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[AaBaO 1

YTO TAKOE TPOMBO3MBOAUS
AEFOYHbIX APTEPUW, KOTAA OHA
BO3HUKAET U K YEMY NMPUBOAMUT

aucToe sabosieBanne, XapaKTEPH3YIOleecs 3aKynopkoii apre-
puit Manioro kpyra kposoofpaienus Tpombamu — amBoamu,
MHTPHPOBABIIMMH C TOKOM KPOBH.
Kaacenduranna TIJIA (B.C. Capeases u coasr., 2014, c u3-
Ml.‘II{‘HHHMH}
1. Jlokaanaaums 1 o6bem nopazkenns (BLIKIIOUEHHE NETOYHO-
ro KpoBOTOKA B %o )
e amerxass — cybcerMeHTapHble H CErMEeHTAPHbIE APTEPHH
(< 30%);
e cyfmaccusnas — nonessie aprepun (< 60%);
*  MACCUBHAR — TNaBHBIE AerovHbie aprepun (JIA) — 2 60%.
2. lemoauHaMHYeCKHe paccTpoiicTa:
* omcymcmesyrom (HeT aeroMHoH runeprensun — P B ae-
rounoit aprepun < 30 MM pr. c1.);
o yMmepetivme (JleroyHas runepredaus — P B aerounoi
aprepun < 50 MM pT. CT.);
aoipaxcennvie (apTepuaabHan TMNOTEH3HA TUO0 3nauu-
TeJabHas aerounasn runeprensus — P > 50 MM pT. cT. +
JHIATAUMS NPABBIX OTAEN0B cepiua),
3. Ocnomuenns:
unpaprm Aezxozo/undaprmnan nHeeMoNUS,
napadoxcaibnan smboaus aprepuii Hoabmoro Kpyra
KpoBoobpaeHns;
APOHUNECKAR NEZOUNAR ZUNEPTENIUR.,

Tpuuﬁmmﬁmuﬂ serounnix aprepuii (TJIA) — octpoe cocy-
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Fraga 1. Yro raxoe rposGanfonis Jerounmx aprepnil, KOTER OHA BOIHHKAET

B coOTBETCTBIM ¢ JOKAAH3ALMEH TOpakenus 1, 4To Dosee Baxk-
HO, HAPYIIEHHAMM KapAHOTEMOAHHAMHKH Pas/HialoT MacCHBHYIO,
cyGMacCHBHYIO H «MENKYIO» TAJA. Maccusuas TposMboamboans
(puc. 1.1, cM. BKIEHKY) XapaKTepPH3YeTCH NOPAKEHUEM JETOUHOID
CTBOJIA, NMPaBOH M/HMAH JEeBOI JETOYHbIX aprepuil (UeHTpaibHOH
JoKajau3aiueii), 4To o0BIMHO NPHBOAHT K CYNIECTREHHOMY MOBRI-
EHHI0 HArpy3KH Ha TpaBble OTAeIbl Cep/ala C BOSMOKHBIM PasBi-
THEM DCTPOI MPABOKETYA0YKOBOH HEOCTATOMHOCTIL. Bamecte ¢ Tem
BO3MOMHD HAJAHYHE TTPHCTEHOYMHBIX AOBOJTBHO MPOTAREHH bEX TPOM-
HoaMBOIOR B IJIABHBIX JIETOYHBIX APTEPHAX, KOTOPOE HE CONpOBO-
#AACTCSH 3HAUMTENLHEIM 3aTPYAHEHHEM KPOBOTOKA B MATOM KpyTe
KpoBooGpaleH s H He TIPHBOANT K CYUIECTBEHHBIM FEMOAHHAaMA-
yecknm pacctpoiicteam. /locTaTouHO peaibia H NPOTHBONOTOKHAA
CHTVALLHS, KOT/la MHOAKECTBEHHEE 3M00/16l B IONIEBBIX U CErMEHTAp-
HBIX cocy/laX JEerkHx crnocoOHbl BHIZBATE 3HAYHTEIBHYIO JETOUHYIO
runeprenanio. Ho, kak npasuio, TpoMGoaMOO/IHS BETBEH JIETOYHBIX
aprepuii (0JIeBLIX, CErMEHTAPHBIX W cybcerMenTapibix) He colpo-
BOAJ/IACTCA CEPhE3HBIMH HAPYUICHHAMH Kap/IHOTEMOHHAMHKH. B pe-
AMBHON KIHHWYECKOH NPAKTHKE ¥ OIHOTO H TOTD JKe HOABHOTD YacTo
perncTpupyoT amboamieckoe nopaxenie Kak HEHTPAIbHBIX, Tak
H nepHepHUecKi JETOUHBIX apTepuii, ¥TO CONPOBOMKIAETCA pas-
JIMYMHBIMH HAPYINEH HAMH JErovYHOr KpoBOTORAD H i‘EMH,’lIiIlH.MHIEI!:
FABMCANMMH OT CYMMAPHOH PACIIPOCTPAHEHHOCTH amboanveckoii
okkm0ann. I1o obyeaosneno nosroproil TAJIA win dparmenTany-
eii Goapmoro Tpomba — ambona B NPABLIX OT/ENAX CEPAIA.

KAK YACTO BCTPE"IﬁETCﬂ TPOMBO3MBOAWS
AETOMHBbIX APTEPUA

TouHbIX HMHAEMHOIOTHYECKHX JIAHHBIX 110 POCCHEN 10K HET. 3abone-
paemocts TAJIA axcneprs onenmsaioT npumepto B 60-70 cayuaen
aa 100 000 naceaenus B roj, NPH 3TOM PACNPOCTPAHEHHOCTH TPOM-
Hoaa raybokux ser (TTB), KoTophIH CTYKHT OCHOBHLIM HCTOUHIKOM
HTOTO TATOJOFMYECKOT0 COCTOAHMA, COCTAB/sAeT npumepto 124 na
100 000 nacenenus. CornacHo eBpoNeicKHM PEKOMEHANMAM 10
arnocTHKE 1 aeverio, sabonesaemocts TIB n TDJIA naxoantes
wa yponsie 0,5- 1,0 B pacuere na 1000 xureseii B roa. B neiin:laluTen b
HOCTH 3TH 1hPBI CYIIECTBEHHO BBILIE, NOCKOABKY BEHOSHBIH TPOM-
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Kax sacto BCTPHSACTCH T[HJM{HJ:JM{NJ‘.'I“R JACTOHHWX iljh'ﬂ.‘ﬂlll;l

foa 1 TAJIA MoryT npotekats HECCHMITTOMHO WJIH MATOCHMIITOM-
no. Meenenosanus peayisTaToB ayToncuii CBuaeTe/lbCTBYIOT, 4T
JETOMHYID TPoMO0aMGOINID TPHAHIHEHHO IHATHOCTHPYIOT JHIIL
B 30-45% cayuaes.

Cunraercs, uto ot TOJIA ymupaer 1% GoaAbHEIX, KOTOpHIE T0-
CHHTATHIHPYIOTCH B pasjinunble crannonapst, u 10% aeransHocTi
FOCIHTAALHBX GONBHEX 06VCIOBIEHN HTHM NATOAOTHYECKHM CO-
crosnem. lanubie no Mockse, npusefesnsie B taba. 1.1, nokasnisa-
o1, wTo okojo 8% mogeil ymupaor ot TOJIA kak B 1oMamHmux, TaK
it B DONLHHYHEBIY NCITOBHAX.

Tabauya 1.1
TAJIA kak npuuNHa ACTATBHBIX HCXOA0B

i Koawuecrao | TAJA — nenocpeacraen-
ot e BCKPRITHIE Has IPHYHHA CMEPTH
¥mepune goma (Mocksa, 2013 r.)* 12 658 963 (7.62%)
¥uepume B cranmosapax ( Mocksa, 31275 2080 (8.25%)
2013 )"
| ¥sepume 8 TKB M 1w, HHL Ti- 2051 241 (11,8%)
{ porosa (Mockna, 2013 r)**

* Jlanubie OpraHiEaMOHHO-MeTORHYecKOr oTaea JlenapraMenTta aqpano-
oxpanenn Mockssl

** Nanuwe paroaoro-amarosideckors oraeacims TKE Me 1 nsm, H HL. Tepo-

oA
Tadauya 1.2
Joan aeransupix Hexoaos ot TAJIA, %
l;h:t.:uuun-am BHWIL 19761979 rr. 2011-2013F .

.'ﬁ';;:.}m 1 £ | oz 122
Tepamus T.2% 1 l.H-“
ADAOMHHATIBHAR XHPYPIMA 8.3 a.7
Henposormna 10.4 14,4
.1-1I|11-h'l IOTHA 11,2 194
N.np}'pruu (+opcyaHcTan) i 43.8
|1}.'i-IIM.'I'I'¢L'Il]I'I1H i . s “__2_‘1_?'_1 471

Heemorpsa na cyulecteenioe chmgenne obuieii rocnuranboil
NETAILHOCTH, OTHOCHTE/IBHAA YacTOTa CMEpPTeabHoll Jerounoii am-
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Fnasa 1. Yro takoe rposmbGoasBoans AeroqnmWx aprepuil, KOTGE OHD BOIHRKIET

fioaHM B NOCTeAHNE JecATHAETHA Boapocaa (Taba. 1.2). 3o ceasa-
no ¢ obuMM noctapelueM HaceneHus, Hoee YaCTRIM NPOBEAEHHEM
OBIIHPHEX OHKOJIOTHYECKHX, TPABMATOJOTHYECKHX H AaHTHOXMPYD-
FHYECKHX BMEIIATENLCTB M, 110-BiHMOMY, oJiee IMPOKHM pacripo-
cTpaHeHHeM TPoMOODHINYECKHX COCTOAHMIL

MNATOrEHE3 FEEMOAUHAMMWYECKUX PACCTPOMCTB

OcHOBHBEIM TeMOIHHAMHYECKHM HAPYIIEHHEM, ONPEACTAINNTHM TA-
wecth TAJIA, npeacTapnsercs MMICPTEH3HA B MAJIOM KpPYTe KpoBo-
Oﬁpﬂﬂlﬂlllﬂ. Ypennuenue CONMPOTHRIEHHA Jer0YHOID apTepHATBHOTO
pyCiia BCACACTEHE MacCHBHOID amboIHYeCKOro NOPpaReHHA TPHBO-
JIHT K PESKOMY YVECTHHMEHHKD NOCTHAPYIKH Ha npanui‘{ HEayloMex
(IT7K) v HecBOMCTBEHHOMY €My B HOPME 3aiipeieJbHoMY YCHACHHIO
(pyHEIHOHANEHOH akTHBROCTH. CTeneHb BRPAMKeHHOCTH H XapakTep
reMOAHHAMHYECKHX paccTpoiicTB sapucaT ot obbeMa aMO0IHYeCKO-
M NopadeHHA MAJOTD KPpyra H HCXOAHOTD IZIJ}FHK[T.HDHEUI!)HU]‘O Co-
CTOSHHS CEPAEMHO-COCYAMCTON cHCTeMbl (KapaHaibHOTO peaepsa),
A TAKKe BOIMOAKHOCTEH alanTallHi AMXaTeabHOH 1 HellporyMopais-
Hoil cucrem, [laxe pacnpoctpanentoe aMboanvecKoe Nopaxenune
APTEPHATBHOIO PYC/IA JETKHX MOKET CONPOBOKIATHCA YMEPEHHBIMA
reMoJiiHaMHMeCKHMK HAPY IIEHHAMH. CyyraeTcs, 4TO NMaiHeHTaM,
HE MMM B AHAMHE3e CepIetHO-Nero4HoN NaToNoriy, 118 pas-
BUTHA JerodHoil runeprenann seodxoanma oberpykuns ot 30 ao
0% obwema nerounoro aprepuaibioro pycia. Hanporus, Ha done
XPOHHYECKHX aabonesanuil CEpIIAa M JIErKHX Jade HEIHAYUHTENBLHO-
1o NPENATCTBHA B MAJIOM Kpyre KpoBooOpamienus A0CTaToMHO Ui
MOBBIEHNA JaBJEHHA B MAJIOM KPYTE. ,Eimcaaamme B 3KCTIepHMEeH-
Tax pansEne peduieKTOPHEIX H I'YMOPaibHBIX MEXaHH3MOB BA3OKOH-
CTPHKIHH HE CHYATAINT KIHHHYECKH 3HAYHMBIMH, NOCKOJIBKY TaAKHE
peaKiliH CROHCTBEHHEL APTEPHONAPHON aMbOTHK.
MopdoaornuecknM NpHIHAKOM NEeperpyskH npassix oTle/ 108
cepilla B YCAOBHAX OCTPOi JIErouHON IHIEPTEH3HH CIYKHT M-
TALHA [[D..-‘IDCTEﬁ, KOTOpasd B KOHEYHOM CHETC MOMET 3aKOHYHTbhCA
npaaomynmmmﬁ HEJOCTATOMHOCTLIO MTPH HCTOIEHHH e70 KOM-
nercaropubix soamoxkuocreit, Ocranoska kposoolpauenns (Bue-
AANHAs CMEPTH) PA3BUBALTCA 110 MEXAHHAMY HJIEKTPOMEXaHHYECKOl
JHCCOUHAUNH MK ACHCTOIHH, KOFld CONPOTHRICHHE B MATOM KPYyTE
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[TATOTEHED FEMOAHHAMYECKIY PACCTPOGCTE

(NOCTHAPY3Ka) MPEBLIIALT TOT MAKCHMAILHBI Y POBEH, TPH KOTO-
posm TIK eme moxer obecneunsath agexksaTHbIH MHHYTHBIT 00BeM.
Menee BeIpaKeHHbE PACCTPONHCTEA KapAHOTEMOAHHAMHKY TPOAB/IA-
HITCH CHHKEHHMEM cep/ledHoro Beidpoca (J1eBoro Kenyaouka, pasHo
Kak i NPasoro), AHacToMHYecKoil auedyHKLMel JeBOT0 KeTya0MKa,
00y CcI0BACHHOI BRIPAKEHHON NIaTaineil npasoro ¢ BebyXanHem
MEAKENYI0YKOBOI Neperopokn (Keay/Io4KoBas B3aHMO3aBHCH-
MOCTh). KUImHNYeckn npH Takux reMOAMHAMHYECKHX HapyLIeHHAX
PASBMBAKITCA KOJLIANC (CHHKONANBHOE COCTOSHHE), apTepHaAIbHAS
PHIIOTEH3NA WK Kapauorennstii wok. [losenuenwe nagnenns B npa-
BBIX MOJOCTAX CEPAla MOMXET NPHBOANTE K cylanaoKapaMaisHoN
wmenmun TEK wan ero undapkry, kotopsie ocobenno vacto nabmo-
[E0T NMPH ATEPOCKIepose KOPOHapHLIX apTepHil.

Y GoabHbix, NepeRMBIINX HAYANbHBIN NEPHOA MAcCHBHOI
TOJIA, myTeM cTHMYIALHNE CHMITATHYECKOH HEpBHON CHCTEMbI ak-
FTHBHPYIOTCH KOMIICHCAINOHHBIC MEXAHHIMBI. Armmamm HHOTPROMN-
HOH M XpoHOTponHOH dyHKOHI cepina HAPALY ¢ MEXaHHIMOM
Mpanka—-Crapanura obecniednBaoT rMNIEPTEHINID MATOTO KpPyTa,
KOTOpAas MMeeT BamHeilllee sHaMeHHe B NOAAepKAHNT JAeroMHOro
H, COOTBETCTBEHHO, CHCTEMHOTO Kposoobpauienus. Bumecre ¢ paso-
KOHCTpUKIHeit B GosibiioM Kpyre kpoBoobpaiuenns (eHTpaInaalns
TEMOIHHAMHKH ) 9TH MEXaHU3MBI MOTYT IIOUIEPAHBATE IPHEM/ICMbIE
(IAPAMETPBI CHCTEMHOTO APTEPHAJIBHOTO KPOBOTOKA M, COOTBETCTBEH-
o, nepdiyann xuanenno BaxHuX opraios. Hernneprpoduposan-
nuiii 13K spoposoro venoseka, nogsepruimiica peskoil neperpyake,
HE MOGKET PA3BHTL H NOLAEDHHBATL CpejiHee NaBieHHe B JASrOYHbLIX
aprepuax 6oaee 40 MM pr. cr. Beanunna cHCTOAHYECKOTO aBIeHNs
y BOIBHBIX, HE HMEIDUIMX B aHAMHE3e CepAeTHO-COCYAHCThIX 3aboe-
BAHMH, B IPABOM KeJy/104Ke HUKOTAa He npesbiaer 70 MM pr. cT.

Maccusroe amboHYeCKOR TIOPaKeHHe JErouHbIX apTepHii co-
NPOBOMKAAETCA CYHIECTBEHHBIMH Hapyluenuamu razoobmena. Pas-
BUTHE AbIXaTeNbHOH HEJOCTATOMHOCTH ONpEleIHeTca HECKOIbKM-
MH MEXaHHIMAMM: BEHTHIALHOHHO-nepdyanontsiM auchanancom,
IYHTHPOBAHHEM KPOBH M 3HAYMTE/IBHBIM YCKOPEHHEM JIEr0MHOro
KPOBOTOKA. 3a CYET BEHTHAHPYEMBIX, HO He nepdyanpyeMsix yyact-
KOB NapeHxXHMbl JIETKHX YBeJIHUHBaeTCA PYHKIHOHANBHOE MEPTBOE
npocrpaterso. Kpome toro, B yeaosnax aMO0JIH4eCKOro NOpaKenua
aprepuit Manoro kpyra obwem kposl, uaronsemsiii [IK, nanpas-
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Faapa 1. Yro vakoe posGoamOoame Serodi6 s apTepuil, KOra 08a BO3HHERET

JISETCA B COCY/IBl, OCTABIIHECA OTKPBITHIMHE, BO3PACTAET JMHelHan
CKOPOCTb KPOBOTOKE, YTO NPHBOANT K YKOPOYEHHIO HeoOX0AHMOTD
J1J151 OKCHIEHALIMH «KOHTAKTHOTO BpeMenns. Bosuukaer adupexT npa-
BO-JEBOTO WyHTa. Hapaay ¢ aruM npuMepHo y TpetH D0JIBHBLIX ¢ Mac-
cusHoil TIJIA naunmaer pyHKUHOHHPOBATE OTKPHITOE OBa/IbHOE
okno. Takoe wyHTHpOBAHKE KPOBH CTAHOBUTCH BOIMOKHEIM B YCI0-
BHAX BOIHUKHOBEHUS 00PATHOTO TPAZMENHTA JIABJICHHA MEAILY Ipes-
cepanaMy (B HOpMe JlaBJienne B 1eBOM NPEeIcepIni BBIIIE, II0ATOMY
OBAILHOE OKHO MPHKPBITO CKIAIKONH anaoKapaa). OyHKIHOHHPYIO-
lee OTKPLITOE OBAJBHOE OKHO, 00eCeYHBas NPapo-JieBslil NYHT Ha
YPOBHeE [peicepnii, ¢ 0AHOI CTOPOHBI, NpesoTEpanaeT neobparu-
MYIO JHIATAIHIO NPABRIX OTAEN0B M ACHCTOHID, HO ¢ APYTOH — yCy-
ryGseT FTMIOKCEMHUIO 1 CO3AAET BOIMOKHOCT /115 NTAPAL0KCAIBHOIN
amboauu aprepuii Gobmoro Kpyra KposooOpatieHus.

NOCAEACTBUA AETOYHOW
APTEPUAABHOWN OKKAKO3UU

B nacroamee spems p oduieii cTpykType NpHuHH BHe3anHoH cMepTH
TIJIA ysepenno 3aHNMaeT TPETHE MECTO NOC/e TAKHX 3abonepannii,
Kak HulemH4deckas Goaeanb cepaua u uncyast. Jlo 10% naumentos
¢ maccunnoit TOJIA ymMupaoT BHe3anno; iBa U3 Tpex — B TEUEHHE
neperix 24 oT Havana sabonesanns. PauHss AMarnocTHka nMmeer
pemaoliee 3Havenne. B oTcyTeTBHE NIeYeHNA NETANBHOCTE MOXKET
Aocturats 30%, Torda Kak cBOEBpeMEHHaA NMOCTAHOBKA JHATHO3a
H AMIEKBATHOE JeYeHHe MO3BOJIHInT J'IDﬁHTbCﬂ CHHAEHHA 2TOI0 MoKa-
satens B obmeit cnoxHocTH a0 8%. INokasatesn AeTaibHOCTH B pa3-
HBIX KAHHHHECKHX CHTYaIlHAX npeactasiaens B Tabm. 1.3

Tonsko B CHIA ot serounoii rpomGoambomnn exeroano ymupa-
er ao 300 000 venoser. B crpanax, conocTaBHMBIX N0 MHCAEHHOCTH
naceaenus ¢ Poceuiickoil Mepepaimeii, cMePTHOCTL OT BEHOSHOI
rpomboambonnueckoii natonorun gocturaer 50 000-100 000 cay-
Yaes B rofl. ITH HgPB! 3HAYNTENABHO NPEBBINAIT YHCI0 TOrnbumx
B TPAHCIIOPTHBIX Hﬂ'l‘ﬂﬂl‘p(}[bax. B KPHMHHAIBHBIX H PETHOHATBHBIX
BOCHHBIX KOH(INKTAN, BMECTEe BIATHIX.

Cyanre 06 merunnoi vacrore TOJIA 1ocTaToMHO CI0KHO, TAK
KAK BO MHOTMX CAYYAAX OHA OCTAETCHA He AMarHocTuposanHoil. [Jlaxe
MACCHBHYK) JIEFOYHYI0 TPOMDOaMO0ANIO IPH AHIHN BHABIAIT TOIb-
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[TocnencTaia Aeroqnoli apreprat ol oxEADIImN

Ko y '/4—*/, Gonbtinix, Kannwaeckan kapruna sabosesannsa Hecre-
HHHHa, HMEHHO TI03TOMY NOCTAHOBKA JIMATHO3a NPe/ICTARIAETCA
HETIPOCTON 3a/auei,
Tabauya 1.3
Jleransnocts npu TAJIA, no pannsim Enponeitcknx
ueenenosanmi (Laporte S, 2008)

Karteropua nanwenton Jerassnocts

B ofmeit nomyasimm 11,4% 8 Tenenne 2 nea,

17.4% B reuenne 3 mec.

[Tpn maccuenoh TTA

* B UEAoM Ot 18 no 65%
* [IPH POBEIEHHE JeqeHns Owono 20%

* ¢ KAPAHOTCHHEM MOKOM Or 25 po 30%
* ¢ peanHManned 65%

Mpn cybsaccuenod TIA Ot 5 a0 25%

Hpy TAJA ¢ MobiasusyM TpoMGOM B NpanRLIX Ha yposue 27%
KaMEpax cepaia

[pn TEVTA menkix nerseii Ao 1%

Jas npakTHuecKoil JeATelBHOCTH OYeHb BaXHO MOHHMATD,
410 (haKTOp MeXaHNYecKol 0OCTPYKIMH JerouHbIX apTepuil anisa-
CTCH BEAYUIHM B IATOTeHe3e reMOAMHAMHYMECKHX PACCTPoitcTs (oM.
rada. 1.3). 9ra sakoHOMEPHOCTH A0/KHA OBiTh Onpeensoumeii npu
puibope JevebHBIX MEPONPHATHI, HAIIPABICHHBIX HA BOCCTAHOBIIE-
HHE TPOXOAUMOCTH JerouHux aprepuii. Jlo HacTosuero speMeny
1o BpauebHOIl cpejie cymecTrYeT ommMbouHOE MHEHNE, YTO TPH pas-
mirnn MaccuBioil TEJIA daransusiil wexon HeHabesken, NOCKOIb-
Ky MHorue Goasueie ymupator sresanto. Ho, kak npasuio, cocto-
Anne BONBIIHHCTBA TAKMX NALMEHTOB OTATOWIEHO CONYTCTBYIONLEH
HATOIOTHEIH. GEMB!IHE. HCXOJIHO 310POBLIE B N'eMOJIHHAMHYECKOM
IaHe O MOJIoaoro 1 CpeIHers BO3pacTa, Dﬁbl'-lliﬂ NEPEFEHBAKYT
TOT CPOK, XOTH YACTh H3 HHX H MOXeT l[ﬂl'l‘lﬁllf’l’b B TEMEHHE Mep-
ILIX BYX-TpeX cyToK ¢ MoMenTa sMbou. JlocraTouno yacro (foaee
wem B 70% cay4aen) npHYHHOI CMEPTH CTAHOBUTCA HE NIEPBHYHELI
mboanaeckuii anuaon, a peuuane TIJIA. B cesan ¢ atum npegor-
IpalEHHE TOBTOPHOM Jeroynoii aMO0aMKH ClelyeT paccMaTpHBaTh
Il KauecTBE OHOH M3 BaxHeilmnx aevebnnix 3agay. Takum oGpasom,
i HoBIIMHCTBE CAyYaes Jake NpH passuBmeiics TpoMmGoamGommn
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[anea 1. Y10 Takoe r|muﬁ:'..-mﬁu.||.u JAETOMHMY APTEPNE, KOLE OHA BOXHHKET

BpauH HMET J0CTATOYHO BPEMEHH JLIA NMPOBeAeHHSA 3KCTPEHHKIX
AHATHOCTHYECKHX M JedelHBIX MEPONPHATHI, KOTophle MOryT ofe-
CIIEYHTDL BbI3A0POBACHHE NALHEHTOB,

Hudapkr nerkoro w undapkrnas nuesmonns (puc. 1.2, cm.
BIJIEHKY) AAT€K0 He Beeraa ocaomuawnT tedenne TIJIA, 1o cra-
3aHo ¢ npeoliajaHieM HeOKKIOIHBHEX (hopM nopaxkeHus Jeroy-
HOIO APTEPHATLHONO PYC/1a M HaTnuueM GPOHXHANTLHOIO KPOBOTOKA.
Cregyer uMeTk B BHAY, ¥T0 A (hopMuposaina uHdapkTa reroudoi
NapeHxXHMbl HeoOX0HM Onpe/ieIeHHbIH BPeMeHHOM TIPOMEKYTOK: He
Menee 3-5 auedt, a o W goasine, B page cayuaen uHapkT MoKeT
OCNOKHUTBCA ABCHECCOM Jerkux.

Pwc. 1.3. Nocrambonuueckoe NopameHHe NPaBoR NErouHOR apTepuu:

A — AHITWOMYNSMOHOTPAMME; b — yIanenHbie Bo BREMA ONepALWH OPraHuI0BIHHE TPOM-
BOTHUECKME MACCH
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Heroumnkn TpomboasGanim Aerounux aprepni

[lepcucTupyiomas noaHas WIH YaCTHIHAA OKKIIOIHA Jeroy-
HEIX aprepuii (puc. 1.3) kak mcxon sabonepanns MOXeT NPHBO-
IHTh K Xponn4eckoll nocramboanyeckoii nerounoil runeprenann
(XTIDJIT). Kax npasuiio, oHa pasBHBaeTcs y NAMEHTOB C TIOpaxKe-
HHEM JIETOMHBIX apTepuil kpynHoro kaauGpa, ¥ KoTopuix ambosna
He Obl1a CBOEBPEMEHHO AHATHOCTHPOBAHA H AKTHBHOE ee JedeHne
He npoeoauiocs. O passurun XI13JIT mMoxuo cyaurs no coxpa-
HEHHIO HAPYINEHHI reMOAMHAMMKH Yepe3 MecAll 0T MoMenTa aMbo-
. B NOCACIYIOINIHE CPOKH BEPOATHOCTE HOPMATHIAHH JerOYHOT
kpoBooGpanienia  yHKIHH TPABBIX OTAEN0B CeP/LA MHHHMATHHA.
XpoHHYeCKas JErouHAN THIIEPTEHINA MOKET PA3BHBATLCA NPHMEPHO
y 15% Goabubix, nepeneciinx Maccusnyio TAJIA. Tlporaos v nau-
HOTO KOHTHHTeHTa GoabHbIX Kpaline HefnaronpuaTHui, npoao-
HHTEABHOCTD JKHINH, KaK NPaBHIo, He npesbimaet 3—4 gxer. Ouenns
YACTO OT NMPOIPeCCHPYIONLEN CepACTHO-IErOUHO HeNOCTATOMHOCTH
YMHPAIOT JIOAH MOJIOZION0 H CPE/IHET0 BO3PACTA, HE OTATOIEHHbIE 10
pazeutis TIAJIA nukakuMp apyramu saboneBanuamu.

MUCTOYHUKW TPOMBO3MBOAUU
AEFOMHbIX APTEPUA

Ucrounnkom TOJIA, kak npasmnio, asiserca TpoM603 BeH HIKHHX
KoHeyHocTed (puc. 1.4, oM. Braeiky), Taza W HKHeHR NoOA0H BEeHE
(HIIB). Tpombos B cucreme BepxHeil monoii senst B cuny ocoben-
Hoctell anatoMuu M pieforeMOIHHAMHKN HCKTIOUHTENLHO PEIKO
CTAHOBHTCHA NPHYHHOIT KIMHHYecKH anauumoii TDJIA.

OcuosupMu nprannamu Tpombo3a B cHeTeMe Bepxieil nonoil
BEHBI CJYXKAT BHYTPHTPY/AHBIC HEONJACTHYECKHE ITPOLECCH, TTPH-
BOJIALIHE K C/IABACHHIO WIH NPOPACTAHUIO BEHOIHBIX Marucrpanet.
B rakux ycnosusax tpomb dopMupyerca MeaneHHo, HOCHT TPHCTe-
HOUHKIH HIH OKKJIO3MBHLIT XapakTep # o0BIMHO He NpejcTaniser
ONACHOCTH B KavecTse uetounnka TIJIA. Tlpn aanrensnoil kate-
rePHIAIHH LEHTPATLHON BEHBI HEPEIKO PasBHBAETCH TaK HAIbIBA-
eMutii Karerepuniit Tpomboa. Tpom6, copmuposasimmiics na konue
KaTeTepa, pacnoiOMeHHOro, KaKk Mpapuiao, B Bepxuell nonoil sene
N B MpaBoM MpeJAcepiIHN, KOHEYHO, crnocoben CTaTh HCTOYHHKOM
TAJIA, no n3-3a HeGonbUIMX CBOMX PA3MEPORB CEPhE3HOIT ONACHOCTH
O He MpeacTaB/IAeT.
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[aaea 1. Yro raxoe rposboomBorns Seromny aprepull, KOt 0ia poaimKaeT

Huaa curyanua ckaajsisaetca ¢ Tpombosom B cncreme HITB,
Ha 010 KOTOPOro, Kak M3BECTHO, NpuxoanTes 1o 95% scex cayya-
€B OCTporo BeHoaHoro TpoMOoaa. CBA3AHO 3TO € TEM, HTO HMEHHO
B BEHOSHbBIX MarncTpaaax cucremsl HIB soamoxkuo opmuposa-
HIE Tak Ha3bIBAeMOro aMB0.100NACHOrD TPoMDO3a, PeanLHO YIpo-
sawoutero passutiem TIJIA, B oM uncae ¢ paTanbHbM HCXOAOM.
IMBOM0ONACHIM TIPHHATO CYHTATH TPOMO, NPOKCHMAIBHAS YaCTh
KOTOPOro pacrojaraetca ceobojano, naasad (proTupya) B noroke
kposu. Eauncrsennoii toukoil dwmkcannn guomupyrowezo mpomba
ARIACTCA €70 OCHOBalHe, THHA MoXeT docTurate 10-15 e u bo-
nee. CoOTBETCTBYS AMAMETPY COCY/1a, NPOTHAKeHHLIH haoTHpy il
TpoMb, KaK NpaBiiio, VTOJIUEETCH OT OCHOBAHUA K BEPXYIIKE, 4T
TOALKO YBEAMYHBACT BEPOATHOCTE €10 (PPArMeHTALIMH | Npespale-
uua B rpomboambon, B npuniune, aMb011A BOIMOKEA W IPH cez-
MeNMApHon OKK03UN BEHOZHON MaricTPaaH, Koraa ceexnit Tpomb
He UKCHPOBAH K CTEHKE BEeHB H NOBLINEHHE JaBIeH s AMCTATbHEE:
3T0Il 30HBI MOJKET BBISBATH €10 MMTPAIMIO N0 TOKY KpoBH (TpoMb
«BbIIHOAETS, KAK NPOOKY M3 DYTHLIKK € HAMIIAHCKHM ).

He cayygaiino TOJIA yacto nposoimpyer T0 WK HHOE diuanye-
CKOE yeuiue (BCTaBaHie ¢ [OCTEM, HATVRHBAHMe 1pH dederaiium,
WHTEHCHBHBINH Kaleah W T.11L), KOTOpoe NPHBOJINT K KPATKOBPEMEH -
HOIl CMeHe HANPABICHHS BEHOIHOID KPOBOTOKA H NOBBIIIEHHIO Be-
Hozuoro Aasienns. B nojasnaouem GoablIMHCTBE CayYaes npo-
uece TpombooGpasoBaHiA HAMMHAETCA B LAYOOKHX BEHaX roJeHu.
HapacTas B npOKCHMATLHOM HANPARICHIN, TPOMO H3 BeH MeHblIero
ARAMeTpa nepexoanT Ha Hoaee KPYIHLIR COCy/l, pacnoJarasch nep-
BOHAYAALHO 10 LeHTPY Kposotoka. [To Mepe ysennyenns B pasamepax
OH MOXET BBI3BATH OKKJIOZHIO CerMeHTa, (PHKCHPOBATLCS K CTCHKE
BEHB MPHCTEHOYHO WAH IpespaTHTheA B Tpomboambon. Tpomboa
NOBEPEXHOCTHHIY BEH HIGKHHX KOHEUHOCTEH, KOTOPLIN TPAAHIIHOHHO
NpHIATO HasbiBaTh TpombodiedNTOM, TAKKe MOKET OCAOKHHTLCA
TAJA. ImbonHsA CTAHOBHTCA BOIMOMKHON B CAVHAER pacHpOCTpaHe-
HUA Npoiiecca Ha rayGoKYIo BEHOIHYIO cHeTeMy uepea cadeno-te-
MOPAIBHOE WIH cadeHo-NOIINTEATLHOE COYCThE, a Takke Yepes
nephopanTHbie (KOMMYHHEAHTHBIC) BEHBI,

Obsemunti Tpomboambon, cnocobupii Ha MaccHBHOe aMboIHYe-
CKOE TOPAKEeHHe MAIoro Kpyra KposooOpaienns, Moxer chopmu-
POBATHCH TOABKO B KPYIHEIX BeHO3HBIX MarucTpaisix. Kak nasectno,
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Paxtopu pHeka Benoaroro Tposios i TpoMGeIMBoTHN SCroNHEX apTepit

npuaHAOH aMG0AHI NEFOYHOTO CTBOA U IJABHBIX 10 BeTBeil B 65%
C/VHAeB SBAAETCA HIHOKaBAIbHb Tpomboa, a B 35% — TpombGoa
GeApeHHO-TOIKOIEHHON JOKATHIAIHHN,

DAKTOPblI PUCKA BEHO3HOTO TPOMBO3A
U TPOMBO3MBOAUWN AETOYHBIX APTEPUI

Benoannte tpomBoambonmueckue ocaoxnenus (BT20), srmovan-
He CAaydan PasBHTHA | OCTPOro BEHOZHOTO TpoMbBoaa 1 aerounol
TpombBoamGonann, — 0N M3 HauboIee YACTRIX NATONOMHYECKHX CO-
CTOAHNIT, KOTOPBIM NOABEPAKEHB MHOTHE NANMEHTH TEpaleBTHye-
CKHX M XHPYPrHYECKHX CTAlHOHAPOB.
Taxenan cepaeunas HEAOCTATONHOCTE, OKUPEHHE, HATHYHE 3/10-
KAYeCTREHHOTO HOBOOOPAIORAN A, BPOMIEHHBIE WK npHoGpeTentbie
TpoMOohHINYECKHE COCTOAHHA ABAAIOTCA NPeApactoIaraloHMH
(paxropamu BT20. [lepenecennoe Xupyprudeckoe BMEIIATEbCTRO,
TPaBMa KOHEYHOCTH, JLIHTeIbHAS HMMOORIH3ANA — NPOHABOMA-
utne haxrops BTIO. Makropu pucka TI'B u TAJIA npeacrasienst
HHAe,
Maxropw pucka TIB u TAJIA, no aanusim Bpuranckoro To-
pakaasHoro obmecrsa (Heit |.A., 2008)
Ocnoanne (Goavwue) paxmops (omuocumensuniic puck om 5
o 20
¢ [lepenecennnie oneparuBibie BMEaTeAbCTRA: 00BEMIbIE
ONepAlHH Ha opranax OPIIHOI NOA0CTH M MAJI0T0 Tasa, npo-
TEINPOBAHNE KOJEHHOTo W Tasobeapentoro cycrasos. [loce-
ONepalMOHHAs HHTEHCHBHAS Teparis,
¢ bBepemenHocTh NO3IHUX CPOKOB, NEPEHECCHHOE KECapeRo ce-
YeHHe, NOCAePOAOBLIN MEPHO/L

s [lepenomu kocteii roaenn w Geapa. Bapuxosnan Gosestnb
HHMHHUY KOHEYHOCTE,

¢ 370KaYeCTBEHHbIE ONYXO/H, B YACTHOCTH HOBoOGpasoBanns
GPIOIHOI NOMOCTH W MAZIOTO Ta3a, PACTIPOCTPAHECHHEIE DHKO-
Aorwgeckne saboneBanus.

¢ Orpannyesne JBHIATEIBHON AKTHBHOCTH Y FOCITHTATHIHPO-
BanHbIX Goabubix. [pectapensie momm, Tpebyioupme nocto-
AHHOTO YXO/A.

e TI'B uTOJIA B anamuese.

25



Inasa 1. Yro takoe TposGoasGoans Aer0MHLX apTepil, KOIIa 0N BOIHHKIET

Honoanumenviime (marme) gaxmopst (omuocumensinill puck
om 2 do 4)
» BpoxiaeHHble NOPOKH cepila, ceplevHas HeJoCTATOYHOCTD,
apTepHaibHas THIEPTEH3NA, HATHYHE HEHTPATBHOTO BEHO3-
HOTO KaTeTepa.
¢ Henonsaonpaune ACTPOTEHOR C HeJbiy KOHTPALENHH HIH 3a-
MECTHTEIBHOM Tepanum.
o Xpouusueckas obcTpykTiBHan Gosieanb JErKux, NaToNOTHS
HeHTpaasHoil 1 nepHdepnyeckoil HepBHOI CHCTEMBL, IATEHT-
HBie OHKOTIpoLecchl, TpoMbodin, MuesonpoandepaTHpHbIe
sabosnepaind, BOCHAJHTE bHble 3a00/ieBaHus KHIIEYHHKA,
HehpoTHUECKHIT CHHAPOM, XPOHHYECKHIT HAIN3, OXKHPEHHE,
NAPOKCH3MAIbHAS HOYHAS TeMOTJIO0HHYPHA.
- “FTEIIIECTB}{H Ha AaJIbHHE PACCTOAHHA B BhIHYAJIEHHOM
MAJONOJBIAKHOM MOJOKEHHH.
[Moapobuee dakTopsl, NpelpacnofaraloilHe K BOIHHKHOBEHHIO
TIJIA, GyayT paccMOTPEHE! B TJIABAX, NOCBANIEHHBIX NPOdHIAKTHRE
atoro aaboneBanns.

POAb HACAEACTBEHHbLIX TPOMBO®UAUNA
B BO3HUKHOBEHWUW U PELMUAMBUPOBAHUM
TPOMBO3MBOAWU AETOYHBIX APTEPUIA

BosHuKHOBeHHe BEHO3HBX TPomb030B, 0cobeHHO GecnpHYHHHBIX
(MAMONATHYECKNX ) WIH PelHANBHPYIONINX, Y JHI[ MOJIOJAOTO BO3-
pacta, a raixe cemeiinbie cayyan BTI0 nossonuin npeanonoxurs
Haanune TpoMOOpUANYECKHX COCTOSHMI B KAYecTBE BO3MOXHOI
npuuHiel TpomM6030B. B HacTosiee BpeMs 10j1 TEPMHHOM «TpoMGo-
(huaHA»> NOHHMAIOT NATOJOTHYECKOE COCTOAHHE, XapaKTepH3yIoleecs
NOBLIIEHHOH CKAOHHOCTBI0 K BHYTpHCOCYAHCTOMY Tpomboobpaso-
BAHMIO BCJEACTBHE PA3/IHYHBIX HACJEACTBEHHBIX MK NpHOOpeTen-
HBIX Hapywenuii B cucreme remoctasza, Ma paunoro onpeaenenns
cJIeAyeT, 4To TpoMbodiann OBBAIOT HACAEACTBEHHLIMH H NpHOGpe-
TenubiMi. Hacaeacrsennas tpomboduansa npeanosaraer HaiH4dHe
V HalHenHTa Nepefalouierocs 1o HacJAeACTBY reHeTHYeckoro fedexTa,
npejapacnojaraiouiero K bosee yacroMy passutuio tpombosa. K npu-
obpererHbIM TPOMGOHIHAM OTHOCAT COCTOAHMA, BOZHHKAIONIHE
NPHAHIHEHHO BCASACTEHE DATHYHLIX MATOJOINHYECKHX NMPONECCOB
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(Hanpumep, antHocdoarunuateit cuaapom). B nannom pasnese
OyayT paccMOTPEHBI TOABKO HACTEACTBEHHBIE TPoMBOGIIIN,

B nacrosmee spems skcneptsi EBponeiickoro KoHncencyca no
BEHO3HEIM TPoMOO3aM BBIIENAIOT HACAEACTBeHHBIe TpoMbGodm K
BLICOKOTO W yMepeHHoro pucka (radn. 1.4). K rpynne seicokoro
PHCKA OTHOCAT AeDUIINTHI eCTECTBEHHBIX AHTHKOATYIAHTOR: aHTH-
Tpombuna, nporennor C u 5. Bropaa rpynna BK10YaeT MyTaIlHK Te-
1nos paktopos ceepreipanns 11 u V, nossimennsiii yposens daktopa
ceeprasaris VI o runeproMonmerennesio,

Tatinuya 1.4
Hacaeacreennsie rpomboduann u puck BTI0, no nanasiM
Esponeiickoro xoncencyca (Nicolaides AN. et al,, 2005)

Yacrora merpevaesoctd, % | Oruock-
TposGoduans O6man nony- |  Boasubie Teabnni
AsuHA BT20 PHOE

JedmmnT antuTposmiinma 0,07-0,16 -3 20
Hedwimr nporensa C 0.2-0.4 3-35 10
HedwmunT npotenna S 0.03-0.13 1.5 10
MyTtaumns B rene (pakTopa cBepTh- 3-15 20 3
pams V16916 /A (Jelizencykan
MYTRIHA)
Nosrmennwit ypopens dakropa 1-2 4-7 23
cuepraaanng VIII
MyTaumua B rese npoTposGnna 5 10 25
20210G/A
lineproMomcTeHReEMis 11 25 3

Anmumpombun ApAAETCA OHUM H3 OCHOBHBIX €CTECTBEHHBIX
antukoaryasHTos. O HeliTpaIH3yeT aKTHBHOCTH TPOMGHHA 1 ApY-
X akTHBHpoBaHHEIX (hakTopos ceeprhiBanua (1Xa, Xa, Xla u XIla),
i Takke naasMmuna, Tpuncuna n Cls-KoMnonenTa KoMILIeMeHTa.
Kpome akTMBROTO 1eHTpa, KOTOPbi ofecnednsaeT cBA3bIBaHHE
¢ (pAKTOPAMH CBEPTHIBAHMA, MOJIEKYJIA AHTHTPOMOHHA HMEET Criein-
WILHBIE YH4aCTKH /LIS CBA3BIBaHMSA ¢ renapunoM. [Ipn seesennn re-
APHHA B OPrAHK3M OH CBA3IBIBAETCA ¢ AHTHTPOMOMHOM, BCIEACTEHE
YEr0 pesko BoapacTaer cnocofHOCTh MOCAeHero HHrHOHpPoOBATHL
(hakropsr ceepreiBanis kposu. [Toatomy mobas MyTaums, Kotopas

27



Crmapa 1. Yro Taxoe TpoMBoamBoams Jerovnsx aprepuil, Kora O BoHHESET

NPHBOANT K YMEHBINEHHIO 00pasoBaHis aHTHTPOMOIHA WIH CHIAKE-
HIIO €70 CHoCOOHOCTH CBA3BIBATHCA ¢ (DAKTOPAMM CBEPTHIBAHWS WIIH
renapuaoM, NOBLIAET pHucK TpoMboobpasoBanms.

Ipomeun C — ojMH U3 ABYX HHPKYIUPYIOHIHX B IL1a3Me BHTA-
mun-K-zaBucumpix Geakos, 00pasylonux Hapaay ¢ JABYMS KOMIIO-
nentTamMn Membpan anjoreans (TpoMOOMOLYIHHOM M PEHENTOPOM
nporenta C) cucremy nporenna C. Akrupauus nporenna C npo-
MCXOIMT B cocyaucToM pycie. TpoMmOGHH, BHMBIBAIOIHHCA H3 30HL
TpomboobpasoBaHuA, TPH KOHTAKTE ¢ HENOBPEKICHHBIM SHAOTEH-
€M CBA3BIBAETCA ¢ TPOMOOMOJIYTHHOM, 9TO NPHBOANT K HAMEHEHHIO
cyberpathoii cnemnduunoctTi TpoMbuna. OH TepseT NPoKoaryasHT-
HHIE CBOHCTEA, HO MpHoGpeTaeT cnocoOHOCTL AKTHBHPOBATE CBA3AN-
HBLH ¢ SHAOTENHANLHEIM perentopoM npotern C. AKTHBHPOBAHHEIH
nporent C pacmennser daxrops Va i VIIla, uro npepsisaer kackan
koaryaaius. [lo ananorum ¢ anturpoMGuHoM mobas MyTauua, npu-
BOAAINAR K CHHWAREHHID KOHIEHTPAUHH TPOTEHHA C, VBEJHYHBACT
PHCK TpoMBO30R.

Ipomeun § — npyroit suramun-K-sasucumblii 6enok, apas-
IOIMACSA OJHUM M3 KOMIIOHEHTOB cuerembl nporenna C. Jlanuniii
fienok senoanser dyukimno Kodakropa nportenda C W yckopser
uHakTHBainio gaxropos Va u VIlla nporennom C Ha nosepxuo-
cti (hochoaunuaos. B oreyrereame docdonaunuios npotend S He
OKa3LIBACT CTHMYIHPYIOUIErO BAHAHHA Ha HHAKTHBALHIO (haKTopoB
Va u VIla. Caegyer npHaHath, 4T0 HECMOTPA Ha MHOTOYHCAEHHblE
HCCIE/IOBAHMSA POJIb TPOTENHA S B o6ecedeHH AaHTHKOATrY IS HTHOTO
AeicTBHA AKTHBHPOBAHHOTO npoTenHa C TOYHO He YCTAHOB/IEHA,

JlehuumT ecTecTBEHHBIX aHTHKOATYISAHTOB MOKeT OBITh nep-
BHYHBIM (HACAEACTBEHHBIM) H BTOpHYHBIM (niprobperennnim). Ha-
caeacTeennsie AethuinTsl anturpombuna, nporennon C u S o6uvno
HACAeAYIOTCH 110 ayTOCOMHO-JIOMUHAHTHOMY THILY, TIO3TOMY Bepo-
ATHOCTE KJIMHHYECKOrO NPOSBACHHS JaKe rerepoaurotHux dopm
HOCHTEJILCTBA 0YeHb BhicoKa, Hame Beero 60bHBIE-HOCHTENH CTpa-
aawT peunausnpyiommmy BT20 nauunas ¢ Mmosogoro sospacrta,
a K 45-neTHemy BospacTy GONBIIMHCTBO HOCHTEEH JaHHBIX MYyTa-
1M, KAK NpaBiio, yxe umeor snxsog BTO0.

[Ipu aeduumre anrnrpomdbuna puck passurng BTIO apaser-
€S CAMBIM BBICOKHM CPEIN APYIHX HACJAeACTBeHHbIX TpoMOodmnii
i B cpeanem pased 20, letepoauroTHeiii aednuut antHTpoMOHHa
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BCTPEYAETCH IOCTATOYHO PEAKO, @ TOMO3HTOTHLI BOODLILE He onucan
B aureparype. Tpeanosnaraor, 4To o1 He COBMECTHM € XHanko, [eTe-
poaurorabie AedmunTel ipoTenHos C u S obHAPYKHBAIOT HECKOILKO
yaie, 4em aedmuut anturpombuna, o puck BTI0 npu aroMm noyrn
i 2 pasa mike. Tomoaurorusie aedunntel nporentos C u S sBerpe-
YAIOTCA Kpaiine peiko M, KaK NpaBiuio, He COBMECTHMBI € HH3HBID,
Hosopoxaennsie yMUPaIOT BCKOPE NOCE POXACHHA B peayibraTe
TPOMBO30B MUKPOIMPKYIATOPHOTO PYC/IA H COCY0B MO3Ta.

IMpuobperennniii fedmimMT ecTECTREHHKIX AHTHKOATYIAHTOR
MoeT ObiTh 00YCIOBAECH CHIKEHHEM MX NMPOAYKIHH npu 3abosesa-
HUAX HeveHH, yBeaHdeHneM noTpelyieHHs NPH CHHAPOME IHCCeMM-
HHPOBAHHOTO BHYTPHCOCYIHCTOTO CBEPTRIBAHNA H CElICHCe, noTepei
¢ mo4oil npu Hedpornueckom cunaposme. ledmuut anrurpombuna
HHoraa HAbMIAETCS V KeHITHH BO BpeMaA OepeMenHOCTH 1 IPH He-
NOJIB30BAHHH OPANBHBIX KOHTPALENTHBOB, a AeQHIMTL NPOTEHHOB
C 1S — npu HEAOCTATONHOM TOCTYIJIEHHH B OPIFAHMAM BUTAMM-
na K. [lepea Tem kak AHarHoCTHpPOBATH HACHEACTBEHHBIH AedHIINT
CCTECTBEHHBIX AHTHKOArYIAHTOB, CefyeT TIareabio obeaeiosaTs
MANHEHTOR C UEALKD HCKMIOYMCHHA BTOPHYHLIX NPHYHH ,LT,EFI}HIIHTH-.
NOCKOJIBKY MeHeTHYECKAd JIHATHOCTHEA JaHHBIX MYTalMii B naweii
CTPAHE, K COMANEHUIO, HE NPOBOIHTCA.

Hosvimennviti yposenn paxmopa ceepmwmeanus VI, Dax-
Top ceeproisanus VI (anruremodiosisit raobyaun A) napany
¢ thakropom V apaserca ofHHM 13 HEIKOB-PEryIATOPOB AKTHBHOCTH
HpoTeas ceepreiBania, npu sromM dyukums dakropa VI 8 encreme
IEMOCTA3a BO MHOTOM CXO/HA ¢ Takosoii chaktopa V. Ou cunteanpy-
CTCH TeNaToINTAMH W IMPKYAHPYET B KPOBH B KOMILTEKCe ¢ axTo-
pom o Biinebpanga. Cunraercs, uro Gasanbubie yposan dhakropa
VI npenonpeaenens reverndeckn. B kauectse riasnoro daxropa,
ONPeeIAIoNIEro ero YposeHs, PACCMaTPHBAIOT cHeTemy Kporn ABO.
Tak, y obnanareneii ne-0 rpynmsi kposu obHapy#eno HoJiee BHICOKOE
cojepxanue daxropa VI B cpasnennn ¢ amuamu ¢ rpynnoil kpo-
i 0. Ipu aepuumre nan aedexre axropa VI sosiukaer remocdu-
s A Tossnuenusit yposens thakropa VI, nanporus, npusomur
K noapacrannio pucka BT20.

linepzomoyucmeunemus. TOMOUHCTENH — 3TO CEPOCOIEPIKA-
N AMHHOKHCA0TA, ABISI0MAACH NPOMEKYTOUHBIM NPOLYKTOM
MitalonHaMa MeTHOHHHA — OIHON U3 8§ HesaMeHHMBIX aMHHOKHC-
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JI0T — M He BXojsAmas B coctas Genkos. B Hopme romoumcrenn B op-
FAHH3ME HE HAKAIIHMBAETCA, NIOCKOABKY NpeBpantaerca anbo B Me-
THOHHH B De3Y/ILTaTe PEMETHANPOBAHNS, THOO B IIMCTEHH NMYTEM
Tpanceyabgypuposanis. MeraboiusM roMouMCTenHa TPOHCXOINT
BHYTPHEETOMHO C YYACTHEM PAAa (DEPMEHTOB, OCHOBHBIMK M3 KO-
TOPEIX ABNAIOTCA MeTwaenTerparnipodosarpenykrasa (MTIDP)
 unetTaTnon-B-cunterasa, lomimo depmentos, Baxnyio posib B Me-
TaboMH3ME TOMONMCTeIHA BUNOHIOT BuTamunn By, B, w donwe-
Bas KHCJIOTA.

ToMoimcTenn obaagaer BHIpaKeHHMM THTOTOKCHYECKIM 1eii-
cTBieM. Ero nabhimounoe HAKOILIEHHE BHYTPH KAETKH MOXKET TpH-
secTH K nospexaennio JJHK » napymenno dynkunonnposanna
KJIETKH BIJIOTH 10 rubenn. Llupkyaupys B KpoBm, roMonmeTens no-
BpeAJIAeT SHAOTENNN ApTEPHil, AKTHBUPYET CHCTEMY CBEpTHIBAHNA
KPOBH, CTHMYJIHPYET arperauuio TpoMO0UNTOR, NOBKINAET MHTOTH-
YeCKYI0 AKTHBHOCTh COCYAMCTHIX FAAAKOMBIIIEYHBIX KACTOK, CHO-
COOCTBYET YBEJTHUEHHIO COMCPRAHUA XOTeCTEPIHA, YTO B KOHEMHOM
HTOre NPOBOLUMPYET PAIBHTHE ATEPOCKIEPO3a H ACCOUMHPOBAHHEIX
¢ HUM 3abosiepanmii.

Punepromonucrentemis — (hakTop pHCKA KaK BEHO3HHIX, Tak
H apTepHaIbHBIX TpomGo30B, [lawnas natosorus Moxer OuITh Ha-
CACACTBEHHOI W NPHOGPETEHHOI, HO YAllle BCEro ARSCTCS Peayib-
TATOM HACAeACTHBEHHBIX HADYIIEHHH (epMeHTOB, yYacTBYIOMHX
B MeTabo/m3me a1oil amuHOKHEROTH, Nipeske eero MTTMOP. Tpy-
ofpeTennas rHNEPTOMOLMCTENHEMHA BOZHHKAST PN aeduumuTe
BUTAMHHOR rpynmn B i qrosmesoil kneaorsi, y Kypuasmmkos, npu
MOYEHHOH ¥ TeYeHOYHOH HEeIOCTATOMHOCTH.

@axmop ceepmuisanus V (npoakiesepun) — oann na bea-
KOB-PEryATopoB aKTHBHOCTH npoTeas ceeproiBanns. Maxrop V ob-
pasyercs B e4eHH, HO B OTAHYHE OT APYTHX (haKTOPOR CBEPTHIBAHHA
(11, VII, IX, X) ero cuntes ne sapucut or suramuna K. Makrop
V aHauNTeABHO YCKOPAET aKTHBAIMIO npoTpoMGuna i haxtopa X,
a TaisKe obecniednpaeT 06PA3OBAHME MHOTOKOMIIOHEHTHBIX KOMILIEK-
COB Ha NOBEPXHOCTH (hoChOTHNNAOB, HO ero BaanMoeiicTBHe ¢ dep-
MEHTAMH MTPOUCXOINT TOJBKO NOC/E aKTHBAIINH.

len paxropa V oboanauaior kak F5. Oaun n3 nommsmopduamos
Aannoro rena — 1691G/A — napecren kax Jleligenckas Myraius,
Ha3BaHMe KOTOPOMY JIAHO 10 HMEeHH ropoaa B Hunepaannax, rae ata
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natonorus Gblia BepBble OXapaKTEPH3OBaHa, ITa ToYeYHas MyTa-
1M, npeacTapagoman coboil aMHHOKHCIOTHYIO 3aMeny apriHiHa
Ha rayTaMu B noanimu 506, npuiaer yeroifMHBOCTh aKTHBHPOBAH-
Hoii opme akropa V k pacuenamonemy aeiictanio nporenna C,
YTO M NPHBOAHT K THIEPKOATVIAIHI.

Pacnpocrpanennocts JlelileHCKOI MyTallMH BO MHOTOM 3aBHCHT
OT aTHHYeCKOiH npuHasaexknocTy. Ee nanuumne anaviMo aas ami
enporneiickoil pacw, npruem oxa yaume Berpevaetcs B CepepHoii
Espone, Torna kak y xureneil CpeanseMroMopba 06HApPYKHBACT-
CH HECKOJIBKO pexe. Y KopeHHBIX suteneii Aauu u Adpukn nan-
Hasl MYTallHa BeTpedaercs kpaiine peako. CymecTsyeT unTepecHoe
npeanonoxenne, uro Jlelinenckas mytanma posunkaa ot 21 000 a0
34 000 ner nasan, u Bee COBPEMEHHBIE €€ HOCHTEN ARISIOTCS NOTOM-
KaMi ofiHoro unausnia. [lepponavaibio aTa MyTALMS BRINOJIHALA
SAMHTHYI0 PYHKIMIO, TAK KaK NPENATCTBOBATA KPOBONOTEDE B POAX
1 [IpH TPABMAX, HO B JA/IBHEHINEM YTPaTH A CBOIl 3AIINTHLIN Xapak-
TEP W peBpaTHaach B dhakTop pucka tpomboson,

Daxmop ceepmuieanun I (nporpombng) — oaun ua ocHoOR-
HBIX KOMIIOHEHTOR CHCTEMBI FeMOCTAZa, KOTOPBIT B X0/le YacTHYHOTD
NpoTeoIHaa Noj BAHAHIEM NpoTpoMOHHASHOrO KoMILTeKca ((akTop
Xa + thakrop Va + Ca?* + doedoanmman) npenpamaerca  rpomoing
((paxcrop l1a). Tpombun apagerca muorodyukIHORANLHEIM hepMen-
T0M, 00pasyONIMM CTPYKTYPHYEO 0CHOBY TpomGa.

Ten nporpombina oboanavanT kak F2. Mytaiumsa p gansoM reie
npeacrapager coboit nykieornanyo sameny G Ha A B moaomennn
20210 na 3'-kouue nerpancaupyemoit obnacti. Mockonsky Aanasn
MYTallHA HE 3aTparMBaeT NocAe0BaTeABHOCTH, KOAUPYIONIHE aMHHO-
KMCJIOTHI, TAK KaK PacnosiojkeHa B HeTpancampyemoii obaacti rena,
MEXAHHAM ee NMPOKOAryJAHTHOrO JeHCTBHA TOYNO HE VCTAHOBJACH,
HO NIPEATIONATAIOT, YTO OH 00YCA0B/IECH NOBLIIEHIEM KOHIIEHTPAIlHI
nporpombuna B 1,52 pasa BeIe HOPMBI BCAEACTBHE YBeTHIEHHS
AKCTIIPECCHN MYTAHTHOIO FeHa.

OcobennocTi pacoBoro M reorpadyeckoro pacnpocrpane-
HHA MyTalHH rena F2 Bo Muorom cxomu ¢ takoseivi Jleiigenckoit
MYTAllKK, T.e. OHA B NofaBAsonieM GonbimHHCTEBe 0OHAPYRHBAET-
(0 TONIBKO ¥ esponeiines. B otanune ot nocnennedi, Myraina rena
I'2 weckonsko uaue BHABAAETCA Y kuTenelr CpeanseMHOMOPha
W peske — B crpanax Ceseproit Esponnr,
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Hosbumenunii yposens daxropa VIII, FHIEProMOLHCTEHHEMHS,
MyTaunn 8 resax F5 1691G/A u F2 20210G/A cunraores tpombo-
(hHANAMY CPEAHEro PHCKA H ACCOUMMPYIOTCA € MOBLITIEHHEM PHCKa
passutis BTOO B 2,5-5 pas. B ormune or gedmmmron ecrectren-
HBIX aHTHROAIY/IAHTOB, Janine TpoMOohHInN, XOTS M MeHee 3Ha-
MBI, HO BBISB/AKTCA 3HAMHTEALHO Yalle Kak B o0meil nonyusaimm,
TaK u epean bonpunx BTI0, B kanunueckoii NPAKTHEE A0CTYIHL]
onpejeaeHie YpoBHA TOMOIMCTEHHA B KPOBH H reHeTHYeCKas Jinar-
HOCTHKA MyTauuii renos F5 1691G/A w F2 202 10G/A. Caeayer
[PH3HATE, 4TO B HEJIOM BOSMOMKHOCTH KIHHHIHCTOR B IHATHOCTHKE
HACJAEACTBEHHBIX TPoMOO(WINIT B HACTOAUIEE BPeMs HECKOAbKO
OrpaHiyeHsl.

Baxuno orMeTHTh, YTO MArHO3 sHACAeACTBEHHAN Tposmbodin-
JIHAR TIPABOMOYCH TOJIBKO B OTHOIIEHHH BRUIEOTTHCAHHBIX MATOM0-
THYECKHX COCTOSHIM, XOTS B HACTOAIICE BPEMA MIBECTHHI 1 Apyrite
FEHeTHYLCKHE MOTHMOP(PHIMEI, HOCHTENLCTBEO KOTOPLIX MOMKET OKa-
3biBatTh Biananne Ha puck BTI0. Ognako ux we caeayer cunrars
TPOMOO(DHAMAMMN B CHITY TOTO, 4TO OHM [0KA HAVYEHB! HEAOCTATOYHO
Wi OTHOCHTEIBHO MX BKAaa B passuTie BTIO noaysenm npori-
BOpEYHBLIE pesyasTaThl. B raknx curyaumax Gonee koppextio me-
NOJIL30BATH TEPMUH «TEHETHYICCKHIT NoauMOp(huanms,

B nocaieanne ront B nameii crpate reseTnaeckie neeae1onanis
CTAIH SHAMHTENLHO JIOCTYITHEE 1A WHPOKOH KAMHUYECKOil npaKTh-
ki, B nacrosuiee spesa MHorue kanuukn u saboparopin NPOBOAAT
FEHETHUECKHE HCCACADBANMA 10 BABACHUID TPoMGOpHIHIECKHX
cocroanii. Hyxno ckasars, 4to nepesens npeaiaraeMuix reneTire-
CKHX MCCACAOBAHMIT BO BCEX MeAMUMHCKHMX YUPEKACHUSIX PHMep-
HO ojuHakoBwlil. Kposme vike ynomunasmmxes renon F5 1691 G/A
n F2 20210G/A, yauie Beero necaenyior NOAHMOPHU3MEL TEHOR,
KOHTPOJIHPYIOUIMX PA3IHYHbie KOMIIOHEHTEL CBEPTHIBAIOIIEN H (hu-
OpunoauTHYecKoil cuetem kposn. Bot cokpaniennnie obosnauenns
nexkotropeix resos: MTHFR, SERPINE1, FGB, ITGB3, ITGA2, MTR.
MTRR, HFE, F13, F7, Jlanuyio rpynny reHos npHHSATO HAZKIBATD
SICHETHYECKHE IIUJIHH.IE}'HIJI"[H.\I]:I, KOJANPYIONHE ﬁ-ﬂ.-‘ll(ii CHCTCMbBIL e~
moctazar. Huske pacemorpenn nanbonee snaunmpie noganMopdiHaMil
H MX BKJAAX B nipouece TpomGoobpasosanns,

Memunenmempazudpogorampedyxmasza — ocnosnoii thep-
MEHT M("TEIﬁUJIIIJ!-IH FOMOIHCTEHHA, CHHACHHEe AKTHBHOCTH KOTOpPOro
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NEIEICTEHE MYTALME B OJHOUMEHHOM rene spisiercs nanbonee va-
croit nprunHoil runepromouncrentemun, Ten MTT®P olosnaya-
eres kak MTHER. B nactosunee pemsi B AaHHOM relie 0OHapyKeHbl
JACBATH TOUCHHBIX MYTali, Hanbosee 3HAYUMON CPeIH KOTOPBIX 5AB-
nerca nykaeoruanas samena C va T B noaowenun 677, 4o, B cBOW
OUEpPEIb, MPHBOIMT K AMHHOKHCIOTHON 3aMeHe alaniia Ha BajiuH
i noauunn 223 B Moaekyae Genka-thepmenta. IToT (pepMEHT B OT-
JHYHE OT HOPMaJIbHOTD TEIJ‘MU.-‘]aﬁHJIEH H XapPakTePHIYETCH CHIAKEH-
ioit (1a 35-50%) pepmenTaTupnoii akTiuBHocTbI0. MyTaums B rene
MTHFR 677C/T nacneayercs no ayrocoMHO-PeLecCHBHOMY THILY,
(OATOMY TPOABIASTCA B IOJIHONH MEpe TOABKO ¥ FOMOSHIOT € FeHO-
tinom 67717, B peayvavrate canxenns aktusHocTn MTTOP moxer
ROGHUKHVTE JETKaH IIH YMEepeHHAH THNEPTOMOLHMCTEHHEMHA.

Jlpyrim nomusopdubiv Bapuantom reia MTHFR asnaerca ny-
wneoruanas 3ameda A na C g noamummn 1298 (MTHER 1298A/C).
Hocurenscrso rerepoaurotroro renotuna MTHFR 1298AC we co-
HPOBOMKIAETCA TIOBBITIEHIEM YPOBHS TOMOLIMCTEHHA B KPOBM, O/IHAKO
KoOMOMHALMA TeTeposHroTHBIX resotinos 677CT u 1298AC onpene-
WseT sHadnTenbHoe chkenue aktnsHocti epmenta MTI'OP u no-
neeHe KOHUEHTPAIHN MOMOIHCTEHH, CONMOCTABHMOE C TAKOBLIMHA
fIpH FOMO3HTOTHOM HOCHTEIbCTBE TenoThna 677TT.

Huzubumop axmusamopos naazmunozena muna (MAIl-1) —
cneihueckKnit HHMHOHTOP TKAHEBOTO W YPOKHHAZHOIO aKTHBATO-
pon naasMHMHOreHa, a Takke ObicTpopearnpyoinii H6enok octTpoi
(pasnt. Tossimense konmentpamnu MATI-1 8 naasme caysnT nanbo-
Jiee HACTOH MPUMMHOI CHIBKeHHA (PHOPHHOAMTHYECKOI AKTHBHOCTH,
I pamoe gokasareaserso Toro, uto yeesndenne HATI-1 moxer npu-
IONTH K NAaTONOTHYECKOMY TPOMGO0OPA30BAHHIO, NOTYYEHO B 9KC-
NEPAIMEHTAX © TPAHCTEHHBIMH MBIIIAMH. ¥ 3THX KHBOTHEIX BEHO3HBIE
IpoMOo3sl pasBHBATHCE B 0TBeT Ha skcnpeccio reda MAIL-1 u ne-
deaann nocae ee noasnernd. Mosstmennsii yporens HATI-1 i
olimapysken B ceMbax GoabHBIX ¢ NOBTOPHBIMK stm3oaamu BTIO.

len HAIT-1 oboanasaor kak SERPINET wan PAI-1. Cpeau te-
CROJIBKHX ﬂEL‘IHMﬂ]]d]iiﬂh[DH JAHHOTO MeHa HﬂHﬁDﬂEE HB}"{EHHHT
ssierea nommsophuam 5G/4G 8 nonomernnn —675 or craproBoit
fouKH nposoTopa. B peayasrare fenennn/Mucepumu ryanins obpa-
Ayer nosTop 13 4 WM 5 octoeanuii. CooTBETCTBEHHO, BOIMOKHBI TPH
wipuanta coueranus aanenei: 5G/5G, 5G/4G n 4G/4G, npuuem
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NEPBBIH U3 HHX CUMTACTCH <INKHMs. Yposenn HAII-1 B iiasme ciy-
HACTCA NIPH YBREAMUEHHH cojepRanus aviens 5G; ero Cojep#KanHe
¥ romosuror 4G/4G nouru na 30% ssuue, yem ¥ HOCHTENeH +AHKD-
ros resoruna. Takum obpasoM, vactiamo yposeun HAIL-1 npeao-
MPEeIeH FeHETHYECKH,

Qaxmop ceepmwmeanusn XIII (pubpuncTabuamnanpyonmii
thakTop uan Gpubpunasa) NPEACTAB/IEH ABYMA (POPMAMK ILIAIMEH-
HOI 1 TpomGounTapnoit. Irasmennas (opma coctout u3 asyx nap
uenei (a u B), rpomGounrapnasn COACPHKHUT TOJBKO G-IeTIH; PH
ATOM C-LUENH CYMTANTCS KHTH.']H'I'H'IE{‘.KHMH. ﬂ-‘l.l,{.'llll — HCK4ATanH-
THYECKHMH. AKTHBHPOBaHHbIT taxrop X111 KATaJAHIHPYET «CLIMBA-
HHE» ¥- W a-ueneil puipuna u o,-antiiasmmnma c (pubpuHoM,

lockoAbKY TONbKO o-1em thaxropa XIII sasasores karanumi-
HECKHMH, TO HMEHHO I'ell a-leneil MOXKeT BAMATL Ha PHCE TpoMbo-
obpazosanmst. lanuntii ren oboanavaercs kak F13A1, Cunraercs,
HTO MYTallMA BO HTD[}OM IKIOHE ITOrD reHa, HPHBOIAILAA K aMHHO-
KHCTIOTHOM 3aMEHE BaTHHa Ha Jeiiin B No3HumuK 34, BrasiBaeT 13-
MEHEIHE KHHETHKH sCclMBanmsi» GuOpuia. Henoassys typGogume-
TPHYECKHE HIMCPEHHA H H1EKTPOHIYIO MHKPOCKOIHIO, 06HapYKeHD,
410 y HocHTenel anzes 34 Leu ubpunossie sosokna Gosee TOHKMHE,
YMeHbilleHa HX NOPHCTOCTD,

Tnuxonpomeun Ib/Ila — ocuosioii PELEnTop TpoMGOUNTOR,
YHACTBYOUMIT B IIPONECCE ArPEraiini HX AKTHBHBIX hopwm, siBsierca
THIIHUHBIM NPEACTABHTEIEM CeMelicTBA HHTerpHHOB, D10 reTepoLn-
MEp, cOCTOAMMNA U3 a- 1 B-cybnenunm, Liukonporennosse penen-
Toput I1b/111a — cammie PACIPOCTPAHEHHBIE PEENTOPhl TPoMOGILI-
TOB, HX KOJIHYECTED Ha [TOBEPXHOCTH OAHOTO TpOMOOILITA BAPLHPYET
ot 50 000 a0 80 000. Tnukonporenn IIb/111a — nosepxuocTisii pe-
uenrop s pubputorena, daxropa ton Buanebpanaa, surposex-
THHA H GubponekTHHA,

HanGonee uayuen ren, koaupyougmii P-cybvemmunuy raukonpo-
teuta I1b/111a. On oGoanauaerca kax ITGB3 wm Gpllla. 3ror no-
AuMopdibii Mapkep npexctasusier coGoii TOUYEUHYIO HYKACOTHIHYIO
sameny T na C B nosmum 1565, yro HNPHBOJANT K aMHHOKHCIOTHOI
3aMeHe JeHIHa Ha IPOJIHH B OA0KeHnn 33 B-cybueamunum. Jvo
BEIILIBAECT KOHDOPMAIMOHHbBIC HAMEHEH IS N-kouuepoii AMCYanm-
HOit netTan B-cyGnemunmm, OTHOCANIEHCA K caiiTy cBaabiBanms thn-
Gpunorena. Asnens 15657 cuutaercs A AMKOI».
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Temoxpomamo3 (IMrMEeRTHBII IHPPO3 NEYEHH) — saﬁi}u.r;wmmﬂe n;:;.
LapaKTepusyoNeecs napyienuem obmena xenesa B opranlmm;eﬂ _
KOO oM IIPﬂHCKDJIHT £r0 HAKOIIEHHE B KIeTKAX IMe4eHH, « ﬂnei_
JIOMHOT JKEJe3sl M Cepala. BhlJ.‘.'l.ﬁ..'IH?T nepeHdHLi (Hacaen
nntil) 1 BTOpHYHLH (probpeTennnlii) reMoxpoMaroa. e

len remoxpomarosa (obosnavaerca xak HFE) uunn;y o
(ipan#biii Ges10K, 10 CBOMM CBOICTBAM BO MHOTOM HOXO0XKH r:i} B
QBCHOBHOIO KOMILJICKCA FMCTOCOBMECTHMOCTH. ]'lpennuna ¥ i
fienok HFE peryaupyer metabonuaMm kenesa, BAnAs Ha Baa:m 3
jeiicTeue peuentopa Tpancdeppuna ¢ TpaHcgeppHHOM, NPH e
mytanTHbe GopMbl GeKa TepPAIOT CBOIO CNOCOGHOCT cnaa:;l“mu
¢ :rpam:(beppuuuuum penentopom. B orcyrersne atoi c;egea s
TPAHCTIOPT HeJie3a U3 IHI0COM B IHTONIA3MY NpOTeKa i
arensHoil peryasim, nostomy HFE-aedmumribe wn

- eHHBIMH JKEIe30M.
- rcﬁﬁ;ﬁ?ﬁnn nokasanu, uro 80-90% OGoabHbIX HH.C.EE,IICTB-EH:
JEM TEMOXPOMATOIOM MMEIOT OZIHH M TOT JKe TeHeTHYECKHI ned;emx:_.
jyiaeoTHanyio sameny G Ha A B nosuimn 845, npunﬂnnu:%r;}; -
HOKHCAOTHOI 3aMEHe IMCTENHA HA THPOSHH B MIOJOKEHHH E =
ke HFE (nommsopdmanm Cys282Tyr). Ha nepserit Baraa, tgaal:lﬂe
HFE, aut ero red HHKakoro 0THOWEHHMA K BEHOIHBIM TPOM
pmeior. OQHAKO HECKONBKO JeT Ha3an B aapybexHoil auTepatype
(OABHIHCE COOOINEHNS O BHICOKOH PACpOCTPAHEHHOCTH M}FTHJJ.I':::
rewa HFE C282Y cpenn nocuteneit Jleinenckon M?;;ll“ﬂ. 1:;?; 2
ix TpoMboTHyeckuit anamHes. 3naunmocts rena f npnﬂm -
A0 cHX mop He AcHa. K HacToAieMy MOMEHTY BLITIOTHEHO HEBT’-}(}
iiCeaeloBanMs o yrounennio ponu reda HFE v paaputiun BTOO,
I KOTOPLIX MOAYYEHR HeOaHOAHAYHEIE pea}rnh'rar?. hyyi
@ubpunozen — HTO IANKONPOTEHH, KOTOPBI Eim Cmmmnmx ::::“
P HeHACHTHYHBIX MOJIHIENTHIHBX uenei, Ef 3Ha‘£i§]MHHMH
A, B # y, KOBANEHTHO CBA3AHHBIX Memn}'“mﬁm’i AMCY s
soctukamu. [ocaegoparensHocts Kaxaoit ua uenei gpudpu a0
J1l KOJAMPYETCA CBOMM FeHOM, OIHAKO MX 3HAYHTEIBHAA IOMOJ ook
CWHACTETBCTBYET O TOM, YT OHH BOSHHEJIH B peaynmag Ay -
(11t OJIHOTO reHa-NpeIecTReHHHKA. YUHThIBas, YT0 cOOpKa ;::c:_.r:m_
fenTHanLX teneil dpubpunoresa waunnaerca ¢ Bp-uenn, B u s
liee apema Hanbogee IMHPOKO U3YHATCH H}I"E.HEI.'E.TPIII.HH: $ s
i iiposoTopHoit obaacti rexa B-gubpunorena (obosnay
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Fnana 1, Yro rakoe TpomBoamBoins aerodmm aprepnil, KOraa Ofa BodHMKLET

FGB). Tak, onucano neckoabko noaumopduamor rena FGB, xo-
TOPBIE MOTYT BAHATL Ha ypoBenb ubpunorena B kposn: 148C/T,
-455G/A, —249C/T, ~854G/A, -933C/T, ~1689T/G, Arg448Lys.
Psint pabor taicke nocssmen nommmopduamy C-komienoro vyacr-
Ka Aa-uenn pubpurorena, saxmouaomerocs: s samene Thr na Ala
B noJoxkeann 312,

Hexos 13 BHILIEHATIOREHHOTO, HMEIOTCS OCHOBAHMS TIONATATS,
HTO AAHHBIE FTEHETHYECKHE MOANMOpdHaMBl B TOI WIH HHOI cTenenn
MOTYT OKasblBaTh BAHAHMe Ha puck BTIO, [las yrounenus anaun-
MOCTH 3THX NoauMopusmMor B KauecTse axropos pucka BTIO
EMJIH BRIMOAHEHB MHOTOUYHCIEHHEIE HCCAe0BaHnA, PEIVILTATH
KOTOPLIX OKasanuck HeoaHosHauneiMu, B 2009 r. ony6ankosann
PeayJIETaThi KpynHoro Metaatammsa (Gohil R. et al., 2009), ofsean-
HuBwero 173 wceneposanus Thna CAYHAN -~ KOHTPONb M BKIIOYHB-
mero 126 525 nabmogennii v rpynne BTAO u 184 068 — g rpyn-
ne koutTpoasA. B atoii pabore wecnenopann 28 noauMopdusMon
B 21 rene, Kogupyonem GeTKH CHCTEMB! reMOCTAZA, B esponeiickoi
NONYAANHH OBUTH BRIABIEHB! CTATHCTHYCCKH SHAMHMBIE ACCOLNA-
un mexay BTIO u nocurenscrsom caenyonmx noaumMopdma-
moB: F5 1691G/A (OP 9,45; 95% JIW 6,72-13.3: p < 0,0001), F2
20210G/A (OP 3,17; 95% JIWN 2,19-3,46; p < 0,00001 ). SERPINE1
=6755G/4G (OP 1,62; 95% JIW 1,22-2,16; p = 0,0008) u o-pubpu-
Horena Thr312Ala (OP 1,37;95% JIM 1,14-1,64: p=0,0008). 3naun-
MOCTh MyTaumii rena MTHFR 677C/T Guna MOITHEPAUIEHA TONLKO
ana kutaiicko-Taitckoit nonyasuun (OP 1,57: 95% 1IN 1,23-2,0;
p = 0,0003). lns renos F13A1 V34L (OP 0.8; 95% /11 0,68-0,94;
P =0,007) n FGB 455G /A (OP 0,84; 95% JIN1 0,72-0,97; p=1002)
Gbutn obnapyxenst nporextusnbie adipexts. Takmm obpasom, pe-
dYJIETATH METAAHATH3A ONTBEDIILIN, YTO Hanb0Iee SHAYHMBIMH Te-
HeTHyeckuMH hakropamu pucka BTI0 ssmnores MYTAILHH TeHOB
F5 1691G/A u F2 20210G /A, nocurenserso KOTOPHIX TOBBIIAET
prck pazsuTia BTIO0 s 3-9 pas. 3uaunmocts 1pyrix renetnuecinx
NOAMMOPMHIMOB CYNIECTBEHHO HIMKE, HX HOCHTEIbCTEO ACCOUMHPY-
eTcs JMiib ¢ HeDOIbINHM yBeTnuennem picka BTI0 (na 37-62%)
HJTH lasKe CO CHHMeHHeM prcka Ha 16-20%.

Taxum ofpasom, B HacTosimee BPEMsT HABECTHO HECKOIBLKO je-
CATKOB FEHETHYECKHX MOTUMOPGHIMOB, HOCHTEBCTBO KOTOPBIX ac-
COLMHPYETCA € YBEJNHUCHHEM NPOKOATYAAHTHOTO NOTeHIMANA H/ HIH

36

Poas nacaencTrenuns TposGoduani k BOHNENOBEHIA U PEIIARBEPOBANHH TalA

puckom BTIO. HecmoTpsa Ha MHTEHCHBHBIIH TOHCK HOBBIX FeHETH-
NECKHX NOAMMOPGUIMOB, TaHHBIE O PO GOJILIIMHCTBA H3BECTHBIX
noanMopdmaMos B GOPMHPOBAHHE HHAMBHIAYATLHOI Npeapacno-
aomenroctd K BTA0O 1oetatouto npoTHBOPEYHBHL. JMHAEMHONO-
(HUECKHE NCCAC0BAHNS YKA3BIBAKT Ha BO3MOXKHOCTH HEOJAWHAKO-
BOTO BKJIAJA TeX WK HHBIX (hakTopoBs (B TOM YHC/IE FeHeTHYECKHX)
i narorenes BTDO0 y npeacrasureeil pasiH4HbIX NOMYAAULHOHHBIX

Ipynm.



