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TepmuH "BHe3aITHast CMEPTh" MCIIONBL3YETCS B IMTEpaTy-
pe 6osee 250 neT, HO 10 HACTOSIILIETO BpeMeH! He CYIle-
CTBYeT enuHOTO ormpeneneHus. [IpobiemMa BHe3amHOMU
cmeptu (BC) B mocnennue romsl mpuodpeTaeT Bce 60J1b-
11ee 3HauyeHue MPpM pasHbIX Buaax marojoruu. Ilupok
CIIEKTp €€ MIPUYMH, Pa3JIMYHO MECTO HACTYIUICHUS (BHE-
WX BHYTPUOOJIBbHUYHASA), & TAKXKE TO, Y 30POBOT0 WIU
601bHOTO YenoBeka npousonnia BC.

CaMo ormpeneneHue, Koraa CMepTb MOXET ObITb
MpU3HaHA BHE3AITHOW, BApbUPYETCST B TOBOJIBHO IIIMPO-
KMX Tpeaenax — OT HECKOJbKMX CeKyH 10 24 4. bob-
IIMHCTBO MCCJICIOBAHWI ITOCBSIIIIEHO BHE3AITHOM cep-
neuHoii (KopoHapHoii) cmeptu (BCC) [1, 2].

Panee BCC onpenensyin Kak CMepThb, pa3BUBIIYIOCS
HEOXWIAHHO Y JIUI, CYUTABIINXCS 300POBBIMU WJIM Ha-
XOIVBIIIMXCS B YIOBJIETBOPUTEILHOM COCTOSTHUM, B Te-
yenue 24 4 [3], 6 4 [4], 2 4 [5] or Hayaysa cepAEYHOro
MpUCTYIa. BBIOENSIOT Tak)Ke MTHOBEHHYIO CMEPTh (He-
CKOJIBKO MUHYT uiu cekyHa) [6]. ITo ganusiM G. Baroldi
etal. 7], 73 % nuu ymupaioT B TeueHue MepBbiX 10 MUH.
OpHako HE3aBUCUMO OT TOT0, KaKOi BpeMEHHOI 1uara-
30H BBIOpPAaH, OH OCTAeTCs YCJIOBHBIM, T. K. TOYHO OTIM-
caTh HaYaJIbHbIE CUMIITOMBI KpaifHe CJI0KHO.

CornacHo EBpormeiicKoMy IpOoTOKOJTY IO UCCIeA0Ba-
Huo BCC, kputepun ee 1OCTATOYHO YETKO OUYEpPUYECHHBI:
€CTeCTBeHHasl, HCHACUJILCTBEHHAsI CMEPTh, MTHOBEHHasI
WM B TeyeHue | 4 oT Havasia cuMnToMoB [2]. ExxeronHo
B 3anmagHoit EBpone BHe3anmHo ymupaiot 10 300 ThIC. ye-
nosek crapiue 35 net [1], B CIIHA — 300—400 ThIC., naun
1 000 gyenoBek B cyTkH [8]. B Bo3pacte 20—64 et ymu-
paet 32 % [9]. OTMe4YeHO, YTO T JIIOAM Yallle KYPUIH,
MIPUHUMAJIH JIEKAPCTBEHHBIC TIpeITapaThl, KOKanH, cpe-
I HUX Mpeodafaiy JI1lia HErpOUIHON pachl.

BC y 60JIbHBIX ¢ TATOJIOTMEN OPTraHOB AbIXaHUS OIM -
caHa (hparMeHTApHO U Yallle KacaeTcsl NeCTBUS OTAEIb-
HBIX JIEKAPCTBEHHBIX IIPEITapaToOB WIIN PEAKMX BUIOB T1a-
TOJIOTUM.

Tem He MeHee B EBporneiickom mpotokosne no BCC
UMEIOTCS HEOOXOMMMBbIE YKa3aHWs MO aHaJIN3y TaKUX
CMepTeid, a TakKe TepeyrnclIeH MHOKECTBEeHHBIC (haK-
TOPBI PUCKA, aKTyaJIbHbIC IJISI OOJbHBIX C MATOJIOTHEi
JIETKUX, 0COOeHHO Juil ctapuie 50 JeT NMpu Haauduu
apTepuaIbHON TUTIEPTOHUM, aTePOCKIIEPO3a, CaXapHOTO
nuabera, BpPOXICHHBIX M3MeHeHWU wuHTepBama QT

Ha OKI, aputMum 1 KapauOMUOTNIATUN Pa3HON 3TUOJIO-

TUU.

Bo Bcex HaOMONEHUsX KIMHUYECKW NOKAa3aHHOM
CMepTH B TedeHHe | 9 y OOJIBHBIX C TTATOJIOTHEH JIETKIX
cleayeT IPUMEHSTh TOAXO0 K MCCAEeIOBAHUIO, UCTIOIb-
3yeMblii B EBpomnelickom mporokoie npu BCC, mo-
CKOJIbKY TTALIMEHTHI C XPOHUYECKOU 00CTPYKTUBHOI 00-
ne3Hbio JieTkux (XOBJI) n nouonmatnyecKuM JeroYHBIM
¢uobposom (UJID), kak nmpasuiio, crapiie 40 et u uMe-
0T COYETAaHHYIO CePACYHO-COCYIUCTYIO TTATOJIOTHUIO.

Heob6xoaumo, omHako, 3aMe€TUTh, YTO TPU MaTOJIO-
ruu opraHoB nbixaHus BC MoxxeT BO3HMKaTh BHE 3aBU-
CHMMOCTH OT MaTOJIOTMU CEpILia U COCYIOB.

K stomy Bapuanty BC cieayeT OTHOCUTB:

1) pa3psIB pacciauBarolIeld aHEBPU3MBI JIETOUHOM ap-
tepun (JIA), gaimme mpm MOMOIIATHYECKOM JIETOYHOMN
runepteH3uu (UJIT) unu 6e3 TakoBoii;

2) BC Bo BpeMs acTMaTMYeCKOro craTyca, HacTymnaro-
111y10 B TeueHue 1 4.;

3) BCC npu nepeno3upoBke [3,-aroHUCTOB C o4aramu
uieMun (HeKpo3a) Miau 0e3 TaKOBBIX Y OOJBbHBIX
XOBJI u 6poHxuanbHoil actMoit (BA);

4) bUOPWLTALUIO XKeTyIOUYKOB MPU HATUYUU JIETOUHO-
ro cepana (JIC) mpu pa3HbIX BUOaX MATOJIOTUU JIeT-
knx (MJIT, XOBJI, NJI®, nHEBMOKOHKHO3, OPOHXO-
aKTaTH4yecKast 60Je3Hb, MyKOBUCLIMI03, ApTEPUMTHI,
TOKCUYECKUE U paauallMOHHbIe BO3NECTBUS, 00CT-
PYKIIMS JISTOYHBIX COCYIOB, OIYXOJIM, METa0OImde-
CKUil anmmo3, runokcemus, JIC, chopmupoBasiie-
ecsl B YCJIOBUSIX BBICOKOTODbsI, OOCTPYKIIMSI Tpaxeu
U TJIaBHBIX OPOHXOB);

5) coueTaHME MATOJOTHH JIETKUX C Pa3IMYHBIMU BHIA-
MU KapaIUOMUOIIATHM;

6) cimyyan BC y uI1 ¢ COHHBIM aITHO3, Yallle CTpaaalo-
mnx XOBJI, kpaifHeli CTeneHbIO OXKUPEHUS U / WA
TepeHeCInX NH(pApKT MUOKap/a.

IlepBas ny6aukauus o paspbiBe JIA B 1862 1
npuHagnexut W.H. Walshe [10]. Bcero k 2001 r. 66110
onybnrkoBaHo 48 HabmoneHuit [11—13]. [puunHamu
paspbiBa JIA gpnsitorcst uanonaruveckasi (UJIIN) u BTo-
pu4Has JieroyHasi apTepuaibHas runepreHsus (BJIT),
a Takke OOJIE3HU COEAMHUTEIbHOW TKaHW, HEPEIKO
coyetatomuecs: ¢ narosnorueit gerkux [14]. Ilpu stom
B cTeHKe JIA pa3BmBaeTCd MyKOWIHAsI IeTeHEeparus
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Puc. 1. 2Kenmnna 42 net. Mavonarudeckast JJerouHasi TUTIEPTEH3MS.
JIuHeiHpliA pa3pblB aHEBPU3MbI CTBOJIA JIETOYHOW apTepuM, aTtepo-
CKJIEPO3 JIETOYHOI apTepuu

Meauu U ¢pparMeHTalMs 3JaCTUYECKUX BOJOKOH, YTO
00yCIaBIMBaeT XPYIKOCTb COCYIUCTON CTeHKU. Takue
M3MEHEHUST MOTYT OBITh CBSI3aHBI ¢ MH(MEKIIMEl, Hapy-
IIEHUSIMHA JTACTUYECKOM TKAHU, C BEICOKUM JaBJICHUEM
B JIA u pazmepamu aHeBpu3Msbl (puc. 1). [Tpu UIIT paz-
PBIB aHEBPU3MBI ONMcaH B 6 HabmogeHusxX [12].

W3 4 onucannbix BC npu BJII' B 1 HaGmogeHun
WMeEJI MECTO CapKOMIO03 JETKUX, B 2 — PAaKOBBIM JIMM-
(baHroMT JIETKMX ¥ METACTa3bl U3 aI€HOKAPLIMHOMBI Xe-
nynka, emie B 1 — MJIT Hocuta ceMeliHbIi xapakTep [15].

OrnucaHo, 4To Mpu aHaiause 605 TOrocHUTaIbHBIX
cMepreit B Makao BC npu XOBJI coctasuia 11 %, npu
5TOM OHA He ObLIa CBSI3aHA C aTEPOCKIIEPO30M BEHEUHBIX
aprepuii [16].

3a mepuon ¢ 1993 mo 2000 rr. 8 CILA u3 263 criop-
TCMEHOB, YMEPIINX BHE3aITHO BO BpeMs 3aHITUI CITOP-
ToM, Yy 4 66112 BA [17]. BC ipu BA siBiisiercs cineacTBreM
acukcuu B TedeHue 1,3 4 OT MosiBJICHUSI CUMIITOMOB [ 18,
19]. Cuuraetcs, 4ToO B 3TUX CiIydyasx MpeodaagaeT crasm
MYCKYJIATypbl OPOHXOB U OCOOEHHO OPOHXUOJ HaJl TUITe-
prponykumeit cnusu (puc. 2). S.Sur et al. [20] ommcanu
3 HaOMOIeHUSI CMEPTH B TeueHue 1 4 OT HavaJla CUMIITO-
MOB. Y 3THX yMEpIIMX B COOCTBEHHOMW TUIACTUHKE CJIU-
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Puc. 2. Kenmuna 51 roma. Atonuueckasi BA. 3akyrnopka ciausbio
W JIECKBAMHUPOBAHHBIM STUTEIMEM TIPOCBETA TEPMUHATBHON OPOHXM-
osibl. OKpacka reMaTOKCUJIMHOM U 303UHOM; X 40

31CTOI 000JI0YKM OPOHXOB HabI0AAIOCh TpeobanaHue
HEHUTpodUIOB Hal 303MHOPWIAMU, U ObUIO MOKAa3aHo,
YTO YUCJIO 303MHOMWIOB KOPPEJIUPYET C ITUTEIBHOCTHIO
actmartudeckoro craryca. BC nmpu BA MoxeT ObITh CBsi3a-
Ha M ¢ WHTAJIAIMei sHaoToKcuHOB. B Anonun BC mpu
BA y B3pocibix cocrasisier 29,3 %, nmpuueM Ho4TH B '/,
ciyyaeB (49,2 %) oHa pa3BUBAcTCSI MPU TSDKEIOM Teue-
HUM 3a00eBaHus. Y AeTeil MpU TOM XKe TSKECTU MaTo-
JIOTMM OHa BO3HUKaeT B 43 % HabmoneHuii [19].

BropsiM BaxHbIM (pakTopoM B pa3Butuu BC npu BA
n XOBJI gBnsiercsi GECKOHTPOJBHOE MCIOJb30BaHUE
f>-arOHKUCTOB U TeOMOULUTUHOB U, KaK CIENCTBUE, UX TIe-
peno3upoBka. M3BeCcTHO, YTO B MUOKapP/IE JIEBOTO XKeIIy-
I0YKa M MPaBOro Ipeiacepaust comepxurcs 26 % Bcex
pBr-perienTopoB. YCWJIeHHE CTUMYJSIIUUA PElenTOpOB
MPUBOAUT K TaxXWKapAWM, HAPYIICHUIO pUTMa cepAlla
¥, B KOHEYHOM CYeTe, K MIeMUHU MHOKapia, 9TO U SIB-
ngercs ocHoBHoi npuunHoii BCC [21]. Tunokcus u ru-
MoKaJaveMusi, pa3BUBAIOIIMECs TMPU MCMOJb30BaHUU
GonbImMx 103 3,-aTOHUCTOB, MPUBOAAT K YIUTMHEHUIO
nHTepBaga QT m apuTMuUM, KOTOpBIE SBIISIOTCS 3HA-
YUMBIMM (paKTOpaMu pUCKAa U TPUUYMHOMN pa3BUTHUSI
BCC [22, 23]. BOBHUKHOBEHHIO apUTMMIi TAKXKE CIIOCO-
OCTBYIOT HapyIIeHUSI B IPOBOMSIICH CHCTeMe Cepilia,
BBI3BaHHBIC TIEPEIO3MPOBKOIA 3,-aTOHUCTOB [24].

Cuuraercst, 4T0 QUOPUIIISALUS XKETyI0YKOB cepalia
moxeT Bo3HuKaTh rpu UJIT, XOBJI u nuddy3Hbix na-
PeHXMMAaTO3HBIX 3aboneBanuii Jierkux (AI13JI) ¢ dop-
mupoBanueM JIC.

IMpuunnoit BCC gpnsgerca BJIT, ocobeHHO y MOJIO-
JIbIX CITOPTCMEHOB MpU rumneprpodur Muokapaa (Bec
cepaua > 500 r). [Tpu JIC mexann3m BCC cBsi3aH ¢ KOM-
Mpeccueil IeBOTo XeIymodKa IpaBhIM WJIN perypruTalii-
el KpoBM 4epe3 3-cTBOpYAThIi KIanaH MpU YTOJIIEHUN
€ro CTBOPOK U IWJIaTallMi MPaBOro XKeJTyaIouKa, YTo Mpu-
BOJAMT K apUTMUU, aCUCTOIMU, pubpuiuistuuu [25, 26].

Yomuuenne mHTepBaga QT ma DKI B Hacrosimee
BpeMs sBJsgeTcs onHUM u3 pakTopoB prucka BCC npu
KapAMOBaCKYJISIPHbIX U PECTUPATOPHBIX 3a00J€BaHUSIX
(8 wvactHoctu, ipu XOBJI, AT13J1, BA) [27]. T1pu atom
anekTpokapauorpaduyeckom cuHapome (OKI-cunn-
poMe) IIpY MOJISKYJISIPHOI ayTONICUU BBISIBJIEHO CYIIIECT-
BOBaHUE ocoOoro reHa, obo3Hauyaemoro kak HERY,
C KOTOPBIM CBSI3BIBAIOT ayTOCOMHO-IOMWHAHTHBIN THIT
HacnemoBaHus DKI'-cuampoma [28]. BEIABISIOT Takke
ayTOCOMHO-PEIIECCUBHOE HAaC/IeIOBaHME ITPU CUHIPOME
ymivuHeHus uHTepBana QT, cBsg3aHHOe ¢ MyTauuein
reHoB KCNQI1 (ZQT1), KCNE1 (LQT9). Pa3Burue
JNaHHOTO CHUHAPOMA MOXET ObITb TakXe OOYCIOBJIEHO
MYTaIlUSIMM 10 QyTOCOMHO-TOMUHAHTHOMY THUITy T€HOB
KanueBo-HaTpueBbix KaHaoB KCNQI1 (LQT1), KCNH2
(LQT2), SCNSA (LQT3), xanuesbix KCNEI1 (LQTS),
KCNE2 (LQT6) u nHatpueBbix KaHamoB SCN4B
(LQT10), a Takxke OenkoBbix reHoB ANK2 (LQT4)
u CAV3 (LQT9) [29].

IMpu Hammuuu DKT -cunapoma Koporkoro QT BbIsIB-
JICHBI MYTallMd TE€HOB WOHHO-KAaJHMEBBIX KaHAJIOB
KCNH2, KCNJ2. ITpu 3ToM CUHApPOME XapaKTepHBI 00-
MOPOKHU (Syncope), CYNpPaBEeHTPUKYISIPHbIE apUTMUU,
KOpOTKUI pedpakTepHbIii epuon u hUOPUILISIIUS XKe-
nymoukoB Ha OKI [30].
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Baxwnoit mpuunHoit BCC sgBiseTcss KapamoMMO-
maTusi, KOTOPYIO Pa3fessioT Ha TUNEePTPODUUICEKYIO
1 apUTMOTEHHYI0, Ha Te€HETUYEeCKU OOYCIOBJICHHYIO,
CMeIlIaHHYI0 U TIpuoOpeTeHHyl0. OMHUM U3 BapUaHTOB
KapIMOMMOIIaTUH, KOTOPask MOXET MMUTHPOBATH JIETOU-
HYIO TUMEPTEH3UIO, SBJISETCS apUTMOTEHHAsT Kapauo-
MUonaThs / AMCIIa3us npaBoro xkenynouka — AKTTXK / 1
(TIpaBoXeTymOUKOBast KapauoMuonaTusi, 6oiae3nb OoH-
TaHa), MHOTIA IPUBOISAINAS K Pa3phIBy IIPaBOTO KEIIy-
JI0YKa, B OCHOBE KOTOPO JIEXKUT TreHHbIi gedekT 14q23-
q24, 1g42-q43 [2, 31]. boae3Hb Oojiee pacnpocTpaHeHa
cpenu MyxuuH, B 30—50 % ciyyaeB uMeeT CeMEMHbIIA
anamHe3. Pacipoctpanenne AKITXK / I komebeTcst ot
1:10 000 nHacenenust B CIIA no 4: 1000 B Utanum.
Ipu sTOoM cuutaercs, yro AKITXK / J1 B 17 % HaGmoze-
Huii gensercs npuunnoit BCC [36,37]. AHeBpu3Ma Ipa-
BOTO XKEJIymodKa Cepila OoIhcaHa Ha ayTOIICHMU TP
AKIDX / Iy 50 % ymepiunx. B 50—70 % na6aioneHuit
HMMeeT MECTO MOopaXeHue JeBOTo XeJIylIo4yka cepalla Ha
MO3IHUX CTaausIx 3abosieBaHus [34].

BTopeIM CHHIPOMOM, KOTOPHBIM YCYIYOJISET WU
UMUTHAPYET TEYEHHUE MATOJIOTMM JIETKUX, MOXET OBITh
cuHapoMm bpyraga, B BUAe AUCIIA3UMM MPABOTO XKeEJy-
JIo4yKa C paccTpoicTBOM puTMa U OJIOKanoi IpaBoit
HOXKM Trydka Iiica, oOyCIOBIIEHHBIM MyTallMeii reHa
SCNS5A, obHapykuBaeMoro B 25 % HaGmoneHuii [35].

OnHuM U3 BaxkHbIX (pakTOpoB B pazsutuu BC y nui,
CTpaJaIoIINX MAaTOJIOTUEN JIETKNX, MOXET OBbITh TUIIEPT-
poduyeckasi KapaIuOMUOTIATUS Y CIIOPTCMEHOB, KOTO-
pas gBJISETCa NIPUYMHOI cMepTU B 36 % HaOIIOAEHNUIA,
npuyeM y UL YepHOii pachl B 1,8 pa3a yalie, yeM 0eJ1oii.
DTOT BUJ KapJUOMUOIIATUN PACTIO3HAETCS, KaK MPaBU-
JIO, TONBKO mpu ayroricum [36]. Tucromormyeckumn
MpU3HAKaMU TUIIEPTPODUIECKON KapIOMMHOIIATUU SIB-
JISIIOTCS: XaOTMYHOE (Pa3HOHAMPAaBJIEHHOE) PacIoioxKe-
HUE MBIIIEYHBIX BOJIOKOH, TIEPUHYKJIEApHOE MPOCBETIIEe-
HUE CapKoIUIa3Mbl, 3a3yOpeHHOCTh KOHTYPOB siAep
KapauomuouuToB [37]. BaxxHoe 3HaueHMe MpU TaKUX
3aboneBanuax, Kak XOBJI u NJI®, nmpuobpeTaeT coue-
TaHWE ¢ HUMU aJIKOTOJIBHOM (BTOPMYHOIT) KapaAOMMO-
matuu. Pa3BUTHE aJKOTOJBHON KapAMOMUOIIATHH CBSI-

Puc. 3. MyxuuHa 49 siet. AnkorojibHast KapauoMmuornarus. 2Kuposasi
MEXKJIeTOUHas MHOUIBTPALMs, pa3HOHATIPABIEHHOE PACIOJIOXeHMe
KapIMOMHOIIUTOB, COUeTaHue TUTepTpodun U aTpohuu KapauoMHuo-
uuToB. OKpacka reMaToKCUJIMHOM U 303uHOM; X 100

3aHO C IIUTOTOKCHYECKNM 3P (PeKTOM MeTaboanUTa 3Ta-
HoJIa, alleTajbleruaa, Ha KJIeTOYHbIE MEMOpaHbl, yBe-
JuyuBast ux nponuaemoct. BCC mpu aakoronbHou
KapAuOMMOTIaTUM TIPOUCXOMMUT 3a cYeT (aTajibHOTO
HapyIICHNSI CEPAeYHOIO PUTMa C pa3BUTHEM (DUOPHII-
JISILIUY XeTynoukoB cepaua [38]. [ucronornyecku aako-
rojibHasi KapaIMOMMOIIATHSI XapaKTepu3yeTcsl MeJKOKa-
MEeAbHOW XUPOBOW OUCTpOdUEN KaApAUOMUOLUTOB,
BHEKJIETOYHOM XMPOBOM MHOUIBTpaLIEl BOKPYT COCY-
IOB, TurepTpodueii u arpodueit KaApIMOMUOLIMTOB, CO-
YeTarolIMecs: B OMHUX M TeX Xe MOJISIX 3peHUSI C oYyaraMu
MMOJIN3a, TUIa3Mopparueii, HabyxaHueM SHI0TETUOI-
TOB COCYIOB, IIEPUBACKYJIIPHBIMUA OTeKaMM (puc. 3).

C MeTonn4ecKOoM TOUKM 3peHus Bce HabmoneHust BC
wii BCC noyKHbBI ToABepraThes MaToJoroaHaToMUyec-
KOMY ¥ / WU CyIle0HO-MEAUIIMHCKOMY UCCIIEOBAHUSIM
C TOOpOOHBIM M3YYEHHEM cepana W MarucTpaibHBIX
cocynoB. O0s13aTeNIbHO clieayeT MPOBOAUTH TOKCUKOJIO-
TMYECKYI0 3KCIepTnu3y [39], a Takke "MOJIECKYISIPHYIO
ayTOIICHIO" C BBHISIBICHMEM Habopa TeHOB, OTBETCTBCH-
HBIX 3a onpeaenaeHHble DKI-cummTomer [29].

[Tpu maTos0roaHaTOMUYECKOM UCCIIEI0OBaHUU HE00-
XOIMMO M3y4yaTh COCTOSTHUE BEHEUYHBIX apTepuil cepaia
TpY TIOTIEPEYHOM UX paspese uepes Kaxnbie 3 mM. [1pu
9TOM OLIEHMBAIOT BBIPAXXEHHOCTh aTePOCKIIEpO3a, CTe-
MeHb CTEHO3a MPOCBETa COCYIOB OJIAIIKaAMU, HaTUJYUE
KaJIbIIMHO3a, KPOBOM3IUSIHUIM B OJISIIIIKAX, peKaHaIN30-
BaHHBIX TPOMOOB, CBEXXKUX TPOMOOB B ITIPOCBETE COCYIIOB.
Cuuraetcs, uyto pakTopamu pricka BCC aBnsiorces: cTe-
HO3 BEHEYHBIX apTepuil > 75 % rmpocBera; Hajauyue
MHUOKapIUATbHBIX MOCTHKOB (MOTPYKEHHE BEHEYHBIX
apTepuii B MMOKapIl Ha OTHEJIbHBIX y4acTKax BETBIIE-
HUsI); aHOMaJIbHOE OTXOXICHUE JIEBOM KOPOHAPHOM ap-
TEPUU; OTXOXICHUE BEHEUYHOW apTepuy OT JIETOYHOM
apTepyuM; paHHUE WM TO3MHME M3MEHEHUsI CTeHTOB [1].
W3yueHne Muokapma cieayet MpoBOIUTh Ha LIUPKYJISIP-
HBIX cpe3ax, CAeaHHBIX 4epe3 1 cM yepe3 00a XKeryaod-
Ka cepia oOT OCHOBaHMS A0 Bepxyiuku [40].

Benymum 3BeHoM nato- u TaHatoreHe3a BCC sBis-
€TCsI NIeMUsI MUOKap/ia, COTIPOBOXKIAIOIIASICS TSKEIbI-
MM HapyIIeHUSIMHU CepACYHOTO PUTMA B BUIEC apUTMUIA.
ITpu MakpoCKONMMYECKON NMAarHOCTUKE WIIEMUU MUO-
Kapla BO BpeMsl ayTOIICMM TTPUMEHSIOT OKPAacKy Kycou-
KOB MUOKap/a COJIIMU TeTPa3oJjiusi, a TIPU UCIIOIb30Ba-
HUM TeJUTypuTa Kanusd M docdara3bl odaru HIIEMHUHU
MPaKTUYECKM HE OKPAIIIMBAIOTCS.

ITpu TIpoBeIeHUU TUCTOJIOTMYECKOTO UCCIIeI0OBaHMS
npu BC B Muokape 1eBoro Xxejiaynouka MOXXHO OOHapy-
KWTh O9ard UIIeMUN, BUTHBIE ITPU OKPACKe TeMaTOKCH -
JIMHOM U D03UHOM, MpH oKpacke no Puro, JIu unm npu
MOJIIPU3AIMOHHONM MUKPOCKOITMU B BUAE KOHTPAKTYpP
WIN TIepepacTsKeHUS KapIuoMHOUMUTOB. I[lpm 3TOM
MOXHO HaOMomath ¢pparMeHTALNI0 KapIUOMUOIIMTOB
(puc. 4) — nHOTHA B COYETAHUU C KOHTPAKTYPHBIMU U3-
MEHEHUI, U4TO SBJISICTCST MPU3HAKOM (DUOPVILISIIIAY XKe-
JIyno4koB [37].

IposiBnerussmu nmemun pu BCC sBistitoTes: oTeK
CTPOMBI MUOKap/Ia; IMCTPOUISCKUE UBMEHEHMS Kapauo-
MMOLIMTOB (MOBBILIEHHAST 203MHOMWINS CapKOILIa3Mbl,
MOJIOCHI CcoKpauleHul, dykcuHobunus, GykcuHoppa-
rus) (puc. 5) [41].
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Puc. 4. Myxunna 60 get. BCC. ®dparmeHTaus KapaIuOMUOIIUTOB KakK
JI0Ka3aTeIbCTBO (DUOPWILISIINU KETYI0YKOB

KoHTpakTyphl onpenestorT ¢ NOMOIIbIO MoJspu3a-
LIMOHHOW MUWKPOCKOTWHU, TIPUYeM UX OObeMHas TIJIOT-
HOocTh B 13 pa3 Oosbille, YeM MpU HACUIILCTBEHHOU
cmeptu [37].

PaccTpoiicTBa KpoBoOoOpallleHUs Ha YpOBHE MUKPO-
LUPKYJISITOPHOTO pycjia MMOKap/a B BUIe HepaBHOMEp-
HOTO TIOJTHOKPOBHUS SIBJISIIOTCSI €Illeé OOHUM BaXHBIM
npu3HakoM uieMuu. [IpusHaercs, 4To BoJTHOOOpa3Has
nedopmMaliisl MBIIIEYHBIX BOJOKOH TakXke SIBISEeTCS
KpUTepreM WIlleMuu Muokapna [42]. Dror deHoMeH
Habomaercss oT 15 MUH g0 6 4 OT Havaja pa3BUTHS
CHMIITOMOB.

ITokazaHo, 4TO NpU TUCTOGHEPMEHTOXMMUYECKUX
peakiusiX onpeesieTcsl ICUe3HOBEHNUE TaKMX OKUCITU -
TEJIbHO-BOCCTAHOBUTENILHBIX (DEPMEHTOB, Kak [-THI-
POKCHOYyTHpaTAeTuApOreHasa, MajaTaeruaporeHasa, Cyk-
LIMHATAErUAporeHasa, uutroxpomokcunaasa [37, 41]. Ilpu
3JIEKTPOMUKPOCKOTTMIECKOM MCCIIENNOBAHUM K TTePBUY-
HBIM HIIEMHUYECKUM TIOBPEXKICHUSIM OTHOCST: MCYE3-
HOBEHHUE INIMKOTeHa; pejlakcalnio MUOPUOPUIIIIPHOTO
anrmnapara; MosiBieHUue aMOpPMdHBIX JUIIUAHBIX BKIIO-
YEHWII B MUTOXOHIPUSIX, HaOyxaHWE CapKOIIa3MaTu-
YEeCKOTO PETHKYJIyMa; IepecOKpalleHne CapKOMEPOB;
HaJIMYME TUIOTHBIX KAJIBLIMEBBIX BKIIOYCHUI B MUTOXOH/I-
pusix; nedopMalMio U pacliupeHue Z-1oJjioc; W3BU-

e :
.n.-.. 5 " !
o SNER
Puc. 5. Myxuuna 65 net. BCC. Muoruronusuc, 1uctpodust Kapamo-
MULITOB, MTOJIOCBI COKPALEHUS

TOI BUJ BCTAaBOYHBIX JMCKOB C JUCCOLMALIMEN UX MeM-
opaH [43].

BoicokoMHdOpMaTUBHBIM METOAOM WIAEHTU(UKA-
MY UIIeMUN MUOKapIa SIBJISICTCS METOH OIpeacIeHUS
B TOMOT€HATaX CEPACYHOMN MBIIIIIBI KaJINeBO-HATPHUEBO-
ro COOTHOIIEHUs (TU1a3MeHHast (poToMeTpusi), KOTopoe
najgaeT B 9Tux 30Hax Huxke 1,2 [44]. Eme ogHuM crioco-
OOM ompemejcHUs WIIeMUW MHOKapaa IIpU MMMYHO-
MEPOKCUAA3HON peaKIuM SBISIETCS MCYe3HOBEHME
MUOIIOOMHA B KapIMOMMOLMTAX TIpU uX rudenum [45].
Kpome Toro, npy UMMyHOTMCTOXUMMYECKOM UCCIENO0-
BaHWM B 30HaX WIIEMUU MHUOKapaa OOHapy:KeHO MCUYE3-
HOBEHHME TaKUX OEJIKOB IIMTOCKEJIeTa MMOKapia, Kak
BaHKYJIMH, I6CMUH, a-aKTUHWH [46].

3aknioyenme

Jlo HacTosIIero BpeMeH! orpeaeieHue MOHSATUS "BHE-
3alHasi CMEpPTh' OCTAaeTCs IOBOJLHO PACIUIBIBYATHIM.
PaccmatpuBas Boripockl BC, ciienyeT pyKoBOICTBOBATh-
csl peKoMeHOausIMN EBpoIeiickoro ImpoTokoja Io
BBC, B KkoTOpOM oOmNMCaHBI IMATOJOroaHAaTOMUYECKUE,
TOKCUKOJIOTUYECKKE, MOJIEKYJISIPHBIE METOMBI UCCIIEN0-
BaHus1. Yactora BC mipu 3a0051eBaHUsX JIETKUX cama 110
cebe HeBelIMKa M CBsS3aHA C TaKOM MATOJIOTMEH, Kak
TpOMOO3MOOJ NS JIETOYHOM apTeprM, pa3pblB aHEBPU3-
MBI JIA, acTMaTUYeCKuUii CTaTyc, IepeIo3upoBKa 3,-aro-
nuctoB ipu BA u XOBJI. OnHako ¢ y4eToM codeTaHus
MAaTOJIOTUY JIETKUX C MAaTOJOTUEN CepIedHO-COCYIUCTON
cuctembl mpodnema BCC npuobperaet 6oiblIoe 3HaUe-
HUE B MpaKTUUYECKON myabMoHojoruu. Ocoboe 3Haue-
HUeE B KauecTBe pucka pa3sutusi BCC y 60ibHBIX TIaTO-
JIOTHEU OpPTaHOB ABIXaHWSI MMEIOT TaK1e CUHIPOMEI, KaK
KopoTkuit u pnuHHbI uHTepBaid QT Ha DKI, cunnpom
Bbpyrana, kaTexoJJaMUHOBBIE TOJTUMOPGhHbBIE XKeTYI10YKO-
Bble Taxukapauu, AKITXK, runeprpoguueckast aTkorojib-
Hasl KapauoMuonatus. B panpHerieM cienyet paspabo-
TaThb BPEMEHHbIE KPUTEPUU YCTaHOBJIEHMS fuarHoza BC
MpU 3a00JIEBAHUSIX OPTAHOB JIbIXaHUS.
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