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B Poccum 41cno perncTpupyemblx BEHO3HbIX TPOMO030B cocTaBniseT 145-200 cnyyaes exeroaHo (Ha 100 Tbic.
HaceneHus), npu atom bonee 70% 3n130[0B Takux TPOMOO30B NPOTEKAOT CYOKMMHUYECKN, HE HACTOPAXMBAS HUA
00NbHbIX, HU BPa4el, HO MPEACTABMSAKT OMACHOCTb PA3BUTUEM (DATANbHOM TPOMOOIMOONUN. ApTepranbHble Xe
TPOMG03b! (OCTPbIA MH(APKT MIOKAP/A, ULLIEMUHYECKNIA NHCYNBT) PEMACTPUPYHOTCS YKe B 775—850 cy4asix COOTBET-
CTBEHHO U UMEIOT TEHZEHLIMIO K EXEeroHOMY pocTy Ha 9-12% [25].

B COOTBETCTBMI C COBPEMEHHbIMM MPEACTABNEHNSIMIA O HAPYLUEHUAX CUCTEMbI TEMOCTa3a TPOMOOGnANA
ONpeaenseTcs Kak 1aroforv4eckoe CoCTOSHNE CUCTEMbI KDOBY, BbI3BAHHOE KOMOWHALIMEN NOCTOSHHBIX W/nin
BDEMEHHbIX (DaKTOPOB TDOMOOTEHHOI0 PUCKA, PEASIN30BAHHbIX PA3BUTHEM TDOMO03A (TDOMOO30B), 00bEKTUBHbIE
CBEJEHNS 0 KOTOPOM (KOTOPbIX) MOTYT ObiTb 110/1yY6HbI B HACTOSLLMIA MOMEHT Wi 110 JJAHHbIM UHAUBULYATIbHOO
aHamHesa [21, 22].

K ghakTopam TpOMOOreHHOro pucka HeoOXOAUMO OTHOCUTb NOCTOSHHbIE (FEHETUYECKN 00YCMOBNEHHbIE) U
BPEMEHHbIE (BTOPUYHbIE, [EVCTBYIOLLME B ONPE/ESIeHHbI MPOMEXYTOK BPEMEHI) OTKNIOHEHUS U HAMBUAYANbHbIE
0COOEHHOCTM YeJI0BEKa, CNOCOOHbIE B PA3INYHbIX COYETAHNSX NPUBECTU K PA3BUTUK) TPOMOOTUHECKOI FOTOBHOCTY 1
B NOCNEAYHOLIEM — MOSIBNIEHIO TPOMOO30B, TPOMOOIMOONMIA, LLIEMUIA 11 UH(APKTOB OpraHoB (puc. 1). B HacTos-
Liee Bpems onucaHo 6onee 100 hakTopoB TPOMOOrEHHOIO PUCKa, CNOCOOHBIX B CBOEM COYETAHUM NMPUBECTM K COCY-
JUCTbIM KaTacTpodham [22, 37].
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Puc. 1 Cea3b (hakTOpoB TPOMOOreHHOro pucka, TPOM6OTHYECKOI rOTOBHOCTH
1 Tpom6ochunuu B reHese Tpom60308 U Heyaay 6epemeHHocTH [22]

CornacHo POCCUICKUM KNMHWUYECKM PEKOMEHIALMAM N0 AUArHOCTUKE, NEYEHUO 1 NPOUNAKTIKE BEHO3HbIX
TPOMO03MOONMYecKIX ocnoxHeHniA (BT30) 2015 1. K hakTopam TPOMOOrEHHOTO PICKaA, HE CBS3aHHbIM C TDaBMaMu
1 OnepaLnsMn, OTHOCSTCS:

«% WHCYNBT /UK Napaniny/nape3s HMKHIX KOHEYHOCTEN;

BbID@KEHHAS COKPATUTENbHAS AUCHYHKLNS MOKapaa (0COOEHHO C XPOHNYECKON CepaeYHOIN HEOCTATO4HO-
CTbI0 11—V (hyHKLIMOHANBHBIX KNcCoB No KnaccudukaLm Huto-Vlopkekoit accoumaumm cepaua — NYHA);
TSKENble 3a00/1eBaHINS JIETKMX (OCODEHHO C BbIDKEHHON AbIXaTeNbHON HELOCTATOYHOCTbIO, UCKYCCTBEHHON
BEHTUNALMEI NETKNX);
Cencuc;
0CTPas MHAEKLIS (THEBMOHUS 1 [1p.);
3/10Ka4eCTBEHHOE HOBOOOPA30BaHME (MO3ra, NOMKENY04HON XeNnesbl, TONCTON KULLKIA, XXenyaka, Nerkux,
MPEACTATeNIbHOI XEne3bl, N0YeK, AMYHIKA);
rOPMOHOTEPANIAS, XUMUOTEPANIAS, PEHTTEHOTEPANNS Y OHKONOrN4ECKIX NALNEHTOB;
CAaBJIEHNE BEH (ONyX0sbto, reMatomoit 1 np.);
Bo3pact 6onee 40 net (C yBENNYEHEM PUCK PacTET; 00bI4HbIE rpadaLumn 6onee 40, 60 n 75 ner);
MOCTESIbHbIN pexum (60nee TPeX CyToK), ANNTENLHOE NONOXKEHNE CUAS;
MPUMEHEHIE 3CTPOrEH-TECTAreHHbIX MPENapaToB (KOHTPALIENLS N FOPMOHAmNbHARA 3aMECTUTENbHAR Tepanuis);
MPYMEHEHE CENTEKTUBHBIX MOAYNSATOPOB 3CTPOreHOBbIX PELIENTOPOB;
BOCMANUTESbHbIE 3a00/1€BAHIAS TONCTONO KULLEYHUKA;
HePOTUYECKNI CUHAPOM:;
MUENonpoNndepaTnBHble 3a00M1eBaHNS;
MapoKCKU3ManbHas HOYHas reMornobuHypIs:;
OXMPEHNE;
BEHO3HbI1 TPOMOO3 11/WNn NEro4Has TPOMO03IMOONNS B aHAMHESE;
BAPWKO3HOE PACLUMPEHNE BEH HIDKHIX KOHEYHOCTEN;
KaTeTep B LIGHTPa/IbHOI BEHE;
0EPEMEHHOCTb 11 OIKALLINIA (10 LECTV HEeENb) NOCNEPOAOBbIA NEPUO.
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*o*




TpaBMbl 1 ONepaLmy paccMaTprBAKOTCS Kak CaMOCTOSITENbHbIE (DAKTOPbI TPOMOOrEHHOr0 PrcKa.

CylLecTBeHHbIN BKnad B passutiie BTI0 BHOCAT HapyLLIEHUS CO CTOPOHbI CUCTEMbI TEMOCTA3a, B TOM YICE
puck passutus BTI0 onpeaeneH ang cneaytowx nokasarenei (Poccuinckine KnMHUHECKINe pekoMeHaauUumn no auy-
arHoCTUKe, NIEYeHI0 1 NPOMUNAKTUKE BEHO3HbIX TPOMOO3MOONMYECKIX ocnoxHeHuit, 2015 1.; TOCT P 563772015
«KnHYeCKMe pekoMeHaLmm (MpoTokosbl neverus). MpotunakTika TpoMO03IMOONNYECKUX CUHAPOMOB>) (Tabs1.1):

Tabnuua 1. Pucka passutua BT30 npu Hapywenusax hakTopos remoctasa [34]
OR* BT30 BHe 6epeMEHHOCTH, ORBT3

dakTop cucTeMbl remocrasa

BHE 3aBMCMMOCTH OT nona npu 6epemMeHHOCTH
Jlecuunt aHTUTPOMOUHA 20 4,69
Jeduuut npotenHa C 10 476
Jetuumt npotenHa S 10 3,19
JlengeHckas myTtauus V daktopa 5 Ans romo3nrot — 34,4
CBEPTbIBAHIS KPOBY ANs retepo3nror — 8,32
MyTauus npotpom6una G20210A & Lg}; rr%'\TAgS ggﬁ;m__%é?g

* [Tpumeyanue:

BaXHOil XapakTepuCTUKON BKMafa NONMMOPHOr0 annens B passuTiie MynsTUAAKTOPHOMO 3a60/1EBaHNS SBMSIETCS 3HAYEHNE NOKA3aTens
«QTHOLLEHME LaHcoB> (odds ratio, OR). PaccyutbiBaetcst OR ang rpynn «Cny4ail — KOHTPOMb>» Kak OTHOLUEHWE YaCTOTbl BCTPE4AeMOCTH
MOMMMOPEHOTO ansens B rpynme naunueHToB K YacToTe BCTPEYAEMOCTY TOr0 Xe annens B 340POBOV KOHTPOSLHON rpymne.

Mpwn 3Ha4eHm OR=1 puck pa3suTus 3a0011eBaHNS paBeH NonynsuuorHomy; npu OR>1 HOCUTENbCTBO UCCAEAYEMOrO NONMMOPHOIO annens
YBENM4MBAET PUCK BO3HUKHOBEHIS 3aboneBaHns, OR<1 no3BONSET roBOPUTL O CHIDKEHIM PUCKA 3ab0NeBaHus (MPOTEKTUBHOM 3DAeKTe
nonMMopK3ma) no CPaBHEHIK C KOHTPOMbHO rPyNnoi.

B 06weit nonynsiuum reHetudeckine hopmbl Tpomeodunin (mytauus FV IeiiaeH, npotpomMouHa, aeduunt npote-
nHOB C 1 S, aHtutpom6uHa I) n aHtudoconunuaHblin cuiapom (ADC) (nprobpeTeHHas TDOMOOMUNNS) B CPEAHEM
BCTpeyatoTes y 15-20% HaceneHms, a npu BEHO3HbIX TPOMO03aX, M0 JaHHbIM NIUTEPATYPbI, 4acToTa TPOMOOUNIA
pocturaet 50%.

[pn psiae TPOMOOUNUYECKIX COCTOSHUIA PUCK BEHO3HOI TpOMO03MOonn (BT3) nosbiwwaetcs 6onee vem 8 100
pa3, 0COOEHHO MPU HANUYMU TOMO3UTOTHbIX, MYTIBTUTEHHBIX OPM TPOMOOMUNNAN UM KOMOUHUPOBAHHBIX (DOPM
(reHeTU4ecKMe TDOMOOMUNNK + aHTUAOCHONUIAHBIA cuHapom (ADC)) [22, 57, 62].

[1aTOreHeTU4ECKMI MeXaHU3Mamin pa3BuTis TDOMO0308 npu ADC SBRAKTCS: B3aUMoaeNAcTBIE C ocdoni-
nnaamu 3HAOTENNANBbHBIX KNETOK M TPOMOOLUTOB, HAPYLLEHUE CEKPELII NPOCTALNKNNHA, HAPYLIEHIE KOHTAKTHO
aKTMBaLMV (OMOPUHONIN3A, MHTNOULIAS TKAHEBOr0 akTBaTopa nnasmuHoreHa (t—PA), TpoM6oMOAyMHA / NpOTeNHa
C / npoTenHa S, HAYKLNS PE3UCTEHTHOCTI K akTUBMPOBaHHOMY npoTenHy C (ot aHrn. Activated Protein C —
APC). BaxHO OTMEHUTb, YTO HAMOOMbLLUNIA PUCK TPOMBO30B acCOLMAPOBAH C MONMOXMTENLHOI NPO6OII HA BONYa-
HOYHbIV aHTUKOArynsHT (B 10 pa3 GomnbLLUNA pUCK ANs apTepuanbHbIX TPOMO0308 11 B 4—16 pas — ans BT3) [31].

Tpom6oreHHble pUCKK Npu 6epeMeHHOCTH

PacnpoctpaHeHHocTb BT3 y 6epemenHbIx coctasnset 0,8-2,0 Ha 1000 6epeMeHHOCTeN 1 SBASIETCS NPUYNHONA
1,1 cmepreii Ha 100 000 6epemerHocTei. pumepHo 80% 3MOONNYECKNX COOBITUIA MPK GEPEMEHHOCTI ABNSHOTCS
BEHO3HbIMU [34, 42, 52, 63].

BaxHeiLwmm hakTopoM pucka Ans XeHLLmH BT npu 6epeMeHHOCTY IBNSIETCS Hann4iie TDOMO03MOOS N B aHaM-
He3e, B Nepyof, NPeLLIecTBYOLLMIA 6epeMeHHOCTIA. BTOpOI Hanbonee pacnpocTpaHeHHbIil akTop pucka — Hacne-
CTBEHHas Tpombonnua [33, 43, 44, 52, 55] (puc. 2).

BeHO3HbIE TPDOMOO03bI MArUCTPANbHBIX BEH MPUBOAST K TPOMOMPOBAHWKO COCYI0B MMALEHTbI, YXYALIAOT MATO4HO-
NaLeHTapHoe KPOBOOOPALLIEHNE 1 BHYTPIUYTPOOHOE COCTOSIHUE NM0/AA, YTO CO3AAET PearbHYH) Yrpo3y XU3HIA 1 3[0-
POBbH) MATEPH 11 NN0AA U NPeSONPeaeNsieT POCT MATEPUHCKOIA 11 NePUHATANbHOIA CMepTHOCTH [1].
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Puc. 2. Tpom6ochunumn B CTPYKTYpPE NPUYMH PEnPoaYKTUBHbIX noTepb [16]

OTenbHOM Npo6IeMOoNt SIBASKOTCS TPOMOO3bI PEAKIAX NOKanU3aLni, KoTopble B 50% Cy4aeB BO3HUKAKT CMOH-
TaHHO Y NALMEHTOB C TPOMOOMUINYECKUMYU COCTOSHUAMI, B OCTarbHbIX CyYasX, MOMAMO HaCNeACTBEHHOM TPOM-
00NN, B BO3HUKHOBEHIN TPOMOO032 UTPaIT POSb NPUOOPETEHHbIE (DAKTOPbI, B NEPBYH) 04EPe/ib: OEPEMEHHOCTD,
KaK COCTOSIHIE B HOPME XapaKTepu3yHLLeecs runepkoarynaunei [2, 18].

Tpom603bl PeiKiX NoKanu3auuii Bo Bpems 0EPEMEHHOCTY OTMEHAKOTCA B 75% Cry4aeB TPOMOOTIHECKIAX OCTIOXK-
HEHWA: TPOMO03 NEYEHOYHbIX BEH (CUHAPOM baaaa-Kuapu), cene3eHo4HbIX, ME3EeHTEPIUANbHbIX, SUYHUKOBbIX BEH,
BEH CETHATKM, TOIOBHOTO MO3ra, BOPOTHOM BEHbI, MOAMbILIEYHO 11 NOAKMOYNYHOV BEH. TPOMOO3bI PEAKMX JIOKANN-
3aLuii pa3BMBaOTCS Y 25% NALMEHTOB C AeULUTOM aHTUTPOMOUHA 1. Tpu HanM4MK HacNeaCcTBEHHbIX TPOMOOMN-
NINA PUCK TPOMO03a Me3eHTepUanbHbIX BeH nosbilaeTcs B 100 pas, npu 3tom B 10% Cry4aes OH acCOLMNPOBAH C
neduumtom aHtutpom6inHa i, npu aeduunte npotenHa C — B 6%, a npu aeduunte npotenHa S — B 4% cnyyaes.
Mpun Hanv4un myTtauuy FV JleiaeH puck Tpom003a CETHATKM MOBbILLAETCS B LLUECTb Pa3, a Npu Hanu4uu MyTauun
npotpombuHa G20210A — B Bocemb pa3 [1, 18]

Kpome T0ro, BbIABMIEHO, 4TO YACTOTA MyTaUuK J1eiieH Y O0MbHbIX THKENO0M NPEIKNAMMCUEN 3HAYUTENBHO BbILLE
(00 30% B 3aBUCUMOCTIA OT MONYASALMK), YEM Y XKEHLLMH C PU3NONOTHECKO 6EPEMEHHOCTBIO [4, 5].

OT1€NbHOr0 BHAMAHIS 3aCNY)XMBAET BKNAL, FEHETUYECKIA 00YCMOBNEHHBIX HAPYLLEHWA NA3MEHOr0 3BEHa reMo-
CTa3a B PasBUTIE NMATONOMA OEPEMEHHOCTU. YCTAHOBIEHO, YTO 4acTOTA 00pA30BaHIS PETPOXOPUATbHBIX/PETPOAM-
HUOTIYECKNX reMaToM B 3—4 pasa BbiLLE Y HOCUTEMbHIAL FeTep03UroTHOr0 BapuanTa reHa PAI-1 (4G/5G) n B 57 pa3
BbILLIE MPY FOMO3NUTOTHOM reHoTUne (4G/4G) No CPaBHEHNIO C OEPEMEHHBIMIA XEHLLUHAMIA C FeHOTUNOM 5G/5G, 41O
CBMIETENbCTBYET 0 [10303aBMCUMOM 3CDheKTe annenu. Kpome Toro, y 6epeMeHHbIX ¢ reHoTnoM 4G/4G otvedaetcs
TEHZEHUNS K 60MEee PaHHeMy NOSIBIIEHIIO apTepPUarnbHOTO aBMeHNS 1 K ero 607ee BbICOKIM NOKa3aTensam, 0COOEHHO
B pogax [4, 12, 13].

Tpom6oreHHbIe pUCKN NPU FOPMOHANLHON TEPaNUK

AKTyanbHbIM HanpaBMEHNEM OLIEHKI TEHETHECKI 0OYCNOBNEHHBIX PUCKOB PA3BUTUSA TPOMOOUINIA ABNAETCS
HA3HaYeHe rOPMOHATBHON KOHTPALIENLIAN 1 3aMECTUTENbHOI TOPMOHaNbHOI Tepanin (3T), KOTopble camii o cebe
HE3HA4MTENbHO NOBbILLIAKT PUCK TPOMOO30B, HO NP HOCUTENbCTBE OMPE/ESIEHHOT0 FeHOTIMNA OMACHOCTb PE3KO BO3-
pactaet. CornacHo HaLMoHanbHbIM MEALMHCKAM KPUTEPUSIM NPUEMIEMOCTI METOAO0B KOHTpauenuuu 2012 1. u
NAToN pefakuun «MeauLUHCKNe KPUTEPUI NPUEMNEMOCTY A% UCMOMb30BaHIUS METOL0B KOHTpaLenuum» 2015 .
(Medical eligibility criteria for contraceptive use — 5th ed. Geneva: World Health Organization; 2015), pa3paboTax-
Hbix BO3 Ans npeaoTepatieHns TooM6030B 1 TPOMOO3IMOOMHECKIX OCTIOKHEHWIA NPK NPUeMe OparbHbIX KOHTPA-
LIeNTUBOB, PEKOMEH/I0BAHO BbISIBNIEHNE TDOMOOTEHHbIX MyTaLmii (F2 — npoTpomMOuHOBas MyTaums 1 F5 — haktop
TeiipeHa).

B cootBeTCTBUN C KpuTepusimi, Npu Hanm4um TpOMOOreHHO MyTauuy J1eiaeHa HasHaqeHne npenaparos, coaep-
XaLLWX 3CTPOreH, NPOTUBONOKA3AHO (YETBEPTAS KATErOPUS KPUTEPUEB NPUEMEMOCTHA). My HA3HAYEHN KOHTPaLen-
LI, OCHOBAHHOI Ha NPOreCTUHAX NI BHYTPUMATOYHbIX CPEACTBAX (MeAbCOAEPKALLIX MO0 FOPMOHOCOAEPKALLVX)
XEHLLWHBI C TDOMOOTeHHbIMI MyTauusmi (F2 1 F5) nonagaroT BO BTOPYH KATErOpuK KpUTEPUEB MPUEMIIEMOCTM
(Mprem npenapara nof HabNKAeHNeM Bpaya).




KpuTH4HBIM (DKTOPOM Ans peann3aliin TpoMOOreHHbIX PUCKOB, aCCOLMMPOBAHHBIX C TEHETUHECKI 00YCTIOBNEH-
HbIMU HAPYLLEHNSIMIA B CCTEME reMOCTa3a, SBNsoTcs nporpammbl IKO, MOCKOMbKY BKNKOHAKOT NPUMEHEHIE MacCuB-
HbIX 103 FOPMOHA/bHBIX MPENaparos, B TOM YUC/IE aHANOTOB rOHAA0NNOEPIHA 1 FOHAZOTPONUHOB, YTO COMPSKEHO C
BbIPAOOTKO 3HAOMEHHBIX IMHHIKOBBIX TODMOHOB 11 MOXET 0Ka3blBaTb HEraTUBHOE BAIMSHIE HA NAPAMETPbI CUCTEMbI
remocTasa. HapylueHue 6anaHca CBEpTbIBALLEN, NPOTUBOCBEDTLIBAIOLLEN 1 (UOPUHONUTUHECKON CUCTEM MOXET
ObITb 3TONATOrEHETUHECKIIM (DaKTOPOM HapyLLIEHNS NPOLIECCOB MMMNAHTALAN NAOAHOIO Silla B S3HAOMETPURA, Clied-
CTBIEM KOTOPOTO CTAHOBUTCS HEOaronpusTHbIi pesynbrar nporpammbl IKO [19, 20, 21].

BHUMAHMUE! B cootseTcTBumM ¢ POCCUACKIMI KNMHUYECKMI PEKOMEHAALMAMIA N0 [UArHOCTUKE, NIEYEHI0 11 Npo-
(DUNAKTUKE BEHO3HBIX TPOMOO3IMOONYECKNX 0CNOXHEHWIA, 2015 T., TpoMOOdMNNN, CONPSKEHHbIE C HAUOOEE Bbl-
COKIM puckom peunavea BTI0 (aHTudbocdonuningHbIv CUHAPOM, AEMULIAT aHTUKOATYNSHTHBIX NpoTenHOB G unn S,
MyTauun dhaktopa V Jleigena unu npotpom6nHa G20210A) MoryT BAUSITb Ha AfIUTENbHOCTb NIEYEHUS aHTUKOArysiH-
Tamu NocIe BrepBble BO3HMKLLENO HECMPOBOLMPOBAHHOO 3nk304a TpoM003a rny6okux Bex (T1B) / Tpomboamoonim
nero4Hon aptepun (TAJ1A).

CraHoaptHaa pekomeHpauyust (663 ykasaHHbIX BbllE (PAKTOPOB PUCKA CO CTOPOHbI CUCTEMbI TEMOCTA3a):
ANNTENBHOCTb UCMOMb30BAHUS aHTUKOATYNAHTOB — HE MEHEe TPeX MECALEB; NP BbISBNEHHbIX (DAKTOPaX TPOMOO-
(UM — NPOJJIEHNE HA HEONPEAENIEHHO 0N CPOK Npu npunpokcumansHom TIB u/unu TIJA, HU3KOM pucke
KDOBOTEYEHNS 1 BOSMOXHOCT NOLAEPKINBATH CTAOUNBHBIA YPOBEHb aHTUKOArYNALIAN.

[pOoAneHHOE 1CMOMb30BAHINE H3KOMOSEKYNSIPHBIX TeNapyHOB (MOLKOXHOE BBEAEHUE NEeYe6HO [03bl B Nep-
Bblll MECAL, C BO3MOXHOCTBIO MOCNEAYHOLLEr0 CHIKEHNS [0 75% OT Ne4e6HO) PeKOMEHAYeTCs NpeancyecTs y
0epeMeHHbIX, @ TakXKe Y O0NbHbIX CO 3M10Ka4eCTBEHHbIMI HOBOOOPA30BAHUSAMIA (MO KparHei Mepe, B GnnXaiLLne
36 MecsLEeB nocine passuUTUs TPOMO03a).

[ina ymeHblueHns prcka peunansa BT30 nokasaHo AAUTENbHOE UCMONb30BaHNe aHTUKOArynaHToB. [104x0Abl
K VX NPUMEHEHWKD ANS NEYEHUS 11 ANATENbHOA BTOPUYHOM NPOMUNaKTUKL (MpoAneHHoro nedverus) TrB n TIJ1A
0/IMHAKOBbI.

B HacTosiLLee BpeMS ONTMANbHbIM CNefyeT NPU3HAETCS NOAXO0L, COTNacHO KoTopoMy npodunaktuky BT30 npo-
BOAST a0COMOTHO BCEM MaLleHTam. XapakTep npodunakT4ecKinx Mep onpeaensieTcs CTeneHb pyucka.

OnHum 13 Hanbonee ynoOHbIX MHCTPYMEHTOB onpefenexns pucka BT30 cnyxur wkana Caprini (tabn. 2).

Tabnuua 2. LLikana 6annbHOM OLEHKN KNTMHUYECKUX XapakTepucTuk (no Caprini)

1 6ann ’ 2 6anna ‘ 3 banna ‘ 5 bannos
41-60 net 61-74 roma >4 net WHeynbT (<1 Mec. Hasan)
Manas onepauus ApTpockonuyeckas onepauns | AHamHes BT30 3ameHa KpyrnHoro
NMT >25 Kr/m? bonbluas oTkpbiTas onepauus | CemeiiHblit aHamHe3 BT30 cycTaBa
OTEK HDKHIX KOHEYHOCTEN (> MuH.) JleiifgHckas myTaums [epenom 6empa, KocTel
BapuKo3Hoe pactumperve BeH Jlanapockonnyeckas onepauns | MyTauus B reHe NpoTpoMOMHa | Tasa, rofeHN
BepeMeHHOCTb 1K NOCIEPOL0BON (>45 MuH.) Bomn4aHo4HbIA aHTUKOArynsHT | TpaBMa CrHHOTO MO3ra
nepuon OHkonorus AHTUTENA K KapaMONUMIAHY (<1 mec. Hazan)
HeBbIHalLMBaHWE GEPEMEHHOCTH MocTenbHbliA pexim (>3 ¢yT.) | OBbILIEHNE YPOBHS FOMOLIN-
B aHaMHe3e [uncosas noBs3ka CTENHa B Niasme
[prem 3CTPOreHoB/recTareHos Karetep B LEHTPANbHOM BEHE [enapuHIHAYUMPOBaHHAS
Cencuc (<1 mec.) TPOMOOLMTONEHIS
Tshkenoe 3a60neBaHue Nerkux, [pyrve Tpombodunnm

B TOM 41CNE MHEBMOHMS (<1 MeC.)
HapyLuerne QyHKLMN JbIxaHnst
OcTpblil H(APKT MIOKapaa
3acToiiHas cepaieyHas
HeA0CTaTOMHOCTb (<1 Mec.)
AHamHe3 BoCnanuTesbHoro
3200/16BAHNS KILLIEYHIKA
TepaneBTA4ECKUIA NaLNEHT

Ha NOCTENLHOM PeXnMe




Ha ceromHsLwHmiA IgHb YETKO OnpeaeneHsbl (haktopsl pucka BT30, B TOM Y1CTE FEHETUHECKI 00YCIIOBIEHHbIE, BO
BpeMs 6epEMEHHOCTIA, POZIOB 1 MOCNEPOL0BOr0 NepUoAa, KOTOPbIE MO3BOMNAM CODPMUPOBATL ANrOPUTMbI NIEYEHNS
1 npocounaktuky BTI0 (Poccuinckine KNUHNYECKNE PEKOMEHALMAMIA MO AMArHOCTUKE, NIEYEHI0 U NpOuiaKTInKe
BEHO3HbIX TDOMOO3IMOONNYECKIX OCNIOXHEHMIA, 2015 T.).

Tpom6oreHHble pUCKM NPU OHKONOrMYecKux 3aboneBaHnax

[MpuHUMnnansHon sensetcs npobnema BT30, B nepsyto o4epedb TIB n TAJIA, npu OHKONOTMYECKIX 3a6one-
BaHWSIX, MOCKOMbKY AAHHbIE OCMOXHEHUS YXYALIAKOT UCXObl MPOTUBOONYXOMEBOTO NIEYEHNS 11 3aHUMAOT OJHO 13
NAONPYIOLLMX MECT CPeau MPUYIH CMEPTU B0MbHbIX 3710KA4ECTBEHHbIMI HOBOOOPA30BaHUAMM. Tak, Ha ayToncuu
MpU3HaKK TPOMOOIMOONIMYECKMX OCTIOXHEHUIA 00HAPYXMBAIOTCH Y 50% OHKONMOTMYECKMX NALMEHTOB; TPOMOOIMOO-
N1 NIEroYHOM apTepui ABnSack NPU4NHoN cMeptny 15% 60nbHbIX 11y 43% 005bHBIX — (DOHOM AN APYruX CMep-
TENbHbIX 0CNOXHEHNIA. OHONETHSSA BbKUBAEMOCTb OHKONOrMYECKUX 60MbHbIX B Cry4ae pa3sutus BT coctasnser
12% N0 CpaBHEHNKO ¢ 36% Mpu OTCYTCTBIAM TDOMOOIMOOMINYECKNX OCNIOXHEHWA [17, 27, 32, 36, 64].

BbIAENAKT Tp1 KaTeropii (hakTopoB pUcka passuTiAs TDOMOOMUINY Y OONbHBIX 3/10KA4ECTBEHHBIMU HOBOOOPA-
30BaHusMK [17]:

«* CMeumnu4ecKie onyxonb-3aBrUCHMbIE;

«* 00LLIeNaToNOrM4ecKue;

< Tepannsi-3aBuCMbIe.

OCHOBHbIMI MPUYMHAMI BHYTPUCOCYANCTOrO TPOMOOOOPA30BaHNS, Kak ObINo MokasaHo elle P. Bupxosbim,
ABNSIOTCA: NOBPEXAEHINE COCYANCTON CTEHKIA, MOBbILIEHHAS CKMOHHOCTb KPOBH K CBEPTHIBAHIK) 1 3aMEZIEHIe CKO-
POCTW KPOBOTOKA. Y GOSbHBIX 3/10KA4ECTBEHHbIMI HOBOOOPA30BAHNAMU UMEHHO TUNEPKOArynsLns, UHOYUMPOBAH-
Hast OMyX0NeBbIMI KNETKAMIA, SBASAETCS 0COOEHHO 3HA4MMbIM (DAKTOPOM. [nepkoarynsuys 00yCnoBeHa kackaaom
MPOLIECCOB, MHAYLIMPOBAHHBIX CAMUMIA OMYXONEBLIMIA KNETKAMIA, B TOM YUCHE: NPOLYKLINAS PAKOBOrO NPOKOArynsaHTa
(LMCTeNHOBAS TPAHCMEeNTIAA3a); aKTUBALLAS MOHOLIUTOB, HEUTPONIOB, TKAHEBBIX MAKPOAros, MUOMIOPO6NACTOB;
YCUMEHNE afre3uu 1 arperawiui TpoMOoLUTOB ¢ 06pa30BaHEM OMYyX0NEBO-TPOMOOLMTAPHbBIX MUKPOTPOMOOB 1 Mu-
Kp03am0010B. J1okanbHoe OTNOXeHe GrbpuHa BOKPYr OMyXOmeBbIX KNETOK (hopMupyeT Matpuy Ans 0nyxonesoro
POCTA U AHTMOreHe3a, a Takxke CnocoOCTBYET Pa3BUTMIO BEHO3HOTO TPOMO03a 11 CUHAPOMA AMCCEMUHIPOBAHHOTO
cBepTbiBaHua kposu (1BC) [6, 17, 27, 28, 32, 39, 54].

Ha doHe umetoLLieics runepkoarynsun JOnoNHUTESbHbIE KNMHYECKNE (haKTopbl PUCKa, TAKME KaKk AnnTemNbHas
UMMOOBUNN3ALNS, 4aCTble BEHEMYHKLWK, NPOJOIDKUTENBHOE CTOAHINE KATETEPa B MOAKMOYUYHON BEHE, NHAEKLIAN,
COMYTCTBYHOLLIAS MATONONAS, ONyX0NeBast KOMMPECCUS BEHO3HOTO KDOBOTOKA NMPEAPACTONAratoT K PasBuTIAK TPOMOO-
TUYECKIX OCTIOXHEHNI Y OHKOMOr4ECKNX 60NbHbIX [17, 54].

EXXeroaHoe 4ncno cnyvaes BOSHUKHOBEHWS BT y OHKOMOTMHECKNX MALMEHTOB, NOMyHAKLLIMX XUMAOTEPAMNUI,
oueHuBaetcs B npeaenax 10%. Puck passutus BT3 MoxeT yBennynsathes 40 15—-20% B 3aBUCUMOCTY OT Knacca I
KOMOWHALAN HA3HA4aeMbIX XMMIOTEPANEBTUYECKIX MPENapaToB. Hanpumep, BKIHOYEHIE B XUMIOTEDANEBTAYECKMIA
PEXIM MNaTuHbl yBenn4nBaeT puck BT no 18%, L-acnaparuHasbl y B3pochbix — puck BT 4—14%, 5-dropypaun-
na— 15-17%. HebnaronpuatHbIMu ¢ TOYKIA 3DEHUS BO3MOXHOI0 Pas3BrTIAS TPOMOO30B NMPEaCTaBNSHOTCA COHETaHNS
LMTOCTATUYECKIX AreHTOB C rOPMOHAMbHBIMIA CPEACTBAMM UK UMMYHOMOZYNATOPAMMU, & TAKXKe KOMOUHALMA NpOTH-
BOOMYX0/EBOI XMMIOTEPANIAN 11 NTy4eBoro neyenus [29, 32, 35, 48, 50, 58].

B COBOKYMHOCTW Hanu4ie OHKOMOMA4YeCKOro 3a00M1eBaHUA 1 ero Tepaniis pacCMaTpuBatoTCs Kak CaMOCTOATENMb-
Hble (DaKTOPbl TPOMOOrEHHOMO PUCKA M 0KA3bIBAKOT CYLLIECTBEHHOE BAMAHME HA (DYHKLMOHMPOBAHIE CUCTEMbI re-
MOCTa3a. Hanu4ue y nauuenta (hakTopoB HACcNeCTBEHHON TPOMOOMUMNN YCyryonaeT CUTYaUmMo U CYLIECTBEHHO
YXY[LIAET NPOTHO3. BOMbLUOE 3HAYEHWE UMEET COYETAHME TEHETUHECKNX (DOPM TPOMOOMUAUA 1 C LMPKYNSLUMen
aHTUOCHONNUMNAHBIX AHTUTEN, YaLlle BCEr0 B 3TOM COHETaHWN BbISBAAKTCS: MyTauus FV JleiaeH, nonmmopdHbii
BapuaHT reHa PAI-1 G4/G5, nonumopciam TpomoouuTapHbix peuentopos ITGA2 n ITGB3, necouuut AT 11 [6, 17, 47].

[€HETMYECKOE TECTUPOBAHIE, HAMPABNEHHOE HA BbISBNEHWE TEHETUYECKI 00YCIIOB/EHHbIX (DAKTOPOB TPOM-
OOTEHHOT0 pucKa, NO3BONSIET UHANBIAYANBHO NOA00PATh Hanbonee 3DMEKTUBHBIA KOMNEKC NPounakTuye-
CKMX MEpONPUSTUIA, HANPABMEHHbIX HA CHKEHNE TPOMOOTUYECKIAX OCTIOXHEHWI Y NALWEHTOB C OHKOMOTMYECKUMM
3200/1€BAHNAMN,




Tpom6oreHHble pUCKK M 6ONE3HU CUCTEMbI KPOBOOOpPAaLLEHUs

He MeHee akTyanbHoi npobiemoit ABNSETCA OLEHKa BKMaga nonuMoponamoB reHoB (DakTOPOB CUCTEMbI FeMo-
CTa3a B pa3BuTie uHeynbra. Miemmyeckinit uHcynet (M) 3aHumaeT BTOpoe MECTO N0 4acTOTe CMEPTESIbHbIX CNy4aeB
0T 00ME3HeN crcTeMbl KpoBooOpaLlLeHns B Poccuiickoir Geaepauin u nopsaaka 85% 0T 00LLEro 4ncna UHCYmLTOB.
ExeroaHas cmeptHocTb 0T AW B Poccun — ofiHa 13 Hambonee BbICOKWX B Mupe (175 cny4vaes Ha 100 TbiC. Ha-
CeneHns B rof). pn 3T0M 0TMEYAETCS HEYKIOHHbIA POCT CNy4aeB 3ab0NeBaHIs B MOOAOM Bo3pacTe (<50 neT).
K 0CHOBHbIM HeMoAUdMLMpYeMbIM thakTopam pucka A oTHocaT (KnuHnyeckue pekomeHaauum (mpotokon) no oka-
3aHUI0 CKOPOIA MEAMLIHCKOM NOMOLLM MPK OCTPbIX HAPYLLEHUSAX MO3rOBOr0 KpoBooopatleHns, 2014 r.; Hesponorus.
HauuoHansHoe pykoBoacTso, 2015 1):

< non;

< BO3paCT;

% 9THWYECKAs NPUHAANEXHOCTB;

% HacneaCcTBEHHOCTb.

C TO4KM 3peHUS BKMaaa reHeTUYECKN 00YCIOBIEHHbIX (DAKTOPOB PUCKA PA3BUTUS UHCYTLTOB 0CO00E BHIMAHIE
HanpaBieHO HA TPOMOOLUTAPHOE 3BEHO TEMOCTA3a (B Pakypce Natonoruyeckinx U3MeHeHuI afre3nBHO-arperaLin-
OHHOW aKTUBHOCTW TPOMOOLIUTOB) W (OUOPUHONIUTIHECKOE 3BEHO (CHIDKEHIE (DUOPUHONUTAHECKOIA AaKTUBHOCTH).
B pasButuu MLLIEMIYECKOrO WHCYNbTA A0Ka3aHa posb MOAMMOPKU3MOB TEHOB TPOMOOLMTAPHbLIX PELenTopos:
ITGA2 1 ITGB3; nonumopduambl reHa (uopuHorera (FGB) u uxrnéutopa aktuearopa nnasmuHoreHa 1 tuna PAI
[7,10, 11, 23, 24, 45].

Hanu4ne nonnmopmHbIX BapUaHToB reHoB CBEPTHIBAOLLIEN CUCTEMbI KPOBY ONPEAENSeT KIMHN4ECKINE 0COOEHHO-
CTW TEYEHUS OCTPOr0 Nepuroaa ULLEMUYECKOr0 UHCYMbTA (MATOrEHETUYECKMA MOATUN UHCYNbTA, KONMMYECTBO 04aroB
WLLEMUI, TSKECTb HEBPOMOrNYECKOr0 AECDULMTA), YTO CBUAETENLCTBYET 00 afAUTUBHOM 3(D(EKTE YKA3aHHbIX BbILLIE
MonUMOpP3MOB reHOB.

ccnenoBaHus nocneaHnx CBUAETENBCTBYHOT O TOM, YTO COYETaHME NONMMOPMHbIX BapuaHTos reHoB FGB, PAI-1
1 ITGA2 — accounmMpoBaHO C HAPACTaHUEM HEBPOMOTMYECKOro AedhnLuTa, a TakKe C YTSKeeHneM 00LLEro cocTos-
HUS MALMEHTOB K KOHLLY OCTPOro nepuofa 3abonesanus. Monumopnam reHa FGB yalle accounmpoBaH ¢ passuTiiem
aTepoTPOMOOTUHYECKOrO UHCYNbTA; NoMMMopdnam reHa PAI-1 — atepoTpomMO0TIHECKOrO 11 NTAKYHAPHOTO UHCYIITOB;
nonumopn3m rexa ITGA2 — nakyHapHoro uHeynsta. CoveTaHie NonuMopPMHbIX BAPUAHTOB 3TUX TPEX TEHOB BbIsIB-
NAETCA Y NALMEHTOB C KAPANOIMOOINYECKM UHCYNBTOM. Hanu4ue mytauum J1eiaeH n mytauum reHa npotpomorHa
COYEeTaHUI HapyLLIEHUAMU TODOMOOLMTAPHOTO 1 (DUOPUHONITUYECKOrO 3BEHLEB CUCTEMBI FEMOCTa3a 00yC0BMBAOT
MaKCIManbHO HEGNAronpUsTHbIA NPOTHO3 K KOHLY 0CTPOro nepuopa [14, 15, 24].

ElLLie 0AHOM BAXHOM 0COOEHHOCTBI, CBA3AHHONM C FEHETUYECKI 00YCIOBMIEHHBIMIA HAPYLLEHUAMM B (DYHKLIMOHM-
POBAHMU TPOMOOLMTAPHOIO 3BEHA TEMOCTA3a, ABMAETCA CHIMKEHME YYBCTBMTENBHOCTI K CTAHAAPTHBIM aHTMArpe-
raHTHbIM Mpenaparam. B 4acTHocTi, nonuMopdHble BapraHTbl reHa ITGB3 cHuXaKT 3ddeKTMBHOCTb acnupuHa 1
KNonuaorpena, 41o onpesfensier Heo0Xo4UMOCTb UHAMBIAYANbHON TAKTUKI BEZIEHNS nauneHTa n nogdopa Hamoornee
3(DEKTNBHOV CXeMbl AHTUArPEraHTHOM Tepanian ¢ y4eTOM TeHETYECKIX 0COOEHHOCTEN [8].

Kpome T0ro, 0TMEYeHO HapacTaHue 4acToTbl NOMUMOPCIHBIX BAPMAHTOB TEHOB TPOMOOLMTAPHOTO W (OUOPUHO-
NATUYECKOr0 3BEHbEB rEMOCTA3a MpK COYeTaHUM uwemmyeckor 6onesnn cepaua (MbC) ¢ aptepuanbHoi runep-
TEH3WEN: HOCUTENI UMEIOT J0CTOBEPHO GONEE BbICOKIE MOKA3ATENN KaK CUCTOMIMYECKOrO0, TaK 11 AMACTONNYECKOr0
apTepuanbHoro 1asfeHns, Y10 TPeOyeT MHOMOKOMMOHEHTHOI Tepaninm i 60NbLUKX 103 NPenapatos, OTHOCALLMXCS
K pasNn4HbIM rpynnam aHTUrunepTeH3nBHbIX CPEACTB, a TakKe 00MbLLUE NPOACMKATENILHOCTY NEYeHIs Ans CTadu-
nu3auun apTepuansHoro aasneHns [8, 10,11, 23].

BaxHol MeanKo-CoLManbHoi Npo6aemMoit SBRSKTCS OCTPbIE HapYLLIEHU MO3roBoro kposoobpatlerns (OHMK)
y neteit. Tak, cpean HoBopoxaeHHbIX OHMK passuBaetcst y 113 4000 xuBbix JOHOLIEHHbIX. OTMEYEHa 3aBUCUMOCTb
YaCTOTbl PETVCTPALNAN UHCYSbTA OT FecTaLnoHHOro Bo3pacta — 28,6 cry4vas Ha 100 Tbic. poamBLUnxcs [0 31-1 He-
JIe/IN TeCTaLMOHHOr0 Bo3pacta 1 24,7 cnyyas — nocne 31-i1 Hepenm [14, 30, 46, 56].

Tpombodunus BepucmnLMpoBaHa kak seayLas npuduHa AW y netein. Hanbonee 4acto BbISBNSEMbIMIA TEHETI-
YECKUMY NPOTPOMOOTU4ECKUMIA COCTOSIHUS BKMHO4aOT 0enok C, 0enok S, AeUUUT Na3MUHOreHa 1 aHTUTpomMon-



Ha I, aHTndoconunuaHble aHtutena, romounctuHyputo, MTHFR C677T dpaktop V JleiifeHa 1 npoTpoMOuHOBbIE
G20210A [14, 41, 49, 53].

[eTepO3nUroTHOE HOCUTENbCTBO J1EIAEHCKONM MyTaLWIA, BCTPEYaoLLeecs y 2—15% B neamarpuyeckoi nonynsaunm,
YBENNYMBAET PUCK PA3BUTIS UHCYNbTA B 3—7 Pas, a [10CTaT04HO peakoe romo3urotHoe B 80 (!) pas [9, 26].

HeoHatanbHbIi UHCYNT MOXET ObITb CIEACTBIEM TDOMOOTU4ECKMX 1 TPOMOO3MOONMHECKIX OCNIOXHEHNI Oepe-
MEHHOCT, B TOM YUCIIE FEHETUYECKM 00YCIIOBNEHHbIX, U COOCTBEHHO aHAMHE3a MaTepIA: NOCTHATA/bHO ANArHOCTUPO-
BaHHast nHAekuus (OR 25); murpensb (OR 16,9); Tpombodunmns, BK04as MCTOPIK TPOMO03a 11 aHTU(OCHONMNNAHO-
ro curapom (OR 16.0); cuctemuas Bondaqka (OR 15.2); 6onesHn cepaua (OR 13.2); npeaknamncus (OR 4.4); auabet
(OR 2,5); kyperue (OR 1.9) [38, 40, 56, 59, 61, 65, 66].

BeposTHOCTb NOBTOPHOIO MHCYMbTA B NONYNALMIA 60MbHbIX COCTABNAET 0K0No 20%, Npu 3TOM Y [eTei ¢ OAHUM
(hakTOpOM picKa OHa HaxoauTes B npeaenax 8%, npu coYeTaHun >2 (akTopoB HEYKMOHHO HApacTaeT U [OCTAraeT
10 42%. Hanpumep, npu COMETaHUN HU3KOIA MAcChl TeNa Npu POXAEHAN C FEHETUYECKM 1eTePMIHUPOBAHHON TPOM-
bochunmer BeposaTHocTb nosTopHoro OHMK yBenu4musaetcs B 3,26 pasa [51, 60].

Takum 06pa3oM, reHeT4eckne AKTopbl pUcka TPOMOOMUNINIA BHOCAT CYLLIECTBEHHbIV BKNAL B Pa3BUTUE ULLE-
MWYECKOr0 MHCYMbTA, KaK Y B3POC/bIX NALMEHTOB, Tak W'y [ETel, 0COOEHHO B HEOHATAbHBIN NMepuof. [eHETUYECcKoe
TECTUPOBAHNE MaTEp, B Cry4ae BbIBMEHNS TDOMOOrEHHbIX (DAKTOPOB PUCKA, NO3BOSISIET Peanin30Batb UHANBUAY-
arnbHbliA NOAX0M K BEEHNH 0EPEMEHHOCTI, CHU3UTD PUCK Pa3BUTIAS TDOMOOIMOONNYECKIX OCTIOXHEHIIA 1, KAK BO3-
MOXHOE CIIEACTBIE, — COCYANCTBIX 3200M1EBAHNIA Y NOTOMCTBA.

B Lienom, reHeT4ecKoe TECTUPOBAHIE N1 OLIEHKI TDOMOOTEHHbIX PUCKOB PEKOMEH/I0BAHO CIIEAYHOLIMMI HOPMA-
TUBHO-METOAMYECKAMM JOKYMEHTAMMU:

« [lpnkas MurucTepctsa 3apasooxparerus PO ot 21 despans 2000 r. Ne 64 «00 yTBEpXAeHUA HOMEHKNATY-
Dbl KNIUHUYECKMX NAO0PATOPHbIX UCCNEA0BAHIN»;

o [OCT P 56377-2015 «KnuHin4eckue pexkomeHaaLmm (MpoTokonbl neveruns). MpodunakTika TooM60amooni-
YECKNX CIHAPOMOB>;

« [lpnkas MuHucTepctsa 3apaBooxpaHerist PO ot 1 Hostops 2012 . Ne 5721 «006 yTBepxaeHn Mopsiaka oka-
3aH1S MEMLVHCKOM MOMOLLY N0 NP0 ,aKYLLEPCTBO W TUHEKOMOAS (33 UCKITOYEHNEM CTONb30BAHS
BCMOMOraTesibHbIX PENPOAYKTUBHbIX TEXHONOTUI)" »;

« [lpnkas MuHuctepctsa 3apaBooxpaneHist PO ot 20 aekabps 2012 1. Ne 1273H «006 yTBEPXAEHAN CTaHAAPTA
MepBUYHON MeMKO-CaHUTAPHOM NOMOLLA NPY NPUBLIYHOM HEBbIHALLMBAHIA GEPEMEHHOCT»;

« [lpnkas MuHucTepcTsa 3apaBooxpaHeHist PO ot 7 Hosops 2012 1. Ne 588H «006 yTBEpXAEHAM CTAaHAAPTA
CNeUMan3npoBaHHON MeWULMHCKOA NMOMOLLA NPV MANOKCWAW N0Aa, HeA0CTaTOMHOM POCTE MNoda, Apyrux
NNALEHTAPHbIX HAPYLLIEHNAX>;

« [lprkas MununctepcTaa 3pasooxpaHerns PO o1 20.12.2012 Ne 1237H « 06 yTBepXAeHAN CTaHAAPTA NepBuY-
HOV MeAUKO-CaHUTAPHOI NOMOLL AeTaM npu remodounin A, remocpunun B, bonesHn Bunnedpanaa, peaknx
reMopparu4eckmx Koarynonarusix u TpoMooLUMTONaTusX, MPOTPOMOOTUHECKIX COCTOSHUAX, NaHOBAs NepBiAY-
Has AMArHoCTUKa»;

« [lpnkas MuHuctepctsa 3apaBooxpaHeHist PO ot 9 Hosops 2012 1. Ne 833H «006 yTBEPXAEHAM CTAaHAAPTA
MepBUYHON MEOVKO-CaHUTAPHOIA NOMOLLYA NPW ANONATUYECKON TPOMOOLIMTONEHNYECKON nyprype (060CTpe-
HUe, PELNANB)»;

o [lucemo MuHucTepcTBa 3apaBooxpaHerns PO 27 Hosbps 2002 r. Ne 2510/11891-02-32 «[lpochunakTika
TPOMGO3MOONNY NIEFO4HON apTEPU B aKYLLIEPCKON NPAKTUKE»;

o «MefuumHCKI1e KpUTEPII NPUEMIEMOCTY UCNONb30BAHUS METOA0B KOHTpauenuuu BO3, 5- nag.», 2012 1;

o Knunuyeckue pekomeHaauun (Mpotokon) lMpounaktiuka BEHO3HbIX TPOMOO3IMOONNYECKNX OCNIOKHEHWI B
aKyLLEpCTBe 1 ruHekonoruu, 2014 r;

o Poccuiickie KNMHMYecKIe PEKOMEHIALUMM N0 JUarHOCTIKe, IEYEHINK0 1 MPOMINAKTUKE BEHO3HBIX TPOMOO3M-
bonuyeckux ocnoxHeHnin (BT30), 2015

« [lpnkas MunucTepcTBa 3apasooxpaqenns PO ot 13 oktabps 2017 1. Ne 804H «06 yTBEPXAEHAN HOMEHKNA-
TYPbl MEAULMHCKIX ycnyr> (Cruckom A pasfen 27 — reHeTnyeckie ncenenoanus).
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loka3aHus K reHeTU4ecKoMy aHanusy:

< Cnyyau HacneacTBEHHON TPOMO60O3MGONUU B CEMBE.

<+ Cny4au Tpom603a B aHaMHe3e:

o EAMHNYHBIA TPOMOO3 [0 50 NIeT;
o TOBTOPHbIE TPOMOO3bI;
o C/ly4an Tpom003a B 11000M BO3PACTE NMPW HANMNYMK CEMEIHOTO aHAMHE3a;
o TPOMO03bl HEOObIYHO JIOKANN3ALN (NOPTANbHbIE, OPbDKEEYHbIE, MO3TOBbIE BEHbI);
o TPOMOO3 HEMoHATHOM 3Tuonoruu nocne S0 ner.
<+ CMTyauum BbICOKOr0 puUckKa:
o MACCUBHbIE XMPYPri14ECKNe BMELLIATENIbCTBA;
o [NUTENbHAS UMMOOUIN3ALNS;
o OHKONIOrM4eckue 3a00mneBaHns;
o XUMUOTEPANUS.

< MwemMn4eckun MHCYNbT.

< CeppeyvHo-cocyaucTble 3aboneBanus.

«» HasHayeHue CTaHQaPTHOI aHTMArperaHTHO Tepanuu.

«» [lpumeHeHne ropmMoOHaNbLHOM KOHTPaAUenuwu WaM ropmMoHaNbHOW 3aMEecTUTENbHOM Tepanuu y
XEHLLUMH, NMEIOLLINX TPDOMOO3bI B aHAMHE3€E, UMEIOLLVX POACTBEHHIKOB 1 CTEMeHN POACTBA C ANArHOCLMPO-
BAHHOIA HACNEACTBEHHOM TPOMOOMUINEN NN CEMENMHbIA aHAMHE3 TPOMOOIMOONINYECKIX OCTIOXKHEHNIA.

¢ OCNOXHEHHbIi aKyLWEepCKUA aHamHes.

< JKeHLMHbI, NNaHNpyIoLLMe 6epeMEHHOCTb, IMEIOLLIME TDOMOO3bI B aHAMHE3E, IMEIOLLIE POLCTBEHHIKOB
NepBOil CTENEHU POACTBA C AUArHOCLUMPOBAHHON HACNEACTBEHHOI TPOMOOMUNNE NN CEMEHbIA aHAMHE3
TPOMO03MOONNYECKINX OCTOXKHEHWIA.

TexHonorus ananu3a reHeTu4eckux nonumopcuamos (single nucleotide polymorphisms — SNPs)

B cny4ae BO3HMKHOBEHIS 3aMeHbl B HYKNEOTUAHONM nocneaosarenibHocTy [JHK BO3MOXHO 00HApYXeHne Tpex
BAPWAHTOB EHOTUNA: FOMO3UIOTbI C UCXOZHOV NOCNEA0BATENBHOCTBIO HYKNEOTW/0B, FETEPO3NTOThI 11 TOMO3UTOThI C
3aMEHOVi B MOC/e10BaATENbHOCTIA HYKNEOTU0B.

Texronorug MLP ¢ aHanu3om KpuBbIX NasfieHNs [aeT BO3MOXHOCTb UAEHTU(NULMPOBATL (parMeHTsl [HK-
MyTemM [ETeKUMU U3MEHEHII B YPOBHE (DIYOPECLIEHLMN KOMMIeKca (parMeHT—npoba (MeveHHbIin hnyopodopom
OINTOHYKNEOTUAHbIA 30HA) HA 3Tarne ero AeHaTypaLuy U nocneayroLLIero NocTPOEHNS rpaduka KpUBOI NABMEHNS.

TexHonorus BKNOYaeT cneayroLue atanbl:

< amnandukaumrs nckomoin nocneaosarenbHocT [HK;

< TMOPUAN3ALNS AMNIMKOHOB C ONIUTOHYKNEOTUAAMM (Mpobamu), MeYeHHbIMIA thnyopodopamu;
¢ 00Pa30BaHIE KOMMIEMEHTAPHBIX 1 HACTUYHO KOMMIEMEHTAPHbIX AYNNEKCOB;

< NNaBneHve (feHarypauns) aynnexcos;

% JIETeKUMS (DyOPECLEHLMM C NOCAEAYHOLLM NMOCTPOBHUEM U aHANN30M KPUBbIX MIABNEHNS.

[Ins onpeneneHus HykneoTUAHON NoCNeaoBaTeNlbHOCTU, 06Pa30BaBLLECS B MPOLECCE amnaudukaLm, uc-
NoNb3ytT METOZ NPUMbIKAOLLMX NP6 (kissing probes unn pe3oHaHCHbI NePeHOC 3Heprin). B ero 0cHOBE NEXUT
MCMoNb30BaHIe [IBYX TUMOB ONIMTOHYKNEOTUAOB (MPob), rMOPUAN3YIOLLMXCS Ha MATPULY NPU HU3KOA TeMneparype
B HEMOCPEACTBEHHOM 6M30CTH ApYT OT Apyra. OuH U3 ONUTOHYKNEOTIA0B METST (hyOPECLEHTHbIM JOHOPOM, fpY-
roit — akuenTopom (racutenem). aeHTduKaLmMs HyKNeoTUAHONM NOcneA0BaTeNbHOCTIA 06pasLia OCYLLECTBASBTCS
B MPOLIECCE NNABNEHUS AyNneKkcoB (peaynbrat rubpuansaunmi parmenTos JHK 1 0nvroHykneoTuaHbIX 30H/108),
KOTOPOE MPOUCXOAUT NPY NOCNEA0BATENBHOM YBEMYEHUIA TEMNEPATYPbI PEAKLIMOHHON CMECH.

[penMyLLIECTBOM [JaHHOrO MOAX0Aa SIBMSIETCS UCMONb30BaHIUE CReLMdNYecKIX nyopodopoB, CHIDKAOLLIX
PUCK [IETEKTUPOBAHMS HECTIELMEDNYECKIX MPOAYKTOB aMnandUKaLK, Kak Npi UCNONb30BaHUIA UHTEPKANMPYHOLLIMX
Kpacutene.



Komnaunus «[JHK-TexHonorus» npeanaraet YHUKanbHyH TEXHONOIUIO BbISABJIEHUA U UAEHTU(IMKA-
uun SNP metogom MNLP ¢ aHanu3oM KpuBbIX NNABJIEHMUA.

MpeumywiecTtBamu JaHHOM TEXHONOI UK ABNAIOTCA:
¢ Wcnonb3osanue Tag-nonumMepasbl, 6710KMPOBAHHON CNELUUHECKUMI aHTUTENAMI, HA 3Tane amMningukamum
nckomoro yyactka IHK ¢ npainmepamu, 00Wwmmin ansg 000ux BapruaHTos Nociea0BareibHOCTY:
o Peanu3auus «rops4ero crapta» 663 NPUMEHeHNs napauHa;
* MpefoTBPaLLEHME HECMeLNMUYECKOro OTKIra NpanmMepos;
o TOBbILLUEHME 4YBCTBUTEBHOCTY KOMM/IEKTOB PEAreHTOB.
«» [1n9 NOBbIWEHUA HAAEKHOCTM TUNMPOBAHWS KoMMaHus «[1HK-TexHonmorusi» ncnomnb3yer Moandukaumo
METO/1a NPUMbIKAIOLLIMX NPOO:
o CUKBEHC-CMELMMUYHBIE TUNMPYIOLLINE ONATOHYKNEOTUIbI;
o 0JHOBPEMEHHAs ropuan3auns ¢ AByMS anbTepHATUBHBLIMIA TUMMPYHOLWUMIA 30HAAMI, MEYEHHbIMI pa3-
NINYHBIMI- Chyopodopami, 4T0 MO3BONSET ONPedensTb 002 BapuaHta UCKOMOW NOC/eA0BaTeNbHOCTH
B OJHOV NpoOUpKe, B OTAIN4ME OT CUCTEM C WHTEPKANMPYIOLLMMI KpAcUTeNsamMu, rae AN OnpemeneHus
04Horo SNP Heo6X0AuMO 1CMob30BaTh B NPOOUPKM /151 Pa3AeneHUs annesbHbIX BapUaHTOB.
«» ABTOMATIYECKOE FEHOTUMMPOBAHNE 11 UHTEPNPETALINS Pe3yNbTaToB B PEXUME «PeanbHOr0 BPeMeH» C UC-
Nosb30BaHNEM CrEeLnan3upoBaHHOr0 NPOrpaMMHOT0 00ECMEYeHNS.
«» B0O3MOXHOCTb BI3YaNbHOI MHTEPNIPETALMI PE3YIITATOB 3a CHET ONPEAESIeHs pasHiALbI TeMNeparyp niasne-
HUs He MeHee 4-5 °C Ans annenbHbIX BapUaHTOB OJJHOTO reHa.

Komnauua «[JHK-TexHonorus» pa3pabotana Ha6op peareHTOB ANl ONpefesieHns reHeTUueckux
nonumopcu3mMoB, accoLMUPOBAHHbIX C PUCKOM pa3suTUa Tpombochunuu, metogom [LP B pexume
peanbHoro Bpemenn — «Kappauolenetuka Tpombochunusy.

TeXHUYECcKNEe XapaKTepUCTHKN W COCTaB Habopa peareHToB

Konmn4ecTBo TeCTOB B Habope 48 TecTo
Mopmar peareHToB HepackanaHblii
Tag-AT-nonnviepasa 1 npobupka (192 mkn)
Macno MuHepanbHoe 1 dnakoH (7,68 mn)
[MLP-0yhep 1 dnakoH (3,84 mn)
Nccneayemble nonumopdnambl F2: 20210 G>A — 1 npo6upka (960 mkn)

F5:1691 G>A (Argb06GIn) — 1 npobupka (960 Mkn)
F7:10976 G>A (Arg353GIn) — 1 npo6upka (960 mkn)
F13: G>T (Val34Leu) — 1 npo6upka (960 mkn)

FGB: —455 G>A — 1 npo6upka (960 mkn)

ITGA2: 807 C>T (Phe224Phe) — 1 npo6upka (960 mkn)
ITGB3: 1565 T>C (Leu33Pro) — 1 npo6upka (960 mkn)
SERPINET (PAI-1): =675 5G>4G — 1 npo6upka (960 mkn)

Marepuan ang aHanusa LlenbHast KpoBb
Cpok rogHocTy 6 mecsLeB
Temneparypa xpaHeHus +2..+48°C

—20 °C (ang Tag-AT-nonnmepasbl)
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TexHonorus:
« [ILUP-nnasnexve;
1CMOSb30BAHME APYrIX TEXHOMOMMYECKIX MNATDOPM HE A0MYCKAETCH.

Pearentbl gns soigenenusa [AHK:
o «[IPOBA-PAMUI-TEHETNKA>;
o «[IPOBA-T C-TEHETUKA».

MunumanbHoe konuuectso JHK ana ananusa:
1,0 Hr HA aMNANAUKALMOHHYIO NPOBUPKY, 4TO CO0TBETCTBYET Cp<32,0 Ha kaHane aetekuumn BK (Cy5).

Iina npoBeeHna aHanu3a Heo6XoAUMbI CNeAyoLLME PacXOAHbIE MaTepuannl U 060pya0BaHue:
* MUKPONPOOUPKIA (M1 MUKPONPOOUPKK B cTpunax) oobemom 0,2 mn ang MLIP-aHann3a, anantupoBarHble A1s
PabOThI C TEPMOLIKIIEPOM B PEXIME PEANTbHOrO BPEMEHMU;
* LUTATVB W HACA/Ka Ha MUKPOLIHTPUMYTY (BOPTEKC) [1s1 CTPUMOBAHHOMO MNacTIKA.

MpeumyuiecTBa ucnonb30BaHNA Habopa peareHToOB AN ONpPefeneHns reHeTUYecKux nonumopgusmos,
accoLMMPOBAHHBIX C PUCKOM pa3BUTUA apTepuanbHoW runepteH3uu, metogom MLP B pexume peansb-
HOr0 BPEMEeHH:

e TEXHOMOTMYHOCTb (CTaHAapTHble MeToauku [1LIP ¢ aeTekumein pe3ynstatos B peXiiMe PeanbHoro BpeMeHN);

e BbICOKAs CKOPOCTH (N5 ONPEENeHs reHoTUNa nawyeHTa Tpedyetcs He 60ree CyTok);

ABTOMATMYECKAs BblJa4qa pesynbraros (4ns Npubopos cepun «[17»);

*  HN3Kasg CTOMMOCTb aHann3a;

*  BbICOKAs 4yBCTBUTESILHOCTD (TEXHOMOMAS NO3BOMAET JOCTOBEPHO OT/INYATL ANMENbHbIE BAPUAHTLI MeHa);

¢ O[JHOBPEMEHHas [ETeKL|s — B OfIHOV NPOOKPKE ONPeaensroTes [4Ba anyebHbIX BapuaHTa reHa;

*  BHYTPEeHHWI KOHTPONb (BK) — no3Bonser ougHnTb Konuyectso [HK B amnandukalmoHHoin npobupke n

WUCKITKO4NTL OLLINOKM FEHOTANMPOBAHIS.

O6opynoBanue, HeobxoauMoOe ANA NPOBEAEHUS aHANK3a:

Habop peareHToB NpeaHasHa4eH 14 UCnoNb30BaHNs B 1ab0PaTopKsX, OCHALLEHHbIX AETEKTUPYIOLLMMI aMnn-
(rkatopamn ans MLP ¢ aetekumein pe3ynstatos B pexiiMe peansbHoro Bpemeni (nproopsl cepim «T» Npon3Boa-
ctBa 000 «HMO [HK-TexHonorus»): «ATnant», « ATnpanm» n «[AT-96» (puc. 3).

[purbopsl cepumn «[1T» 0CHaLLEHbI creuranbHo pa3padoTaHHbIM PYCCKOA3bIYHBIM NPOrpamMMHbIM 06eCTeYeHu-
M, NoAJePXMBAOLLIMM aBTOMATUYECKYHO 06pA00TKY AaHHbIX 11 BblAAYy Pe3ysbratoB 1CCen0BaHNs B YO00HON AN
NHTEpNpeTauun opme. YHIKambHbIe TEXHUYECKIE XapaKTePUCTUKI NMPUOOPOB NMO3BONAKT COKPATUTL BPEMSA amnin-
(rkaumy [0 1 4aca 20 MUHYT, a 00LLee BPeMs NpOBEAEHINS aHann3a — [0 2 4acoB 30 MUHYT. 3TO 3HAYUTESbHO
3KOHOMUT BpeMS UCCIe0BaHIS 1 00ECNEYNBAET BbICOKYHO NPOMYCKHYH CMOCOOHOCTb N1a60paTopum.



«[1Tnpaim»

«[]Tnant»

"

W
AW W

A\\\Y

Puc. 3. lMpu6opbi npoussopcTea komnanuu «[AHK-TexHonorus»

MporpammHoe o6ecnevyeHme: y4eT 1 HTepNpPeTaLs Pe3yNbTaToB peakLv OCYLLECTBASKTCS aBTOMATUYECKM AN
npuoopos cepuu «[T» nponssogctea 000 «HM0 , [AHK-TexHonorua“» (puc. 4).

A.
Mporokon: Oneparop: Dara: Pesynetarel I Crarucml Kpmaannaml BK I
KommerTapuit 2
I :| Nt | MnenTuoukarop Tect MomumMopduam
T | Bce TecTbl ;| @ ~ a m | a m | =: ﬂ l % _A_1_ O6pazeu_1 F2:_20210_G>A G G
B1| O6paseu_1 F5:_1691_G>A G G
Merox | dF/dT =l r'— I e fm |G O6pasey_1 F7:_10976_G>A G G
e D1| O6paseu_1 F13._G>T G G
E1| O6paseu_1 FGB:_455_G>A G A
400 F1| O6paseu_1 ITGA2:_807_C>T i T
350 G1| O6paseu_1 ITGB3:_1565_T>C 1 T
o H1| O6paseu_1 PAI-1:675_5G>4G 56 56
A2| O6pasey_2 F2:_20210_G>A G G
250 B2| O6pazey_2 F5:_1691_G>A G G
200 C2| O6pasey 2 F7:_10976_G>A G G
5 D2| O6paseu_2 F13:_G>T G G
r el E2| O6paseu 2 FGB:_455_G>A (] A
100 | F2| Odpasey_2 ITGA2;_807_C>T T 0
ol G2| O6pasey 2 ITGB3:_1565_T>C T: T
H2| O6pasey_2 PAI-1:675_5G>4G 56 56
n g
.50
100
-150 |~ CraaxusaHue kp.yy. [ -dF/dT
25 R o S S 7
TemnepaTypa, ° C
4 Wkana |[Bwiod-0n  we73gypea12 I loa  Hnwwn = Maprep | | M Pexsaes pocworpa aares
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[lata

Mon

Bpau

Bospact
OpraHu3auns

Homep npobupku
®.11.0. naupexTa

[pumeyanne

Onpepaenexne reHeTMYECKOro nonumopchusma

Nnentucpukarop obpasua: Obpasel_1

Jlorotun

NHdopmaLns o nadoparopiun

No HaumeHoBaHUe UcCneoBaHHs PesynuTatb!
FeHoTun

1 F2:_20210_G>A - -

2 F5:_1691_G>A -

3 F7:_10976_G>A .

4 F13._G>T 6 G

5 FGB:_-455_G>A B

6 ITGA2:_807_C>T B

7 ITGB3:_1565_T>C .

8 PAI-1:_-675_5G>4G I

AccnenoBaHne BbINOMHUA

Jara:
Moanuce:

Puc. 4. PesynbTatbl aHanu3a B thopmare Rt (npubopbi cepum «[AT») ¢ ucnonb3osaHnem Habopa
peareHToB Ans onpefeneHus reHeTH4eckux nonumopcgu3mMoB, acCOLUMPOBAHHBIX C PUCKOM Pa3BUTUSA
Tpomb6ochunumn, metogom MNLP B pexume peanbHoro Bpemexn — «KapauolreHetuka Tpombodhunusy:
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A — aHann3 onTU4ecKMx n3MepeHnin (kaHan Fam)

b — 6naHK Bblaa4u pe3ynbratoB




Jla6opaTopHbIit KOHTPONb

l'eH

F2 — npoTpom6uH

SNP

20210 G>A

IlononuutenbHble UCCNe0BaHNA

M7

MHO

TpomOuHOBOE BpeEMS
Tpom60o3nacTorpavmma

F5 — npoakuenepun

1691 G>A

OnpeneneHue ypoBHs npotenHa G
OnpezeneHne ypoBHS NpoTenHa NPoTenHa S
Onpenenexne ypoBHs aHTUTpoMOuHa |l
Tpom60o3nacTorpavmma

AITB

F7 — npokoHBepTUH

10976 G>A

TpomboanacTorpamma

Onpenenexue yposHs dhakTopa VIl cBepTbIBAHIS KPOBU
AKTBHOCTb (hakTopa VII (Mpu NeyeHnn aHTKoarynsiHTamu
HENPSIMOro [eiCTBNS)

AITB

F13A1 — hubpuHasa

103 G>T

Tpom60o3nacTorpavmma

OnpeneneHie ypoBHst thaktopa Xl cBEPTbIBaHNS KPOBHA
AktuHOCTb hakTopa XIII

AITB

FGB — dmbpuHoren

-455 G>A

Onpefenexne ypoBHs (hrnbpuHoreHa

TpomO1HOBOE BPEMSt (YKOPOYEHHOE)

NHTErpanbHas oLgHka reMoctasa — TpoM603anacTorpamma
(runepKoarynsLMOHHbIe N3MEHeHUs B (hOpMIPOBAHIN
(DrOPUH-TPOMOOLIMTAPHO CTPYKTYPbI CrYCTKa)

ITGA2-02 — MHTErpuH

807 C>T

OnpezesneHie Konn4ecTBa TPOMOOLIUTOB
TecTbl Ha arperatito TPOMOOLUTOB

ITGB3-B3 — unterpuu

1565 T>C

Onpezenexne Konm4ecTsa TPOMOOLTOB
TeCTbl Ha arperaunto TPOMOOLMTOB

PAI-1 — cepnuH

-675 5G>4G

Onpenenexne KOHLEHTPALMK MHTMOUTOPa aKTuBaTopa
MNNasM1HOreHa

AKTVBHOCTb NMA3MUHOreHa

Onpenesnexne ypoBHS NpoTenHa S

Tpombo3nacTorpamma ¢ NPoOUPOYHON akTUBALWEN PUOPUHONN3A
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AkutblunHa C. B. KnuHn4eckoe 3Ha4YeHne BbISBNEHNS FEHETUHECKOI 11 NPUOBPETEHHOR TDOMOOMUNNM NpK BeAeHN GePEMEHHOCT, POLOB U NOCIEPO-
[I0BOr0 Neproaa y NaLneHToK ¢ TDOMOOTUHECKUMIA OCTIOXHEHNSMM B aHaMHE3e: aBTOPed. ANCC. Ha COMUCKAHWE Y4eHON CTeneHn K.M.H. — M., 2011,
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