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IToa TepMmHOM «TpOoMOOPUANII» 0DO3HAYAIOTCST
BCe HacJAe/ACTBEHHbIe (TeHeTYEeCK) 00yCA0BAEHHBIE)
U TpUOOpeTeHHbIe (BTOPUYHBIE) HapyIIEHUs Te-
MOCTa3a, IIOSTOMY pa3ANYHbIe BIABI TpoMOoduANU
OTAMYAIOTCSI 110 TIaTOTeHe3y U A0KaAU3aI[IL.

B HacTtos1IIee BpeMsI BBIIBAEHO OOABIIIOE YMCAO
IIepBUYHBIX (TeHeTHYecKu OOyCAOBAEHHEBIX) U
BTOPMYHBIX (IIPMOOpPeTeHHbIX, CUMIITOMaTIIeCKIX)
TpoMboduanit guarHocTuka u AudQepeHrans
KOTOPBLIX OYeHb BasKHbI, ITOCKOABKY pasHBIE BUABI
DTO IATOAOIMM TpeOyIOT IIpUMeHeHle pPa3HbIX
II0AXOJ0B K MX IMpOoQuAaKTUKe I AedeHnIo. Bmecte
C TeM, caeAyeT MMeTb B BUAY, 4YTO TepMMH
«TpoMbOpuANI» He AOAKEH 3aMEHITHCA TePpMU-
HaMI «ITUIIePKOATLASIIISI» UAN «ITUIIePKOaryAsiu-
OHHBIN CUHAPOM».

HeoOxoauMo 3HaTh, 9YTO MHOIUE BUABI TpOMOO-
$uann xapakrepusyIoTcsl He TOABKO IIOBBIIIEHIEM
CBEpPTBIBAEMOCTM KpPOBM, HO M ee CHIKeHUeM
(rMmoxoaryA41ius) UAM HapylIleHUsIMM He B TeMo-
KOaryAsilMUM, a B APYTMX 3BEHbIX CHCTEMBI Te-
mocTasa (1).

Tepmun «rpomboduans» Bliepsble 611 BBeAeH
Egebergom B 1965 1. gas1 onucanusl TeHAEHLIMU K
TpoMmOO3aM B OAHOI 13 HOPBEXKCKUII ceMell ¢
debumurom AT III (2). C Tex mop B3rasAAbl Ha
raTtoreHe3 TpoMOO30B 3HAaUMTEABHO M3MEHMAVCD.
DTO CBA3aHO C OTKPBITHMEM HOBBIX (POPM IeHeTH-
4JecKu 00yCA0BA€HHBIX ¥ IIPHUOOpEeTeHHBIX AeeKTOB
reMocTasza. BericHMAack poap Tpomboduanum He
TOABKO B CTPYKType TPOMOO30B 1 TpOMOO®MO0AN-
9JecKMX OCA0XKHEHMM, HO U B IIaTOreHe3e psija 3a00-
A€BaHU U IaTOAOTMYECKUX COCTOSIHUIL, Cpeaut KO-
TOPBIX U aKyIIepcKye OCAOXKHEeHNS: INPUBBIYHbIE
BeIKMABIY, recto3, ADC 1 HELLP cuuapom n ap.

Maes o HacaeacTBeHHO OOYCAOBAEHHON TeHAEH-
UMM K TPOMOOSMOOAMYECKMM OCAOXKHEHMAM He
HOBasI: aKyIlIepHl 4aBHO HaDAIOAAIOT TOT (paKT, ITo Oe-
PeMEeHHOCTb, POABl U TIOCAEPOJOBBI IEPUOJ, Y
KeHIIVH, B ceMbe KOTOPBIX ObLA TPOMOO3 B aHaAMHe3e,
TaKcKe

OCAOXHSAUCH ~ TpoMOOsMOOAMAMU.  DTO

MO>KHO (CBsa3aTb C TeM, YTO (bMBMOAOFM‘{eCKa}I

GepeMeHHOCTh COITPOBOXKAAETCsl COCTOSHMEM IWIIep-
KOary SN B CBSI3U C yBeandeHreM paKTOpOB CBePTHI-
BaHIs1 KpOoBU Ha (poHe CHIDKeHsT prOPMHAANTIYECKON
U1 €CTeCTBeHHON aHTMKOAryAsSHTHBIN aKTVBHOCTIA.

Kpowme Toro, B Il TpumMecTpe GepeMeHHOCTH CKO-
POCTh KpOBOTOKa B BeHaX HIVDKHMX KOHEYHOCTE
yMeHbIIIaeTcsl, YTO 00yCAOBAEHO, YaCTUYHO, MeXaHM-
9JecKoJi OOCTpyKLMel BeHO3HOIO OTTOKa, YaCTUYHO —
CHIDKeHEeM TOHyCa BEHO3HOM CTeHKM BCAeACTBlE
rOpPMOHAABHOM IepecTpONiKM OpraHu3Ma.

TaxuM oOpaszoM, TeHJeHIIUsA K CTa3y KpOBU B
COYeTaHMM C TUITepPKOaryAsIeil BoBpeMs OepeMeH-
HOCTH CO3aI0T yCAOBUS AAs Pa3BUTI TPOMOO30B Ha
(JoHe MMeromIelicS reHETUYECKOV], MPYOOpPETEHHBIN
MAV KOMOMHUpPOBaHHBI TpoMboduanu (1, 3).

Hioxe mpl nposesem HamOoJee M3BeCTHbIE B Hac-
TOsIIIee BpeM:sl TeHeTHIeCK) 00yCA0BAeHHbIe AepeKThI
remMocTasa, IpeApacIioAoraioniye K TpoMOo3aMm.

Ha ceroansmmeir genp Hamboadee 4acTo BCTpe-
JalomieNcs U reHeTM4ecku 0OyCAOBAEHHOM ITpUYM-
HOV TpoMOopuAMM SBAAETCS Pe3UCTEeHTHOCTh K
aktuByuposaHHoMy nporenty C (APC-R) u myTarusa
¢axropa V.Leiden.

APC-R MoxeT OBITh HPUYMHONM: ITO3AHMX BBIKU-
ABIIIIET], OTCAOVKM IAaleHTsl, 3BYP, Tskeaoit mpsk-
aamncym. Y 40-80 % OepeMeHHBIX C AMarHO3OM
TpomOo3a rayookux BeH ycraHasausaercas APC-R (2, 4).

Briepsrie pesucrentnocts k APC kak mpuumHa
HacAeACTBEHHOI TpoMOoduanm Oplaa oIycaHa B
1992 roay Danlback m ap. B Tpex pa3HBIX CEMBIX.
JaabHeillllee 1U3y4eHMe BDTOro (QeHoOMeHa Aalo
aBTOPOM BO3MOXKHOCTb CAeAaTh BBIBOJ, YTO AeeKT
HacJeAyeTcs ayTOCOMHO — JOMMHAHTHO M CBSI3aH C
aedpexrom xodakropa APC, u UMM KO(PaKTOpOoM
siBasiercst GV, a MMeHHO JepeKT aHTMKOAry/ASTHTHOI
Pyuximn gaxropa V.Leidena.

APC-R - myramma V.Leiden, sBAssCh reHeTmaecku
AeTepMUHNPOBAHHON, OOyCAOBAVMBAeT IIOKM3MEHHBIN
pHUCcK TpoMO030B. OgHAKO, A4Sl TIPOSIBAEHNST TPOMOO3a
HEeOOXOAVMBI AOIIOAHUTeAbHbIe (PaKTOPBI KaK ITPaBIAO,
MpuOOpeTeHHble, TaK He KaK ITpYeM TIOpMOHAABHBIX
KOHTpallelITIBOB, OepeMeHHOCTS, orteparium 1 4p (1, 3).
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ApyruM, 4acTo BCTpedaroImMcs, HacAeCTBEHHO
¢axropom
ABAseTcs MyTanms reHa nporpomdbmuna G20210A,

—  TeHeTUYeCKUM TpoMOopuANU
BIIepBble onmcanHas Poort u coasropamu B 1996
roagy. Koraa O6p1am obcaesoBanbl 28 GOABHBIX C
CeMeITHBIM aHaMHE30M BEHO3HBIX TPOMOO30B.

Yacrora MyTanum IpoTpoMOMHA IIOYTU TaroKe
BBICOKa, Kak 11 gacTora MyTarum FV Leiden.

Hacaeayercs myrtanms nporpomonaa G20210A
ayTOCOMHO — JOMMHAHTHOTO, IIPOSIBASIETCS IIOBBI-
IIIeHNeM YPOBH: IIPOTPOMONHA B KPOBU BBIIIIE YEM
115%. OaHaKo, XOTsI MyTalVsl IPOTPOMONHA SBAS-
€TCs YaCTO BCTpeYyaeMO HPUYMHONM BPOXKAEHHON
TpoMboduann, a PyHKIMOHAABHBIE TECTHl Ha
HpOTPOMOMH He MOTYT OBITh MCIIOAB30BAHBI KaK
IIOAHOIIEHHBIE CKPVHVHIOBBIE TECTBL
AVAaTHOCTUKY HEOOXOAMMO IIPOBOAUTH METOAOM
I1LIP, uToOsl BRIBUTH AedeKT TeHa MpOTPOMOMHA.
DTO HEOOXOAVIMO TaKKe eCAM MeeTCs KOMOMHIPO-
BaHHas1 popMa TpomboPpuanu. MyTamus IpoTpoM-
6una G20210A BcTpevaercs 1 mpu GepeMeHHOCTH, U
IpreMa KOHTpAllelITMBOB I IIOBBIIIAeT PUCK
BEHO3HBIX TPOMOO030B. (5, 6)

Kpome Toro x BpoxgeHHBIM (PaKTOPOM TPOM-
0opuAMM  OTHOCAT: HEAOCTaTOK
aHTHUKOaryAsHToB Takux Kak AT - III, 6eaox C,
6eaok S, ¢ XIII.

Cpean MHOXecTBa NPUYMH HIPUOOPETEHHBIX
popm TpoMOOPUAMUECKUX COCTOSHMII U TPOM-
0030B HamboAee pacHpOCTPaHEHHBIM SIBASIETCS
ADC (antndochoannmAHbIT CMUHAPOM), KOTOPBI B
1997, Bpllllea Ha IlepBOe MeCTO Cpeau IIPUYMH
TpoMO030B. byayun mnpuobpereHHoit Tpombodu-
anst, ooycaobaenHass ADC, ToMoXKeT CyIIecTBOBaTh

ITosTomy

€CTeCTBEHHBIX

A0ATOe BpeM:l 1 OCA0XKHATL TedeHNe pa3ANIHbIX I1a-
TOAOTMYECKUX COCTOSIHMIA, BBI3bIBAsI AEKOMIIeHCa-
LIMIO CUCTEMBI TeMOCTa3a B BAe TPOMOOTUIECKIUX U
TpomMOoreMoOpparndecknii OCA0XKHEeHN.

B akymepckoit mpakrtuke ADC GoabIte accory-
MpoBaACs C NPUBLMHLIM HeBbLIHAIIMBaHKeM Oepe-
MEHHOCTH, CUHAPOMOM 3aJep>KKU Pa3BUTHUS I110Aa.
Oznaxo gaHHbBIE TTOCAEAHMX A€T YKa3bIBAIOT HA 3HAUM-
TeapHyl0 poab A®C B maroreHese pasHOOOPa3HBIX
3abo2eBaHMIT, Cpeayt KOTOPLIX IIepBoe MeCTO ITPUHaJ-
AXKUT TPOMOO3aM.

Ycranosaeno, uro mog A®PC mnoapasymeBaeTcs
CHMIITOKOMILAEKC, COCTOAIIMI M3 KAMHUYECKUX
IIPOABAEHUIT 1 1aD0PaTOPHBIX ITOKa3aTeAeli.

ITosTOoMy Hamboaee YacTO BCTpevaloIIuecs B

KAMHUKe IIpuobpereHHble Koaryaonatun (ADC), s

HaCTosIIee BpeMs, pacLieHMBAIOTCA KaK HecIleIu-
(prraeckuit, CBOJICTBEHHBIN OOIIMPHOMY KpyTy 3abo0-
ZAeBaHIs POoIiecc, TPV KOTOPOM MIMeeT MeCTO Hapy-
IIIeHIe TeKYJIeCTH KpOBH, BeayIee K 610Kaje MUKPO-
UVPKYAAVN B OpraHaX M TKaH:IX.

Caegyet umeert B Buay, uro Tepmud APC MOXHO
MCII0AB30BaTh TOABKO MPU HaANIUM AabOpaTOPHBIX
IIPU3HAKOB ¥ OAHOTO MAM OoJee cAydaeB IIOTepU
rnio4a. Mbl HEOAHOKpATHO IMCAaAU B IIPeABIAYIINX
nyoAuKanusax o AnarHoctuke u AedeHnu APC T.k.
TOYHAsI AMAarHOCTUKA ¥ AedeHye IPUBOAUTH K I10A0-
SKUTEABHBIM Pe3yAbTaToOM T.e. POXKAEHMIO 340POBOTO
pebeHKa.

[lornMaHMe 9TUX 3aKOHOMEPHOCTENl HeoDXo-
AVIMBI A/s1 TIPABUABHOV OLI€HKM OOIIIeTO COCTOSHIA,
raTtoreHesa u A€4eHUsI.

CBoespeMeHHas1 npoduiakTuka TpoMmOodmamit
peAyIipexxAaeT PUCK pa3BUTUSA CUHAPOM IIOTepu
11042 B aKyIIEpCTBe, T.K. OEpeMEHHOCTh SBASETCS
TeM COCTOsIHIEM, TPV KOTOPOM BBISIBASETCS CKpBITas
B OpTaHM3Me TpOMOO(PUAUY KaK TeHeTUYeCKIe, TaK U
npuobpeTeHHast (2).

C TaKoli cuTyaliueil 4acTo CTaAKMBAIOTCS aKyllle-
pBl B POAMABHOM 3a/e, KOT4a BO BpeMs UAM IIOCAe
OC/0KHEHHBIX POAOB HauMHAIOTCA KpOBOTeueHUe U
OAHOBpeMeHHO HapyIlleHne KpoBooOpallleH1e B
opraHax T.e. pa3BMBaeTCsl TpoMOOreMoOpparmdecKmit
cuHgpom — ABC. HeobxoauMO OTMETUTh, UTO HpHU
TpaKTOBKe TpOMOOreMOpparndeckoro CHUHApOMa
HeoOXOAMMO 3HaTh CUTYaLMIO, IIPU KOTOPOil MOXKeT
Pa3BUBAThCS HTO COCTOSAHIE, YTOOBI €TO IpeACKa3aTh,
BO BpeM:I AMaTHOCTUPOBATD U MPaBUABHO A€UNTh.
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Trombofiliyanin novlari vo onlarin
diaqnozunun asaslar1

XULASO

N.K.Qazwyeva, RM.Mammadova, G.R.Salahova
Elmi-Tadqiqat Mamaliq va
Ginekologiya Institutu

Acgar sozlar: Hemostaz sistemi,
trombofiliya, protrombin

Hemostaz sisteminin pozgunglarmin asasmnda
hal-hazirda trombofiliyanin irsi ve qazanilmis for-
mast asas yer tutur. Trombofiliyanin irsi formalarina
hamilalikde APC-R, V Leiden faktoru va protrombin
gen mutasiyasi G 20210 A tez-tez rast galinir.

Qazanilmis trombofiliyalar arasinda AFS daha
genis yayilmigdir. AFS ¢ox xastaliklari genis shata
edir. Ona gora da bu sindrom qgeyri-spesifik proses-
larin qiymatlandirilmasinda asas rol oynayur.

Types of thrombophilia and the
basics of their diagnosis

SUMMARY

N.K.Qaziyeva, R.M.Mammedova, G.R.Salahova
Scientific-Research Institute of
Obstetrics and Gynecology

Key words: Forms of hemostasis,
thrombophilia, prothrombin

This article briefly presents the existing types of
thrombophilia, which are based on both hereditary
and acquired forms of hemostasis.

The most common and genetically determined
(hereditary) cause of thrombophilia during
pregnancy is APC-P and factor V mutation - Leidena
and the progression of the prothrombin gene
G20210A

Among the acquired forms of thrombophilia, the
most common is the APS, which occurs in a wide
range of diseases, so it is regarded as a nonspecific
process, in which the blood pressure decreases,
leading to a blockade of microcirculation in organs
and tissues.
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