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Pesiome

B cTaTbe npeacTaBneHbl AaHHble O HaceACTBEHHOM Aeduuute GUOPUHOreHa — peaKon
HacNeACTBEHHOWN KoarynonaTtuu y >KeHLWWH PenpofyKTMBHOIO BO3pacTa, KOTOpble Ha-
6niopatotca B PecnybnnkaHCKOM LieHTpe MaTofiorMy remoctasa M pofopaspeLlatoTcs B
PHIL, «MaTb 1 gutsa». M3noxeHbl OCHOBHble NPO61eMbI, BO3SHUKAIOLWME Y TaKNX XKEHLLMH
BO BpeMs 6epeMeHHOCTU 1 pofopa3peLlEHUs], ONCaHbl METOAbl AMArHOCTMKM U TaKTUKa
reMocTaTnyeckoim 1 npodunakTnyeckon Tepanun. NoguepkKnBaeTcsa HeOOXOAMMOCTb Be-
[eHVA TaKUX XeHLWMH MyNbTUANCLUNNHAPHOW KOMaHAOM CNeLranncToB, BKOYaloLLen
remaTtonora-remocTasnosiora, akylwepa-r’mHeKoNora, aHecTe3nosiora-peaHnMaTonora,
HeoHaTonora. [laHHasa ny6nvkauua nNoceAwWeHa BOMPOCaM AMAFHOCTUKM BPOMAEHHbIX
nedeKToB CUCTEMbI FeMOCTa3a U PaLMOHaNIbHOM aKyLIepCKON TakTUKN BeAeHNA TaknNX Na-
LMEHTOK.

KnioueBble cnoBa: BPOXAeHHbIN AedpuunT ¢pubprHoreHa, runopubprHoreHemms, apu-
6prHOreHeMus, penpoayKLms, 6epeMeHHOCTb, pojopaspelleHne
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Abstract

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 Hemostasis, 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

Mop TepMrHOM «guchUBPUHOreHeEMUS» B HacTosLLee BPEMS MOHUMAIOT rpynny 3a-
6oneBaHW C HapyLleHVeM remMmocTas3a, 00yCnoB/IEHHbIM aHOMANMAMK B CTPYKTYpe MO-
nekynbl puOprHOreHa HacNeACTBEHHOrO UM NPUOBGPETEHHOrO reHesa BCIeACTBUE U3-
MeHeHMWsA 6enKoBOW MUK YrNeBOAHOW YacTy Monekynbl pubpuHoreHa (FI) [1]. Boigensior
KONIMYeCTBEHHOE 1 KaueCTBEHHOE HapylueHne obpa3oBaHus ¢pubprHoreHa [2-4]. K konu-
yecTBEHHbIM OTHOCAT rMnodpubprHoreHemuio (ypoBeHb ¢ubprHoreHa meHee 1,8 r/n) u
adumbpuHoreHemunio (ypoBeHb dprubpuHoreHa meHee 0,1 r/n) [5]. BpoxaeHHble n Hacnea-
CTBeHHble GOpPMbl HeJOCTAaTOYHOCTN GMBpPMHOreHa BrepBble Obinn onvcaHbl B 1920 T. [6].
B panbHenwem 6bin yCTaHOBIIEH HAaCIeACTBEHHbIN XapaKkTep 3aboneBaHusa 1 Bapuabdesb-
HOCTb TAXKECTM ero KNMHUYeCcKux npossneHni [7].
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CemeriHaa admbpuHoreHemunsa (oTcyTcTBUE GUOPUHOreHa B Mnasme KpoOBW) — pep-
Koe 3aboneBaHve, KOTOpoe HacnepyeTcsa Mo ayToCOMHO-peLleccusHomy Tuny [9]. Moutu
BCe NauneHTbl ¢ ypoBHeM drbpuHoreHa B nnasme Hmxke 0,15 r/n (15 mMr%) — romo3uroTsbl.
Y nx pogutenein o6bIYHO OO6HaPYKMBAETCA YMEPEHHOE CHMKEHME cofiepaHua ¢prnbpu-
HoreHa B nnasme 6e3 Kakux-nmbo remopparnyeckux nposasneHnin. KpoBotoumBocTb Npu
abumbprHoreHemn 06bIYHO He OUeHb Pe3KOo BblpaXkeHa, MUKPOLMPKYNATOPHOro TMna.
Y HeKoTOpbIX NaLMEHTOB NIOXO 3a>KUBAIOT PaHbl, XapaKTepHbl CMOHTaHHbIE Pa3pbiBbl Ce-
ne3eHKM, KOCTHbIE KNCTbl, MEHOPParuu, paspbliBbl KUCT AVMYHMKOB, MOCIepOAoBble KPOBO-
TeyeHwus [5].

BpoxaeHHble aucdrbpuHoreHemnn — KpalHe pefkue 3abonesaHua. Cpen pegkux
KoarynonaTtui geduumt ¢ubprHoreHa BcTpeyaetca y 8-12% nauyueHtos [4]. B kaxzgom
cilyyae BbIABIEHNA a- Unu runodubprHoreHeMmmn Bpayy creflyeT B NepByto ouepeab ay-
MaTb He O reHeTMYeckn obycnosneHHoM JeduumTe 3TOro 6enka, a o 6onee yacTto BCTpe-
YaLLUXCA B KIIMHUYECKON NpaKThKe nNpuobpeTeHHbIX popmMax yKazaHHOWM natonoruu,
obycnosneHHbIx nn6o [BC-cuHapomom, nnbo neyeHouHol natonorvei [10]. Jiuwb npu
MOMHOM OTCYTCTBUUN KaKUX-N6O KNMHMKO-NabopaTopHbIX NPU3HAKOB 3TUX CUHAPOMOB
(TpomboumToneHus noTpebneHuns, NoBbILIeHVEe YPOBHA [1-AUMepoB 1/Unm MOHOMEPHOro
$nbpKrHa, AedpnunT aHTUTPOMOUHA, NpoTenHoB C 1 S, NoNMdaKTOPHbIN AeduunUT BCres-
CTBMe NoTpebneHna NN HapyLeHUA CUHTe3a) 1 Bbi3biBaloLWMUX MX 3aboneBaHnin cTaHo-
BMTCA NPaBOMOYHOW AMArHOCTMKa HacNeACTBEHHOro HapyLleHnA cnuHTe3a pubpuHoreHa.
JunarHo3 Takmx HacnegcTBeHHbIXx GOpM noAaTBepXAaeTca CTabWbHOW, MOMXW3HEHHOW
HepgocTaToyHoCTblo dakTopa |, a TakKe runodubprHoreHemmeln y pogutenen u gpyrmx
KPOBHbIX POACTBEHHMKOB NaumeHTa [9, 10].

MHorune ancoéunbprHoreHeMmm, HECMOTPA Ha HapyLLUEHKEe CBEPTbIBAEMOCTU KPOBU, He
BbI3blBAOT BblpaXKeHHY KPOBOTOUMBOCTb. CrieflyeT MOMHUTDb, YTO Npu anchunbpurHore-
HeMUM BO3MOXHbl Kak remopparmyeckume, Tak 1 TpoMOOTUYECKME OCNOXKHEHNA, NPU KO-
TOpPbIX 3aMeCTUTeNbHasA Tepanusa coueTaeTca C renapuHoTepanmen u HasHavyeHnem acnu-
pUHa B HU3KKX Ao3ax [13]. Ha gaHHbI MOMEHT He BMOJHE ACEH MEXaHN3M TeHAeHLUMMN K
Tpom603aM. Y HeKOTOpbIX MauneHToB Habnoganocb Bo3pacTaHne aktuBauumn dparmen-
TOB NPOTPOMOMHA U TPOMOVH-aHTUTPOMOUHOBOTO KOMIMJIEKCa, KOTOPOE MOXET YKa3bl-
BaTb Ha NOBbILIEHHYIO reHepauuto TpombuHa (ABC). Kak 6b110 NoKa3aHo B 3KCNepurMeHTe
Ha Mbllax ¢ gedruymTom GMbprHOreHa, TPOMO600HPa3OBaHME NPOUCXOANT OUYEHD ObICTPO,
HO TPOMO6 oCTaeTcA HecTabuneH N UMeeT TeHAEHUMIO K SMO0NMN3aLun — BOSMOXHO, AaH-
HbI GaKT Takke 0OBACHAET CKNIOHHOCTb K TPpoM603aM Y NaumeHToB ¢ apnbprHoreHeMu-
et [13]. Kpome Toro, B KNMHUYECKON KapTUHE MOTyT NPUCYTCTBOBaTb LiepebpasbHble 1
MblLLEYHble KPOBOWU3NUAHUA, reMapTpo3bl (pefKko), CNoHTaHHble Pa3pbiBbl CENe3eHKM,
MI0OXO 3aXMBaloLMe paHbl, KOCTHbIE KNCTbl, MEHOPPAruu, pa3pbiBbl KUCT ANYHUKOB, NO-
clepofioBble KPOBOTEUEHUSA, UTO 06bIYHO ObiBaeT Npu ypoBHe drnbpuHoreHa <0,5 r/n, unu
nocTTpaBmaTuyecKkme.

HacnepctBeHHas rmno- n apnbprHoreHeMus He UMeeT NPOTEKTUBHOIO 3bdeKkTa oT-
HOCUTENIbHO prCKa Pa3BUTUA TPOM6030B, rMNoGrOPUHOreHeMNA MOXKET coueTaTbCA C
KauecTBeHHbIM fedeKToM CTPYKTYpbl GubpUHOreHa BCneacTBME MUCCEHC-MYTaLMIA, YTO
NPUBOANT K HapYLUEHMIO ero aHTUKOarynaHTHbIX CBOWCTB W onpepenseT TPoMOoreH-
HocTb [13].

Y 6epeMeHHbIX XeHLLMH C r1no- 1 abubpuHoreHemmen YacTbl CMOHTaHHbIE BbIKMAbI-
LK, KPOBOTEUYEHUA BO Bpemsa U nocne pofos. MNauneHTkn ¢ gedexktamm pnbprHoreHa
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OTHOCATCA K rpynnam prcka no HeBblHALIMBaHWIO GepeMeHHOCTH, BHYTPUYTPOBHON ru-
6enun nnoaa, OTC/I0NKaM MnaLeHTbl, NOCIEPOAOBbIM KpoBoTeueHUAM. [No Mepe nporpec-
CMpPOBaHUA 6epeMeHHOCTM B OpraHM3me BO3pacTaeT 060poT ¢pubpuHoOreHa u ero noTpe-
6neHne B MHTePBUNIE3HOM NpocTpaHcTee [14]. DnbprHoreH HeobxoaMM As Pa3BUTKA
uutoTpodobnacTa 1 NogaepkaHnA ero MHBasnn B Npouecce bepemeHHOCTU. Kpome Toro,
OH Heobxoaum ansa obecneyeHns JOCTaTOUHOM CTabMNbHOCTU NNalUeHTapHoO-deunayanb-
Horo pernoHa [14]. MNMpun ero gedekrte cTpagaeT popmmnpoBaHne GNOPNHONAHBIX COeB
nnaueHTbl, cocToAwmx n3 ¢ubprHoreHa, GnbpoHekTMHa, namuHnHa n FXIII. Mpwn ycTa-
HoBneHHOM aeduunTte GrbprHOreHa NaLMeHTKa AOMKHA HAXOAUTLCA Noj HabnoaeHnem
reMaTosiora, Kotopblii faeT 060CHOBaHHblE PeKOMEHZALMM MO BeAeHNI0 6epeMeHHOCTH,
pOAopaspeLleHnio U BEAEHUIO MOC/IEPOAOBOro Nepuoga.

[lnA naumeHTOK C 3TOV NaTonorven onpeaeneHe cogepkaHna pudbpuHoreHa fONMKHO
NPOBOAUTLCA ABYMA METOAAMU — KOAryflormyeCKnm 1 aHTUreHHbIM. OTO cneayeT Aenatb B
OVHaMuKe; aednUUT OMKEH CBOEBPEMEHHO BOCMONHATLCA MHOY3Men drnbpuHoreHa nnm
nnasmbl [13, 14]. Mpu geduunte pnbprnHoreHa HeobxoamMma KONMYECTBEHHaA OLIEHKA ero
aHTUreHa. [ina 3Toro MoXkHo ncnonb3oBaTb Metof ELISA nnbo meton Tennosol npewyu-
nutaymm. HeobxogrMmo cpaBHeEHME 3TUX NOKa3aTenel C KoNMYeCTBEHHbIM onpeaesieHneM
dunbprHoreHa metogom Knaycca, KOTOpbI CBUAETENbCTBYET O GYHKLMOHANIbHOW aKTUB-
HocTu 6enka [14].

CoBpeMeHHbIM noaxoAoM B 06cC/ieoBaHMM NAUMEHTOK C natonormen pubpuHoreHa —
adnbprHoreHemueln, runopubpuHoreHemmnen N aucdubprUHoreHemmen — sBnAETCA
onpepeneHne MyTauui B reHax ¢pmbpuHoreHa: FGA, FGB, FGG. K HacToAwemy BpemeHu
n3BecTHO okono 100 BapmnaHTOB MyTaL i reHa aToro 6enka [14].

B Pecnybnuke benapycb BbifiBNeHO 3 B3pochbix NaumeHTa (MMHCK), U3 HMX 1 C Taxe-
NbIM edpuumntom 1 2 nerkum aedrumTom, n 4 fetei, n3 HUX 1 pebeHoK — ¢ Taxenbim aedu-
LUUTOM, 3 — C HETAXesbIM AedULUTOM.

Kak cnepyeT U3 n3noxeHHoro, BefieHne 6epemeHHbIx ¢ AncdubpuHoreHeMmein npea-
CTaBNAET CNIOXHYIO KNMHMYecKylo npobnemy. Mpusoanm KnuHuyeckuin cayyan. Maym-
eHTKa M., 1996 r. p., obpaTtunacb K rematonory B aBrycte 2018 r. no nosogy M3MeHeHWH,
BbIAIBJIEHHbIX B Koarynorpamme (cHveHue éubpuHoreHa <1 r/n, yonuHeHue TPOM-
6uHoBoro BpemeHu (TB)) Npy NoAroToBKe K onepaTMBHOMY BMeLLATENIbCTBY B CBA3U C
KMUCTOW neBoro AndyHuKa. Co CIoB NauMeHTKN, KaKUx-Tnbo KPOBOTEUEHUI HMKOrAa He
6bin0. pyrux onepatuBHbIX BMELLIATENIbCTB, SKCTPaKLUA 3y6oB He oTMevaeT. AKyLlep-
CKMI aHaMHe3: 2 noTepun 6epeMeHHOCTM Ha cpoke 5-6 Hep. Bo 2-to 6epemeHHOCTDb Bbl-
ABNEHO MOCTOAHHO HU3Koe (MeHee 1 r/n) copepxaHue GUOpUHOreHa NPU OCTaNbHbIX
nokasaTensax Koaryforpammbl, Hepe3Ko OTnYarwWmxca o1 pedepeHTHbIX 3HauYeHUN;
npw 3ToM el He NepenuBannch Npenaparbl, cogepxatine dubpuHoreH. Koarynorpamma:
AYTB - 33,5 cek. (Hopma — 25-35 cek.), npoTpomMbrHoBOe Bpema — 17 cek. (11-17 cek.),
TPOMOUHOBOE BpeMsA — 43 cek. (11-15 cek.), pubpuHoreH — 0,8 r/n (2-4 r/n). AHTUTPOM-
6uH Il - 96% (80-120%).

Kak n oxupanocb, Hanbonee MHGopMaTUBHLIMU U3 MPeAcTaBNeHHbIX NoKasaTenen
ABNANUCH faHHble Tpomboanactometpun (ROTEM) B Tecte FIBTEM; nokasatenu CT npe-
BbICUNN pedepeHCHbIe 3HAUYEHUS, UTO CBUAETENbCTBOBAIO O XPOHOMETPUYECKOW TMNo-
Koarynauum, a nokasatenu A10 B Tecte FIBTEM He gocturanu pedpepeHCHbIX 3HaYeHUN,
YTO CBUAETENbCTBOBAJIO O CTPYKTYPHOM MMMOKOoArynAaumMm 1 B LIeNOM XapaKTeprn3oBaso
CKNOHHOCTb K FMMMoKoarynauuu.
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MauneHTKe 6bIN0 BbINONHEHO PapMaKOKMHETUYECKOE UCCNIefloBaHMe C KOHLEHTpa-
TOM pnbpUHOreHa. 1o BbINOIHEHNA TECTa C KOHLEHTPAaTOM GpMbpUHOreHa 6611 NpoBeaeH
TecT ¢ Kpuonpeumnutatom (KM) B gose 18 gos. lo nccnegosaHuna AYTB 1 pubprHoreH
He onpepensanuck B Tecte. Yepes 1 u. nocne BeeaeHuAa 18 gos KM AYTB n ¢nbpurHoreH
He onpefenunuck B Tecte. Yepes 6 u. n 24 4. nocne uccnegosanma AYTB n ¢nbpuHoreH
no-npexxHemy He onpeaenmnuch B Tecte. KoppekTnpoBku GpnbprHoreHa He NPOUCXOANT,
notomy uto B 1 go3se KIl cogepxutca okono 160-250 mr ¢pubprHoreHa. Bec naumeHT-
Kun 70 kr, o6bem OLIK 4200 mn (4,2 n). nA nosbiweHWA YpoBHA pnbpuHoreHa Ha 2,0 r/n
(oT 0) Heobxoaumo: 2000 / 160 x 4,2 = 52 po3bl KM vnu 2000 / 250 x 4,2 = 32 po3bl KI1.
MNMocne BBegeHNA KoHLUeHTpaTa GrbpuHoreHa 3 r y nauMeHTKN Koarynorpamma 6bina pe-
bepeHTHbIX 3HaYeHU.

Cneumnduueckan 3amecTuTenbHasa Tepanuva NokasaHa npu 60NblWKX KPOBOTEUYEHNAX,
a TakXe BO BpeMma 1 Nnocsie XMpypruyeckmux BMeLaTeNbCcTB UM pogopaspelueHmsa nubo
KOHUeHTpaTom ¢urbpuHoreHa, NnMbo cBexxe3aMopoXeHHoN niasmoi (1 N nnasmbl 3KBU-
BaneHTeH 2,0-3,0 r ¢nbpurHoreHa), nnbo Kpronpeunnutatom [9]. Ina obecneyeHms Ha-
LEXHOro remocTasa nepsas fo3a pubpuHoreHa fomKHa coCcTaBnATb He MeHee 0,06 r/Kr
Macchl Tefla B CyTKW, UTO obecneyrBaeT NOBbILEHME KOHLIEHTpaLuun 3Toro 6enka B nnas-
Me naymeHTa ¢ 0 go 1,5 r/n. NMoBTopHble BBeAeHNA GnbBpPrHOreHa fenatoT Yepes 2-3 aHs,
MOCKOJIbKY nepuof nonysbiBeAeHUA 3Toro 6efika B nnasme peuunrieHta Konebnerca B
npegenax ot 3 fo 4,8 aHA [9]. NoaaepkmBaloLme o3bl NpenapaTta, BBOAMMbIE Yepes KaK-
Able 3 AHA, BOMKHbI ObITb BABOE MeHbLUEe NepBOHavYanbHoM 1 coctaBnaAoT 0,03-0,04 r/kr
maccbl Tena [9]. HeobocHoBaHHOro BBefeHMA Nna3mbl U GnbpuHoreHa cnegyet nsberatb,
MOCKOJIbKY Yy YacTu nauueHToB ¢ abmbpuHoreHemmnamn 1 anucdubprHoreHeMmaMn 3To
MOXKeT Bbl3BaTb NosABeHne aHTuTen [9].

TaknM 06pa3om, MOXKeT 6bITb pEKOMEHA0BaH ClefyowWwnii AnarHOCTUYECKU anropuTm
BbIAIBNIEHNA HacefCTBEHHOW rnno-, apnbpurHoreHemun nnu gucdmbprHoreHemnm 1 ee
anddepeHumauun c nprobpeTeHHbIMK Koarynonatuamm (BC ¢ koarynonatuen notpe-
6neHnA, NeyeHoUHasn KoarynonaTna): CKPUHWHT — runokoarynaums (yanmHexnme AYTB, MB,
TB, cHWXeHne ypoBHA drubpuHoreHa no Knayccy); auddeperumnauyusa c 1BC n neyeHouHom
KoarynonaTven — oTcyTcTBME TpoMbounToneHnn NoTpebneHnsa, HopMasbHbIA YPOBEHb
aKTUBHOCTU aHTUTpoM6UHa lll, npotenHos C u S, oTcyTcTBUE NoNndakTopHoro fedurumnta
(. VII, V), otcyTcTBME Npr3HakoBs runepdudprHonmsa no TOIM (8 EXTEM n APTEM). Cnepy-
fownin war: guddepeHumauymns runo-, apnbprHoreHeMmm N ANCOUGPMHOrEHEMUN — OTHO-
LweHne ypoBHA GrbpUHOreHa B KoarynaunoHHom Tecte (no Knayccy) v ypoBHs aHTUreHa
¢dunbpuHoreHa (B Hopme 0,8-1,7, uTo XapaKkTepHO AnA runo- u apmbprHoreHeMun, Npu
ancdnbpuHoreHemnn npeobnafaeT aHTUreH), U, HAKOHeL, ec/iv MPOUCXOAUT KOppeKLura
runokoarynaumm 8 TB nytem fo6asneHna HOpManbHOWM JOHOPCKOW Mia3Mbl — 3TO rMMNo-
unu apubprHoreHeMus, OTCYTCTBUE KOppPeKLMN — AnchnbprHoreHeMus, Npu KOTOPOn
KoppeKLMa JOCTUraeTca Tonbko aedunbprHmpoBaHmeM nnas3mMbl NaymeHTa.

B 3AK/THOYEHUE

BbiABNeHMe HacneacTBEHHOM runo-, apmbprHoreHeMun Unu ANCcOUbpPUHOreHemMun
TpebyeT anddepeHUmaLm 3TO peaKow NaToNorMn remMocTasa C Yalle BCTpeuvalolium-
Muca nprobpeteHHbIMU Koarynonatuamu (BC, natonorna neveHun) no nprvBegeHHOMY
BblLLIE afirOPUTMYy C NOCNeAYyoLWMM YTOYHEHMEM AMarHo3a 1 gucnaHcepHbIM HabnogeHu-
eMm y rematonora. lNpenapatom Bbibopa ana koppeKkummn runodmbpuHoreHemnmn cnegyet
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BpoxaeHHble fedeKTbl GrbprHOreHa y *KeHWuH penpoayKTUBHOro Bo3pacTa

cunTatb GUOPMHOTrEH C Uenbio noafep aHna NnasmMeHHoOro yposHs He meHee 1 r/n. MNe-
peq popopaspeLleHriemM 1 B NOC/IEPOSOBOM Nepuroe AoMmKeH 6bITb obecneyeH nnasmeH-
HbIn ypoBeHb dmbpuHoreHa He meHee 1,5 r/n. B KauecTBe anbTepHaTUBblI KOHLEHTPATY
dunbprHoreHa, 0cobeHHO B SKCTPEHHbIX CUTYaUKAX, MOTYT ObITb MCMONb30BaHbI KpUonpe-
uunutat 2-4 go3bl / 10 kr nnmn C3MN 25 MA/Kr € yueToM pUCKOB, CBA3AHHbBIX C X NPUMEHe-
Huem. NMpun gucdrbpuHoreHeMnn C HaNMUMEM TPOMOBOTNUYECKNX OCNIOKHEHWUI NO JaHHbIM
ceMelriHOro aHaMHe3sa LenecoobpasHo npodunakTnyeckoe NprMeHeHne HU3KOMOIeKY-
NAPHbIX FenapyHOB 1 aLeTUNCaNMLUIOBON KACIOTbI.
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