POJIb JUCIIJIA3UH COEAUHUTE/JBHOU TKAHU
B PA3BBUTHUU BHE3AIIHOUW CEPIEYHOH CMEPTH

IIImaxk H.B.

YO «I'podHeHcKull 2ocydapcme8eHHbIl MeJUYUHCKULL yHUBepcumemy,
a.I'podHo, beaapyco

CeplieuHo-cocyAuCThIE 3a00JI€BaHUs ABISIOTCS TPUUNHON CMEPTH
MpUMEPHO 17 MIH NIOIEN €KErOIHO BO BCEM MHUpE, U B 25% cCilyuacs
aTa cMepTh HactymaeT BHe3anHo. B CIIA exxerogHbiii mOKA3aTenb BHE-
3anHoM cepaeuHor cmeptu (BCC) cocraBnsier oT 1 10 2 ciyuaeB Ha
1000 nacenenwus, uyto coorBeTcTByeT 200 000-450000 yenmonek [7]. Co-
IJIACHO PacyeTHBIM JaHHbBIM, B Poccuiickon ®epepaliun, BHE3AIMHO OT
CEpACYHBIX NMPUYMH €KETOMHO yMupaeT okoje 250 000 genosek [6].
N3BectHO, uTo BCC yHaile HacTynaetr y My K4uH W,€€ 4aCToTa YBEJINYH-
BAETCS C BO3PACTOM BBHU]Y BBICOKOW PACIPOCTPAHEHHOCTH KOPOHAPHOU
natonorun. Yacrora BCC cpenun xenmuncocrapisier 1,4, cpeau Myx-
yuH 6,68 Ha 100 000 nHacenenus B rox. llpu arom wactora BCC cpenn
MoJ1oabIX JiuI cocTtaBisieT 0,46-3,7 _ciaydaeB Ha 100 000 HaceneHus B
ron, B EBpone peructpupyercs 1400-9000, 8 CIHA 800-6200 cmepreit
B rox [7].

BHe3anmHOW CUMTAlOT/ HETPABMATUYECKYI0, HEHACUJIbCTBCHHYIO
CMEPTh, Pa3BUBIIYIOCS MOMEHTAIbHO WJIM HACTYIHUBIIYIO B TEYECHUE Ya-
ca C MOMEHTa BO3HUKHOBCHMSI OCTPHIX U3MEHEHUN B KJIMHUYECKOM CTa-
Tyce namnuenta [7]. ddpuarom eciiu cMepTh mpou3onuia 0e3 CBUIETEINEH,
TO BHE3AMHOMN €€.CUMTAIOT IIPU HACTYIUICHUH Y JIUI], HAXOASIIUXCS B CO-
CTOSITHUU TICUXQJIOTHYECKON U (PU3UOJIOTMYECKON CTAaOMIBLHOCTH B TeUe-
Hue nocieaHux 24 ygaco [7]. Tepmun BCC wucnosb3yercss B ciaydae
CMEPTU, HACTYMUBIICH Y JIUI] C UMEIOIITUMHUCS BPOKJACHHBIMU WIH MPU-
OOpETEHHBIMY 3a00JIEBaHUSIMH CEP/Illa C MOTEHIIMAILHBIM PUCKOM pa3-
BUTHSI (PATATBHBIX OCJIOXKHEHHH, Y JUI[ C YCTAHOBJICHHBIMH MPU ayTOTI-
CHH CepACYHBIMU WU COCYJIUCTHIMU aHOMAJIUSIMHU C BO3MOXKHBIM PHC-
KOM JIETAJIBHOTO MCXOJa M MPH OTCYTCTBHUU SKCTPaKapIAHAIbHBIX MPH-
YUH, KOTrJa HauboJyiee BEPOSITHOM MPUUYMHOM CMEPTH MOCITYKUJIO Pa3BU-
THE apuT™MHuH [7].

MHorue cepaeqHO-COCYAUCThIE 3a00JIeBaHUSI ACCOIIMUPOBAHBI C
pazsutueM BCC [6, 7]. OnHako yacToTa UX BCTPEYAEMOCTH CPEJUA BHE-
3aITHO YMEPIIUX MAIMEHTOB Pa3IN4aeTCs B 3aBUCUMOCTH OT BO3PACTHOMU
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rpynnbl. [logaBmstomee OonbmmHCcTBO ciiydaeB BCC y nuip crapiieit
BO3PACTHOM TPYIIBI COCTaBJIsIET uieMudeckast 6omne3ns cepaua (MbC),
a y JIMI] MOJIOJIOTO BO3pacTa — HACJIEJICTBEHHbIE KAHAIOMATUH, KapIUO-
MHONATUH, MUOKAPJIUT U JIpyrue npuuuHsl [6, 7].BHE 3aBUCUMOCTH OT
3a0osieBaHus, puBeaiero Kk pazputuro BCC, 0CHOBHOM ee MeXaHU3M —
aputmuueckuid. JIo 80-85% cityyaeB 3TO KE€IyIOYKOBBIE TAXUAPUTMHUU
— MapOKCU3MBI JKEIIYJJOUKOBOW TaxuKapaAuu U GUOPUILIALMS KEITyH0Y-
KOB, B 15-20% — pa3znuunble OpaguapuTMUHU, BKIIOYAs aTPUOBCHTPUKY-
JSIpHYIO 0JIOKaay BBICOKOW CTENEHH U acUCTOoJuUIO [6, 7].

Hapymenust cepaeqyHOro put™Ma M NpOBOJAMMOCTH BECHMA Xapak-
TEPHBI JJIs1 AUCIIIACTUYECKOr0 CEpAIa U, O JAHHBIM HEKOTOPBIX aBTO-
poB (B.M. fkoBneB u coant., 2003r.), yacToTa WX CYMICCTBEHHO BBIIIIE,
yeM y 310poBbIX Jml [1-3]. Tak, mpu CyTOYHOM .MOHUTOPHUPOBAHUU
anektpokaparnorpamMmmbl (OKI') Obuin BBISIBICHBI APOKCU3MANIBHBIE Ta-
xukapauu B 32% ciyuaeB, GuOpmiusiius npeacepau B 6,2% cinydaes,
BIUA30bI KETYAOUKOBOM Taxukapauu B 2,4% cilyyaeB y JIMI[ C IPU3HA-
KaMU JUCILIa3uM COEMHUTENBHON TKaHU CepAla, TP 3TOM HEOOXOIH-
MO OTMETUTh, 4TO B 17% ciydaeB aBropamu BbisiBiieH ¢penomen WPW
(Bonbda-Ilapkuncona-Yaiita) [1-3 ]« Kpome Hanmuuust 106aBOYHBIX MPO-
BOJSIILIUX TMyTEH B OCHOBE Pa3BUTHsl @PUTMHUN MPU JAUCIIIACTHYECKOM
CepAlle pacCMaTPUBAIOT MOBBILICHNE aKTUBHOCTU CUMIIATOAIPEHAIOBOM
CUCTEMBI U POJIM KAaTE€XOJaMHHOB, META0O0JIUYECKUE HAPYIICHUs (THUIIO-
MarHvemusi, rurnokanuemMus) [1°4, 9, 18, 23]. IIpu omgHOM U3 pacmpo-
CTPaHEHHBIX TMPOSABICHUN AMCIUIA3UU COCIUHUTEIBLHOM TKaHU CEpla,
nposiarice MutpaibpHoro kiamaHa (IIMK) paccmarpuBaroT mMexaHu3m
HETOCPEICTBEHHOLO"MEXaHUYECKOTO BO3/ICUCTBHS M30BITOYHOTO KJjlara-
Ha Ha 3HJO0KAPAWIEBOr0 KENyA0uKa, a TaKKe TUIepTpopuio U Juiiata-
U0 TTOJOCTEH, .COMPOBOKIAAIIIYIO KIANAHHYIO PETYPruTalMio, CIIO-
COOHBIC HPUBOIUTH K HAPYIICHUSAM PUTMA U MPOBOJUMOCTH. Y CIIOBUS
JUISL Pa3BUTHSI apUTMUM 110 MEXaHU3MY Fe-entry co3iaroTcst U pu Halu-
YUK JIOXKHBIX XOPJl M aHOMaJIbHBIX TPaOeKyJ, BHYTPU KOTOPHIX HAXOMST
3AEMEHTBI MBIIIIEYHON U MPOBOJsIIEH cuctembl. Oco0oe 3HaueHHE Mpu-
JNA0T MHOKECTBEHHBIM, IMOINEPEUYHbIM U JIUATOHAIBHBIM JIOKHBIM XOP-
J1aM JIeBOro eiyaouka [1-4, 9].

[Tpyunnamu BCC nipu [UCIIacTUYECKOM CEPALIE PACCMATPUBAIOT
HE TOJBKO (paTajbHBIC apUTMHUHU, HO M Pa3pbiB XOPJl U CTBOPOK KJjlama-
HOB, Pa3pbIBbl AHEBPU3MBI A0PTHI WJIM KOPOHAPHBIX apTEpUil C pPa3BUTH-
€M OCTporo uH(papkTa MHOKapjAa, B MaTOr€HE3e KOTOPOro YJeseTcs
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BHUMAHUE TAKKE€ AHOMAIIbBHOMY OTXOXJEHUIO KOPOHAPHBIX apTEPUU U
HAJIUYMIO MBIIIICYHBIX MOCTUKOB [3-6].

[Io mamnweiMm [.M. HewaeBoi u co0aBT., MpOaHaIW3UPOBABIINX
15827 ciydyaeB BHE3alHOM HEHACHJILCTBEHHOW CMepTH, OKoJo 20%
YMEpIUIUX UMEIIH KaKue-I1u00 MPOSIBICHUS TUCIIa3UU COSAUHUTEIbHOM
TKaHH, a JICTAJIbHOCTh TaKMX ITaIlMeHTOB cocTaBisieT 5,8 Ha 1000 ugerno-
Bek B rof [3].M.A.CopokuH u B.I1.KoneB nipoBenu ananus 296 ciy4daen
BCC mun ot 18 1o 55 net u nmoutn y 23% yMepIiux BbISBAJIA CTUTMBbI
JUCIUIA3UU COEIUHUTEIBHON TKAaHU — MPOJIANIChl MUTPAJIbHOIO, TPUKYC~
MUJIAIBHOTO U aOpTAJIBHOTO KJIAMAHOB, a TAaKXKE pPACIIMPEHUE KOPHS
aopThl U CTBOJIA JIETOYHOM apTepyu, aHEBpU3MAX CHHYCOB BajibCajbBbl
[3].

AHau3 clly4yaeB BHE3AIHOW CMEPTHU JUIIMOJIOJOFRO Bo3pacTta (10
39 ner), mokasaj, 4To Cpelld MPUYUH BHE3AMHOW CMEPTU HMPEBATUPYIOT
Cillydyau, OOYCIJIOBJIICHHBIE IMATOJIOTHEH COCYAO0B)pa3IUIHOIO Kaiuopa,
CBSI3aHHBIEC C HAPYILIECHUEM PA3BUTHUSA COCYAMCTON CTEHKH, MPUBOISILIETO
K (D)OPMUPOBAHUIO AHEBPU3M Pa3HOro BUAa W 'cTpoenus [1, 3, 5, 7, 22,
24, 25]. OCHOBHOM NPUYMHOW MATOJOTHH 'COCYAUCTON CTEHKH Y JIUII
MOJIOZOTO BO3pacTa SIBIAECTCA NUCIUIA3US COCIUHUTEIIBHOM TKaHW, KO-
TOpas 4Yaulle BCEro IPOSBISAETCS HATQJIOIHEN 3JAaCTUYECKOTO Kapkaca
cocynoB [5, 7, 22, 24, 25]. IMer0Tesl IaHHBIE O TOPaXXECHUU 3JIACTUYE-
CKUX CTPYKTYpP COCYAHCTOM CTEHKU W \IIPEBPAIIECHUU PE3UCTHUBHOIO Xa-
pakTepa apTepUaIbHOIO COCy1a B€MKOCTHBIM [5, 7, 22].

N3MeHeHns: TEMOJUHAMUKH Yy JIMI[ C MPU3HAKaAMH JIUCIJIA3UU CO-
CAMHUTEIBHON TKaHU,,, 00YCIOBICHHbIE MOP(OJIOrHYECKUMH H3MEHE-
HUSIMU COCYJIOB M (Cepiia, (OpMHUPYIOTCS B MTOAPOCTKOBOM BO3pacTe M
CO BPEMEHEM MOTYT HPUBOJNTH K PA3BUTHIO HEAOCTATOYHOCTH KPOBO-
oOpamienus.«Takue pakTophl, Kak 3amMeJJIeHHe KPOBOTOKA MPH MaTOJIO-
IMYECKUX ‘U3rubax apTepuil U CyKEHUE aopThl, KOJIEOaHUs apTepUalib-
HOTO [ABJICHUs, apTepualibHasi TUNIEPTEH3Us, 00YyCIaBIMBAIOT IeMOIH-
HAMUYECKOE BO3JCHCTBHE HAa COCYJUCTYK0 CTEHKY B Y4YacTKax C HaH-
MEHBIIIEN PE3UCTEHTHOCTHI0. DOPMHUPOBAHUE U PA3PbIB AHEBPU3M Y JIUIL
C MUCIUJIA3USIMH COCIMHUTEIbHOW TKAHU MPU BO3HUKHOBEHUU MPOBOIIU-
pytomux (pakTopoB — (PUIMYECKON HATPYy3KH, MCUXOIMOIIMOHATIBLHOTO
cTpecca, nmpuemMa cliaboalKorojdbHbIX HAMUTKOB — SBJISIETCS OCHOBHOU
NPUYUHON BHE3AIMHON cMepTH [4-6].

B rene3e HacTyIuieHUs CMEpPTH y JIMI[ C JAUCIUIA3USIMA COCAUHU-
TEIbHOW TKAaHU PacCMaTPUBAIOT TAKKE POJb CUMIIATUKOTOHHH. Bo3-
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HUKHOBEHHUE Y JIMI[ C BHEUIHUMHU WIM BHYTPEHHUMH MPU3HAKAMH JTHUC-
131U COCTMHUTEILHON TKAHU BHEIIHEW MCUXOTPaBMUPYIOIIEH CUTYya-
MU MPEIPACIONaraeT K MOBBIIIEHHOW Ba30KOHCTPUKIINM, MOBBIIIEHUE
YPOBHSI KaTEXOJIAMUHOB B KPOBU CHOCOOCTBYET MOBBIIIEHUIO PUCKA aK-
TUBALIMK TPOMOOIIMTOB, MIPOIIECCOB arperaiuyd 1 TpoMO000pa3oBaHus ¢
NOCHEAYIOIIUM PAa3BUTUEM OCTPOM KOPOHAPHON HEIOCTATOYHOCTH U
BHE3AIMHOM cepjieuHor cMmepTH [3, 5, 8]. B citydasix pa3pbIlBOB aHEBPU3M
KOPOHAPHBIX apTEPUN HEIMOCPEACTBEHHON NMPUYMHOU CMEPTHU SABISIIACH
reMoTaMIIOHaJa CepAlla U pa3BUTUE KapIMOTEHHOIO IIOKa.

[Ipu nccnenoBanuu 760 cityyaeB BHE3AITHONW CMEPTHUAINI MOJIOI0-
ro Bo3pacta (10 39 ner) 3a 2002-2006 rr., BCkphIThIXSB BY3*Omckoii
obnactu bropo cyaeOHO-MEeIUIIMHCKUX IKCIepTr3, y 183 yMepiux BbI-
SIBJIEHA JUCIUIA3UsI COCIMHUTEIIbHOM TKAaHW, W OCHOBHOW ITPUYMHOU
CMEPTHU SIBIISUIUCh COCYJIUCThIE KaTacTpo(bl, O0YyCAOBIEHHbIC AUCILIA-
CTUYECKUMHU U3MEHEHUAMU CcOCYyOB [5]. OCHOBHAS MATOJIOTHUSI COCYH-
CTOM CTEHKHU MPOSIBISAIACH B COCYJax .dJaCTUYECKOr0 U MBIIIEYHO-
anacTuyeckoro tuna. OcTpblii KOPOHAPHBIA, CUHIPOM, Pa3pbIBbl AHEB-
pU3M aopThl, COCYJOB T'OJOBHOIO MO3Fa € pa3sBUTHEM Oa3alibHBIX CyO-
apaxHOUJAIBHBIX KPOBOU3IUSHUN, FEMOPPATUUECKUN IOK, TEMOTAMIIO-
HaJla CepJla, BHYTPHXKEIYIOUYKOBBIC 'KPOBOM3IUSHUS, CHABIECHUE TO-
JIOBHOT'O MO3Ta W3JIUBIIEHCS KPOBBK) ObLIM HEMOCPEICTBEHHBIMHU MPU-
YMHAMHU BHE3AIMHON CMEPTH JIUIL[ MOJIOJIOI0 BO3PACTA, BBISIBICHHBIE MPH
CEeKIIMOHHOM HcCJeIoBaHuu [5]:

OcnoBHoit nipuunHO BCC y mamueHToB ¢ cuapomoM Mapdana
U PSAOM POACTBEHHBIX €My HACIIEICTBEHHBIX HApYyIIEHUW COEIUHMU-
TEJIbHOW TKaHW SBJISIETCS PACCIOCHUE U Pa3pbiB aopThl. M3BECTHO, YTO
O0KOJIO 1-2% (€MepTrefibHBIX CIy4acB CBA3aHO C Pa3pbIBOM U PACCIOCHHU-
eM aopTbL| 11, 17, 20, 25]. [Ipn 3TOM MaMeHTsl ¢ pa3pbIBOM A0PTHI Ha
(oHE pA3TUYHBIX HACJIECICTBEHHBIX HAPYIICHUN COCIMHUTEIbHOW TKAaHU
COCTABIAIOT OKOJIO 7% OT 0OIIEro KoJu4ecTBa MAaMeHTOB C JUCCEKIH-
ci aoptel [11, 24, 25]. B CIIIA kosnudectBo cinydyaeB BCC npu pac-
CJIOEHMU M pa3pbiBax aopThl Ha (oHE 3a00JI€eBaHUN COETUHUTEIHHOMN
TKaHu cocTtapisieT okojio 3500 B roa. Cunapom Mapdana BeI3BaH 0oJjiee
yeM 400 UHAMBUYATbHBIMU MYyTaIlUSIMU T€HA, KOJUpYIOIIero Guopui-
auH-1. D10 3a00JieBaHUE COEIMHUTEIBHON TKaHU UMEET ayTOCOMHO-
JIOMUHAHTHBIN THUI HACJIEIOBAHUS C PACUETHOW PAcHpOCTPAHEHHOCTHIO
ot 1:5000 no 1:10000 B oO11ei MOMYJISIIIMU. Y MAIMEHTOB C CUHIPOMOM
Mapdana ormeuaercsi Oojee BBICOKass CMEPTHOCTh MPU PACCIOCHUH
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aopThl MO CpaBHEHUIO C JApyruMu mnaruentamu (40% mpu cuHIpome
Mapdana u 21% B 11€710M IIpU pacCiIOCHUU aopThl). Paccioenue aopThl
y TaKuX IAIMEHTOB BCTPEYAETCS MPEUMYLIECTBEHHO B Bo3pacte 27 JieT
1 MOKET SIBUTHCSI ITEPBLIM OCJIOKHEHHEM JIaHHOTO 3a0o0sieBaHus [22, 24,
25].Cunapom Dnepca-Jlanioca — peKoe ayTOCOMHO-TOMHUHAHTHOE 3a-
OoneBanue, BhI3BaHHOE AedexkToM cuHTe3a III Tuma kosmmareHa, Koau-
pyemoro reiom COL3Al. Cocyaucras dopma cuHapoma IJepca-
JlaHJIoca TakKe COMPSIKEHA C MOBBIIIEHHBIM PUCKOM pa3pbiBa aOPThI U
ee KpynHbeIX BeTBed [8]. Takum 00pa3oM, OCHOBHOW MPUYMHOM; 00Y-
CJIaBJIMBAIOILIEN MATOJIOTUIO COCYJIOB Pa3HOIro KaauOpa B MQIOJOM BO3-
pacte U co3jarouieil OOJIBIIION PUCK BHE3AITHOW CMEPTH, SBIISIETCS JIHC-
1311 COEIMHUTEIILHON TKAaHU.

K Hanbonee m3ydyeHHBIM KJIAllaHHBIM JIePeKTaM .€0CAMHUTEIbHOM
TKaHu cepaua cienyer orHectu nepsuunbld UMK, PacnpocTtpanen-
HocTh [IMK B o6mie#t monynsiniuu coctasisier 2-3% [12]. IIMK moxer
OBITh aCCOLMUPOBAH C MUTPAIBHOW HEAOCTATOYHOCTHIO, MH(EKIIHOH-
HBIM DHJOKAPJIUTOM, TPOMOOIMOOIHSIMH, KHUZHEYTPOKAOIIUMHU APUT-
MHUSIMH, CEPJICYHON HEJIOCTATOYHOCTHIO KB TOM YHCJIE BHE3AITHOW CMEp-
Th1O [12].

Bresannas cmepth kak ocinoxkHeHue [IMK mo pasHbeiM nCTOYHH-
kaM coctasysier oT MeHee 0,2% 110,0,5% ciiydaeB 3a Bpemsi 10JITOBpe-
MEHHOTO HaOJIOJICHUS, C JTaHHBIMH 0O, €)KETOJHON CMEPTHOCTU MEHEE
0,1% [3, 6, 13]. Mcxoas u3 pyKOBOJICTBA IO BEJICHUIO MAIlUEHTOB C Ke-
JYAOYKOBBIMU HApPYyUICHUSIMU»PUTMA W TPEIOTBPALICHUIO BHE3AITHOU
cepaeunoit cmeptu [7];, ¢Ba3p [IMK ¢ BCC He Obuta yOenuTenbHO Mo-
Ka3aHa.

OnHako Pe3VIBTATHI psila MATOJIOrOAaHATOMUYECKHUX HCCIEN0BA-
HUM OTHOCHTENBHO 4acTOThl [IMK kak OIHOM M3 NPUYMH BHE3AIMHOU
cMepTtu HEckonbko paznuyarorcs. D.Corrado et al. [23] npeacraBuinu
NaHHbIE, 9TOVY 17 w3 163 BHE3amHO yMEpIIMX MOJIOJBIX JIFOAEH IPHU
BCKPBITUN OblT quarHoctupoBad [IMK ¢ BbIpakeHHBIMH TPU3HAKAMU
MUKCOMATO3HOH JereHepalunu, NpeuMyIIECTBEHHO Y MOJIOJIbIX O€CCUM-
NTOMHBIX JKCHIIUH 0€3 3HAYMMON MUTpaJIbHON peryprutanuu. B 28
ciyyasix u3 270 ob1 BoigBieH [IMK Bo B3pocioil monysisiiiuu BHE3AIMHO
yMepux Joaei B uccieaoBanun S.Chugh et al. Jlanubsie stux uccie-
JIOBAaHUM CBHUAETEILCTBYIOT O TOM, 4YTO MUKcomaTo3Hbi [IMK peruct-
pupoBaicsa npubauzutenabHo B 10% cinygaes BCC, yTo 3aciyxuBaer
BHUMAHU U JAJbHEUIIETO U3YYEHUS TAKOM B3aUMOCBSI3U.
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B nuteparype ommcanbl ciydau, korjga I[IMK Obutr eauHCTBEHHOM
MaTOJIOr0aHATOMUYECKOW Haxoakou. Hepenko BHe3arHasi cMepTh y Maiu-
eHToB ¢ HamumuueM [IMK HocuT apuTMOTeHHBIN reHe3 W 00yCIOBJIEHa
Pa3BUTHEM MJIMOIMATHYECKON KEITYI0YKOBOM Taxukapauu ((puOpuiiis-
). OJIHaKO CYHIECTBYET MPOTHUBOPEUYMBOE MHEHHE Ha BOIMPOCHI B3au-
MOCBSI3U BHE3aMHOM cMepTu aputMmudeckoro renesa u [IMK [13, 15, 19,
21]. IIMK BeisiBisieTcst B 1% citydaeB cpeay yMeplIux OT JOKYMEHTUPO-
BAHHOM BHE3aITHOM CMEPTH apUTMHUUYECKOrO re’esa. B psae KpynHbIX HC-
cienoBanuii otMeueHo, 4yro [IMK Obul €AMHCTBEHHBIM CTPYKTYPHBIM
CEpPACYHO-COCYIUCTHIM HapyuieHrueM y 8-10% nanueHToB ¢ uauoIarnye-
CKOM JKEIIyJJOUKOBOM Taxukapauen u B 10% cimydaeB y JIME MOIOI0TO
BO3pacTa, YMEPIIUX B pPe3yjIbTaTe€ apUTMOI€HHOW BHE3amHOM cmeptu. D.
Duren u coaBT. OIyOJIMKOBAIM PE3YIbTaThl JJIUTEIILHORO HA0MI0eHUS (10
20 ner) 3a 300 mammentamu ¢ IIMK, 3 (1%) u3 HAX yMepiu BHE3AITHO.
OcraHoBKa cepilia CBA3aHa C MPEAIIECTBYIOMICH >KEIYJOYKOBON TaxXu-
KapaIued WA C OCTPOU JIEBOKEIYAOUYKOBOU HEAOCTATOYHOCTHIO BCIEACT-
BHE pa3pbiBa Xop. [Ipu »ToM HE BO BceX Citydasx ObLJIO YCTAaHOBJIEHO, YTO
KETYJJOUKOBBIC TAXUAPUTMUU UMEITN MECTO,Iiepe] haTaabHbIM UCXOAO0M Y
nanueHToB ¢ [IMK nipu BHe3anHo cmepTin[ 10, 13].

C uenpro u3ydeHus Mmexanu3moB aputmorenesa npu [IMK npose-
JIeHbl MHorue uccienoBanus_[9; 10, 13, 21, 23]. YacTtora BHE3amHOM
cmept ot I[IMK 3aBucut oT MHOTHX (haKTOpPOB, Cped KOTOPBIX DJIEK-
TpUYeCKass HECTAOWIHHOCTh MHOKapJa MpU HAJIUYUU CUHIPOMA Y-
HEeHHOro uHTepBaia QIT, Keny/I0YKOBbIE ApUTMUM, COMYTCTBYIOIIAs
MUTpajibHas HEIOCTATOYHOCTb, HEMpOryMopasbHbIi AucOananc. Puck
BHe3anHou cMmepTu mpru [IMK u conyTcTByromen MUTpaIibHOM PETYPru-
taruu yBesmauBsaercs B 50-100 pa3, mo nanasiM J. Bourdarias. OcHoB-
HeiMu pakropamu pucka BCC y nereit ¢ IIMK onpenenensl: xemny104-
KOBBIE APUTMUM BBICOKUX TIpafanuid mo LOwn, yainHeHne KOppUrupo-
BaHHOTO MATepBana QT 6onee 440Mc, MOSBICHUE HUIIEMHYECKUX H3ME-
Hennii Ha DKI' Bo BpeMst pu3HUeCcKUX HArpy3o0K, KapAUOTreHHbIE 00MO-
POYHBIEC COCTOSIHHSI B AHAMHE3E.

Y mun ¢ [IMK cuHapoMm paHHEN penonsipu3aluvu KEITyIOYKOB
(CPPX) ob6napyxuBaetrcsa B 12,5-35% cnyuaes. [IpuueM npu BblsiBIie-
Huu CPPX y nanuentoB ¢ IIMK B 92,3% cnydyaeB 0OHapy>XMBarOT Ha-
pymenus putMma cepaua. [lpu IIMK B 8 pa3 vamie, yem y 310pOBBIX JFO-
neu, Bcrpeuaercs cuaapom WPW. Kpome toro, npu [IMK na OKI BbI-
SBIISIIOTCA Hecnenuduueckrue HapyuieHus penofsipusanuu B 4-44% ciy-
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4yaeB, B BUJIC TPAH3UTOPHOM MHBepcuHU 3yO1a T u jgenpeccur cerMeHTa
ST Bo I, Ill, aVF, V5, V6. Jlanubie uaMeHeHUs MOTYT OBITh CBSI3aHbI C
uieMue W AUCHYHKIMEH CHUMIATHYECKOro OT/Aesia BEreTaTUBHOM
HEepBHOM cuctemsl [9, 12, 14, 15, 16, 18].

B ognom u3 uccnenoBanuii [9] uzyuanach B3aMMOCBSI3b [P-€ WH-
TepBaia, onpeaensieMoro Ha nopepxHoctHor JKI', kak 10cTaTO4HO HO-
BOTO MapKepa »KeJIyJJOYKOBOIO apUTMOTEHE3a M TE€TEPOr€HHOCTH MHpPO-
LIECCOB PENOJISIPU3ALNAN KETYAOUYKOB. Y JJIMHEHUE TAHHOIO WHTEPBAJIA
MPEJICTABIISIET MEPUOJ MOTCHIMAIBHOTO 3aIMyCKa PEIUNPOKHBIX ZKEITY-
NO0YKOBbIX apuTMuil. [IpomoHrupoBaHHbId TP-€ UHTEPBAT ACCONUUPO-
BAaH C IOBBIIIEHHBIM PUCKOM CMEPTHOCTH Yy MALMEHTOB C/BPOXKIEHHBIM
U TIPUOOPETECHHBIM CHHAPOMOM yiIiMHeHHs uHTepBana,QT, c rumep-
TpoHUUECKON KapAMOMHUONIATUEN U TAKXKE Y MAIUEHTOB.C HMEPBUUYHBIMU
YPECKOKHBIMU BMEIIATEIbCTBAMU 1O MOBOY MH(apkTa Muokapaa. Mc-
CJieOBaTEeNM BBISIBUIIM YJIMHEHUE UHTEpBajia TP-€ U ero. Mpou3BOIHBIX
y nauueHToB ¢ [IMK [9], 4TO cBUAETENBCTBYET O HAIMYNN HAPYLICHUN
MPOIIECCOB PEMOJISIPU3ALMHU, CIIOCOOCTBYIOIUX PA3BUTHUIO KEITYIOUYKO-
BbIX APUTMUHU.

HeoO6xoammo 0TMETHTH, UTO B psAme HueciaenoBanui [3, 13, 21, 23],
OCHOBAHHBIX HAa TMCTOJIOTUYECKOM MCCICHOBAHUN YMEPIIUX MMALUEHTOB,
obU10 TIoKa3zaHo couetanue [IMK ¢ apyrumu cepieuHbIMU aHOMAJTUSIMU,
npeapacnojaralolMi K apuTMOreHe3y, TAKUMH KaKy4acTKU aTpoduu
MHOKApJIa U €ro KMPOBOLO 3aMEHICHUs B IIPABOM XKEIIYJOYKE, XaOTHY-
HOE pacmoJIoKeHHe MUOMUOpUII 6e3 runepTpoduu MHOKap/ia JIEBOTO
Keayaouka, mumbonrtapHas nHGUIbTpaus, (PpaciyuKyIOBEHTPUKYIISIP-
HbI€ BOJIOKHA Maxanma. 1 1pyroe.

Takum 00pa3omM; OYEBUIHA POJIb AUCIUIA3UU COEAUHUTEIIBHOM
TKaHHU B T€HE3¢ BHE3aNHOW cMepTH. OHAKO Y OJTHOTO MAlMEHTA MOKHO
Ha0J10/1aTh MHOKECTBO aHOMAJIMI U HapYIIEHUH COEIUHUTEIILHON TKa-
HU CEPALA; 8 TAKXKE UX COUETAHUE C HACIEACTBEHHBIMU KAaHAIONATUSMU,
IPYTON CTPYKTYPHOM IATOJIOTUEN cepana. B 3TOW CBS3U SIBJISETCS aKTy-
QIBpHBIM COBEPIICHCTBOBAHUE METOJMK BBISIBIICHUS HACJIEACTBEHHBIX
HAPYILICHUNA COCNUHUTENBHOW TKAHU, CHHAPOMA JIHCIJIACTUYECKOTO
Cepllia, B €ro YUCJIE U COCYAUCTHIX aHOMAaJuM, BKJIOYasi METO/IbI MOJIE-
KYJISIDPHOM T€HETHKH, a Takxke MOoucK npeaukropoB BCC y manueHTOB
JAHHOU KaTErOpHUH.
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