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Pesrome.

O cKIoOHHOCMU K NAMON02UHEeCKOMY MpomMO0o0Opa3oeanuto y oemeil 2060pAm Npu HAIUYUU Y HUX 2€HO8
mpomboghunuii. OOHako 01 Gopmuposanus mpomMOOMUUECKo20 Npoyecca HeoOX00UM HeKUll NycKOoGou
mexanuzm. M36ecmen yenvlil psao maxkux mpuzeepos, 00CmMamoyHo XOpOULO U3YUEHHbIX ) 63POCIbIX HAYUEHMOS,
HO cpedu 0emcKo2o HaceleHus ungopmayuu maio. B cmamve npuseden nayunsiii 0630p no mpombogunuu,
npeocmasgieHvl 0bujue NOI0NCEHUs, 0CBeleHbl OaAHHbLE HEKOMOPLIX UCCIE008AHUL POCCULICKUX U 3APYOEHCHBIX
aemopos, akyeHm 6 cmamuve cOelan Ha mpoMoOOMmuYecKue COCMOAHU U mpuezepsl y Oemell.
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Abstract.

Children have thrombosis in the presence of thrombophilia genes. A trigger mechanism is needed for the
thrombotic process. Triggers are known in adult patients, but there is little information in children. The article
contains a scientific review on thrombophilia. The general provisions and data from some studies by Russian
and foreign authors are described. The article focuses on thrombotic conditions and triggers in children.

Keywords: thrombophilia, thrombosis, thrombophilia genes, thrombosis triggers, children

Bsenenue.

TpomboTHUYeCKue OCIIOKHEHHs BCTPEUAlOTCsl B MAaTOreHe3e MHOTUX 3aboneBaHuil. Y gereil, B OTIMYUE
OT B3pOCIBIX, YAaCTOTa BCTPEYAEMOCTH TPOMOO30B HEBEIHMKA, OJHAKO CHUTyallus Haunbosee TparnyHa. Ha
HEOHATAJHHBIN MEPUOJ MPUXOAUTCS 0KoJo 12% u3 Bcex cirydaeB TPOMOO30B, BCTPEUYAIOIIMXCS B IEAUATPHH, a
3TO JaleKO He MAJICHbKHU MPOIICHT ISl TAKOTO KOPOTKOTO Mepro/a )KU3HHU denoBeka; oT 1 mecsua go 10 net
TpoMObooOpaszoBanue Gukcupyrorcs B 50%; ot 10 mo 18 net — okono 38% Bcex TPOMOOTHUECKUX COCTOSHUH Y
nerel. YCTaHOBJIEHO, 4To 0Koj0 70% Bcex ciydaeB TPoMO030B 00YyCIIOBIEHBl T€HETUYECKUMH MPUUYNHAMH —
HaCJIe/ICTBEHHOH MPeIpacoioxKEHHOCTbIO (HaIu4YKie reHoB TpoMOoduimii), Ha poHe KoTopoii MproOpeTeHHbIE
(bakTophl UTPAIOT MPOBOIUPYIONIYI0 posib. K TpUTTepHBIM MeXaHHU3MaM OTHOCST IENbIH SNl COCTOSHUH,
AKTUBUPYIOLIUX CHCTEMY TeMOCTa3a, IPHU KOTOPBIX (GOopMHUpYyeTcs H30BITOYHBINA Mpolecc 00pa3oBaHUS
TPOMOOB, U HET BO3MOXKHOCTH Y OpraHU3Ma MPEA0TBPATUTH (PaTalbHOCTh CUTYAIIUU.

Oobcyxnenue.

Tpombodmins — cocTOSHUE C MOBBIIMIEHHONW CKIOHHOCTBIO K TpoM0Oo03aM, AEOIOTHPYIOLIMM B MOJIOIOM
BO3pacTe, NMPU HAJIUYMUU OTATOILIEHHOTO CEMEMHOro aHamMHe3a, M HMerollee 0ojiee BBIPAKCHHYIO CTEIEHb
TSOKECTH TpoMO03a, KOTOpasi He COOTBETCTBYET BBI3BABIIIUM €€ IPUYUHAM, IPU ITOM OTMEUAETCs CKIIOHHOCTh
Kk peuuauBupoBaHuio [1]. Tepmun TpoMOoduIvs MOSBWICS CPaBHUTEIBHO HENABHO, OKOJO TPHUIIATH
net Ha3ang — B 1995 romy, ero mpeanoxuna Bcemupnas opranusanmeii 3apaBooxpanenus (World Health
Organization, WHO) coBmectHO ¢ MexayHapoaHbiM oOmiecTBoM TpomOo3a U remoctasa (International
Society on Thrombosis and Haemostasis, ISTH). BriepBbie 0 ckJIOHHOCTH K TpoM003aM YIIOMUHAJIOCH €Ile
B 1965 rony O. Egeberg, onucaBmmmM HacneactBeHHbl aeduuut antutpomOuna I (AT-II) [2]. TTo3nuee
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OBLITH OTKPBITHI Jipyrue (Gopmer TpoMmOodunmit: nedumur nporerna C u S B 1981 u 1984 rogax, B 90-x —
myTtanus Jleinen u nporpombuna G(20210)A, npomoipkaeTcs MOCTyIUICHHEe WH(POpPMAIUK 0 HOBBIX (hopMax
TpoMOOUINi, HampuMep, TOMOLUCTUHYPHUS, TUIIEPTOMOIMCTEUHEMHUS B CBA3H C Je(heKTOM (epMEeHTOB,
YY4acCTBYIOIIMX B METAa0OIM3Me METHOHWHA, Obuta omucaHa B 2022 1. 3a Bce BpeMs HCCIICOBAaHUHN TpyIIna
TpoMOOUINI 3HAYUTENBHO paciupuiack. Equnolt knaccudpukanum TpoMOOQUINi B MUPE Ha CETO/IHS ellle
He cymecTtByeT [3—11]. B paborax A.Il. MomoT umeeTcst cucteMaru3ariys 1mo hakropam TPOMOOTEHHOTO PUCKA.
K HHM OH OTHOCHT MOCTOSIHHBIE (TEHETUYECKHU OOYCIIOBICHHBIE) U BPEMEHHbIE (BTOpUYHBIE, JEHCTBYIONINE B
oTpe/ieTICHHBIN MPOMEXKYTOK BPEMEHHU ) OTKIIOHEHUS U UHIUBUAYaTbHbIE OCOOCHHOCTH YeJIOBEKa, CIIOCOOHbIE
B Pa3JIMYHBIX COUETAHUSX MPHUBECTH K Pa3BUTHIO TPOMOOTHYECKON TOTOBHOCTH M B MOCIEAYIOIIEM — K
MOSIBIIEHUIO TPOMOO30B, TpoMO0IMOONMiA, umemuii 1 uHGApKTOB opraHoB. OAHAKO JaHHOE pas/elieHHe
SBIISIETCS YCJIOBHBIM, TaK KaK MHOXKECTBO TPOMOO(PMINYECKUX COCTOSHUNA MOXKET UMETh JBOICTBEHHYIO
npupony. Hampumep, AeQHUIMT €CTECTBEHHBIX AHTUKOATYISIHTOB — aHTUTpoMOuHA, mpotenHoB C u S,
MOKET UMETh TEHETHUYECKYIO MPUYNHY, & MOXKET OBITh CJIE/ICTBUEM MEYEHOUYHON HEAOCTaTOYHOCTH, CETICHUCa,
reMoInann3a, XUMHOTEpaliui 1 MHOXKECTBA JAPYTUX 3a0oaeBaHmil. [‘eHeTnuecku o0ycIoBIeHHbIC HAPYIIICHHS B
CUCTEME T'eMOCTa3a ONPEAETSIOT TEPMUHOM ‘‘HaciencTBeHHas TpoMOodminsa”. K HUM oTHOCSTCS: eiaeHCKas
MyTanus reHa ¢akropa V, mytamus V617F rena sayc-kuHasel 2 tuna (JAK 2), momumopdusm G20210A
reHa nmporpom6buna, mytanus Padua rena daxropa IX, momumopduzm A1298C rera MTI ®P, momumopduzm
C10034T rena ramma-tienn ¢uOpuHOTeHa, moaumopdusm Leu34Val rena dakropa XIII, momumopduzmbl
TeHOB: HJIOTEIUANBHOTO perentopa nporerHa C, mpotenHa S, UHrHOUTOpa MPOTENH Z-3aBUCUMOM MPOTEa3bl,
TpoMOOMOJTyJIMHA, JUIONpOTerHa(a), MpoTeasbl, pacimervissone ¢akrop Bumnebpanga (ADAMTS13),
KanpeTtukynuHa u apyrue. K tpomOGodumusM, KOTOpble CBsSI3aHBI C BBICOKUM M OYEHb BBICOKUM PHCKOM
TPOMOOTHYECKHX OCJIOXHEHUMN, CErOAHs OTHOCAT HacheAcTBeHHBIN neduiut AT-III, nedunut mporenHOB
C u S, romo3urotraelie Gopmbl MmyTaruu V ¢akropa Jlerinen [FV A(1691)A], MmyTanuu reHa nmpoTpoMOMHa
[FIT A(20210)A], a Takxe KOMIAyHA-T€TEPO3UTOTHOCTh UX [12, 14—15]. I1o qaHHBIM aBTOPOB pa3HBIX CTPaH,
BCTPEYAEMOCTb 3TUX (HOPM TPOMOOP NI 3HAYUTETHHO BAPbUPYET U 3aBUCUT OT ITHUYECKUX TPy, UICTUHHAS
pacipoCTPaHEHHOCTh KOTOPHIX HEM3BECTHA. B pa3NW4HBIX perHoHax MHUpa HacJeICTBEHHBbIE TPOMOO(PHINU
MOTYT UMETh Pa3HbIe YPOBHH PACIIPOCTPAHEHHOCTH U 3a00JI€BAEMOCTH. ITO MOXKET OBITh CBS3aHO C PACOBBIMU
TeHETUYECKUMHU DPA3NIUYUSIMU WK (HEHOTUIIUYECKON HJKcrpeccueit 3aboieBaHMs, BbI3BAHHOW H3MEHEHHEM
dakTopoB okpyxarwmei cpenbl. Tak, Hampumep, reH nporpomOuHa G(20210)A BwisBnsiercs B 0,7-6,7%,
nedekr rera dakropa V B nmozunuu 1691 ects y 4-15% nacenenus. ['omo3urotnas ¢opma MyTanuu reHa
MPOTPOMOMHA OYEHb PEIKasl MaToJOTHs, MOXET BBIABIATHCA B 1 cimydae Ha 100 000 yenoBek, mosToMy
TpomboTudeckune pucku reHoruna FII A(20210)A u3ydensl mioxo. B To BpemMs kak TOMO3UTOTHBIN BapHaHT
mytauuu Jleinen onpeaensercs vame — 0,09-0,5% ciyyaeB, mpu 3TOM PHUCK pa3BUTHS OCTPOrO BEHO3HOTO
TpoM0Oo03a Bo3pacTaeT A0 19,3 pas, a mpu BO3AEHCTBUHN JONOJHUTENBHBIX (DaKTOPOB pHUCKa, HATPUMED, IpUEM
HEKOTOPBIX JIEKAPCTBEHHBIX CPEACTB (ICTPOTeH-COAEPIKAIINX KOHTPAIIENTUBOB), HAIMYNE OEPEMEHHOCTH WU
TpaBMbI pucK yBenuduBaercs B 35—80 pa3 [11-14]. B nureparype ecTh onucanne KOMIayH/1-reTepo3UroTHOCTH
FII G(20210)A mmoc FV G(1691)A, mo nmaHHBIM 3TOTO HMCCJIENIOBAaHUS BCTpeUaeTcs B 22 ciyyasx Ha
100 000 ugenosek [11]. I'pynna aBTOpOB AJTAMCKOTO TrOCYIapCTBEHHOTO MEIMIIMHCKOIO YHUBEPCHUTETA W
HannoHanpHOTO MEIUIIMHCKOTO HCCIEN0BaTENbCKOro HeHTpa remaronorun M3 PO, r. bapnayna nposena
paboTy MO MHOTOIIEHTPOBOMY MPOCHEKTUBHOMY HAOIIONATEIbHOMY HCCIENOBaHNIO, BKiIroyaromiemy 80
HocuTesel peakux reHetudeckux dopm Tpomoodunmii: FVL A(1961)A (n = 31), FII A(20210)A (n=10) u
xommayHa FII G(20210)A+FVL G(1691)A (n=39) u ycraHOBMIIa CBSI3b Pa3BUTHS TPOMOOTHUECKUX COCTOSTHUI
co cHmkeHueM Hopmanm3oBaHHoro otHomeHus (HO) mpu omenke APC-pesucrentHoctn (APC-R) kak y
TOMO3UTOTHBIX HOcuTene myTtanuu Jleinen (Me = 0,35; 95% JI1 = 0,31-0,37 mo HO), Tak 1 reTepo3uroTHBIX
komrayHnoB (Me = 0,43; 95% JAU = 0,42-0,45 no HO). Taxoit nabopaTopHblii MOHUTOPUHT MAIIMEHTOB C
penkumu (opMaMu reHeTHYECKUX TpoMOoMInii MO3BOIMI OOpPAaTUTh BHUMAHKE HA TPYIIITY JIUI] C BBICOKUM
TPOMOOTEHHBIM PUCKOM, KOTOPbIE HYKJIAIOTCSI B IPOJIOHTUPOBAHHOM MpodunakTuke Tpombo3a [14].

Cpenu IeTCKOro HaceleHusl paclpoCTPaHEHHOCTh TPOMOO( I BO BCEM MHpE J0 CUX MOp U3ydeHa ciabo.
B Poccun »T1oii mpobiemoii 3aHUMAIOTCS HECKOJIBKO HCCIeOBATeIbCKUX 0a3, HO €IUHOTO HM3y4YeHUs I10
BCE CTpaHe elle He MPOBOJWIOCH, TaK k€ Kak U cpedu B3pocioro HaceneHud. [lo manasim Momor ATl u
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COTPYIHUKOB MHCTUTyTa XUMHUYECKOH Omonornu u (pynaamentansHoit Mmeauinabl CO PAH, nmpoBomuBimmx
KIMHUKO-TeHeTn4eckue uccienoBanus ¢ 2010 mo 2013 rr. y 1 306 nereit-moapocTkoB B Bo3pacte ot 15 g0 16
JIET, B CIy4ailHON BBIOOpKe O€3 SIBHBIX MPU3HAKOB MATOJIOTUH, YCTAHOBUIIN, YTO HOCUTEIHCTBO XOTS OBl OJHOMN
W3 YeThIpeX TPOMOOTEHHBIX MyTaluii uiau nomuMopdusmos (dpakrop V Jlerigen (1691), FII (20210), PAI-1
(=675) u MTT'®P) Bctpeuaercs B 94,3%. bbio mokazaHo, 4To, UMes JaHHBIE MYTAallUHU, I€TH HE UCTIBITHIBATIN
npo0Gem co 310poBbeM [15].

Ha ceroanst ycraHoBieHO, 4TO OONBIIMHCTBO JIOEH — HOCUTENEH MOCTOSIHHBIX WM BPEMEHHBIX (haKTOPOB
pucka TpomM0O3a HE CTPaJaroT MMH Ha MPOTSHKEHUHM JKU3HU, XOTS U UMEIOT BEPOATHOCTH PAa3BUTHUS ITOU
natojorun [16—19]. M3BecTHO, 4TO mJis peanu3anid TPOMOOTHUYECKOW KaTacTpodbl HYKHBI TPHUITEPHBIC
MeXaHU3MbI. TPUTTEpPOB B HCTOYHHMKAX JUTEPaTypbl OMUCAHO JOCTATOYHO MHOTro. Cpenu HUX TpaBMBI,
JUTATENbHAsT UMMOOWIN3AIMS, XUPYPTUUECKHUE BMEIIATENbCTBA, KaTeTepu3allds COCYI0B, WHGEKIHOHHBIE
3a00NIeBaHusl, CEIICUC, OHKOJIOTHSI, ayTOUMMYHHbBIE 00JI€3HU, OEpPEMEHHOCTh, OKUPEHUE, MMPUEM HEKOTOPBIX
JIEKapCTBEHHBIX CPEICTB, HAlPUMEp TIIIOKOKOPTHUKOCTEPOUAOB, ICTPOTEHOB (OpajbHBIX KOHTPALCNITUBOB),
XUMHOTepanus u Apyrue [ 16-26]. Y B3pocibIX MycKoBbie ()aKTOPBI OMMMCAHBI Pa3HBIMH aBTOPAMH JOCTATOYHO,
B TO BpeMs Kak B MeJUaTPUUECKON MpakTuke uH(opManuu nmouty HeT. EcTh naHHbIe, 4TO y AeTeil Hanbolee
pacipoCTPaHEHHBIM PUCKOM TPOMOOSMOOJMH JIETOUHOM apTepuu SIBISETCS IeHTpajbHas BEHO3Has JIMHUS
[16—-17, 27-28]. Ha HeoHaTalbHBII NEpUONl MPUXOJUTCS B cpeaHeM okojio 12% Bcex TpoMOO30B JIETCKOTO
Bo3pacta. [Ipu Hanu4uu kareTepa B MyHOYHON BeHE TPOMOO3bI pErHCTPUPYIOTCS C 4acTOTOM 29%, a B MynoYHOH
aprepuu (Mo naHHBIM ayToricuit) — 10 28%. [lpu Ha3HaueHMM KaTeTepu3aluu Ccepjlla C JUarHOCTHYECKOi
Wi jedeOHoil 1enpio TpoMObl Bo3HHKAIOT y 40%, mpu sToM 38% W3 HUX — 3TO AETH C T€HETUYECKOH
npenpacnonokeHHocThio [27-33]. Ot 1 mecsna g0 10 net TpomOo3bl BeisBIAOTCS B 50% OT Bcero umcna
TpoMO00Opa30BaHMs B JIETCKOM Bo3pacte, U3 HUX 110 95% — 310 metu ot 2 g0 12 mecsies, u okoio 5%
MpUXoauTcs Ha Bo3pacT oT 3 no 10 net. YacTeiMu (hakTOpaMu pucka TpoMOO30B B 3TOW BO3PACTHOM TpyIIe
SBIISIOTCS XUPYPTUYECKHE BMEIIATeNbCTBA, MH(EKIIMOHHBIE 3a001€BaHMsL, JIEHKO3bI, IOPOKH CEP/IIA U IPYyTHE,
MIPY JICUEHUU KOTOPBIX YCTAaHABIMUBAIOT IEHTPAIBHYIO BEHO3HYIO JIHMHHIO. Y AeTeid 11 neT u crapiiie 3TOT puck
Takke cocTapisieT npumepHo 50% oT Bcero unciaa TpoMOO30B, MPUXOAAIINXCSA Ha JETCKUN nepuoa. B stom
BO3pacTe IMPOUCXOIUT YCUJIeHHE 00pa3oBaHHs TPOMOWHA, CHIKEHHE MHTHOUTOPOB CBEPTHIBAHMS KPOBH,
a Tak)Ke MPUOOPETAIOTCS TaKhe BPEIHbIe MPUBBIUKH, KaK KypeHHe. Y JIeBOYEK C HA4allOM IOJIOBOM KH3HU
YBEITMYUBAETCS PUCK TPOMOO30B BCIICCTBHUE MPUEMa OpajbHBIX KOHTpalenTusoB [16—17, 21,23, 31-36, 38].
JlnarHocTHuecKne aaropuTMbl, K COXKaJICHHIO, HE YHU(PHUIIMPOBAHBl. ABTOpAMHU Pa3HBIX CTPaH MPUBOIATCS
METOIbl TUAarHOCTUYECKOTO MOUCKA, OTHAKO HET €IMHBIX Ha CETO/IHS YKa3aHUil M0 MPOBEICHHUIO 00CIe0BaHuUS
Ha HacIeACTBEHHBIC M TpHOOpeTeHHbIe Gopmbl TpomOodmmmii [18, 23, 26-30, 34, 37-38]. Takxke HET U
YeTKUX YKa3aHHUH MO BEJICHHIO MAIMeHTOB, 0coOeHHO B meauarpuu. B Poccuu cymectByroT (denepaibHbie
pPEKOMEHJAINU 110 OKa3aHUI0 MEAMIIMHCKOM MOMOIIU AETAM MPU TPOMOOTHUECKUX cuTyanusax [38], omHako
OCTaeTcs elle MHOTO BOIIPOCOB IO JAHHOM TeMe.

BriBona.

Taxum 06pa3oM, u3yuas HICTOYHUKH JIUTEPATYPhI, IPUXOUM K BEIBOJTY, YTO T€HbI TPOMOOGMIHIA BCTpedaroTcs
JOCTaTOYHO YacTO B JETCKOW MOMYJSIMK, TPUTTEPHBIX MEXaHHW3MOB B Psijie CIlydaeB CIIOKHO H30eXarh,
MOCJIEZICTBUS TPOMOOTUYECKUX OCIOKHEHUI O0Jiee TparudHbl 110 CPAaBHEHHUIO CO B3POCIBIMU NarueHTamu. J{o
CUX IIOp HET €UHOMN KJTaccu(UKALIUU, HET padOT 110 BBISIBJICHHUIO BCTPEYAEMOCTH HACJIeICTBEHHBIX TPOMOO Uit
Ha Bceil Tepputopun PD, Hen3BeCTHO pacnpoCTpaHEeHHE TeHOB TPOMOOPMINN Cpeay CIaBIHCKOW TPYIIBI U
MaJblX HapOJHOCTEH, MPOXKUBAIOIINX B TECHOW CBS3M B pa3HbIX pernoHax Poccum. Takxke He BCTpeyaroTcs
paboThl, yKa3bIBaIOIINE HA COMOCTaBICHHE O0COOEHHOCTEH TEUEeHHUS U pPHCKa TPOMOOTUYECKUX PELUIUBOB Y
JIeTel CO BTOPUYHBIMH U UAMONATHYECKUMH TPOMO03aMu, KOTOPBIE CKIIOHHBI K PeLIUTUBUPOBAHUIO U IPUBOISAT
K TSDKEJIBIM TMOCIENCTBUSAM. Tema TpoMmOodwminii uype3BblYaiiHO Ba)kHa M TpeOyeT W3ydeHHus, 0COOEHHO B
MeANaTPUUECKOM MpaKTUKE, Bellb 37I0POBOE MOKOJIEHUE — 3TO Oy/ylee Halleil CTpaHbl.

Ceéedenusn o exknade asmopa 6 pabomy.

bormanosa A.C. — 100% (pa3paboTka KOHIETIIIMH M JTU3aiiHA WCCIEAOBaHMS, COOp JTaHHBIX, aHAIHW3 M
WHTEpIpETaIus JTaHHbIX, aHAIN3 JIUTEpPaTyphl MO TEME HCCIIEIOBaHMs, HAaTMCAaHWE TEKCTa CTaThH, HAyYHOE

80



IHMU 3abalikaabCKuii MEAMIMHCKHI BeCTHHK, Ne 4/2024

peNaKTUPOBaHUE, TEXHUYECKOE PEaKTUPOBAHUE, YTBEPKICHHE OKOHYATEILHOTO TEKCTa CTAThH).
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