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AHHOTanMs

Tpombodunusi — 3TO HapyllleHHWe CHUCTEMBI IeMOCTa3a, KOTOPOMY CBOWCTBEHHO paHHee IIOsIBJIeHUME, DeL/IUBBI U
OCJIOKHEHHs1 TPOMOO30B pa3/MMyHON JIOKa/nu3aluu. IlaTonorvss vMeeT psifi TeHETHUECKH [eTepMUHHMPOBAHHBIX IIPHUUMH,
BbI3bIBasi BPOXKJEHHYIO (IepBHUHYI0) TpomMbodwmio. OfHAKO B HEKOTOPBLIX Ciaydasx JedeKTbl B TeHeTUUeCKOM 3BeHe He
00HAPY>KUBAIOTCSI, ¥ TOT/IA PeUb UAET O Pa3BUTHM TIPUOOPETEHHOM (BTOPUUHOM) TPOMOOGUINY, KOTOPAsk MOXKET BO3HUKATh MO
B/IUSIHUEM TIpHeMa HEeKOTOPBIX JIeKapCTBEeHHBIX CPEACTB, MPH MPOrPeCCUPOBAHUM Pa3/MUHBIX 3a00MeBaHUN U BO3/EHCTBUU
HebJ1aronpusSTHEIX (aKTOPOB OKpYKaromled cpefpl. B naHHOHN cTaThe IpeZcTaB/ieHbl KIMHWYeCKasi KapTHHA BPOXK/I€HHOU
TPOMOODUITNY, TAKTHKA JIEUEHHST U METO/IbI MPOGMUIAKTUKY /17151 TPeIOTBPAILIEHUs PELIUJUBUPOBAHHUS TPOMOO30B.

KnroueBbie coBa: TpomMbodunus, AeTy, BeHO3HbIH TpOoMO03, Hac/eicTBeHHas TpoMOoGh/IMs, Hac/eACTBeHHbIH JeduuT
aHTuTpomMbuHa I11.
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Abstract

Thrombophilia is a disorder of the haemostatic system characterised by the early onset, recurrence and complications of
thrombosis in various locations. The condition has a number of genetically determined causes, leading to inherited (primary)
thrombophilia. However, in some cases, no genetic defects are detected, and this is referred to as acquired (secondary)
thrombophilia, which may occur under the influence of certain medicines, as various diseases progress, or due to exposure to
adverse environmental factors. This article presents the clinical picture of inherited thrombophilia, treatment strategies and
preventive measures to avoid recurrent thrombosis.
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BBepenue

B 1884 romy Pymonbd BupxoB ommcan TpY OCHOBHBIX (haKTOpa, KOTOpble CIIOCOOCTBYHOT 00pa30BaHUIO TPOMOOB B
KPOBEHOCHBIX cocyzax (Tpuaia BupxoBa), K KOTOPbIM OTHOCSTCS: CTa3 KPOBH, COCTOSIHWE TUIEpKOary/Isliii U TOBpeX/eHue
cocyguctor creHKH. B 1965 rogy O. Drebepr omy6/vKoBa/i CTaTblo O Hac/aeACTBeHHOM feduuure AHTUTpoMOuHa III. U
TomeKo B 1995 ropy BcemupHasi opraHu3anysi 3ApaBooXpaHeHUss U1 MexayHapogHoe o061ecTBo Mo TpoMb0o3y U reMocTasy
(ISTH) BBesm nonsiTHE «TpoMOOGUINI», C YKIIOHOM Ha BPOXK/|eHHbIe TIaTO/IOTHH cucTeMbl reMocTasa. OgHako 3.C. bapkaran
B CBouX mybiukarmsax 1996-2005 rr. mog TpoMOodureii mpeioxKu/l MOHUMAaTh He TOJABKO Hac/e[CTBeHHbIe (TeHeTUYeCKU
o0yc/ioBneHHbIe), HO W NpUOOpeTeHHbIe (BTOPWYHBIE, CUMITTOMAaTUYeCKHWe) HapyIIeHUs reMocTa3’a, KOTOPHIM CBOWCTBEHHA
TNIpe/jpacrio/ioKeHHOCTb K PaHHEMY TOsIBJIEHUIO U peliiMBHPOBaHHI0 TpoM0030B, TpomMOo3Mbonuii, uiemMuii 1 MHGAPKTOB
opraHog [2], [4].

B coBpeMeHHOM MHpe CMEPTHOCTb OT TPOMOO30B COCTaB/isieT Okojo 46% oT oOlieldi /eTaqbHOCTH, TIPU 3TOM B psijie
C/ly4yaeB NMPUUMHON WX BOSHUKHOBEHUS siBnisieTcst TpoMbodums. OT TpoM6030B COCYOB €KerofjHO B MUpe Morkbaet oyt 25
MJIH 4eJioBeK [6].
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Heduuut ecrecTBeHHbIX aHTUKOAryassHTOB (AHTUTpoMOuHa 111, mpoterHa C u mipotenHa S) SIBISETCS OAHOW U3 MPUYMH
pasBUTHS BPOXKJeHHOM Tpombodwmmu. Ecmu paccmarpuBaTe CTaTHCTAYECKHe JaHHBle B 00LIed momynmsuuu Aeduuut
nporera C coctasstet 0,5%, neduiur antutpombuna 111 — 0,2% u geduuut nporewHa S — menee 0,1% [2], [9]. Ho
Hanboslee YacTO BCTPEYAOTCS MyTAllMd T€HOB CHUCTEMBbI reMOCTa3a, TaKWX Kak monmumopdusMm B reHe F5, kogupyroiiem
npoakuesieput, (Myrtanus JlelineHa) okono 5% u monumopdusm B reHe F2, kopupyroiiem npotpombud — 2% [2], [9].
HaunbosblieMy puCKy [10fIBEp>KEHbI HOCUTE/IN FOMO3UIOTHOIO BapHUaHTa, MalMeHThbl C FeTepO3UIOTHBIM BapHAaHTOM HaxOAATCS
B IpyIlle MeHee BbICOKOTO pyckKa. Kak rpaBuso, faxe ecyiu y JieTell eCTb MyTHPOBaHHbIM I'eH, KIMHUYEeCKUX NIPOSIB/IEHUH HeT.
B pezikux ciiyuasix BO3HUKAEeT Pa3BUTHE KIIMHUYECKUX CUMITTOMOB TpoMmOodumuu [1], [2].

[TpruvH, mpejpacronarariiX K Ppa3sBUTHIO NpHOOpeTéHHON TpoMboduinmu, MHOXecTtBo. OT HeMoAU(UIUPYeMbIX
(hakTOpOB pHCKa, TaKUX KakK BO3pACT, CeMEHHbIM W WHAWUBU/YaJbHbIA TPOMOOTUUECKUN aHaMHE3, TMPUHAJJIEXKHOCTh K
MY>KCKOMY TIOMTy, Hamnure He «0» TpyTIbl KPOBH, CUCTEMHbBIE MTPOSIBJIeHHUs] aHTMOVCIUIA3UH M PsAJ, APYTUX TIPUUMH, KOTOPbIe
He MOAJAIOTCS KOPPEKLMH M COMPOBOXK/AIOT Ue/IoBeKa MOKU3HEHHO. [0 ropa3go 6osiee MHOTOUMCIEHHBIX MOAU(PULIMPYEMBIX
MIPUYMH, K KOTOPBIM OTHOCSATCS: (DaKTODBI, CBSI3aHHBIE C 00pa3oM >KU3HU (HarpyMep, BpeJHble TMPUBBLIYKH, TUTIOAUHAMUS,
CTpecc NpH NCUXUUYEeCKUX U (PU3MUecKuX Ieperpyskax), MHAUBHAYya/lbHble 0cobeHHOCTH (BepeMeHHOCTB), OOCTOSITENBCTRA,
00ycrioB/eHHbIe 60/1€3HBI0 UM I1aTOJIOTMUeCKUM COCTOSIHUEM (ayTOMMMYHHbIe HapyleHus (aHTU(OCHOMUIUAHBIN CUHADPOM),
TOMOLIMCTEMHEMHS], OHKOJIOTHUecKue 3a0osieBaHUs, CaXapHbIi [JuabeT, HapylLleHHs pPUTMa CepALa U Jp.) U SATpPOreHHble —
BbI3BaHHble MeJULIMHCKUM BMellaTelbCTBOM (orepaijieif, BeHO3HON KareTepu3alieil WIM TPHEMOM HEKOTOPBIX
JIEKAPCTBEHHBIX CPeJCTB (KOMOMHMPOBAHHBIX OpajbHbix KoHTpauenTtueoB (KOK))). B peanbHONW MEAWIMHCKON TPaKTHUKe
BBISIB/IEHHE BCEX BO3MOXKHBIX TIPHUMH, MpPEeApacrojararmpx K TpoMO03y, 4acTo BeChbMa MPOO/IeMaTHUHO B CHIIY PasHBIX
nipuuvH [6], [9].

B kiuHMYecKOW KapTHHE Haubosiee YacTbIM MPOSBIEHHEM TPOMOOGUINK y [eTel SIBJSIIOTCS BEHO3Hbie TPOMOO3bI,
NpeUMYILeCTBEHHO [MyOOKUX BeH HIDKHUX KOHEUHOCTeH, MHOI7IA OC/IOKHSIOLIMecs JierouHol sMbosmeil. Pesjko BcTpeuaroTcs
TpoMOO3bI apTepuii U Apyrux BeH [1], [2].

Ba)kHbIM MeTOZiaMU TIOJTBEP>KAEHUsST BEHO3HOTO TPOMOO03a SIB/SIOTCA MeTobl Buzyanusanmu (Y3U, MPT, koHTpacTHas
DEHTreHOBCKasi aHrrorpadusi), B TO BpeMst Kak jlabopaTopHble MeTOZbI [TOMOTAlOT BBISIBUTH NMPUUMHY (0OIMii aHanu3 KpoB,
KOaryJiorpaMma, KOJIMUeCTBO eCTeCTBEHHBIX aHTHKOary/siHToB, D-gumep). Jedurmr antutpom6buna 11 ycraHaBnvBascs npu
CHIDKEHWU TI0Ka3aresieli akTWBHOCTH Hibke 70%, medwurmr mporenHa S u mporemHa C — Hwke 65% [4], [5]. dns
TIOTBEP)KEHUS BPOXKAEHHOW TPOMOO(UINKM peKOMEH/IOBaHO MPOBE/IeHHe MOJIEKY/ISPHO-TEeHETHUECKOTO UCC/IeJOBAHMS.

B kadecTBe jeueHust ¥ NPOGUIAKTAKY MPUMEHSTIOT aHTHKOAry/IsSHTBI: He()paKLMOHUPOBaHHbINA WM HU3KOMOJIEKY/ISIPHBIN
reflapyH, HeIpsiMble AaHTUKOAry/SHTbI, HOBble Opa/bHble AHTHKOAry/IsfHTBL. Y OO/BHBIX C Je(UIUTOM eCcTeCTBEeHHBIX
AHTHKOATy/ITHTOB MOT'YT Ha3HauaTb 3aMeCTHUTe/IbHYIO Tepaluio B BUie KOHLIeHTpaTa aHTUTPOMOMHA, KOHLleHTpara rporerHa C
WU CBE)Ke3aMOopoXKeHHYto iasmy (C3I1).

Llens paboTbl — MPOJEMOHCTPUPOBATh KIMHWYECKYIO KapTHHY, 3Tallbl M TaKTHUKY JeudeOHOro IMoAxoja y ZJeTed c
Tpomboduuei.

KnuHu4geckuii cryyai

Maupent M.A.C., 15 et 8 Mec., poAW/Csa OT BTOPOM OepeMeHHOCTH, TIpoTeKaBiiel 6e3 ocobeHHocTeil. Peako (okoso 2
pa3 B rozi) ormeuamice OP3, nepeGosien BeTpsHOM ocrioi B 4 rofa. HacieacTBEHHOCTh OTSATOLIEHA 110 BAPUKO3HOM 00/1e3HH,
TPoMOO03y BeH HIDKHUX KOHEYHOCTEH 1 TUIepTOHNYeCKol 00/1e3HU Y Tarbl, y AeAYILKHU 110 TMHUK OTLa ObLT NHCY/IBT.

Omuueckoe ymeepicoeHue / UH¢opmuposaHHoe coznacue

ABTOpBI 3asiB/ISIOT, YTO OT poAuTenedl (3aKOHHBIX IIpeACTaBHTe/ei) HeCcOBeplIeHHOJIeTHEro TaljeHTa Io/yueHo
[I0OpOBO/IbHOE TIMChbMEHHOE WH(OPMHUPOBAaHHOE corylacue Ha 00paboTKy, MOJeKy/IsIpHO-TeHeTUUYEeCKOe WCC/Ie/[0OBaHME,
WCIO0JIb30BaHue 00e3/TMUeHHbIX KITMHUYECKUX JaHHbIX U MyO/IMKALMI0 MaTepPUaioB B OTKPBITOM MeuaTy.

Hctopus 3a6o/1eBaHust

B okts6pe 2023 ropa, korga pedeHKy 6buI0 13 j1eT, OH BIepBbIe MOCTYIWI B cTanoHap [ocyaapcTBeHHOe OrOKeTHOe
yupexxaeHue 3apaBooxpaHeHusi Pecrybnuku MoppoBusi «Py3aeBckas IieHTpaibHas paiioHHasi OOMbHHULIa» C JMarHo30M
«BHerocnurasbHasi IEBOCTOPOHHSSI THEBMOHUS, OaKTepua/bHO-acCOMMpoBaHHas (Str. viridans), cpenneii Tsbkectu, JH 0
cT». Yepe3 3 [Hs NMOSBUIKMCH >kano0bl Ha O0/IM ¥ yMepeHHBIN OTeK IMpaBod HIWKHEH KoHeuHOCTH. Ha 1BeToBoe AyrjieKCHoe
ckanupoBanue (LJC) cocynoB ObLT BbisIB/IEH TPOMOO3 ITyOOKUX BEH MPABOM HWKHEH KOHEUHOCTH C MpU3HaKaMu (ioTaryy,
TPoMOO3 MMOBEPXHOCTHBIX BEH MPABOM HIDKHEM KOHEUHOCTU B CUCTEMe Masiol TOJKOKHOW BeHbl. Bblja rpoBefeHa Teparust
renapyvHOM, B la/ibHeIIeM repexofi Ha PuBapokcabaH, C ToJiHOM oTMeHOH B Mae 2024 1.

B Hosibpe 2024 r. mosiBUIKCH >kanobbl Ha 00/ B JIeBOM MaxoBOW 0OacTH. PeGeHOK ObuT aMOy/aTOPHO OCMOTpEH
XUPYPIroM, BBITIONIHEHA PeHTreHorpadust Ta300eApeHHOro CyCTaBa, B Xofie KOTOpOH martosioryst He Oblia BbisiBiieHa. [loctaBneH
[IMarHO3 pacTsDKeHHe CBS30YHO-KalCy/IbHOTO arrapara JieBoro Tta3obenpeHHoro cycraBa. Ha crnepyroumii neHs 6osu
YCUIWINCh, TIPUCOEIUHUIICS OTeK B JIeBOW TrojieHH. Bpurafoil OGOMBHULIBI CKOPOM MeJWIMHCKOW TOMOIIM [JOCTaBjeH B
Hetckyto pecryO/IMKaHCKYIO0 KIMHAYECKYH0 OOJIbHUIYY Ha KaTajKe U 10 TSDKECTU COCTOSTHUS TOCTIMTA/IM3UPOBaH B OT/e/ieHue
peaHrMaliy ¥ UHTeHCHBHOU Tepanuu (¢ 13.11.2024 o 22.11.2024) ¢ fjanbHeRIINM 11epeBojoM B XUPypruueckoe oT/jesieHue C
muarHo3om: OCTpbI  JIEBOCTOPOHHUM ueodeMopanibHbiii  TpoM003. [TocTTpomboTvueckas 00/e3Hb TpaBOM HIWKHEH
KOHEUHOCTH. XPOHHWUEeCKasi BeHO3Hasi HeJOCTaTOUHOCTh 1 ¢T. JluarHo3 BHICTaB/eH Ha OCHOBAaHWUHM KJIMHWYECKOW KapTHHBI U
IIJIC BeH HWKHUX KOHEUHOCTEM.

3a/iaeTcst BOMPOC, UTO JKe CTajio PUYMHOM TTOBTOPHBIX TPOMO030B y pebeHKa?

I1pu uccnefoBaHKUK OOLIEro aHaln3a KPOBU BhIAB/IEHBI [IPU3HAKU BOCMaieHus (1ekkouuros — 12x10° (sopma 4,0-9,0107)),
cerMeHTOsiIepHbINA HelTpodunes 80% (Hopma 47,0-72,0%), mumdonenus 12% (Hopma 30,0-53,0%), yckoperune CO3 mo 15
mM/u (0,0—10,0 Mm/u).


https://creativecommons.org/licenses/by/4.0/deed.en

MedicdyHapooHblll HayuHo-uccaedosamenbckull dcypHan = Ne 9 (171) = Cenmsbpb © Asrops! ctateH / Authors of the article

B koarynorpaMme yBe/MueHHe TOKa3aresied rnporpomMbuHoBoro Bpemenu 14,3 cek (9,9-11,8 cek), mpoTpoMOGUHOBOrO
orHowenuss 1,28 (0,8-1,24) m ymeHblueHWe NPOTPOMOMHOBOrO WHZAekca 63,4% (aopma 80,0-120,0%). BripakeHHOe
TOBBIILIEHHWe aKTUBUPOBAaHHOE YacTUYHOe TpoMborutactuHoBoe Bpemsi (AUTB) 120,7 cek (Hopma 22,1-28,1 cek),
pacTBopuMble GpUOpUH-MOHOMepHbIe komruteKenl 11,0 Mkr/100 mi (0,0-4,5 mkr/mi), O-aumep 5000 Hr/ma (Hopma 0,0-550,0
Hr/mi). U cHwkenne antTutpombuHa I11 meHee 30% (Hopma 75,0—-125,0%).

YuuThiBasi 3HAUMTENbHOE CHIDKEHHMe aHTUTpoMOuHa III, Oblma TmokasaHa TpaHcdysus C3II ¢ mocnexyromei
rernapuHoTepanueil (rermapux nog koutponeM AUTB).

B nekabpe 2024 roza Oblia poBe/ieHa TefeMequLMHCKast KoHCynbTanust ¢ PIIKB r. MockBbl, rjje Ob1710 TTOPeKOMEH/I0BaHO
MIPOZIO/DKUTE Tepamnuio PrBapokcabaHoM 2 pasa B CyTKM IepOpasbHO, [JIUTENBLHOCTBIO He MeHee 3 MeCsleB, a Takke
reHeTHYeCKoe ToATBepXKeHre JeduuTa aHTHTPOMOUHA.

B pe3ynabrarte MONeKy/nsIpHO-TeHETUYECKOrOo MCC/ie[oBaHUss OT siHBapsi 2025 roja BbisB/IeH MaTOreHHbIM BapUaHT
chr1:173911958AAAG>A B retepo3urotHoM coctosiiny B rene SERPINCI.

B xofe mocsieiHel TIAHOBOM TOCIUTANM3aI[UK OT sTHBapsi 2025 rofja COXpaHs/IMCh »Kamo0bl Ha TsHKECTh B JIEBOU TOJIEHU
NIpY JJIUTeIbHOHN (pr3nueckoii Harpyske. I1o pe3synbraTam NpoBefjeHHOTo 06C/1e/j0BaHusl, C yueToM KIMHAKO-aHaMHEeCTHUEeCKUX
JAHHBIX ObUI BBICTABIE€H OCHOBHOM auarHo3: Tpombodumusi (c peduumrom AT III). OcnoxHeHus: [IByCTOPOHHUIA
uneodemopanbHbiii TpoM0O03. TpoM0O03 BeH JieBol rosieHu (3aHeli O0sibIebepI|0BOL BeHbI, Ma00epI[0BOl BEHbI, CypabHbIX
BEH) /10 TIOJTHOW OKKJTFO3UU. HeoKK/TF03UBHBIM TPOMO03 HUXKHEN TI0/I0k BEHBI.

ITo pe3synbTaTtaM BTOpOW TerneMeAWIMHCKOM koHCynbraru ¢ PIOKB T. MockBbl OBUIO PeKOMEHJOBAHO MPOJOKUTH
Teparnuto PrBapokcabaHoM 2 pa3a B CyTKH NIEPOPaJIbHO AJIUTETLHOCTBIO 10 3 MeCSLeB C JabHEeHIIUM TIepeXo0oM Ha PeXuM 1
pa3 B CyTKH HeOIpe/ie/IeHHO [OT0. B0 0TMeueHo 0 HeoOX0AUMOCTH 00eCeurTh MaljieHTa KOHLIEHTPaTOM aHTUTPOMOMHA B
CJlyyae pa3BUTHSI OCTPOr0O TPOMOO3a ¥ TIPOBeZeHHsI XUPYPruveCcKoro JeueHusl.

B xoze puHaMuueckoro J1abopaTopHOTO KOHTPOJISL, IIPOBeAEHHOr0 uepe3 1 1 3 Mecsilia OT Havyasa HellpephIBHOM Teparnuu
PuBapokcabaHom, Obina 3adMKCHpOBaHa BbIpaKEHHasl MOJNIOKUTeNbHAs [UHAMHKA KIIOYeBBIX II0Kasarejeld CHUCTeMbl
remocTa3a. YpoBeHb D-aumMepa cHusmics ¢ kputnueckux 5000 Hr/mit 10 cyOHOPMabHBIX 3HaUeHUH — 420 Hr/MJ1, a 3aTeM U 0
tesieBoro ypoBHs 210 ar/mi (Hopma 0,0-550,0 HI/MiT), UTO CBU/ETETHECTBOBAJIO O ITOJTHOM KYITUPOBAHUH TIPOLIECCOB aKTUBHOTO
BHYTPHCOCYZVCTOrO CBepThIBaHUs U cTabum3anmu pubpuHomsa. [Tokasaress AUTB Ha goHe OTMeHBI reriaprHa U repexoja
Ha rpsiMble TiepopasibHbie auTUkoary/ssHThl (ITOAK) crabuiusuposascs B ripefenax 34,2 ceK. AKTUBHOCTb aHTUTpombOuHa 11,
cocTaBnisiBIlas B ocTpyto (asy menee 30%, Ha ¢OHe CTHIXaHWUS CUCTEMHOTO BOCIA/eHUs] W perpecca TpoMO0ooOpa3oBaHHUs
crabunm3upoBanack Ha ypoBHe 54% (Hopma 75,0—125,0%). [JaHHBIN MOKa3aTelb CTOMKO YepKUBAJICS HIDKe pedepeHCHBIX
3HaueHUH, UTO IMOATBEp)KAalo Haauuve y MaljieHTa BpOXAeHHoro fedunura anturpombuna III BHe daspl Koarynonatuu
notpebnenvs. ITo paHHbIM KoHTposbHOro LI/IC BeH HIKHUX KOHeuHOcCTed oOT stHBapsi 2025 roga Obina BepuduiMpoBaHa
YacTHUYHasl peKaHa/M3allysi paHee OKKJ/IF03UPOBAHHBIX MOZB3/I0LIHBIX ¥ Oe/[peHHBIX BeHO3HBIX CETMEHTOB.

O6cyxaenue

Hecmotpst Ha T0, uTO TpoMOOGDUIHS He sIBsieTCs 00JIe3HBI0, a TOTBKO COCTOSIHUEM, KOTOPOE TIOBBILLIAeT PUCK PA3BUTHUS U
PeLMIVBUPOBAHUS TPOMOO30B, 3HAaHME MEXaHU3MOB DPa3BUTHs TPOMOOTHUECKUX COCTOSIHUM C TMOC/eAYyIOIIed a/jeKBaTHOM
Teparnueii 1 MPOQUIaKTUKOMN SIBJISIETCS BaXKHOU MPOO/IEMOU COBpeMeHHOM MeULMHBL. [IpeXkze Bcero, cieyeT 3HaTh, UTO TIPH
HaJIMUYUM TPOMOOTHUECKUX 31130708 /10 40 jieT, Ipu pelyuBHpYIOLeM TPOMOO03e, OTATOLEHHOM CeMeiHOM aHaMHe3e U NPy
He3((eKTUBHOCTH rellapyHOTEpariiy HeoOXoAUMO B IepByI0 ouepeib 00ciefoBaTh GOBHOIO B paMKax pas3IM4HBIX (GoOpM
TpoMOO(DUIHNI C I1e/bI0 He TOJIBKO YCTaHOB/IEHUs AWarHo3a, HO U IpeJjoTBpallieH s MOC/IeYIOIUX SMHM3070B TPOMOOTHYECKUX
TIPOSIB/IEHUM.

KnuHnvecky 3amofo3puTh BEeHO3HbIM TPOMOO3 MOXKHO IPM HaJMYWH OTeKa WM IacTO3HOCTH BepxXHell WM HIKHeH
KOHEUHOCTH, Yallle BCEro JIOKAJbHO, TakKXXe, BO3MOXKHO, Ha CTOPOHE CTOSIHUSI KareTepa. XapaKTepeH, Kak MpaBUio, 60seBoit
CHHZIPOM B 06J1aCTH MpeATonaraeMoro TpoM603a, BeIpaykeHHbIe BeHO3HBIEe KOJUlaTepasid, yMepeHHas TUIepTepPMUsl KOHEYHOCTH
Y Ipyrye pas3/inyHble reMOAiMHaMUUeCKYe HapylleHusl.

B nipefcTapieHHOM KIMHAYECKOM CJTydae MOKa3aHo, YTO TPOMOO(UINS B BUZE Pa3UUHBIX TIPOSIBJIEHUN TPOMOO3a MOXET
NPOSIBUTHCS B /10O0OM BO3pacTe U CIIPOBOLMPOBAaThL 3TOT MPOLIECC MOT'YT pas/inuHble (aKkTopbl, B TOM UKcie U UH(EKIMOHHbIN
Tpoliecc.

HacnencreenHbiii feduuut aHtuTpombuHa I11, 00yc/ioBieHHbIM NatoreHHbIMKA BapriaHTamu B reHe SERPINCI1, nipu3HaH
Haubosiee arpecCUBHOM W TpoMOOreHHOU (HOPMOM Cpeau BCEX W3BECTHBIX BPOXK/EHHBbIX Tpomboduui. ITomymnsiyoHHas
YacToTa JIaHHOTO ZledeKTa B 0OILeld MOMmy/isiyy KpaiiHe Masna u Kosebsercs B mipegenax oT 0,02% no 0,2%, B To BpeMsi Kak
Cpe/ii MAIMeHTOB C BEHO3HbIMU TpoMbo3MbomMueckumu ociokHenusmu (BTDO) ona BospactaeT g0 1-5%. B getckoii u
TO/IPOCTKOBOW MOMYJISALMK YacToTa TPoMO030B MpH feduiute aHTUTpoMOuHa I1I yBemmuuBaetcs B 300 pa3 1Mo CpaBHEHHIO CO
3[I0pPOBBIMUA CBEPCTHUKAMH, [OCTUrasi MAKa MaHU(eCTalyd UMEeHHO B mybepTaTHoM mepuoge. CpaBHUTEIbHBIN aHAIM3 C
JPYTMMY reHeTHUecKUMH fledeKTaMy N0Kas3bIBaeT, UTO eC/IU NP IeTepo3uroTHoi mytaruu JlelineHa (reH F5) oTHOCUTeNbHbINA
puck Tpombo3a Bo3pacraet B 3-5 pas, To npu edekrax reHa SERPINC1 noxu3HeHHbIH puck pa3eutrs BTOO yBennurBaetcs
B 20-50 pa3 u gocruraet 85%.

OCo0eHHOCTBIO Be[IeHUs] TaKWX MALMEeHTOB B OCTPYH (pa3y sB/ISETCS BBICOKUN PUCK HeI(P(EKTUBHOCTH CTaHJAPTHOM
Teparyy. [10CKOMBbKY aHTHKOAry/astHTHBIM 3¢ @eKT HepaKLMOHMPOBAHHOTO M HU3KOMOJIEKY/ISIDHBIX T'ellapHHOB OMOCpPe/i0BaH
UX CBsi3bIBaHWEM ¢ aHTUTpomOuHOM III (koTOpOoe ycunuBaer ero akTWBHOCTH B 1000 pa3), KpUTUUECKOe TafieHue YpPOBHS
eCTeCTBEHHOTO aHTHKoaryssiHta MeHee 30%, 3aMKCHpOBaHHOE Y [JAHHOTO TIAL[eHTa, 3aKOHOMepPHO NPHBOJUT K Pa3BUTHIO
renapyuHOpe3rCTEHTHOCTU. B 370l cBsi3u npumMenenue (ITIOAK), B uacTHOCTH PuBapokcabaHa, maToreHeTHueCKH 060CHOBAHO.
Byayuu mnpsMbIM MHTUOMTOpOM (akTopa Xa, PuBapokcabaH peanu3yer CBoe [eicTBUe B 00X0o4 aHTUTpoMOuHa III.
ITosyyeHHBle aBTOpPaM{ pe3y/bTaThl YCIELIHOTO /0AT0CPOUHOro npuMeHeHUsi PuBapokcabaHa y MOAPOCTKA COIVIACYIOTCS C
JAaHHBIMU KPYITHBIX MeX[yHapOAHBIX MHOTOLIEHTPOBBIX HCC/IeJOBaHUIN y AeTeil (B uacTHocTH, mporpammbl EINSTEIN-Jr),
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MPO/JIEMOHCTPUPOBABILIMX BBICOKYIO TeparieBTHUeckyio 3(pQekTUBHOCT, u Ge3onacHocts ITTOAK mpu Hac/e[CTBEHHBIX
TPOMOOUIUSIX BBICOKOTO PHCKA, MPEBOCXOSILIME 10 TPOGUII0 KOMIUIAHTHOCTH U YaCTOTe reMOpparkueckux OCI0KHEHHH
TpaIUI[MOHHbBIE aHTaroHNUCTHI BUTamuHa K [6], [7].

s BBIsSiBNIEHUsT TPOMOO03a «30/I0TBIM CTAaHJAPTOM» SIB/ISIETCS Y/IBTPa3ByKoBasi Jomruieporpadusi. B ciydyae MOBTOPHBIX
TpoM0O030B HEOOXOAMMO TILaTesbHOe 0OC/e[joBaHre Ha Haubosee yacTbie GOpMbI TPOMOOUIHIA: AePULUT eCTeCTBEHHBIX
AHTHKOATy/ISHTOB, BbIABIEHHE MYTallii I'eHOB reMocTasa U aHtudocdommmmaHoro cunjpoma. B kauecTBe jeueHUs] OCTPBIX
COCTOSIHUH B K/IMHUUYECKOW MpaKTHKe NIPUMEHSIIOT aHTUKOAry/ISIHThI NIPSIMOT0 [IeMCTBUS U CBeXKe3aMOPOXKEHHYO T1asMy. s
npodWIaKTUKY peLArBa OIpaBAaHO IpUMeHeHHe HOBBIX OpasIbHBIX aHTHKOAry/asHToB (PuBapokcabaH, AmnvkcabaH U fp.).
TakuM MaijieHTaM HeoOXOAUMO TIOMHUTb, 0 BXKHOCTH COOMIOZeHUsI HEKOTOPBIX MPaBW/I: 306eraTb CUTyaldH, KOTOpPble MOTYT
npuBecTd K 00e3BoKMBaHMIO (MPO(deCcCHOHABbHBINA CIIOPT, MOcelljeHWe 0aHb UM CayH, >XapKUX CTpaH), HeoOXOAWMOCTb
obecrieurBaTh [JOCTaTOUHBIA MUTHEBOW pexkuM (50 M Ha Kr) W cOa/laHCHMPOBaHHOE MUTAHWE, WCK/IIOUUTH MpHeM Kode,
BDPE/IHBIX MPUBBIUEK, 0OECITEUUTh aleKBATHYIO IBUraTe/IbHYI0 aKTUBHOCTD: PeryJ/sipHbie GU3MUYeCcKue Harpy3Ky B BUZIE XOABOBI,
TJIaBaHUs U jleueOHON (PU3NUeCKOl Ky/BTYphI AJIs YIydIleH|ss KpOBOTOKa, M30eraTh AUTe/IbHOM UMMOOM/IM3atyu (CcreHune
WM cTosiHYe >1 yaca 6e3 repepsiBa), NpH HEOOXOAUMOCTH HCII0/Ib30BaTh KOMIIPECCHOHHBIN TPUKOTaX (2 K/IacC KOMIIPeCCUN).
BaskeH KOHTPOJIb Beca, TaK KaK OKMpeHHe — 3HaUMMBbIH (akTop prcka TpoMO030B.

Uckmouaercsi mipueM 3ctporeHcofepxkamux mpernapatoB (KOK) u HeKOTOpbIX recrareHoB (JIeBOHOPrecTpen) y JIHL]
JKEHCKOTO TIOfa, JUYPEeTHKOB (TOJIbKO I10 CTPOTHMM TII0Ka3aHUsIM), C OCTOPO)KHOCTbIO TIPUMEHSITh IVIFOKOKOPTUKOU/IBI
(MpefHU30/I0H) U TIPOTHMBOOIYXOJieBble Tiperaparbl (TamokcudeH). Jloboe BMellaTenbCTBO TpeOyeT COIVIACOBAHUS C
reMaTo/IorOM M, Kak MpaBU/I0, BpEMEHHOW OTMeHBI UK KOPPEKLMH A03bl aHTHKOAry/ISTHTOB, MO0 Ha3HaueHUs JiedeOHBIX 103
HU3KOMOJIEKY/IIDHOTO TenapyHa. 3arpeleHo TMOCelieHHe MaHyabHBbIX TeparieBTOB, MaCCaKUCTOB 0e3 MpeAynpeXaeHus o
JuarHo3e (MHTeHCUBHBINA MaccaX, 0COOEHHO ITyOOKHX TKaHEel W BEHO3HBIX MarucTpasield, MOXeT CIPOBOLIMPOBaTh TpOMO03),
TaKKe He pDeKOMeH/|0BaHbl JIMTe/bHble CTaTMUecKue Harpysku (cujsuas Wid crosuas pabora 6e3 pasMUHKHU, TsDKesble
CHUJIOBble TPEHHMPOBKU C MaKCUMa/lbHBIM BECOM).

3ak/iloueHue

TpomboTtuueckue mposiBieHuss Tpomboduanu MorytT MaHudecTHpoBaTh B JiH000OM Bo3pacTe. BaXHO MOMHHUTB, UTO
CMEPTHOCTh W WHBAIMJHOCTb OT TPOMOO30B 1O Cel [IeHb OCTAeTCs BBICOKOM U 3ario[|03pUTh, BBISBUTH TMPUUMHY C
MOC/IeyIoLel MPo(UIaKTUKON peluivBa sIB/SIeTCS OJJHOM M3 BaXKHBIX 3a/lau Bpauei i000H CreldaibHOCTH.
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