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Ilpu aymoncuu nuy mon00020 6o3pacma ¢ HOOO3PEHUeM HA GHE3ANH)I0
cepoeunyio  cmepmsv  (BCC)  obHapyocenue — 04e8UOHLIX — MOPEOI02UHECKUX
cyocmpamos, ookaszvigaowux BCC, HepeOko 3ampyOHUmMenvHO U 6 Kauecmee
OCHOBHOU ~ NPUYUHBL  PACCMAMPUBAEMCS — 6MOPUYHAA — KAPOUOMUONAMNUL.
CmpykmypHnvie anamomo-mopgonocuieckue UMeHeHus cepoya U KOPOHAPHBIX
apmepuii — manvie avomanuu pazeumusi cepoya (MAPC) npu onpeoeneHHblx
VCI0BUAX MO2YM CHOCOOCMBO8AMb PA3GUMUIO UNU ABIAMbCA NPUYUHOU PA3EUMUSL
CUHOPOMA CHOHMAHHOU INeKkmpuyeckol HecmadbunvrHocmu muokapoa (CCOHM),

ooycnosiusaroujeco apummoceenuuiil mexanuzm BCC 6 monooom eospacme.
Knioueevie cnoea: eHnezannas cmepmuv, 31eKmMpuyeckas HecmaOuibHOCMb

Muoxapoa; manvie anomanuu pazeumus cepoya (MAPC).

SUDDEN CARDIAC DEATH IN YOUNG ADULTS WITH CONGENITAL
HEART ABNORMALITIES
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Autopsy of sudden cardiac death (SCD) in young adults often fails to reveal

evident morphological substrate to estimate definite cause of death. Congenital heart

abnormalities in such cases might be a cause of the polyetiologic syndrome of

spontaneous electrical instability of the myocardium which is a basic for development
of the arrhythmic mechanism SCD in young adults.

Key words: sudden cardiac death; electrical instability of the myocardium;

congenital heart abnormalities.

AkTyanbHocTh.  CkopomocTikHass — (BHe3amHas)  CMepTh  —  3TO
HEHAaCWJIbCTBEHHAss CMEpTh, HACTymawom@as OBICTPO U HEOXKUAAHHO IS
OKpyXarmux. VMMeHHO 3TH 00CTOSTENbCTBA JIE€al0T CKOPONOCTUKHYIO CMEPTh
MIOJI03PUTEIBFHON Ha HACWIIBCTBEHHYIO, B CBSI3M C Y€M TPYNbl YMEPIIUX HOJJIEKAT
cyleOHO-MeTMIMHCKON 3kcnepTu3e. Ciydan CKOPONOCTH)KHOM CMEPTH OOBIYHO
BBI3BIBAIOT MHOTO BOIIPOCOB Y POJICTBEHHUKOB, KOTOPBIE PEAIU3YIOTCS B BUJIE 5KaJl00
B MPABOOXPAHUTEIbHBIE OPTaHbl C MPEINOIOKEHUIMUA O BO3MOKHOM KPUMHUHAIBHOM
XapaKTepe HACTYMUBIIETO CMEPTEIBHOIO UCX0/1a, OCOOEHHO YacTO 3TO UMEET MECTO
MIPY BHE3AMMHOW CMEPTH JIMI] MOJIOJIOTO BO3pacTa. DKCIEPTHAS MPAKTHUKA MMOKA3bIBAET,
YTO €CJIM Y MOXKWIIBIX JIFOJIel YCTaHOBJIEHUE IPUUYHUHBI CKOPOIIOCTUKHOM CMEPTH, KaK
MPaBUJIO, HE BBI3BIBAIOT 3aTPYAHEHUN, TO y JHUI] MOJOJOTO BO3PAacTa OHO OOBIYHO
CBSI3aHO C OOJIBIIMMU TPYIHOCTSIMH B CBSI3U C HE3HAYUTEIbHOM BHIPAKEHHOCTHIO WITH
Ja’ke MOJHBIM OTCYTCTBHEM MOP(OJOTHUECKUX MposiBIeHUN 3aboneBanus. [loatomy
BBISIBJIEHUE MaJlbIX aHOManuil pa3Butusa cepana (MAPC) u ycTraHoBiI€eHUE UX POJHU B
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HACTYIUICHUH CKOPOIIOCTMKHOM (BHE3alHOW) CMEPTH JMI[ MOJIOJOrO BO3pacTa
NpUOOPETAIOT 0COOYIO AKTYaIbHOCTb.

Heab. HW3yunts xapakrepuctuky MAPC 'y sMi  My»XCKOro 1moda,
CKOPOIIOCTHKHO CKOHYaBIIUXCS B Bo3pacte 18-45 ner.

MarepuaJibl 1 MeToAbI. /{7151 peTpOCIIEKTUBHOTO aHalu3a ObLIM 0TOOpaHsbl 23
Cyl1Ie0HO-MEIUIIMHCKUX AKCIEPTU3bI TPYIOB JIUI[ MY>KCKOTO T0JIa, CMEPTh KOTOPBIX
HACTYIMHJIa BHE3ATHO (CKOPOMOCTUKHO) C JMArHOCTUPOBAHHBIMU B XOJI€ ayTOICUU
MAPC. U3yuensl pe3yibTaThl CEKIIMOHHOTO, TUCTOJIOIMYECKOT0, OMOXUMUYECKOTO U
XUMHUKO-TOKCUKOJIOTHYECKOT'O METOJIOB UCCIIEIOBAHUSI.

Pe3yabTarsl M HX 00cyxaeHne. Bo3pact ymMepmmx HaxoAwics B UHTEpPBAJE
20-45 ner. PeTpoCHEeKTHBHBIM aHAJIM30M MEIUIUHCKUX aMOYJIaTOPHBIX KapT
TEPPUTOPUAIBHBIX TOJIUKIMHUK YCTAHOBIEHO, YTO y JEBATH YMEPIIUX, BO3pPACT
KOTOPBIX Ha MOMEHT CMEpPTH Haxoawics B uHTepBane 20-29 ner, BpICTaBISICA
KIIMHUYECKUM IHuarHo3 «HeupouumpkyiaTopHas NUCTOHUS C KAPAUAITHYECKUM U
pECUPATOPHBIM CHHIPOMAMUY»; Y OJHOTO MOJIOJIOTO MYX4UHBI (20 JeT) u3 JaHHOU
IPYIIBI B aHAMHE3€ — CIIy4all KIMHUYECKOW CMEPTH C YCIIEIIHOW peaHuManuen. B
mATU ciaydasx 1o pesyiabraram Y3U cepana Obut BbicTaBiieH auarHos «lIpomarmc
MUTPAJILHOTO KJalmaHa C MUTpaldbHON perypruranveii 2-3 creneHm». Bo Bcex
cilydasix HapyiieHudd putma u npoBoaumoctu IKI -uccrnenoBanust He GUKCUPOBAIIH;
Ha MOMEHT MCCIIEIOBAaHUN Yy BCEX MHAMBUAYYMOB IIOKA3aTEIN YaCTOTHI CEPACUYHBIX
COKpAILlCHUI HaXOIUJIUCh B HHTEpBaje 76-94 ynapoB B MUHYTY.

OmnpeneneHHas B X0J1e ayTOICUI Macca MCCIEJOBAaHHBIX CEpAEL] HaXOANUIach B
uarepBasie 305-485 r. CpenHue 3Ha4YeHHWs: NPOJOJIBHOIO JUIMHHUKA Cepaua —
12,2+1,3cm  (Me=12cm); mnomnepeudoro jiauHHuka — 10,3x1,2cm  (Me=10cm);
caruTajibHOro JiuuHHUKa — 5,4+1,3cm (Me=5cM); TONIMMHBI MHOKapAa CTEHKH
npaBoro xkenynouka — 0,2+0,07cm (Me=0,2¢cM); TONIIUHBI MUOKapJla CTEHKH JIEBOTO
xemygouka — 1,4+0,3cm (Me=1,5cMm); TONIIMHBI MHUOKapAa MEXKETYI0YKOBOM
neperopoaku — 1,3+0,3cm  (Me=1,4cm). Bo Bcex caydasx MaKpOCKOIMMYECKHU
NajbNaTOPHO BBISBISUIACH YMEpPEHHas JpsA0JIOCTh MHOKapjaa, Ha paspe3ax —
OJTHOPOJIHOCTb, OJIETHOCTh M TYCKJIOCTh €r0 OKpacku. [IpaBblil THI KpOBOCHAOKEHUS
cepama ObLT1 ycTaHoBieH B 9 caydasx (39%, n=23), nesbiii — 14 (61%, n=23).
[IpoTsKeHHBIH MHTpaMypalbHBIA XOJ BEPXHHUX 2/3 TEepemHel MEeXKeTyJ0UYKOBOU
BETBH JIEBOM KOPOHAPHOU apTepuu ObuT quarHoctupoBaH B 3 ciyyasx (13%, n=23).
ATEpOoCKIEpOTHYECKOE MOPAKEHUE KOPOHAPHBIX apTEPHU BBIABICHO B 23 Cilydasx
(100%): 16 (70%, n=23) — oyaroBbi¢ JHUIHUAHBIC MATHA W TOJOCKA HAa WHTHME
OCHOBHBIX CTBOJIOB INPAaBOW M JIEBOW KOPOHAPHBIX apTEpUi, HE CYKHMBAIOIIUE X
npocBethl; 7 (30%, n=23) — odaroBble JUMUIHBIC TSATHA U TOJOCKA HAa WHTUME
OCHOBHOT'O CTBOJIa MPaBO KOPOHAPHOU apTepuH, CyKuUBarolye e€ npoceet Ha 1/5 u
OYaroBbI€ aT€POMATO3HbIE OJISIIKM HA MHTUME OCHOBHOTO CTBOJIA JIEBOM KOPOHAPHOM
apTepuu U €€ TEPEIHEN MEKOKETYAOYKOBOW BETBHU, CYKHUBAIOIIME UX ITPOCBETHI
Ha 1/3.

Xapakrepuctruka BbIsABIEHHBIX MAPC: aHOoManbHO pacHoOJIOAKEHHBIE XOPJbl
(APX) B mosoctu neBoro xkenyaouka — 21 (91%, n=23); APX B mojaocTu mpaBoro
xenynouka — 12 (52%, n=23); APX B mosoctu mpaBoro mpeacepaus — 8 (35%,
n=23); He3apalieHHoe oBajibHOe OKHO — 1 (4%, n=23). OgHOBpEeMEHHOE HAJNYUE
APX B Tpex kamepax cepana ObUIO YCTaHOBJIEHO B 6 ciydasx (26%, n=23), a B
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00enx BEHTPUKYISPHBIX mojocTsaX — 4 (17%, n=23). APX B ogHON BEHTPHUKYJIIPHOU
nosoct — 13 (57%, n=23), u3 HuUX B JeBoM xkemymouke — 11 (48%, n=23).
Mukcomaro3Hasi ~ JereHepanmsi  claboii W CpEeIHEeW  CTENeHH  CTBOPOK
TPUKYCHUJANBHOTO KJamaHa auarHocTupoBaHa B 19 ciayuasx (83%, n=23), a
BbIpKEHHAS (TOTaJIbHASI WM CYOTOTalbHAsl) MUKCOMATO3HAs! JIeTeHEepalisi CTBOPOK
MUTpaJibHOTO KiamaHa — B 23 ciydasx (100%). M3MeHenuii CTBOpPOK KilaraHa
JIETOYHOM apTepuu M aOPTAIBHOIO KJanaHa He BbIsABIEHO. ['opu3oHTanmbHaAs |
BEpPTUKAJIbHAS TPAHCIOKALUS YCThEB KOPOHAPHBIX apTepuil AMArHOCTUpOBaHA B 23
ciyvasx (100%), mpuduem oboux yctheB B 20 cimyuasx (87%, n=23), B 3 cimydasx
(13%, n=23) — ¢ oxHOW cropoHHl. [IpaBelii THUI KpOBOCHAOXKEHHS cepimna ObLT
yctaHoBiieH B 9 cinydasx (39%, n=23), neBwiit — 14 (61%, n=23). [IpoTskeHHbIN
UHTPaMypajdbHBIA XOJ BEpXHHUX 2/3 mepenHell MEXKeTyJAOYKOBOM BETBHU JIEBOU
KOPOHAPHOM apTepuu ObLI AMArHOCTUPOBaH B 3 ciyvasx (13%, n=23).

XUMUKO-TOKCUKOJIOTUYECKUM HcciienoBanueM B 9 ciyvasx (39%, n=23)
OOHapy»XeH TUJIOBBIM CUPT (AuanazoH KoHueHTpauuit 0,64%o0 — 2,4%o); B 1 ciydae
(4%, n=23) ankorosbHOE ONbiHEHHE cpeaHed creneHu (2,1%o) coueTanoch c
HaJu4YMeM B KpoBHW TicuxorpomHoro BemiectBa MMB(N)-BZ-F, B ocramphbix 22
ciyvasx (96%, n=23) HapKOTHYECKUX, TICUXOTPOIHBIX U JIEKAPCTBEHHBIX BEUIECTB B
KpOBHU, MOY€, TOJJOBHOM MO3T€ U BHYTPEHHUX OpraHax He OOHAPYKEHO.

JUIs  TUCTOJIOTMYECKOTO U OMOXMMHMYECKOTO HCCIENOBAaHUI IMPOBOIAMIICA
TOmUYecKui 3a00p Muokapna. Hapyiienue snekTpoiauTHoro OanaHca (CHM)KEHHE
K/Na cootHomienus <l) B MHOKap/e JIEBOTO >KETy/IOYKa CEpAlla BBISIBICHO B 6
coyyasx (26%, n=23). Oxkpacka MHUKpomOpenapaToB cepAla MPOU3BOANIACH
reMaTOKCUJIMH-303MHOM M 10 JIM; mpHMEHsu1ach CBETOBas M MOJSPU3ALMOHHAS
MUKpocKomua. Bo Bcex cilydasix BBIBIISZIOCH COYETAHUME OYAaroB HEPABHOMEPHOM
runepTpopuu U aTpouu KapAUOMUOLUTOB, CIA0BIM WM YMEPEHHBIA OTEK CTPOMBI
MHOKap/Ja U MEPUHYKJICAPHBIA JTUMO(YCIUHO3, CTPOMAJIBHBIM U MEPUBACKYJISIPHBIN
JIMIIOMATO3, CKYAHBIM OYaroBbIM MEPUBACKYISPHBIN, MEXYTOUHBIA U MEJIKOOYArOBBIN
kapauockiepos. B 16 (70%; n=23) ¢uKCUpOBaIUCh BbIPAXKEHHBIA CHa3M
WHTpaMypajbHBIX apTEPHii, COYETaHWE OYaroB (parMeHTallMd, W3BUTOTO XOJa U
KOHTPAKTYPHBIX HW3MEHEHHH (2-3CT.) KapIUOMHUOIMTOB B CYOIHIOKApAMATIbHBIX
oTIIeNaxX, 4TO yKa3blBaJIO Ha apuTMmoreHHbI MexaHusm BCC (pa3Butue QaTtanbHOU
bubpmwsanuu). Bo Bcex ciydasx HEMOCPENCTBEHHAs MPUYMHA CMEPTH — OCTpas
cepaeuHo-cocyauctas  HemoctatouHoct  (I150.1  (MKB  10)), xotopas
MOP(OJIOTUYECKH TOJATBEPKAATACH OCTPHIM OOIIMM BEHO3HBIM TOJTHOKPOBUEM
BHYTPEHHUX OPraHOB U TOJOBHOTO MO3ra.

[lo namemy wMHeHUIO, B wucciefgoBaHHbIX ciydyasx BCC o0ycioBiena
MOJIUATUIIOTUYHBIM ~ CHHIPOMOM  CIIOHTAHHOM 3JIEKTPUYECKOW HECTaOMJIbHOCTU
muokapaa (CCOHM (146.1 (MKb 10)). OcuoabsiMu npuunHamu CCOHM moryt
ABIATBCS  BpoxkaeHHas matosiorusi [ICC, reHeTHYecku AeTepMUHUPOBAHHBIE
MeMOpaHO- U MOHOKAHAJIONATHH, CTPYKTYPHbIE UBMEHEHUSI COKPATUTEIbHBIX OEITKOB
MHUOKap/ia, BEI3BAaHHBIC YPE3MEPHON (PU3NUECKON HArpy3KOH, MICUX0IMOIMOHATHHBIM
CTPECCOM, OCTPOM  aJKOTOJbHOW W/MJIM  HAPKOTHYECKOH  MHTOKCHKAIIHCH
MeTa0OoJIMYECKUe HapyIIeHUsT W KojeOaHus TOPMOHAIBHOTO (hOHA, MPUBOISAIIME K
U3MEHEHUIO HOHHO-3JICKTPOJUTHOTO OallaHca W HaApYIIEHWIO KOPOHAPHOTO
KPOBOTOKA C pa3BUTHEM TMIIOKCUHM MUOKapAa.
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BoiBoabl. Jlna Bepudukamuu npuunael CCOHM B kaxaom ciydae
HEOOXOMM KOMIUIEKCHBIA TIOJIXO/T K JMArHOCTUKE OCHOBHOW M HEMOCPEICTBEHHOU
npuund BCC, Bkmodammmii  00sS3aTebHOE  MCCIICNOBAHUE  MEIUIIMHCKUX
JTOKYMEHTOB C YTOUYHEHHEM CEMEWHOr0 aHaMHE3a Ha CJydYau HEHACWJIbLCTBEHHOM
CMEpPTH B MOJIOJIOM BO3pacTe, BHIOOP OMPEICICHHBIX CEKITMOHHBIX U JIa0OPaTOPHBIX
METOJIOB HCCJICAOBAaHMS, HAIpPABJICHHBIX Ha BBIABICHUE WA HCKJIIOUYCHUE
BBILLICTIEPEYUCIICHHBIX BO3MOKHBIX pruurH BCC B M0s10/10M BO3pacTe.
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