YBEJIMYMBAET PHCK BOSHUKHOBEHHS TPOMOO30B HE TOJIBKO B MEpUQEpH-
YEeCKHX BEHaX M BEHAX IOJIOBHOTO MO3Ta, HO U B apTEpUsX C pa3BUTHEM HH(}ApKTa MHOKapAa
Y HapyIICHWH MO3TOBOTO KPOBOTEYECHUS, 0COOCHHO B MOJIOZIOM Bo3pacTe [3, 4].

Henw

OneHKa KITMHUYECKUX U JIAOOPATOPHBIX IAHHBIX Y MAIIMEHTOB C HACIIEACTBEHHOW TPOMOO-
(dbunueit, oOycmoBieHHOM MyTanuen reHa nporpomouna G202010A.

Mamepuan u memoowl ucciedo8anus

B npouecce nccnenoBanus ObUT MPOBEAEH PETPOCTIEKTUBHBIN aHAIN3 MEIULIUHCKUX KapT
40 nmauueHToB ¢ MyTanueil rena nporpomOuHa (paxrop Il ceepreiBanus, F2), HaxonuBmmxcs
Ha JHCIaHCEepHOM yueTe B PecryOnukaHCKOM HAayyHO-MIPAKTHUECKOM LIEHTPE pajualliOHHON
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MEIUIIMHEI 1 dKojiorun 4enoBeka ¢ 2017 roga mo 2023 roga. UccnexyeMbie manueHThl ObLTH
B Bo3pacte 24—82 yieT, My»X4HHbI — 4 MMallUeHTA, )KEHIIUHBI — 36 MalMEeHTOB; CPEIHUI BO3PACT
MAIUEHTOB: MY>KUYUHBI — 25 J1eT, )keHInH — 40 eT. OCHOBaHUSMU TSI HAITPaBJICHUS B3POCIBIX
MallMEHTOB Ha MOJIEKYJISIPHO-TEHETUYECKOE MCCIIETOBAHUE CITYKWIIN: IIPUBBIYHOE HEBBIHAIIIN-
BaHuEe OepeMEHHOCTH; OECIUIOANE HESICHOTO IeHe3a; CIIOHTAHHBIE, PEUMYIIIECTBEHHO BEHO3-
HbIE, TPOMOO3bI Pa3IMYHON JOKaIU3allH, TIOBTOPHbIE HApPYLIEHHs] MO3rOBOT0 KpoBooOpaiiie-
Hus (HMK) no nmemuueckomy tumy y aun B Bo3pacte 10 50 sieT. Bcem nmanneHTaM BbINOJIHEH
MOJICKYJISIPHO-TEHETHUECKUI aHAIN3 TeHOB CUCTEMBI TeMocTas3a u (onmarHoro nukia: F2 20210
G>A; F5 1691 G>A (myrauus Jlelinena); F7 10976 G>A; F13 103G>T; FGB-455 G>A;
ITGA2 807 C>T; ITGB3 1565 T>C; PAI-1 -675 5G>4G; MTHFR 1298 A>C; MTR 2756 A>G;
MTRR 66A>G. UccnenoBanue npoBoauiaock Ha TecT-cucteme «JHK-texnomnorusy (P®) mo-
cpenctBoM Real-Time PCR B ammingukarope DTprime SM1. Ananu3 u craructudeckasi 00-
paboTka ObuH npoBeneHsl B mporpamme Microsoft Office Excel 2013.

Pe3ynomamul uccnedoeanus u ux oocyycoenue

V nopasnsomiero yncia nanueHToB (35 yenosek, 92,5%) auarHocTupoBasics reTepos3u-
TOTHBIA BapUaHT MyTaIllH TeHa MPOTPOMOMHA, 3 MAI[eHTa — TOMO3UTOTHBIM BapUaHT MYTaI[lH
reHa nporpomobuna (7,5%), 2 mauueHTa — JBOWHAs reTEPO3UTOTHAS MyTaIs T€HA MPOTPOM-
ouna u pakropa V (Mytarus JlelineH). MI3BeCTHO, 4TO TOMO3UTOTHBIN BapHaHT MyTaIllK TeHA
npoTpoMOUHa, TaKXKe, Kak U JBoitHas retepo3urora 1o FV u FII otHocsATCS K HacneACTBEHHBIM
TPOMOOHIUAM C BEICOKUM (PAaKTOPOM TPOMOOTEHHOTO PHCKA.

B namen HaOmoneHun npeoOagany KEHIIMHBI B cOOTHOIIeHnu 9:1. Yamie Bcero Tpom-
003bI HAOMIOANMKNCH Y MYX4YUH B Bo3pacte 15-20 ser, y xeHmmH — B Bo3pacte 3540 mer.
OOmrast yacToTa pa3BUTUS TPOMOOIMOOTHMUECKUX OCIONKHEHUH: TPOMOO3 CHHYCOB TOJIOBHO-
ro mosra — 2, ¢puedoTpomM0603 HMKHUX KoHedHOCTeH — 4, TOJIA — 6. Ciemyer OTMETUTh, YTO
y 6 MaIMeHTOB NapayIeIbHO TMarHocTUpoBaH aHTudochomunuaabii cuaapoM (ADPC), To ecTb —
npuoOpeTeHHas UMMYyHHasi TpomOodums. 3apeructpuponan | ciaydait passuruss OHMK. O6-
11asi 4acToTa mopaxkeHui cocraBmia 19 ciyqaen (45%). Y ocranbHbIX MaueHToB (21 yenosex,
55%) 3aboneBanue MpoTekano 6e3 TpoMOOoIMOOIHUECKHX OCIoKHEeHHH. Kpome Toro, oTHO-
CHUTEJIHbHO BBICOK IPOIICHT MOCTYNHMBIIUX MAIMEHTOB HA ()OHE MPOTEKAIOIIEH OEpEMEHHOCTH.
O011ee KOIMUeCTBO MAMEHTOB cocTaBuio 17 yenosek (47,5%), u3 uux y 10 (58,8%) nauuen-
TOK, C Y4ETOM OKa3aHHOW TEpaIuu, POJIbI MPOILUIM B HOPME; HEBBIHAIIMBAHUE OEPEMEHHOCTH
(TpenMyIIecTBeHHO Ha PaHHKX CpoKax, 0 10 Hexenn) HaOI0aIoch y 2 MAMEeHTOK, TPH ATOM
JMArHO3 HACJICACTBEHHON TpOMOO(GMIMK OBLIT BRICTABJICH MTO3/IHEE; Y OJHOM U3 MAIMEHTOK Ha-
0J1r0/1aJICs OTSTOLEHHBINM aKyIIEPCKU aHaMHE3 — HEBBIHAIIMBAaHUE OEPEMEHHOCTH ObLIO BBI-
SIBJICHO JIBaXK/IBI M, KPOME TOTO, TIPUCYTCTBOBAJ BBIKU/IBIII B aHAMHE3€; OTHOM MAIlHEHTKE OBbLI
BBICTABIICH JMArHO3 OecIionus; y 4-X MalMeHTOK OepeMeHHOCTh mpoTekana Ha (hoHe ADC.
KonuuecTBo 3aperucTpupoBaHHBIX CIIy4aeB pa3BUTHS TPOMOOIMOOIMYECKUX OCIOKHEHUN
y OepeMeHHBIX coCTaBmIO 4 ciyyas, T. €. 10% ot obmiero uncna u 21% — ot ymncna 6epeMeH-
HBIX MAIUEHTOB, U3 HUX (re60TpoMO03 HMIKHUX KOHEUHOCTEH — 2 cimydast, TOJIA — 2 cimyyast.

BceM mampentam ¢ HacleACTBEHHOHW TPOMOOGWINI NMpH MHUIUAIBHOW TUArHOCTHUKE,
a TaKKe B [IpoLecce JMHAMMUYECKOro HaO0EH)s, IPOBOMIICSI MOHUTOPHHT IOKa3aTesei cu-
cTeMbI reMocTasa. Pe3ynbrarsl mpeacTaBieHsl B Tadbauie 2.

Kak BHIHO M3 Mpe/ICTaBICHHBIX JaHHBIX, Y OOJBIIMHCTBA MAIIMEHTOB C HACIECICTBCHHON
TPOMOOMITHEH TeMOCTa3HOTPAMMa XapaKTEPH30BAIACH COCTOSTHUEM TPOMOOTHYECKOM TOTOB-
HoctH (57,5%) no ypoaio [[-numepa. Otmeuaemast runiepudpunorenemust (77,5% nanuen-
TOB), Ipexkie Bcero. CBUIETENHCTBOBAJA O HATMYNY HHPEKITMOHHOTO UM BOCIAIUTEIHEHOTO
npoiiecca.
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Tabnuua 2 — Iloka3zarenn remocTasa y NaleHTOB C MyTalluei reHa npoTpoMOnHa

Ne ITokazaTens 3uaucie Hopma IIpesblieHne
n/n HOPMBI
1. | AUTB 24,0-39,0 31 genosex (77,5%) 9 yenmosexk (22,5%)
2. AKTHBHOCTL IPOTPOMOUHOBOTO 0,7-1,2 38 uenosek (95%) 2 genoek (5%)
KOMILIEKCa
3, | Mexaynapoaroe 0,9-1,3 30 yenosek (75%) 10 wenosex (25%)
HOPMAJIM30BaHHOE OTHOIICHHE
4. | TpomOupoBaHHOE BpeMs 14,0-18,0 36 genosek (90%) 4 genosek (10%)
5. | ®ubpunoren 2,04,0 9 yenoBek (22,5%) 31 uenosek (77,5%)
6. | O-Humep <250 17 uenosex (42,5%) 23 uenoseka (57,5%)
7. | BoxuaHOYHBIN aHTHKOATYJISIHT 0,8-1,2 3 yeIoBEK 29 yenoBek

Bwi6oo

Hacnencreennas Tpomboduimst, o0ycnopineHHas MyTaiuei rena nporpomouna G20210A
OOJIBIIMHCTBE CIy4YaeB XapaKTepHU30BaJlaCh I'eTepO3UTOTHBIM BapuantoM (87,5%). Ilpakru-
4yecKkd B 9 pa3 yalle JuarHoCTUpOBaNach y *KeHIIMH. [lepBuyuHas IUarHOCTUKA HACIIEICTBEH-
HOHM TpomOodwmK y Myk4urH Obla Oosiee panHelt mo Bo3pacty (15-20 ner), B To BpeMsl Kak
y JKeHIMH — B Bo3pacte 35—40 net. B 45% ciy4aeB myTtanus reHa npoTpoMOMHA KIMHHUYE-
CKM MaHHu(ecTHpOoBajia BEHO3HBIMH TpoMOo3aMu pa3iuyHOW Jokanuzauuu. Y 47,5% xeH-
IIMH JaHHAs MyTallus paclieHeHa KaKk BO3MO)KHAsl IPUYHMHA PENPOIYKTUBHBIX TOTeph. Ocoboe
BHUMaHHUE oOparmiaeT Ha ce0s BHUMaHHE COoYeTaHWe HacleACTBEeHHON TpoMOodumnu ¢ ADC
(15% namueHToB), 4TO 3HAUYUTEIFHO YBEITUUNBACT PUCKH TPOMOOTHYECKUX OCIIOKHEHUE U pe-
MPOAYKTHUBHBIX MpoOsieM. EquHCTBEHHBIM MOKa3aTesaeM TpPOMOOTHYECKON TOTOBHOCTH Y MAallU-
€HTOB C MyTalllel reHa IpoTpoMOMHa siBuiIcs /[-numep, Ha YTO U CIIEAyeT B MEPBYIO OYepeib
oOpailaTh BHUMaHUE MpPU MPUHATUU PEIIEHUS O HA3HAYEHWU aHTUTPOMOOTHYECKOH mpodu-
JAKTUKU B TIpoliecce HAOIIOeHN 3a JaHHBIMU narnuenTamu. [Ipu 3ToM, Ha3HAYeHHE aHTHKO-
aryJsiHTHOM Mpo(UIaKTUKU Ha dTare MperpaBuAapHoOi MOArOTOBKH U Ha (hoHE OEPEMEHHOCTH
MIPUBEJIO K YCHEIIHOMY COXPaHEHHIO OEPEMEHHOCTH U pojaM y 58,8% ManueHTok ¢ MyTanuei
re’a nporpomMOuHa. OHaKO NOJyUYEHHbIE Pe3yIbTaThl TPEOYIOT MOATBEPKACHHS Ha OOJIbILIEM
KOJIMYECTBE MAI[UCHTOB.
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