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SUMMARY

Insufficiency of the coagulation system during pregnancy can endanger the health of patients with
angiohemophilia and the fetus. The goal is to estimate changes in blood coagulation parameters as
pregnancy progresses in patients with angiohemophilia. Materials and methods. 15 pregnant women with
mild angiohemophilia (main group) and 20 pregnant women without hereditary and gestational
coagulopathy (control group) were examined. Research methods included survey and examination of
pregnant women, anamnestic data, analysis of information from pregnant women's cards. Coagulological
examination is performed according to 17 parameters. Results. The average age of the main group of
pregnant women was 28.78+3.61 years, the average age was 12.7+1.05 years. Significant differences
between the groups were noted in the frequency of menorrhagia (p=0.006) and dysmenorrhea (p<0.001).
A significant difference in the frequency of chronic endometritis (p<0.001), vaginitis (p=0.015), anemia
(p=0.006) and gastrointestinal diseases (p=0.015) was revealed in the main group compared to the control
group. Complications occurred in 46.7% of pregnant women in the first trimester, in 53.3% of pregnant
women in the second trimester, and in 60.0% of pregnant women in the third trimester. The chance of
complications in the III trimester was high (OR=0.762, 95% CI 0.179-3.241, p<0.05). Head presentation
was determined in 80.0%, pelvic presentation - in 20.0% of cases. In the III trimester of patients of the
main group, prothrombin time and activated partial thrombin time significantly exceeded the control ones
(p<0.001), a significant increase in factor VII (p=0.037) and a decrease in factor VIII (p<0.001) were
revealed. Conclusion. The clinical status of pregnant women with angiohemophilia is characterized by
complicated gynecological and obstetric anamnesis and changes in all parameters of the coagulogram in
the III trimester.
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Aurmoremodunua wan 6onesHb ¢GoH BuireGpaHza, BIepBrle omMcaHHAas Ap. JpUK (PoH
Bunne6pann, Hanboee pacnpocTpaHEHHOE ayTOCOMHO-HACJIeACTBEHHOe HapylleHue CBepPTHIBAeMOCTH
kpoBu [1-4]. Dro BeI3BaHO AeduiutoM i guchyHkuuei ¢dakropa ¢ox Bunnebpanza (PB), Genxa
II7Ia3MbI, KOTOPBIH ONIOCpelyeT HAYaJIbHYIO aATe3HI0 TPOMOOLHMTOB B MeCTaX IOBPEXIEHUA COCYZOB, a
TaKKe CBA3BIBaeT M crabwmimsupyer ¢akrop cBeprsiBanusa Kposu VIII (FVIII) B xpoBooGpameHuw.
CremoBatensHO, nedekts: OB MOTYT IIpUBeCTH K KPOBOTEUEHHUIO U3-32 HAPYLIEHNUS a[iTe3UH TPOMOOITOB
WU CHIDKeHUs KoHueHTpauuu ¢axropa VIII [5].

PacmpocTpaleHHOCTh aHTHOreMO(UINN BapbUPYETCA B PAa3HBIX HCCIEZOBAHUAX U 3aBUCHUT OT
HCIIONIB3YeMOTO OIIpefiesIeHUs, ITOCKOJIBKY He Yy BCeX IIAIIMeHTOB C 3THM 3a00JIeBaHMeM Pa3BUBAIOTCS
cuMITOMBI KpoBoTedeHus. Ilo ouenkam, anrunoremo¢pumaus mopaxkaer 0,5-1,3% nacenenus [5,6]. B
Aszep6aiimxane 3apeructpupoBano 17,2+0,44 Goxsusix remodriueit Ha 100 Tsic. HacereHus [7].

719 GoNBIIMHCTBA XKEHIIWH C aHThoreModuavell 3adaTie He ABISeTCA IPoOieMoil, HO OHH
VMEIOT IOBBINIEHHBINH PUCK KPOBOTEUEHU BO BpeMs GepeMeHHOCTH U POJOB. BemeHue 3TUX KeHIUH
3aKJII0YAeTCs B KOHTPOJIE CKIIOHHOCTH K KPOBOTEUEHUAM [6)].

F'emodpmmma — 310 X-ClelleHHOe HAClIeACTBEHHOe 3a00jeBaHMe CBEPTHIBAEMOCTH KpPOBH.
JKeHIUHBI ABIAIOTCS HOCUTENAMH U MOTYT UMeTh CHIDKeHHBIH ypoBeHbs PB. Huskuit @B moxer GbITh
CBSI3aH CO 3HAYUTEIBHBIM (PEHOTUIIOM KPOBOTEIEHI S, HECMOTPs Ha JIMIIb He3HaYnTeIpHOe cHinKeHne OB



JECM 2023/5

B 1mnasMe [7]. Bo Bpems GepeMeHHOCTH IIPOMCXOAAT MHOTOYMCJIEHHble H3MEHEHUsA TeMOCTa3a,
IIPUBOAAIINE K THIIEPKOATYJIAIMOHHOMY COCTOAHUIO [5]. B aTOT mepuos remocraTmdeckuit 6GanaHc
MeHseTCs B CTOPOHY IIPOKOATyITHTHOTO COCTOSTHHS, YTOObI OBITH TOTOBBIM K KPOBOIIOTEPE BO BPEMS POZIOB
U B IIOCIEpOJOBOM Ilepuofie [8]. DTO IIPOKOAry/ISHTHOE COCTOSHUE BBI3BAHO (DU3UOIOTHIECKUM
yBeJIU4YeHHeM MHOTUX (aKTOpOB CBepThiBaHMS KpoBH, Bkmodas ¢akrop VIII (FVIII) u OB ¢ nuxom
He3a0iro 0 pozoB [9]. IIpokoaryIssHTHOe COCTOSHIE TAK)XKe XapaKTepU3yeTCs CHIDKeHUEeM KOJIMIeCcTBa
AQHTHUKOATYJITHTHBIX OeJIKOB U CHIDKeHUeM ¢pubpuHoausa [9]. HemocTaTo9HOCTS CBEpTHIBAIOLIEH CHCTEMBI
BO BpeMs OepeMeHHOCTH, a TaKKe B MHTPAHATAIBHOM U IIOCIEPOZIOBOM II€PHOAX MOXKET IIOCTABUTH IIOZ,
yTpo3y 3[J0pOBbe IAIMEeHTOK C aHTHOreMOMUINel U UX IUIOAA.

Ilenp wmccremoBaHMA - OLEHUTh W3MEHEHHS IIAPAMETPOB CBEPTHIBAHUA KPOBU IIO Mepe
IIPOrpecCHpOBaHUsA OepeMeHHOCTH Y IAIIMeHTOK C aHTHoreModuInei.

Marepuan u Meroapl. B wmccremoBaHMM NpHMHAIM ydacTHe 15 OepeMeHHBIX >KEHIIWH C
aHruoremoduneii (OCHOBHaA TpyIna). Bce )KeHITUHEI BRIPA3UIN COTIacHe Ha y4acTHe B MCCIeL0BAHUM
¥ MOAIHCANIN HHPOPMHUPOBAaHHOE MUCEMeHHOe coracue. VccremoBaHue IpOBOAMIIOCH B COOTBETCTBUHY C
IIpUHIUIIAMU XeIbCUHCKOI Aexiapanuu. Kputepusamu BriiodeHUS B ICCIeJOBaHYE OBLIH: OAHOIIOLHAS
OGepeMeHHOCTb, IIALMEHTKH C aHrumoreModrneil yserkoi cremeHHW. KpuTepum MCKIIOYeHHA: HAIUIUE
XPOHHYECKHX 3a00JeBaHUI B CTaZuU JEeKOMIIEHCAIIMHU; OCTPOEe BOCIIaJeHUe; TPOMOO3BI; OTATOLIeHHAS
TpoMOOTHMYeCKass HaclaeACTBeHHOCTh. KoHTponpHas rpymma Bkiaowana 20 OepemeHHBIX 0e3
HaCJIeICTBEHHBIX U TeCTAIIMOHHBIX KOAr'yIOIaTHI.

Merozpl mMccieoBaHUA BKIIOYAIU OIPOC M OCMOTP OepeMeHHBIX, aHAMHECTHYeCKHe IAaHHBIE.
bruta cobpama m mpoaHamu3upoBaHa wuHopManusa u3 KapT OepemeHHBIX. Koarymomormgeckoe
KCCIeJOBaHUE BBIIOTHEHO IO 17 mapameTpaM: IPOTPOMOMHOBOE BpeMs; IIPOTPOMOHMHOBBIM HHJEKC;
MexzyHapogHoe HopmanuszoBaHHoe oTHomenue (MHO, International Normalized Ratio);
aKTHBUPOBAHHOE dYacTUYHOe TpoMGorutacTuHoBoe BpeMs (AYTB); dakrop akrtuBHOCTH (GUOPUHOTEH
(baxTop I); paxrop II (mporpombun); baxrop V (mpoanexpus); pakrop VII (mpoxorseprun); dpaxrop VIII
(arTHreMmodunbHbIHM akTop A); bakrop IX (anTHUreModribHEIH akTop B); dakrop X (paxrop Crroapra-
ITpayapa); daxrop XI (IpezirecTBeHHUK IIa3MeHHOTO TpoMboiactuHa); dakrop XII (pakrop Xaremana);
vWF Rco (pucronerus KodakTopHas akTUBHOCTE (akTopa o Buirebpanna); BpeMs CBEpPTHIBAHUA 110
Jlu Vaiity, peTpakuus KPOBSHOTO CIYCTKa; [JIMUTeNIBHOCTh KpoBoTeueHus mo Dike. Ompeznenenue
IIPOBOJUIN HA IIOTyaBTOMarudeckoM KoarysnoMmerpe Sysmex CA-50 d¢upmer Sysmex Corporation
(Anonus). vWF:Rco omnpezenanu TypbugumerpudeckuM MerozoM Ha koarynomerpe ACL-9000 (USA)
TecT-Habopamu ¢pupMms! Instrumentation Laboratory.

CraTucTryecKnii aHAIN3 IOJTYYeHHBIX JaHHBIX BKIIOYAJI pacueT CpeJHero 3HaYeHU II0Ka3aTesId
(M), crangaprroro orkiaoHeHus (SD), oumbku cpexuero (m). JIng cpaBHeHHs TIPYII HCCIeLOBAHUI
paccuntsiBanu Kputepuii CreiosenTta (t), Kpurepumit xu-kBazpar Ilupcona (x2) ¢ ompeneneHueM
JOCTOBEpHOCTH pasiuuuii (p). AHamINU3 prcKa BOSHUKHOBEHUS OCIOXXHEHWH B TPUMECTpaxX recTaluy ObLI
IIpou3BeJieH ImyTeM pacdera orHomreHus maHcoB (OR — odds ratio). Craructryeckuii aHaIN3 BBIIIOTHEH C
HCIOIb30BaHMeM IIporpammel Statistica for Windows, v.16 (StatSoft, CIITA). 3xauenue p<0,05 cuuranzocs
CTaTUCTUYECKU 3HAYUMBIM.

PesynsraThl ¥ uX 06cyxKAeHMe. Bo3pacT marueHTOK IPyIIN UCCIeL0BAaHUA BAPUPOBAJICS OT 22 0
36 set. Bo3pact u manHble aHaMHe3a IpUBeAeHs! B Ta0I. 1.

Ta6mua 1. BasoBsle xapakTepHCTHKH

I OcHoBHax KouTponsuas p
ORasaTent rpynna (n=15) | rpynmna (n=20)
Cpepuuii Bo3pacr, jeT 28,78+3,61 26,93+4,12 t=0,34 0,738
?éie)HCpraJIBHBII/I I[UKJI peTYJIAPHBIH, N 13 (86.7) 18 (90) 42=0,094 0.760
0
Menopparus, n (%) 5 (33,3) 0 x2=7,778 0,006*
Jucmenopes, n (%) 8 (53,3) 0 x2=13,827 | <0,001*
[TepBoGepementsre, n (%) 4(26,7) 6 (30,0) x2=0,047 0,829




JECM 2023/5

ITepBopogsmue, n (%) 10 (66,7) 11 (55,0) x2=0,486 0,486
[TosropHOpozsmue, n (%) 5 (33,3) 9 (45,0) x2=0,486 0,486
Mepuunsckue a6opts, n (%) 1(6,7) 5 (25,0) x2=2,028 0,155
Camompon3BobHbIe BRIKUABIIIH, N (%) 10 (66,7) 2 (10,0) x2=12,216 | <0,001*
Xpouwuveckuit sHZOMETpUT, N (%) 10 (66,7) 0 x2=18,667 | <0,001*
Barunur, n (%) 4(26,7) 0 x2=6,022 0,015*
IMosun meitku matku, n (%) 1(6,7) 0 x2=1,373 0,242
Auemus, n (%) 5 (33,3) 0 X2=7,778 0,006
3a6omesanus JKKT, n (%) 4(26,7) 0 x2=6,022 0,015*
[Tuenonedpur, n (%) 2 (13,3) 0 x2=2,828 0,093

[Tpumevanwme: * - cTaTucTryeckas 3HaYUMOCTh pasnmanii; KKT — xemymouso-KuIIeYHEIH TPaKT

W3 manubIX Tabn1.1 ciemyeT, 4TO IO BO3PACTy B CpeflHEM Pa3IHMYHil MeXAY TPyIIaMH He OBLIO.
CorylacHO aHAMHeCTHYeCKUM JAaHHBIM Y OepeMeHHBIX OCHOBHOI TPYIIIIBI, BO3PACT MeHapxe Kojebaicsa oT
12 mo 14 ner (cpemuuii Boszpact - 12,7+1,05 met). Perynapusiii MeHCTpyaJIbHBIH LMK MMeJI MECTO y
OOJIBIIMHCTBA IIALIMEHTOB B OCHOBHOM TpYIIle M CYIIECTBEHHBIX Pa3IUYUil C I'PyIIIONH KOHTPOJIA He
ormeuasnock (p=0,760). CyuiecTBeHHbBIe pa3jIW4YUsA OTMedYanuch B dacTore MeHopparuit (p=0,006) u
nucmenopeu (p<0,001). B ocHOBHOI TpyIIIle IO CPaBHEHUIO C TPYILIOiM KOHTPOJIS BRLABIEHA 3HAYUTEIbHAS
pasHuia B vacrore xpoHudeckoro sugomerpura (p<0,001), Barmuura (p=0,015), anemuu (p=0,006) u
zabosresanuii XKKT (p=0,015).

B rpynme xoHTposss OGepeMeHHOCTh IpoTeKana Oe3 ociaoxHeHui. lIpu oueHKe TedyeHUA
OepeMeHHOCTH B IOUHAMUKEe B OCHOBHOH rpymme Obinu ociaoxuHeHus (puc. 1.). OmeHka TeueHus
G6epeMeHHOCTH B I TpuMecTpe IMOKa3asa, YTO OCIOXKHEHUS B 9TOM TpuMecTpe OsutH ¥ 7 (46,7%) marueHTOK,
B TOM uucie y 4 (26,7%) mauueHTOK OTMedasncs TOKCUKO03, y 3 (13,3%) - KpoBsSHUCTbIe BbIeIeHUuA Uy 1
(6,7%) manreHTKY pa3sBUIACH YTPO3a IIPEPhIBAHUS OePeMEeHHOCTH.

Puc. 1. Yacrora ocoxHeHuUi 6epeMeHHOCTH y XXKeHIUH ¢ aHrHoreModurueii (%)

I rpumectp Il rpumectp M III TpumecTp

50 46,7
20
20 13,3 13,3
L 62 7
0 0 0 0 0 0 0 0
0 _— _— am -
TOKCHKO3 yrposa KPOBSIHHUCTBIE IUIalleHTapHas 3a7iepXKKa
IIpephIBaHUNA BbIZICJICHUA HEIZOCTATOYHOCTH Ppa3BUTHA ILJIOAA

Bo II Tpumectpe ocnoxuenus pasBuiuch y 8 (53,3%) GepemeHHbIX. UMCIIO KEHIIUH C YTPO30H
npepsiBanus gocturio 3 (20,0%) u y 5 (33,3%) mauueHTOB GepeMeHHOCTh OCIOXKHUIACH IUIAIeHTapHOM
HegmocrarouHocTsio. B III Tpumectpe ocmoxuenus Berpedanucs y 9 (60,0%) maruenTox. B aToT mepuog
IIJIalleHTapHas HeJOCTaTOYHOCTh PasBIUIACH ellle y 2 XKEeHIIUH U TaKUM 00pa3oM, IuciIo GepeMeHHBIX C
IJTal[eHTapHOI HeJOCTaTOYHOCTBIO JoCTUrIo 7 (46,7%), a y 2 (13,3%) >xeHUIUH BBIABIAIACH 3aJepPiKKa
pasButua mwoza. CpaBHeHMe pUCKAa BOSHUKHOBeHU ocaoxHeHui B | u Bo Il TpumecTpe mokasaso, 4To
OospIINii IIAHC BOSHUKHOBeHHUA ociokHeHwil 6su1 Bo II tpumectpe (OR=0,766, 95%/U 0,182-3,214,
p<0,05). CpaBuenue pucka BosHuKHOBeHus: ocioxHeHuil Bo II u III Tpumectpe moxasano, 4To IIaHC
Bo3HUKHOBeHUs ocnoxHenuit B III rpumecrpe 6511 Borute (OR=0,762, 95% 111 0,179-3,241, p<0,05), xots
pa3JII/I‘-II/IH HE 6BIJ'II/I CTAaTUCTUNYECKU 3HAYMMBIMU.
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CrnenmoBaTenpHO, y OepeMeHHBIX C aHruoreModuivell dYame HAOIIOJAINCh IUIAlleHTapHAA
HeJOCTaTOYHOCTH -y 7 (46,7%) malueHTOK U yrpo3a IpepsIBaHuA 6epeMeHHOCTH - y 4 (26,7%) manueHToK.

Cpenuuii cpok recranuu cocrasui 38,5+1,04 Hemens. B GonbIIMHCTBe CIy4aeB OIpeZeIsIoch
rosnoBHOe npezmexxanue — 12 (80,0%), B ocransusix 3 (20,0%) ciyduaeB — Ta30Boe IIpefieXxaHue.

HPI/I ncciaensoBaHNN COCTOAHUA CUCTEMBI CBePTBIBaHI/I}I y 6epeMeHHBIX JKeHITWH C
aHrroreMo(rINe II0 CpaBHEHUIO C KOHTPOJIBHOM IPYIION Ilepesi poopaspelleHueM IPOTPOMOMHOBOE

BpeMsi 65110 moBsIeHO: Ha 8,8% (Tabi.2).

Ta6mua 2. ITokasaTenu remocrasuorpaMmsl B III TpumecTpe B rpymmnax ucciefoBanus B

oxasaTess OcHoBHas KonTrponsuas i -
rpynna (n=15) | rpynmna (n=20)
ITpoTpoM6HHOBOE BpeMs, CeK 16,1+0,18 14,8+0,15 5,55 <0,001*
ITporpom6uHOBSI nHAEKC 0 KBUKY, % 114,0+1,60 110,0+2,8 1,24 0,224
MHO (INR) 0,91+0,16 1,05+0,20 0,55 0,588
AYTB, cex 37,6+0,44 21,53+0,83 17,11 <0,001*
®axrop I pubpunores, r/n 5,13+0,35 4,44+0,22 1,67 0,105
IT ¢paxTop axTuBHOCTH, Y% 100,8+4,82 98,9+2,04 0,41 0,688
V ¢axrop, % 98,2+1,10 99,0+1,20 0,49 0,626
VII daxrop, % 101,8+0,90 98,8+1,04 2,18 0,037*
VIII ¢axTop, % 100,4+1,10 108,1+1,01 5,16 <0,001*
IX daxtop, % 101,6+0,92 100,3+1,47 0,75 0,459
X daxrop, % 101,5+1,22 98,6+1,50 1,50 0,143
XI ¢axrop, % 98,9+1,0 100,6+1,70 0,86 0,395
XII daxrop, % 107,1+1,21 110,4+1,48 1,73 0,094
vWF: RCo, % 106,8+17,88 118,0+10,20 0,54 0,590
Bpewms cBeprsiBanus no Jlu Yaiity, MuH 10,02+0,30 9,22+0,44 1,50 0,143
Perpakuus xpossHoro crycrka, % 57,0+1,80 55,0+4,0 0,46 0,651
JnurensHoCTh KpoBoTeueHus 1o Dike, Mmun 3,67+0,47 2,0+0,8 1,80 0,081

[Ipumeuanue: * - craTUCTUYeCKasd 3HAYUMOCTD pasnuuuii Mexay rpymmnamu; MHO (INR) - mexzayHapozHoe
HOpManu3oBaHHOe oTHoueHue; AYTB - akTuBHpOBaHHOE YacTHYHOEe TpoMboILIacTuHoBoe BpeMs; vWE: RCo -
dakrop ¢pon Bunnebpanna

Kak BuzHO m3 Tab;1.2, y manueHTOB OCHOBHOM TPYIIEI IIPOTPOMOMHOBOE BpeMs 3HAUUTEIBHO
mpessimano KoHTposrbHOe (p<0,001). ITokasarens IPOTPOMOMHOBOTO MHEKCA B 06CIEIOBAHHBIX TPYIIIIAX
cylecTBeHHO He pasnudanca. Bermamaa MHO, mo KoTOpoii, Kak M3BeCTHO, MOXXHO TOYHO OIIpeJeIHTh
GYHKIMOHMPOBAHIE CUCTEMbI TOMEOCTa3a, y MAIieHTOK OCHOBHOM I'PYIIIIEI OTHOCUTEIBHO KOHTPOJIBHOM
rpynmsl ObiTa HesHauwmTenbHO cHmKeHa (p=0,588). Hamporus, Bemmumna AYTB B cpaBHeHunm c
KOHTPOJIbHOI GbLa AocToBepHO BbICOKOM (p<0,001). Y GepeMeHHBIX OCHOBHOM TPYIIIB B CPABHEHUHU C
KOHTPOJIBHOH TpyIIoil ¢ubpuHoreH Obur moBbImeH Ha 13,4%, HO pasHMIA He ObLIA CTATHCTUYECKU
3HAYMMOM. AHA/IN3 ITOJTyYeHHBIX JAHHBIX ITOKas3ai, 4To B III Tpumectpe npu cpaBHenuu yposreit II-XII
(baKTOpPOB aKTUBHOCTU MEX/y IPYyNIIaMu 00C/IeJOBaHUA B OCHOBHOI I'PyIIIIe BBIABJIAIOCH 3HAUUTEIBHOE
mosermerue ¢axropa VII (p=0,037) u cumwxenuem daxropa VIII, t.e. anTuremoduasHOro daxropa
(p<0,001). Paxrop ¢don Bunnebparza B OCHOBHO# rpyIme ObLI CHIDKEH, HO Pa3HHUIA C KOHTPOJIBHBIM
mmoxaszaTeseM He Obima craTuctudecku 3sHaumMmon (p=0,590). YV GepeMeHHBIX OCHOBHOM T'DYIIIBI
CYILIeCTBEHHOH pa3HUIBI BpeMeHU cBeprThiBaHuA IO JIu VYaliTy ¢ KOHTPOJBHBIM IIOKasaTeleM He
Habmoganock (p=0,143). Takue mokasarenu Kak peTpakiys KPOBSHOTO CIYCTKA U y[AJHUHEHHe BPeMeHU
kpoBoreueHus 1o Dike, XoTs 1 GBLIH yBeJIUYeHB! Y XKEHIIWH ¢ aHTHoreModuanei, HO ¢ KOHTPOJIbHBIMU
BeIMYMHAMHY 3HAYUTEIFHO He Pa3IM4ajIuCh.

HacnezncrBenHble HapylIeHUA CBEPTHIBAEMOCTY KPOBH IIPEJCTABIAIOT COOOI PUCK KPOBOTEUeHUH
BO BpeMs OepeMeHHOCTH M POZOB JJA MaTepu U HOBOPOXKAEHHOTO, KOTOpPBIe MOTYT YHACJIeLOBaTh STO
3aboneBanue. [lo HamMMM AAaHHBIM KpOBOTeueHHe MMea0 MecTo B I Tpmumecrpe y 13,3% manuenTtos
(p=0,093). Otmerum, uto 3a mociensuue 20 jeT mpomsolIe]T IMPOrpecCc B MOHMMAHUU AMATHOCTUKE U
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JIe9eHUU KPOBOTeueHUll y GepeMeHHBIX ¢ aHrnoreModuiueii [5]. B redenne moutu Tpex mecATuIeTHI B
AszepbaiimxaHe Bce OepeMeHHbIe XEHIIUHBI C aHTHOreMO(IIINeH JIeYMINCh B TECHOM COTPYAHUYECTBe
MeXIy aKyllepaMU-THHEeKOJOTaMHu M remaroioramu. [lociemHue perysispHO KOHTPOJIHPYIOT yPOBEHB
daxTOopa CBepTHIBAHUA KPOBU U TIIATEIHHO 00CIeYIOT GepeMeHHBIX JKeHIINH C 9TOi marojoruei [7]. Y
KEHIIVMH ¢ aHruoreModuiueir ypoBHu daxrtopa cBeprbiBanus kposu VIII (FVIII), daxropa don
Bunne6panga (VWF:Ag) u aKkTHBHOCTM PHCTOLETHHOBOTO Kodakropa daxropa ¢oH BurneGpamza
(VWF:RCo) nsmepsroTcs Bo BpeMsi POZOB WIIH, 110 KpaiHel Mepe, 3a [iBe HeJie/IU J0 OXXHUIaeMBIX POZIOB,
Yauie IIPU BOSHUKHOBEHUU OCIOXHEHUH [5].

Y nmanumeHTOK ¢ aHTHOreModuInell 1 Tuma BejeHne 6epeMeHHOCTH OTHOCUTENBHO jerko. OmHako
BCeTZa JKeJIaTeIbHO TIIAaTeIbHOe HAOIIoeHNe, IOCKOJIBKY KPOBOTEYeHIe MHOTJa MOXKeT BO3HUKATD JaKe
mpu HopManu3auuu ¢aktopoB. KonnenTpanuyu mapamerpos cBepreiBanug kposu VWE:Ag, VWF:RCo u
FVIII:C B mra3sMe [eMOHCTPUPYIOT CIOXKHYIO BapHabeIbHOCTD Y 3ZJ0POBBIX JIIOZeH. Y 3/0pPOBBIX JKeHIIIH
BO BpeMsa OepeMeHHOCTH IIPOUCXOJAT pasJIWYHble H3MEHEHWs B CHCTeMe CBEPTHIBAHHSI KPOBH.
Veemuuenne VWF:Ag, VWF:RCo u FVIIL:C Bo BpeMsa GepeMeHHOCTH y 3ZOPOBBIX JIOZEH yxe OBLIO
ommcaHo. PaBHOBecme cMemaeTcss B CTOPOHY IIPOLIECCOB CBEPTHIBAHMA KpPOBH, BO3MOXHO, [JIf
IIpeOTBpallleHNs 3HAYHTEIbHOM KpoBOIOTepu BO BpeMs pozmoB. Ilociepomosas akrusrHOCTh FVIIL:C n
VWF ocTaercs Ha IOBBIIEHHOM yPOBHE B TeueHUe 2 mHeil, a Ha TPETHH JeHb IOCIe POLOB AKTUBHOCTB
VWF nauunaer cumwxarscs [10,11]. Hamre mccrezmoBanme mokasamo, YTO IIOKA3aTeIN CBEPTHIBAEMOCTH
KPOBU BO BpeMsi GepeMeHHOCTH ITOBBILIAIOTCS, YTO COTIACYeTCs ¢ JaHHBIMU juTteparypst [12,13]. Tounas
IUAaTHOCTUKA W JIeYeHWe HapyLUIeHWH CBepThIBAEMOCTH KPOBHM BO BpeMsA OepeMeHHOCTH [JOJDKHBEI
YYUTHIBATh PUCKU [ MaTepu U 11oAa [14]. B uccnegoBanuu M. Lavin et al. [15] BBIABUHYTHI Ha IT€PBBIit
IIJIaH BaXKHBIE BOIIPOCHI, Kacaloluecs BeJleHHs SKeHIIWH C 6oe3HbI0 BuineOpanma, ogHuM 13 Hauboree
pacIpoCTpaHeHHBIX HapyIIeHHil CBepTHIBAEMOCTM KpOBM BO BCceM Mupe. B oIyGIMKOBaHHBIX
pexkomeHpanuax AwmepukaHckoro obmectBa remarosnoroB (ASH)/ISTH/Haumonampuoro douza
remodunuu (NHF)/Bcemuproit denepanuu remodpmnnu (WFH) VWD 2021 paccmarpusarorcs nBa
Ba)KHBIX BOIIPOCA, CBA3AHHBIX C OepeMeHHOCTHIO: ONTUMAJIbHAS I[eJIb IS HeHPOaKCHAIbHOU aHeCTe3UH U
POJIb TOC/IEPOAOBOY IPOPUIAKTHIECKON TPAHEKCAaMOBOM KUCIOTHI [14]. DTi npo6ieMsl, C KOTOPHIMH MBI
CTaJIKUBAaeMCs IIPU BeleHUU GepeMeHHbIX XKeHIIMH C aHTMOreMOGUINel U YIUTHIBAs STH IIPOOIEMBI, MBI
IOCTUTHEM YJIydlleHUs BefleHUA GepeMeHHBIX U ITOCIePOLOBOr0 YX0/1a KeHIIWH C aHTHOTeMOpUIHe.

3axmodenue. KimHudeckuii cTaTryc OepeMeHHBIX C aHTHOTreMOGUINell XapaKTepHU3yeTCs
OCJIOXKHEHHBIM I'MHEKOJIOTUYECKUM U aKyIIepCKHM aHaMHe30M. JacToTa OCJIOKHEHUH recTalluiy PacTeT C
yBennueHHeM ee cpoka ot 46,7% B I Tpumectpe k 53,3% Bo II Tpumectpe u mo 60,0% B III Tpumectpe. YV
OGepeMeHHBIX C JIETKOW ()OPMOIi aHTMOTeMODUINY IIepes; POJAaMU CTATUCTHYECKH 3HAYHMO ITOBBIIIAETCS
nporpom6uHOBoe Bpemsa (p<0,001), akTuBHpOBaHHOE YacTHYHOEe TpoMmbomaacTrHoBoe BpeMms (p<0,001),
daxrop VII (p=0,037) u cumxaercs daxrop VIII (p<0,001).

Jlureparypa:

1. Doherty D, Lavin M, Byrne M, Nolan M, O'Sullivan JM, Ryan K, et al. Enhanced VWF clearance in
low VWF pathogenesis: limitations of the VWFpp/VWF:Ag ratio and clinical significance. Blood Adv.
2023;7(3):302-308. doi: 10.1182/bloodadvances.2022007340.

2. Berntorp E, Trakymiené SS, Federici AB, Holstein K, Corrales-Medina FF, Pierce GF, et al. Sixth Aland
Island Conference on von Willebrand disease. Haemophilia. 2022;28 Suppl 5(Suppl 5):3-15.

3. Sidonio RF, Lavin M. Diagnostic pitfalls and conundrums in type 1 von Willebrand disease.
Hematology Am Soc Hematol Educ Program. 2022;2022(1):618-623.

4. Bykowska K, Ceglarek B. Clinical significance of slightly reduced von Willebrand factor activity. Pol
Arch Intern Med. 2020;130(3):225-231. doi: 10.20452/pamw.15162.

5. Sladi¢ M, Verdenik I, Smrkolj S. The Effect of Von Willebrand Disease on Pregnancy, Delivery, and
Postpartum Period: A Retrospective Observational Study. Medicina. 2022; 58(6): 774.

6. Castaman G, James PD. Pregnancy and delivery in women with von Willebrand disease. Eur ]
Haematol. 2019;103(2):73-79. doi: 10.1111/ejh.13250.

7. Kazimova MM, Kadimova EA. Hemophilia prevalence in Azerbaijan. Kazan med journal, 2017;
98(1):122-24.



JECM 2023/5

8. Lavin M, Aguila S, Dalton N, Nolan M, Byrne M, Ryan K, et al. Significant gynecological bleeding in
women with low von Willebrand factor levels. Blood Adv. 2018; 2(14):1784-1791.

9. Leebeek FWG, Duvekot ], Kruip MJHA. How I manage pregnancy in carriers of hemophilia and
patients with von Willebrand disease. Blood. 2020;136(19): 2143-2150.

10. Delbriick Ch, Miesbach W. The Course of von Willebrand Factor and Factor VIII Activity in Patients
with von Willebrand Disease during Pregnancy. Acta Haematol. 2019; 142(2): 71-78.

11. Janbain M, Kouides P. Managing Pregnant Women with Hemophilia and von Willebrand Disease:
How Do We Provide Optimum Care and Prevent Complications? International Journal of Women's
Health.2022;14:1307-13

12. Miljic P, Noureldin A, Lavin M, Kazi S, et al. Challenges in the management of women with type 2B
von Willebrand disease during pregnancy and the postpartum period: evidence from literature and
data from an international registry and physicians’ survey—communication from the Scientific and
Standardization Committees of the International Society on Thrombosis and Haemostasis. Journal of
thrombosis and haemostasis. 2023; 21(1): 154-163. doi: 10.1016/j.jtha.2022.10.019.

13. Makhamreh MM, Kass SL, Russo ML, Ahmadzia H, Al-Kouatly HB. Type 3 von Willebrand Disease
in Pregnancy: A Systematic Literature Review. Am ] Perinatol 2021; 38(05): 436-448.

14. Connell NT, Flood VH, Brignardello-Petersen R, et al. ASH ISTH NHF WFH 2021 guidelines on the
management of von Willebrand disease. Blood Adv. 2021;5(1):301-325.

15. Lavin M, Sénchez Luceros A, Kouides P, et al. Examining international practices in the management
of pregnant women with von Willebrand disease. ] Thromb Haemost. 2022;20(1):82-91.
doi:10.1111/jth.15561.

TTOHEJIb M. SOEHJJHEBA 1, JIEHJIA M. P3AKYJIHEBA 1, 2JIBMHUPA A. KAZ[BIMOBA 2
BEPEMEHHOCTbD U POZIOPA3PEIIEHUE Y XXEHIIIWH C AHTUOTEMO®UINEN
Aszepb6aitmxanckuit ['ocymapcrBenHsIit IHCTUTYT ycoBeplIeHCTBOBaHUA Bpaueit uM. A. Anuesa,
'Kadenpa akymepcrsa u runekosoruy, 2Kadeznpa remaronoruu, r. baky, Azepbaiimxan

PE3IOME

HemocTaTOYHOCTS CBEpPTHIBAIOIIEH CHCTEMBI BO BpeMsA OepeMEeHHOCTH MOXKET IIOCTAaBHUTh IIOZ
yTpo3y 3[J0pOBbe NAIMEHTOK C aHruoremModuiueil u mwroza. lleas - oueHUTs M3MEeHEHHUs IIapaMeTPOB
CBEpTHIBAaHUA KPOBU IIO Mepe IIPOTPecCHpOBaHUs GepeMEeHHOCTH Y IAlMeHTOK C aHTruoreModuineil.
Marepuan u Mmerogsr. O6cmenoBaHo 15 GepeMeHHBIX JKEHIIVMH C aHTHOreMOuineil Jerkoi CTemeHu
(ocumoBHas rpymma) u 20 GepeMeHHBIX 6e3 HAC/Ie€ACTBEHHBIX M TeCTALMOHHBIX KOAryJIOIaTHil
(koHTpOnBHAA rpymma). MeTogsl HCCIefOBaHUA BKIIOYAIM OIPOC MU OCMOTP OepeMeHHBIX,
aHaMHeCTHYeCKHe [aHHble, aHamu3 wWHpopManuu u3 KapT OepeMeHHbIX. Koarysonorudeckoe
HCCIIefloBaHUe BBIIIOTHEHO 1o 17 mapamerpaM. PesynasraTel. Cpenuuii BospacT GepeMeHHBIX OCHOBHOIM
rpynmsl cocraBun 28,78+3,61 ner, cpeguuii BospacT- 12,7+1,05 ner. CymecTBeHHBIe pasiIuyuua MeXTY
IpyIIIaMK OTMeYasIrch B yactoTe MeHopparuii (p=0,006) u sucmenopen (p<0,001). B ocrHoBHOI rpymme 1o
CPaBHEHMIO C TPYIIOH KOHTPOJSA BbIABIEHA 3HAYUTENbHAs PasHUIA B YacCTOT€ XPOHUYIECKOTO
supomerputa (p<0,001), Barmuwmra (p=0,015), amemuu (p=0,006) u 3aGoneBanmit KKT (p=0,015).
Ocnoxuenus B I tpumectpe 6sumu y 46,7% nanueHnTok, Bo II rpumecrpe y 53,3% Gepemennsix, B III y
60,0% mnamuentok. Illanc Bo3umkHOBeHUA ocioxHenuit B III Tpumectpe 6pin Bhicokum (OR=0,762,
95%/111 0,179-3,241, p<0,05). 'onoBHoe npexnexxanue onpezensnocs B 80,0%, TazoBoe mpeniexaHue - B
20,0% caygaes. B III TpumecTpe y IAnMeHTOB OCHOBHOHM TpyIIBI IIPOTPOMOMHOBOE BpeMfA U
aKTHBUPOBAHHOE YaCTUYHOe TPOMOMHOBOe BpeMs 3HAYMTENBHO IpeBbIanu KOoHTposibHble (p<0,001),
BBISIBJISIIOCH 3HauuTeapHOe noBsiuenue ¢axropa VII (p=0,037) u cumxenuem daxropa VIII (p<0,001).
3akmiouenue. Kimnndeckuii craryc 6epeMeHHBIX ¢ aHTHOreMO(HIneil XapaKTepu3yeTCsl OCI0XXHEHHBIM
TMHEKOJIOTUYeCKUM U aKylIepCKHM aHaMHe30M U M3MeHeHHeM BceX IoKasaTeseil koarysiaorpaMmsl B 111
TPHUMeCTpe.
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