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OIIEHKA HAPYIIEHU CUCTEMBI TEMOCTA3A IIPU HACJIEJCTBEHHBIX
3ABOJIEBAHUAX KPOBHI

Axmedosa Xaémoany Hcygpoena,

AHIMXAHCKUI TOCYIapCTBEHHBI MEAULIMHCKUIT MHCTUTYT.

v Pesiome

Paccmpoiicmea zemocmasza 3anumaiom ¢ oOwieli namoao2uu 4eA06eKA 6ANCHOE MeCMO 6CAe0Cmeue noz20, 4Mmo
AGAAIOMCA 0OHUM U3 CAMBIX HACMBIX NAMOAOZUMECKUX COCMOSAHUL, 6CMPEMAIOUWUXCA 6 NPAKMU4ecKoil meduuune, u
Xapaxkmepusymcs 4pe3évivaiino GbICOKON nomenuuaivHoi onacnocmoio. Hapywenus zemocmasza omaunwaromcs

3HAUUMEAbHbIM DPA3HOOOpaA3UEM.

Onu mMo2ym nposeasamocs KaK CAmMoCMOSAMEAbHbIMU CUHOPOMAMU, UMEIOWUMU 68 PAde CAY4aeé HACAeO0CHmEeHHbLI
Xapaxmep, max u GMOPUMHLIMU 2eMOPPASUMECKUMU U MPOMOOMUUECKUMU OCAONCHEHUSMU HPE36bIMAliHO (0abU020
yucaa opyzux 3aboaeeanuli: UHQEKUUOHHO-CENMUHECKUX, CEPOCHHO-COCYOUCMbIX, UMMYHHbIX, AKYWEPCKOU

namoaozuu, Goaesneli Kpoeu, ne4eHu, novex u m.o.

Karwuegvie caosa: cucmema eemocmasa, Hacaedcmeennan 30601188011101, KpOo6b.

KOHHUHT UPCUIN KACAJIIMKJIAPUJIA TEMOCTA3 TU3UM BY3WINIUIAPUHU BAXOJIAII

Axmedosa X.IO.,

AHAWXOH AAaBIaT TUOOUET WHCTUTYTH.

v Pesiome

Temocmasnune Oysuaumu amasui mu6buémoa yupaiiouzan 3ne mes-me3 y4paiouzan namoso2ux Xo01amiapoax
Oupu Oyaeanaucu éa yma 10Kopu nomenyuai xaéd ouran maecugaanzanaueu cababau ymymuii UHCOH NAMOAOUACUOA
myxum ypun mymaou. Iemocma3s xacairruxaapu xcyoa xuama-xuaoup.

Yaap yzaapunu mycmaxua cundpomaap cugpamuda HAMOEH Kuauwaapu MYMKuH, yiap 6as3u xoarapoa upcuii
Xycycusimea eza, WiyHUHZ0eK OOWKA Kynaa6 KACAAAUKAGPHUHZ UKKUAGMYU 2eMOPPAUK 64 MPOMOOMUK acopamaapu:
OKyMAU-CeRMUK, 0pPAK-KOH MOMUD, UMMYH, AKYWePAUK NAMOAOUACU, KOH, Mcuzap, Oylpax Kacaiiuxiapu 6a

bowkaaap.

Kaaum cyzaap: cemocmasz muzumu, upcuii Kacaaauxaap, KOH.

ASSESSMENT OF HEMOSTASIS DISORDERS IN HEREDITARY BLOOD DISEASES

Akhmedova H.Y.,

Andijan State Medical Institute.

¥ Resume

Disorders of hemostasis occupy an important place in general human pathology due to the fact that they are one
of the most frequent pathological conditions found in practical medicine and are characterized by extremely high

potential danger. Hemostasis disorders are very diverse.

They can manifest themselves both as independent syndromes, which in some cases have a hereditary nature, and
as secondary hemorrhagic and thrombotic complications of an extremely large number of other diseases: infectious-
septic, cardiovascular, immune, obstetric pathology, diseases of the blood, liver, kidneys, etc.

Key words: hemostasis system, hereditary diseases, blood.

AKTyanbHOCTH

HapyiieHus remocrtaza SIBASIOTCS BaXXHEUIIUM Ma-
TOTEHETUYECKUM 3BEHOM MpW Pa3JWYHBIX BUAAX 1IOKA,
TEPMUHAJTBbHBIX COCTOSIHUSIX, MOTYT pa3BUBATbCS MpPU
MACCUBHBIX XUPYPTrUYECKUX BMEIIATEIbCTBAX, OOIIUPHBIX
TpaBMax, MOTYT OCJIOXHSTh JIEKAPCTBEHHYIO U TpaHCDY-
3MOHHYIO0 Tepanuio [2]

B HacrosiemM yyeOHOM mOcoOur JaHO OmpeneacHue
CHUCTEMbI TEMOCTa3a, XapaKTepUCTUKA CTPYKTYPHBIX KOM-
TMOHEHTOB, YYacCTBYIOIIUX B €ro peaiM3alliu; OMUCAHBI
MEXaHU3MBbl TeMOCTa3a MPU MOBPEXIAEHUU COCYIUCTON
CTEHKU; W3JIOXKEHBI BOMPOCHI 3TUOJOTUM, MATOTeHEe3a,
JJabOpaTOPHOU MUATHOCTUKU W MIPUHIIUTIBI TATOTEHETUYEC-
KOW Tepanuy pa3JIMYHbIX BUIOB HAPYILICHUST reMOCTa3a.

JuarHocTuka, JedyeHue W TNpoduiakTiKa Hapylie-
HUI B CUCTEME TeMocCTa3a SIBJISIETCS BaXXHOU MpoOyemMoit
COBPEMEHHOU MEIWLMHBI. AKTyaIbHOCTh OOYCJIOBIEHA

BBICOKOI 4acCTOTOW M TSIKEJIBIMU TTOCTENCTBUSIMU TPOM-
003a 1 TpoMO03MOOUIA[ S].

CucremMa remMocTasa BKJIIOYAeT B ce0s TPU OCHOBHBIX
TECHO B3aMMOCBSI3aHHBIX MOP(O-(GYHKIMOHAIbHBIX 3BE-
Ha: COCYIMCTOTO, IJIa3MEHHO-KOAaryJIsIUOHHOTO U KJle-
TouHOTrO [1].

OCHOBHOI MexaHM3M 00pa30BaHUsI apTEPUATBHOIO
1 BEHO3HOTO Tpom0O3a CBSI3aH C TMOBBILIEHWEM IPOKO-
aryJIsiliMOHHONW aKTMBHOCTU KPOBM, CTa3OM, C Hapylle-
HUeMm OajlaHCca C aHTUKOATYJSSHTaMU U (DUOPUHOIUTH-
yeckuMu dakropamu|3].

[Tatonorusi cioxHa W Majo U3ydyeHa IMpPU Hacie.l-
CTBEHHBIX 3a00JieBaHUSIX KPOBU, KOTIa HapsiLy C Ipo-
TPECCUPYIOLIEH TEMOJUTUUYECKON aHEMUEU pa3BUBAIOT-
csl TpoMOOreMopparuyeckue OCJIOXHEHUs, KOTOpbie B
KOHEYHOM CUYeTe MOTYT CTaTh MPUYMHOW CEepIeYHO-CO-
CYIMCTON HEJOCTATOUHOCTU W HEPENIKO JIeTaJbHOTO HC-
xona [4].
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Llens uccnenoBanusi. M3yyeHue mokasarteneil Tuias-
MEHHO-KOaryJISIIIMOHHOTO 3BeHa TeMocTa3a y OOJIbHBIX C
ceprioBunHo-kjaeTouyHoii aHemueit (CKA), nmpomexyrou-
Ho#t Geta-Ttanaccemueir (I1T) m mpemaHoTamacceMuei
(AT), coueranuem CKA u IIT, no u mocne jgedeHus.

Ma’repna.ll H METOJbl

O6cnenosano 20 mamuvenToB ¢ CKA, 30 ¢ TIT u 26 ¢
AT, B Bo3pacTe 14- 43 neT, nepeHeCIINX CINIEHIKTOMMUIO.
st oueHKU (hU3MOTOrMYeCKHX apaMeTpOB UCCIICTYyEMbIX
rmokazaTteJsieil reMocrasza obcjieoBaHa KOHTPOJIbHAs TPYII-
ma 3 30 MpakTU4YeCKU 3J0POBBIX JIUII.

PesyabTar u 00cyxnenus

BoJIbIIMHCTBO CllyyaeB 3HAYUTEbHOM TUITeProMOLI-
crenHemuu (90-95%) 00yCa0BIEHO TOMO3UTOTHBIM JI€-
duuTOM 1IMCTAaTUOH(OH) B-CUHTETa3bl, NMPUBOIASIIUM K
HapyluieHUuIo TpaHchopMalii TOMOILIMCTEMHA B LIMCTaTU-
oHuH. B 5-10% cny4yaeB 3HaUMTeIbHAS] TUTIEPTOMOLIMCTEV -
HeMHUs 00yC/IoBIeHa BPOXKIEHHBIM HapyllleHUeM TpeBpa-
LIEHWsI TOMOLIMCTeMHAa B METUOHWH B pe3yjibTaTe roMo-
surotHoro medpuunta N(5,10)-MmeTuneHrerparugpodoiar
penykTasbl, 0OOHapyxxuBaeMoro ¢ yactotoii 0- 1,4%. Bbi-
sIBJIeHa 3HAuYuTeIbHAsl CBSI3b MEXIY TMIIEPrOMOIIMCTEN-
HEMHUEH U COCYIUCTBIMU TPOMOO3aMU pa3JIMYHOMN CTere-
HU BBIPaXXCHHOCTU (OTHOCUTEJIbHBI PUCK BO3HUKHOBE-
HUSI BEHO3HOTO TpoMOO3a COCTaBIISIET 2,5).

HacnencrBeHHslit nepuuut nporemHa C auarHocTu-
pyor y 10% 6ombHbIx ¢ TOJIA 1 TpoMGO3aMu ITyOOKUX
BeH. B HacTosiiee BpeMst onrcaHo cBbiie 160 pasTuaHbIX
myTanuii mporerHa C. Yacrota TpoM6030B BO BpeMsi Ge-
peMeHHOCTH mipu Aeduiute poteuHa C cocrasnser 7%,
a B MOCJIEpOIOBOM Iepuoje - 19%. Y roMo3UroTHBIX HO-
cuTtesieil HaceacTBeHHoro neduuuTa nporeuHa C orMe-
YyaloT HeoHaTalbHyI0 (QYJIMUHAHTHYIO Mypnypy. JaHHoe
cocTosiHue pedpakTepHO K Teparuu rernapuHoM WU aH-
THarpeTaHTaMM M Yalle 3akaHuyuBaeTcs daranbHo. Conep-
xaHue npotenHa C y reTepo3UroTHbIX HOCUTEJIEN COCTaB-
nsiet 30-60% ot HopMmaibHOro. B pesynbrare reHeTHyec-
koro nedekra nporeuHa C HapyliaeTcsi OCHOBHas QyH-
KIS aKTUBHpPOBaHHOTrO npoTtemHa C (KimBax (pacuiern-
nenue) dakropa Va u dakropa VIlla, B pesynabrare Ko-
TOPOTO MPOUCXOMUT WHAKTUBAIIUS MPOTPOMOUHA3HI), YTO
MPUBOANUT K TTOBBILIEHHOMY TPOMOOOpa30BaHUIO.

HacnencrBeHHbli nepuuut nporevHa S ObLT onvcaH
B 1984 1. Y reTepO3UTrOTHBIX HOCUTEJICH Ae(DUILIUT IIPOTEH -
Ha S TMposBIsSIeTCs TPOMOO3aMU TJTyOOKUX BEH, apTepu-
aTbHbIMU TpoMmbo3amu, TOJIA, ogHAaKO PUCK pPa3BUTUS
9TUX OCJIOXHEHWI 3HAYUTEJIbHO HUXE, YyeM Ipu aedu-
LIUTe aHTUTPpOMOUHA njau nporerHa C. Y rOMO3UTOTHBIX
HOCHUTeJIell pa3BUBAeTCsl HeoHaTajbHasi yJIMUHAHTHAsI
nypmypa. Puck TpoM06030B nmpu 6epeMEHHOCTU TP HAJTH-
yuu aeduiUTa nporeMHa S mocruraeT 6%, mpu COMyT-
cTBytonieM nedwuimure nporenHa C - 3-10%, a B mocie-
ponoBom miepuoae - 7-22% wu 7-29% COOTBETCTBEHHO.

HacnencrBeHHbIN neUUIUT aHTUTPOMOMHA OTMCATIU
B 1965 r. ¥ 3-8% nauuentos ¢ TOJIA, TpomMb0o3aMu IITy-
OOKMX BeH OOHApYKUBAIOT AeULUT aHTUTpOMOUHA. Yac-
TOTa pa3BUTUSI TPOMOO30OB BO BpeMsi OEPEeMEHHOCTH U B
MOCJIEPOAOBOM Tepuoae NMpU AeULUTE aHTUTPOMOUHA

N

coctapnsieT 18 u 33% cooTBeTcTBeHHO. PHrcK TpoMGO30B
YBEJIUYUBAETCS MPU CHUKEHUU OUOJOTUUECKOI aKTUBHO-
ctu aHTu-TpoMOuHa 10 50-70% B pesyinbraTe Hapylle-
HUSI OCHOBHOU (DYHKIIMM aHTUTPOMOUHA - MHAKTUBAIIUU
TpoMOMHA U OOJBUIMHCTBA APYTUX (DaKTOPOB CBEPTHIBA-
HUS KPOBM.

HacnencreeHHble nedekThl GudbpuHoausa. Jdedbunur
ITa3MUHOTEHA OOHApYXWBAOT ¥ 2-3% MOJIOABIX TAalu-
€HTOB C TpoMOo3aMu IyO6oKux BeH. BeHo3HBIE TpOoMbO-
3bl 1 TOJIA pa3BuBaroOTCs MpU aKTUBHOCTU TUIA3MUHOTE-
Ha Hike 40% OT HOPMBIL.

Haubonee yacToil reHeTUYECKU OOYCIOBIEHHOU MpPU-
YMHON HapylieHus QyHKUUN GUOPUHOIUTUYECKON CHC-
TeMbl CIYXHUT yBenudyeHue cogepxanusi PAI-1 B pe3ynb-
TaTe TOMO3UTOTHOTO HOCUTEJbCTBA ayjiess 4- , 4To CO-
MPOBOX/IAeTCsl TOBBIIIEHWEM PUCKa KOPOHApHBIX Hapy-
mweHuit B 1,3 paza U cnocoOCTBYET OCIOXHEHHOMY Teue-
HUI0 GEpPeMEHHOCTH M TOCJIEPOIOBOrO TEpHoa.

BriBoabl

[losyueHHBIE Pe3yJIbTaThl MPOBEJEHHBIX MCCIIEA0BA-
HUW MpU HACJIEeICTBEHHOW MAaTOJOTUY KPOBU CBUMIETEIb-
CTBYIOT O OOJIBIIOI 3HAYMMOCTHU BBISIBICHHBIX Hapylle-
HUW CUCTEMBI TeMOCTa3a elle Ha 1 3Tame CKpUHUHTa, YTO
JUKTYeT HEOOXOAUMOCThb, B 00S3aT€JIbHOM IOPSIKE,
KOMIUIEKCHOTO 00CJIeIOBaHUS 3TOW KAaTeTOPUU OOJbHBIX.

[Tosbiienue crenenu tskectu ['KC npu CKA, TIT
u JIT mocne omepanuu CIJIEHIKTOMUU TO3BOJISIET Olle-
HUTb CTETIEHb PUCKA BO3MOXHBIX OCJIOXHEHWI, Ompee-
JINTh CBOEBPEMEHHO UHAWBUAYATbHYIO TTPOTPAMMYy aHTH-
TPOMOUMYECKON Tepanuu U NMpopUIaKTUKU.

N3ydyeHue Bcex 3BEHbEB CHCTEMBI TeMocTa3a B AUHA-
MUKE, 10 U TMOCJ€e CIJIEHIKTOMUU, C YYETOM KIMHUYEC-
KMX TIpOSIBJICHUI 3a00JIeBaHUIA, TTO3BOJUT CO3[aTh OMpe-
NEJIEHHYI0O MOJEb BIMSHUSI YBEJIUYEHHOU CEe3€HKU Ha
TeMOCTa3, C LeJbl0 ONTUMMU3ALUNU MEAUKAMEHTO3HOTO U
XUPYPTUYECKOTO JICUCHUSI.

N3ydyeHue arperaiui TPOMOOILIMTOB UTPAET OONBIIYIO
poJib B TUIaHE OLEHKU (DU3MOJIOTUU U TaTOJIOTUU CUCTE-
MBI TeMOCTa3a y OOJIbHBIX C HACIeJACTBEHHBIMU aHOMa-
Jusimu kKpoBu. BaxHo y 6ombHBIX ¢ [IT u 1T, cCKIOHHBIX
K TPOMOOTHUYECKUM OCJIOXHEHUSIM, BBISIBIATH CIydau
CIIOHTAHHOW W WHAYIIMPOBAHHOU arperanuu, 4To MO3BO-
JIUT CBOEBPEMEHHO YCTaHaBJUBaTh (hyHKIMOHAJIbHYIO
CIOCOOHOCTb TPOMOOLIMTOB.
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