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AHHOTALMSA

BBeaenne. OpgHOM W3 NPHUYMH MATEPUHCKOM CMEPTHOCTH B MUPE, SBISIOTCS
HACJIEJCTBEHHBIE THUIIOKOAryJSILMOHHBIE JedekThl remocraza. Hecmorps Ha
3HAYUMOCTh  MPOOJEMBI, JIOCTOBEPHO PACHPOCTPAHEHHOCTh  HACIEICTBEHHBIX
KOaryJionaTuii y S>KEHIIMH pPENpOAyKTHBHOIO BO3pacTa HEU3BECTHA. Hean
HCCIEeA0BAHUSA - U3YYUTh pacnpoCTpaHEHHOCTh HACJIEJICTBEHHBIX
TUIMIOKOATrYJISIITUOHHBIX PACCTPOMCTB CpeAu JKEHIIUH PENpOayKTUBHOTO BO3pacTa.
Marepuajbl U MeTOAbl. BBIIIOTHEHO KOTOPTHOE OMMCATEIBHOE HUCCIEHOBAHUE —
npoBeneHo ankerupoBanue 130 crynentok BY3oB CaepiioBckoit obiactu mpu
nomomu omnpocHuka ISTH/SSC bleeding assessment tool. Pe3yabtarbl. Cpeau
OMPONICHHBIX ObLIO 0OHApYXKeHO, 4TO Y 12 (9,2%) KEeHIIUH MOTEHIIMAIBHO UMEETCS
HACJIEJICTBEHHAsI CKIIOHHOCTh K KpoBoTeueHUsIM. Q0cy:xaenne. [lonyueHHbIe TaHHbIE
COOTBETCTBOBAJIM  JIMTEPATYPHBIM. BeiBoabl. Cpenu cryneHtok  BY3os
CBepmJIOBCKOM  001acTH B TpyIIe pUCKA 10 HAIMYUIO HACIEICTBEHHBIX
Koaryjionatuii Haxonarcs 9,2% sxenmuH. LlenecooOpa3Ho nanpHelinee NpoBeICHUE
UCCJENOBAaHMUS C  pACIIMPEHUEM  BBIOOPKHM, J1Ta0OpAaTOpHOM  BepH(pUKALMEH
pPEe3yJIbTaTOB U MPOBEACHUEM MOJICKYJISPHO-TEHETUYECKUX HCCIIEAOBAaHUN B TPYIIIE
pHcCKa.

KiroueBble ciioBa: KpOBOTEUEHHUs, HACJIEACTBEHHbIE Je(PEKThl TIeMocTasa,
KOaryJjomnaTusi, MaTepuHCKas CMEPTHOCTbh, (PAKTOPBI CBEPTHIBAHUSI.
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Abstract

Introduction. One of the causes of maternal death in the world is hereditary
hypocoagulation hemostasis defects. Despite the significance of the problem, the
prevalence of hereditary coagulopathy in women of reproductive age is unknown.
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The aim of the study - to study the prevalence of hereditary hypocoagulation
disorders among women of reproductive age. Materials and methods. A cohort
descriptive study was carried out - a survey of 130 female students of universities in
the Sverdlovsk region was conducted using the ISTH/SSC bleeding assessment tool.
Results. Among those interviewed, it was found that 12 (9.2%) women potentially
have a hereditary tendency to bleed. Discussion. The data obtained corresponded to
the literature data. Conclusions. Among female students of universities in the
Sverdlovsk region, 9.2% of women are at risk for the presence of hereditary
coagulopathy. It is advisable to continue the study with an expansion of the sample,
laboratory verification of the results and molecular genetic studies in the risk group.
Keywords: bleeding, inherited hemostasis defects, coagulopathy, maternal mortality,
clotting factors.

BBEJIEHUE

[To pmanubiM Bcemupnoit Opranusanum 3apaBooxpaHeHuss 6% BceX poOJIOB
OCJIOKHSIOTCS KPOBOTCUCHUSIMU, KOTOPBIC SIBISIOTCS OAHOM M3 BEIyIIUX MPUYUH
MAaTEPUHCKOM cMepTHOCTH B Mupe [l]. OcCHOBHas 4acTb POJOB, OCIOKHECHHBIX
(aTaabHBIMU KPOBOTEUEHUSAMH, MPUXOJIUTCA HA OenHeimume crpansl Appuku [1], B
Poccniickont denepanny KpOBOTEYEHNS CTOST HA 4 MECTE B CTPYKTYpPE MAaTEPUHCKOU
CMEPTHOCTH [2]. PacipoCcTpaHEHHOCTh HENETAIBHBIX MOCIEPOIOBBIX KPOBOTCUECHHUH B
Poccuu (no nanueim Poccrara) coctaBuna 11,2 na 1000 ponos B 2020 roxy [2].

Ogaum u3  (QakTopoB, NPHUBOMAAIIMX KaK K PaHHUM, TaK U IO3JIHUM
MIOCJIEPOJIOBEIM KPOBOTEUYEHUSIM SIBJISIFOTCS HACIIECTBEHHBIE THUITOKOATYJISIIITUOHHBIE
nedeKThl TeMOCTa3a, OJIHAKO BOMPOCHI UX SMUIAEMHUOJIOTMH BO MHOTOM JIO CHUX IOp
ocTaroTcsi OTKpbIThIMU. K coxanenuto, B Poccun He BeneTcsl LEHTPAIN30BAHHOTO
y4eTa MaIlMEHTOB C BPOXKJICHHBIMU KOArymaTHSIMU, B HAYYHBIX MyOJIMKAlMSAX HaM
TaKXke HE yJaJloCh HAWTU JAHHBIX 00 UCTMHHOM pacHpOCTPAHEHHOCTH BPOXKICHHBIX
KOaryJionaTuii, B TOM YUCJI€ CPEAU JKEHILHH.

Heab uccaenoBaHMs - OLICHUTh YAaCTOTYy BCTPEYAEMOCTH HACJEICTBEHHBIX
TUTIOKOATYJISIITUOHHBIX PACCTPOIMCTB Y KEHIUH PEMPOTYKTUBHOIO BO3pacTa.

MATEPUAJIBI U METObI

Hamu ObuIO CIUTAaHMPOBAHO U NPOBEIEHO KOTOPTHOE  OINUCATEIBHOE
MCCJIEIOBAaHKME: MPU TOMOIIM aAJaNTUPOBAHHOIO U MEPEBEJECHHOTO ONPOCHUKA
ISTH/SSC bleeding assessment tool [3] Obuo mpoBeneHo anketupoBanue 130
cryneHTok BY3oB CBepaioBckoit oOjgacth ¢ Oa/UIbHOM  OIICGHKOM  pHICKa
KpoBoTeueHnil. CpeqHuid BO3pacT pecrnoHIeHToK coctaBui 21,35+1,36 ner (ot 18 1o
26 ner)

Onpoc mnpoBoauiics B mepuon ¢ 18.11.2021 mo 25.03.2022 npu momoliu
miatdopmbl  GoogleForms, st cTaTUCTUYECKON 0O0paOOTKHA Pe3yJIbTaTOB ObLIH
ucnoas3oBanbl nporpamm Microsoft Office Excel 2016 u EZR v. 3.2.2..

Kputepusimu BKITIOUCHHS B UCCIEA0BAHNE ObLIN: )KEHCKUN T0JI, ONITUMAJIbHBINA
penpoayKTUBHBINA Bo3pacT (0T 19 no 35 neT), coryiacusi Ha y4acTUe B MCCIIEIOBaHUM.
Kputepusimu uckitoueHus: ObUTM TIPUEM AHTUKOATYJISTHTOB W/WJIM aHTHArpEeraHToOB,
OTKa3 OT YYacCTHs B UCCIIEOBAHUH.

233



[Touck uTepaTypHbIX JaHHBIX 110 IPOOJIEME OCYIIECTBISICS B 0a3ax HayYHBIX
nyOnukanuit PubMed u Google Scholar. 'myOuna nayunoro moucka cocraBuia 14
ger (2008 - 2022 roasl). U3 oOHapykeHHBIX cTaTeil mo mpobiieMe, MyTeM
CEJICKTHUBHOT'O MOKMCKA MO KJIFOUEBBIM CJIOBaM ObLIM OTOOpaHbl Hanbosee akTyaabHbIe
Ha CEroJHSALIHUMN J1e€Hb paOOTBHI.

PE3YJBTATBI

[Tpu oOpaGoTKe MONYYEHHBIX NAaHHBIX, OBLJIO OOHAPYXKEHO, YTO HAOpaHHBIN
cpeaHui 0amn KpoBOTOUMBOCTH cocTaBuil 2,05+1,52 (puc.l). Ilpu 3TOM OTBETHI H
[OJyYEHHbIE CpeJHUE Oaibl HEPaBHOMEPHO OBLIM paclpeiesieHbl MO0 BO3PACTHBIM
rpynmnaM — Haubosee BbICOKUN Oasul ObUT y JKEHIIMH 23 JIET, YTO BO3MOKHO CBS3aHO
C TEeM, YTO JKEHIIMHBl IIOcTapiie OOJbplle BHUMAHMUS YACIAIUM HAJIUYUIO
onpeieneHHbIX cuMnToMoB (puc. 1). IIpoleHT MOJIOKUTENbHBIX OTBETOB, Ha
BONPOCHI ONIPOCHUKA YKa3aH B Tabnuue 1.

) -

T T T T
18 19 20 2 2 23 M B X

Puc. 1. PacnpezleneHI/Ie ypciia 0ajaoB KpPOBOTOYHUBOCTH II0 BO3paCTaM

Tabmuma 1
[TonoxuTtenbHbIE OTBETHI PECIIOHEHTOB Ha Bonpockl onpocHuka [ISTH/SSC
bleeding assessment tool

KonunuectBo
Y4uThIBaeMbIC aHAMHECTHYCCKHE JTaHHBIC IOJIOJKUTETBHBIX
otBeTOB (abc. / %)

JlnarHoCTUPOBAHBI TMIIOKOATYJISIHMOHHBIE PACCTPOUCTBA Y

POJICTBCHHHKOB 10/7,69
[ToBbIlIEHHAS! KPOBOTOUUBOCTH Y OJIU3KUX POACTBEHHUKOB 36/27,69
HocoBoe kpoBoTeUCHHE 18/13,85
CKJIOHHOCTB K 00pa30BaHHIO CHHSIKOB 31/23,85
KpoBoTeuenne u3 HeOOIbIION paHbl 16/12,31
KpoBoTeuenne mocie 0ObIYHBIX MPOIICAYP IO YXOAY 3a

POTOBOM MOJIOCTHIO 61/46,92
Kenya1o4Ho-KUIIIEYUHOE KPOBOTOUCHUE 1/0,77
KpoBoTeuenne nocie yaaieHus 3yoa 19/14,62
KpoBoTeuenue nociue Xupypruueckoil onepanuu 4/3,08
OOupHBIE MEHCTpYaIlUU 57/43,85
MBpllIe4HOE KPOBOTCUCHHE 6/4,62
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KpoBowmziisiHue B cycTaB 5/3,85

BHyTpuMO3roBoe niv BHyTPUYEPEITHOE KPOBOU3IUSHUE 2/1,54
CornacHO METOJ0JIOTUU OINPOCHHUKA, Oayun Ooljiee 5 cUMTAETCS 3HAYUMBIM U
YKa3bpIBAa€T HA BO3MOKHYIO MaToJiorHio remocrasza. Cpeau 130 onpomeHHBIX ObLIO

06Hapy>KeH0 12 YCJIOBCK, YAOBJIICTBOPAIOININX AAHHOMY YCJIOBHIO, YTO COCTABJIACT
9,2%.

OBCYXJIEHUE

JlocTOBEpHO CYAUTH O BCTPEYAEMOCTU €PUIIMTOB (haKTOPOB CBEPTHIBAEMOCTHU
Ype3BbIYANHO CJIO0KHO, OCOOCHHO CPEIM KEHIIWH, a Ha OCHOBAaHUU JIMTEPATYPHBIX
JAHHBIX MOXXHO JIMIIIb KOCBEHHO OLIEHUTh PAaCIPOCTPAHEHHOCTH JIe(PEKTOB remMocTasa,
MMEIOIINX KIIMHUYECKU 3HAYUMBIC TTPOSIBIICHHSI.

B psine pabot Obulo MpoaeMOHCTPUPOBaHO, uTO OT 15% mo0 30% >keHImH C
AHOMAQJIBHBIMA MATOYHBIMH KPOBOTCUCHHUSIMH HWMEIOT B OCHOBE HACJICICTBCHHOE
HapyIIeHWEe CBEPTHIBAEMOCTH KpoBH [4, 5]: 6one3np ¢oH Bumnebpanma (6%-13%
00CJIeIOBaHHBIX JKEHIUH), Jierkass HemoctatouHocTh FXI (4% oOcnenoBaHHBIX
KEHIIUH), Ha J0Jt0 JAe(UUUTOB JpPYyrux (PaKkTopoB CBEPTHIBAEMOCTH WM
KOMOMHUPOBAHHBIX AeUUMUTOB Tmpuxoautrcs 5% oOCIeHOBAaHHBIX  KEHIIUH.
Y4uuThiBasi, 4TO aHOMaJIbHBIE MATOYHBIE KPOBOTEUEHUs BcTpeyatorcsa y 30% xKeHIIUH
PENpPOIYKTUBHOTO Bo3pacTa [6], MOXHO C OCTOPOKHOCTBIO HJKCTPAroJupOBaTh
JAaHHBIE Ha TOMYJISALMIO >KEHIIUH PENpOJAYKTHBHOTO BO3pacTa M pacCUUTaTh, YTO
BEPOSITHOCTh HACIIEJCTBEHHOMN MAaTOJOTUU B JaHHOU rpyIe coctaBisieT oT 4,5% 10
9%. CyliecTBEeHHBIM HEJIOCTATKOM JJAHHOTO MOAXO0a SIBJISETCS paCUETHBIN XapakTep
BEPOSITHOCTH, a TakXkKe CHenuUIHOCTh BBIOOPOK, IOCKOJIBKY B HCCIIEIOBaHUE
Mo aid  UCKIIOYMTEIBLHO JKEHIMUHBI C JUArHOCTUPOBAHHBIM  aHOMAJIbHBIM
MaTOYHBIM KPOBOTECUCHHUEM, B PE3YIbTATE Y€TO OIICHKHA MOTYT OBITh 3aHIKEHHBIMU B
CJICICTBHE TOTO, YTO B BBIOOPKY HE MO KEHIIWHBI C JICTKUMH JTeHUIINTAMH U
KEHIIIMHBI UMEIOIITUE TTPEUMYIIECTBEHHO dKCTPAreHUTaIbHbIC TIPOSBIICHUS Je(eKTa
reMocTasa.

BBuay CymecTBeHHBIX HEIOCTATKOB, WMEIOIIMXCS TOJXOJOB K OIICHKE
PacpOCTPAaHEHHOCTH BPOXKICHHBIX KOATyJIOMATUW Yy IKEHIIMH, B HACTOSIIEM
MCCJICIOBAaHUM OBLT TPUMEHEH JPYro MOAXOM: JJIs OLEHKH aHaMHECTHUYECKHX
JAHHBIX O KPOBOTEUEHHUSAX OBLT MCIOJIb30BaH aJaNTHUPOBAHHBIN M TIEPEBEACHHBIN
onpocank ISTH/SSC bleeding assessment tool [3]. IlepBoHavyasibHO JTaHHBINA
OMPOCHUK pa3padaThlBAJICA C IENbI0 CKPUHUHTOBOTO BBISIBICHHS MAIlIEHTOB C
oone3npto (o BumreOpanma, mno3gHee OBLIM  MPOBEACHBI  MCCIASAOBAHUS,
BaJIUUPOBABIINE JAHHBIA OMPOCHUK JUIsI OIICHKA KPOBOTEUEHUN TIPU JPYTUX
MaTOJOTHUSAX remMocTasa [7].

ComocTaBisisi TIOJYYCHHYIO B HCCIEJOBAaHMM YacTOTy HACJICACTBEHHOM
MaToJOTUM TEMOCTa3a y JKEHIIMH penpoaykTuBHOro Bo3pacta (9,2%) c
MpenosaraéMbiIMi  pacueTHbIM 3HadeHueM (ot 4,5% mo 9,0%) MoXHO chaenarth
BBIBOJI, YTO OHHM COBITQJIAIOT (B TpEAesiax CTaTHCTHYECKOW morpentHoctr). OmaHaKo
BKHO 3aMETHTh, YTO JaHHBIC OBLIM IOJIyYCHBI HAa CTYJCHTKaX, KOTOPbIE MOTJIM HE
CTOJIKHYTHCSI C KIIMHUYECKUMH TIPOSIBJICHUSIMU MMATOJIOTHU T€MOCTa3a, B pPe3yJibTare
Yero OICHKHM MOTYT OBITh 3aHIKEHBI. Takke 3aMeTHUM: MOJTYUYEHHBIE Pe3yIbTaThl HE
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npennoiaragyd J1abopaTtopHOM BepUPHUKALMHU, YTO MOXKET BIUATH HAa TOYHOCTH
OLICHKHU.

AHanu3upysi COOpaHHbIE aHAMHECTHYECKHE JaHHble, OTMETUM, UTO
KIMHUIUCTaM Ba)KHO oOpamiatb 0co00e BHUMAaHUE Ha COOOINEHHUS O TMOBBIIICHHOU
CKJIIOHHOCTH K KPOBOTEUEHHUSM Yy POJCTBEHHHKOB, OOWJIBHBIX MEHCTpYyalusx,
CKJIOHHOCTH K 00pa30BaHUIO CUHAKOB, KPOBOTEUEHHSIX MOCIIE OOBIUHBIX MPOLEAYP 1O
YXOJ1y 32 pOTOBOM IOJIOCTHIO.

BbIBO/IbI

1.BBumy OTCYTCTBUSA IIEHTpaliu30BaHHOrO ydera B Poccuiickoit ¢enepanuu,
JOCTOBEpHasi OLIEHKAa PacCIpOCTPAHEHHOCTH MAaTOJIOTMM TEeMOCTa3a y JKEHUIUMH
PENPOAYKTUBHOTO BO3pacTa 3aTpyIHEHA.

2.M3yueHne aHaMHECTUYECKHX JaHHBIX O KPOBOTEUYCHMSIX MPU TMOMOIIH
onpocHuka ISTH/SSC bleeding assessment tool mokaszano, 4To cpelu CTYIEHTOK
BY3oB CaepaioBckoil 00yacT B Tpymre pUCKa MO HAIWYMIO HACJIEICTBEHHBIX
KOAaryJIonatui Haxomarcs 9,2% >KeHIIuH.

3.lenecooOpa3Ho nanpHEIIee MPOBEACHUE HCCICIOBAHUS C PACHIMPEHUEM
BBIOOpKH,  J1a0oparopHOi  Bepu(UKaAMEd  pe3yJabTaTOB U MPOBEIECHUEM
MOJIEKYJIIPHO-TEHETUYECKUX UCCIIEIOBaHUI B TPYIIIE PUCKA.
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AHHOTAIIUA

BBenenue. Knumaktepun — 370 (U3HMOJOTHYECKUN MEPUOM, B TCUCHHE KOTOPOTO B
OpraHu3Me >KCHIIUHBI TPE00JIaal0T MHBOIIOIMOHHBIE TTPOLIECCHI B PENPOAYKTUBHOM
cucreme. Jleburur ButamuHa D TMOBBIIAET PUCK BO3PaCT-aCCOLMUPOBAHHBIX
3a00JIeBaHUM, TMOATOMY Ba)XXHO OOcCJeAoBaTh W B cliydae HEOOXOJAUMOCTH
KOppPEKTUpOBaTh ypoBeHb BuTaMuHa D. Ileab wHccieqoBaHusi - ONPEICTUTH
B3aUMOCBSI3b YPOBHSI BUTaMHMHa D U cTemeHH TSKECTH KIMMAKTEPUUIECKOTO
CHUHJIpOMa Y EHILMH B NocTMeHonay3e. MarepuaJjibl 1 MeToabl. bpuio mpoBeaeHo
KpPOCC-CEKIIMOHHOE HCCJIeIOBaHUEe, B KOTOpOE€ OBbUIM BKIIOYEHBI AaHHbie O 150
MalMeHTKaX, OOpaTUBIIMXCS HAa THUHEKOJOTMYECKUd TpuéM C kajmobamMu Ha
nposiBieHus: kiumakrepudeckoro cujapoma (KC). UM Obuto mpemsioxkeHo MpouTH
aHKETUPOBAHUE, COCTABIIEHHOE HAa OCHOBE MEHOMNAy3aJIbHOro UHAeKca Kynnepmana u
caath aHanu3 Ha ButamuH 25(OH)D. Pesyabrarbhl. B pe3ynbrare mpoBeneHHOIrO
MCCIICIOBAHUS BBISIBJIICHO, YTO U3 150 JKEHIIMH C TPOSIBJICHUSAMH KJIMMAKTEPUUYECKOTO
cuHapoMa cpennuid ypoeHb 25(OH)D B cwiBopoTke KpoBu coctaBui 25,3(7,5)
Hr/mi. IIpu atom y 49 (33%) oOcnenoBaHHBIX COACpP)KaHUE TUIPOKCUBUTAMHHA D
OBLIO HOPMAJIbHBIM, HeJlocTaToK Habmoaancs y 53 (35%), a 'y 48 (32%) nokazarenu
COOTBETCTBOBaIM Jepuiuty. Takum 00pa3oM, y B3HAYUTEIBHOTO KOHTHHIECHTA
KEHIMH B MEHOIAay3€ BBISABICHO CHUXeHue coaepxkanus 25(OH)D B kposw.
O0cy:xxnenne. Ha ocHOBaHMM TOJYYEHHBIX JAaHHBIX MOYKHO MPEIINOJIOKHUTh, YTO
CTENEHB TSKECTU KIIMMAKTEPUUECKOT0 CHHIPOMAa HE 3aBHCHUT OT ypOBHS BuTamuua D
B KpoBU. UTO MOATBEPKAAET BEAYIIYIO POJIb TMIO3CTPOI€HUU B 3THUOINATOrEHE3E
JAHHOTO COCTOsiIHMS. BbIBoabl. KoppeislMoHHBIM aHAIN3 B3aUMOCBSI3U YPOBHS
BUTaMMHA D U CTENeHW TAXKECTH KIMMAKTEPUUYECKOTO CHHJIpOMA, HE MO3BOJIUI
BBISIBUTh CTATHCTUYECKH 3HAUYUMYIO CBSI3b MEXK 1y napamerpamu (p=0,317).
KawueBble cjoBa: 005€3HM, acCOIMUPOBaHHbIE C JedUIIMTOM BUTaMUH D,
MEHOTay3a.
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