TPOMBO®UWJINS Y JETEN: UTO U KOI'TA HEOBXO/JUMO TECTUPOBATD ?
Menpauk A.A., kK.0.H.

Tpomboduus - HACIECTBEHHOE WIH MPUOOPETCHHOE COCTOSIHUE, XapaKTepU3yIoeecs Ipe3-
MEPHOH CKJIOHHOCTBIO K TPOMOOOOPa30BaHMUIO B KPOBEHOCHBIX COCYJaX C PAHHHUM BO3PACTHBIM
HagasioM (1). B xmaccuueckom moHMMaHUU TpoMOO(HIHs HE ABIsieTCS OOJE3HBIO U MOXKET TPO-
SBIIATHCSA B BUAE TPOMOO30B WM AJUTEIHLHO MPOTeKaTh OeccuMmnTomMHO. TpoMOooOpazoBaHue,
M0 CYIIECTBY, SIBJISIETCS HOPMAJIBHBIM TPOIIECCOM, KOTOPBIN MPEMSITCTBYET H30BITOYHOMY HCTE-
YeHHUIO KPOBH B MECTax MOBpexaAeHUs cocyaa. OmnHaKo, Korjaa TpoMOOTHYECKHI MpoIlecc CTaHo-
BUTCSl M30BITOYHBIM, TOT/Ia OH TMPEJACTABISET y)Ke MaTojorudeckuii Tpom6o3 (2). HecmoTps Ha
TO, YTO TPOMOOTHYECKHE COCTOSHUSA 3HAYUTENIBHO 4Yallle BCTPEYAIOTCS Y JIMIl CTaplIero
BO3pacTa, HaJIu4ue TpoMOO(UINN MOKET UMETh MECTO B IETCKOM BO3pacTe, HAuUMHas C Iepruo/ia
HOBOPOX-JACHHOCTH.

PacnipocTpaneHHOCTD.

K nacrosiiiemy BpeMeHHU BBISBICHO OKOJIO 20 pa3audHbBIX (GOpM TPOMOO(PHINU, KOTOPHIE MOTYT
BHOCUTBH OTIPEJICIICHHBIM BKJIaJ B pa3BUTHE TPom0O030B. BeHo3HBIH TpomOosMOomu3Mm (BTD)
00BEIUHSIET JiBa CBSI3aHHBIX JPYT C APYroM 3a00JeBaHUs - TPOMOO3 TIIyOOKHX BEH M TPOMOO-
SMOOJIHIO JIETOYHON apTepuu U SIBISETCS MHOTO(AKTOPHBIM 3a00JIEBAHUEM B Pa3BUTHUU KOTO-
pOro y4acTBYIOT KaK HAacCJIE€JICTBEHHBIE, TaK U MPUOOPETEHHbIE (PaKTOPBI, B TOM YHCIIE TPOMOO-
¢bunus. BeHosHbIi TpoMO03IMO0IM3M BCe yalle BCcTpevyaercs y Aeteld. Tak, yactora TpoMOO030B Yy
neteit B nepBoie 6 mecseB xu3Hu coctaisieT 5:100 000 noBopoxaeHHbIX (3). B 1990 - rogax
3aperucTpupoBaHHas 3aboneBaemocTh BTD y nmereit xonebanacy ot 0,07 mo 0,14 wa 10 000 B
rog (y B3pocabix 10-15 Ha 10 000) u cocraBnana 5,3 Ha 10 000 rocnuranuzanuii (4-6). 3a
nocieHue aecatuneTus 3adoneBaemMocth BTD y nereit 3HauntensHO yBenuuwiach (7,8). 3T1o
yBEIMUEHUE HAOIIOMACTCS BO BCEX BO3PACTHBIX KATETOPUAX W MPHUBOJIUT K Pa3BUTHIO
nocTTpoMOoTHYEeCKOTO cuHapoMa y 12,4 % u vyacrote peruauBoB y 8,1 % nanueHToB (9).

Hcrtopus.

Briepseie BTD 6bu1 onucan yuensim Briggs eme B 1905 rony. JlaHHBIE 3TOrO HMCCIIeOBaHUS
ob6omensl Jordan F. u Nandorff A. B 1956 1t (10) (xots u 6e3 moHWMaHUsS MATO(DUINOIOTHHI
camoro mporecca). [Tozxe B 1965 1. Egeberg O. (11) mabmogan cempro u3 Hopmeruu c
HacaeacTBeHHBIM JedunmuroM antutpomOuHa I (AT III) u pexyppenTHbIM TpoMOO30M. B 3TOM
cembe, 45-eTHAs KEeHIMHA U ee 12-TeTHUil ChIH ObTM OJJHOBPEMEHHO TOCHUTAIM3UPOBAHBI C
TPOMOO30M HIKHUX KOHEYHOCTEH. DTO ObUT ciyuyail, KOTJa BIIEPBBIE YBUIEIU CBSI3b MEXKIY
CHIDKEHHOHM KOHIIEHTpalueil MPHPOJHOTO AHTUKOAryJsHTa W HACJIEJICTBEHHBIM TPOMOO30M.
[Toutn 20 ner cmyctsi oOHapykeHa CBs3b Mexay Aedunurom nporenHa C m S U CeMEWHBIM
TpoM6bo30Mm (12,13). TlepBoro pebenka ¢ romo3uroTHeM npotenHoM C omucanu Branson H. u
ap. B 1983 r. (14). B 1990 romax oOHapyKeHHWE PE3UCTEHTHOCTH K MpoTenHy C IMOJI0KHUIIO0
Hayajlo MccienoBaHuio Mytaiun Qakrtopa V (daxtop Jleiinena), koropas nmpeacraBiser coOon
OJIHOKPATHYIO 3aME€HYy TJIyTaMUHOBOM aMHWHOKHMCIIOTHI HAa acraparuHOBYIO B moJioxeHuun S5006.
OTO mepBbId M3YUYEHHBIH TPOMOODUIBHBIN Ae(eKT, KOTOPHINA BBI3BIBAN YCHICHHE KOATYJISIMU
WM, TpaBWIbHEE CKa3aTh, CHW)KEHHUE AHTUKOAryJsSHTHOW akTUBHOCTH (15,16). Toueunas
MmyTanus B 3¢ HeTpaHciaupyemoil obnactu F2 rena mporpom6Ouna nin F2 G20201A myranms,
CBSI3aHHAsI C TOBBIIIICHHBIMH YPOBHIMH ITUPKYJIHUPYIOMIETO MpOoTpoMOrMHA oOHapykeHa B 1996
roay (17). Unentudukanus 3TuX U Ipyrux HACJIEICTBEHHBIX 1e()EKTOB NMPHUBEIU K 3HAUYUTEIb-
HOMY YBEJIMUYEHHUIO KOJUYECTBA OMNpEIeNeseMbIX CllydaeB TpoMOOGMINU 32 MOCIEAHHUE TOJbI
(18). B manpHelimeM ObLIO OTKPBHITO MHOXKECTBO T'€HETHUYECKHX MyTalui, 00yCIOBIMBAIOIINX
TUcHYHKIMIO (HAaKTOPOB TEMOCTa3a, AHTUKOATYJSIMH HW (UOPHHOIN3a M  OOBSCHSIOIMINX
CKJIOHHOCTb MHMBHIyYMOB K TOMY WJIK HHOMY BUIY TPOMOO(HINH B acrieKTe pucka Tpom0o3a.
Ponb MHOTHX M3 HUX MPOJOIDKAET M3YYaThCs, TaK KaK MX UCTHUHHOE 3HAaYeHHE B TPOMOO0Opazo-
BaHUM JI0 KOHIIA HE SICHO.



IIaTorene3 Tpom0030B y aeTeii.
[TaTorene3 TpoM0O030B MOYTH BCET1a KOMIUIEKCHBIN. DMN30bI TPOMOO30B Yy JIeTE BO3HUKAIOT B
CJICICTBUE COUYETAaHHOI'O BO3/IeHCTBUS HACJIEACTBEHHBIX U puoOpeTeHHbIX (akTopos (Tabu.1).

IIpuobGperennsbie pakTopbl

Hacaeacreennbie pakTopbl

(BpeMeHHBIC/TIOTEHIMAJIBLHO JimmrenbHble
o0paTumble)
Hedunut anturpom6buna 111 Hanuune nenrpanbsHoOro AnTH(OCHOTUNHTHBIE
BEHO3HOTO KaTeTepa aHTHUTENA

Jeduuut nporenna C TpaBma BpoxaeHHbIN IOPOK cepaLa
Hedunur nporenna S OOGmupHOE onepaTuBHOE CocyaucTpie/aHaTOMUYECKHE
BMEULIATEIbCTBO aHOMaJIUU

PesucreHTHOCTH K
aKTUBUPOBaHHOMY TipoTenny C/
daktop V Jleinena

NmMmoOunm3anus (Haaudue
TUTICOBBIX MOBSI30K, IPUKO-
BAHHOCTBH K IOCTENIA H3-3a
00J1€3HN)

Myranus reHa mpoTpoMOuHa
G20210A

Nudexunu (cencuc u ap.)

BocnanurenbHoe
3a00/1€BaHNE KUIIIEYHNKA

FI/IHepFOMOI_[I/ICTeI/IHeMI/Iﬂ

Juchubpunorenemus HedpoTtnueckuii cunapom

OxupeHue

Heruaparauus

HapeHTepanLHoe ITMTAHUC

Pak

XUMHUOTEpaIus

Tabn.1. ®axTops! pucka BTD y neauarpudeckux manueHToB.

OCHOBHBIMH NPOTPOMOOTUYECKUMU MPEAPACIONATaIOIIMMU U TPOBOLUPYIOUIUMH (pakTOpamu y
JETEN ABIIAIOTCA:

- COCYJUCTbIE KaTeTephl;

- nH(EeKIMOHHBIC 3200JIeBaHNS;

- MaJIb(popManus UM MOBPEXKICHUE COCYIOB;

- xumuorepanus L-acnaparunasou;

- Oone3Hb cepra;

- IPOTE3UPOBAHKE CEPACUHBIX KIIAaHOB;

- CHUCTEMHas KpacHasl BOJYaHKa;

- PEBMaTOUIHBIN apTpUT;

- 6one3ns Kpona;

- I3BE€HHBIN KOJINT;

- IepBUYHBIN aHTU(DOCHOIUTTUAHBINA CHHAPOM;

- IOJTUIIUTEMUSI,

- CEpPIOBUIHO-KJIETOYHAS! aHEMHUSI U JPyTHe reMOrJIOOMHONAaTHH;
- 3a00JICBaHKE TIOYEK;

- caxapHbIil Tuaber;

- BOCIIAJICHHUE.

J1st AMarHOCTHKHM TPOMOO(H/IN y JeTeil HCIOIb3YIoT:

1. AHanu3 KIMHUYECKON KapTUHBI U (pakTOpoB pucka. ['eMocTazmonornueckuii anamHes peGeH-
Ka U CEMEWHBbIN aHaMHE3.

2. Uncrpymentanbhas quarnoctuka (Y3, KT, MPT, auruorpadus);

3. JJabopaTopHbI€ METO/IbI UCCIICAOBAHHUS.




JlabopaTopHble TecThl AJIs1 AUATHOCTHUKH TPOMOO(DuINuU y aerei.
PexomeHnnoBanHbIe Ta00paTOPHBIE TECTHI ISl YCTAHOBJICHUSI qUarHo3a TpoMmOoduimmu y aereit

MIPEACTABJICHBI B Ta0.2.

YpoBeHb Tpomo6opuans JlabopaTopHbIe TeCThl
Myranus dakropa V Jleitnen | [lonmumepasnas nenHas
GI691A peaxius
MyTanus npoTpoMOuHa [TonumepaszHas uenHas
daxTopa II G20210A peaKImst
Hedunut anturpom6buna 111 XPpOMOT€HHBIN WIN
KJIOTTUHTOBBIA METO
Pe3ucTreHTHOCTD K aKTHUBU- XPpOMOTEHHBIA METO]T
poBaHHOMY npoTeuny C
Hedunut nporenna C XpOMOTEHHBIN WIIH
KJIOTTUHTOBBIH METOJ
Yposens I Jedunut nporenHa S XPpOMOTEHHBIN WX UIMMYHO-
bazoBas onenka s Bcex JIOTUYECKHUI METO/I, OTpee-
neTeu JIeHHs1 CBOOOTHOTO U OOIIETO
MIPOTEHHA S
l'omonucrenn XeMUITFOMUHUCLICHTHBIN
MMMYHOaHaJIN3
MeTtunentetparuapodoar- [TonumepasHas nenHas
penykraza, MTHFR T677T peakuus
JlunonporenH (a) NmMMmyHOTYpOUaMMETpHS
AnTtrdochonunugHbe Meton ELISA u dpocdonm-
aHTUTENa MU-3aBUCUMBIE KIOTTUHIO-
BbI€ METO/IbI
CeprioBUIHBIE KIETKU DnexTpodope3 reMoraoduHa
JuchudbpuHoreHeMus Konnenrparnus ¢pubpuHOTEHA,
Vposens II MPOIYKTHI Aerpaganuu Guo-

Pacimmpennas ouenka s
JETEW ¢ HOpMaJIbHBIMU
3HA4YECHUSIMU ypOBHA [ 1

peUUIUBUPYOLIUM
TpOMOO030M, TTOJIOKHUTEIIbHAS
ceMeliHas OlleHKa TpoM0O03a
WJIM TSDKEIIBIN TpoMO03

puHa. KIIOTTUHIOBBIN METO.T
no Kiayccy, ummyHosoru-
YeCKUil MeTo/, TPOMOMHOBOE
BpeMs.

He O-rpynna xpoBu

Onpenenenue rpynnbl KPOBU

PAI-1 (uaruburop
aKTUBaTopa Iuia3MuHorexa I)

Metong ELISA

TFPI (uaruburop myTtu
TKaHEBOTO (hakTopa)

Metong ELISA

Yposens 111
He nmoxazannble, HO
BO3MOYKHBIE MapKepbl

®axropst VIII, IX, X1, XII

KnoTTHHTOBEII METOT

TpoMbOodHUINN
dakrop dhon Bunnebpanna Metox ELISA
[Momumopdusm  peuentopoB | Merox ELISA
TPOMOOITUTOB
CrioHTaHHast arperanus | ArperoMeTpus
TPOMOOITUTOB

Tab:n.2. PekoMeH10BaHHBIE 1a00OpaTOPHBIE TECTHI JUI YCTAaHOBJICHUS AMAarH03a TpoMOopumnu y

IETEN.




Hacnencreennbie u npuoOpeTeHHbIC ()aKTOPHI YUACTBYIOT B Pa3BUTHH KapTHHBI TpoMOo3a. Puck
TpoMO03a MOXKET YBEIMUUTHCS Y JUI, KOTOpPbIe HECYT OJMH WU HECKOJIbKO HACIIECTBEHHBIX
(dakTopoB TPoMOOGDUINH, OTHAKO OHU HA MPOTSHKECHUH JKU3HU MOTYT HE UMETh HUKAKHX TPOM-
6030B. [IpucyTcTBHE IIMHHBIX OECCUMITOMHBIX MEPHUOAOB MEXAY AMH30/IaMU TpoM0OO3a y MH-
JTUUBUIYYMOB U PEKYPPEHTHBIM TPOMOO30M SIBJISICTCS OYCHb BXKHBIM C TOYKH 3PCHHUS JJOKa3a-
TENbCTBA TOTO (paKTa, YTO TOJILKO HAClIeJICTBEHHBbIE (DAaKTOPHI HENOCTATOUHBI ISl Pa3BUTHUA
3TOTO TMpolecca, TaK Kak NMPH ITOM HIPAIOT ONPEACTCHHYIO POJb TaKke NpUOOpeTEHHbIE
daktopser (19-24). beuio mokaszaHo, 4TO y JeTeld MpuoOpeTeHHbIE (PaKTOPHl BBI3BIBAIOT TPOMOO3
Ooyiee YacTO MO CPaBHEHHUIO C HacleACTBEHHBIMH. Kak mpaBuio, mpuoOpeTeHHbIe (HaKTOPHI
BKJIIOUAIOT HMCIIOJIb30BAHUE KaTeTepa, 371I0KaueCTBEHHBIE 3a00s1eBaHus, HHPEKINIO, 3a00IeBaHUS
cepana, HeppoTrueckuii cunapom (25). HacnencrBeHHbIe (aKTOphl BaXKHBI TOJBKO B BO3PACT-
HOM rpyIine MoJIpOCTKOBOTO BO3pacTa U y JAeTeH, y KOTopbIX pa3Buiack BT mpu orcyTcTBHM
TpuUrrepHsix ¢akTopos (dactota 60%) (26).

Hacaeacreennbie ¢pakTopbl TpoMOOGUINH Y JeTeil.

HacnenctBenuslii 1eUIMT eCTeCTBEHHBIX aHTUKOArysiHTOB, TakuxX kak AT III, nmporeunst C u
S sBusiercs MOKa3aHHBIM (PAKTOPOM pPHUCKAa KaK TMEPBUYHBIX, TaK U TMOBTOPHBIX BEHO3HBIX
TpOMOO30B y JieTei.

1. Hacneocmeennwtii decpuyum anmumpomouna I11.

Pacnipoctpanennocts nedunmra ATIII komebnercs or 2 mo 20 Ha 10 000 Hacenenus (27), a
yacToTa OOHapyX eHus y nerer ¢ pomOo3amu — ot 1,4 1o 12,5 % (28).

2. Hacneocmeennwtii oepuyum npomeuna C.

Hedunur nporenna C y nereit ¢ Tpombo3amu BcTpedaercs B 5,4 — 13,9% cinydaeB (29) npu
cpeaneit pacripoctpaneHnoctu 1: 16 000 — 32 000 naceneHwus.

3. Hacneocmeennwtii 0epuyum npomeuna S.

Oxumaemasi pacIipoCTpaHEHHOCTh AehunuTa MpoTerHa S B momyisiuud He meHee 5:100 000
4enoBeK. Y nereil ¢ TpomMOo3amMu Ie(pHUIUT ITOTO ecTecTBeHHOTro aHTHkoarynsHra 1,0 — 14,3%
6ombHBIX (30).

K HacnenctBeHHbIM (pakTopamM TPOMOODHINH Y IETH TaKKe OTHOCATCS: MOTUMOP(PHU3M TPOMOO-
IUTApHBIX (AKTOPOB, NUCHUOPUHOTEHEMUH, TUTIEPIUTIONPOTENHEMUS (a), MUTOXOHApPUATbHAS
MaTOJIOTHUSI.

KakoBa ieHHOCTH TeCTOB NMPHU HACJeICTBEHHOH TpoMOO(puaInu y nereil ¢ rpom6030M?

[Ipu uccnenoBaHWM HacieICTBEHHOW TpomOodmnnu Hauboiee paclpoCTPAaHEHHBIMU TECTAMH
spisitoress ATI, mporewn C, mporewn S, dakrop V Jlelinena u wmyramust ¢akrtopa Il
nporpomoOuHa. Jedumur AT III, mporenna C, mpoTenHa S WM MPUCYTCTBHUE BCEX ATHUX TECTOB
BMECTE XapaKTepu3yeTcsi Kak «TpoMOO(UIHS BBICOKOTO PUCKa», a HOCHTENbCTBO (pakropa V
Jleitnena wnu mytamuu dakropa II mpotpom6Ouna kak «tpomMOodUINS HU3KOTO pucka». beuio
nokasaso, uro faetu ¢ aeguuutom AT Il u myTanueit npoTpoMOMHa UMEIOT TOBBIIICHHBIH PUCK
BT3 (coorBercTBenHO B 8,73 1 2,63 paza).

Pexomenoauuu

IIpogedenue uccnedosanus HACIEOCMEEHHOU MPOMOODUIUY BbLINOIHAENC 8 MOM Clyyde, eciu
mpombO03 0OHAPYIHCEH, NOBMOpAEmCcs U 6Cmpedaemcs 6 aOHOPMANbHLIX O001ACMAX Y
neouampuu-yeckux nayuenmos, a maxce y UHOUBUOYYMO8 C NOJONCUMENIbHOU CeMeluHOl
ucmopueu mpomo0308.

Tem He MeHee, BBITIOJTHEHHE TECTOB HACIIECTBEHHONW TPOMOO(HUINY SBISETCS CHOPHBIM B HEKO-
TOPBIX KIIMHUYECKUX cUTyanusx. [[puHMMas BO BHUMaHHE OOJIBIIIOE BIUSHUE MPHOOPETCHHBIX
dbakTopoB Ha pa3BuUTHE TpomOO3a y JeTeil, pelleHne O TEeCTUPOBAHWHU HACIIEICTBEHHON
TPOMOO(HIINU JOKHO OBITH CIICIAHO C YIETOM KIIMHUYECKOTO COCTOSIHUS MaIlieHTA.



IIpuobGperennsnie paxkTopsl TpOMOOGUINHT Y AeTei.

1. Kamemepu3sayus cocyoos.

B 0030pe nureparypsl, npoBenenHoro Park C. u ap. (31) 3a mepuox 1948 — 2012 rr. oOHapyx)eH
PHUCK BO3HMKHOBEHHS TpoM0OO3a B HeOHaTaJdbHBINA mepuon B 9,2% ciydaes. [lpu HeoHaTanmsHOM
TpoMO03e NpHOOpETeHHBIE (AKTOPHl BCTPEUAIOTCS 3HAYMTENBHO 4Yalle MO0 CPaBHEHHIO C Ha-
cnenctBeHHbIMH (dakTopamu (32,33). Y HOBOPOXXJICHHBIX, TPOMOO3, CBSI3aHHBIH C KaTETEPOM
SIBJISIETCS] PEAKUM, HO MPEJCTaBIsET cO00M cepbe3Hyto npoodsiemy. XoTs B 00jiee paHHUX HCCIIe-
JOBaHUSAX TOTYEPKUBATIOCH, YTO 89% ciyyaeB HEOHATAIILHOTO TPOMOO03a CBsI3aHbI C KaTeTepaMu,
OJIHAKO B COBPEMEHHBIX MCCJIEJIOBAHUAX MTOKA3aHO, YTO CBS3b C KaTeTepaMu oOHapyskeHa y 54%
C BEHO3HBIM TpoM0O030M U 27% ¢ apTepuaibHbIM TpoMO030M (34). [IprunHa CHIKEHUST KaTeTep-
CBSI3aHHOTO TpoM003a y HOBOPOXKIEHHBIX OOBSICHSETCS BBEACHHEM NPO(PHUIAKTHUECKUX 03
rermapuHa ¥ UCMHOJb30BaHUEM Oojiee MOIXOASIIMX KaTeTepoB (PUCK TEM BBIIIE, YeM JOJIbIIe
KaTeTep HaxoauTcs B BeHe) (35). DTuomnorust pa3sBUTHsS TPOMOO3a MPU KATETEPU3ALUU MOKET
3aKJIIOYAThCS B TMOBPEXKIECHUU SHIOTENHS, MPUCYTCTBUE MHOPOAHOTO Tella, HapylIeHUE JIaMu-
HapHOTO KPOBOTOKA, BOCMAJICHWUW W HMH(Y3UU TUMNEPTOHUYECKHX pPACTBOPOB. TpomOO3bI y
HOBOPO’KJICHHBIX, BOHUKAIOIINE B IMyNOYHOM U Nepudeprudeckux karerepax coctapisitoT 80%
BCeX ciydaeB TpomOo3a. Yarie Bcero BCTPEUAlOTCS B BEHaX IEYEHH, MPABOTO HpeAcepaus U
HIOKHEH ool BeHsl. [Ipu neyennn 3¢(HEeKTUBHO MOTYT MCHOIB30BATHCS HU3KOMOJICKYIISIPHBIE
rernapuHbl BMECTE C TPOMOOJIMTHUECKUMH TpenapaTaMu. XOTs HCIOJIb30BaHUE MPOQUIAKTH-
YeCcKHUX 703 refapyuHa He MPEnsITCTBYET Pa3BUTHIO TpoMOO3a, TEM HE MEHee ero JAeicTBue mpo-
JUIEBAET BPEMsI HCIIOJIb30BaHMsI KaTeTepa U YMEHbBIIAET BO3MOKHOCTh OKKIIIO3UH (36).
Pexomenoayuu

He pexomenodyemcs nposedenue ucciedo8anus HAC1e0CMEeHHOU MpomMOOoGUIUU Y HOBOPOICOEH-
HbIX ¢ MPOMOO3aMU, KOMOpble C8353aHbl C Kamemepuzayuell.

2. OHkoJ0rHYecKmne 3a001eBaHUA.

HekoTtopeie THITBI OHKOJIIOTHYECKUX 3a00JICBaHUUN y JeTel (Hampumep JIeHKeMUs) CBSI3aHBI C
0osee BbICOKMMHU TokazaTensMu BTD mo cpaBHeHuWio ¢ apyruMu Buiamu paka. Jlokamuzanus
OIyXOJIM TaK)K€ UIparoT OINpeaeieHHylo posb npu pucke BTD. Tak, npu mHTpaTOpakaibHOU
nokanu3anuu (37) u MeracractaTudeckoi 6ose3nu (38) oTmevaeTcs 6osiee BhICOKHM puck BTD.
BospacTt nammenTta (OIpOCTKH, MOJIOJABIE JIFOJH) SIBIISETCS OYEHb BAXKHBIM (PAKTOPOM pHCKA
BTD. B uenom, Bo3pact ctapiie 10 JeT cBsS3aH cO 3HAYUTEIbHBIM yBEIMYCHUEM pUCKa TPOMOO-
3a 1O CpPaBHEHHUIO C JE€TbMH Muiajiiero Bospacra (39). MHoxecTBO (pakTOpoB CrOCOOCTBYIOT
MOBBIIIEHHOMY pHCKYy BTD y MoapocTKOB ¢ pakoMm BKItOYasi MPOTPOMOOTUYECKUE M3MEHEHUS
cucteMbl remoctaza (cHmwkenue aktuBHocTH ATIII, minazmMuHOreHa, MOBBHIIIIEHUE AKTUBHOCTH
daktopa VIII, dakropa Bumnebpanma, PAI-1). HeoOxomumMo OTMETHUTH, YTO HEKOTOPBIC
MOJAPOCTKUA B 3TOM BO3pPacTe€ HAUYMHAIOT MPUHUMATh TOPMOHAJIbHBIE KOHTpAIENTUBLL. B 0030pe
Cochrane o6HapyxeHO, 4TO Bce (DOpMBI KOMOMHHMPOBAHHBIX OpANbHBIX KOHTPAIENITUBOB
(3cTporeH + mporecTepoH) ObBUIM CBA3aHBI C TMOBBIIIEHHBIM puckoM BTD (40). Oxupenue
ABIIAETCS emle OJHUM (aKTOpoM, KoTopoe crocodbctByeT pucky BTD y OonbHBIX pakom
MOJIOUHOH skene3sl (41). OxxupeHne 4acto 0OHapyKUBATCS Kak COMyTcTBYIomuUi akrop BT y
JIeBYIIEK-MOIPOCTKOB, KOTOPHIE HCIONb3yIOT TOPMOHANIbHBIE KOHTpalenTuBsl (42). Hekoropeie
XUMHUOTEPIIAaeBTUUECKUE areHThl Takue Kak L-acmaparnHasa ¥ KOPTHKOCTEPOUJIBI CBSI3aHBI C
yBenudeHrueM TpomboTnyeckoro pucka (43). Jlo nagama 2000-x romoB ObLUIO pEKOMEHIOBAHO
BBITIOJHATh TECTHUPOBAHME HACJIEICTBEHHON TpoMOOQWINM y NMAUEHTOB C JICHKEeMUeH, 0JHaKO
JanbHEWIINe WCCIEOBaHUs TOKa3aldh, 4YTO TpPOMOO3 pa3BUBANCS B TMEPBBIA Mecsl Yy
JIEHKEMUYIECKUX TAIUCHTOB C KaTeTepaMu, a HACJIEICTBEHHBIC (DAKTOPHI HE ObLTH OOHAPYKCHBI
(44).

Pexomenoauuu

Hem Heobxooumocmu 6binonHams uccied08anus HACI1e0CMBeHHOU mpomoboguiuu y oemeil ¢
JletikeMuel Ui ManueHu3ayuel 3a UCKIIOYeHueM mex cayuaes, Ko20a peOeHOK s6JAemcs
CUMNMOMAMUYECKUM UIU UMeem NOJIONCUMENbHYIO CEMEUHYI0 UCMOPUI0 MpomM6o3a.



3. letu ¢ HepoTHUECKHUI CHHIPOM.

Yacrota TpomMOO030B (apTepHalibHble M BEHO3HBbIE TPOMOO3BI PA3TUYHON JIOKAIW3AlUK) TPH
HEPPOTHYECKOM CHHAPOME cocTaBisteT 10 28%. Y nereit ¢ HEPPOTHUECKIM CHHIPOMOM MOKET
pa3BUTHCS BTOpUYHBINA TpoMO03 u3-3a Aedunura ATIII u nporeuna S B 9-36% ciyuaeB. OnHako
runoansoymuaeMust (83%) u undpexnun (31%) SABIAIOTCS OCHOBHBIMH NPUYWHAMH Pa3BUTHS
He(PpOTHUIECKOTO CHHAPOMA, YeM HaCJIeICTBEHHAsI TpoMOodmmst (45).

Pexomenoauuu

Bevinonnenue uccredoseanus nacneocmeennou mpomboguiuu y Oemetl ¢ HedpOMu4ecKum
CUHOPOMOM He umeem KaKux-aubo npeumyuiecms.

4. UHCyJbT U TPAH3UTOPHAS MILIEMUYECKAs aTaKa.

YacTora MHCYIBTOB y JeTel B Bo3pacTe oT 1 mo 18 met xonebnercs B mpenenax 1,29-13,0 Ha
100 000 geTckoro HaceJaeHus B rofl, a y HOBOpOxkACHHBIX gocturaet 25,0 va 100 000 B rox, mpu
3TOM B MOJOBHMHE CIy4YaeB WHCYJIBT UMEET HIIEMUYECKYyl0 mpupoay. MccnenoBanus mokasaim,
YTO UHCYJIBT U TPAH3UTOPHAS UIIEMHYECKasi aTaka Y HOBOPOXKJIEHHBIX U JIETEH YBEIUUUBACTCS B
7,06 paza npu nedummre ATII, 8,76 pasa mpu aedunure mporenna C, B 3, 20 paza npwu
nepunure nporemHa S, B 3,26 pasa mpu myrtanuu ¢akropa V Jleiinena, B 1,58 paza mpu
mytaiuu MTHFR, B 6,96 paza B npucyTcTBuM aHTU(HOCHOTUIMIHBIX aHTUTEN, B 6,27 pa3a npu
yBeIMUYEHUH JunonporernHa(a) u B 11,86 paza B npucyTcTBUM KOMOMHALIMK HACJI€CTBEHHBIX
(dhakTopoB TpoMOopuHH (46,47).

Pexomenoauuu

AHensemes yenecoodpasHbiM 6bINOIHEHUE UCCACO08AHUSL HACAEOCMBEHHOU MpoMbopuiuu y Oe-
meiti ¢ UHCYIbMOM U MPAH3UMOPHOU ULUEMUUECKOU AMAaKoll.

5. leTn ¢ 3a60/ieBaHUEM CepALA.

VY nereii ¢ 3aboneBaHueM cepAlla MOXeT HaOmrofarbes BeHO3HBIH (52,5%), apTepualbHbII
(35,6%), BerozHuswIii U aprepuanbHbiil (11,9%) Tpom603. Baxkneimumu pakropamu cepieqHoro
pHUCKa SABISAIOTCA BpOXKJIEHHas 0OJIe3Hb cepila M Kapauomuomnatus. [pyrue BaxkHble (aKTOpPbI
pUCKa BKIIIOYAIOT XUPYPrUYECKOE BMEMIATENIbCTBO, NMPOBEJACHUE aHruorpaduu, MPUCYTCTBUE
KareTepa, MHPEKIUN U TUMoKcus. Bxian HacinencTBeHHON TpoMOodumuu B pa3BuTHe TpoMOO3a
y AeTei ¢ 3a00JIeBaHUAMHE Cep/Ila JOBOJbHO HU3KUI (48).

Pexomenoayuu

Hacneocmeennoe mecmuposanue mpomooguiuu we umeem npeumyuiecms y 0emetl ¢ 8POHCOeH-
HbIM 3a0071e8anuem cepoyda.

6. Cencuc u npyrue uHgexkumnu.

Cernicuc siBisieTcs OJHOM M3 OCHOBHBIX IPHYMH JMCCEMUHUPOBAHHOTO BHYTPHCOCYJIUCTOTO
ceepteiBanus (/IBC) kpoBu u mpencraBiser cobOoi Oomblmme mpoOJeMbl y JeTed ¢
MEHHHT'OKOKKOBBIM CeNiCHCcOM | (pynbMuHaTHOM myprrypoid. [1pu IBC cuHapome akTHBUPYIOTCS
MyTU CBEPTHIBAHUS, JUCPYHKIMS MPUPOIHBIX HHTUOUTOPOB M (HUOPUHOIUTUYECKON CHUCTEMBI.
IIpu cencuce OakTepun M OaKkTepUATbHBIE NPOIYKTHI H3MEHSIOT B3aMMOJACHUCTBHE MEXKIY
SHAOTENMEM M LUPKYJIUPYIOUIEH KPOBBIO, YTO MPUBOJUT K IMPOKOATYJISIHTHOMY COCTOSHUIO
(49,50). B sToM mporecce TPOUCXOAWT aKTHBAIWs cBepThiBaHus uepe3 ¢dakrop XI (51),
yBenuueHue ypoBHS tPA (TkaHeBOM akTHUBAaTOp IUIa3MHHOTEHA), KOMILIEKCa IUIa3MHUH/02-
AHTUIUTA3MUH (52), CHIDKEHHE COJIepKaHUsl TPOMOOMO/TYJIMHA B SHJOTEJIMU U €0 MOBBIIIICHUE B
a3Me, CHIDKEHUE KOoHIeHTpauuu mnporeuHoB C u S, antutrpomOuna (53,54), yBenuueHue
cojziepkanust TkaneBoro ¢axtopa u PAI-1 (55).

[Tpu GpyapMuHAHTHON Mypmype (OCTPBbIi, OBICTPOIIPOrPEeCCUPYIONINH, TOTEHIIMATBLHO JIETAIbHBIN
JABC-cunapom), BbI3BaHHBIH BHIPAOOTKON MHTHOMPYIOMIMX aHTHUTEN K HMPUPOJHBIM aHTHUKOATY-
nsHTaM cBsizaH ¢ aeduuurom mporemHa C u S (moutu 100% neTasbHOCTh MPU OTCYTCTBHH
MaTOreHEeTHYECKOW Tepanuu). B Havane 3a00eBaHus KOXKHBIE DJIEMEHTBI XapaKTEPHU3YIOTCS Kak
MEJKUE SKXUMO3bI, KOTOPhIE B JalIbHEHIIIEM yBEIUYUBAIOTCS B JUAMETpE, MPUOOPETaoT myp-



MTypHO-YEPHYIO OKPACKy U B UX LEHTpe dopMupyercs OyIuia, Mociae 4ero HabtoJal0TCs HEKpPO-
TUYECKHE W TAaHTPCHO3HBIC SBJICHUS. TaKue 3JIEMEHTHI, KaK MpaBWiIo, OPMHUPYIOTCS Ha KOHEU-
HOCTSIX, OJJHAKO MOTYT HAONIOAAThCS Ha STOAMIIAX, )KUBOTE, B TMaXy, a TAK)KE Ha KOXKE TOJIOBHI.
Kpome Toro, mypmypo3HbIe 371eMEHThI BO3HUKAIOT B MECTaxX MyHKIIUN, TaBIICHUS WJIM TpaBMaTH-
3a1u.

Pexomenoayuu

Jemsam ¢ KiuHuueckou KapmuHou QYIbMUHAHMHOU NYPRYPbL NOKA3AHO He3aMeOUumenbHoe
onpeodenenue akmusnocmu npomeurnos C u S.

Oo01mme mo10KeHUs VISl TECTUPOBAHUSA JIeTeil HA reHeTHYeCKUue (PAKTOPbI pUCKa.

[Ipesxxne 4em NpPOBOAWUTH TECTUPOBAHUE JIETEH Ha HACIEJICTBEHHYIO TpoMOO(HIuIO0 Bpayam
ClIeqyeT pPacCMOTpPETh BOIMPOC O TOM, MOXKET JIM TECTHUPOBAHHME YIyULIUTh KIMHUYECKHE
pe3yabTaThl, CBA3aHHBIE C Tepanuedl wimn mnpodwraktukoit (56). B 003ope BcemmpHoit
opranuzanuu 3apaBooxpanenus (BO3) B pazaene «ITudyeckue BOMPOCH B MEIUIIMHE» UMEETCS
PEKOMEHOa A «Bce TCCTUPOBAHUA JOJIKHBI OBLITH Z[O6pOBOJ'II>HI>IMI/I, KOTOPBIM NPCAIICCTBYCT
anexkBaTHas wuHpopManuss U wuHPopMHpoBaHHOe cornacue». «TectupoBaHue neTeil WM
MOAPOCTKOB MJOJIKHBI BBIIIOJIHATHECA TOJIBKO B TOM ClIy4dac, €CJIM HMMCECTCA IMOTCHLUAJIbHAA
BbITOa» (57). BeisiBIeHHe MapkepoB TpoMOoGhuiInK y pedeHKa OKa3blBaeT 3HAYMMOE MCHUXO0JIO-
TMYECKOe BO3/ICHCTBHE HA MAIEHTOB MOJPOCTKOBOTO BO3pacTa M €ro pOAMTENCH/pojacT-
BEHHUKOB M MOXET HapyIlaTb HOpMajiabHOE pa3BUTHE pebeHka. HecMOTps Ha MHOTOYUCIIEHHBIE
myOIMKALUK, IO CUX TOp HET €AUHOTO MHEHHS, KaKO€ MECTO 3aHUMaeT TpoMOoduius B HopMu-
pPOBaHMHU pUCKa TPOMOO30B y JieTeil. 3auacTyro HEOOOCHOBaHHOE OXKHJIaHUE TpoMbOo3a y pedeHKa
IIPUBOJIUT K TOBBIIIEHHON HAaCTOPOKEHHOCTH W HEOOOCHOBAaHHOMY HAa3HAYEHHIO AaHTUKOAry-
JISHTHON MPOGMIAKTUKN WM MOAYJSIMM oOpa3a >KM3HU. Bpauu, KOTOpble 3aKa3bIBalOT TaKOe
TCCTUPOBAHUC JOJIZKHBI OCHOBBIBATHCA Ha I/IHI[I/IBI/IIIyaJH)HOI\/JI OIICHKC pUCKa U BbIT'OABI.

3akiaouenue

K Hacrosimiemy BpeMeHHM IpPOBEACHO HEMalloe KOJUYECTBO HCCIECIOBaHMUN, ONpEAENSIONINX
BIMSIHAE TeX WIM HMHBIX ()akTOpoB TpoMOO(MIMM Ha PHCK pa3BUTUS TPOMOO30B y JIeTeH.
Ony06nuKOoBaHHbIE METa-aHAIM3bl JEMOHCTPUPYIOT, YTO HEKOTOpbIE (aKTOpbl TPOMOOPHINU
3HaYUMO M CTaTHUCTUYECKU JIOCTOBEPHO IOBBIIIAIOT PHUCK MOBTOPHBIX TPOMOO30B Yy JAETeH,
OJHAKO JO0 CHX IMOp HMEITCS JHIIb €JIWHUYHBbIC HCCIEeIOBaHUSA, XapaKTEpPHU3YIOLIUE pOJb
TpoMOopmIMu B (OPMHUPOBAHWM pHCKA IEPBOTO SMHU30/a TpomMOO3a y JeTel, NpuuemM
OOJIBLIMHCTBO M3 HUX HOCST PETPOCHEKTUBHBIN XapakTep. BeHo3Hass TpoMO03MO0mus ABIseTCs
MHOTO()aKTOpHBIM 3a00JIeBaHHEM U TpHOOpeTeHHbIE (PaKTOPBI pHCKa (LIEHTPAIbHBIE BEHO3HBIE
KaTeTepbl — €MHCTBEHHBIN Hanboiiee BaKHBIN (DakToOp pUcKka) y AeTell UrparoT 0osiee BaKHYIO
POJIb IO CPAaBHEHMIO C HACIIEJICTBEHHBIMH. TecTHpoBaHue Ha TPOMOODMIHIO HE PEKOMEHTyeTCs
IIPOBOJUTH Yy JIeTel B Bo3pacTe Milafme 15 jer, Tak kak TpoM003, CBA3aHHBIN ¢ TpoMOominei
ABSUIETCS. O4YeHb peakuM. [Ipm OTCyTCTBMM KaTeTepus3alMM COCYAOB M aKTUBHOIO paka
Bo3HHKHOBeHHe BTD y nmerelt m moapocTKOB ocTaercs odyeHb HU3KUM (MeHbine 1 Ha 100 000
YeJIOBEK B MOMyJISIuU B Bo3pacte 10 13 net). KoncynbetupoBanue u BeJeHue nanueHtos ¢ BT
U BBISIBIEHHBIMU MapKepaMu TPOMOO(QHINHU JOJKEH OCYIIECTBIIATH OINBITHBIA MeMaTosIor WU
CTELMAIUCT B 00JIaCTH TeMOCTa3a.
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