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Pe3tome: B mnepuon OepeMEHHOCTH NPOUCXOAAT 3HAYUTEIbHBIE W3MEHEHUS COCTOSIHUSA
CBEpPTHIBAIOLIEH CHUCTEMbl KpPOBH, KOTOpbIE MOIYT MNPHUBOJUTH K TPOMOOTHUYECKUM W/MIH
reMOpparuueckuM OCIOKHEHUAM. KInHueckne NposiBIeHNs NaToJIOTMM CUCTEMBI FEMOCTa3a B
NEpUOJ TeCTallud BO MHOTOM 3aBUCSAT OT OCOOEHHOCTEW CBEPTHIBAIOLIEH CHUCTEMBI KPOBH Yy
MAlUEeHTKH J10 OEpeMEeHHOCTH, HAacleJACTBEHHON MpeApacloiio)KeHHOCTH, peaklud Ha
U3MEHEHHUs TOPMOHAIbHOrO (OHa M comyTcTByromed narosoruu. C 1Lenbi0 BbISIBICHUS
BO3MOKHBIX KOPPEJSILIMOHHBIX CBSA3€ MBI IPOBEIHN CONOCTABICHNUE PE3YJIbTATOB MOJIEKYJISPHO-
TFEeHETUYECKUX HMCCIEAOBAHUN Y JKEHIIMH, OOpaIlaBIINXCs 32 T€MaTOJOTMYECKOW MOMOIIBIO BO
BpeMsi OepeMEHHOCTH, C KajnobaMH, CBHJIETEIbCTBYIOUIMMH O HAPYIIECHHUSX CBEPTHIBAIOLIEH

CUCTCMbI KpPOBH, a4 TaKKC C PE3yjibTaTaMUu HUCCICAOBAHUA anCFaHHOHHOﬁ CIIOCOOHOCTH
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TpoMOoIMTOB. OOBEKTOM HCCIIEI0BaHMS SABWINCH 42 OepeMeHHbIe KEHIIUHbBI B BO3pacTe oT 23
1o 40 ner, oOpaTHBIIMECS 32 MEIUIIMHCKOW MOMOINBIO B aMOYJIaTOPHBIA I'eMaTOJOTHUECKUH
LHEHTp BO 2 Tpumectpe OepemMeHHOCTH. [lo pe3yiabTaTamM Te€HETHMYECKOTO HCCIIEJJOBAHUS BCE
NAlMEeHTKU OBIIM pa3/ielieHbl Ha TPU TPYMNIbl: MalUeHTKU C MyTalued B reHe ¢axrtopa V
(Arg506GIn), maumentku c¢ myranued B reHe nporpom6ObuHa (G20210A) u manMeHTKH, He
UMeEIole yKa3aHHbIX MyTanuil. [lo pesynbrataMm uccienoBaHMsi clenaHbl BeIBOAbL: 1. Jlis
BBISIBJICHHSI BO3MOKHBIX HapyIIEHUI CBEPTHIBAIOLICH CUCTEMBbI KPOBHU HE CJEIyeT MCIOIb30BaTh
MOJICKYJISIPHO-T€HETUYECKHUE MCCIEJOBAaHUS B OTpbIBE OT aHaIW3a KIMHUYECKOW KapTUHbI
(HamMuue TPOMOOTHYECKOTO0 WM TeMOPPAarMyecKoro auaresa), pe3yJbTaTOB HCCIIEAOBAHUS
nokasaresjeil TpOMOOIMTApHOTO M IIa3MEHHOTo 3BeHa remocras3a. 2. Hanmuwme y manmeHrta
reTepo3uroTHor Myrauuu rera Qaxropa V (Arg506Gln) unm reTepo3uroTHoO MyTalu reHa
nporpomOuHa (G20210A) HE HCKIIOUAET pealn3aluio y WHANBUIAyyMa TeMOpPparudeckoro
(deHoTHIa BCIIEACTBUE JTOMUHUPOBAHMSA KOAryJOMaTHMYECKOI'0 PacCTPONCTBA CBEPThIBAIOILEH

CHUCTCMbI KPOBH.

KioueBble cjioBa: HaciencTBeHHas TpomOodwmnus, myTtauus resa ¢akropa V (Arg506Gln),

Mmytauus reHa nporpomOuna (G20210A), 6one3np Buinebpanaa
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Abstract: During pregnancy there are significant changes in the state of coagulation, which can

lead to thrombotic and / or hemorrhagic complications. Clinical manifestations of pathology of
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the hemostatic system in the period of gestation is largely dependent on the characteristics of the
blood coagulation system in the patient prior to pregnancy, genetic predisposition, response to
hormonal changes and comorbidity. In order to identify possible correlations, we have compared
the results of molecular genetic studies of women who attended the hematology care during
pregnancy, with complaints suggestive of blood coagulation disorders, as well as with the results
of platelet aggregation. The object of the study were 42 pregnant women aged 23 to 40 years,
seek medical care in outpatient hematology center in the 2nd trimester of pregnancy. According
to the results of genetic studies, all patients were divided into three groups: patients with a
mutation in the gene for factor V (Arg506Gln), a patient with a mutation in the prothrombin gene
(G20210A) and patients without these mutations. The study conclusions: 1. To identify possible
violations of the blood coagulation system should not be used molecular genetic studies in
isolation from the analysis of the clinical picture (the presence of thrombotic or hemorrhagic
diathesis), the study results indicators platelet and plasma hemostasis . 2 . If the patient has a
heterozygous mutation of factor V (Arg506GlIn) or heterozygous prothrombin gene mutation
(G20210A) does not preclude the implementation of the individual hemorrhagic phenotype due
to the dominance of coagulopathic disorders of blood coagulation .

Keywords: inherited thrombophilia, mutation of factor V (Arg506Gln), prothrombin gene
mutation (G20210A), von Willebrand disease

B nmnepuon OepeMEHHOCTHM B OpraHu3Me€ OSKCHIIMHBI TPOMCXOIAT 3HAUUTENIbHbBIE
W3MEHEHUSl COCTOSIHUSl CBEPTHIBAIOIIEH CHCTEMBl KPOBH, KOTOpPBIE MOTYT NPHUBOJIUTH K
TPOMOOTUYECKUM W/WIM TEMOPPArHueCKUM OCIOXHEHHsIM. KiIHHMYecKHue MpOsBICHUS
MaTOJIOTUM CHUCTEMBbI TeéMOCTa3a B TEPHOJl TeCTallud BO MHOTOM 3aBUCAT OT OCOOCHHOCTEH
CBEpTHIBAIOLIEH CHCTEMbl KPOBM Y TAlMEHTKU [0 OEpeMEHHOCTH, HacJeICTBEHHOM
MPEIPaCIIONOKEHHOCTH, PEAKIIUMU OpraHu3Ma >KCHITMHBl Ha W3MEHEHHUS TOPMOHAIBHOTO (OHa,
COmyTCTBYIOIIEeH marosoru. KiMHMuYeckass 3HAYMMOCTh H3MEHEHUM CHUCTEMBbl T'€MOCTas3a,
MPOUCXOIAIINX BO BpeMs OEpeMEHHOCTH W POOB, ONpejaessieT HeoclabeBaroliee BHUMAaHUE

HccreaoBaTeNeld U MPakTUKYIOIIMX Bpadyeil K JaHHOM mpooiieMe.

B Hacrosimiee Bpemsi IS MCCIIENOBAaHMSI CHCTEMBI T€MOCTa3a JIOCTYITHO MHOYECTBO
71abOpaTOPHBIX METOJAOB, MO3BOJSIIOIIMX MOJYYUTh HMH(OpPMAIHIO, XapaKTEpU3YIOIIYIO
OTJIeTIbHBIE 3BE€Hbs CBEPTHIBAIOLIEH CHCTEMBbI KPOBHU, B TOM YHUCJIE, U1 Ha MOJIEKYJSIPHOM YpOBHE.

OnHako He Bce MPUMEHsEMBIE JIAOOPATOPHBIE METOIUKH OJMHAKOBO MH(POPMATHBHO OTPAKAIOT
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COCTOSIHME CBEPTHIBAIOIIEH CUCTEMBI KPOBH M HEPEAKO IOIYYEHHBIE PE3YJIbTAThl BBI3BIBAIOT
3aTpy/IHEHUE B KIMHUYECKOW (JIMarHOCTMYECKOW) wuHTeprnpeTanuu. Ham mnpeacraBisieTcs
YMECTHBIM TpPUBECTH adopu3M H3BECTHOrO Hemeukoro ydeHoro Pynonbda Bupxosa - «uem
0oJbllle YBEIUYEHHE, TEM XYK€ BHJIHO». 3a4acTyIO0 pe3y/bTaThl JJaA0OPATOPHBIX MCCIETOBAHHIMA
HE KOPPEJIUPYIOT C TEKYIIEH KIMHUYECKONH KapTHUHOM, YTO MOXET MPUBOJIUTH K HENPABUIBHOU
OLIEHKE (IMarHOCTHYECKUM OIIMOKAaM) COCTOSHHS CHCTEMBI TeMOCTa3a y O€peMEHHBIX JKEHIIVH.
Jlnarnoctuyeckue OmMOKH, B CBOIO O4Yepeib, MOTYT NMPUBOJNUTH K HA3HAUYEHUIO HEMOKAa3aHHBIX,
a MHOrJa W BOBCE MPOTHBONOKA3aHHBIX JIEKApCTBEHHBIX mpenapartoB [l1]. Tem He MeHee,
OOJIBIIMHCTBO JTMArHOCTUYECKUX MPOOJIEM, CBSI3aHHBIX C OLIEHKOW CBEPTHIBAIOLIEH CHCTEMBI
KpPOBH, OOYCIIOBIEHO OOBEKTHBHBIMH TPYAHOCTSMH B JHAarHOCTUKE HAPYIICHWH CHCTEMBI
remoctaza. C 1e/bl0  BBISBIEHUS BO3MOXKHBIX KOPPENALMOHHBIX CBSI3e MBI IPOBEIHU
COMOCTABJICHUE  PE3YyJbTAaTOB  MOJIEKYISPHO-T€HETUYECKUX HCCIEAOBAaHUN Yy  KEHIIUH,
OOpaTUBIIMXCS 3a TEMAaTOJIOTHYECKOH IOMOIIBbI0 BO BpeMs OEpeMEHHOCTH, € >Kajiobamu,
CBUJCTEIbCTBYIOIIMMU O HApPYLUIEHUSX CBEPTHIBAIOIIEH CHUCTEMBI KpPOBH, a TaKXke C

pe3ysbTaTaMu HCCIe0BaHUs arperalliOHHON CITOCOOHOCTH TPOMOOIIUTOB.
Martepuajibl 1 METOIBI.

OOBEKTOM HCCIICIOBAHUS SIBHIUCH 42 OepeMeHHBIC KCHITUHBI B Bo3pacte oT 23 1o 40
JIeT, 0OpaTHUBIIHUECS 32 MEIUITMHCKONW TTOMOIIBIO B aMOYJIaTOPHBINA TeéMaTOJIOTHYECKUAN TIEHTP BO

2 TpuMecTpe OepeMEeHHOCTH.

['emaronornyeckoe oOcne0BaHNE MAMEHTOK BBIMOIHSIOCH MO0 CTaHAAPTHOM Mpoleaype
[2] u Bkmrouyano cbop kanod, cOop aHamMHe3a, OOBEKTHBHBIH OCMOTp, OIIEHKA HMEIOIIUXCS
pe3ynbTaTOB JAOOPATOPHBIX HCCIECJIOBAHMM W Ha3HAUEHHUE JIOMOJIHUTEIBHBIX JIA0OPATOPHBIX
HCCIEA0BaHUM.

Jns oueHku (GYHKIIMOHATBHOTO COCTOSIHUS TPOMOOIUMTOB y OEpeMEHHBIX >KEHIIUH
HCCIIeIOBANIaCh WX arperanoHHas CIIOCOOHOCTh MO MeToAy bopHa ¢ MOMOIIBI0 aHamu3aTopa
arperaniun  TpoMOonuToB AT-02 (Poccust). Meron ocHOBaH Ha HEMPEPHIBHOM W3MEPCHHH
M3MeHeHus1 Kod(h(uIMeHTa CBETONMPONMYCKAHUS TIEepEMENIMBaeMOd W TEPMOCTATUPYEeMOM
CYCIIEH3UH TPOMOOILIMTOB, MPOUCXOISIIETO MO IEHCTBUEM arperupyroiiero areuTa.

3a00p KpOBU BBINOJHSJICS Yy MAllMEHTOK B YTPEHHHE 4Yachl MOCIE JIETKOTO 3aBTpaka

(KMpHBIE TPOAYKTHI HCKIOYAIKHCh). C 1EeNbl0 MCKIIOYEHUST KOHTAKTHOM aKTHUBAIMU
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Tp0M60LII/ITOB BCC MaHUIYJIOUU C Hp060ﬁ KpOBHU NPOBOAWIIMCHL B IUTAaCTUKOBOM WU

CWJIMKOHUPOBAHHOM JTabopaTopHo# nocy e (MpoOUPKH, KIOBETHI, TTUIIETKH).

KpoBb nmonyyanu myTéM MyHKINHU JIOKTEBON BEHBI CYXO# OCTpoi Urioi 6e3 mmpuuna. J{is
CO3/1aHUsI KPaTKOBPEMEHHOT'O BEHO3HOI'O CTa3a Ha IUIeYO MAIMeHTKH HakIajabpiBasics KryT. s
UCKJIIOUEHMs] aKTUBAIMM TPOMOOLIUTOB IpPHU INPOXOKACHUU YEpe3 UIJIYy MCIIOJIb30BAINCh
OJTHOPA30Bbl€ CTEPUJIbHBIC UIJIbI ATUHON He Oonee 50 MM M ¢ MIMPOKHUM HPOCBETOM (HE MEHee
0,9 mm). [locnie myHKIMK JIOKTEBOM BEHBI, IEPBBIE KAILJIM KPOBHU OCTABJISIIM HA BATHOM TaMIIOHE,
4yTOOBl M30€KaTh MONaJaHHUs B HPOOMPKY TKAHEBOIO TPOMOOIUIACTHHA, BBIACISAIOLIEIOCS B
MOMEHT IpoKoJja TkaHed. CBOOOIHO BBITEKAIOLIYIO KPOBb COOMpaJId B IPOOUPKY, NepeMeIlnBas
¢ aHTukKoaryasHToM (3,8% pacTBop LUTpaTa HATPUSA B COOTHOLIEHUU | YacTh aHTUKOATYJISIHTA K

4 JacTaM KpOBM) HE JJOMycKasi 00pa30BaHMs BO3YIIHBIX ITy3bIPHKOB.

Jns momydeHus OoraTtoil TpoMOONHMTAaMU IUIa3Mbl, CTAOWIM3UPOBAHHYIO KpPOBB
neHtpudyruposanu 10 MuUHYT pu KOMHATHOH TemnepaTtype u ckopoctd 1000 o6/mun (150g).
Yacte Ooraroii TpomMOOIMTaMU TUIa3Mbl OTOHMpAIM B TUIACTUKOBYIO NMPOOHMPKY B KOJHUYECTBE,
HE0OXOMMOM JJIsl BBITIOJIHEHUS aHanu3a. M3 ocTaBIelics KpOBH MOTy4YaloT 0€CTpOMOOIUTHYIO
IUIa3My LEHTpU(yrUpoBaHHEM NIpU KOMHATHOM Temmeparype B TeueHue 20 muna mpu 4000
o6/mMun (2300g). BecrpoMOommTHAs TUTa3Ma WCIOJIB30BANAch JUISI KATMOPOBKH  IIKAJIBI
ONTUYECKOW IJIOTHOCTH arperomMerpa u Ajs pa3BeAeHHus Ooratoil TpoMOOLMTaMH IUIa3Mbl J10

CTaHJIAPTHOrO YPOBHS KOHIEHTpauu TpoMboimTos 200-250 x 10%/1.

HccnenoBanuie BBITIONHSIIN B CPOK, HE MpeBbIMIaoNMil 1 yac ¢ MomeHTa 3a00pa kpoBu. B
KaueCTBE arperupyrolux areHToB NCob30Banuch AJ[®P, KoutareH 1 puCTOMULIMH.

[lepBuunyto (oOpaTuMyro) arperanuio TpPOMOOLMTOB OLIEHHMBAJIM [0 pEAaKIUM Ha
nobamienne K MmiuasMe noporoBoi no3el AJ[®. [loporoBas no3a arperupyrouiero areHra
noxbupanach Kak MUHUMAaJIbHAs 71032, BHI3BIBAIOIIAS arperanuio TPOMOOLUTOB Y OJABIISIONIETO
OOJILIIMHCTBA JOHOPOB. TPOMOOIIUTHI MOCIIE Ae3arperaluy OCTalTCs KU3HECTIOCOOHBIMH, HO Ha
Hekotopoe Bpems (30 — 60 MHUH) TEpSIOT CIIOCOOHOCTH MOBTOPHO arperupoBath. O xapakrepe
cekpenuu (peakinu BICBOOOXKICHUS) CBUIETENHCTBYET BenuduHa Il BomHbl arperamuu. AJ1O,
nobamisiemMasi B ONTUMAJIbHOM  KOHEUHOM  KOHIIGHTpAllMM, BBHI3BIBACT  JIBYBOJIHOBYIO
HEOOpaTHMYIO arperanuio TpoMOOIUTOB, I BoJTHa BBI3BIBAETCS BHICBOOOXKICHUEM U3 KPOBSHBIX
IUTACTUHOK JHJIOT€HHBIX AaroHUCTOB M €€ OTCYTCTBME Yy MCIBITYEMOIO CBUAETEILCTBYET O

CEPHEZHOM HAPYIIEHUU TPOMOOIIUTAPHOU CEKPEIIHH.
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Takke I M3y4YeHHs] XapakKTepa CEKpPEUUH HCIOJIb30BaJd HMCCIEHOBAHUE arperanuu
TPOMOOLIMUTOB TOJI BIMUSHHEM CYCIEH3UM KOJUIareHa B ONTHUMAJIbHOW KOHIICHTpAlMH. 3a
ONTHMAJIBHYI0 TIPUHUMANAach Takas KOHIICHTpAlUs KOJUIareHa, KoTopas Npu J00aBICHUH B
KoinyecTBe | YacTh CycrneH3uu K 9 4YacTsiM CTaHIapTU30BAHHON TPOMOOIIMTAPHON IIa3MBbI
JIOHOPA, BBI3BIBACT MAJCHHUE ONTHUYECKOW MIIOTHOCTH TpomoOoruTapHoi iasmel Ha 50%. Cam
KOJUIAr€H HE SIBIIETCA arperupyroluM areHToOM B CTPOrOM CMBICIIE 3TOro ciioBa. Kosmarenosas
arperamusi COBEPIIACTCS MCKIOUMUTENbHO ToA BiIusgHueM AJI® u Jpyrux 53HAOTEHHBIX
WHAYKTOPOB BBICBOOOJMBIIMXCS W3 TIUIOTHBIX TpaHyl  XpaHEHUS YacTH TPOMOOIIUTOB,

AATC3UPOBABIINX K (I)I/I6pI/IJ'IJ'IaM KOJIJIar€HOBOM CYyCIICH3UMU.

Jlns OUEHKH aJare3uBHBIX CBOMCTB HCHOJB30BAIM HCCIEAOBAHHUE C PHUCTOMUIIMHOM.
PucromuniH, Tak *e Kak U CTPYKTYphl CYOIHIIOTEINHs, aKTUBUPYET YUaCTBYIOIIUX B IPOIECCE
aare3uu TpomOormTapubii perentop GP Ib u dakrop BumieOpanaa mmasmel. Benwumna |
BOJIHBI PUCTOMHIIMHOBOW arperamud, OTPaKaeT MpOIECC AarrjiTHHAIMH TPOMOOIMTOB O
BIUSHUEM AaHTUOMOTHMKA PHUCTOMUIIMHA B KoHHeHTpauuu 1,0-1,5 mr/min (KOHIIEHTpALMIO
pacTBopa mojadupanu TakuM 00pa3oM, 4TOOBI C JOHOPCKOH TUIa3MOM MOTy4asiach JBYBOJTHOBAS
HeoOparumas arperaius). Il BogHa arperaniid ¢ puCTOMHIIMHOM OTPa)kaeT IMPOIECC CEKPEIuu

TPOMOOIIUTOB.

B wuccrnenoBanue ObUTM BKIIIOYEHBI MAMEHTKH, Yy KOTOPBIX [UISL HCCIIEJOBAHMS
MONIMMOP(U3MOB TEHOB CHCTEMBI I'€MOCTa3a HCMOJIb30BAICA METOJ auleNb-crenuduueckoit
nonuMepasHoi nenHoit peakmuu (I[ILP) ¢ metekmueil mpoAayKTOB aMIDTH(HUKAIUUA METOO0M
anekTpodopesa B MOJIMAKPUIAMHUIHOM Tejie. Y UUTHIBATUCH PE3YNIbTaThl TECTUPOBAHUS T'eHA TeH
daktopa V (Arg506GIn) (Jleiimenckas wmyrtanus) u nporpombuna (G20210A) xotopsie,

COTJIACHO OOIIETPUHSITON KOHIeNIHH [3], BXOJAT B MOHSATHE «HACIEACTBEHHAS] TPOMOODUITHSD.

Ha ocHoBaHuMU pe3ylbTaTOB TE€HETMYECKOIO MCCIIEOBAHUS BCE MAILMEHTKH OBLIH
pas3zeneHbl Ha TPH TIPYIIbL: UMeroImue MyTanuio B reHe ¢akropa V (Arg506Gln), umeromiue

MyTaiuio B reHe nmporpombuna (G20210A) u He UMEIOIIHME YKa3aHHBIX MYTaIlHi.
Pe3yibTarhl.

B nepsyto rpynny BxitoueHo 12 manmeHTok B Bo3pacte oT 24 no 40 ser (cpennee 28 +
3,2 ner) u3z HuUX 11 SABISIMCH HOCUTENSIMU TE€TEPO3UTOTHOW MyTauuu JleineH, a y oJHOM

MAaMUECHTKHU UMEJIa MECTO TOMO3UT'OTHAA MyTalluAa HefmeH.

885



WWW.MEDLINE.RU TOM 14, TPAHC®Y3MO/10IMA, 15 CEHTABPA 2013

TpomOoTnueckuid anamue3 (TpoM003 riIyOoKuX BeH Oezpa) 3adUKCHpOBaH B JABYX
HaOJIIOJIEHUSX: B OJIHOM Cllyyae HOCUTEJIbCTBA TOMO3UTOTHOW MyTauuu JlelaeH (manueHTka 23
neT, pa3BuTHe TpomOo3a Ha (oHe OEpeMEeHHOCTH, MOTpeboBajiach yCTaHOBKa (WIbTpa B
CHCTEMY HWKHEW IOJIOW BEHBI, MOCTOSIHHAS aHTHKOATYIISIHTHAsI Tepanus HU3KOMOJICKYISIPHBIM
rernapuHoM, peruauBa TpoM0O03a He ObLIO) U B OJHOM Cllydyae HOCHUTEIBCTBA T'€TE€PO3UTOTHOM
mytanuu Jleiiaen (pa3sutue Tpom603a B Bo3pacte 30 jeT, 3a 3 roja 10 6epeMeHHOCTH, Ha (oHE
OEepeMEHHOCTH TPOBOAWIACH TPO(PHIAKTHKA C HCHOJIH30BAHWEM HHU3KOMOJEKYJISPHOTO
renapuHa, penuauBa TpombOo3za He ObuIo). B obOomx cimydasx OepeMEHHOCTh MpoTekanga 0Oe3
MaTOJIOTUU CO CTOPOHBI MaTepu WM IUIOJa W 3aBEPUIMIACh B CPOK DPOXKICHHEM >KHBOTO

MJIaaCHIa oe3 IIPU3HAKOB ITaTOJIOTUH.

I'emopparvueckuii aHamMHE3 OTMEUAJICAd Yy YEThIPEX MAIUEHTOK C HOCUTEIbCTBOM
rerepo3uroTHod myranuu Jleiinen (Bo Bcex cilydasx HMMeENl MECTO IeMOppard4ecKuil auares
[IETEXNUAIBHO-IIATHUCTOIO THUIIA CO CKJIOHHOCTBIO K CIIOHTAHHOMY IOSIBJICHHIO CHHSYKOB
auameTpoM oT 1 1o 3 cM., SBIEHUSAMH THMIIEPIOJUMMEHOPPEM M Y OJHOW IALUEHTKU, B
JIOTIOJIHEHUE K YKa3aHHBIM HPOSIBICHUSAM, B JETCTBE OTMEUYAIMCh HOCOBBIE KPOBOTEUEHUS,
TpeOoBaBIIMe OOpameHuss 3a MEIUIUHCKOM TMOMOIINbI0 (TEepeaHsis TaMIIOHaJa HOCa)).
Hapymenue (CHM)XEHHE) arperallioOHHOW CIIOCOOHOCTH TPOMOOLMTOB CO BCEMH TECTOBBIMHU
pearentamu (AJI®D, pucToMHLIMH, KOJUTareH) ObUIO BBISBICHO y TPEX MAIMEHTOK (B TOM 4HCIE Y
NAIMEeHTKU ¢ HanOoJiee BHIPAKEHHBIMU TPOSIBIICHHSIMA TeMOpparnueckoro auaresa). [Ipu stom
HUKTO W3 JIaHHBIX MAlIUEHTOK HE MOJIy4all KaKoi-Tu00 J1e3arperaHTHON UM aHTHUKOATyJIsSIHTHOM
Tepanuud. HopmaslbHbIE IOKa3aTeNM arperarorpaMmbl MMEIXM MECTO y OJHOW NAIMEHTKH C
IIPOSIBJIEHUSIMU T'€MOPPAaruyeckoro auaresa. Bo Bcex cilydasx MMENIO MECTO HEOCIIOKHEHHOE
TpoMOO3aMH Te€YeHHE OCEPEMEHHOCTH, 3aBEPUIMBIIUECS CPOYHBIMH pPOJAMH  310POBBIM

peOeHKOM.

[Ipn nomonHUTENbHOM OOCJIEIOBAaHMM MAUEHTKH C BBIPAKEHHBIMHU MPOSIBICHUSMU
reMOpPPAaruuecKkoro auare3a W HapylLIeHHEM arperanyud TpOMOOLMTOB, BBIOJHEHHOM uepe3 5
MECSIIEB Iociie pojaopaspemeHus (¢ (GU3NOIOrHUECKO KpOBOIMOTEpe), BBISBICHO CHUXKEHHE

akTUBHOCTH (hakTropa BuineOpanaa no 32% u cumkenue akruBHoctu paktopa VII go 40%.

B mectu HaOdrofeHUSX y MAlMEHTOK C HOCHTEIbCTBOM TI'eTEPO3UTOTHOW MYyTaIlUH
Jleiinena Kakux-1MOO TPOSBICHUN T'eMOPPAruveckoro W/ TPOMOOTHYECKOTrO 1uare3a He

HaOJI0AJIOCh, TIOKA3aTENH arperaiiu TPOMOOITMTOB TaK)Ke€ HE BBISIBIIIN 3HAYMMBIX OTKJIOHEHHI
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OT HOPpMAJIbHBIX BCJIWYHH. Bo Bcex clIydadax 6CpCMCHHOCTB Y KCHIIUH MPOTCKAJIa HOPMAJIBHO U

3aKOHYMJIACh CPOYHBIMHU POJAMHU.

Bo BTopyto rpynny BkmodeHo 10 manueHTok B Bo3pacte oT 25 1o 37 net (cpennee 28,7
+ 2,4 5er), HOCUTEIbHUI] T€TEPOP3UTOTHOM MyTallUM I'eHa MNpoTpoMOuHa. TpomOoTHyecKuit

AHAMHE3 U aKTyaJIbHbIC TpOM603BI OTCYTCTBOBAJIM BO BCCX IIPOAHATIU3UPOBAHHEIX ClIy4dasX.

['emopparnueckuii aHamMHe3 OTMEYAJCS Yy YeThIpeX MAalMeHTOK C HOCUTEIbCTBOM
reTepo3UroTHOM MyTallMd TeHa MNpoTpoMOMHA. JIBE TMAalMEHTKH OTMEYald HOCOBBHIE
KPOBOTEUYEHHS B JIETCKOM BO3pacTe, CIOHTAHHOE BOSHUKHOBEHUE CHHSYKOB AHMAMETPOM OT 1 10
3 cM. U SIBICHUSA THIICPIIOJIUMCHOPPCH. EHIC Yy ABYX MNMALUCHTOK, IMOMHUMO MNCPCUHUCIICHHBIX
MIPOSIBIICHUI TeMOpparuyeckoro auare3a OTMEYaIUCh KPOBOTEUEHHS Mocie yaaineHus 3yoa. Bo
BCEX CIy4yasX MPHU BBIOJHEHUU HCCIEAOBaHUS (DYHKIIMOHATBLHOTO COCTOSHUS TPOMOOIIMTOB
61:1.]10 BBISIBJICHO CHHKCHUC aneFaLIHOHHOfI CHOCO6HOCTI/I TpOMGOL[I/ITOB CO BCEMHU TCCTOBBIMU
pearentamu (AJI®, pucToMuUlIMH, KOJUTareH). Y BCEX KEHIIMH MMEJIO0 MECTO HEOCIOXKHEHHOE
TPOMOOTUYECKUMHU COOBITUSIMU TE€UeHHE OEpEMEHHOCTH, 3aBEPUIMBIIMECS CPOYHBIMHU POJAMU

3I0pPOBBIM MJIa/ICHIIEM.

[Tpu HOMONHUTENBHOM OOCIIEJOBaHUU MAIIMEHTKH ¢ TeMOpPParudeckuM JUaTe30M B BHUJIE
CIIOHTAHHOW CHHSYKOBOCTH, HOCOBBIX KPOBOTEUEHUH, TMIEPIIOJIMMEHOPPEN U KPOBOTEUEHHEM
nocJie ynaineHus 3yoa (1 1abopaTopHO OMpEesieMOM CHUXKEHUU arperalfmoHHOM CIIOCOOHOCTH
TPOMOOILIUTOB), BBHIMOJIHEHHOM Yepe3 6 MecsleB IOCie POAOB, ObLIO BBISBICHO CHUKEHHE
aktuBHOCTH (hakTopa Bumiebpanna no 35% u cHmxenue aktuBHOCTH (haktopa VIII mo 30%.
Eme y oaHOM ManmeHTKH ¢ reMopparndeckuM IUaTe3oM B BUAE CIIOHTAHHO OOpa3yIOLIMXCs
CHHSYKOB, HOCOBBIX KPOBOTEUEHUN U THIEpPHOJUMEHOppeH (M 71ab0paTOpHO OINpeAeIsieMOM
CHW)KEHUU arperarmoHHON CTIOCOOHOCTH TPOMOOIIMTOB) TIPH OIICHKE AaKTHBHOCTH (akTopa
Buinebpanna u dakropa VIII, BbIMOMHEHHONW Yepe3 7 MECAIEB IMOCIE POJOB, BBISIBICHO HX
cHIKeHue 10 ypoBHs 42% u 44%, cooTBeTcTBEHHO. B 060X citydasx 00beM KpOBONOTEPU B

ponax (Ha OCHOBAaHMHM BBIIMMHUCKHU U3 YUPEKACHUS POTOBCIIOMOKEHHSI) COCTABIISLT 0koJio 800 mut.

VY naTH NAanMeHTOK ¢ HOCUTEIBCTBOM TE€TEPO3UTOTHON MyTallMd T'eHa MpOTpoMOMHA
reMopparuueckuii aHaMHe3 OTCYTCTBOBAJI, U MPH JIaOOPATOPHOM HCCIIEOBAHUHU arperaliOHHOM

CIIOCOOHOCTH TpOM6OHI/ITOB He OBLIO BBISIBIIEHO HapymeHHs UX (bYHKHHOHaJ'IBHOl"O COCTOsAHUA.
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B oanom Ha6J'IIOJICHI/II/I Yy NalUuCHTKU 0e3 IMPU3HAKOB T'CMOPPArn4eCKOro auare3a OBLIO

BBISIBJICHO CHIDKEHUE arperaliioHHON criocoOHocTH TpoMOouToB ¢ AJ[® 1 KoJIJIareHoM.

B tpetbio rpynmy Obuio BKmoueHo 20 ManueHTok B Bo3pacte oT 24 no 38 jer (cpenHee
28,1 + 2,3 ner), HEe UMEIOIIUX MyTalui B rede paktopa V u B rene nporpom6Ouna. [loBogom asns
HalpaBJIeHUs Ha KOHCYJIbTALUIO K Bpauy-reMaTosory y 3THX HallMeHTOK MOCIYXHJIO BbISBICHUE
IIPU TEHETUYECKOW JMAarHOCTUKE, Ha3HAYEHHOM BpauoM aKylIEpOM-THHEKOJIOrOM, TOMO /WU
reTepPO3UTOTHOM MyTallMd B TreHe TpombOormrapHoro peuenrtopa GPla w/mnm romo w/mnm
reTepo3uroTHol Myrauuu B reHe TpombOouutapHoro peuentopa GPIlla. Kak wussectHo [3],
JlAHHblE MYTAallUM HE BXOJAT B IOHSTHE «HACIEACTBEHHbIE TpoMOopmiuny. TpomboTuueckuit

AHAMHCE3 U aKTyaJIbHBIC TpOM603BI OTCYTCTBOBAJIK BO BCCX MMPOAHATIM3UPOBAHHBIX ClIy4dasX.

['emopparuueckuii aHaMHe3 OTMEUaJICs y IIECTH MAIlMeHTOK U3 TaHHOW rpynmbl. YeTsipe
MAIUEHTKH OTMEYalli HOCOBBIE KPOBOTCUECHHS B ICTCKOM BO3PacTe, CIIOHTAHHOE BOZHUKHOBEHUE
CUHSYKOB TUAMETPOM OT 1 10 3 cM. W sBICHHS runepromMeHopper. Eme y IByX ManueHTok,
MOMHMO TIEPEUYHMCICHHBIX MPOSIBICHUN TeMOpparuyeckoro auare3a OTMeudallch KPOBOTECUEHHS
npu paHeHUsix. Bo Bcex ciydasx MpH BBIMOTHEHUHM HCCIENOBAaHUS (DYHKIMOHAIBLHOTO
COCTOSIHHSI TPOMOOIIMTOB  OBLIO  BBISBICHO CHIDKEHHE AarperalfioHHON  CIOCOOHOCTH
TPOMOOLIUTOB CO BCEMM TecTOBbIMU peareHTamu (AJl®, pucromuumH, kosuiareH). Bo Bcex
HaOMIOZCHUAX  OEpEMEHHOCTh MpOTeKana 0e3 OCIOKHEHHH W 3aBEPIIMBIIIIACH CPOYHBIMHU
poramu 370poBBIM pebeHKkoM. B 1Byx cimywasx oObeM KpoBomoTepu B pofax (MO AaHHBIM

MEIULIMHCKUX JOKYMEHTOB U3 YUPEXKACHUH POJOBCIIOMOKEHHUS) COCTaBIsu1 0K0J10 800 M.

VYV 14 nanueHToK W3 JaHHOW TPYMIbl TeMOpPpParuyecKuii aHaMHe3 OTCYTCTBOBAI, U MpHU
71a00pPaTOPHOM HCCIICIOBAaHUH arperalfiOHHON CIOCOOHOCTH TPOMOOIIMTOB HE OBLIO BEHISBICHO
HapymecHus nux (bYHKI_[I/IOHaJ'H)HOFO coctosguusd. Bee JKCHIIINHBI JIaHHOﬁ rpynmnbl HE UMCJIU KaKUX-

MO0 OCIOKHEHUN BO BpeMsl OEPEMEHHOCTH M POJIOB.
O0cy:xnenne u BbIBOAbI.

BrisBiienne mipu cirydaiiHOM oOcCiieZIOBaHUHM TeTEPO3UTOTHRIX MyTaluii reHa ¢gakropa V
U B TeHe NPOTPOMOMHA HE SBISETCS YHHUKAJIBHBIM COOBITHEM, YTO COOTBETCTBYET XOPOIIIO
U3BECTHBIM JaHHBIM O 4YacTOTE€ BCTPEYAEMOCTH 3TUX MyTauuil ¢ yactotod 2 — 7% u 2 %,

COOTBETCTBEHHO. | OMO3UIOTHBIE MYyTaI[M{ BCTPEUAIOTCS MPUHIUIINAIBHO pexe [4].
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Myranuu rera ¢akropa V (Arg506GIn) u rena nporpom6una (G20210A) TpaIuliMoHHO
BKJIFOYEHBI B MIOHATHUE «HACJIEACTBEHHbIE TpoMOU(miInm». He BEI3bIBa€T COMHEHUS, YTO HAJTUYHE
JAHHBIX TEHETUYECKUX OCOOCHHOCTEH y HWHIWBUHMIYYMOB TIOBBIMIAET BEPOATHOCTH
TPOMOOTHYECKUX COOBITHH, HO, B TOXKE BpPEMs, 3TOT PUCK HE sBisieTcs: abcomoTHeIM [3,4]. Kak
MOKa3aJIl pe3yJbTaThl BBIMOJIHEHHOTO MCCIEIOBAHUS HAJIWYUE TEeTePO3UTrOTHOW MyTaluu
mytanuu B rede (akropa V (Arg506GIn) u rerepo3uroTHold MyTalUHM B TeHE NMPOTpoMOWHa
(G20210A) He wWCKIIOYAaET HaJUMuMe Y WHIUBUAYYMa TeMOpparuueckoro (QeHoTuna,
peanmzyemoro B (opMe reMopparddeckoro aMare3a IeTeXHalbHO-MATHUCTOrO THma. Y
MAalMEeHTOK C TMPOSIBICHUSMH TE€MOPAaruyeckoro JauMare3a NpH BBINOJIHEHUU HCCIEI0BAHUS
(YHKIMOHAJIBHOTO  COCTOSHUSI TPOMOOIIUTOB  OOHApPYKEHO CHIKEHHE arperamoHHON
CIIOCOOHOCTH TPOMOOIIUTOB TIPH HCIIOJIB30BAHMHM B KadeCTBE TECTOBBIX peareHToB AJ[D,
PUCTOMHUIIMHA U KOJUTareHa. Xo4eTcsl OTIEIbHO MOJYEPKHYTh, YTO CHIDKEHHE arperalioHHOMN
CIOCOOHOCTH TPOMOOIIMTOB OBLIIO BBISIBIIEHO Y MAI[MEHTOK BO BTOPOM TPUMECTPE OEPEMEHHOCTH,
HE CMOTpsl Ha TO, YTO B ATOT MEpUOJ OEPEMEHHOCTM B HOPME JODKHA HMETh MECTO
¢buznonornyeckas rumnepkoaryisnus. boimee Toro, y oAHONW NHaIlMEHTKH C TeTepO3UTOTHOM
mytanuei rea gakropa V (Arg506Gln) u y 1ByX ManueHTOK ¢ Te€TePO3UTrOTHON MyTaluei reHa
nporpomOuHa (G20210A) mpu BHIIOTHEHHH OOCIEIOBaHHS B TOCIEPOJIOBOM Tiepuojae (B
cpenHeM d4epe3 6 MECSIEB MOCTE POJOB) ObUIO BBISBICHO CHUKEHUE AKTUBHOCTH (PAaKTOPOB
Buinebpanna (32%, 35% u 42%, COOTBETCTBEHHO) M CHWXEHHE akTUBHOCTH ¢aktopa VIII
(40%, 30%, 44%), 4yTO, KaK MHHHUMYM, HE TO3BOJISET HMCKIIOYUTH Yy TAIMEHTOK OOJIe3HU

Bunnebpanna 1 tumna [1].
Takum 00pa3omM, HaM MPECTABIACTCS JOTHUHBIM CIENATh CIEIYIOIINE BHIBOJIBI:

1. JInst BBISIBICHUS BO3MOXKHBIX HAPYIICHHUI CBEPTHIBAIOIICH CHCTEMBI KPOBH HE CIETyeT
HCIIOJIb30BaTh MOJIEKYJISIPHO-T€HETUYECKHE MCCIIEIOBAHUS B OTPBIBE OT aHAIN3a KIMHUYECKOM
KapTUHBI (HaJu4ue TPOMOOTHYECKOTO WJIM TEeMOpPpParMuyeckoro 1auaresa), pe3yJbTaToB

HUCCIICA0BAaHUS TOKa3aTenei TpOM6OHI/ITapHOFO H IJIa3MCHHOI'O 3BC€HA I'eMOCTasa.

2. Hanmnuue y manyeHToB reTepo3uroTHor myrtamuu reHa dakropa V (Arg506Gln) wmm
reTepOo3uroTHo Myranuu reHa mnporpomOmHa (G20210A) HE HCKIIOYAET pean3aIuio y
WHANBUAYYMa T€MOPPArnueckoro eHOTUMa BCIEACTBHE JOMUHUPOBAHUS KOATYIOMATUYECKOTO

paccTpoicTBa CBEPTHIBAIOIIECH CUCTEMBI KPOBH.
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Hocsar 1nau BeISBICHHBIE B3aHMOOTHOIICHUS YCTOIZQHBLII)'I XapaKkTep — IMOKaXyT

NAILHENUIIINE UCCIIENOBAHNU.

Cnucok JimTeparTypsbl.

1. KomockoB A.B., Cromuna A.A., ®wmnnosa O.M. bonesns BunneOpanga y sxkeHmuH //
MEDLINE.RU: cereBoii xypHan. - 2013. - Tom 14. - C. 113 — 134. Pexxum pnocryma:
http://www.medline.ru/public/art/tom14/art10.html, cBoGoaHBIH

2. Bopo6seB A.l. PykoBoAcCTBO 10 remMaTonioruu: B 2 Tomax, 1.2., - M., «Menummnaa» - 1985. —

368 c.

3. Bates S.., Greer I.A., Middeldorp S. et al. VTE, Thrombophilia, Antithrombotic Therapy, and

Pregnancy Antithrombotic Therapy and Prevention of Thrombosis, 9th ed: American College of

Chest Physicians Evidence-Based Clinical Practice Guidelines // Chest. — 2012. — 141 (Suppl). -

P. e691S—736S.

4. Wu O., Robertson L., Twaddle S., et al. Screening for thrombophilia in high-risk
situations: systematic review and cost-effectiveness analysis. The Thrombosis: Risk and
Economic Assessment of Thrombophilia Screening (TREATS) study // Health Technol.
Assess. —2006. - 10(11). — P. 1-110.

890


http://www.ncbi.nlm.nih.gov/pubmed/16595080
http://www.ncbi.nlm.nih.gov/pubmed/16595080
http://www.ncbi.nlm.nih.gov/pubmed?term=Twaddle%20S%5BAuthor%5D&cauthor=true&cauthor_uid=16595080
http://www.ncbi.nlm.nih.gov/pubmed?term=Robertson%20L%5BAuthor%5D&cauthor=true&cauthor_uid=16595080
http://www.ncbi.nlm.nih.gov/pubmed?term=Wu%20O%5BAuthor%5D&cauthor=true&cauthor_uid=16595080

	4. Wu O., Robertson L., Twaddle S., et al. Screening for thrombophilia in high-risk situations: systematic review and cost-effectiveness analysis. The Thrombosis: Risk and Economic Assessment of Thrombophilia Screening (TREATS) study // Health Technol. Assess. – 2006. - 10(11). – P. 1-110.

