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COBPEMEHHBIE ITPEACTABJEHHUA O TEMOCTAS3E,
HAPYHIEHUAX CUCTEMBI TEMOCTA3A 1 UX JTUATHOCTHUKE

A.b. Anvimosa, H.A. I[onosa, H.E. Kononeu, E.A. Kubeu, 3.A. /Icaiinooaesa

Annomayusi. B naHHOM 0030pe nurTeparypbl OOOOIIEHBI JaHHBIE O CHUCTEME TIeMOCTas3a, KOTopas IOJICPKUBAECT KPOBb
B JKHJIKOM COCTOSIHHH, CIIOCOOHA K KyIHPOBAHHIO KPOBOTEUECHHs M 0Opa30BaHUIO TPOMOOB B CiIydae HEOOXOIMMOCTH, a TaKKe
UX PacTBOPCHHE TIOCJIC BOCCTAHOBJICHHS 30HbI MOBPEXKACHHS; PACCMOTPEHBI HEKOTOPBIC HAPYIICHHS H OCHOBHBIC JTa0OpaTOpHbIC
TECTBI, TI03BOJIIIONIHE OLCHHTH KOATYJIOJIOTUIO KPOBH. JlabopaTopHBIe HCCIIeOBAHMS CHCTEMbI TeMOCTa3a Ha3HAYaloTCsl C LENIbI0
OIpeIeICHUsT PUCKA KPOBOTCUCHHI H/MITH TPOMOO30B, IHaTHOCTUKH BO3MOKHBIX MPHYUH IEMOPPArHYCCKUX HIM TPOMOOTHYECKHUX
SMU30[0B, MOHHUTOPHMHIA TECUCHUs 3a0ONIeBaHUS M INPOBOAUMON Tepamuu. IlepedeHb HccClenoOBaHME Ul HAIMeHTa, a TaKKe
[OCJIE/IOBATEIbHOCTE U PErYISPHOCTh MOHHMTOPUHTA IapaMeTpPoOB TIeMOCTa3a pas3i4yHbl B 3aBUCHMOCTH OT AMArHosa
1 TPEIOoNaraioT BBINOIHEHHE KaK CKPHHUHIOBBIX, TaK U NIOOAIBHEIX TECTOB. B ciiydae momydeHHs! pe3ylabTaToB, HAXOMSIIHXCS
B mpenenax pedepeHCHBIX 3HAYCHMi, KOTOpPBIC CBHACTEIBCTBYIOT 00 OTCYTCTBHM KIMHHYECKH 3HAYMMBIX OTKIOHCHHUI
B cofiepkaHuHU ()aKTOPOB CBEPTHIBAHNS, BEIIOJIHCHHUE INIOOATBHBIX TECTOB He Tpedyercs. OOHapyKeHHe OTKIOHEHUH He HCKITIoYaeT
[aTOJIOTMYECKUE MPOLIECChI, B 3TOM ClIydae HaJ0 ONPE/CINTh HAMpPaBICHHC AAJbHEHIINX MCCICAOBAHUI C ICIBIO BBISBICHHS
neeKTUBHOTO 3BEHA M IIPOBECTH II00AIbHBIC TECTHI. M3 IUTepaTypHBIX JTaHHBIX M3BECTHO, YTO ITATOJIOTHS CHCTEMBI TeMOCTa3a
IIHPOKO PACIPOCTPAHCHA B COBPEMEHHOM MUPE U XapaKTEPU3yeTCst BRICOKOH MOTCHIHANBHO OMAaCHOCTBIO. AKTYaIbHOCTb JaHHON
poGeMsl TpedyeT MPOBEICHHS JaTbHEHIINX HCCIIeI0BaHHN IIPOIIECCOB, JIEKAINX B OCHOBE HapYIICHUH CHCTEMBI TeMOCTa3a.

Kniouegvle cnosa: naronorus reMocTasa; ITHarHoCTuka HapymeHuﬁ TréMocTasa; TuIepKoaryssiius; ruroKoaryssiinus; TpOMGOCI)I/U'H/Ii[.

I'EMOCTA3, TEMOCTA3 CUCTEMACBIHBIH BY3VJyYH1Y ’KAHA
AHBIH IUATHOCTHUKACHI KOHYH1O 3AMAHBAII TYIIYHYKTOP

A.b. Anvimosa, U.A. I[Jonosa, H.E. Kononeu, E.A. Kuoeu, 3.A. /[caiinodaesa

Annomayus. AnabuaTTeIH Oyn OasHIaMAachIHAA KaHIbI CYIOK abajga KapMal TypraH TeMOCTa3 CHCTEMAchl JKOHYH/IO MaaIbMaTTap
JKaJITbUIAHTaH, 3apbll OOJITOH ydyp/a KaH aryyHy jkaHa TPOMOIOpIyH maiija OONyIIyH TOKTOTYyra »KeHIeMAYY, OLIOHION e
»KaObIpKaraH aifMaKThl KaJIBIOBIHA KENTHPTCHICH KUMUH ajapAblH SPHIIN; K39 Oup Oy3ylyynap jkaHa KaHIBIH KOaryJIOJIOTHSCHIH
6aa100r0 MyMKYH/YK OepYY4y HErH3Ir 1 Ta00paTopusiIbIK TECTTEp KaparaH. [ eMocTas cucTeMachiHa J1ab0paTOPHSIIBIK H3UIIIO6IIep
KaH KeTYY ’kaHa/>ke TPOMO03 KOPKYHYUYYH aHBIKTOO, FeMOPPArHsUIBIK JKe TPOMOO3IYK SIMH30AT0PIYH MYMKYH OOJITOH ceOenTepuH
QHBIKTOO, OOPYHYH KYPYIIYHO >KaHa yKYPry3yJyIl )KaTKaH Tepanusra MOHUTOPHHI XXYPry3yy MakcaTblHIAa JaiibiHjganar. beiiran
YYYH M3WIO6TIOpIYH TU3MECH, OIIOHIOH 2JIe TeMOCTa3[bIH MapaMeTpIIepHHEe MOHHTOPHHT JKYPIY3YYHYH BIPAaaTTyylyry jKaHa
Y3TYATYKCY3AYTY AMArHO3TO JkKapaliia aifbipMaiaHaT jkaHa CKPHHUHIIUK XKaHa [T00ANIBIK TECTTEPANH aTKaPbUIBIIIBIH OOKOIIONT.
Orepyie KEIMBIHTBIKTApP KaH YOy (aKkTOpIOpYHYH Ma3MyHYHIAa KIMHUKAIBIK MAaaHWIYY aHOMAIIHSIIAPIBIH KOKTYTYH KOPCOTKOH
STAJOHAYK MAaHWICPWH YCTHHC ajblHCa, IMOOAIIBIK TECTTEp Talal KbUIBIHOANT. AHOMAaNUsIap/Abl aHBIKTOO MaTOJIOTUSIIBIK
IPOIIECCTEP/IH JKOKKO UbIrapOaiiT, Oyl yuypza Ae(eKTHBIYY 3BEHOHY aHBIKTOO jKaHa ITOOAIIBIK TECTTEPIH JKYPry3yyY YUYH aHAaH
apKbl W3WIIIO6JIOPIYH OarbIThIH aHBIKTOO KepeK. AnadusrrapiaH Oeiruiayy OOJIroHION, reMoCTa3 CUCTEMAChIHBIH IaTOJOTUSChI
a3BIPKBI NYIHOIO KEHUPH TapajraH jKaHa )KOTOPKY MOTEHIHAILYy KOPKYHYd MEHEH MYHo311e1oT. by keireiiyH akTyainnyymyry
IeMOCTa3 CHCTEMACHIHBIH Oy3yIIyIIyHYH HETH3HH/IC sKaTKaH HPOLECCTEPAN aHAaH apbl H3UIIOOHY Tasall KbLIarT.

TyiiynOyy ce306p: TeMOCTa3/IbIH [ATONOTHSICHI; TEMOCTa3bIH Oy3y/IyLIyH THArHOCTHKAIOO; THICPKOATYISINS; THIOKOAT YIS,
TpomMOodHIHSL.
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MODERN VIEWS ABOUT HEMOSTASIS, DISORDERS
OF THE HEMOSTASIS SYSTEM AND DIAGNOSIS

A.B. Alymova, 1.A.Tsopova, L.E. Kononets, E.A. Kibets, E.A. Dzhailobaeva

Abstract. This review of the literature summarizes the data on the hemostasis system, which maintains blood in a liquid state, is
capable of relieving bleeding and the formation of blood clots if necessary, as well as their dissolution after restoring the damage
zone; violations and main laboratory tests are considered to evaluate the coagulation of blood. Laboratory studies of the hemostasis
system are prescribed to determine the risk of bleeding and/or thrombosis, the diagnosis of possible causes of hemorrhagic or
thrombotic episodes, monitor the course of the disease and therapy. The list of studies for the patient, as well as the sequence
and regularity of monitoring of hemostasis parameters, are different depending on the diagnosis and involve both screening and
global tests. In the case of obtaining results located within the limits of reference values that indicate the absence of clinically
significant deviations in the content of coagulation factors, the performance of global tests is not required. Detection of deviations
does not exclude pathological processes, in this case it is necessary to determine the direction of further studies in order to identify
a defective link and conduct global tests. From literary data it is known that the pathology of the hemostasis system is widespread
in the modern world and is characterized by a high potential danger. The relevance of this problem requires further research of

processes that underlie disorders of the hemostasis system.

Keywords: pathology of hemostasis; diagnosis of hemostasis disorders; hypercoagulation; hypocoagulation; thrombophilia.

Cucrema remocraza — 3TO CIIOKHasl CHCTEMa
OpraHusMa, U3MeHeHHe OajaHca KOTOpOoil sABIseTCs
KJIIOYEBBIM KOMIIOHEHTOM I1aTOr€He3a MHOTHX 3a-
OoneBanuii. HapymieHusi cuctemMbl reMocTasa 3Ha-
YUTEJIBHO OCJIOKHSIOT TEUEHHE MHOTHMX CEepAeYHO-
COCYIUCTBIX U HMH(EKIMOHHO-TOKCHYECKUX 3a00-
JICBaHWM, O0JIE3HEH KPOBH, TICUCHH, TTOYCK, & TAKIKE
MOTYT Pa3BUBATbCSA MPU PA3IWYHBIX BHUIAX MIOKA,
MacCHBHBIX ~ XHUPYPIHUECKHX  BMEIIATEJIbCTBAX,
TpaBMax, aKyiepckoit naronorun. CieaoBareibHo,
B KJIMHUYECKON MEIMILIMHE MaTOoJIOTHsl CUCTEMBI Te-
MOCTa3a BCTpeuaeTcsl Haubosee 4yacTo M MOTCHIIHU-
aJbHO OIlacHa Ul XKU3HM MalueHToB. Tak, 1o Jiu-
TepaTyPHBIM JTaHHBIM, aTEPOTPOMOO3bI, OCIOKHSIO-
LIM€ TeYEHHUE aTepOCKIIepo3a, ABIAI0TCA NPUUUHON
cMmepTHOCTH mouTH B 30 % ciydaeB, a IpUMEpPHO
20 % OONBHBIX, TIEPCHECIINX UHCYIBT, CTAHOBSTCS
WHBAJIWJAMH M HYXJAIOTCS B MMOCTOPOHHEH MOMO-
. Benymell npruuMHON MAaT€pUHCKONM CMEpPTU BO
BpeMsl BbIHAIIMBAHUSA TUIOJA W TIPH POaoOpaspelie-
HUM SIBJISIETCS CKIIOHHOCTB K TPOMOOOOpa30BaHHIO
¢ TpomOo3amu y OepeMeHHbIX. Takke y KEeHIIUH
C TPOMOOTHYECKHM aHaMHE30M OTMEUAIOTCS BHI-
COKHME PHCKH MPEIKIAMIICHUH, BHIKUABIIICH U MEpT-
BOPOXKICHHUS M3-32 00pa30BaHUs TPOMOOB B IyTIO-
BUHE, IUIAllEHTe WM cocydax mmona [1]. B cBsasm
C OTUM TTOHUMAaHHUE PaOOTHI CIOKHOW CHCTEMEBI Te-
MOCTa3a JI0 CHX MOp OCTaeTCs aKTyalbHOU mpooie-
MOU MEIUIINHEL.

Iemoctaz — »3T0 OuWoONMOrMYecKas CHUCTEMA,
oOecrnieyuBarolias, ¢ OIHOW CTOPOHBI, COXpaHe-
HUE KHUJIKOTO COCTOSHUS LUPKYIUPYIOMIEH KPOBH,
a ¢ Jpyrod — mnpeaynpexaeHue M KyNupoBaHHE

KpOBOTEUEeHHH [2]. 3HAHUS O TeMocTa3e Hadajlu Ha-
KaTIUBaThcs ¢ OOHapyxeHust puOpuHa B CTyCTKax
KPOBH UTAJIBIHCKAM y4eHbIM M. Malpighi B 1666 1.
Onnako HaydyHoe OOOCHOBaHHE (DEHOMEHA Koa-
TYISIOUE OBIIO TIPEICTAaBICHO HEMENIKHM BPaduoM
I1. MopasuiieMm ropasao nozxe, B 1904 r. On npen-
JIOKHJI ONHCAHKE TPOIIecca TeMOCTa3a ¢ yJacTHEM
4eThIpeX (DaKTOpPOB CBEPTHIBAHMS KPOBU: TPOMOO-
KHHA3bI, MPOTpOMOWHA, (QUOpPHHOTEHA W WOHOB
Kanplus. B nanbHeiinmeM ObIIM OTKPBITH IIa3MEH-
Hble (DaKTOPBI CBEPTHIBAHUSI KPOBH, OIPEICIICHEI
ponu TPOMOOLMTOB U SHAOTENUS cocydoB. Tak,
B 1964 1. P. Makdapneiin, 3. /IpBu u O. PatHodd
B CBOUX pa0oTax ONMCANU KacKaJHYI0 MOAEIb Ie-
MOCTa3a C BBIIEICHHEM MEPBHYHOTO (COCYIHC-
TO-TPOMOOIIUTAPHOT0), BTOPUYHOTO (KOATryISIH-
OHHOTO) TIPOLECCOB M OMPENEeNCHHEM BHEIIHETO,
BHYTPEHHETO U OOIIEero myTei remocTasa, B KOTO-
PBIX IPUHUMAIOT Y9acTHE OTpeeIeHHbIe (PaKTOPHI
cBepThiBaHuA kpoBU. I1o 3T0il Teopuu, NepBUUHBIN
reMOCTa3 BKIIOYaeT B cedf MpOIecc arperamuu
TPOMOOILUTOB U (HOPMUPOBAHUE TPOMOA, BTOPUU-
HBII TemMocTa3 — oOpa3oBaHHE HEPAaCTBOPHMOTO
(pubprHa, KOTOPHIN T'eHEPUPYETCs] MPOTEOIUTHUC-
CKHMH pEaKIsIMH KacKaja cBepThiBaHMA. Hepac-
TBOPUMBIH (UOPUH 00pazyeT CeTKy, B KOTOPYIO
BKJTIOYCHBI ¥ TPOMOOIIUTEL.

Ha mpoTsbkeHHM MHOTHX JIE€T KacKajaHasl Teo-
pHsl CUMTANach ONHON M3 CaMBIX YCIICIIHBIX MO-
Jene remocrasza, HEOOXOMUMOI Uil TpPaKTOBKU
MIPOIIECCOB, M3y4YaeMbIX B Jlaboparopuu (in vitro).
BuyTpenHuii u oOmuili myTh HaIIIM CBOE OTpa-
KEHHE B TAaKOM JIaDOpPAaTOPHOM TIIOKa3arene, Kak
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aKTMBHPOBAHHOE YACTUYHOE TPOMOOIIIACTHHOBOE
BpeMsi, BHELLIHUM ITyTh XapaKTepU3yeTcsl TAKUM I10-
KazareyeM, kak nporpombuHoBoe Bpems [3]. On-
HAKO 3Ta MOJEJIb 0Ka3aJach HECOCTOSATEIbHOM IS
ONMCAHMS MEXaHW3Ma OCTAHOBKH KPOBOTCUCHUS
in vivo U C HaKOIUJICHHEM HOBBIX CBEJEHHH O POJIH
Pa3NNYHBIX KIETOUYHBIX CTPYKTYp B mpouecce pop-
MUpOBaHUs (UOPUHOBOIO CrycTKa MOsSBUJIACh Ha-
CyIIHas TOTPeOHOCTH B €e IepecMOoTpe.

CoBpeMeHHasi KJIETOYHAas MOJEIb CBEPThIBA-
HUSI KPOBH yAESIeT BHUMAaHHE HE TOJBKO IPOHC-
XOJIISIIEMY BO BpPEeMs KOAryisliy B3aUMOJIEHCTBHIO
IUTa3MCHHBIX (haKTOPOB CBEPTHIBAHMUS, HO U YUHUTHI-
BaeT poJIb TPOMOOLIUTOB KaK Ba)KHBIX yYACTHHUKOB
TPOIIECCOB CBEPThIBaHUA. B ocHOBe maHHOM Moje-
U JISKUT LENHOM YeTBIPEXCTYINEHUYaThIil KacKal
peaknuii (MHMIIHALNS, AMIUIH(UKAIMS, Mpomnara-
1usl, TEPMUHALINA), 3aKIIIOYAIOLIUICA B MOCIIEA0Ba-
TENFHON aKTHBAIMM IUIA3MEHHBIX (PAKTOPOB CBEp-
THIBAaHUS KPOBH Ha MOBEPXHOCTH KJIETOK, HECYIIHUX
TKaHeBOH (pakTop u TpombonuTax. Kierounas teo-
pus HanboJiee TOYHO OTPaXKAeT MPoLecC reMocTasa
in vivo, a IpUMEHEHUE COBPEMEHHBIX, TAK Ha3bIBae-
MBIX «IJI00AIBHBIX», METOJOB IMarHOCTHKH T03BO-
JISIeT OTCJIEXKMBATh COCTOSHHE CHCTEMBI TeMOCTa3a
B JUHAMHKE U B KOHKPETHOH KIMHUYECKOH cuTya-
uuu [4].

B HacTosiiee BpeMsi 0 TEPMUHOM «CHUCTEMA
TeMOCTa3ay IOAPA3yMEBAIOTCS CIIOXKHEHIIHE Ono-
JOTWYEeCKHE W OHOXMMHUYECKHE KacKaIHbBIE IIPO-
IIECCHl PA3HOHANPABICHHOTO JACHCTBUS, KOTOpHIC
o0ecneynBaroT NOAJAEpKAHUE TEKy4ero COCTOSHUSA
KpPOBH, OCTaHOBKY KPOBOTECUCHHUS IIyTeM 00pa3o-
BaHUS TPOMOOB U JIn3uC TpoMOOB [5]. DTa cucrema
BKITIOUACT CUCTEMY PETYISIUH arperaTHOTO COCTOSI-
Hus kposu — cuctemy PACK, xoTopas urpaer kito-
YEBYIO POJIb B COXPAHECHUH FOMEOCTa3a OpraHu3Ma,
CUCTEMY KOMIUIEMEHTa, KaJNIMKPEHH-KHHUHOBYIO
CHCTEMy M CHCTEMy MMMyHHTETa. Bee atm cucte-
MbI 00BbEIMHEHBI OOIMMH MPOLECCaMU aKTUBALIUN
n uHrHOupoBaHusa. OHH MOTYT aKTUBH3MPOBATHCS
B JI0OOM MecTe COCYJUCTOro pycia, BO3JeHCTBO-
BaTh Ha 'EMOJMHAMMKY, TPOHHIIAEMOCTH COCYIHC-
TOW CTEHKH, NPUHUMATh Y4YacTU€ B 3a)KUBJICHUHU
paH, BOCTIAJIUTEIEHOM OTBETE, UIMMYHOIOTHIECKUX
peakmusix [2].

OO011en3BeCTHO, YTO MHOTOYHCIICHHBIC Hapy-
LIEHHUs CUCTEMbI T'eMOCTa3a MOApa3/ieiIeHbl Ha TPU

OCHOBHBIE TPYNIbl: THIEPKOATYJSLUS U pPa3BUTHE
TPOMOOTHYECKOTO  CHHAPOMA,  THIIOKOATYJISLHS
Y pa3BUTHE TEMOPPArMYECKUX CHHAPOMOB, (hazHOE
HapyllleHHe CUCTeMbI reMocTasa — TpomOoremoppa-
TUYECKUN CUHAPOM.

Tunepxoazynayuonnviii cunopom (I'KC) xapax-
TEPU3YETCs TMOBBIIIEHHON TOTOBHOCTBIO K TpPOM-
003y, C KIMHAKO-TA0OPATOPHBIMU TIPU3HAKAMU
TUIIEPKOATYISIMHA U aKTHBALMU (aKTOPOB CBEPTHI-
BaHUS KpOBHU, CHWXKeHUEM (uOpuHonuza (Tabnu-
na 1). 'KC MoxeT oClIOXHATh TeueHHe 3adoJieBa-
HUH pa3jMyHOM 3THUOJOTHMH — aTepOCKIEepPOTHYE-
CKOM, TPaBMaTH4YECKON, BOCTIAJINTEIHHOM, 3I0Ka4e-
CTBEHHBIX OMYXOJeH U JIp. BRICOKUN PUCK pa3BUTHUSA
I'KC cymecTtByeT npu IpOBEAEHUU HKCTPAKOPIIO-
PaNbHOTO OYMILEHHS KPOBH, ITPU MPOBEIECHUH OIle-
pauuii ¢ IpUMEHEHUEM alapaToB UCKYCCTBEHHOTO
KpoBOOOpaleHHs, BO BpeMs Te4eHUsI OepeMeHHOC-
THU U IIPU aKyliepcKoi narosoruu. OTCyTcTBUE KO-
PEKLUHU MaTOJIOTMYECKUX COCTOSIHUM, SBIIAIOLIUX-
cs npuuuHoi I'KC, MoKeT npuBecTH K Pa3BUTHIO
octporo Tpom003a, HH(PAPKTA, HHCYIETA, K JETaIb-
HOMY ucxony [6].

JBC-cunopom XapakTepusyercs CMeHOU (a3
TUINIEPKOATYJSIMUN U TUIOKoaryisauuu. B ocHoBe
9TOr0 CHUHApPOMA JISKUT Hecrenupuueckuid ooue-
MaTOJOTHYECKUH MPOIIECC, CBSI3aHHBIN C MOCTYIIIe-
HUEM B KPOBOTOK aKTHBAaTOPOB CBEPTHIBAHUS KPOBHU
W arperanyy TPOMOOIMTOB, JUCCEMUHUPOBAHHBIM
MUKPOCBEPTHIBAaHHEM KPOBH, aKTHBAaLUEH M HCTO-
IIEHUEM IIJIA3MEHHBIX MPOTEOIUTHUECKUX CUCTEM,
notpebiaeHueM (PU3NOIOTUYECKAX aHTHKOATYIISH-
TOB M (DaKTOPOB CBEPTHIBaHUS KPOBH, 00pa3oBa-
HUEM B 30HE MHUKPOLMPKYJISAIMH MHUKPOCTYCTKOB
U arperaTtoB KJIETOK KpoBHU (cM. Tabmumy 1). B mo-
CIICYIOMIEM Pa3BHBAIOTCS OJOKaJa MHUKPOIHPKY-
JISIUN B OpraHax-MHIICHSIX, TUIIOKCHS, JUCTPODUs
U BBIpaOXCHHAss MUC(YHKIUS JTUX OPraHoB. DTH
HapylIeHUs] IPUBOJAAT K UHTOKCUKAIIUM OpTaHnu3Ma
MPOAYKTaMH TKaHEBOI'O paclaja M pa3BUTHIO Oax-
tepuemun. B koneunoit ¢aze /IBC nabmromaroTcs
JIBa TPOTHBONOJIOKHBIX Iporecca: TpomOooOpa-
30BaHUE U TSKENBbIH FeMOpPparMyecKuil CUHAPOM,
KOTOpBIE YEPEAYIOTCS IPYT C APYTOM B Pa3HbIX CO-
CYIMCTBIX 30HaX M B pazHoe BpeMmsd. [IporHos mpu
JABC Bo MHOroM 3aBHCHUT OT CBOEBPEMEHHO Jua-
THOCTHKH M aJIEKBaTHOCTH MPOBOJUMON Teparnuu

[7].
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Tabmuna 1 — XapakTepHble MPU3HAKH THIIEPKOATYIISIIHOHHOTO CHHIpOMa M pa3nniHbix (a3 [IBC-cunapoma

(aza JIBC-cunnpoma

Koarynsauonssie XapaxTepHble J1a00paTOpHbIE IPU3HAKH
IIPOSIBJICHHS

Yxopouenue AYTB, npoTpoMOUHOBOIO BPEMEHH; IOBLIIIEHHAs AKTUBHOCTb TPOMOOLIUTOB;

I'mmepkoarynAmMOHHBI | KPOBB IPH 3a00pe CBOPAYMBACTCS B HITIC; B IPOOHPKE CTyCTOK 00pasyeTcs OICTPO —

CHHPOM CTYCTOK PBIXJIBIi; (GHOPHHONN3 yMEPEHHO CHIKEH; OCTPBIE TPOMOO3BI OTCYTCTBYIOT;
TUIEePKOAryssiius Ha TpoMOosiacTorpamme. D-nuMep ObIBa€T HEMHOTO ITOBBIIIEH
Yxopouenune AYTB, mpoTpoMOUHOBOTO BPEMEHU; THIIEPAKTUBHOCTH TPOMOOLIUTOB.
JlabopaTopHble NPU3HAKU HOTPEOICHUS: CHIXKEHUE COIEPKaHUs TPOMOOLUTOB, (PaKTOPOB

T — cepreiBaHns, puoponekruna, ATIII, nporenna C u S; pubprHONN3 pe3ko cHmkeH. KpoBb

pu 3a00pe cBopaunBaeTcs B ue. KimmHuueckue npu3HaKy: TpoMOO03bl, HOJIHOPraHHast
HEJI0CTaTOuHOCTh. B mpobupke crycrok oOpasyercsi ObICTpo, HECTOlKMIA. B Tecte npo-
CTPaHCTBEHHOT'O POCTA CIYCTKa — FHIIEPKOAryJsiius. Pe3ko moBbIIeH TPOMOMHOBBIH T10-
TEHIMAJ — THIepTpOMOrHeMHs. D-iMep cynecTBEHHO TTOBBIIIEH

T'unoxoarynsuuonnas
(aza JIBC-cunpoma

Krnmangeckn — pe3koe yaInHeHHe BpeMeH: 00pa30BaHHs CI'yCTKa B IPOOUpKE, KPOBOTOUH-
BOCTb, TOJTMOPTaHHAs HEJOCTATOYHOCTD. JIabopaTopHO — CHIKEHHME YHCTa TPOMOOITHTOB,
YAJIMHEHUE IPOTPOMOUHOBOTO BPEMEHH, OHKEHHAsI aKTUBHOCTh TPOMOOIIUTOB, CHHMKE-
HHE KOHIICHTpanu# (pakTopoB cBepThiBaHMs, puoOponexTuna, ATIIIL nporenna C u S.
Peskoe noBeiienue copepxkanus [1JJD, D-qumepa. B TpoMOboinHaAMUYECKOM TeCTe — pe3-
KO€ CHIJKEHHE CBEpPThIBAEMOCTH T1a3Mbl. CHIMKEH TPOMOMHOBBIN MOTEHITHA

OnHOW W3 MIMPOKO pPaclpoCTPaHEHHBIX MaTo-
Joruil reMocrasa sBisieTcss Tpomoodmims. [lo y1-
BEPIXKJICHUIO HEKOTOPBIX aBTOPOB, TEMH WM HHBI-
MU Gopmamu TpoMOoduIMK cTpagaer okoio 40 %
B3pocioro HaceneHus [8]. OHH XapaKTepU3yIOTCS
MIPEPACIOIOKEHHOCTBIO K  BHYTPUCOCYAHCTOMY
CBEPTHIBAHUIO KPOBHU, K MAaKpO-, MHKPOTPOMOO3amM
U, KaK CJICJICTBUE ITOT0, K HAPYIICHUIO MUKPOIIHP-
kynsiiun. CorntacHO OOIIenpHHATON Kiacch(puka-
1y, npeacrasiaennoi B 2013 1. J. Heit B pykoBon-
ctBe «Consultative Hemostasis and Thrombosis»
(Tabnuna 2), pa3jauyaroT HACIEICTBEHHBIC W TIPH-
obperennbie (hopmbl TpomOodmmu. [Ipu Hacnen-
CTBEHHOH TpOMOO(DHINK MPenpacioioKeHHOCTh
K (opMHpOBaHHIO TPOMOOB OOYCIJIOBJICHA TCHETH-
gecknMHU MyTarmsaMu. K Hambonee 3HAYMMBIM ITO-
TUMOp(pU3MaM TeHOB TPOMOOMUINU OTHOCITCS JIe-
¢unur antutpomOuna I, nporeuna C, pe3ucTeHT-
HOCTb K npotenHy C (Mytauus Jlelaen), MyTanus
FII (G20210), renetuuecku 00yCIOBICHHOE MOBBI-
menue ¢axropos VII, VIII, IX, XI, XIII, myTauus
reHa MeTwieHTeTparuapodonaTpeaykrassl  (Ha-
CIIEJICTBEHHAsi TumepromorucrenHemus). Hacnen-
CTBEHHBIC TPOMOOGHMINHM H3YydalOTCS JIOCTATOYHO
MHTEHCHBHO BO MHOTHX KIIHHHKaxX MHpPa, W TOJY-
YEHHBIC Pe3yJIbTaThl O3BOJISIFOT MpeIoiararb Ha-
JYMe HACJIEJICTBEHHOW TPOMOOPUINU y IH0O0T0
MAIAEHTa B TOM CITy4ae, €CIM y HeTO MITH €T0 KPOB-
HOTO pOICTBEHHHKAa WMEIUCh TPOMOOTHIECKUE
MIPOSIBJICHUS B MOsioioM Bo3pacTe [9, 10]. Haubonee

yacras ¢opma NpuOOpeTeHHOH TpomOodummu —

antudochomumuaneiii cunapom (ADC), acconuu-

POBaHHBIN ¢ HATMYWEM aHTHTEN K Gochonumumam.

AnTH(OCHONMNTIIHEIC AHTHTENA BBI3BIBAIOT PEIIH-

JTUBHPYIOIINE BEHO3HBIE U apTepUalbHBIC TPOMOO-

3BI, TATOJIOTHIO OEPEMEHHOCTH M OCIOXHEHUS MpH

pomax, MyJIBTHCHCTEMHBIC TIOPAKEHHUS OpPTraHOB

Y TKaHEH ¢ BBICOKIMH PUCKAMU JICTATFHOCTH U UH-

Bammam3aruu [11, 12].

O4eBUIHO, YTO C YYETOM BBICOKOH YaCTOTHI Ha-
PYLICHHI reMOCTa3a MpodiIeMa X CBOSBPEMCHHOU
JIUAarHOCTHKH, MOHUTOPHHTA W KOPPEKIHU HE Tepsi-
€T CBOCH aKTyalbHOCTH. [eMOoCTa3noNornvecKue
UCCIICIOBAHHS B KIIMHUYCCKOW MEIUIIMHE SIBIISIOT-
Csl ONMHUMH U3 CaMBIX CJIOXKHBIX, OIHAKO OHH ITO-
3BOJIAIOT BBISIBUTH FeMOpparnyeckue 3adoseBaHus,
TPOMOOTHUYECKHE OCIOKHEHHUS, CHHAPOM JHCCe-
MHUHHUPOBAHHOTO BHYTPHCOCYIMCTOTO CBEPTHIBAHUS
U HEOOXOIMMBI IUII KOHTPOJIST aHTHKOATYSIHTHON
Tepanuu. [IpakTHYeCKH BO BCEX KIMHUKO-IHA-
THOCTHYECKHX JTA00PATOPHUSIX MIMPOKO HCIIONB3YET-
Cs CIIETYTOIINH CIIEKTP MUCCIICOBAHNMN:

» OIICHKa IIEPBHYHOTO TEMOCTa3a ITyTeM IOA-
cyeTa KOJIMYeCcTBa TPOMOOIMTOB U TPOMOO-
OUTAPHBIX HMHICKCOB HA T'eMaTOJOTHYCCKHUX
AHaJM3aToOpax; MUCCICIOBAHMS arperarioHHON
CIIOCOOHOCTH TPOMOOIIUTOB C HHAYKTOPaMH
arperaiu  (ameHo3uHAMQOCcdAaT, KoJIareH,
PUCTaMUIINH, apaXuAOHOBAsI KHCIIOTa | 1P );
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Tabnuua 2 — Knaccuduxanus TpoMOo0oprnm

Bposrcoennuie (cemeiinvie unu nepeuunvie) mpomoopunuu

JHedunur anturpom6buna 111

Jedurur nporenna C

Jedurur nporeuna S

AIIC-pe3ucTeHTHOCTh

Myrauus daxropa V Jleitnen

Myrtanus nporpombuna (20210A)

ToMmonuCTUHYpHSL, TUIIEPIOMOLIUCTEUHEMHUS B CBSA3U € e(heKTOM (hEpMEHTOB, yUaCTBYIOIUX B METa00IM3Me METHOHKHA
Croiikoe yBenHIeHHEe KOHIICHTPAINH H/MIH aKTHBHOCTH ()aKTOPOB CBEPTHIBaHUS KPOBHU: (hHOpHHOTeHA, (hakTopoB II,
VI, IX nmm X

JuchubpruHorenemust

I'unomniasMUHOr€HEMUS U TUCILIA3MUHOI€HEMUS

CepHoBHIHO-KIETOYHAS AaHEMHUS

CHumxeHue ypoBHs BUuTaMuH K-3aBucumoro 6ernka Z 1 Z-3aBUCUMOTO HHTHOUTOPA

CHKeHue ypoBHsI HHrHOUTOpa myTu TKaHeBoro ¢akropa (TFPI)

JlehunuT TKaHEBOTO aKTHBATOpa IIa3MHHOTeHa (t-PA)

Beicokuii ypoBeHbh HHTHOMTOpPA aKTHBATOpa Miia3MuHoreHa 1-ro tuna (PAI-1)

Momumopdusm daxropa XIII (Val34Leu)

IToBbIIIEHHBIH YPOBEHb aKTUBUPOBAHHOIO TpoMOUHOM nHruouropa ¢pudpunonusa (TAFI)

Ilpuobpemennan unu emopuunas mpomoogunusn

AKXTUBHBII pak (BKIIOUas MHETONPOIH(EPATUBHBIC U MHEIOANCIIACTHYECKIE 3a00ICBaHNU)

Hannane anTH(hOCHOTUITHIHBIX aHTUTEN B IMATHOCTHYECKOM TUTPE (BOIYAHOUHBIH aHTUKOATY/IAHT, aHTUKAPINONH-
ITMHOBBIC aHTHTENA

AyTonMMyHHBIC HapynieHns (cuHApoM bexdera, TmoTenHOBast 00JIe3Hb, IMMYHHOBOCITATUTEIILHOE 3a00JICBaHUE KH-
IICYHUKA, IEPBUYHAS IMMYyHHAs! TPOMOOIUTOIICHNS, TshKelas MHACTEHNUS, PeBMaTHIECKasl ONUMHUAITHs, PEBMaTONI-
HBII apTPUT, CUCTEMHAsl KpacHas BOJIYaHKa, OOMUTEpUpyIomuil TpoMOaHruuT (60ne3Hb broprepa), CUCTEMHBIH CKile-
P03, THPEOUINT, FeMOpparnuecKuii MUKpoTpom6oBackymut (6onesns Illenneiina — ['enoxa), rpanynemaros Berenepa),
I'enmapuH-MHYITIPOBAHHAS TPOMOOIIUTOICHHS

Hounas mapokcu3ManbHas TeMOTIOONHY pHS

Wndexius (mHeBMOHYS, ceNcUC, HH(EKIM MoueBbIX myTei, BUY-undexuns)

I'HIIeproMoIICTEHHEMUS

TpomboTHIecKkast TpOMOOIUTOIIEHHYECKas Iy pITypa

Jucnumuaemus, OKUpeHne

Muxkpoans0yMUHYpHUsi, HePPOTUIECKUI CHHAPOM U BEPOSTHAS XPOHUUECKasl IOUEUHAs! HEOCTaTOUHOCTh
O0e3BOXUBAHUE

CHHIPOM IUCCEMHHUPOBAHHOTO BHYTPHUCOCYAUCTOTO CBepThIBaHMS KpoBH ([IBC-cruapom)

bepemennocTh, mocneponoBoi PO

XUMUOTEpamnus IpH JIEUCHUH 3JI0KaYeCTBEHHBIX HOBOOOpa3oBaHuil (mpuem L-acniaparunasbl, aHTHAaHTHOTCHHAsI
Tepanws, MUTOTOKCHYECKast 1 IMMYHOCYIIPECCHBHAs TePAIHsl, IPIMEHEHUE SPUTPOIIOITHHA, UMMYHOMOCIHPYIO-
1as Teparms)

Teparmus 3cTporeHaMH UITH IPOTECTEPOHOM

ITpueM CeneKTUBHBIX MOAYIATOPOB PELENTOPOB SCTPOreHa (TaMokcHdeHa U paJoKkcupeHa)

>

OILICHKA KOAryJIslUOHHOTO TeMOcCTa3a C IO-
MOIIBIO CTaHNIAPTHBIX (PYTHHHBIX) KOAryso-
JIOTHYECKUX TECTOB: AKTUBHPOBAHHOTO 4Yac-
THYHOTO  TPOMOOIUIACTHHOBOTO  BPEMEHH,
IPOTPOMOMHOBOTO BPEMEHH, TPOMOHUHOBOTO
BpeMmeHH, aHTHTpoMOmHa III, (uOpuHOTreHa,
J-numepa, mnporenna-C, mnporeuna-S. OO0s-
3aTeNbHO MOATBEP)K/ICHHE KavyecTBa HcCe-
JOBaHWH W MPAaBWIBHOCTU IyTeM Y4YacTHs

B MpOrpaMMax BHEIIHEH OIIGHKH KadecTBa
W TIPOBEACHUE BHYTPEHHETO KOHTPOJIS, a TaK-
JKE UCIIONIb30BAHIE COBPEMEHHBIX aBTOMAaTHYe-
CKHX KOaryJloMeTpOB;

UCCIICIOBAaHHE KPOBH HA HAJIUYUE IOJIHMMOP-
¢u3MOB B reHax TpoMOOpWIMU (MyTaIuu re-
Ha F2:20210 G > A (nporpomb6bun); F5:1691G
> A (koaryisnuoHHBIH (aktop 5); F7:10976
G > A (xoarymsuuoHHbl (akrop 7);F13A1:
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103 G > T (xoarymsiunonHslit aktop 13);FGB:
-455 G > A (pubpunoren);PAI-1:-675 5G > 4G
(nHrHOHWTOP aKTHBaTOpa IUIA3MUHOTEHa -TO
tuna); ITGA2: 807 C > T (mmxonporeut 3a);
ITGB3: 1565 T > C (mnukomnpoTtenH 1a) mMeTo-
noMm [P B pexume peaabHOro BpEMEHH.

B nacrositiee Bpemsi 00IIEMHUPOBOM OMBIT TIO-
KasaJ, 4TO IOJydYeHHE aJeKBaTHOW HH(OpMAIUU
0 (DyHKIIMOHHPOBAHMH BCEX 3BCHHEB Ha BCEX (a-
3axX TeMOKOAryialuuu (MHULIUALUK, YCUJIeHUs, pac-
MPOCTPAHEHHT) BOBMOKHO TOJIBKO TIPH ITPOBEICHUU
MHCTPYMEHTAJIBHOTO o0ciienoBaHus. Pexomenyer-
CS1 MCTIONIB30BAaHUE TaKUX MHTETPAIBHBIX METOOB,
Kak TecT KanuOpoBaHHOU TpomOorpadun (Tect re-
Hepaluu TpoMOWHA), TpoMOodmacTorpadus, HU3-
KOYaCTOTHAs Ibe30TpoMOoImacTorpadus, TpomMoOo-
JITHAMUKA.

[Ipu npoBeneHHHM KaJIUOPOBaHHOM TpoMOO-
rpagun ¢ BBICOKOW TOYHOCTBIO IPOCICKUBACTCS
JUHaMHMKa 00pa30BaHUS U MHAKTUBALUHM KIIIOYEBO-
ro (hepMeHTa CBEpTHIBAaHMS KpOBH TpoMOmHa. Oc-
HOBOW TpoMOosnacTtorpaguu u TPOMOOIUHAMUKA
SIBISICTCS] I3MEPEHHUE BA3KOYIIPYTUX XapaKTEPUCTUK
oOpasyrolierocss KpOBSIHOTO CIYyCTKa B JMHAMHKE
(3apoxaeHne, 3aBeplieHue oOpa3oBaHUS TpomOa,
COCTOSIHME CTa0MJIBHOCTH CTyCTKa) W OLIEHKa Ka-
YEeCTBEHHBIX TOKa3aTellel (IMIOTHOCTh CTYCTKa) [2,
7, 9]. B xone »THX McCIenoOBaHUN BEIETCSl BHIIEO-
ChEMKa, MO3BOJIAIONIAS MIPOBOAUTH aHANN3 (HUOPH-
HOOOpa30BaHMS BO BPEMEHU U B IPOCTPAHCTBE.
Pe3ynpraTsl 5THX TECTOB MCIOIB3YIOTCS AT OTpe-
JiesieHus] (PyHKIMOHAIBHOTO COCTOSHUSL CHUCTEMBbI
PACK, mnpornosa ee yCTOHYMBOCTM M KOHTpPOJIS
KauecTBa IPOBOJMMON Tepanud B COOTBETCTBHH
C THIIOM MATOJOTHUH TeMOocTa3a. Takue «ro0aib-
HbIe» MHCTPYMEHTaJbHbIE TE€CThl 00JanaloT 00Jb-
el KOMIUIMMEHTapHOCTBIO C BBIIIEYIOMSHYTOU
KIIETOUHOW Teopuel remocrasa [2, 4] U cuuTaroTcs
HOBBIM TEPCIEKTHUBHBIM HAlpaBlIeHUEM, aKTHBHO
BHEAPSIONIMMCS B METULIMHCKYIO TIPAKTHKY.

Cremyer OTMETHTH, YTO MIPU U3YyYCHUH MHOTO-
KOMITOHEHTHBIX CHCTEM, Kakod SIBJSIeTCA cHCTeMa
reMoCTa3a, BaKHOE 3HAYCHUE NPHUNACTCS TEPMH-
HoJoruy (neduuuiyn). [1o MHEHHI0O MHOTHX HC-
clefioBaTene, HEKOTOPbIe TEPMHHBI M IOHATHS,
TaKHe KaK «arperaTHoe COCTOSHUE KPOBWY, «BHEIL-
HUH U BHYTPCHHUH MEXaHU3MbI CBEPTHIBAHHUS KPO-
BU», «KOAryjonarus MOTpeOSeHHs», «aTpoMOus»,

«TCeBOreMOGWIINS» HE OTBEYAIOT COBPEMEHHBIM
MPEJCTABICHUSAM O MEXaHHW3MaxX Ppa3BUTUS TeMO-
cTarnyeckux coOwiTHi. Kpome »sTOro, HeoaHo-
3HAYHOCTh TPAKTOBKU TEPMHHOB «TPOMOO(MIHNY,
«(paKTopbl TPOMOOTEHHOTO PUCKA» M «THUIEPKOAry-
JSIUUOHHBIA CUHIPOMY MPUBOAUT K MOIMEHE TOHS-
TUW Y TUNEPANATHOCTUKE JIaHHOM MaTOJIOTHH.

CBoil BKJ1a1 BHOCUT U HEIIPABOMEPHOE HCIIOJb-
30BaHME BO BpaueOHBIX 3aKITIOUYCHUSIX CIIOBA «MYTa-
LU MPH OINpPEEeIEHUN PEe3yJbTaTOB OLIEHKH HO-
CUTENLCTBA MOJMMOP(HU3MOB I€HOB — YYaCTHHUKOB

CHUCTEMbI I'eMOCTa3a U MeTaboln3Ma METHOHHHA!
PAI 1, MI'T®P, ¢pubpunorena, perentopa TpoMoo-
uutoB GPIlla m psma npyrux TeHOB-KaHAHMIATOB.
[Ipu 5TOM H3MEHEHHsS B TEMOCTa3HOrpamMme He
BCErJa OTPa)katoT peabHble PUCKU PA3BUTHA M1aTO-
norun. COOTBETCTBEHHO, HEOOXOJMMO TIIATEIBHOE
U3yYeHHE TEeHETHYECKOW INperpacrooKeHHOCTH
YeloBeKa M BIMSHHUS «(PAKTOPOB TPOMOOTCHHOTO
pUCKa» Ui TMOHMMAaHUS 3THONATOI€HETHYECKHUX
MEXaHU3MOB CBEPTHIBAHHS KPOBU C IEJIBIO BbI-
pabotku 3¢ddexTrBHON Teparmuu. [lo KoHIA ere
HEW3BECTHO, KOTJa M TOJ| BIUSHUEM KakKuX (hakKTo-
POB JJaHHAs NATOJOTHs MPOSBUTCS KIMHUYECKU [5,
13-15].

B nenom, HE0OX0IMMO OTMETUTh, YTO HECMOT-
psl HA MHOTOJICTHIOIO UCTOPHUIO UCCIICIOBAHHMA, TIO-
CBSILICHHBIX MPOOJIEeMe HApYIICHUH reMocTasa, 3Ta
00acTh MEIUIIMHCKUX 3HAHUN BCE €Ille HAXOIUTCS
B X0JI€ UHTEHCUBHOTO Pa3BUTHSL.

Hoctynuna: 23.10.23; penensuponana: 09.11.23;
npusara: 13.11.23.
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