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Pe3ome: JKeHIIMHBI C HAcIEeICTBEHHBIMM HApYIIEHUSIMH CBEPTHIBAIOIICH CHUCTEMBI KPOBH
UMEIOT PUCK TE€MOPPArnYecKHX OCJIOKHEHHH BCIIEICTBHE T€MOCTATHUECKUX HApYIICHWH BO
BpeMsi MEHCTpYyalul U poAoB. B mocnennee necsaruieTne BO BceM MHUpE HAOIIOaeTCsl HHTEPEC
uccienoBaTenel Kk mpobiaeMaM KEHIIMH C HAcCJIEACTBEHHBIMH HapyLIICHUSMU IeMocTas3a. JTo
NPUBEJIO K 3HAYUTEIFHOMY YJIYYIIEHHIO OCBEJIOMJICHHOCTH Bpadel - KIMHHULIKCTOB B 00JacTH
MATOJIOTUM CHCTEMBI TEMOCTa3a y KeHIIMH. MeHOpparust SBISETCS CaMbIM PacpOCTPaHEHHBIM
CUMOTOMOM T'e€MOpPPAarM4ecKoro Juare3a y JKEHIIMH C HACJIEACTBCHHBIM HapyIIeHHEM
CBEPTHIBAHUS KPOBH W MOXKET OBITh MEPBBIM MM €JHHCTBEHHBIM CUMITOMOM. POJIBI 1J1st 3THX
KEHIIMH TaKXXe MPEJCTaBISIOT reMocTaTudeckyto nmpobiemy. IIpoGiemsl remoctaza TpeOyoT
CTEIUAIM3UPOBAHHOTO W HMHIMBUIYaJbHOTO TOJXOJa K BEACHUIO OEpeMEeHHOCTH. bose3Hb
BunneOpanna sBisercs Hambonee pacHpOCTPAaHEHHBIM — HACIEICTBEHHBIM — HapylICHHEM
CBEpPTHIBAIOLIEH CHUCTEMbI KPOBU C 4acTOTOW BcTpedaeMocTd 1 — 2 % B oOmied momynsiuu.
3aboneBaHue BBI3BAHO AeUIMTOM WK TuchyHKUuMEH ¢akTopa Bumnebpanna, miazMeHHOTO
0erKa, KOTOPBIA OMOCPEyeT HAYalbHYIO aAre3Ui0 TPOMOOIIMTA B MECTaxX MOBPEKICHHS COCya,
a TaKKe CBS3BIBACT B IMUPKYJIAuu u crabmnmsupyer dakrop VIII. bBonesnr Bumnebpanma He
SIBISIETCSl THUIWYHBIM TIPUMEPOM AMCOYHKIMH TUIA3MEHHOTO 3BEHA CBEPTHIBAIOLICH CHCTEMBI
KpPOBH, TOCKOJIBKY JedekT QaxkTopa BumneOpanna BbI3bIBaeT, NpexkJe BCEro, HapylleHUE
arperanoHHON (QYHKIIUN TPOMOOIUTOB.

KuroueBble cioBa: 6ose3np BuieOpanaa, MeHOpparus, 0€peMeHHOCTh, BBIKUIBIII, POIBI
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Abstract: Women with inherited bleeding disorders are particularly at risk of bleeding
complications from regular haemostatic challenges during menstruation and childbirth. In the
last decade, there has been an international research interest in women with inherited bleeding
disorders. This has led to considerable progress in the identification of obstetric and
gynaecological problems in these women and raising clinical awareness amongst their care
providers. Menorrhagia is the commonest bleeding symptoms in women with inherited bleeding
disorders and could be the first or only presenting symptom. Childbirth also presents an intrinsic
haemostatic challenge to these women. They require specialized and individualized care during
pregnancy. von Willebrand’s disease is the commonest inherited bleeding disorder with a
prevalence of approximately 1 % - 2% in the general population. Disease is bleeding disorder
that is caused by deficiency or dysfunction of von Willebrand factor, a plasma protein that
mediates the initial adhesion of platelets at sites of vascular injury and also binds and stabilizes
blood clotting factor VIII in the circulation. Von Willebrand disease is not a typical example of
the dysfunction of the plasma level of coagulation as a defect of von Willebrand factor causes,
above all, the violation of the aggregation of platelets.

Keywords: von Willebrand disease, menorrhagia, pregnancy, miscarriage, childbirth

JKeHIuHBI ¢ HACIENCTBEHHBIMU HAPYLICHUSMHU CBEPTHIBAIOLIEH CUCTEMBI KPOBH UMEIOT
PUCK TeMOpparn4eckux OCJIOKHEHHHM BCJIEICTBHE I'€MOCTaTHUECKUX HapyIIEHHH BO BpeMms
MEHCTpyallud ¥ poJoB. B mocieaHee necsATuieTne BO BCEM MuUpe HaOMIONaeTcs HHTEpEC
uccienoBaTenel k npoOiaeMaM KEHIMH C HACJIEACTBEHHBIMU HAapyIICHUSAMU IeéMOCTa3a. JTo

IMPUBECIIO K 3HAYUTCIIBHOMY YIIYUIICHUIO OCBECAOMJICHHOCTHU Bpaqeﬁ - KIIMHUIOUCTOB B obOnactn
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[ATOJIOTUU CUCTEMBbI TeMOCTa3a Yy JKeHIIMH. MeHopparus sBIsSETCS CaMbIM PaclpOCTPaHEHHBIM
CUMIITOMOM T€MOpPpParMyeckoro Juare3a Yy JKEHIIMH C HacJeJCTBEHHBIM HapyIIEeHUEM
CBEPTBHIBAHUS KPOBU M MOXET OBITh MEPBHIM HMJIM €IUHCTBEHHBIM CUMIITOMOM. POJBI ISt ATHX
KEHILMH TaKXe MPEeACTaBISAI0T reMocTaTuueckyro npobiemy. IIpobiembl remocraza TpeOyroT
CIEeLMAIM3UPOBAHHOIO U MHMBHIyaJbHOIO MOAX0/1a K BeleHHI0 OepeMeHHocTH [1].

Bonesnp BuneOpanga sBisercs Hauboyiee paclpOCTPAHEHHBIM —HACIEICTBEHHBIM
HapyIIEHUEM CBEPTHIBAIOLEH CHCTEMbI KpPOBU C 4acTOTOM BcTpedaeMocTH 1 — 2 % B oOuieit
nonyssinuu [2,3]. 3aboneBanue BbI3BaHO AehunuToM win aucynkiuei dhakropa Bunnedpanna,
IUITa3MEHHOTrO 0elika, KOTOpBIM oOmocpenyeT HaydalbHYIO aAre3ut0 TpoMmOoLuTa B MeCTax
MOBPEXJCHUA COCYAa, a TaKXKe CBSA3BIBACT B LUPKYISUMU W ctabwmmsupyer ¢akrop VIIIL
Bonesnp BuseOpannma He SIBISETCS THIUYHBIM MPHUMEPOM IUC(HYHKIMH TJIA3MEHHOTO 3BEHA
CBEPTHIBAIOLICH CHUCTEMBI KPOBHU, MOCKOJIBbKY nedekT ¢akropa BumnebOpanga oOyciaBiuBaer,
IPEeX/ie BCEro, HapylleHHe arperauuoHHoi GyHkiuu tpombonuros [4]. @axtop Bumnebpanna
KPYIHBIA TJIMKONPOTEUH IIIa3Mbl, KOTOPBIH CYyIIECTBYeT B BHJE psija MYJIbTUMEPOB C
MoutekyisipHoit maccoit 800 — 20 000 KJ/la. dakrop BusieOpanna BBINONHSET ABE Ba)KHbIE
(GyHKIMH: OH SIBJISIETCS OEKOM-HOCUTENIeM i KoarynsuroHHoro ¢akropa VIII, 3amumas ero
OT MPOTEOJIM3a U aJIr€3UBHBIM MIPOTEUHOM, YYACTBYIOIIMM BO B3aUMOIEHCTBUU TPOMOOILIMTOB C
COCYIUCTOM cTeHKoW. B mpucyrctBun ¢akropa Buimebpanma nepuona monypacmana ¢dakropa
VIII cocraBnsier 8 — 12 yacoB, a Mpu €ro OTCYTCTBUU - MOKET COCTaBJIATh MeHee 1 vaca [5,6].
Anresust TPOMOOLUTOB K Cy0310TeNIMAIbHBIM CTPYKTYpaM (TJIaBHBIM 00pa3oM K KOJJIareHOBBIM
BOJIOKHaM) ¢ ydactueMm ¢axtopa BuiuieOpanna peanusyercst uepes3 pelentopbl TPOMOOIMTOB
GP-lIa/lla u GP-Ib/V/IX. Tounslii xapaktep B3aumMojeilicTBus ¢akropa BuieOpanma c
OTKPBITHIMU CyOAHAOTENNATIBHBIMUA CTPYKTYPAMH €I1I€ HE OIPEJIEICH, OJHAKO YCTaHOBJIEHO, YTO
CallT /Ui CBSA3BIBAHUS C HUTSAMHU KoJulareHa HaxomauTcs B JoMmeHe A3 dakropa Bumnebpanma.
[Ipu moBpexIeHUH SHAOTETUATBLHON BBICTUIIKM COCYZa NMPOUCXOAUT aKTHBALUsS TPOMOOIMTOB,
YTO MPUBOJIUT K BBICBOOOXKIACHUIO U3 O-TPaHyJ B KPOBOTOK MYJIBTUMEPHBIX MOJEKYIN (pakropa
BunneOpana, nmoBelias KOHIEHTPALMIO 3TOr0 OejlKa B MECTE MOBPEXKICHUS SHIOTEIMS cocyaa
[4,7].

Oynkius ¢akropa BuineOpania, kKak aAre3sMBHOrO IPOTEHMHA, SBIsETCs HauOolee
BAXHOH B YCIIOBHSIX BBICOKHX CKOPOCTEH CIBUTa >KUAKOCTH, MMEIOLIMX MECTO B CHCTEME
MUKpouupKyisauuu. B minazme kommuieke gaktop VII — pakrop Bumiebpana nupkynupyer kak
CBOOOJIHBIN THOKMIA OCJIKOBBIM KOMIUIEKC, KOTOPBIM HE3HAUYWUTEIBHO B3aWMOJCHCTBYET C

Tp0M60LII/ITaMI/I WK SHAOTCIHWAJIBHBIMU KIICTKAMHU B 0a30BbIX ((I)I/I3I/IOJIOFI/ILICCKI/IX) yCJIOBUAX.
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Kornga mpoucxomuTr moBpexJeHHE cocyloB, ¢axktop BumneOpanna cBs3bIBaeTcs €
MOBPEXJICHHBIMH CYyOIHIOTEIHATIBHBIMU CTPYKTypamMu (KoJlareH W T.J.). Bbicokue cxopoctu
C/IBHUTa KHMJIKOCTH, KOTOpPbIE MPOUCXOJAT B YCIOBUSIX MUKPOLMPKYISILIUY, 10 BCEH BUIUMOCTH,
BBI3BIBAIOT KOH(OPMALMOHHBIE M3MEHEHHsI B MyibTUMepax ¢aktopa BumieOpanaa, koTopble
BBI3BIBAET QATE3UI0 TPOMOOLMTOB M HX AKTHBALIMIO, a 3aT€M arperauuio IMoj Bo3JeiicTBHEM
aKTHBHPOBAHHBIX HA IOBEPXHOCTH TPOMOOIUTOB (ochonumuaoB. DTO MNPUBOAUT K
CBEPTHIBAEMOCTH KpPOBH, KOTOpas Takke perynupyercs (axropom VIII. UM3-3a ocobennocreit
(¢ubpHrHOIN3a HA TOBEPXHOCTU CIM3UCTBIX 000JI04eK, CUMIITOMBI Oose3Hu Buiebpanna dare
U B OOJbLICH CTENEHM MPOSBIAIOTCS B 3TUX TKaHAX. TakuM o0Opa3oM, BPOXKICHHBIM JedeKT
¢dakTopa Bumne6panaa MoxeT ObITh IPUYUHON KPOBOTEUCHHUS, BCICICTBHE HAPYILICHUS aAre3UH
TPOMOOLIMTOB WK HapylleHus odpazoBaHusi GpuOprUHOBOro crycrka [7,8].

@dakrtop BuneOpanaa cuHTE3uUpyeTcs B HHIOTENHANBHBIX KIETKaX COCYAOB U B
MerakapHoIuTax KocTHOro mosra. IlepBuunblil mponaykrt, cocrosimuil u3 2813 aMMHOKHCIIOT,
MoJBepraercsi nepepadoTKe B HHIOMIA3MATUYECKOM PETUKYIyME Ui yIOaleHUs CUTHAJIBHOTO
nenTuaa U GopmMupoBaHus AUMEpoB npodaxkTopa Buinedbpanna. B ganpHeiimem, B mporecce
naccaxa uepes anmnapat ['osbmpku, 1umepsl npodaxropa Bumiebpanna ¢ MoieKynsipHOi Maccoi
500 k1A coeauHSIOTCA HpU MOMOLIM 00pa30BaHUS IUCYIb(QHUIHBIX CBS3€H B MYJIbTUMEpPHBIC
CTPYKTYpbl ¢ MoJekymsipHod wmaccot go 20 000 x/IA. 3aTteM NpOMCXOIUT 3HAYUTENbHAs
MOCTTPaHCIALMOHHAs Moauukanus gpakropa BumneOpanna, BKirodaronas rnKo3UInpOBaHue,
cynb(aTtupoBaHue W paclleluieHue Mponentuaa. 3penblit Oenok dakropa BuineOpanga
CEKPETHPYETCs] HEMOCPEACTBEHHO B IJIa3My WJIM CyO3HOTENHUANIbHBIM MaTPUKC, WIIK XPAaHUTCS B
Tenbiiax Belbens - [lanage B SHIOTENHANBHBIX KIETKaX U O-TPaHyJIax TpoMOOIuTOB [4,7].

OHjoTenuanbHbll ¢akTop BuineOpanna KOHCTUTYLHOHAJIBHO CEKPETHPYETCS B KPOBb
WIA B CyO3HAOTENUaIbHBIH MaTpukc. Ero KoOHIEHTpauus B KPOBOTOKE BO3pacTaeT Iociie
OCTPOrO BBIAEICHUS B OTBET Ha IOBPEXACHHE COCYIOB WIM IIOJ BO3ICHCTBHEM
crumynupyomux pakropos [7, 9]. JlokanpHas cekpenusi KPYMHBIX MYJIbTHMEPOB (hakTopa
Buwimebpanna ¢ monekymnsipHoit maccoit 6onee 10 000 x/la u3 tenen Beitbens - Ilamane u o-
rpaHysl TPOMOOLIMTOB B MECTax HOBPEXICHHUS COCYAOB OOECIIEYMBAET BBICOKYIO AKTUBHOCTh
¢dakTopa BumneOpanga mans  ocymiecTBieHuss remocraza. OJHAaKO, IOCKOJbKY JaHHbIE
MYJIbTHUMEPHl HAaXOJSICh B IUPKYJIUPYIOMIEH KpOBH, O0O0JaJalOT BBICOKOW TPOMOOTEeHHOM
aKTUBHOCTbIO, UX NPUCYTCTBUE B KPOBOTOKE JOHKHO CTPOTO PETYJIUPOBATHCS. DTO IOCTUTAETCS
IyTEM pa3pyLICHHUs] MyJIbTUMEPOB BBICOKON MOJIEKYJIIPHON MAaccOM, BBIJICJIEHHBIX B IIJIa3My U3

SHIOTENHATBHBIX KJIETOK, MOJ BO3ZeicTBHEeM crenupudeckoil meramtonporeasoii ADAMTS-
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13. Ilon BosmeiictBueM nporeazsl ADAMTS 13, pacwemstomeid cBa3p Y 1605-M1606 B
nomeHe A2, MyJIbTHMEpbI OBICTPO pacmagaroTcst Ha Ooyiee MEJKHE MOJMMEpHI (conaeprKaine
okoJio 40 MoHOMEpOB) ¢ MoseKkysipHoi Maccoit menee 10 000 x/la [10,11]. [Tomumeps! dakTopa
Buwimebpanna nupKyaupyrOT B KPOBOTOKE € IMEPUOAOM Tojiypaciana 8 — 12 yacoB. MexaHU3MBbI
yrunuzauuu (akropa BuseOpanna erie He IMOJHOCTBIO IMOHATHBI, HO TOCIEIHHE JAaHHBIE
CBUCTEIBCTBYIOT O pOJid Makpo(daros B ynajaeHuH KoMmiiekca ¢akrop Bumiedpanna / pakrop
VIII B meuenn u cenesenke [12,13].

['en dakropa Bunnebpanaa yenoBeka HaXOAUTCS Ha KOPOTKOM IUiede 12 XpOMOCOMBI.
OH BxitouaeT B ce0s 52 sk30Ha, oxBaThiBaronmx 178 kb u maromux Havano 9 kb MPHK. Ananus
reHa (Qakropa BumieOpanaa oOcCHOXKHAETCS HalWYueM HeoOpabaThIBaEMOIro IICEBOICHA,
PaCIOJIOKEHHOTO Ha JUTMHHOM Tuieue 22 XpoMocoMbl. [IceBaoren cooTBeTCTBYET 3K30HaM 23-34
reHa ¢akropa Buinebpanaa u umeer 97 % romosiorud B MOCIEAOBATEIbHOCTAX. MyTaium,
BbI3bIBatOLIMEe OoJe3Hb BuneOpanaa Obuiv BbIBICHBI B reHe (akropa BumneOpanpa. B
OTIMYHME, OT TeMO(HINH, IPU KOTOPOH €IUHCTBEHHAsl KPYyIHas NEepecTpOrKa I'eHa BBI3BIBACT
OOBIYHO TsDKeNoe 3aboneBaHue, npu OosiesHH BumeOpanma mNOM0O0HBIX MOBTOPSIOIIMXCS
MyTtauuid HeT. CyliecTByeT Xopollas KOppessiUOHHas CBsI3b MEX]y PacHOI0KEHHUEM MyTallu
B reHe ¢axtopa Bunnebpanna u noarunom 6onesnu Bunedpanaa [7,8].

Eme psin akropoB okasbpiBaeT BIMSHUE HA ypoBeHb (pakropa BuiuieOpanna B miasme.
Yposens (aktopa BuieOpanma B 1mmazMe B3auMOCBsi3aH ¢ rpymnmod kpoBu ABO. Jluma c
rpynmnoi kpoBu 0 umerot Oosee HU3KUN ypoBeHb (pakTopa BuineOpanna, yem nuna ¢ ApyruMu
rpynnamu. B uccnenoBanuu, BbIMoiHEHHOM Ha rpynne u3 1101 nonopa kpoBH, cpenHuit
ypoBeHb (akTopa Buinebpanna (antureHn dakropa Bumebpanma) pactpenenuics cieayonmm
obpazom: rpymma kposu 0 — 74 ME/nJI (pa3dpoc ot 36 ME/nJI no157 ME/nJI), rpynmna kpou A
— 106 ME/nJI (pazopoc ot 48 ME/nJl no 234 ME/nJI), rpynmna kpoBu B — 117 ME/nJI (pa36poc
ot 57 ME/nJI no 241 ME/nJI), rpynna kpou AB — 123 ME/nJI (pa3z6poc ot 64 ME/aJI no 238
ME/nJI) [14]. Kpome toro, npu renotune A0, ypoBeHb (GakTopa HIDKE, YeM IpU reHoTurne AA
[15]. BepostHo, uTo ckopocTh cuHTe3a (hakropa BumieOpanga He 3aBUCUT OT TpYyNIOBOM
npuHaIIeKHOCTH B cucteme ABO, HO y nu1l ¢ rpynmoii kpoBu 0 mepuoj nomxypacnaaa (akropa
Bunnebpanna kopoue. VY aun ¢ rpynmnoil kpou 0 mepuoj moiypacnaaa paBeH npumepHo 10
yacam, MpoTUB 25,5 4acoB y JHI] ¢ ApyruMu rpynnamu kpoBu [8,16-18]. He scHo umeer nu
BiusiHUE rpynna kposu ABO Ha yaenbHyr0 akTUBHOCTH pakTopa Bunebpanzga [14].

Xots crparudukanus pedepeHCHbIX 3HaYeHHH uisi aHTureHa dakropa BumieGpanna

(VWF:Ag) u pucronuerud — KopakTopHOH akTHBHOCTH (akrtopa Bumiebpanna (VWF:RCo)
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ObUTa pEeKOMEH/JI0BaHA B OTHOILICHUH JIUIl ¢ TPyHnoi kpoBu 0 W IS UL C UHBIMHU TPyHIIaMU
KPOBH II0 JIaHHOW CHCTeMe, HMermascs HH(pOpManus NOJAEPKUBACT KOHLEMHIHNIO, YTO
HECMOTpsI Ha TPYNIOBYK NPUHAIICKHOCTh MO cucteme ABO M CBA3aHHBIA C HUM JHANa3oOH
KoneOaHusi ypoBHs ¢akTtopa BumieOpanma, HauOosbliee oOmpenensioniee 3HAYCHUE IS
KJIMHUYECKOTO JHMarHo3a HMMEIOT CHMIITOMBI KPOBOTOYMBOCTH W HM3KHH ypoBeHb (hakropa
Bunnebpanna [8,19]. Iloatomy, npeacrasisercs 6oiee MONE3HBIM peepeHCHOE TeCTHPOBAHUE
ypoBHsI ¢aktopa BumieOpanma B MOMyJsIUy B 1IEJIOM, HEKEIU CTpaTU(DHUKAIIUAA ¢ TIPUBSIZKON K
rpymnmnam kposu o cucteme ABO [8].

JlBe npyrue TriauKo3wiITpaHcdepasbl, OTBETCTBEHHBIE 3a TIPYMIbI KPOBH IO CHCTEME
JIptonc U 1o cucTeMe BBIICTUTENBCTBA, TECHO cBsi3aHbl ¢ ABO rpynmnoii. beuto mokazano, 4to
TOMO3HUTOTHBIE BbAenuTenu (SeSe) mmeror Oojee BBHICOKMN YpoBeHBb (akTopa Bumnedpanna,
4YeM TeTEepPO3UrOTHhIE WM He BblAeauTenu. B To Bpems, kak BiusHUE cucteMbl JIpronc Ha
¢daxTop Bumnebpanna ne obnapyxeno [20]. MccnenoBanus reHoMa MOATBEPIMIN CBSI3b MEXKIY
nokycom rpynnsl  kpoBu ABO u  ypoBHem (akropa BwmineOpanga B miasme U
MIPOJEMOHCTPUPOBAJIN, UTO U IPYTHE XPOMOCOMBI MOTYT Y4acTBOBATh B 3TOM Iporecce [21].

OTHUYeckHe pa3nuuus B YypoBHe (aktopa BuineOpanma, BeposiTHO, OyIayT B
3HAYUTENLHOM CTENEHH CBS3aHbI C PA3NIUYUSAMU 10 BCTpedaeMOCTH rpymmbl KpoBu ABO, XOTs B
OJTHOM HuccleioBaHnu y 19 adpoameprkaHCKuX jKeHIIMH ObLT O0siee BEICOKUH YpOBEHb (hakTopa
BunneOpanna no cpaBHeHHIO cO 123 jKeHIIMHAMM KOHTPOJBHOW TpYIIbI, JaXe MpU y4eTe
(dakTopa rpynmnbel kpoBu 1o cucteme ABO [22]. B mpyrom uccinenoBaHuuM, aHTUTEH (akTopa
BunneOpanna, HO He TMOKa3aTelb PUCTOLUUTHH - KO(PAKTOPHOM AaKTUBHOCTU (akKTopa
Bunnebpanna, Obu1 Bbiie y adpoaMepuUKaHCKUX JKEHIIMH O CPaBHEHUIO CO CBETIOKOKUMH
amepukankamu (123 ME/nJI npotus 103 ME/nJI) [23].

bonesns Buinebpanaa, kak npaBuiio, HacIeAyeTCsl ayTOCOMHO U, TAKMM 00pazoM, J1eTU
o0oero mosia MOTYT YHacleaoBaThb 3TO coctosiHue. [lo nanHeiM BceemupHoit deneparuu
reMo(UINKM Ha JTUIAa MYXCKOTo Tojia npuxoautcs 41 % ciaydaeB 6one3nn BumneOpanaa, a Ha
JUIl KEHCKOTO II0Ja, COOTBETCTBEHHO, 59 % ciywdaeB. B Hacrosimiee Bpems 0oJie3Hb
BunneOpanna noapasaensioT Ha TPU OCHOBHBIE KaTeropuu (TUIA), OJHY W3 KOTOPBIX (2 TuI)
MOJIPA3AeNAOT Ha YeThIpe MOATHIIA UCXOJs M3 BapuaHTa (yHKIHMOHANbHOTO nedekra (2A, 2B,
2M and 2N). Haubonee pacnpoctpaneHHbIM siBIsieTcs 1 Tun Oonesnn BumneOpania (4acTUIHBII
KOJMYEeCTBEHHBIN AedekT pakropa Bumiedpanaa) — 70 - 75 % oT Bcex ciydaeB 3a00JeBaHUA.
Yactora BcTpewaemoctu OoJyiesHn BweOpanma 2 Tuma (Ka4ecTBEHHBIM  1eekT —

(byHKIMOHAIbHAS HETOJIHOLEHHOCTh (hakTopa Bumiebpanna) cocrasiser 10 — 25 %. IIpu stom
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4acToTa BCTPEYAEMOCTH MO TMOJATUIIAM PACHpENeNsIeTcs CIEAYImUM o0pa3oM: moaTtum 2A
(oTCyTCTBHE KPYMHBIX MYyJIbTHMEpOB ¢akropa Bumiebpanma) — 10 — 20 %; moarunm 2B
(noBbiieHHas adduHHOCTL pakTopa Bumiedpanna xk tpombouutapHomy penentopy GP-Ib B
COYETaHHH C OTCYTCTBHEM KPYIHBIX MYJIbTUMEPOB (akTopa Bumiedpanna) — okoso 3%; noarun
2M (M — MynbTHMEpBI) - CHHKEeHHas adp(puHHOCTH pakTopa Bumiebpanaa k TpomGonuTapHOMY
penenropy GP-Ib 6e3 HapyiieHus MyITbTHMEPHOU CTPYKTYphI — OKOyIo 5 %; moarum 2N (N —
Hopmanams, reorpaduueckass o6macts, rie ObUIM OMUCAHBI TIEPBBIC MAIIMEHTHI) - CHUKCHHAs
ad¢unHocTh (hakropa Bumnebpanna k dakropy VII — okono 3 %. Bo @paHuuu, UMEET MECTO
cnenytouee pacnpenenenue: noarun 2A — 30%, 2B — 28 %, 2M — 8 % u 2N — 34%. B bowne,
I'epmanusi, 4acToTa BCTPEYAEMOCTH IOATUIIOB pacHpeAeiniach CIEAYIOUMM oOpazom: 2A —
74%, 2B — 10 %, 2M — 13 % u 2N - 3,5% [1,4,7,8].

Haubonee penkum siBusiercss 3 tunm Oone3snu BuieOpanna (MpakTUYECKH IOJHOE
orcyrctBHe (hakropa BumneOpanna), ypoBensb ¢akxtopa VIII takke o0biuHO OueHb HU3KMIA (1-9
ME/nJT) [8]. PacnpocTpaHeHHOCTh B TOMYJSAIMHA TOYHO HEW3BECTHA, HO MO OleHKam (Ha 1
MUJUTHOH HaCeJIEHUs1) ATOT MoKa3aTesb coctapiseT B Utammu 0,55, B CeBeproit Amepuke — 1,38,
B lIBenuu — 3,12 u B Uzpaune — 3,2 [24-26]. B peruonax, riae xapakTe€pHO KPOBHOE POJICTBO
MoKa3aTesib MOKET COCTABJIATh 6 Ha MUJIIMOH [27].

Puck nepenaun 6oneznu BuneOpanaa 1 Tuma ot )KeHIIMHBL K €€ pedeHKy coctaBiser 50
%. Opnako, Tonbko 33% jAeTei, POXKIACHHBIX JTHMH S>KCHIIMHAMHU, UMEIOT KIWHUYECKHE
nposiBiieHus: Oone3nun BumneOpanna, BeposSTHO U3-3a IMEPEMEHHOW IEHETPAHTHOCTH H
AKCIIPECCUU aHOMAJLHOTO reHa [28]. DTo moyiokeHHe CIpaBeIIuBO U A 2A Tuma OoJe3HH
Bunnebpanna u GonpmmHCTBa ciiyyaeB 2B tuma. Tem He MeHee, cuTyalusi ¢ HACIE€JOBAHUEM
SBISIETCSL 0o0Jiee CIIONKHOW I APYruX NOATUIOB Oone3nn BuneOpanga 2 tuma. bonesns
BunneOpanna 3 Tuma sABISETCS  ayTOCOMHO-PELIECCUBHBIM — PacCTPOMCTBOM, JMIAa C
KIIMHUYECKUMH TPOSIBIICHUSMHU 3a00JI€BaHUS SIBJISIFOTCS TOMO3HTOTHBIMU WM HOCHUTEISIMU
COYETaHUs] TeTEePO3UTOTHBIX MyTauuid. Ecnmm B cembe poawics peOeHOK ¢ O0JIe3HBIO
Bwimebpanna 3 tuma, To pUCK pOXKACHHS MOCIEAYIONEro peOeHKa ¢ JaHHBIM PacCTPONCTBOM
cocrasisteT 25 % [1].

B uenom ypoBens Qaktopa BumneOpanna B miaazMe y KIMHUYECKH 3IOPOBBIX JIHI]
M3MEHSCTCS B HIecTUKpaTHOM auamna3one oT 40 mo 240 ME/nJI [29]. BronHe BeposTHO, YTO
Hanuuue Oosne3nu BuineOpanna m e€ TSKECTb 4acTO OIpPENesseTcs] COYETAHUEM Pa3IUYHbIX
(bakTOpoB, KOTOpPbIE B HEKOTOPBIX CUTYallMSX MOTYT CKpbIBaTh JAMArHos. l'emopparumdeckuit

CUHAPOM IIpU JaHHOM MaTOJIOTHH HCOAHOPOACH, MOXKET MCHATLCA C TCUCHHUCM BpPCMCHHU,
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ucye3aTb Ha JOBOJIBHO MTPOJOJKUTEIBLHOE BPEMS, 3aTEM IOSBIISATHCSA BHOBb, HEPEIKO BO3HUKAET
CIIOHTAHHO, BCJIEJICTBUE HE3HAUUTEIILHON TpaBMbl, XUPYPrUYECKOTr0 BMEIIATENbCTBA WIIN 110CIIE
OaxkTepuanbHOM, TUOO BUPYCHONH MH(EKUIUHU, a B psAle ClIydaeB Kakue-Iu0o reMopparuueckue
IIPOSIBIIEHUS] MOTYT OTCYTCTBOBAaThb BOBCE. Y psAa MAlMEHTOB I'€MOPPArMUECKUE HPOSIBICHUSL
CHIDKAIOT KauyeCTBO JKU3HM C MOMEHTa POXJIEHHs, Yy APYrHX JIMI, pPaHee CUMUTABIIUX ceOs
3M0pOoBbIMH, Ooyie3Hh BuiuieOpanma, «3a0ojeBaHUE - XaMENICOH», MOXKET TPOSBUTHCS
HEOKUJAHHO MAaCCUBHBIM, HEPEJKO YIPOKAIOLIUM KpPOBOTEUEHHEM IpU TpaBMaX, BO BpeMs
orepanuu, pojJoB U B ITOCIEPOI0BOM nepuoie [4].

MeHopparuss ~ WIM  4YpE3MEPHOE  MEHCTPYaJlbHOE  KPOBOTEUEHHE  SBIIAETCS
pacrpoCTpaHEeHHON KIMHUYECKON MPOOJIEeMOi Cpeiu KEeHIHH PEenpoayKTHBHOTO Bo3pacta [30].
Menopparusi CyObEKTUBHO OmIpeleisieTcs Kak Jkajoba Ha TsDKEIble  LUKIMYECKHe
MEHCTpYaJIbHbl€ KPOBOTEUEHHUS, MPOUCXOMALINE B TEUYEHUE HECKOJIbKUX IIOCIEJOBATENIBHBIX
UKI0B. OOBEKTUBHO OHO OMpeJesnseTcs Kak o0mas MeHcTpyalibHas kpoBomnoreps 6osee 80 mi
32 MEHCTpyaluio (MCHOJB3yeTCs  aJKAIMHOBBIA  TIeMaTWHOBBINM  Merona). OlieHUBaTh
MEHCTPYaJIbHYI0 KPOBOIOTEPIO OOBEKTUBHBIMU METOJIaMU TPYIHO, MOCKOJIbKY OHU BKJIHOYAIOT
CIELMAIIN3UPOBAaHHBIE HUCCIEIOBaHMSA, 3aHUMAlOT MHOIO BpeMeHHM U TpeOyroT cOopa
CaHUTapHOro MaTepuaya. B pe3ynbTaTe B KIMHUYECKOW MpPAKTUKE, KAaK MPAaBUJIO, IPUOETatoT K
CyOBEKTUBHOW OILIEHKE, OMHUPAIOLICHCS Ha OMMCAHUIX MAIMEHTKH. DTU METOJbI, K COXKAJICHUIO,
HETOYHBI, TOCKOJIbKY UMEET MECTO OTCYTCTBHUE KOPPEISLUN MEXy BIEUATICHUAMHU MallUeHTa U
00BEKTHBHOM OILIEHKOW 00Bhema notepu kposu [31].

OnwucartenpHbplii TpaMK OLIEHKM HOTEPU KPOBU SIBISETCS MOIYOOBEKTHBHBIM METOJIOM
OLIEHKM MEHCTPYaJbHOI'O KPOBOTEYEHMsI B 3aBUCUMOCTU OT KOJIMYECTBA U HACHIIIAEMOCTH
HCIOJIb30BAaHHBIX TMTMEHWYECKUX MPOKJIAJ0K WIM TaMIIOHOB. BbUIO MoKa3zaHO, 4TO OIEHKA IO
onucarenbHoil cucreme Oosnee 100 GamuioB JOCTAaTOYHO TOYHO BBISBISET MEHOPparuio ¢
YyBCTBUTEIBHOCTBIO 86 % U crneunpudHocteio 89 %. XOTs KOPPEKTHOCTh JAaHHOIO Teca
oOcyXkIanack, OH IPOCT B UCIOJb30BAaHUM W B HACTOSIIEE BPEMs SBIACTCS JyYIIUM
MPAKTUYECKUM MHCTPYMEHTOM JJIS OIEHKH MEHCTPYaJIbHOU KpoBomoTepu [1].

VYcranoBineHo, 4to 0koia0 30 % JKEHIIMH JKalylTCsi Ha MeHopparuu. ExerogHo
npuMepHo ofHa u3 20 xeHmuH B Bo3pacTe 30-49 jieT KOHCYJIBTUPYIOTCS CO CBOMM BpayoM
o0mieil NMpakTUKKW MO STOW HpudyrHE. MeHopparusi SBJISETCS OCHOBHOHM >kajo00H, KOTOPYIO
MPEIbABISAIOT KEHIIUHBI, 00pallasch K THHEKOJIOTY, U OHa ke (QUIypUpYeT B JBYX TPETSIX BCEX

Ha6J'IIo,I[eHHI>i, 3aKOHYMBIINXCS BBIIOJIHEHUCM THUCTCPIKTOMUM. MCHOppaFI/IH MOJKET OBITh
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CBSI3aHA C MECTHBIMU U CUCTEMHBIMH IpUYMHAMM, OJHAKO B 50 % ciryyaeB maTosIorus 0CTaeTcs
Hepacno3HaHHOH [32-34].

MeHnopparuu MoryT ObITH CBsSI3aHBbl C HapylleHUsIMU remocraza. B xozxe ompoca, 102
KEHIIMH ¢ Ooye3Hplo BuineOpaHnaa, 3aperucTpUpOBaHHBIX B LEHTpPax JICUEHUS TeMO(UINH B
CIIA, 95% >xeHIIMH cOoOOIMIN O MEHOpparusx, Ho 61% >KEHIIWH U3 KOHTPOJBHOM TIPYIIIBI
TakKe COOOIMIM O Hanuuuu MeHopparuu [35]. B psme wuccnemoBanwii cooOmiaercs o
pacmpoctpaneHHoctd bB mexny 5% u 20% cpenu >KEHIWH, KOTOpbIE MMEIOT MEHOpPParuio
[36,37]. Takum o0pa3om, cnerupUIHOCTP MEHOPpArud, B Ka4yeCTBE MPEAUKTOpa OO0Je3HU
Bunnebpanna, MoxHO oueHUTh Kak 5 — 20 %. Tpu npusHaka J0CTaTOYHO 3HAYMMO YKa3bIBAIOT
Ha Ype3MepHble MEHCTpyalibHble KpoBonorepu 6oie 80 mui: 1) cryctku Gonpme 1 mroiima (2,5
CM) B JluaMeTpe; 2) HU3KUI ypoBeHb (peppuTHHA U 3) HEOOXOAUMOCTh MEHSATh MPOKIAIKY WIH
TaMIioH dame, 4em 4depe3 1 uwac [38]. KnuHuueckwe nposiBIeHUS MEHOPparud MOTYT OBITh
U3MEHEHbl COMYTCTBYIOIIMMHU  3a00JI€eBaHUSIMM WM IpUeMOM JekapcTB. Hampumep,
HCIIOJIb30BaHUE acClMpUHA WM HECTEPOUJHBIX MPOTHMBOBOCHAIUTENBHBIX IPENApaTOB MOXKET
YCYI'yOUTh CKJIIOHHOCTh K KPOBOTEUEHHUSM, B TO BpEMs KaK MCIIOJIb30BAHUE OpPaIbHBIX
KOHTPALIEITUBOB MOXKET CHUYKATh KPOBOTOUMBOCTD Y JKEHIIUH ¢ 0oJe3Hbt0 BunneOpanna [8].

XOTsl CBSI3b MEHOpparuud C TaTOJIOTMEW CBEPTHIBAIOIIEH CUCTEMBI KpPOBH JIaBHO
IIpU3HaHa, 3HAYUMOCTb PACCTPOICTB CHCTEMBbI IéMoCTa3a B KadeCTBE BO3MOXHOW IMPUYMHBI
UAMONATUYECKOH MEHOpparuu 4acto HejnoolieHuBaercs. JKEeHIIMHBI HE BCErJa HalpaBiIsOTCS
BpauyaMy Ha YyriyOJeHHBIH CKPUHUHI HapyIICHUN reMocTasa, AaKe €Clid y HUX HE BBISBISETCS
[IATOJIOTUSl OPraHOB MaJIoro Tasa. MccienoBaHHE CBEPTHIBAIOIIEH CUCTEMBI KPOBHU €CIM U
HA3HAYaeTCsd THHEKOJIOTaMHU, TO B OOJIBIIMHCTBE CIY4YaeB 3TO MCCIEAOBAHHE OTPAHUYMBACTCS
PYTUHHBIMM TECTaMH, DPEJIKO BBISBJISIIOIIMMH HACJIEACTBEHHbIE HApYyLIEHUS CBEPTHIBAIOIIEH
CUCTEMBbl KpOBHM, B TOM uwucie u Oone3ub Bumiebpanna. Ilo pesynpraTam ompoca B
BenukoOputanun tonbko 13 % Bpadell - I'MHEKOJIOTOB HA3HAYalOT CTAHIAAPTHBIN CKPUHMHT
remMocTa3a U TOJIbKO 2 % MpolleHTa Ha3HAayald MCCIEAO0BAaHUS C LEIbI0 HCKIIOUEHUS WIH
MOJATBEPKJIeHUs 00s1e3HN Buiebpanaa y nalMeHToK ¢ MEHOpparue U OTCyTCTBUEM MaTOJIOTHU
opranoB mainoro Tasza [39]. Ananoruunsie pe3ynbTaThl Obutd moxydensl B CIUA, mums 17 %
Bpauell — THMHEKOJOIOB HA3HA4yalOT PYTUHHBIE TECThl MJI1 OLIEHKM CHUCTEMBI TIeMOCTa3a
KEHILMHAM pENpOAYKTUBHOIO BO3pacTa ¢ MeHopparued M Tonbko 4 % OCBEIOMIIEHBI O
HEOOXOAMMOCTH pacCMOTpPeTh Oosie3Hb Briebpania B kauecTBe mpuunHbl MeHOpparuu [40].

BeimonHeHsl  MeXAyHapoAHbIE HCCIEIOBaHHUS Jig OLEHKH paclpoOCTPaHEHHOCTH

HaCJICICTBCHHBIX HapymeHI/HZ CBCPTBIBACMOCTHU KPOBHU Y JKCHIIMH C MCHOppAarussMu. B
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CHUCTEMHOM 0030pe 1o pesyinpTataMm 11 uccrnenoBaHuil, OLEHMBABIIMX PaCIpPOCTPAHEHHOCTb
Oone3snn BumeOpanga, W OXBaTHBIIEM pe3yiabTaThl oOciemoBaHuss 988 JkeHIMH ¢
MEHOpparusiMu, ObUIM OINyOJMKOBaHbI CBeIEHUS 00 OO0IIel 4yacToTe BCTpeuaeMoCTH O0JIe3HU
BunneGpanna paBuoit 13 %, ¢ pa3dpocom HaHHOTO TMOKa3aTeias B HHIUBUAYaIbHBIX
uccnenoBaHuiax ot 5 % 1o 24 % [41]. PacmpoctpaHeHHOCTh Obl1a BBIIIE B €BPONEHCKHUX
HCCIJIEIOBaHMSIX 110 CPAaBHEHUIO C CEBEpOaMEPUKAHCKUMHU HcciaenoBanusamu (18 % npotus 10 %).
OT0 OOBSICHWIOCH aBTOpAaMHU KaK pe3yJbTaT pa3Muuii B METOJAE OLEHKU MEHCTpyalbHOU
KpPOBOIIOTEpU M BEpPOOBKM BOJIOHTEPOB I HMCCIEIOBAHUS, STHUUECKUM COCTABOM, a TaKXKe
7a00paTOPHBIMM  KpPUTEpUSMU Ui NocTaHOBKM juarHo3a bB [1]. Ilomumo Gone3Hu
Bunnebpanna y manueHToOK ¢ MEHOPPArusMu BBISBISIETCS TTATOJIOTHST TPOMOOIIMTOB U Ae(PUIINT
Ipyrux (pakTOpoB CBEPTHIBAIOLIEH crcTEMbI KpOBU [42-44].

Tsoxenble, AMUTENbHBIE W HEPETYSIPHbIE MEHCTPyaJbHbIE KPOBOTEUEHHUS - YacThble
KaJoObl y JI€BOUYEK-TIOAPOCTKOB. DTO MOXET OBITh CJIEJCTBUEM HE3PEIOCTH TUMOTalaMoO —
rUNoQu3apHO — SUYHUKOBOW OCH, NMPHUBOASAIICH K aHOBYIATOPHBIM mukiam [45]. OmgHako
3HaYUTeNbHAs YacTh OTUX CIIydaeB B KauyeCTBE OCHOBHOIO 3a00JIEBaHUS MOXKET HMETb
HapyIlIeHUs CBEPTHIBAIOIICH cucTeMbl KpoBH [46,47]. ¥V BocbMu u3 14 1eBOYEK - MOJIPOCTKOB C
MEHOpparusiMd 0e3 TpOMOOLIMTONEHUH, TIOCIE€ BCECTOPOHHETO0 OOCIIEOBaHUS OCHOBHOM
IIPUYMHON SIBJISUIOCH HapyIIEHHE CBEPTHIBAIOLIEH cuUcTeMbl KpoBU [46]. B perpocrnekTuBHOM
uccnenoBanun 106 neBodek - moapoctkoB ¢ MeHopparusmu y 11 (10,4 %) manmeHTOK OBLIO
YCTAQHOBJICHO, 4YTO B OCHOBE MEHOpPpParuM JISKUT HApYLIEHUE CBEPTHIBAEMOCTU KPOBH.
CemeiiHbIif aHaMHE3 TeMOpPpParvMyeckoro Juare3a ObUl B 3TOM HCCIEIOBAaHMM 3HAYMMBIM
MPEAUKTOPOM HApYIIEHHUs CUCTeMbl remocta3a [47]. OcTpble MOAPOCTKOBBIE MEHOpparuu,
TpeOyrolMe TOCHUTAIU3ALMN TaKKe SIBJISIOTCS 3HAYMMbBIM  MPEAUKTOPOM  HapyLIEHUH
CBEpTHIBAOLIEH cucTeMbl KpoBHU. IlepBuuHOE paccTpoNCTBO Koaryisluuu Obuld OOHApy>KEHbl y
19 % neBouek U3 TeX, KOTOpPbIe ObLIM FOCHUTAIM3UPOBAHBI B JETCKYIO OOJBHHUILY MO MOBOIY
OCTpPBIX MEHOpparuii Y 4eTBepTH M3 HUX MMEJIO MECTO CHIKEHHE remorioduna menee 100 r/m,
OJlHA TPEThb W3 HUX HYXJaJach B TpaHCPY3UM SPUTPOLUTHBIX KOMIIOHEHTOB KpoBu [48]. B
IPYroM HCCIEJOBaHUU, U3 46 NEeBOYEK - IOJPOCTKOB C MEHOPpParusMu, MOTPeOOBABILIUMHU
TOCHMUTANIN3ALNU B cTallMOHAp, ¥ 15 neBouek (33%) OCHOBHOM MPUUYMHON MEHOpparuu siBIsjIOCh
HapylIeHHE CHUCTeMbl TeMocTasza, 0Ooie3Hb BwneOpanga Obula AMAarHOCTHPOBAH B IIATH
HaOmoeHusx [49]. HeusBecTHo siBIsieTCs 1M MOAPOCTKOBAsi MEHOpparusi 0ojee XxapaKTEepPHbIM
MpU3HAKOM 3a00JieBaHUsl CBEPTHIBAIOLICH cucTeMbl KpoBHU. B uccienmoBanuu 115 sxeHmmH c

MCHOppar PICIZ, qyaCcToTa  BbIABIICHUA HapymeHI/Iﬁ remMocCrada y IOAPOCTKOB, JKCHIIWH
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PEeNpoayKTUBHOTO BO3pacTa M B IpeAMEHoINay3e okaszajnach cxoxkeidl [50]. OGneruenue B
BBIPQ)KEHHOCTH MPOSBICHUH MEHOPpAruu y KEHIIMH MOKHO OOBSICHUTh YBEITMUYEHUEM YPOBHEH
¢dakropa Bunnebpanna u daxropa VIII ¢ Bozpactom [51].

KeHmMHBI ¢ BPOXJACHHBIMU HApYyIICHUSIMU CHUCTEMBbI F€MOCTa3a IMOABEPraroTCs PUCKY
psiia THHEKOJIOTHYECKUX MPo0seM, BO3MOXKHO ¢ 00s1ee BEICOKOM BEpOSTHOCTBIO, YEM KEHIIMHbI
0e3 HapylmeHHH CBepThIBAIOUICH cHCTEMBbl KpoBH. OmnyOmukoBaH 0030p, 0000mMBIINI
pe3ynbTaThl 15 uccienoBanuii, HAOMIOACHUN 3a KEHILMHAMU C HApYUICHUSIMH CBEPTHIBAIOLIEH
CHUCTEMBI KPOBH Y KOTOpBIX OBLJIO OTMEHHO pa3BUTUE OJHOM WM 0Oojiee reMopparuyeckux
OBapUaNbHBIX KHUCT [52]. B oZHOM U3 TpOoaHAIM3HPOBAHHBIX HCCIEAOBAHUN dYacToTa
BCTPEYAEMOCTH T'€MOpparuueckux KUcT cocraBmwia 6,8 % (y 9 u3 136 >xeHmuH ¢ 00NE3HBIO
Bwinebpanna) [53]. B mpyrom wmccienoBaHWM ONMKMCAHO JBa Ciy4asi CIOHTAHHBIX Te€MaTOM
IIMPOKOM CBSI3KM MAaTKU B CEPUM HAONIOIEHUH, COCTOSIIEH M3 BOCHBMH JKEHIIMH C OOJIE3HBIO
Bunnebpanna [54]. JKeHmIMHBI C HapylIIEHUSMU CBEPTHIBAIOIIEH CHUCTEMBI KpOBU Oolee
YSI3BUMBI K KPOBOTEUEHUSM U3 pa3pbiBa (POIUTUKYJIA SUYHUKA. Bo BpeMs oBysIMM sSHIEKIETKA
BBIXOJMT B OPIOLIHYIO MOJIOCTh U3 pa3pbiBa (HOIUIMKYJIA SUYHHUKA. DTOT MPOLECC, KaKk MPaBUIIo,
HE CBS3aH C KAaKOW-1MOO 3HAUUTENBbHBIM OOBEMOM KPOBOTEUEHHUS, HO KPOBOTEUEHHUE MOXKET
ObITh OOJiee 3HAYMMBIM Yy JKCHIMUH C HApYIICHUSMU CBEPTHIBAIONICH CHCTEMbl KpoBH. B
pe3yibTare B OpIOIIHYIO TOJIOCTb MOMKET H3IUThCS H30BITOUHOE KOJIMYECTBO KpPOBH, a B
ocTaTkax (oMKyJla WIH JKEITOro Teja MOXKET CPOpPMHUpPOBATHCS reMopparmyeckas KHUCTa
suyHuKa [1].

B xozae onpoca 81 >xenmuusl ¢ 6one3npto Bunmnedpanna 1 tuna, 60 XeHITUH COOOIIUIN
00 oBapuabHOHN 00NN B CepeIMHE IUKJIA CO CPeHE MHTEHCUBHOCTHIO 4 1o mikaie ot 1 — 10,
MOX0XYI0 Ha 00JIb, KOTOpasi COMPOBOXKIAET UX MEHCTpyanuto [55]. B mByx Tpersax ciydaes,
CBSI3aHHBIX C 0OOJIBIO B cepeluHe IHKIA, MeToAoM Y3U ObLI0 MPOJEMOHCTPUPOBAHO HAIUYHE
KHUJIKOCTH B IIOJIOCTM Taza. OTO TOBOPUT O TOM, YTO OBapHajbHas OOJb CBsi3aHa C
KPOBOTEUCHHEM BO BPEMsI OBYJISILIMU U MOXKET OOBSICHUTH TO, YTO OOJIBIIOE KOJIMYECTBO JKEHIIUH
¢ 6one3npro Bunnebpanna ctpamaer ot 3Toro [56]. PeruanBel reMopparu4eckux KUCT SMYHUKOB
MOXET OBITh CaMO 1O ce0e MPOSBICHUEM HAPYIIICHHs CBEPTHIBAIOIICH CUCTEMBI KPOBH [57].

OHAOMETPHO3 MpeACTaBiIsgeT co00i BOCHATUTEIbHOE 3a00I€BaHNE, XapaKTEPU3YIOLIHeCs
HAJIMYMEM TKAHM DHJOMETPUS BHEMATOYHOM Jokanmm3amuu. Heckombko wuccinenoBanuit
MIPOJIEMOHCTPUPOBAIM  YBEITMYEHUE YACTOTHl DHJOMETPHO3a Y JKEHIIUH C TSHKEIBIMU
MeHCTpyauusiMu [58] MpeArnonoKUTETbHO B CBSA3H C YBEIHMUYEHHEM CKOPOCTH PETPOTPaTIHBIX

MEHCTpYalHii, BEpOATHOCTHON 3THOJIOIMYECKON MPUUYMHBI SHAOMeTpHo3a [59]. Takum obpazom,
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KCHIIMHBI C HapYIICHHMEM CBEpPTHIBAEMOCTH KpPOBU, KOTOpbIE HMEIOT MEHOpparuu, Io-
BUIMMOMY, IIOJIBEPralOTCsl MOBBIIIEHHOMY pPHCKY pa3BUTHS SHAOMETpHO3a. B xone
obcnenoBanusi 102 >keHmuH ¢  Oone3npto BuneOpanma, 30 % keHIIMH COOOIIMINA O
SHJOMETPHUO3€ M0 CpaBHEHUIO ¢ 13 % B KOHTpOIBHOI rpymme [60].

Jucmenoppes (6omp U AUCKOMGOPT BO BpeMs MEHCTPYyallMd) SBISETCS MIUPOKO
paclpoCTpaHEHHOW T'HHEKOJOTHYEeCKOW  kaoOoi. JlucmeHoppes mojapasnensercs Ha
MIEPBUYHYIO WM BTOpUYHYIO. [IepBUYHAS TUCMEHOPES] BOSHHKACT B OTCYTCTBHU OPTaHUYCCKOM
MaToJOTUM U OOBIYHO HAuMHAETCS B IMOJPOCTKOBOM Bo3pacte. PacmpocTpaHeHHOCTb
JUCMEHOPEH SIBISIETCS CaMbIM BBICOKMM Cpeld JEBOYEK - MOJIPOCTKOB M COCTaBIsICT, B
3aBUCUMOCTH OT MeTojia oueHku, oT 60 % mo 93 % [61]. Bropuunas nucMmeHopesi BbI3BaHa
MaTOJIOTHEH OpraHoOB MaJioTO Tasza (PHIOMETPHO3, aJCHOMHO3, MHOMa). JKEHIIUHBI C
HapyIICHHEM CBEPTHIBAIOIIEH CHCTEMbI KPOBU OOBIYHO HCIBITHIBAIOT JUCMEHOPEI0. ITO MOKET
OBITh OOBSCHEHO PACIPOCTPAHCHHOCTHIO MEHOpPpAruu cpeAr HUX. bBBIJIO yCTaHOBIEHO, YTO
TSDKECTh TUCMEHOPEH M MOKa3aTelb CHIDKCHUS KauecTBa ITOBCEIHEBHOW XU3HU OBUTH BBIIIC Y
KEHIIMH C HApYIICHUSMU CBEPTHIBAEMOCTH KpPOBH, Ye€M B KOHTpOJIbHOU Tpymme [62]; 52 %
KEHILMH C HAPYLIEHUSIMU CBEPTHIBAIOIIECH CHCTEMbI KPOBU COOOIIMIIN O Cpe/IHEH, TSKEI0oN nin
OUYEeHb TSDKEJION 00U BO BPEeMsI MEHCTPYAllMH TIO CPaBHEHUIO € 28 % >KEHIIMH U3 KOHTPOJIbHOM
rpynmnsl. B npyrom uccnenoanuu, 86 % (70 u3 81) xenumn ¢ 6one3npio Bunebpanna 1 tuna
COOONIMIIM O HAJTMYUHA MEHCTPYaJbHBIX OoJiel ¢ orieHKo# 4 Oamita mo mkane ot 1 go 10 Gamios
[1,55].

CaMonpou3BOIbHBIA a0OPT Ha paHHEM CpPOKE OEPEMEHHOCTH SIBISETCS JIOCTATOYHO
pacipocTpaHEHHOM COOBITHEM B OOIIEH TOMYJISAIUUA U BCTpedaercs ¢ yactotoi 12 — 13,5 % ot
o0IIIero KOJMYeCcTBa YCTAaHOBJICHHBIX OepeMeHHocTed [63]. Ecnu jKeHIIMHAM BBITIOHSICTCS
cepuiiHOE UCCIIeJIOBAaHUE YPOBHS XOPHOHUYECKOIO TOHAIOTPOIHMHA, TO [MOKA3aTelb BBIKUIBIIICH
yBenuuuBaeTcs 10 31 % [64]. B aByx uccienoBaHMsAX XEHIIMH ¢ Oone3Hpto BumneOpanna
yacToTa BeIKUABIIIEH cocTaBuia 22 % u 25 %, cooTBeTCTBEHHO [65,66]. [IoMUMO BBIKUIBIIIICH,
BO BpeMsi 0EpEMEHHOCTH PETUCTPUPYIOTCS reMopparudyeckue ocioxxkHeHus [67,68]. Kadir et al.
COOOIIMIM, 4YTO OOHapyXKuiaum KpoBoTeueHuss y 33 % xeHumH ¢ bB B Teuenuwe mnepBoro
TpuMecTpa OepemeHHocTd [65]. C yuyeToM JaHHOTO OOCTOSTENbCTBA, a TAKXKE XOPOIIO
M3BECTHOM CBSI3U PA3BUTHS KPOBOTEUEHHUS Yy JIMII MPEAPACIOIOKECHHBIX WM CTPaJAIOMIUX
KOaryJonaTisIMi C TPUEMOM TIpenapaToB, TAKUX KaK aCIMPHH, KIOMUIOTPEN, HECTEPOUTHBIE
MIPOTUBOBOCTIAJIUTEIbHBIC npernaparsl, BapdapuH, (b paKIIMOHUPOBAHHBIM U

He(bpaKI_II/IOHI/IpOBaHHHﬁ TeIapuH, HEAOIIYCTUMO Ha3HAa4YCHUC AC3arperaHToB n
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AHTUKOAryJsHTOB OE€pEeMEHHBIM KEHIIMHaM 0e3 Halu4yMs y HUX JOCTOBEPHBIX MOKa3aHUH A
noJ00HON Tepanuu. DTO OCOOEHHO aKTyaJbHO B CHUTYyalUsiX, KOTJa JOCTOBEPHO HEHM3BECTHO
CTpa/iaeT >KeHIMHA HApYIIEHNEM CBEPTHIBAIOIIEH CHCTEMBI KPOBH (KOAryJIomaTHEeH) WK HET.

B xone uccnenoBanus 102 sxennuH ¢ 6ose3nsto BueOpana, Opl1a 3aperucTpupoBaHa
BBICOKAsl 4YacTOTa (110 CPaBHEHHIO C KOHTPOJBHOU Ipynmoii) — runepruiazuu 3ugometpust (10 %
npotuB 1 %), nonunos suaoMeTpus (8 % npotus 1 %) u muomsl (32 % npotus 17 %) [60]. Bee
3TH COCTOSHUS MOTYT MaHHU(ECTHPOBATh KPOBOTEYECHHEM. 3aKOHOMEPHO, YTO IKCHIIMHBI C
MATOJIOTUEH CBEPTHIBAIOILICH CHUCTEMBI KPOBU HMMEIOT HamOoJjee BBIPAKEHHYIO CHUMIITOMATHUKY
reMOpparuueckux Juare3oB. TeM He MeHee, B HACTOAIee BpeMs HET JOCTaTOYHBIX
JI0Ka3aTeNIbCTB TOTO, YTO 3TU COCTOSIHUSA SIBJIAIOTCS 00Jiee PacHpOCTPAHEHHBIMU CPENU KEHIH
C HApYUICHUSMHU CBEPTHIBAIOIICH CHUCTEMBI KPOBH, HEOOXOIUMBI NAbHEHINE MCCIECIOBAHUS B
aToi obmactm [1].

I'emocTaTnueckuii oTBET Ha OEPEMEHHOCTh PA3/IMYAETCS B 3aBHCUMOCTH OT TUNA U
nonruna Oone3nu BumneOpannma. [Ipu 1 Ttume Oonesnm BummeOpanga oObIYHO OTMEYaeTcs
IIPOrPECCUBHOE YBEIMUEHUE KoaryisiuoHHoi aktuBHocTu (aktopa VIII (FVIII:C), anTurena
daktopa Bumneopanna (VWF:Ag) u aktuBHOocTH (hakTopa Bumneopanma (VWF:AC), a Taxke
OTMEYaeTCsl KOPPEKTUPOBKA B CTOPOHY YKOPOYEHHs BpeMEHU KpoBoTeueHus  [54,65].
[Toka3zarenu MEpBUYHOIO reMOCTa3a, 0COOEHHO Y >KEHIIMH ¢ Oone3npto Buiebpanna 1 tuna
3HAYUTENbHO YJydlIaloTcs BO Bpemsi OepeMeHHocTd [69,70]. BOJBIIMHCTBO JKEHIIUH C
Oonesnpto BuieOpanga 1 Tuma AOCTUralOT HOPMAJbHBIX (11 HEOCPEMEHHBIX) YpPOBHEH
¢dakTopa Bumiebpanna B TpetbeM Tpumectpe [71].

B cepun, cocrosiBuielr u3 24 HaOmoneHuidt OepeMeHHOCTe y 13 skeHIMH ¢ 00JIe3HBIO
BunneOpanna 1 Tuna, oeHeHHBIX PETPOCIEKTUBHO, OBLJIO OTMEYEHO, 4TO ypoBHH (akropa VIII
u ¢akropa BumneOpanga NOgHSUIMCH BBIIIE HCXOJHOTO 3HaueHUs ¢ Koddpdumuentom 1,5 B
OonpuMHCTBE HabmoaeHud. Tem He MeHee, mpu 0a3oBoM 3HaueHHM (axTopa BuneOpanma
menee 15 ME/nJI (4 u3 14 ciyuaeB) 0)KHaeMO COCTaBHIIO B TPETHEM TPUMECTPE YPOBEHb MEHEE
50 ME/nJI [70].

[Tpu 2 tTune BB ypouu dakropa VIII u dakropa BumieOpanaa 4acto yBETMUYUBAIOTCS
BO BpeMsi OEpeMEHHOCTH, HO B OOJBIIMHCTBE HCCIEAOBAHUM OTMEYEHO MUHHMMAJIbHOE WU
BOOOIIE OTCYTCTBYIOIEE N3MEHEHHE YPOBHS aKTUBHOCTH (hakTopa Buinebpanna u coxpaneHnue
MATOJIOTUYECKOH CTPYKTYpPHl MYJIBTHMEPOB, UYTO OTPaXKaeT yBEIMUYEHHE MPOU3BOJCTBA
anomasibHOro @B [54,70,71]. HecmoTpst Ha yBenMYEeHHE BO BpeMs OEPEMEHHOCTH IMPOIYKIIHH

¢daktopa VIII u daxropa Bunnebpanna, yposenb ¢akropa VIII uwacto octaercs HM3KUM Yy

125



WWW.MEDLINE.RU TOM14, TEMATONOINA, 4 PEBPAJIA 2013

xeHumH ¢ bB 2 N tuna u3-3a HapylieHus CBA3bIBaHUS ¢ aHOMaJIbHBIM (pakTopoM BuneOpanna
[72]. B mogrune 2 B BB Bo Bpemsi OEepeMEHHOCTH MOXET pPa3BUTHCA WM YTSDKEIUTHCS
TPOMOOLIUTONEHUSI U3-3a YBEIMUEHUS BbIPAOOTKH aHOMAJIbHBIX IPOMEXKYTOUHBIX MYJIbTUMEPOB
¢dakTopa Bunnebpanna, KOTOpble CBS3BIBAIOTCS ¢ TPOMOOLMTAMU U BBI3BIBAIOT UX CIIOHTAHHYIO
arperanuto [73].

Y xenmuH ¢ 3 tunom Oone3nu BuiuieOpanna ypoHu dakropa VIII u dakropa
BuimeOpanna npakTuyecku He YBETUIUBAIOTCS BO BpeMs OepeMeHHocTH [54,61] [65,74].

B cBs3u co 3HauMTENBbHON M3MEHYMBOCTHIO '€MOCTATMUYECKOIO OTBETA Y OEPEMEHHBIX C
Oone3Hplo BuieOpanaa, BaKHOE 3HAUEHUE UMEET PeryJsipHbIii MOHHUTOPUHI YpOBHS (akTopa
Bunnebpanna u ypous ¢akropa VIII. DTH uccnenoBanus MOJKHBI BBIOIHATHCS B Havale
OepeMEeHHOCTH, NPHU BBIIOJIHEHUH JIIOOBIX MHBA3UWBHBIX IPOLEAYP U B TPETheM TpuUMecTpe. Y
XKEHLIUH ¢ 0ose3Hb0 Buiuiebpanna 2 B Tuna HeoOX0AUMO TakkKe KOHTPOJIMPOBATh KOJINYECTBO
tpomboruToB [73]. Ilpu cHmkeHun akTUBHOCTH (akTopa BuiueOpanna menee 50 ME/nJI,
HEOO0XOIMMO BBITIONHATH MPO(PHUIAKTHYECKOE JIeUeHHEe KOHIEeHTpaTamu ¢akTopa BumneOpanga
IIPY BBIMIOJIHEHUH JIFOOBIX MHBA3UBHBIX MTPOLIEAYP U NPU BEACHUU PoJoB [1].

BrionHe BeposTHO, 4YTO JKEHIIMHBI NPEACTABISIIOT OOJIBLIYI0 TeMOPpParndecKyro
TOTOBHOCTb, €CJIM OHHU HCIIBITHIBAIOT KPOBOTEUEHUS B paHHHE CpPOKU OepemeHHocTu. Tem He
MEHEE, CYIIECTBYET IIOBBIIIEHHBII PHUCK KPOBOTEUEHUM, CBS3aHHBIX C CaMOIPOU3BOJIBHBIM
a0OpPTOM WJIM MPHU BBITIOJTHEHUH MEAUITMHCKOTO aboprta [65,66,74]. B ogqHOoM u3 mccneqoBaHuit
ormMedeHo, 4to 10 9% crHoHTaHHBIX aOOpTOB OBLIM  OCJIOKHEHBl KPOBOTEUECHUSIMH,
noTpeOOBABIIMMH BBINIOJHEHUSI reMoTpaHcdy3uil. Kpome Toro, nepuoauueckoe KpoBOTEUEHUE
yepe3 2 Henenu mocie BeIkuabima npousonuio B 30 % caydaeB [65]. @akrop VIII u dakrop
BuineOpanna He cyliecTBEHHO HapacTarT J0 BTOporo Tpumectpa oepemerHoctu [71]. Takum
00pa3oM, ypoBeHb (aKTOPOB HEOOXOIUMO KOHTPOJIMPOBATH Y JKEHILUH C CAMOIPOU3BOIbHBIMU
abopTaMM M €CIIM OHM IUIAHUPYIOT IpepbiBaTh OepeMeHHOCTh. Heo0xoauMo NpoBOAUTH
npoUIaKTHIECKOe JIeUueHHe, NPU CHIKEHWM aKTHBHOCTH (akropa BuuieOpanma menee 50
ME/nJI [1,8].

XKenmunsl ¢ 0one3Hpro0 Bunnedpanaa noaBepraroTcsi HOBBIILIEHHOMY PUCKY IEPBUYHOIO
nociaepooBoro kpooreuenus (6onee 500 ma B mepBbie 24 yaca mociie poaoB) U BTOPUYHOTO
MOCIIEPOJOBOrO KpoBOTeUeHHs (0T 24 4yacoB J0 6 HeIeb) BCICICTBUE OBICTPOTO CHUKCHHS
aKTUBHOCTU (PaKTOPOB CBEPTHIBAHUS KPOBU IOCIE POAOB. B Tpex ucciienoBaHusx, B KOTOpPhIE B
obmelt cioxHOCTH Bomwia 51 »xeHmmHa ¢ mHpopMmarnuendn o 92 ciaydasx pojaoB, NMEPBUYHBIC

MOCJIEPOIOBBIE KPOBOTEUEHUsS oOTMedaiuch y 16 — 29 % poawibHHL, a BTOPUYHBIC
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kpoBoTeueHus y 20 — 29 % poawnbnaui [54,65,71]. Puck nociaepogoBbsix KPOBOTEUEHUN MOMKET
OBITh YMEHBIIICH AaKTHBHBIM YIPABICHHEM B TPEThEM INEPUOJAC POJOB ¥ MHHUMHU3AIMCH
TpaBMAaTHU3AIMHU KEHCKUX TOJIOBBIX OPTAaHOB U MPOMEXHOCTH [1].

HeoOxonumo mnpoBepsats ypoBHU (akTopa BuiieOpanna y poausibHUL, OCOOCHHO €CiU
aKTUBHOCTH (paKTOPOB ObLIa HM3KOHM 10 OepeMeHHOocTH. [locrme ponoB peOeHKa W IUTALICHTHI,
MaTKa JOJDKHA COKPAaTUTBCS W COCYAbl MaTKU JOJDKHBI CHKAThCsl ISl MPEJOTBPAILICHUS
KpoBoTeueHHs. Hapyimenue cokpalieHuss MaTKH SIBISETCS €IMHCTBEHHON HamOoJiee BaKHOU
MPUYMHON TOCIEpOOBOrO0 KpoBoTeueHus [75]. Ilpum OTCyTCTBHM HapylleHUW TeMocTasa,
BTOPUYHOE KPOBOTEUCHHE SIBIISIETCS PEIKUM M MNPOUCXOIUT B MeHee yeM 1 % pomos [76].
Kenmmuel ¢ Oone3Hpt0 BuiuieOpanna uMeErOT 0Oojiee  BBICOKHI PHUCK  ITOCIEPOIOBOTO
KpOBOTEUYEHHMsI, YeM B KOHTpOJbHOU rpynmne. Y 20 - 25 % xeHumuH ¢ 6one3nbo Bumiedpanna,
OTMEYAIOTCsl MOCIEPOAOBbIE KPOBOTEUEHUS, 4TO siBisiercs B 20 pa3 dyaile Mo CpaBHEHHUIO CO
310pOBBIMHU KeHUMHamMu [35,65,71].

JuHamuka cHKeHus aktuBHocTH DB mocime pogoB BapuabenbHa. ECTh OTIENbHBIE
cooO0mIeHusT 0 CHIKeHUU 3Toro mnokazarens ¢ 41 mo 9 ME/nJl 3a nwenemo [71] m o cHUXEHUU
YPOBHSI aKTMBHOCTH Ha TOJIOBMHY B TeueHue 24 yacoB mnocie poaoB [77]. C npyroil CTOpOHBI,
€CThb COOOIIeHUs, 4TO ypoBeHb (hakTopa BuneOpanma, KOTOpPBIN MOBBIIIAETCS BO BpEeMs
OepeMEHHOCTH, BO3BPAIIAETCS K UICXOHOMY YpOBHIO B TeueHue 21 aueit. CooOdmaiocs 0 4acTomMm
Pa3BUTHH BarmHAIBHBIX KPOBOTCUCHUN Y KEHIIMH ¢ 00sie3HbI0 BumieOpanaa uepes 2 - 3 Hepenu
MocJie pOJIOB, CPEAHUN CPOK Pa3BUTHSI MOCIEPOJOBBIX KPOBOTEUEHHUH y JKEHIIUH C OOJIE3HBIO
BunneGpanna cocrasusier 15,7 £ 5,2 nueii [8,78].

'emaroma NpPOMEKHOCTH, PEIKOE OCIOXKHEHHE BArMHAIBHBIX POJOB, IPOUCXOAUT C
OTpe/IeNIEHHOW 4YacTOTOM Yy >KeHIIUMH ¢ Oose3Hplo BuieOpanna. Greer et al. cooOmmnu o6
OJTHOM CJIy4ae CIydasiX pa3BUTHs reMaTOMBbI IIPH aHAIM3€ Pe3yJbTaToOB 13 BarMHAIbHBIX POJOB
[67]. Taxxxe umeeTcs COOOIIEHHE O TPEX Clydas pa3BUTUS 'eéMaTOM MPOMEKHOCTH TPU aHATH3E
pe3ynbTaToB 49 BarMHaNBHBIX POJIOB [65]. DTO OTHOCUTETHHO BBICOKAS YACTOTA MO CPABHEHUIO
¢ yactoroi 2,2 remarombl Ha 1000 BarMHanbHBIX POJIOB B Koropre 26 187 CIOHTaHHBIX WU
ONEpPaTUBHBIX BarMHAJIBHBIX POJOB [79].

DTO CBHUAETENBCTBYET O HEOOXOIMMOCTH MNPO(PHUIAKTUKA W/HMIU  TIIATEIBHOTO
HaOJIOIEHUS] B TEUEHUE HECKOJIBKUX HEAEIb MOCe POIOB. PUCK MOCIEpOIOBBIX KPOBOTEUCHHIHA
MIpEJICTaBIISIeTCs BbIIIE Y JKEHIIMH co 2 U 3 TunoM bB, ocoOeHHO npu CHIXKEHUHU MOCIe POJOB
aktuBHOCTH (aktopoB Hmwke 50 ME/nJI. B stux cinydasx HEOOXOIMMO TMOACPKUBATH

AKTUBHOCTb (baKTOpOB BBIIIC YKA3aHHOTO YPOBHA, UCIIOJIB3Yyd ACCMOIIPECCHUH HJIM KOHLCHTPAT
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(paKTOpOB, B TCUCHHUE 3 JHEH MOCjIe €CTECTBEHHBIX POAOB M 5 gHeu mocie KecapeBa CCUCHUMA

[1,8].
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