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B nocnennue necATHIETHS OTMEYAeTCsl yBETHUEHHE
nonu uieMudecknx uHCyneToB (M) cpemu nuir mo-
monoro Bo3pacrta (18-45 met mo nanaeM BO3) — oxomo
20% ot Bcex mHCYnbTOB [1]. 3abomeBaecMOCTh, IO pas-
HBIM JTaHHBIM, BapbupyeT oT 3 1o 23 Ha 100000 ueno-
Bek [2]. YTpaTta TpyaocmocoOHOCTH, IUTEIbHAS MHBA-
JIMAU3alKs U BbICOKasi cMepTHOCTh craBaT MU y momno-
IBIX B pAn HauOolee aKkTyaJbHBIX MPOOIEM COBpEMeEH-
HOW HeBposoruu. CIOXKHOCTh €€ Ul NPAaKTUKYIOLIETO
Bpada-HeBpoJIora o0ycIOBI€Ha HEIOCTAaTOUHON H3yueH-
HOCTBIO JJAHHOTO BOMPOCA, OTCYTCTBHEM OOIIEHPUHSITO-
T0 aNropuT™Ma JUarHOCTUKH, OTIMYMEM NPHYUH pa3BH-
THSI UHCYJBTOB OT TAKOBBIX B CTAPILINX BO3PACTHBIX TPYII-
nax. Tak, B 25-43% ciy4aeB 3THONIOTHSA OCTaeTCsS HEU3-
BecTHOH [3-4]. B xauecTBe MpoBOKaTOpa B IaHHBIX CUTY-
aIMAx Yalie BCero MOXKHO pacCMaTpUBaTh HACIIEICTBEH-
HYI0 TpOMOO(DMINIO, TaK KaK Y YaCTH MallMeHTOB MPH 00-
CJIEZIOBAaHUH BBISABIISICTCS OKKIIIO3MA IIepeOpabHbIX apTe-
pHii BcIaeaCcTBHE BHYTPUCOCYAUCTOrO TpoMbo3a [5-6].

TpomOodumnmst onpenensercd Kak HapyIlIeHHE T'eMo-
CTa3a U TEMOPEOJSIOTHH, XapaKTepu3yIolieecs MOBbIIIEeH-
HOW CKJIOHHOCTBIO K Pa3BUTHIO TPOMOO30B WJIM BHYTPH-
COCYAHCTOTO CBEpPTHIBaHMSA, B OCHOBE KOTOPOIO JEXar

MpHOOPETEHHbIE U T€HETHYEeCKH OOYCIIOBIIEHHbIE Hapy-
IIEHUS B Pa3iIMYHBIX 3BEHBSIX I'€MOCTa3a M T'eMOpPEOJIo-
run [7]. Tpombodunmst He sBAsieTCsT OONE3HBIO per S U
JI0 BO3HMKHOBEHHS TEPBOTO 3MMU307a TpomMOooOpa3oBa-
HUS TIPAaKTUYECKH HE UMeET KIMHUYECKHUX NPOSBICHUM,
YTO 3aTPYIHSACT €€ KIMHUYECKYIO TUarHoCTHuKy [8]. B Ha-
cTosimiee Bpemst nzBectHo 6onee 100 dakTopoB pucka u
COCTOSIHUH, KOTOpBIE B Pa3NMYHBIX KOMOWHALUAX CIIO-
COOCTBYIOT pa3BUTHIO TPOMOO30B U MPUBOIAT K COCYIH-
CTBIM 31H3011aM [9].

Paznnuaror nepBuyHbIe (HACIEACTBEHHbIE) U BTOPUY-
Hble (mpuobpereHHble) TpoMOopminu. OCHOBHBIE NPH-
qiHBI TpoMOoQumii oTpaskeHsl B Tabmume 1 [10].

K nepBuuHbIM (TeHeTHUECKH 00YCIOBIEHHBIM) TPOM-
60(hMIHSIM OTHOCSIT:

e (16914 — myrammio reHa ¢aktopa V (Jleiinen);

® (202104 — myramuio reHa nporpom6una (II dax-
TOp CBEPTHIBAHUSA KPOBH);

® TOMO3HTOTHYIO MyTanuio C6777 reHa METHITETpa-
ruapodonarpenykrassl (MTIOP);

e jeUINUT ecTeCTBEHHBIX aHTHKOAryasHToB (ATIIL;
nporenna C, S);

® CHHAPOM «JIMIIKHX» TPOMOOITUTOB,
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Taénuya 1
IIpn4yuHbI HACIEACTBEHHBIX H NPHOOPETEHHBIX TPpoMOoduInii

HACJIEACTBEHHBIE TPOMBO®UJINNA

YcTaHOBJ/IEHHbIE
reHeTu4yeckue (paxkTopol

Penxue
reHeTu4eckue GpaxkTopbl

HeonpeneseHHblie
¢axkTopbI

®axrop V Jleiinena
IIporpom6un G20210A
Hedurur nporenna C
Jedunur nporenna S
Heduiur antutpoMOUHa

JluchudpuHOreHEMUN
uneproMonucTeHHEMUst

Veenmndenne ¢axropa VIII
VBenuuenue ¢axropa IX

Yeemmuenne dakropa XI

Jedunnt nmasmMuHOreHa

Jeduur TkaHeBOro akTUBaTOpa IIa3MHHOTEHA
‘VBenudeHue JIMNONpOTEnHA a
Yeenmuuenue dakropa VII

®axkrop XII

TpomOOIUTapHBIH TIIHMKOTIPOTEHH
Jedunur kodakropa remapuna I1
Hedunur TpomOboMonynuHa

BrIcokuii ypoBeHb HHTHOUTOPA
aKTHBAaTOpa MJIa3MHHOTE€HA

Borarsle TUCTUANHOM IMTUKOIPOTEHHBI

INPUOBPETEHHBIE TPOMBO®NJINN

OCHOBHBIE ITHOJIOTHYECKHE
Tpynnbl NPUOOPeTEeHHBIX
TpoMOopuInii

3aGo1eBaHUs U COCTOSIHUS, BbI3bIBAIOIIME UX PAa3BUTHE

3aboseBaHus cOCynoB

ATepoCKIIepo3 apTepHii
JnabeTnueckne aHTHOMATHH
Backynutsl

CocyaucTsle MpoTe3bl, CTEHTHI

Hapywmenue peonoruu
KpOBHU

Cra3z kpoBH (IUIMTENbHAS IMMOOWIN3A1IKs, 3aCTOHHAs HEJOCTaTOYHOCTD
KpPOBOOOpAIIeHN )

TToBbIIeHHAs BSI3KOCTh KPOBHU (MCTHHHAS MOIUIIUTEMHS, 00Ie3Hb
Bansnenctpema, OCTpHIit IEHKO3, CEPIIOBHIHO-KICTOYHAS AaHEMH)

IMTaronorust TpoMOOITUTOB

CaxapHnblii tuabet

TunepnunmuaeMun

MuenonponuepaTuBHbIe 3a00ICBaHUS
ITapokcu3manpHast HOYHASI TEMOTIIOOUHY PHS
IenmapuH-UHIYIIUPOBAaHHAS TPOMOOIIUTOTICHHS

[Taronornueckre U3MEHEHUS
CO CTOPOHBI FEMOCTAaTHYECKUX
MIPOTEUHOB

OrnepannoHHas TpaBMa, ITOCIEONEPAIHOHHOE COCTOSIHUE
310Ka4ecTBEHHBIE HOBOOOPA30BaHMUs

BepemennocTs

[Tpuem opanbHBIX KOHTPALIENTUBOB U 3CTPOTCHOB
Hedporuuecknii cuapom

AnTHhOCHOTUNNAHBINA CHHAPOM
CHHIPOM ANCCEMUHUPOBAHHOTO
BHYTPUCOCYIUCTOTO CBEPTHIBAHUS
BocnanurensHsle 3a0051eBaHNSA
TOJICTOM KUIIKU

® TUIICPTOMOINCTCUHECMHUIO,

® IIOBBIIICHHE AaKTHUBHOCTH wiau KoimdectBa VIII

(akropa;

e TICPBUYHBIM NE(UIIUTOM €CTECTBCHHBIX aHTHKOA-
T'YIISTHTOB;
® CHIDKCHHEM aKTHBHOCTU (HOPHUHOIH3A,;

® peakue MPUYHHBI (qucPuOpUHOTeHEMHS, EUITAT
¢axropor XII, XI, kodakropa remapuna I, miasmuHO-
TCHA).

Bpoxnennass Tpombodmins 00yCIOBICHA H30JIAPO-
BaHHBIMH WJIH KOMOWHHPOBAaHHBIMH T€HETHUECKUMHU JIe-
(exTamMu, KOTOphIE MPOSIBIISIOTCS:
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e HaJIMYHEM B FeMOLHPKYIISIINHA aHOMAJIbHBIX (aKTO-
POB TE€MOKOATyJISIIIH, HEYYBCTBUTEIBHBIX K €CTECTBEH-
HBIM aHTHUKOATYJISIHTaM W GUOPHHOIUTHKAM;

e BBICOKMM YPOBHEM MpPOTPOMOOTHYECKHX (haKTo-
POB;

e BPOXIIEHHOI runeppyHKIrerd TpoMOOuToB [7].
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Yactota TpoMOO30B y JIUI] C HACJIEACTBEHHOM TPOM-
0otuimei pa3TudHa U 3aBUCUT OT KOHKPETHOTO Te€HOTH-
Ta, HAJIMYHUs APYTUX TeHETHYECKUX M3MEHEHUH U KOJIO-
ruyeckux (akropos [11].

Mytauus Jleiinena (¢akropa V), xoTtopast BbI3bIBa-
€T PEe3UCTEeHTHOCTh K AaKTUBHUPOBaHHOMY mpoTtenny C
(ocHOBHOMY (PM3HOJIIOTHYECKOMY AHTHKOArylsHTY) B
90% ciyyaeB sBIAETCS OXHOW M3 CaMBIX PaclpocTpa-
HEHHBIX KOaryJlomaTHi, acCOIMUPYIOIUXCS ¢ UHCYIbTa-
mu [12]. [lannas myTtanus Bctpedaercsa B 10-12,3% ciry-
gaeB U [13]. HocurtenbcrBo JlelaeHckoil MyTaluu 1mo-
BBIIIAET PUCK MHCYABTa B 3 pasza y Juil Monoxke 45-50
JIeT, IpUYeM JaHHBII PHUCK BbIME Y >keHIIuH [14, 15].
Taxoke ormeueHo, uto puck MU Bbllle npu COYETaHUU
JlelimeHCKOM MyTaluu ¢ ApyrUMH (GakTopamu (KypeHHe,
MIPUEM OpAJBHBIX KOHTPAIENTHUBOB, apTepHalbHas TH-
MePTeH3Hs, THUIEPXOJIECTePUHEMHUS], CaxXapHBI Iuader,
MepLarenbHas apuTMus) U TPOMOO(HIMIECKIMH COCTO-
STHUAMH (MyTaIysl B TeHe MPOTpOMONHA, MyTallus B T€He
MTHFR) [16].

Wurubutop aktuBaropa niazMuHorena 1 tumna (PAI-
1) sBIsETCS OCHOBHBIM (PEPMEHTOM, MOIABISIONIAM
¢ubpuHOIN3. B HacTosIee BpeMsa pa3sHBIMH HCCIENO-
BaTeNIbCKUMHU TPYINIaMH MOKa3aHa pa3iu4Has CTETeHb
B3auMocBa3u M ¢ ero reneTnyecKuMu NoauMopQu3ma-
MHU. bonbias 9yacTs HccleA0BaHUNA TPOJEMOHCTPUPOBA-
Jla YBEJTHUEHHUE PUCKA Pa3BUTHA CEPJIeUYHO-COCYINCTBIX
3a00seBaHM PH BBICOKOI KOHIIEHTpauu PAI-1 B kpo-
BH [16].

IIporpom6un (pakrop II cBepreiBanms, F2) saBnser-
Csl TIpeJIIIeCTBEHHNKOM TPOMONHA — BEIIECTBA, 3aBepIIa-
OIIETO KOaryJlsalHOHHBIN KacKaj, IPUBOAAIIETO K 00pa-
30BaHHIO TpoMmOa. Hocutenu MmyTanuu B reHe, KOIupyro-
IIEM €ro, UMEIOT TOBBIIIEHHBIH YPOBEHb MPOTPOMOMHA
B MJIa3M€ KPOBH, YTO YBEIHYIMBAET PUCK BO3HUKHOBEHHS
TpoMOO30B HE TOJBKO B MEepH(PEpHUECKUX BEHAX M BEHaX
TOJIOBHOTO MO3ra, HO U B apTepusix ¢ pazsurueM VW n
UBC, ocobenno B Moiomom Bo3pacte [17].

@axrop VII (F7) — nepBrIit epMeHT B Kackajae cBep-
TBIBAaHMSI U B TIpOLIECCE€ TeMOCTa3za HMrpaeT KIIIOYEBYIO
poib. MyTaryu B €ro reHe CrocoOCTBYIOT PUCKY pa3BH-
TUS TPOMOOTHUECKHUX cOOBITU [18].

Koarynsamuonnsiii paxrop XIII (F13) — sH3uM, 0TBeT-
CTBEHHBIN 3a KOHEYHYIO CTaJWIO B Kackajae KOaryssuu
KpOBH. MyTaIus, BBI3BIBAIOIIAS €T0 T'HIIEPIPOLYKIIHIO,
OTBETCTBEHHA 3a IOBBIIIEHNE PUCKA Pa3BUTHUS TPOMOO-
30B [19].

I'en FGB xoaupyeT aMHHOKHCIOTHYIO IIOCIEIOBa-
TeNbHOCTh OeTa-lienu (puOpMHOTeHa, 3aHMMAIOILIETO
OIHO M3 IMIaBHBIX MECT B CBEPTHIBAIOIIEH CHCTEME KpoO-
BU. 13 ¢ubpunorena odOpasyercs puUOpHH — OCHOBHOM
KOMIIOHEHT KpPOBSIHOTO crycTka. [lomumopdusm rena co-
MIPOBOXKIA€TCsl MOBBIIICHHON JKcrpeccueit. CBsI3aHHBINA
C 3TUM POCT KOHLEHTpanuu (UOpHMHOTEHa B IUIa3Me,
Jake B npejenax pedepeHCHBIX 3HAUCHUH, KOpperupy-

€T C YBEJIMYEHHEM pPHCKa BO3HHUKHOBEHMS OCIOKHEHHMH
CepIIeYHO-COCYIUCTHIX 3a00neBanuii [20].

Cpenn (axTopoB, MOBBIMIAOIINX PHUCK Pa3BUTHS
TpoM003a, OYEHb BaXKHBI T€HBI TPOMOOIIMTAPHBIX pe-
enTopoB. B naHHOM ciy4yae MpOBOAMTCA aHAIU3 Te-
HETHYECKOr0 MapKkepa I'eHa TPOMOOIUTapHOTO perlern-
Topa k xomnareny (/ITGA2 807C>T) mn ¢ubOpuHOoreHy
(ITGB31565T>C). Ilpu nedexre reHa perentopa K KoJi-
JlareHy yCHUJIMBaeTcsl MpUIIUIaHue TPOMOOIMTOB K JH-
JIOTEJIMIO COCYJOB M K APYT K APYyTY, 4TO BEAET K IO-
BBIIIEHHOMY TpoM0ooOpa3oBanuio. Ilpu ananuse rene-
Tudeckoro Mapkepa /7GB315657>C MOXHO BBISIBUTH
3¢ deKTUBHOCTD MU HE3(PPEKTUBHOCTh aHTHATPETAHT-
HOW Tepanuu acnpuHoM. [Ipu HapymeHusx, o0ycioB-
JICHHBIX MYTallMAMU B 3TUX T'€HaX, MOBBIIIAETCA PHUCK
TpoM0030B, MH(apKTa MHOKapa, WUIIEMHYECKOTO WH-
cynsra [21].

Kak ongHOl U3 mpuuuH pa3BuTUS TpoMOoduINy, Ha-
Py C pPacCMOTPEHHBIMH BbIIIE (haKTOpaMH, B MOCIEN-
Hee BpeMs BHHMAaHHE TaKXe yAeseTCs TMIeproMOIH-
creunemun (I'TLl). TomoumcTenn — THON-comepIKaas
aMUHOKHCIIOTa, MaTO(PHU3UOJIOTHUYECKH OKa3bIBaroIias
BBIPaXXEHHOE TOKCHYECKOE BO3AeHcTBHE Ha (DyHKITH-
OHMpOBaHHE JHAOTenus. lloBbIIeHHE YPOBHA TOMO-
IIUCTENHA B KPOBM BBI3BIBAET BHIPAKEHHBIH aTeporeH-
HBIH U TpomOoreHHBIN 3QdexTt. HopmanasHOe comepxa-
HUE TOMOIMCTEHHA B IUIa3Me€ KPOBU cOCTaBiseT 5-12
MKMOJB/T. JIeTKO! CTENeHbI0 TUIEePTOMOLUCTENHEMUN
cuurtaercs 15-30 MxMonb/1, cpegHeil crenenpo — 31-
100 mxmounb/1, a Tsxkenoi — 0oaee 100 mxmons/i1. Haun-
Oosnee pacnpoCTpaHEHHBIM (DEPMEHTHBIM Je()EKTOM,
KOTOPBIM CBA3aH C MoBbloIeHHMEM YpoBHs I'll, sBiser-
Cs MyTalus I'eHa, KOIUPYIOIIEero MEeTUJIEHTETparuapo-
¢onarpenykrazy (MTHFR), a Takxe MeTHOHMHCHHTa-
3y (MTR) u penykrazy MTR (MTRR), ygacTByromue B
¢onaTHOM IMKIEe U MeTabonu3Me romouucrenna. Omy-
OMMKOBaHHBIE MO JAHHOW TeMe JaHHBIE MO3BOJSIOT C
OoJbIION 10JIel BEpOATHOCTH yTBEPIKIaTh, YTO OIMCAH-
HBbIe HapyIIeHUs CIIOCOOCTBYIOT Pa3BUTHIO aT€pPOTPOM-
603a [22].

OO6cnenoBanne Ha HaJU4MEe HACIEACTBEHHBIX TPOM-
6o¢mnmii y manueHnToB ¢ MM HeycTaHOBIIGHHOW 3THO-
noruu 1o kputepusim TOAST nposonutcst B HUM-KKbB
Nel umenn mpod. C.B.Ouamosckoro ¢ 2014 roga. Hamu
MpoaHaIu3upoBaHbl AaHHble 188 maruenToB (123 myx-
9iH U 65 XKeHIIuH) B Bo3pacte 18-45 met (cpeanuii BO3-
pact coctasuin 37 £7,4 net). Auarao3 MU Bo Bcex cimyua-
sx moaTBepxaeH KT w/mmu MPT romosHoro mo3ra. Tak-
K€ BCeM OOJIbHBIM MPOBECH KOMIUIEKC JJaOOPaTOPHBIX U
WHCTPYMEHTAIbHBIX 00CIIeI0OBaHUM, BKIIOUArOIU 00-
IMH aHaJIu3 KPOBH, KOATYIOTPaMMY, arperaryio TpOM-
00IUTOB, OMOXMMHUYECKUN aHATH3 KPOBH, HCCICTOBAHNE
AQHTUTEJI K KapANOIHUINHY, BOMTYaHOYHbIH aHTHKOATYJISHT,
MapkéEpbl BACKYJIUTOB, romouucren, RW, uccnenosanue
Ha BUY, OKI, TpumiekcHoe CKaHHpOBaHHME Opaxuolie-
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(anbHBIX apTepuii, axokapauorpaduro. Pe3ynsrare ana-
nu3a MPeICTaBIeHBI B Ta0muIe 2.

Tabnuua 2
PacnpocTpaHeHHOCTh reHeTHYECKUX (PAKTOPOB,
00yCJIOBJIMBAIOIINX HACTEACTBEHHbIC TPOMOODHINT

FeHeTpE- Berpeua- | T'omo3urornoe | I'erepo3urornoe

YeCKHUii- €MOCTb, COCTOsIHHE, COCTOsIHHE,

daxTop % KOJHYeCTBO KOJIMYeCTBO
NALNHEHTOB MANAEHTOB

PAI-1 65 47 77

MTHFR 234 7 37

F2 10,1 2 17

FGB 25 9 38

1TGA?2 42,6 10 70

ITGB3 27,7 9 43

F5 1 - 2

Fi3 37,2 9 61

F7 15,4 1 28

MTR 17 6 26

MTRR 29,8 19 37

MyTanuu B T€HE WHTHOHWTOpa aKTHUBATOpa IUIA3MU-
HoreHa (PAI-1) BeisBieHbl B 65% cmydaes (47 marmeH-
TOB B TOMO3WTOTHOM COCTOSIHWHM, M3 HHUX ITaTOJIOTHYe-
CKHX TOMO3UTOT 16, 77 — B TETEpO3UTOTHOM), B TCHE ME-
TuneHTerparunpodonarpenykrassl (MTHFR) B 23,4% (7
B TOMO3HUTOTHOM COCTOSIHWH, 37 — B TE€TEPO3UTOTHOM), B
reHe nporpomobuHa (F2) B 10,1% (2 B TOMO3HUTOTHOM CO-
cTostHUH, 17 — B TETEpO3UTOTHOM), B TeHE (UOpUHOTE-
Ha (FGB) B 25% (9 B TOMO3UTOTHOM COCTOSIHUH, 38 — B
TeTEepO3UTOTHOM), B TeHe UHTerpuHa ansda-2 (I7TGA2) B
42,6% (10 B TOMO3UTOTHOM CcOCTOSTHWH, 70 — B TeTepo3u-
TOTHOM), B TeHe uHTerpuHa Oeta-3 (ITGB3) B 27,7% (9
B TOMO3WTOTHOM COCTOSTHUH, 43 — B T€TEPO3UTOTHOM), B
rere dakropa V (F5 wim «vmytamus JletineHna») B 1% (2
reTepo3uroTsl), B reHe ¢axropa XIII (F13) B 37,2% (9
B TOMO3HWTOTHOM COCTOSIHHH, 61 — B T€TEepO3UTOTHOM), B
rene ¢axropa VII (F7) B 15,4% (1 B TOMO3UTOTHOM CO-
CTOSIHWH, 28 — B reTepo3urotHom), B rene MTR B 17% (6
B TOMO3WTOTHOM COCTOSIHHH, 26 — B TETEPO3UTOTHOM), B
reae MTRR 29,8% (19 B TOMO3UTOTHOM COCTOSTHUH, 37
— B reTepo3urotHoM). [loBriienne ypoBus ¢GudOpuHOTE-
Ha (BbIe 4,0 /1) BeIsABIEHO Y 34% 00CIeI0BaHHBIX, U3
HUX Hajauuue MyTtauuu B reHe FGB y 15 u3 64. T'unepro-
MOIIFCTEHHEMIS oTMeueHa y 25,5% obcnenoBannbix (40
MalUEeHTOB C TUIIEPrOMOLIMCTEMHEMHEN JIETKOM CTeneHH,
8 — co cpenneii crenenpio). M3 HUX ¢ MyTalusaMu B TeHax
¢domaraoro mukia 11 manuenTos u3 48.

Myranus B OJHOM reHe BeTpeuanach y 8% MalueHTos,
B IBYX TeHax —y 16%, B Tpex u Oonee —y 76%. Haubonee
9acToO BCTpedaeMasl MyTalnus, 10 HallliM JIaHHBIM, Oblia B
TeHe MHIHOWTOpa aKTHBaTopa IiasMuHoreHa (PAI-1).
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BoiBoabI

Hannuue onmmcaHHBIX MOTUMOP(GU3MOB B OOJBIIHH-
CTBE ciiydaeB TpeOyeT HaszHa4deHHs C MPOQIIIaKTHIE-
CKOW IIeJIbI0 aHTHKOATYJISHTOB, aHTHArPETaHTOB M BH-
TaMWUHOB Tpynmbsl B B couetanmm ¢ ¢oimeBoil KucIio-
toii. [lpuBeneHHbIC NaHHBIE CBHIECTEILCTBYIOT O HEOO-
XOIMMOCTH TIPOBEJCHHWS CKPWHUHTAa Ha HACJIeICTBEH-
HBIe TpoMOo¢mmu Bcem maruerntam ¢ UM B Bo3pacte
muajue 45 net, a Takxke cpenu nanueHtoB ¢ MU ney-
CTaHOBJICHHOH 3THOJIOTHH C IEJBI0 pa3paboTKH BTOPUY-
HOW MPOHUITAKTHKH.
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