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Pe3rome. B craTbe npescTaBieHbl JaHHbIE O HAaclIeACTBEHHOM Aeduiure puOpuHoreHa —
PEIKOM HaClIECTBEHHOW KOAryjonaTHMHM Yy >KEHIIMH PENpOIyKTHUBHOTO BO3pacTa, KOTOpHIE
HaOmoaoTcss B PecnyOnMKaHCKOM LEHTpe HAaTOJIOTMM TeMOCTa3a U POJAOpa3perlaroTcs
B PHIIL] «Matb u auts». V3mokeHbl OCHOBHBIE MPOOJIEMbI, BO3HUKAIOIINE Y TAaKUX JKESHIIUH
BO BpeMs OEpeMEHHOCTH M PpOJOPa3peLICHUs, OMUCAHbl METOAbl JUArHOCTHMKM M TaKTHKa
reMocTaTn4eckoi u npoduiaakruyeckoi Tepanuu. [loguepkuBaercss HEOOXOIUMOCTh BEIEHHS
TaKUX OJKEHIIMH  MYJIbTHIUCIMIUIMHAPDHON  KOMAaHIOM  CHEeLMalIMCTOB,  BKIIIOYAIOIIEH
reMaroJIora-reMoCTa3foiora, akyniepa-ruHeKosora, aHecTe3u0I0ra-peaHuMaroIora, HeOHaTo-
nora. JlaHHas mnyOnMKalMsi MOCBAIIEHAa BOMPOCAM JIMATHOCTUKU BPOXKIEHHBIX Je(PEKTOB
CHCTEMBI F'eMOCTa3a U PallOHAJIbHOM aKyIIepCKON TAKTUKHU BEACHUS TaKUX MALlUEHTOK.

KuroueBble ciioBa: BpOXAEHHBIM nepuuut ¢(ubOpuHOreHa, runopuOpUHOreHEMUs,
apuOpHHOTreHeMHUs, PETIPOAYKIUs, OEpEMEHHOCTh, POAOPA3PEIICHUE.

ITon TepMuHOM «IUChUOPUHOTEHEMHUS» B HACTOSIIEE BpeMs MOHMMAIOT TPYHIy
3a00J€BaHUI C HapyIIeHWEM TIeMocTa3a, OOYCIOBIEHHBIM aHOMAJIMSAMH B CTPYKTYpe
MOJIEKYyJbl (PUOPUHOTeHAa HACJIEACTBEHHOTO WJIM TPHOOPETEHHOTO TeHe3a BCIIEACTBUE
M3MEHEHUs1 OETKOBOM WM yrieBOoAHOW yacTu Mosekyinbl ¢udpunorena (FI) [1]. Beigenstor
KOJINYECTBEHHOE M KAuyeCTBEHHOE HapylleHue oOpa3oBaHus ¢(ubpunorena [2, 3, 4].
K xonuuecTBeHHBIM OTHOCAT runodudpuHoreneMuto (yposenb pudpunorena menee 1,8 r/m)
u apubpuHorenemuto (ypoBeHb (ubpunorena wmenee 0,1 1/m) [5]. Bpoxzaennsie
U HacjleICTBEHHblE (OpPMbI HEIOCTATOYHOCTH (UOpUHOreHa BIEpBbIE OBLTM OMHCAHbI
1920 r. [6]. B nanmpHeimemM ObUT yCTAaHOBJICH HACIIEACTBEHHBIH XapakTep 3a00JeBaHUs
U BapuabelbHOCTh TSKECTH €ro KIMHUYecKuX mnposieaeHuil [7]. IlepBrle mMyTanuu reHOB
nenei ¢pubpuHoreHa opuTu onucansl B 1999 r. [8].

Cemeitnas apubOpuHorenemust (OTCyTCTBHE (UOPUMHOTEHA B IJIa3Me€ KPOBH) — PEIKOE
3a0oyieBaHUE, KOTOpPOE HacleayeTcsl MO ayToCOMHO-peneccuBHoMmy Ttumy [9]. Iloutu Bce
OonbHBIE ¢ YpoBHEM (pubpuHoreHa B tuiazme Hroke 0,15 r/im (15 Mr %) — romo3urotsl. Y ux
ponuteneil OOBIYHO OOHAPYKUBACTCSA YMEPEHHOE CHIDKEHHE CcoJepkaHus (uOpHHOTeHa
B IUIa3Me 0e3 Kakux-1ubo remopparuuyeckux mnposiBieHuil. KpoBoTounBocTs mpu
ahuOpuHOTEHEMHH OOBIYHO HE OYEHb PE3KO BBIPAXKEHA, MHUKPOIUPKYJIATOPHOTO THIIA.
VY HEKOTOphIX OOJBHBIX IJIOXO 3aKUBAIOT pPaHBl, XapaKTEPHbI CIIOHTAHHBIE pa3pbIBBI
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CEJIC3CHKH, KOCTHBIC KHCTBI, MEHOPPAaruu, pPa3pbIBBI KUCT SUYHUKOB, TOCIEPOJOBEHIE
KpOBOTEUEHHUS [5].

Bpoxnennsie nuchubpuHoreHeMun — Kpaitne peakue 3adonesanus. leuuutst L 11, V,
VII, X, XI u XIII ¢dakTopoB cBepThIBaHUS KpPOBH cocTaBigiOT 3-5% oT Bcex
HACJICJICTBEHHBIX HApYIICHWH TutasMeHHoro remocrtasa [10, 11, 5, 4]. Cpenu HuX neduiuT
¢dbubpuHorena Bcrpevaercs y 8—12 % GonpHbIX [4]. B KaxaoMm ciydae BBISBICHHS a- WIH
runopuOprUHOreHEMHUH Bpady CIEeIyeT B TEPBYIO oOuepelb AyMaTh HE O TCHETUYCCKU
00ycnoBieHHOM JedunuTte 3Toro O6enka, a 0 0ojiee 4YacTo BCTPEUAIOIIMXCS B KIMHUYECKOM
NpaKkTUKEe TNPUOOPETEeHHBIX (opMax YKa3aHHOW TATOJIOTUH, OOYCIOBICHHBIX JINOO
JBC-cunapomom, 6o medeHouHoi mnartonorueit [10]. Jlume mpu MOJHOM OTCYTCTBUU
KaKuX-TM00 KIMHUKO-TA0OPATOPHBIX MPU3HAKOB HSTHUX CHUHAPOMOB (TPOMOOIIMTONECHUS
noTpebsieHus, MOBBIIICHUE ypoBHS Jl-muMepoB W/wim MOHOMEpHOTOo (uOpuHA, AehUITUT
aHTuTpoMOuHa, nporenHoB C u S, monmdakTopHbli AeQUIMT BCIEACTBHE MOTPEOICHUS
WM HaApYIIEHUsT CHUHTE3a) W BBI3BIBAIOIIMX MX 3a00J€BaHUN CTAHOBUTCS IPABOMOYHOM
JMUArHOCTHKA HACJEICTBEHHOTO HapylleHus cuHTe3a QuoOpuHoreHa. JuarHos Takux
HACJICJICTBEHHBIX (OPM TOATBEP)KAACTCS CTAOMIBHOM, IMOKW3HEHHOH HEIOCTaTOYHOCTHIO
dakropa I, a Takke runopuOprUHOreHeMUen y poauTeNIe U APYruX KPOBHBIX POJICTBEHHUKOB
6ospHOTO [9, 10].

Muorue  nucUOPMHOTEHEMHUH,  HECMOTpPS  HA  BBIPAKEHHOEC  HApyIICHUE
CBEPTHIBAEMOCTH KPOBH, HE BBI3BIBAIOT KPOBOTOUMUBOCTU UM 00YCIOBIMBAIOT MUHUMAIBHYIO
HaKJIOHHOCTH K Hel [9, 1].

Crneunduueckass 3aMecTUTENIbHAs Tepalus MoKa3zaHa NpHU OOJBIIUX KPOBOTCUCHUSX,
a TaKKe BO BpeMs U IMOCJIE XUPYPrUYECKHX BMEMIATENIbCTB WM POJOpa3pelieHus JInubo
KOHIIEHTpaToM (GuOpUHOTEeHa, MO0 CBeXe3aMOpokeHHOW mmazmMoil (1 1 mima3mbl
skBuBajeHTeH 3,0-3,5 v pubpunorena), mubo kpuonpenunurarom [9, 1]. s obecrnieuenus
HAJEKHOTO reMocTasza mepBasi 103a (uOpUHOreHa MOJDKHA cocTaBiiaTh He meHee 0,06 T/kr
Macchl Tejda B CYTKH, YTO OOECIeUMBAET MOBBIIIEHUE KOHIEHTPALMU ATOro Oelika B IIazMe
6onpHOrO0 ¢ 0 nmo 1,5 r/n. IloBropHble BBeneHUs (pUOpHUHOreHa JenaroT uepe3 2—3 nHA,
MOCKONIBKY TEpPHOJl TOJNYBBIBEICHUS OJTOro Oelka B IUTa3Me pEIMIMEHTa KoleOleTcs
B npenenax ot 3 go 4,8 nueit [9]. TlomnepkuBarorue 036l MperapaTa, BBOJUMBIE Yepes
KaXK7ble 2 JHs, JOJDKHBI OBITH BIIBOE MEHBIIE MepBOHAYanbHOU U cocTaBistoT 0,03—0,04 r/kr
Maccel Tena [9, 1].

[Tpu Tspxenol nuchuUOPUHOTEHEMUU C Pa3BUTHEM OOMIBHON KPOBOTOUHMBOCTH TeEpen
OTIEPAaTUBHBIM BMEIIATEILCTBOM WJIM POJOpa3pEeIIeHUEM CpPEJICTBOM BbIOOpa SIBIISIETCA
Tpancdysust cBexesamopokeHHo mnasmbel (C3II), kpuompeuumnuraTa wWid, 410 Oolee
addexTuBHO, KOHIeHTpaTa ¢uOpuHoreHa [1]. Hamexssiii TemocTtaz obecreunBaeTcs
npu HazHaueHun C3I1 B noze 25 EJI/kr (25 Mi/Kr Macchl) WM KpUOMPEIUIUTaTa U3 pacuera
2-4 no3e1/10 xr maccel Tena [1]. Ilockombky mepuoa monyBbiBeaeHUs (GuOpHHOTeHA
coctaBisieT 96—144 4, To B mocaeAyOIMEeM MpenapaTsl, CoiepKallie JaHHbIH 0eT0K, BBOIST
1 pa3 B 2-3 mus, HO B Menbmeit goze (C3I1 5-10 mur/kr, kpuonpeuunurar 1 nosza/l5S xr
Macchl), M0 HEOOXOJIMMOCTH IPOBOJISATCS TIOBTOPHBIC BBEICHUS YIIOMSHYTHIX IPENapaToB
yepe3 2-3 CYTOK C MENbI0 JOCTHXKEHHS HAJIeKHOro TeMmocTatuueckoro sddekra [1].
HeoOocHoBaHHOTO BBe/leHUs MIa3Mbl U GUOpPUHOTEeHa cieayeT n30erarb, MOCKOJIbKY Y YacTH
0ONBHBIX aQUOPUHOTEHEMHSIMH U TUCHUOPUHOTEHEMUSMHU 3TO MOXET BBI3BATh MOSBICHUE
anturen [9].

bazupysicb B TOM uucie M Ha COOCTBEHHOM OIbITE PabOThl C T€MOCTaTHYECKUMU
mpernapaTaMy MpU JPYTUX HACIEICTBEHHBIX KOAryJlIomaTHsIX, Mbl PEKOMEHIYEM IMPOBOIUTH
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(apMaKOKMHETUYECKOE HCCIIEeIOBAHUE C KOHLEHTPATOM (UOPUHOIEHA, MOJA0OHO TaKOBOMY
¢ npenaparaMu (aKkTOpOB CBEPTHIBAHUS KPOBU (CM. KIMHUYECKHUI MPOTOKOJ TUArHOCTUKU U
JeYeHHUsT ~ TMAlUeHTOB ¢  remModuinel), OCOOCHHO TP  HEOOXOAUMOCTH  €ro
npoQUIAKTUYECKOTO U JIIMTENIbHOTO BBEJEHUS, IIOCKOJBKY CKOPOCTh JJIMMHUHAIUU
U BBIBEJICHUS IIpenapaTa HHAUBUAyanbHa [ 12].

HacnenctBennas runoduOpuHOreHeMus HE MMeEeT NMPOTEKTHBHOro 3¢ddexra oTHOCH-
TEJILHO PHUCKA Pa3BUTHUS TPOMOO30B, THIIOGHUOPHHOTEHEMHSI MOKET COUYETATHCS ¢ KaUeCTBEH-
HBIM JIe(EKTOM CTPYKTYphl (PUOpPUHOreHa BCJEICTBUE MUCCEHC-MYTAlUil, YTO MPUBOJUT K
HApYILICHHUIO €r0 aHTUKOATyJISTHTHBIX CBOWCTB M OMpeaessieT TpoMOOreHHOCTh [ 13].

[Tamentkn ¢ gedextamu  (GUOPHMHOTEHA  OTHOCATCS K TpyHIaM  pUCKa
10 HEBBIHAIIMBAHUIO OEPEMEHHOCTH, BHYTPUYTPOOHOI THOENH 1013, OTCIOWKAM IUIAIEHTHI,
NOCJIEPOOBEIM KpoBoTeueHusiM. [1o Mepe mporpeccupoBaHusi OEpeMEHHOCTH B OpraHHU3Me
BO3pactaeT 000poT pubprUHOreHa u ero noTpedieHrue B UHTEPBUIUIE3HOM MpocTpaHcTie [ 14].
OubOpuHOTeH HEOOXOOUM Il Pa3BUTHUSA LUTOTPo(oOIacTa M TOANEPKAHHUS €ro HHBA3HH
B niporecce 6epemenHocTH [15]. Kpome Toro, oH HeoOXoauM 1l 00ecTieueHHsl JOCTaTOYHOM
CTaOMIILHOCTH TUIAIICHTAPHO-ACIHAyalbHOTO peruona [14]. Tlpu ero nedekre crTpamaet
dbopmupoBanne (GUOPHHOUIHBIX CIOEB  IUIAIEHTBI, COCTOSAMUMX M3  (GUOpHUHOreHa,
¢ubponextuna, mamuanHa u FXII [15]. Ilpu ycranoBnenHom aedunurte ¢udOpuHOTrEeHa
NAlUEHTKa JOJDKHA HAXOOUThCS IMOJ HAOMIOJEHHUEM TIeMaToJjiora, KOTOpBIM  JaeT
000CHOBaHHbIE PEKOMEHAAIMH 0 BEACHHUIO OEPEMEHHOCTH, POJOPA3PEUICHUIO U BEACHUIO
IOCJIEPOJOBOI0 NEPUOAA.

CrnenyeT MOMHUTH, YTO MpPH TUCHUOPUHOTEHEMUU BO3MOXKHBI KaK reMopparudyeckue,
TaKk U TPOMOOTHYECKUE OCIIOKHEHMSI, IPU KOTOPHIX 3aMECTUTEJIbHAs TEepamusi COYETaeTCs
C remapuHoTepanyveldl M Ha3HaueHHEM aclupuHa B HU3KUX Jo3ax [13]. [Ing GepemMeHHBIX
JKEHIIUH ¢ apuOpUHOTeHEMHUEH YacThl CIIOHTAHHbBIE BBIKUJBIIIN, KPOBOTEUEHMSI BO BpeMs
U 1ocie poJoB. MHTepecHbIM mpencTaBiseTcss (akT, YTO Yy HEKOTOPbIX MalMeHTOB
¢ apubpuHOoreHemMuell HaONIO/AaeTCsl MOBBIIIEHHBIM pUCK Tpom0O030B. Ha naHHBIE MOMEHT
HE BIIOJIHE SICEH MEXaHU3M TEHACHIIMU K TpoMOo3aM. Y HEKOTOPHIX OOJBHBIX HAOII0JaNI0Ch
BO3pacCTaHME aKTUBAlMM (ParMEeHTOB MPOTPOMOMHA WIM TPOMOMH-aHTUTPOMOHHOBOTO
KOMILJIEKCa, KOTOpPO€ MOXKET YKa3bIBaTh Ha MOBHINIIEHHYIO reHeparuio TpomouHa (IBC). Kak
ObUIO  TOKa3aHO B  JKCHEpUMEHTE Ha Mblmax ¢ jgepuuutoM  (ubpuHOreHa,
TpoMO00Opa30oBaHUE MPOUCXOTUT OYEHB OBICTPO, HO TPOMO OCTAeTCsi HECTAOWIIEH U MMEET
TEHJEHIMIO K 5MOOJM3allMd — BO3MOXKHO, JAHHBIM (akT Takke OOBSACHSIET CKIOHHOCTb
K TpoM0Oo03aM y nanueroB ¢ apudpuHorenemueii [ 13].

Jlis manMeHToK ¢ 3TOW MaToJIoTuell onpezaeneHne coaepkanus (GuOpHUHOreHa JOHKHO
MPOBOAMTCS JBYMsI METOAAMHM — KOAryJIOTMYECKUM W aHTHUTE€HHBIM. DJTO Cle[yeT AelaTh
B JUMHAMUKeE; NMeDHUIMT JODKEH CBOCBPEMEHHO BOCIONHATHCA WH(DYy3mer QubpuHoreHa
win 1wiasmel [13, 14]. Ilpu nepunure hubpruHOTeHa HEOOXOAMMA KOJMUYECTBEHHAS] OICHKA
€ro aHTureHa. /[is 3TOro MOXXHO HMCHOJB30BaTh TYpPOOJUMETPUYECKUN MMMYHHBIA METOA
B J1aTekce Jubo paguanbHyto uMMyHoanpdysuto mwim metoa ELISA nubGo meron TemnoBoit
npeuunuranuu. HeoOxoaumo cpaBHeHME HSTHUX IOKa3aTeled ¢  KOJUYECTBEHHBIM
ompenenenueM  ¢guOpuHoreHa  meronoMm  Kmaycca,  KOTOpBIA  CBUIETEIHCTBYET
0 (pyHKIIMOHAJIBHOH akTUBHOCTHU Oenka [14].

CoBpeMeHHBIM MOAXO0JI0OM B 00CIIEI0BaHUM MAIUEHTOK C MaToyiorueil pudpuHoreHa —
apubpuHorenemuet, runopuOpuHOreHeMuet u auchuOpuHOreHEeMuel —  sABIsAETCA
omnpeneneHue myranuii B reHax ¢ubpunorena: FGA, FGB, FGG. K nacrosimiemy BpeMeHH
u3BecTHO okoio 100 BapuaHTOB MyTauuii reHa storo 6enka [14].

98



TakuM 006pazom, MOKET OBITh PEKOMEHIOBAH CJICAYIOIIUN TUATHOCTHYCCKUIA allTOPUTM
BBISIBJICHUST HACJICACTBEHHOW THMO- aduOpuHOreHeMUH WM TUCHUOPUHOTCHEMHH U €€
muddepenimanun ¢ npuoOpereHHbIME  Koarynonatusmu ([IBC ¢ koarynomaTtuei
noTpeOaeHus, AMCHYHKINS TEUYCHH):

— CKpUHHHMHI — THIOKOAryasiuus (yAJMHEHHE AaKTHBHPOBAHHOTO TApIHAIbHOTO
TPOMOOIIJIACTUHOBOTO BPEMEHH, MPOTPOMOMHOBOTO BpEMEHH, TPOMOMHOBOIO BPEMEHH,
CHWXeHHE ypoBHs ¢pubpuHoreHa no Knayccy);

— mubdepenumanmst ¢ JBC ©W Tne4eHOYHOH KoaryjgomaTHedl — OTCYTCTBHE
TPOMOOIIMTONICHUN TOTPEOJICHNS, HOPMAaJbHBI YpOBEHb aKTHUBHOCTH aHTHUTpoMOmHa III,
nporeuHoB C u S, orcyrcrBue mnonudakropuoro nedpuinmra (¢. VI, V), orcyrcrue
npusHakoB runepdudpunommsa no TOM (B EXTEM u APTEM);

— muddepeHnuanys runo- apuOprUHOTeHEMUH U AUC(HUOPUHOTCHEMUH — OTHOIICHHE
ypoBHSL ¢uOpUHOTeHa B KoaryiasinuoHHOM Tecte (mo Kiayccy) u ypoBHS aHTHreHa
¢ubpunorena (8 Hopme 0,8 — 1,7, 9ro XapakTepHO i THUMNO- apUOPHHOTCHEMHH,
npu  aucGuOpUHOrEHEMHH  TpeodiafaeT  aHTUIEH), KOPPEKIUsS  TUIOKOATYJISIUU
B TPOMOMHOBOM BpeMEHH J100aBICHHEM HOPMAJIBHOW TOHOPCKOM TUIa3MBI (XapakTepHa IJis
runo- apuOpuHOreHEMUH, HEXapaKTepHa A AucHhUOpHUHOTeHEMHUH, TPU KOTOPOI KOPPEKIUS
JOCTUTAETCS TOJIBKO Je(UOPHHUPOBAHUEM IIIa3Mbl TTALIUEHTA).

3akiouenne.  BplABieHHME — HAclneACTBEHHOM  rumo-  auUOpUHOrEHEMUH  WJIU
mucubOpuHorenemun Tpedyer AudQepeHranuy 3Tol peaKor MaToJIOruy TeMOCTas3a ¢ yarle
BCTPEUAIOIIMMHUCS TMPHOOpPETeHHBIMU reMoctazuonartusamu (JIBC, maromorust medenu) mo
MPUBEJICHHOMY BBIIIE AITOPUTMY C MOCIEAYIOIIMM YTOYHEHHEM JIMarHo3a W JIMCHaHCEPHBIM
HaOMoIeHneM y Temarosiora. BreisiBieHHbIH Ha (oHe GepemeHHOCTH aedunuT GpuOpuHOTEeHa
TpeOyeT KOPpPeKIMH MPUMEHEHHEM MPEANOYTHTENbHO KOHIEHTPAaTOB (UOPHUHOrEeHa C LIENbI0
NOJICP)KaHUs TUIa3MEHHOTO YpPOBHSI HE MeHee | I/ ¢ MMHHUMAJIbHBIM PHUCKOM OCJIOKHEHHH.
[Tepen pomopaspelieHneM 1 B MOCIEPOAOBOM MEPUOJIE A0JIKEH OBbITh 0OecIieueH M1a3MeHHbIN
ypoBeHb (pudpuHOreHa He menee 1,5 /1. B kadecTBe anbTepHATUBBI KOHIICHTpPATy (pUOpHHO-
reHa, 0COOEHHO B AKCTPEHHBIX CUTYaLUSAX, MOTYT OBITh MCIIOJIb30BaHbl KPUOMIPELUIIUTAT WU
C3II ¢ yueToM pUCKOB, CBA3aHHBIX C UX MpuMeHeHueM. [Ipu nquchubpruHoreHeMun ¢ HaTMulueM
TPOMOOTHUYECKUX OCIOXKHEHUH IO JaHHBIM CEMEWHOro aHaMHe3a 11eJIeco00pa3Ho MpoguIak-
THUYECKOE NMPUMEHEHNE HU3KOMOJIEKY ISIPHBIX TeapUHOB U alleTHIICATUIIUIOBON KUCIIOTHI.
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CONGENITAL DEFECTS OF FIBRINOGEN
IN WOMEN OF REPRODUCTIVE AGE
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The article presents the data of hereditary fibrinogen deficiency — a rare hereditary
coagulopathy in women of reproductive age, who are observed in the Republic Center of the
Pathology of Hemostasi, and they are delivered at the Republican Scientific and Practical
Center "Mother and Child". The main problems of such women during pregnancy and
childbirth are outlined, diagnostic methods and tactics of hemostatic and preventive therapy
are described. The need to manage such women by a multidisciplinary team of specialists,
including a hematologist-hemostasiologist, obstetrician-gynecologist, anesthesiologist-
resuscitator, and neonatologist is emphasized. This publication is devoted to the issues of
diagnosing congenital defects of the hemostatic system and rational obstetric tactics for
managing such patients.

Keywords: congenital fibrinogen deficiency, hypofibrinogenemia, afibrinogenemia,
reproduction, pregnancy, delivery.
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