BBEJIEHWE

,Z[axce O/[Ha HeIIpeJoTBpalleHHasA
CMEPTH OT 3abomeBanus cepaia
" UHCYJIbTA — 3TO CJAUIIKOM MHOTO.

T. @puden

Tpom6Goduiust (TD), ABAAOMIASACS TOCTATOUHO PEAKO TIPUUH-
HoI pazButns nHdapkrTa Muokapaa (M) uiau waCyIbTa, OTHO-
CHUTCST K KypabeabHOMY COCTOSTHUIO, KOTOPOE TIPU OTCYTCTBHH
JICYEHUSI MOJKET TTPUBOANTH K PA3BUTHIO TIOBTOPHBIX TPOMOO30B.
B 6oabiacTBe ncTouHnKOB TM onpeesnisieTcst Kak «IIpeji-
PaCIIOJIOKEHHOCTH K TPOMOO3Y BCJIE/ICTBHE TEHETUIECKUX UJIT
HprOOPETEHHBIX Ae(PEKTOB B IIPOTUBOCBEPTHIBAIOIIEH CUCTEME
KPOBU U/WJIM B CAMOM IIPOIECcCe KOATYJISIIUM».

HecmoTps Ha 10cTaTOUHO cliepKaHHOE OTHOIEHUE AaBTOPOB
MHOTHX pekoMeHaanuii K cesisu TD u aprepuanbHOro Tpom603a,
HE CTOUT TpeHebperaTh TaKUM, IyCTh U JOCTaTOUYHO PEIKUM,
WHCTPYMEHTOM YIIPABJIEHUS] PUCKAMU Y MOJIO/IBIX TTAI[UEHTOB.
Bce npezictaBieHHbIe B TOCOOUM TTPAKTUYECKUE aCTIEKTHI Jie-
4eOHO-IMarHOCTHYECKUX MEPOTIPUSATHIT OCHOBAHBI JIUIIb Ha
«HEOOBINX» T0KA3ATENCTBAX, HO MATOTEHETUIECKH 000CHO-
BaHbI U HOCST UCKJTIOYUTETBHO PEKOMEHIATEThHBIN XapaKTep.

Jliist Hawasia HeoOXOAUMO OTPEIETUTHCS C TEM, UTO TIOHUMA-
eTCsI IO/l TEPMUHOM «TPOMOO(MD NS> U KaKie COCTOSTHUSI OHa
B ce0s1 BKJIIOYAET, MOCKOJIbKY 00IIEeNPU3HAHHOE MHEHUE Ha HTOT
CYET OTCYTCTBYET.

Hewmuoro ucropun. Tepmus «TpoMOOGUIIIs» BIIEPBbIE ObLI
ncnob3osad B 1937 roxy K. K. Hurapgom u [Ix. 9. Bpaynom
(Nygaard & Brown, 1937) npu onvicanuy BHE3aITHON OKKJIIO-
3uuM KPyNHbIX aprepuii. CemMeitHast MpeapacioioKeHHOCTh
K TpoMO03aM BriepBbie moapo6Ho onucana D. JI. V. /IxkopaaHom
u A. Hangopbdom B 1956 roay (Jordan & Nandorff, 1956).
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JlanbHeiitee n3yveHre JaHHOI MPOOIEMbI CTAIO TPUOTKPHIBATH
3aBecy TaiiHbl 00pa3oBaHUs TPOMOO30B, TIPH TOM UMEHHO HC-
cJieloBaHue ceMell JIaio 3HAUMTEIbHbBINM TOJTYOK B TOHUMAHUU
PUYIH TTOSABJICHMSI 3TOTO HeyTa. Tak, B 1965 roxy O. drebepr
(Egeberg, 1965) nokasai, uro gedunut anturpombuna (AT)
SIBUJICSI TPUIMHON BEHO3HOTO TpoMboamboama (BTI) B mo-
JIOZIOM BO3PacTe y HECKOJIbKUX YJIEHOB HOPBEXKCKOM CEMbBH.
B navase 1980-x romoB n0Ka3aHa MPUYACTHOCTD K PA3BUTHIO
BTO nedbururta 1pyrux ecTeCTBEHHBIX aHTUKOATYJISTHTOB (1TPO-
tenroB C u S). IToszske ObLIO ONPELENECHO, YTO NTPUUNHAMEI
neduIuTa BcexX MPUBeIeHHBIX €CTECTBEHHBIX aHTUKOATYISTHTOB
MOTYT OBITH TTOJUMOP(HU3MBI COOTBETCTBYIOMNX TeHOB. Ciremy-
OIIMMU BasKHBIMU COOBITHSIMU OBLITU OTKPBITHS PE3UCTEHTHOCTH
k aktuBupoBannomy rporeuny C (pAlIC) BerencTBue myTanym
B rere akropa V (FV) (myraruu Jleitnena — MJI), a Takke
MyTalllK reHa IPOTPOMONHA, TIPUBO/ISIIEH K MTOBBIIIEHUIO €TI0
ypoBHs. VI ouck npuduH TpoMOOMUIMIECKUX COCTOSTHUI He
npexparntaetcsd. bpl BeIABIIEH 1ebil myJ1 moanMophu3MoB,
KOTOPbI€ B HE3HAUUTETLHOI CTENIEHH TIOBBINIAIOT PHCK TPOMO03a.
Ompenesnen psl MepCIeKTUBHBIX HAMPABIEHUN /IabHEHUIIero
M3yYEeHUsT CKIIOHHOCTH K TPOMOO3aM, HATIPUMED OIpe/ie/IeHIe
posu noBbIeHus psaga pakTopos cBepThiBanusg kposu (VIII,
IX u XTI), ypoBHsI akTUBUPYEMOTO TPOMOUHOM UHTHOUTOPA (hit-
opuntosmza (ATUD), cozmanme reHeTHYeCKUX JUarHOCTUIECKIX
naHesel ¢ O/ITHOBPEMEHHBIM OIpe/ieJIcHuEM Cpa3y HeCKOJIbKUX
necsatkoB MyTtanuii. Co3zanue TeXHOJTOTMH BBICOKOTIPOU3BO/IH-
TEJIbHOTO CEKBEHUPOBAHMSI, KOTOPAst OZITHOBPEMEHHO OXBATHIBAET
BCE TeHbI-KaH/IUIAThI, SIBJISETCS OYAYIIMM TPEHIOM FeHETH-
YeCKOH AMArHOCTUKH, TIOCKOJIBbKY 39TO TTOMOKET BCECTOPOHHE
Y TOYHO JIMarHOCTUPOBATh HacsencTBeHHYy 0 T.

KakoBo ke Hacrosiiee cOCTOSTHIE TIPOOJIEMbl U3YYCHIS
T®d? CorsracHo HanboJiee 4acTo MPUMeEHsIEMOT KTaccubuKaImm,
T® noxpasaesnstoTcst Ha HACJIEICTBEHHbBIE ¥ IPUOOPETEHHBIE.
OHaKO HEKOTOPbIE ABTOPBI CYUTAIOT TAKOE JIeJIEHUE YCTapEB-
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IIIUM, TTOCKOJIBKY B pa3BuTHu TpoM60308 11pu TD, Kak mpasuio,
UTPAET POJIb U TeHeTUYecKasl TPEAPACIIONOKEHHOCTD (TpUYeM
3a9acTyio He OJIHA MYTAIlHsI, a MHOKECTBO MTOJTUMOP(OU3MOB),
1 (hakTOPBI BHEIIHEH cpeibl. Tak, B HEKOTOPBIX COOOIIECTBAX
CUUTAIOT, YTO B 11€JIOM TIpHoOpeTeHHbIe (PaKTOPhI PHCKA UMEIOT
GoJIbIiiee 3HAUEHUE JIJIST PA3BUTHsI TPOMOO30B, YeM HACJIE/[CTBEH-
Hbrel.

[Tpu BoIsIBAEeHUN HacaeacTBeHHBIX TM nMeercst psij 3Ha-
YUMBIX PA3HOTJIACUI OTHOCUTETBHO TTPUUIUCISIEMBIX K HUM
«TIOJTOMOK». B HacTos1Iee BpeMst M3BECTHO, UTO IO MEHbBITIEH
Mepe 156 TeHOB 1 TIPOYKTOB UX HKCITPECCUN MOTYT HATIPSIMYTO
WJIM KOCBEHHO BJIUSATH Ha TPOMOO3 M FeMOCTa3, BbI3bIBast Pas/Iiny-
nyto crenedb TM. ITu renbl y9acTBYIOT BO MHOTHX CUCTEMAX
U TIPOIIECCax: KOATYJ SN, aHTUKOAryIsIiinu, (pruOpuHOIM3e, aH-
TudubpuHOIU3E, PabOTE TPOMOOIUTOB, SHAOTEIUATIBHBIX KIETOK
U BOCIIAJIUTETbHBIX peakiusix> 2, HecMoTpst Ha 910 pazHooOpasue,
B Psi/ie KJIMHUYECKIX PEKOMEHIAINI TIOCTIETHIX JIET 0OCYKIAI0T
11eJ1eCO0OPAa3HOCTD BBISBJICHUSI TOJBKO IMATH «KJIACCUIECKUX»>
T® Beicokoro pucka. K num orrocsarest romosurotnast MJI,
romosurotHas MyTtaius nporpom6una G20210A (MIIT), coue-
tanue retepo3uroT MJI u MIIT, nedurut AT, nporennos S u C.
[Tpu atom «cuma» kmaccrmdecknx T orieHnBaeTCs pa3IMIHBIMI
HAyYHBIMU OOIIEeCTBAMU TI0-PasHOMY. B pekoMeHaanmsx mo
TpoMboambosuu sierounoit aprepun (TIAJIA) EBpasuiickoii

' MoranJ. Managing thromboembolic risk in patients with hereditary
and acquired thrombophilias / J. Moran, K. A. Bauer // Blood. — 2020. —
Vol. 135(5). — P. 344-350.

2 3omosa U. B. Hacneactsernrass TpoMOODUINS 1 BEHO3HBIE TPOM-
609Mb0IMYECKUE OCTOKHEHUS: IPABUIIA TECTUPOBAHUS B KIMHUYECKOI
npaktuke / U. B. 3ortoBa, Jl. A. 3areiinukos // Poccuiickuii kapanoso-
rugecknii xkyprar — 2020. — Ne 25. — C. 55-61.

3 Sachs U.J. Markers of Hereditary Thrombophilia with Unclear
Significance / U. J. Sachs, A. Kirsch-Altena, J. Miiller // Hamostaseologie. —
2022. — Vol. 42(6). — P. 370—-380.
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acconuanuu kapaunosoros ot 2021 roga k TM BbicoKOro pricka
oTHeceHbl Tomo3urotHast MJI, romosurotnass MII'T, nedpurmur
AT, mporennos S u C. Coueranue rerepo3uroTHbix MJI u MIIT
sigyisiercst T ymepeHHoOro prcka.

B aBcrpanniickux pexomenpanuax 2019 roga xk ¢axropam
BBICOKOTO prcka peruana BTD Gblin oTHECEHBI TOJIBKO Jle-
durnT ectecTBeHHBIX aHTUKOATYIIHTOB (AT, mpoTentos C
u S). O romosurotubix MJI u MIIT ynomunanwmit Hetr. CTout
MOYEPKHYTh, YTO COTJIACHO BCEM JIOCTYITHBIM PEKOMEHIAITUSIM
nzosimpoBannbie rereposurorHsie MJI u MIIT sapmisiiores TD
YMEPEHHOT0/He3HAYNTETbHOTO PUCKA, HE BEAYT K 3HAUNMOMY
YBEJIMYEHUIO PUCKOB IMOBTOPHBIX COOBITHIT 1, KaK CJIEJCTBHE,
He BJIUSATOT HA CTPATETUIO JICUCHUS.

A 4TO e MOXHO cka3aTb 06 0CTanbHOM MHOXECTBE BbISIBIIEHHbIX MO-
numopduamoB? Kakoe MecTo ceitvyac 0TBOANTCS UM?

Ecnm paccmaTpuBath KIMHUYECKIE PEKOMEH/IAITNHT, TO B He-
KOTOPBIX M3 HUX CITUCOK COCTOSTHUI, KOTOPbIe oTHOCSATCsT K T D,
BBIXOJUT 32 paMKH «KJjaccudecknx» TA. Tak, B poccuilckux
pexomenpanusax mo BT ot 2015 roga, KoTopbie yiKe HETb3S
CUUTATh COBPEMEHHBIMU, K 3HAUUMBbIM HacJjiejcTBeHHbIM TMD,
MMOMUMO «KJACCUYECKUX», OTHOCST MOBBIIIEHHBINT YPOBEHD
daxropa cBepreiBanus VIII u rurrepromornincrentnemuio. B pexo-
MeHaIMIX AMepruKaHcKoro obuiectsa HeBposioros ot 2021 roga
Y B HAITMOHAJTBHBIX peKoMeHanusax ot 2024 roga 1mo BeleHUIo
MAIUEHTOB ¢ UMIEMUIECKUM WHCYJIBTOM K TUTIEPKOATYISAIIU-
OHHBIM COCTOSTHUSM TaKKe TPUIHNCJIEHO TTOBITIIEHNE YPOBHS
daxTtopa ceepreiBanusa VIII. B pexomenpanusax 2023 roga
«[Tpodurakruka, IMarHoCTUKA 1 JledeHne TpoMb03a riryOoKnx
BeH. PekoMeH1aninm poccuiicKux aKCIePTOBY TTOBBIIECHHBII
ypoBenb dakropa ceeprbiBanust VIII yriomunaercs juirb Kak
(dakTop, KoTopsiil UMeeT HebobInoi pruck BT (Huske rerepo-
surotHbix MJI 1 MIIT). Ecain o6paiathbest K peKOMeHIAISAM
aKyIIepOB U TMHEKOJIOTOB, KOTOPbIe akTUBHO u3y4daior TA, To
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U B HUX UMeIoTcs pasHouTennsi. C 0iHOHM CTOPOHBI, B HEKOTOPBIX
yuebHbIX 1ocobusx K TM mpudnciensr moanMophusMbl HHTHT-
6urtopa aktuBaropa miazmuaorena-1 (Plasminogen activator
inhibitor-1 — PAI-1) u ¢osatHoro muksa. C apyroii CTOpoHbI,
nMmeetcs nmucbMo MuHMcTepeTBa 3/[paBooxpanennst Poccuiickoit
Depnepanuu Ne 15-4/10/2-3792 ot 27 mas 2014 roga «IIpo-
(dbuIaKTUKa BEHO3HBIX TPOMOOIMOOINIECKUX OCHOKHEHMIT
B aKyIlIepCcTBe W TUHEKOJOTUN. KanmHnueckre peKoMeHaamm
(TpoTokoa Jedenust)», rae K T BbICOKOTO pUCKa TPUYNCITEHBI
TOJIBKO IIATh «KJyaccudeckuxy» TO. ITo muenuio ACOG, xk TO
BBICOKOTO PHCKA TAKKE OTHOCSITCS JIUIIb TISTh BbIIIEIePeYrc-
JIEHHBIX «KJTaccnyeckuxs» T,

Takum 00pa3oM, B HACTOsIIIIEe BPEMsI CPEIN BEYIINX Bpa-
yeOHBIX OOIIECTB MUPa HET eAMHCTBA B ONPeAesIeHUsIX, KaKue
13 TPOMOOPUIMIECKUX COCTOSHUN TPEOYIOT AMATHOCTUKH
U crieriuuIecKoro JeueHus.

Ecov ske anamm3upoBaTh ONMMCAHHBIE B JINTEPATYPE MHEHUS,
TO pasHoracuii emte 6osbuie. M. A. Kpayrep ¢ coaBropamu
(Crowther et al., 2003) npemnoxuin kiaccupUKaIMIo, COrIACHO
KoTopoil HacaencTBenHbie TAM MOKHO TOAPa3/E/IUTh Ha /[BE
OCHOBHBIE TPyIIbL: 3a00sreBanus rpymib 1 (cepbestbie TD wm
T BBICOKOTO pUCKa) 00YCIOBICHBI HACIEACTBEHHBIM Je(hUIH-
toMm nipotenHoB C, S u AT, 3a6osieBanust rpyiib 2 (TD mamoro
WJIM HU3KOro prcka) Bkiatovdator MJI, MIIT, mosbitieHHbIH ypo-
Benb (hakTopoB cBepThiBanmsa VIII, IX, XI, mtunonporenna (a),
auchuOPUHOTEHEMHIO, TUITEPIrOMOIUCTEMHEMUIO, Ae(UITUT
mnazmuHorena, ATV®. Onucano takske GOIbITOE KOJIAYECTBO
MYTal1ii FeHOB C IIUPOKUM JIUATIA30HOM PACIIPOCTPAHEHHOCTH,
KOTOPbIe MOTYT ITPUBOANTH K TIOBBIIIEHHOMY PUCKY TPOMOO3a.
K HUM oTHOCATCS MyTaruy TeHOB METUJIEHTETParuapodoia-
tpenykrasbl, PAI-1, daktopos XIII u psga apyrux, KOTOpbie
OYIyT OTIEbHO paccMaTprBaThest Huske. OIHAKO MO0 UX CBSI3h
¢ TpoM6GO30M He Gbliia YOeAUTETHHO TTOCTeA0BATEIBbHOM, TH60
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adeKT OBLT CAUIIKOM He3HAUNTEJICH, 4UTOObI MEHSITh TAKTUKY
JIEUEHUSI.

CormacHo nevictyiotieit B PA B nacrosiiiee Bpemst MKB-10,
nacnencteenubiMu T@ sprstiorest pAIIC (uiu MJL), nepunut
AT, nporeunos C u S, MIIT B MKDb-11, Ha KOTOpyIO 11epexojsit
MHOTHE CTPaHbl MUPA, CITUCOK HacJeCTBEHHBIX T M HECKOIBKO
nrmpe.

B menom B iutepatype, nocssiennoi TM, ykasaHo, 4To
CaMO HaJIM4Me TOTO UJIM UHOTO TOJMMOPGhU3MA He SIBJISETCS
3aboJieBaHEM ¥ He 00sI3aTe/IbHO MTPUBOAKUT K TpoMbo3aM. 3a-
JACTYIO [T Pean3aIiii HeTaTUBHOTO adexTa moammopdusma
HeoOX0IMM KaKoii-iinbo Tpurrep. Harpumep, oxupenue, Boca-
Jietue, 6epeMeHHOCTD, TIPUEM TIPerapaToB ¢ SCTPOTEHOM | T. JI.
Kpowme Toro, Hekotopseie (akropsl, ocoberro FV, obranaror
AHTUKOATYJISHTHBIM JIEHCTBUEM, KOTOPOE MOKET YPaBHOBEIIIH-
BaTh/MPEBOCXOIUTD TPOKOATYAIHTHBIN 9 dEKT OT MyTanuu
reHa Py HATUIWH IPYTUX, cOUeTaHHbIX MyTaruii FV, Bemymmx
K CHUKEHUIO YPOBHS UJIM aKTUBHOCTU FV.

Jlist panbHeiiero moapoOHOro 0OCy KACHUST U3 HACTIE/I-
crBerHbix TM Hamu OblTM BBIOpaHbI «Kjaaccuyeckue» T
BBICOKOTO PUCKA:

B romosuroruag MJI,

roMo3uroTHast myTanust mporpom6bunaa G20210A;
couetanue rerepo3urotHbix MJI u iporpombuna G20210A;
neunuT aHTUTPOMOKHA;

nebunmt nmporenHos S u C.

Bonee penkume mpuamHbl apTepUaTbHBIX U BEHO3HBIX TPOM-
60308, BrI04ast 1o6asenubie B MKB-11 TO, 6yayT onvcanbt
B [IOCJIE/[HUX IJIABaX HACTOSIIETO y4eGHOTO TTOCOOMSL.

* MKB-10. Bepcus:2016 [Duexrponnsiii pecype]. — https://clck.
ru/3SWKYd.
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PACINPOCTPAHEHHOCTb
HACJIEACTBEHHbIX TPOMBO®UNUN
N X CBA3b C TPOMBO3AMU

PacupocrpaneHHocTh HacjeAcTBeHHBIX TA OTHOCUTENIbHO
HeBbIcOKa (cM. Tabu1. 1) 1 XapakTepusyercst 3HaYMTeTbHbIMU
pacoBBIMU pazanunugaMu. YacToTa BeIABIEHU reTepo3urot MJI
B 0011[ei1 TIOIYJISAIII COCTABJISET OKOJI0 5—7 %, a IPOTHO3UPYe-
Masl pacIpoCTPaHeHHOCTh TOMO3UTOT — 0KoJio 1 Ha 1600 yesno-
Bek. Pacnipoctpanennocts rereposurotr MIIT pasuutes ¢ 1 1o
6 %, IIPU 9TOM CUUTAECTCS, YTO €€ CPEeLHUN [T0Ka3aTe/b B 001ei
MOTYJIIIUN COCTABIISIET OKOJIO 2 %. [OMO3UTOTHI TAHHON MY-
Talyuyu BeTpeyaioTes Kpaiine peako (mpuMepno 1 ma 100 TIC.
yesnoBek). Couetanue retepo3uror MJI u MIIT (aBoiinas rete-
posurota — /II") BeisiBJIsIeTCs ¢ mpuMepHoit yactoroit 1 Ha 1000
B 001teil motmyJsiiun. JactoTa BCTPEYaeMOCTH HACTECTBEH-
Horo geduiura nporerra C B 0011eil MOMy IS COCTaBJISIET
0,2-0,5 %, AT — 0,02-0,2 %, mpotenta S — 0,03—0,13 %. /lantibie
MOKa3aTeJ N TaKKe XapaKTepU3yIoTCd 3HAUNMbIMU MeKHAIIN-
oHaJbHBbIMU pasynuusiMvu (B HopBerun yacrora BcTpeyaemo-
ctu geduiura AT cocrasisier 1:5000; B Utamauu 1:1 000 000;
B Coenmnnennnix [ltatax Amepuku 1:2000). B momymsimusx
Espormsr u CIIIA cpaBHUTETBHO BBICOKA PACIIPOCTPAHEHHOCTD
MOBBITIIEHHON DyHKIMHN (hpakTOpoB cBepThiBaHns Kposu (MJI
n MIIT), Torna kak y nacenenns Knurasg u B IpyTrux 9acTax
Asuu yatie BbISIBASIOTCA 1e(DEKThI aHTUKOATYJITHTHBIX GEJIKOB,
Briodas gedunut AT, 6enkos C u S, TpOMOOMOIYIMHA | T. 1.
Y adpukaHIieB 3HAUNTETHHO Yallle AMarHoCTUPYoTCs Gosee



PacnpocTpaHeHHOCTb HACeACTBEHHbIX TPOMOOUNIA 27

Huskue yposuu 6enkos S, C u AT. VIMeloTcs JaHHbIe, 4TO Y He-
eBpoIieifieB pacrpoctpaneHHOCcTh MJI kak MUHUMYM B 7 pas
HIKe, ueM y eBporeiiiieB, a MIIT cpesu nepBbIX pakTUdeCKu
HEe BCTPEUYAETCsI, TOr/Ia KAK CPeld €BPOIIEOU IHBIX TTOMYJISIINIL
BbIsiBJIsIeTCs1 y 1-6 %.

K coxxamnenuio, raHHbIe O PACITPOCTPAHEHHOCTU HACIEICTBEH-
ueix T na reppuropun PO nocratouno ckyausl. B Kpacro-
JapcKoM Kpae yactota MJI cpesint sKEeHIMH PENPOYKTUBHOTO
Bospacta cocrasistia 1,33 %, MIIT — okoso 4 %. CormacHo
MO IAITMOHHOMY HccenoBanuio CeBepo-3anaHOTO PETHOHA
P®, gyacrora Berasiaenus MJI cocrasuia 2,8 %, MIIT — 1,8 %.
V skureneit 3abaiikanbsa pAIIC umeror 3,5 % wacesnenus (3,7 % —
y pycckux, 3,4 % — y OypsT).

Iereposurorabie MJI u MIIT asasitorcst T ymepenHOro/
HE3HAUUTEJTbHOTO PUCKA U HE BEJYT K 3HAUMMOMY YBEJTUUYEHUIO
PUCKOB IIOBTOPHBIX cOObITHIL. OIHAKO BCE MMEIOIIMECS UCCTIe-
JIOBaHMSI OMUCHIBAIOT CBA3K M3Y4aeMbIX COOBITUI JTMOO ¢ caMUM
MYTaHTHBIM aJiiesieM, 1n6o ¢ rereposurotamu. VceiepoBanuii,
ONUCHIBAIOIINX TOJAbKO ToMo3uroTel MJI u MIIT, He natigeno.
[TosTomy masee cpeu Ipovero GyIyT OMUCHIBATHCS CBSI3U U3Y-
YaeMbIX TOJTUMOP(U3MOB U C FeTEPO3UTOTAMHU.

Hugopmayus o cessu kaxcoou us naciedcmeennvix TD
¢ MPOMOO30M U €20 NAMOZEHE3e UEPNANACH U3 UCTNOUHUKOB, NOCESL-
wennvix anarusy poau T e paseumuu BT, yuumwisas kpatinoo
02PAHUUEHHOCIID MAKOBOU 015 APMEPUATLHBIX MPOMO0306. PUCKH
BT3 npu wacaeactseHubix TA yrounens: B Tabsuie 1. Boiee
noapobHas nHopMalus, BKA0Yas HaToreHes TpoM603a, 1Js
kaxxgoit T npuBeneHa HIKE.
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Tabnuua 1. PacnpocTpaHeHHOCTb knaccudeckux T u puck BTO®
H PacnpocTpa- Pacnpo- | o1 ocm- | Orock-
acneg- CTpaHeH- . .| Exe-

HEHHOCTb TeNbHbI | TeNbHbINA y

CTBEeHHas HOCTb rogHbIN
cpeau Hace- puck pucK pe-

Tpombo- cpeau y puck
neHus nepeom umamBa 0

dunua B Lenom. % OonbHbIX BT3 BT3 BT9, %

uenom, ¢BT3, %

Oecomumnt AT 0,02-0,2 1-5 5-10 1,9-2,6 1,1

Aecpuunr 02-04 25 58 | 1418 | 07

npotenHa C

Aedmunt 1 403013 | 1-3 28 | 10-14 | 03

npotenHa S

mn

reTeposnrota 3-15 12-20 3-8 1,1-1,8 0,5

romoauroTa 0,004-0,02 0,1-1,5 40-80 2-3 1,3

mnT

reTeposnrota 1-3 3-8 1,9-3,8 0,7-14 04

romMo3urota 0,1 2 2,2-20,7 0,6-1,9 11

MOT +MN 0,01-0,1 3 20-58,6 1,3-5,1 05

5 Moore G. W. Thrombophilia Screening: Not So Straightforward //
Semin Thromb Hemost. — 2024. — Vol. 50(8). — P. 1131-1152.
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1.1. Tpomb6ohunusa BcneacTeue MyTaLum
JNleiipena dpaktopa ceepTbiBaHua V

Myrammsa Jlelinena — camast paclipocTpaHeHHAsI U U3yYeHHAs
npuunHa TD. @akrop V (FV), niau npoakienepuH, sBJs-
ercst 6eJIKOBBIM KO(aKTOpOM pr 00pa3oBaHUK TPOMOMHA U3
mporpoMmbuHa akTuBHpoBaHHBIM (hakTopom X (FXa). FV mpax-
TUYECKU HE UMEET IPOKOATYJISIHTHON aKTUBHOCTH JI0 MOMEHTA
ero aktuBanuu. AktuBanust FV ocyIecTBsieTcss TpOMOMHOM
n FXa B IpucyTCcTBUM MOHOB KaJIbIIUS, 4 €r0 WHAKTUBALUS —
aktuBrpoBanHbIM TpoTenHoM C (AIIC). Takske FV u ipotenn S
neiictBytoT cuHeprudao ¢ AIIC a1 vHaKTUBAIMY aKTUBUPOBAH-
Horo akropa VIII (FVIIla). 3amena G Ha A B HyKJI€OTUTHOI
nosuiun 1691 rera FV, koTopas mpuBoANT K 3aMeHe apTUHUHA
TJIyTaMUHOM B to3utu 506 aMUHOKUCTIOTHOM TTOC/Ie/[0BATE b=
HocTH OeJika, HasbiBaeTcst MyTaieil Jleiinena. /lanHas saMeHa
BeZieT K pa3BuTuio pesucrenTHocTH K AIIC (Baskuelimemy ecte-
CTBEHHOMY aHTUKOATYJISTHTY ). BbLiI0 1TOKa3aHo, 4TO MHAKTHUBA-
s aktuBupoBanHoro FV (FVa) npn nammanm MJI mpoucxoaut
npumepHo B 10 pa3 Mestenree, yeM IpU OTCYTCTBUHM TaKOBOT.
ITO NPUBOAUT K YBEJUYEHUIO 00pa3oBaHus TPOMOMHA U, CO-
OTBETCTBEHHO, TpoMOOOOpasoBanmio. Pesucrentrocts K AIIC
(pAIIC), moMUMO CHUKEHUS CKOPOCTH MHaKTUBamuu FVa,
YBEJIMYMBAET PUCK PA3BUTHsI TPOMOO30B U 110 JPYTOIl TPUIUHE.

B sopwme mipu paspyiennu FVa B touke nporeosinsa R506
obpa3dyeTcst MOJIEKyJia C aHTUKOATYJISTHTHOW aKTUBHOCTHIO —
FVac, urpatomas Baskayio posb B mHaktuBaiuu FVIIIa. Coot-
BETCTBEHHO, 1py MJI yMeHbIaeTcst ee 00pa3oBaHIie, BCIEICTBUE
wero poucxoauT Gosee meiennast nnakrtuanus FVIIIa. Bee
BBITIIEONTNCAHHBIE MI3MEHEHNS TPUBOAT K CMEIIEHUTO PaBHOBE-
CUs B IIPOKOATYJISAIMOHHYIO CTOPOHY, TIPUYEM UMeeTCs MHEHNE,
YTO B OCHOBHOM 3a CYeT CHUKeHUsI 00pa30BaHUsi aHTUKOAry-
JITHTHOM MoJsieky bl FVac.



