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AHHOTALIMS \\
B CTaTheC HpeI[CTaBJ'IeHBI HepCHeKTI/IBBI THUCTOJIOTHYCCKO 5 KOﬁ ANArHOCTUKHN

CJIy4aeB BHE3AIHOM CepACYHOM CMEPTH, TPU KOTOPHIX Tep % €3yJIbTaThl ayTONICUU
HE BBISIBJIIIOT OYEBUJIHBIX MMATOJIOTUYECKUX U3MEHEHUH.
B nocneanue roasl HabM0gaeTCsl YBEIMUCHUE UNCIIALTyYdeR)ayTONICHUS-HETaTUBHOM, B
TOM YHCJIE CEpAECYHON CMEpPTH, UYTO CO3JMAET IPEIIOC Ui pa3pabOTKU METO/I0B
3 1 BOBMOKHON TPOGUITAKTUKA
AI0TCSI COBPEMEHHBIE METO/IbI
e MOAXO0JbI K MOJIEKYJISIPHO-

Cratbst mpencrtaBisieT co0o nii  0030p pPE3yJNbTATOB THUCTOJIOTHYECKON W
TEHETUYECKON JUArHOCTUKHU C HE3aIHOW CepJIeYHOU CMEPTH, B KOTOPOM aBTOPBI
MpEeAJIararT NOAXOAbI K U, V1 JTAaHHBIX METOJIOB B IMaTHOCTUYECKUI IIPOLIECC, UTO
obecnieunt ux 3PdexTH OJIb30BaHHE B MATOJOTOAHATOMHYECKOW U CyIeOHO-
MEIMUIIMHCKON TPaKT A bl CTaThH YKa3bIBAIOT HA HEOOXOAMMOCTh JATbHEUIIINX
HCCIIEIOBAHUM, BKIIK JIb30BAHUE HOBEMIIMX TEXHOJOTUH B THCTOJOTHYECKOM U
TEHETUYECKOM aHA TaKk)Ke aHaiIW3 OONBIIMX JAaHHBIX Ui BBISBICHUS HOBBIX
MaTOJIOTUYECKUX MCR@HMBEMOB BHE3AITHOM Cep/IeYHOM CMEPTH.

KOHCYJIbTUPOBAHHE o BOITPOCAM TE€HETUYECKON

epTHOCTh. B OyayiieM BO3MOXKHO BBISIBIICHHE CBSI3U T€HETUYECKUX
MPEIUKTOPOB BHE3AMHOM CepICUHON CMEPTH ¢ JeeKTaMu IKCIIPECCUU COKPATUTEIIBHBIX
Oenk @pa C TMOCIEQYIOIIUM MOJTBEPKIECHUEM OTUX Je(EeKTOB METOI0M
MMMY@EOTHCBOXUMUYECKOTO aHATN3A.
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ABSTRACT Q
The article presents the prospects of histological and gegnetiC®@liagnosis in cases of sudden
cardiac death, where initial autopsy results do not alfany obvious pathological
changes.
In recent years, there has been an increase in ca @ topsy-negative sudden cardiac

death, creating a foundation for the development of M@ hods for more accurate diagnosis
of the causes of fatal outcomes and potential #fevention of similar cases in the future. The

article discusses modern methods of histolo examination of heart tissues, as well as
approaches to molecular genetic testin be useful in identifying subclinical
conditions leading to sudden cardia€’d.

Molecular genetic methods for stu en cardiac death are still underexplored,
therefore, the intersection of medica etics, pathological anatomy, and forensic

expertise is a very important a
are few large-scale studies o
Russia, making the direction

promising area in domestic medicine. Currently, there
glecular genetic causes of sudden cardiac death in
agnosing such fatal outcomes at the intersection of

omy, and forensic expertise particularly significant and

medical genetics, pathologi
promising in domestic m e,
This brief overview s a e results of histological and genetic diagnostics in cases

of sudden cardiac dgath: authors suggest approaches to the integration of these
methods into the di@ ic process, which will ensure their effective use in pathological
and forensic practi@ he authors of the article point out the need for further research,
including the clatest technologies in histological and genetic analysis, as well as
big data anal identity new pathological mechanisms of sudden cardiac death.
Medical a € counselling for genetic predisposition to sudden cardiac death will
help to i@e risk group and reduce mortality. In the future, it may be possible to
identi ciation of genetic predictors of sudden cardiac death with defects in the
expr@lf myocardial contractile proteins with subsequent confirmation of these
defect hmunohistochemical analysis.

: sudden cardiac death; autopsy-negative cardiac death; pathological anatomy;
logy; genetic typing; cardiac pathology; macroscopic assessment; hidden
logical processes; genetic mutations.

To Cite this article:
Kulbitskiy BN, Vladykina OA, Bogomolov DV, Kadykova Al, Deev RV. Prospects of
histomorphological and genetic diagnosis of autopsy-negative sudden cardiac death.



https://doi.org/10.17816/fm16192

Russian Journal of Forensic Medicine. 2024;10(4):000-000.
DOI: https://doi.org/10.17816/fm16192

Russian Journal of Forensic Medicine. 2024;10(4):000-000.
DOI: https://doi.org/10.17816/fm16192
Submitted: 07.10.2024 Accepted: 11.12.2024 Published online: 30.12.2024
BBEOEHUE
TEPMHMHO.I0T UsI
N

3a0oseBaHus CEPIIEYHO-COCYAUCTON CHUCTEMBl 3aHUMAIOT NEPBOE MECTO, B
CMEPTHOCTH B3POCIIOT0 HACEJIEHUs] BO MHOTHX CTpaHaX MHUpa, B TOM qncn& uu
[1]. TTo maraBIM KemMorpadudeckoro exeroannka Poccuiickoit Deaepanrmsa TOJI,
JONIsT CMEPTHOCTH OT 3a00JIeBaHUN CEpIeYHO-COCYAMCTON CHUCTE
MexayHapoaHOU CTaTUCTUYECKON Kiaccudukanuu 6ose3Helt u mpooi
3nopoBbeM, Jlecstoro mepecmorpa 100-199) cocraBuna 43,9, KOJINYECTBO
ymepmmx — 938 536 uenoBek (446 928 wmyxunn we 49608 }KeHH_II/IH)I.
[IpennonoxurensHo, 1/4 >THX cMmeprell pa3BUBaeTCs y BHE3aIHOU
CEepAEYHON CMEPTH.
Bueszamnnas cepyieuHasi cMepTh — 3TO HEHACHIIbCTBEHHE
JIEeTAIbHBIN UCXOM, TPOU3O0IIEIINA MTHOBEHHO WIH B TEY Oro yaca ¢ MOMEHTa
BO3HUKHOBEHHUS OCTPHIX KIWHUYECKHMX u3MEeHCHU W[ |* IuTEpaType ecTh
TEPMHUHOJIOTHYECKas MyTaHULIA, U 0] TEPMUHOM «BHERAITHASMREPACUHAS CMEPTHY MOKET
MOHUMAThCs OOpaTUMBIN Tpolecc, MPUPaBHEHHBIN eckoil cmeptu [2]. Eciam
coObITHE OBLIIO 00pAaTUMO, TO MPABOMEPHO KCTIONb TCPMUH «BHE3AIMHAs OCTAHOBKA
KpoBooOpamieHus». COBMECTHO C TEPMHUHO 3alHasi CcepAedYHas CMEepTh»
UCIIONIb3YETCSl TaKXKe OIpeleleHHe «BHEe3alHas CMCPgb». BHesamHas cMepTb — 3TO
HENPEIBUAECHHBIN JIETAIbHBIA UCXOJ, BO3HEKIINK B TEUEHUE OJHOIO 4Yaca ¢ MOMEHTA
MOSIBJICHUS TIEPBBIX KIMHUYECKUX MPU3HAKO 3I0POBBIX JIIOICH U HE CBA3AHHBIN C
TpaBMoi. O BHE3aIHON CMEPTU IPH JIe cxojie 0e3 cBUAETENeH TOBOPST B TOM
BOPUTEIIBHOM COCTOSIHMHU 3a 24 4yaca 10
CMEpTH, U €r0 B 3TOT BPEMEHHOMN UH BI1/1e71 KUBBIM [2, 3]. OCHOBHOE OTJIMUUE OT
BHE3AIHOMN CepAeYHON CMEpTH, 3aKiIioua B TOM, YTO BHE3aIHasi CMEPTh MPOUCXOAUT
B pe3yJbTaTe HeKapANAIbHBIX IPWUIH, a, HAPUMEp, H3-3a pa3pbiBa aHEBPU3MBbI COCYIOB
TOJIOBHOTO MO3ra, TpoM0o i, nc€rounoit aprepun. CyaeOHO-MeTUIIMHCKAs
JKCIIEpPTHU3a BHE3AITHOW cepled
norudmero He oOHapYX CTPYKTYPHBIE /WM TUCTOJIOTHYECKHUE M3MECHCHHS B
Muokapae. B astom, c WYUHA CMEPTH YCTAaHABIIMBAE€TCS KaK ayTONCUUHO-
HeratuBHasi (ayTomc [aTeslbHasA) M TPaKTyeTcsd KaK CHHIPOM BHE3AIHOMN
APUTMUYECKON CMGPEK den arrhythmic death syndrome, SADS) wmm, ecnu
JIETAJIbHBIA UCXO0)]) @ W BO CHE, KaK CHHJIPOM BHE3AITHON HEOOBSICHUMON CMEpPTH
(sudden unexplain@gy@octurnal death syndrome, SUNDS) [4-6]. Ilpumensemas
TQPBIM pa3BUBACTCS BHE3alHas cepJedyHasi CMEpPTh, OTJIMYAIOTCS B

TEPMUHOJIOTH - [2—-12].
rpynmax (GHND) [13].

[Ipuunssl, 0
PAcnipQ [(HHOCThb

HO HACTYIUBIIUN

JIOJBIX JIFO/ICH B BO3pacTe A0 35 JeT 4acToTa BHE3AIHOW CepAeyHON CMepTH
Bisier ot 0,46-3,7 na 100 000 yenoBeko-net [4]. YactoTa cuHApOMa BHE3AIMHOU
aparmudeckoit cMeptu (SADS) npencrasnena B - [14-19].

! Denepanbuas cinyxba rocymapcteennoit cratuctuku [Wutepuer]. JleMorpadu4eckuil  €KETOmMHUK
Poccun. Pexxum noctyma: https://rosstat.gov.ru/folder/210/document/13207.
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CTAHOAPTHbIE METOAbI AUATHOCTUKN BHE3AMNHOW CEPOEYHON CMEPTHU

K crangapTHbIM MeTOIaM THArHOCTUKHA BHE3AITHOM CEPACYHON CMEPTHU OTHOCSTCS:

® CCKIMOHHOE MCCJIEO0BaHHUE (BCKPBITHE) TPyIa: MaKpPOCKOIMUECKOE HCClieIoOBafie
TpyIia, MO3BOJISAIONIEE BBISIBUTH MOP(HOIOTUYECKHE U3MEHEHHUS B OpraHax U TKa
00yCJIOBUBIIINE JIETAILHBIN UCXO/T;

® THUCTOJOTMYECKOE HCCICJOBAHHUC: H3YYCHHC MHKPOCKOIHYCCKUX I
TKaHEW, MO3BOJISIONIEE NPOBECTU JIETANBHBIA aHAIU3 U3MEHEHUN Ha
KJIETOYHOM YPOBHSX;

® TOKCHKOJOTHYECKOE MCCJIEAOBAHME: OINPECICHUE KOHIIEHTpAlUU ap HHBIX
BEILIECTB, AJIKOTOJIs1, HAPKOTUKOB U IPYTUX TOKCUYECKUX BEILIECTB BIK TKaHSX;

® VMMYHOTHCTOXHUMHYECKOE MCCIEAOBAHHUE: H3YyUYEHUE DKC c apKepoB,
MOATBEPKIAIOMIMX MATOJOTHYECKUE W3MEHEHUS KapAuoMMOIN U CTPOMBI

COKPATHUTCJIILHOI'O MUOKapaa U HpOBOl[SII_I_[ef/'I CHUCTCMBI CC )
¢ MOJICKYIISIPHO-TCHCTUYCCKOC HCCIICAOBAHUC!: BBIHBHGH& YCCKUX MYTaHHﬁ,

CBSI3aHHBIX C BHE3aAITHOM ceplieuHoil cmepThio [20].

CMEPTH
HWIEMMYECKASI BOJE3Hb CEPJILIA

XAPAKTEPUCTUKA MOP®OJIOMMYECKON KAPTI/IHI:@IHOVI CEPOEYHOW

Nmemnueckast 601€3Hb cep/lia NpeAcTaBIseT coo KJIIMHWUYECKUX CUHIPOMOB,
BBI3BAHHBIX  HEJAOCTATOYHBIM  KPOBOCHAOXeE HoKapaa, OO0YyCIOBIICEHHBIM
aTEPOCKICPOTUYECKUM W3MEHEHUEM B CTEHKaX KO HBIX apTEpUil, YTO MPUBOAUT K
TUIIOKCUU U TTOBPEXICHUIO MUOKapaa.

Nmemudeckast 00JIe3Hb Cepia SIBISCTCS BHOW MPUYMHON BHE3AITHOM CEPACYHOMN

CKOHM aHAaTOMMHU. I[J'IH AUAardHoCTHKHU KU
CMCPTH BaKHbI 3HAHUA KJ'IaCCI/I(i)I/IKaHI/II/I

CMCPTHU U UMCCT BAXKHOC 3HAUCHUC B 11O
IIOHHMMAaHHA MCXaHN3MOB BHC3aIlH CeY @

WIIEMUYECKO OOJIe3HU cep/a, K AKPOCKOTIMYECKUE M MHKPOCKOITUYECKUE
MIpU3HAKU 3a00JI€BaHUS.
MakpocKonn4ecKre U3MEHEH Y UIIIEMUYECKOM OO0JIE3HU Cep/Iia 3aBUCST OT CTAIHH
1 GopmbI 3200JI€BaHUS:

e craOwibHas CTEHOKap ONIOMAIOTCS MUHHUMAJIBHBIE MaKpOCKOITUYECKHE
U3MEHEHUS, TaKue OTHOPOJHAs OKpacka MHOKapla CTEHOK 000uX
KEITyTIOYKOB,;

e uHpAPKT MUO HHUX cTaausx (6—12 4) MOKeT OTCYTCTBOBAaTh BUAMMAS

J0THs; Ha OoJsiee mo3maHux ctaausax (18—24 4) mosBisercs
WaHO3 TOpaxX€HHOM o0sacTh MuoOKapnaa; uepes 2-3  aHS

MaKPOCKOTTHYE
OJIEIHOCTH

MOpaKEHHAS b, OKpY’KEHHAsI 30HOM TMIIEPEMHUH U I€MOpPparuu, CTaHOBUTCS
JKEIITOB 710 a 7-10-ii neHb HEKpOTHUYECKasi TKaHb CTAHOBUTCS MATKOU M
JKeJieo OMlj) uepe3 HECKOJIBKO HeJlelh MH(papKTHAS 30Ha 3aMelIaeTcs pyOoBoit
TKa

n HYCCKass KapAuoMHOoIlaThud: OTMCYAKTCA YTOJIIECHUE CTCHOK CEpana,

€ pa3MepoB cepAala, HMHOTJAa Halu4yue pyOIlOB OT NEepeHECEHHBIX
@ms [22].
p

[ ]

Muxk YecKHe M3MEHEHHS TOXe BaphbHPYIOT B 3aBUCUMOCTH OT (DOPMBI U CTAIAUU
KO 0OJIe3HU cep/Ila.

CraOumnbHas CTEHOKAapAMsA: HaOJIOJAIOTCS MMUHHUMAaJIbHblE M3MEHEHUs, Takhe Kak
yMepeHHas THnepTpodust KApAMOMHOILIUTOB U CyO3HI0KapANaIbHAs BAKyOIH3alIUs.
e’ Uudapkr mMuokapaa: Ha paHHMX cTafgusx (6—12 4) THCTOIOrHUECKUE M3MEHEHUS
MUHMMaJIbHBI M MOTYT OBITb TPYJHO pa3iIU4YMMbl (BKJIIOYAIOT —HAyaluo
KOAryJSIIUOHHOTO HEKpPO3a MHOLIUTOB M OTEK MEXKJIETOYHOI'O IPOCTPAHCTBA;
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MHOIZla HAOJIOAAETCsl PACCESHHOE MPUCYTCTBUE HEHUTPO(UIOB B OKPYKHOCTH
MOBPEXACHHBIX KJIeToK). Ha Oonmee moszmuux cramausx (18—24 1) ormewaercs
JalipHeHIee pa3BUTHE KOAryJsLMOHHOIO HEKpO3a: KapJUOMHOLUTBHl HA4YMH
JIEMOHCTPUPOBATH MOTEPIO MOTEPEUHOIIOIOCATOTO PUCYHKA, UX S/Ipa pachalarfcs
(KapuUONMMKHO3, KapHOPEKCHUC), M TOSABISAETCA BBIPAXKECHHAas HEUTPOQ)ud
uHpunpTparms. Yepes 2-3 gHs HaOMIOAaeTCsl BBIpAXKEHHAs HEHTPOS
UHQUIBTPALUs BOKPYT HEKPOTUYECKHUX 30H; HEKPOTHUECKUE MHUOLUT
6osee pparMeHTHUPOBAHHBIMHU, HAYMHAETCS AaKTUBHAsI (paronuTapHa
[0 YJAJCHUIO OMEPTBEBIUUX KJIETOK; T'PAHUIBI MEXAY MXUBBIMU
TKaHSAMH CTaHOBATCS Ooinee 4érkumu. Ha 7-10-if neHp HEkp
IPOIOJIKAET pa3KUKaTbCd U CTAHOBUTCS Oojieeé FOMOI€HHOMN ; B 30HE
UH(papKTa aKTUBHOCTH (pnOP0OIaCTOB MPUBOIUT K 00pa3oBa Ip SITMOHHOM
TKaHHU, COCTOALIEH M3 HOBOOOPa30BaHHBIX KanuyuIsApog, ¥ MRIONgHo KOIUIareHa.
Habmiogarorcss yMeHbIIeHHE HEUTpODMIbHOW WHOKIb yYBEJIUUYEHUE
KoJu4ecTBa TUMGOIIUTOB U Makpodaros. CITyCTsI HECKO X‘IL 30Ha HH(papKTa
3aMeIaeTcs MIOTHON (UOPO3HON TKaHBIO, PO azoBaHue pyoOma c
BBIPa)KEHHBIM KOJJIAT€HO30M, YIIOPSJOYEHHOH CTPY OJITar€HOBBIX BOJIOKOH
¥ MCYE3HOBEHHEM BOCHAIUTENBHBIX KJIETOK. MO OBHUTCSI U3MEHEHHBIM B
IUIAHE  ApXUTEKTOHUKH, 4YTO  XapaKTepHU3yeTcC aMEeHOll  MHOLIUTOB  Ha
COEIMHUTEIILHOTKAHHBIE CTPYKTYpHI [21, 22].

e Umemunueckas KapIMOMHUONATHSA: MHUKpOGKO
runeprpodueiil KapJUOMHOLUTOB, HHOTH w
nereHeparuei. Otmevaercss Hamuuue (GUOpPOSEBIX pyOIOB, 0COOEHHO B MeECTax
IPEIIECTBYIOUIMX NH(PAPKTOB, 4TO yfa3bpiBaeT H¥ CTPYKTYPHYIO PEMOJIEITUPOBKY
MHOKap/a, XapaKTepu3yeMylo odar@BbIM  (puOpozom. OTMeyaloTcst Takke

asi KapTI/IHa HpOSIBJISIeTCH
OBOXKJAIOIICHCS HMX KUPOBOU

CTPOMAJIbHBIC U3MCHCHUA, (¢ BBIPAXKArOTCA YIUIOTHCHHUEM
HHTCPCTUIUAIIBHOTO IHPOCT C CJIIMYCHUCM COACPIKAHUA KOJUIArCHOBBIX
BOJIOKOH, 4YTO BEAET K CHIDK WYHOCTH TKaHEH U UX (bYHKHI/IOHaJ'IBHI)IM

HapyueHusm [23].
Takum oOpa3zom, MOHMMaHHU
UIIeMHYECKON O0JIe3HH cepll
BHE3AMHON CepACYHON cmep
TEHETUYECKOM JHarHocT
BBISIBJICHUSI U OLICHKU pU

YIIy4IIUTh IPOTHO3 v&
KAPIUOMUONATH

JAniaTtaunoHHas

KPOCKOITUYECKUX W MHUKPOCKONMUYECKUX TMPHU3HAKOB
O /11 JUATHOCTHUKHU U HCCIICAOBAHUS MEXaHU3MOB
PEMEHHBIC METOJIBl TUCTOMOP(OJIOTHUECCKON U
OCTABJISIIOT HOBBIE BO3MOXHOCTH [IJIsi PAHHETO
MUYECKOU OOJIE3HU CepJilla, YTO MOXKET CYIIECTBEHHO
IIUCHTOB.

-

omuonarus. Makpockonuueckue nposasienus.  CepALe
YBEJIHUYEHO B P ; 6onee 13x11x8 cM (HOpMabHBIEC pa3MephI CEP/IA), 0COOCHHO
3a CUéT 3HAUM 0 paeTIUpPEHUS (IUTAaTAIIH) BCEX YETHIPEX KaMep; MUOKAP1 TOHKHIA
U IpsObIit ; CTEHKH JKeJIyZ0YKOB MOTYT ObITh UCTOHYEHBI, & UX MOJOCTH —
paciupebl; Hagilnure TPOMOOTHUECKUX MAacC B PAaCIIMPEHHBIX MOJOCTAX cepaua [24].
Mukpockowyuegkue npossienus: AUPPy3HBIA MeIKoo4yaroBwlii (GuOpo3 Muokapna;
THC 17§ M€ M3MEHEHHsI KapJAHOMHOIIMNTOB, TaKUEe KaK aTpOpus W BaKyOJIM3aIUS;
BO3M®KHBI Menkue TudQy3Hble ouyaru HeKpo3a KapAHUOMHOLIMTOB; €JUHUYHBIC, MEJIKHUE
3HBIC MHTEPCTUIMATIBHBIE W TIEPUBACKYJISIPHBIE BOCTATUTEIbHBIC WHPUIBTPATHI;
sl yIBTPACTPYKTYphl MuoGuOpuia [25, 26].

epTpopuyeckas KApANOMHONIATHS. Maxpockonuueckue NPOAGNEHU:
3HAYUTENILHOE YTONIIEHUE (TUMIepTpOodus) CTEHOK JIeBOTo xKemyaouka (6onee 2,0 cMm y
OCHOBaHMsA) 0e3  [JwiaTalil  €ro  MOJOCTH;  AaCHUMMETPUYHOE  YTOJIICHHE

MEXOKENTyIOUKOBOM  Teperopoiku (2,5cm u  Gojee); CyKEHHE IIOJIOCTH JIEBOTO
KETyZAO0YKa; BO3MOXKHO OOCTPYKTHBHOE YTOJIIEHHE BBIXOJHOTO TPAaKTa JIEBOTO
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xemynouka [27, 28]. Muxpockonuyeckue npossienus: TANEPTPOGU KapIUOMUOIIUTOB C
HapYIICHHEM WX HOPMaJTbHOU apXUTEKTOHUKH (Xa0THYECKOE PACIIOIOKEHNE MBIIICYHBIX
BOJIOKOH); nuddepeHnrupoBka MHOPUOPUIIT; MHTEPCTUIIMATIBHBIN (UOPO3; BO3MOXK
HAIMYUE YYaCTKOB MHKPOCKOMUYECKOTO0 HEKpo3a KapJAUOMHOILIUTOB; B HEKOTO
CIIy4asiX apTepHOJIbl UMEIOT YTONIEHHBIE CTEHKHU C CY)KEHHBIMU MPOCBeTaMHu [29—
PecTpukTnBHasi kapauomMmuonatus. Makpockonuueckue nposgieHus: Cepale
MMETh HOpMaJbHbIE pa3Mepsl (mpumepHo 13x11X8 cM) uimu OBITH clleTKa yB
TOJIIIIMHA CTEHOK YKEITyI0YKOB OOBIYHO HE M3MEHEHA (B HOPME TOJIIIMHA K oro
xenymouka 1,3 cM, mpaBoro — 0,2-0,3 cM), HO BO3MOXKHa JIErKas T W,
OTCYTCTBHE 3HAUUTEIBHOM JuiaTalluu >KenynodukoB [32, 33]. Mughog
nposienenus. TUIOTHBIM  (GuOpo3 mmokapma ¢ AUPGY3HBIM e
SHIOMHOKapIUalbHbINA (prOpo3 ¢ BOZBMOKHBIMU TPOMOAMHU Ha MOBE i7l0Kap/a;
B HEKOTOPBIX CITy4asX — OTJIOKEHHs aMUJIOMIA MEXy KapigoMuoluTamu (npu
aMWJIOUI03€); MOTYT HAOIIOIaTHCSl BOCTIATUTELHBIC N3MCHCRUS, HMOKapIUTax,
0COOEHHO €CJIM KapInOMUONaTHsl BTopryHa [34]. K

AJIKOTOJIbHASI KapauoMuonatusi. Maxpockonuyeckue np@mgiciig: cepiane ObBaeT
YBEIMYEHO B pa3zmepax — Ooisiee 13x11x8 cm (HopMab @ epBI cepara), Maccou
6onee 400 (cpemusis macca 428,7+30r); WacTo HaQUIONaE®CS IHIIATAIUS JIEBOTO
KEJTy0YKa; TOJNIIMHA CTEHOK KEIyJO0YKOB OOBIYHO HE M3M@HEHA, HO BO3MOXKHA JIETKas
rUNepTpous; MaToIOTUIECKUE U3MEHEHUSI KOPOHAPH pUil He3HAYUTETBHBI THOO
OTCYTCTBYIOT [35]. Muxpockonuueckue nposéne HOMEpHasi runepTpodus ¢
SBIICHUSMUA  aTpOPUHM  KAPAHUOMHUOIIMTOB;  H: BaKyoJlel B  IHUTOIUIa3Me

KapIUOMHOIIUTOB  BCIEICTBHE  HAKOILJICHUS fI0B W JPYTUX  BEIIECTB;
MHTEepCTULMANBHBIA  Gubpo3  (paspacrayfe AHUTEIBHOW  TKaHU — MEXAY
KapIMOMHOIINTAMH); UHOTJa HEKPO3 M aIlo eIMHUYHBIX KapIHOMHOIIMTOB; MOXKET
OTMEYAaThCs HAJIMYHME BOCTIATUTEIBHBIX MHOKap/e, TaKuX Kak JUMQOIUTH U
Makpodaru [36, 37].
APUTMOI'EHHAS JUCILJIA3US IIPAB JOYKA

ApUTMOTEHHAsl JTUCILIa3Hs PaBOTo JTyZ04Ka — TEHETUYeCKH OOYyCIOBIECHHOE
3a00JIeBaHNE, XapaKTEPH3yEMOSMPKOPO3HO-KHPOBHIM 3aMEIIEHHEM MUOKap/a IpaBoro

KEIy0YKa, YTO MPUBOIUT
(apurmusim) cepaua [38].

CAYIOIICM K Ppa3JIMYHbIM HApYHUICHUAM pHUTMa

BOCHAJUTEJILHOE IMMOPA EPJIIIA
Bocnanurensaoe cepana (PHAOKApAWT, MHOKApAWT, HEPUKAPANT,
MaHKapauT) o0yciQ (EeKIMOHHBIMU, ayTOMMMYHHBIMH JHOO TOKCHYECKHMHU

areHtamu [39].

NanONATUYE CIAA APJUAJIBHBIA ®UBPO3
Penxoe 3a601 KOT®poe XapakTepusyeTcs HaTuuueM JU(Qy3HOTro UK 04aroBOoro
¢bubpo3za » €BOTO MPEACEPINS W/ WK JIEBOTO JKEIyI0YKa CepAra; MOXKET ObITh
CBSI3aHO @HHHM ($ubdpoaTacTO30M Cepla, IHIOKAPAUTOM IO/, TUTIEPILIa3HeH

3JIaCTH aHU, SHIAOKApAWAJIbHBIM CKIJICPO3OM MW JAPYTMMU IATOJOTHMYCCKHUMU
M3MECHCHUSAMU B CEpJIE; MOXET MPUBOAUTH K CEPACUHBIM OCIOKHEHHSIM, TaKHUM Kak
BHE3aMias gepeuHas CMepTh, 0COOCHHO y netei [40].
EPJILA
OKHM cepAlla — BpPOXKIEHHBIE WIM TMPUOOpPETEHHBIE aHOMAJIMHM CTPOCHHUS CepAlla,
KOT@pHbI€ 110 OOIIMPHOCTH HAPYIIEHUSI CTPYKTYPBI CEp/Lia JeNIATCS Ha IPOCThIE, CIOKHBIE
1 KOMOMHHMPOBAHHBIE, a M0 YPOBHIO TUIIOKCHHM — Ha Oenble (Korjaa cHaO)KeHue KIeTOK
KHCJIOPOJIOM TIOJIJICP>KUBACTCS HA JJOCTATOYHOM YPOBHE) U CUHHUE (C IIMaHo30M) [41].

APUTMOI'EHHBIE CUHIPOMBbI
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Cunapom bpyraga. ['enetnyecku oO0ycliOBIEHHOE 3a00JIEBaHUE, XapaKTEPH3yEeMOE
SMHU30JaMH  MOJUMOP(PHON JKEIyJA0YKOBOM TaxXWKapAWW, MPH 3STOM MAaKpoO- H
MUKPOCKOIIMYECKHE W3MEHEHHUSI COKpPATUTEIbHOTO MHOKapJa JEBOro JKEIyJo4
HE3HAYUTCIIbHBIC.

Cunapom Boabpa—Ilapkuncona—Yaiita. CHHIPOM MPEkKIECBPEMEHHOTO BO30YK
NPOBOJAIIEH CHCTEMBI Cepila, OOYCIOBJICHHBIH NPOBEICHUEM HMITYJIbC
N00aBOYHBIM AHOMAJIbHBIM TPOBOJAAIIUM ITyYKaM, COETUHSIOUINM TP

xennynouku. PacripoctpanéHHoCTh cuHApoma cocrasiseT 0,15-2%, gain eTCsl
Cpeiu My’K4MH; B OOJIBIIMHCTBE CIIydacB MaHU(ECTHPYET B MOJIOJIOM BO3 —20
JIeT), peXe Y JIUII CTapIero BO3pacTa, MpH 3TOM MaKpO- ¥ MUKPOCKOITHYE MCHEHUS
COKPAaTUTEIBHOTO MHOKApJa JIEBOTO JKENyJ04YKa HE3HAUYHUTEIbHBIC, 0YaroB
HEpaBHOMEPHOH runepTpopuu u arpodun KapauoMuouuTos [42].
MONEKYNAPHO-TEHETUYECKAA OAMATHOCTUKA BHE3AI H—Qé\QE‘-IHOVI

CMEPTHU
B coBpemMeHHOI MeTUIIMHE CYHIECTBYIOT CIEeIyIOIIUE TTOAX Ky MOJIEKYJISIpHO-
TEHETUYECKUX aCIEKTOB BHE3AMTHON CEPACYHON CMEPTH:

e  CIy4al-KOHTPOJb (acconmanys ¢ BHE3AMHON Cep/Ieio PTBIO TIPOBEPSIETCS ISt

OJTHOHYKJICOTUJHBIX IMOJUMOPGU3MOB M MyTall TCHOB, BBISBJICHHBIX B

MPEABIAYIINX CIIydasXx);
® MapKephl, HalJIeHHbIC 3apyOeKHBIMHU HCCIICHOBA
Jns  KaxaoM MOJIOBOM, BO3PACTHOW, JTHU %
TCHETHYECKHEe  ocoOeHHOCcTH. [l mcciieToBARK
CEKBEHHMPOBAHUS CIEAYIOLIEr0 ITOKOJIECH (next-gen:

SIMHL.
rpyNIbl  CYyHIECTBYIOT CBOH

VICTIOJIB3YFOTCSL  METOJIBI
ration sequencing, NGS) u

MTOJTHOTEHOMHBIE aCCOIIMATHBHBIE HCCIIEIIO s (genome-wide association study,
GWAS), KoTopble TMO3BOJISIIOT OOH CCOIIMUPOBAHHBIE C 3a00JeBaHUEM
OJTHOHYKJICOTUIHBIE TMOIUMOPHU3Mb i reHoB. CEeKBEHHpPOBAHHWE HOBOTO
MOKOJICHHUS BKJIIOUAET B ce0sl CEKBe affic Bcero reaoma (whole genome sequencing,
WGS), cexkBeHUpOBaHME BCETO K3 (whole exome sequencing, WES) wu

CEeKBEHHPOBAHUE T€HOB, COOpaH B MYJIbTUT'€HHBIC [TAHEIIN.

METOJ IIOJJHOTEHOMHOTI'O C
IlomHOreHOMHOE CEKBEH
HYKJICOTHIHOW MOCJIEIOB
IlomHOK30MHOE CEK

(WGS) mo3BoisieT BBISBUTH BCE HW3MCHCHUS
CTH KOJUPYIOIIMX U HeKoxupyromux pernoHos JIHK.
(WES) no3Bonsietr uaeHTU(GpUIUPOBATh U3MEHEHHS BO

TEHOMHBIH pEruo
SBJIAETCS HAUOOJT
T€HOMHBIE HCC

, TO IIeJIeBO€ CEKBEHUPOBAHHE CJEIYIOIIEro IMOKOJIECHUS
anbHBIM. Be€ emé ocrtaroTcs akTyalbHBIMM aCCOLMATHBHBIC
(GWAS), koTtopble MO3BOJSIOT OLIEHUTHh BKJIAJ OIPOMHOIO
€OMITHBIX TTOTMMOP(HU3MOB B pa3BuTHE maTojoruu [ 14].

3apyOexHE 1, Takue kak The Oregon Sudden Unexpected Death Study (Oregon

U3Yy4ar0T JBKO sAlEpHyl0, HO M wmutoxoHapuansHyro JIHK. B xome »tmx

HCCNglOBagil  BBIICHUIIOCH, 4YTO MHTOXOHApuanbHas JIHK cBsi3ama ¢ puckom

KapAW@MUONATHH, CEPAEYHO-COCYAMCTON HENOCTAaTOYHOCTH, ApUTMHUHU, a TaKXKe
HOW cepaeuHoM cMepTH [2, 14].

JI CIYYAH—KOHTPOJIb: ONBIT 3APYBEKHBIX UCCJIEJOBAHUI
[Ip@, nccrenoBaHUsAX CIIy4ai—KOHTPOJb HCIOJIB3YETCS METOJ MOJUMEPA3HOW LEMHOMN
peakuuu. Tak, B WuCCIeOBaHMIX, MpoBoAMBIIMXCS B HoBoii 3emanauu, ObLIO
YCTAHOBJICHO, YTO TOMO3UTOTHBIE HOCUTENHN peakoro ayiens rs12143842 rena NOSIAP
MMEIOT IIOBBIIICHHBIM PUCK pa3BUTUSA BHE3allHOM cepAedyHord cMmepru. Emé nasa
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nosmmmopduzma rena NOSIAP 1rs3751284 u rs348624 BBIABICHBI KaK aCCOIIMUPOBAHHBIE
C BHE3aIHOM cepAieuHor cMepThio [43].

[Tono6uble ucciaenoBanus npoBoauiKch U B Kurae, rie Obuia BeISIBIIEHA aCCOLUAIINS €
ogHoro monuMopgusmMa toro xe resa NOSIAP c BHe3alHOW CepAeyHON CMepThb
rs12567209, Taxke Obla BeIgBIeHA accoruanys rs13184658, rs338625, rs1007658

KOTOPOT0 OBLIO U3YUYEHHE aCCOIHAIMU MTOJIUMOP()HU3MOB I€HOB, UMEIOLIUX O

KaJIbLIMEBBIM KaHajaM, C BHE3aIIHON U HE BHE3AITHOM CEPIEYHON CMEPTBIO, 300, UTO
Hocutenu reHotuna CC rs3814843 rena CALMI n nHocutenu amens G rs eHa
TRDN umerot OoJiee BBICOKUM PUCK BHE3AITHON CeplIeuHO cMepTH [45 0JIBILIOM
KUTAalCKOM HCCJIEAOBAHUM CIy4all—KOHTPOJIb HalieHa accolualus phuzma
rs10692285 rena RYR2 ¢ pucKOM BHE3AITHOM CMEPTH, IPOU3OLLIET 0 3BECTHOMN
npuyuHe [46]. e

[Momumopdusm 1511720524 rena SCN5A mokaszain accouuarg € i cepreuHo
CMEpPThI0 B HCCIIEIOBAaHUU CIIy4ali—KOHTPOJb B BeHrpum. C n reroruna CC

JAaHHOTO TMONMUMOP(HU3Ma JOCTOBEPHO Yallle BCTPCUAIOTESgpB WPYIIEC BHE3AMHON
CepACYHON CMEPTH IO CPAaBHEHUWIO C TPYMIIOH KOHTPO @ AHAJTN3E TIOJTPYII B
JaHHOM HMCCJICAOBAaHHMH BBIABJICHO, YTO acCcolMaliuA (8] gopthri3Ma Cc BHE3aITHOHU
CepIeYHON CMepThI0 Oosiee BBIpaXKEHA B TPyMIe OOJHHBR HIIIEMHYECKOW 00JIE3HBIO

cepana. OQHOHYKICOTUAHBIN momuMopdusm rs7521 ega CASQ2 acconuupoBaH ¢
BHE3AIHOM OCTAHOBKOM cepiua Ha (oHe HIleM JIE3HU Cepllla BCIEACTBUE
KEJIyJOUKOBBIX apuTMmuii [47, 48].

B uccnenpoBanuax Oregon SUDS BbIABIEHO, YTO HeI1 ayuiens r$10503929 rena

NRG1 Taxxe accCOIMUPOBAH C BHE3AITHOW cepfiteuHol cMEPTho. B npyrom nccnenoBannn
OBLTM M3Yy4YeHBbl MOJUMOPGU3MBI TPEX TeH GNB3, GNAQ, GNAS) B OTHOIICHUH
acCOLMALIMU C HKEIYJIOYKOBOW Taxwuap [Momumopduzm 157121 rena GNAS
ITOKa3aj CBOIO aCCOIIMAIIIO ¢ BHE3aftHO HOM cMmepThio [49, 50].

IIpu nmomo1y METOA0B CEKBEHUPOB VIOIIIETO MTOKOJICHUS BBISIBJICHBI M3MEHEHUS
B cTpykType JHK, KoTOpBIE CBsI3aHBI 3BUTHEM HACJICJICTBEHHBIX KaHAJIOMATHUH Kak
NpUYMHBI BHe3anmHOM cMmepTMay noimumopdusm  640A>G rena RYR2, a TaKxke

nosmmopdusmel 770C>G renagSV u 12430C>A rena RYR2 [51].

B xone uccnenoBanusi mpuuu % BarTHOW CMEpPTH Ha MEPBOM TOIY KU3HH METOAOM
CEKBEHHUPOBAHUS CIIEIYIO okoneHusi (NGS) BBIIBIEHO CEeMb MOJIEKYJISIPHO-
TCHETUYECKUX MapKEpOB, afHBIX C Pa3BUTUEM HO30JIOTHH: 6 U3 7 MOIUMOPPU3MOB
ObLTH omHcaHbl paHeSwo, siBiicH BHOBB (p.S341R rena ENJ). JIBa momumopduzma
OTHOCSITCSI K TaTOTCHHb paHee ONHMCAHHOW 3HAYMMOW accoUualel ¢ cepaedHo-

COCYIUCTHIMHU 3a0@cBY
YCJIOBHO MAaTOTCHITBR
W OJMH — K H [
Emé omma o K@) BBI

avmu (p.R83H rena KCNE3, p.S140F rena PKP2), Tpu — X
1636R rena VCL, p.S11996T rena TTN, p.T21743A rena TTN)
M (p.I11643L rena AKAPY) [52].

BUTh NPUYMHHBIE MYyTallUd BHE3AITHOW CEplIEeYHOM cMepTu
METOJ0M a mpoBeneHa B kinuHuke Maito (CIIIA). B uccienoBanue Obu1O
BKIIOYeHQ 14 8@ryyaeB BHe3amHOl cMEpPTH MO HEW3BECTHOM mnpuunHe U 117 reHos,
accory X C BHE3alHOM cepaeyHoW cmepthio. [l kaxnaoro ciaydass ObuIo
BoIsiBficHo @2 758+2016) HECHHOHUMUYHBIX 3aMeH. BoceMb yiabTpapelKnuX BapHuaHTOB
(D43 Ha TTN, 122160T rena TTN, 9928 9929insE rena TTN, T171M rena

, A1744S rena MYH7, A189T rena JPH2, S434Y rena VCL, H4552R rena
) OTCYTCTBYIOT B JIOCTYITHBIX 9K30MHBIX 0a3ax JaHHBIX. [[Be MyTaluu BBISBICHBI
ycnoBHo matoreHHsle (T171M-CACNAIC, 122160T-TTN). C mnomormibto
texdosnoruit NGS nHa cexBenatope lon Torrent Personal Genome Machine (Ion PGM,
CIIIA) Obu10 HccnenoBaHo 23 TeHa, CBSI3aHHBIX C HACJIEICTBEHHBIMH KaHATIOMATUSIMU, B
pe3yJIbTaTe Yero WACHTU(UIIMPOBAHO YETHIPE BEPOSTHO MATOTCHHBIX BapHaHTa B TEHAX
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KCNH2, ANK2, SCN5A v RYR2. B 0lHOM cily4yae BBISIBJIEHO JIBa BEPOSTHO MATOT€HHBIX
BapuaHTa B I'€HAX, CBA3aHHBIX C CHUHAPOMOM YyuiMHEHHOro uHtepBana QT (ANK2 u
SCN54) [53].

OmbIT MOJIEKYJSIPHO-TEHETUYECKON JUATHOCTUKH BHE3AIIHOM CEPIEY
CMEPTHU B Poccun

B Poccun HCCICAOBaHUS MOJCKYJIPHO-TCHETUYCCKUX IIPCAIIOCHIIOK BHCSE

cepevHoi cMmepTH mpoBomwiuch B HoBocmOupcke. ['pynma BHe3amHOM e

cMmepTH ObiIa chopmupoBana B nepuoxa ¢ 1999 mo 2014 rox. Ayroncuiin aTcpual
ObUT HaOpaH y BHE3alHO YMEPIIUX BHE Je4eOHO-MPOPUIAKTUYECKU CHUI
xurenerd  OkraOpbckoro  paifona  HoBocuOupcka,  monaBeprimc neOHo-
MEIUIIMHCKOMY UCCIIEJOBAaHHIO, KOTOPOE OBLTO TIPOBEACHO 10 CTaHIaP&HO OTOKOITY

Ha ©Oaze ['ocymapcTBeHHOro  OHOJKETHOrO  yupexJeHus [ 31p@BOOXpaHEHUS
HoBocubupckoii obnactu «HoBocubupckoe o0iacTHOE KU C 0 cynebHo-
MEIUIMHCKON 3KcepTu3b». CpeTHUI BO3pacT JIMILI, BKIIOUEHRHIX YIIy BHE3AITHON
cepaeuHoi cmeptH, coctaBui 53,2+8,7 roga [54].
I'enomnyro /JIHK Bwigensiam U3 TKaHM MUOKapaa U Be 1 RPOBHM MeTOoAOM (peHoI-
xsopoopmuoii  skcrpakuuu. Iloaumopduszmbr
rs11720524, rs7737692 u rs7521023 TecTupoBanu ¢ 1o
peakiMy B pexHuMe pearbHOro BpeMeHu. MHcepuno OHHBIE TIOTUMOP(UIMBI
rs10692285 u rs3917 renoTunupoBaiyu ¢ NOMOUIb a3HOI LIETHOM peakluu ¢
(braHKUPYIOLMMHU npaiimepamu c nocJie UM 3JIeKTpohope3oM B
MOJIMaKpWIaMuAHOM rene. [Ipu cpaBHeHun 4dacto unoB rs7121 B ucciaenyembix
rpynnax HoBocuOupcka oOHapyxeHO yBe Hocureneil renoruna CC B
Ipylnrne ¢ BHE3aIHOW CEpJEYHON CMEpTHg
JNOBEpUTENIbHBIM  uHTEpBai, U,
rs10692285 cHuxkaer, a T'€HOTHII] — TMOBBIIIAET BEPOSITHOCTH PA3BUTHUS
BHE3ammHou cepaeunoi cmeptu (O ) o)1 0,4-0,9; p=0,014 u OI 1,5; 95% AN
1,1-2,2; p=0,020 cOOTBETCTBEHHO). QJIC MCCIICAOBAHNS BBISBIICHO, UTO C BHE3AITHOU
CEpIICYHON CMEPTHIO accoluuPpOBanbl mojWiMopdusmsel 187121 rera GNAS, rs10692285
rera RYR2 wu 1s3917 rena C@LIA2, a momumopdm3mer 1s10503929, rs6730157,
rs11720524, rs7737692 u rs @ HE BHOCST CYUIECTBEHHOI'O BKJIaJa B pa3BUTHE
BHE3AITHOM CEPICUYHON CMENIH ¥ uH HoBocubupcka [54].

ggxoropt HAPIEE nu MONICA B pamkax ucciaenoBaHus
PKICHO, YTO OJHOHYKJICOTHIHBIC MOIUMOP(PHU3MBI

MOJIMMEPA3HON LEMHOU

B COOCTBEHHOM IIOJIHOTEHOMHOM aCCOLIMAaTHBHOM
CCOLIMAIMIO C BHE3amHOM cepledyHoil cmepthio. Haiinena
ficoruaHoro  momumopdmsma  rs6582147 ¢ TonmmuHOU
DPOJIKY B IPYIIIE BHE3AMHOU cepieuHOoi cMepTH, 152136810 —

HCCIIeIOBAaHHH,
acconuanus

MEXOIKEITy 10U
C MHJEKCOM M
rpyIe BHE3aMHOU cepieuHoi cmeptu [S55].

3AKN

TaxuMyoOpaBoM, COBpEMEHHBIE METObI TUCTOJIOIMYECKOT0 M T'€HETUYECKOT0 aHalln3a
T CKPBITbIE NTATOJOTUYECKUE NPOLIECCH U TEHETUYECKUE MYTalllH, JICKALUE B
¢ CepJIeuHbIX HapyLICHH, He 0OHAPY>KUBAEMBIX IIPU MAKPOCKOIIMUYECKON OICHKE.
Kepbl BHE3AIHOM CepAeYyHOW CMEPTH IOMOTYT B pa3pabOTKe aJrOPUTMOB OLIEHKU
pERPACTIOT0KEHHOCTH K BHE3AIMHOM CepICYHON CMEPTH M METUIIMHCKOM Mpo(UIaKTHKE.
WMuTerpanuss  NEpPEYHCICHHBIX B CTaTbe  METOJOB  HCCICNOBAaHUS  MOXKET
YCOBEPILICHCTBOBATh JAMArHOCTUKY U KJIACCH(PHKALMIO CIy4yaeB ayTOINCHUSA-HETaTHBHOM
CEPIEYHON CMEPTH, YTO BaKHO VISl MX IOHUMAHUS U NIPEAOTBPALLCHUS.
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Tadauna 1. TepmuHomOTHS, TPUMEHIEMas B MyOIHKAIIAAX B KOHTEKCTE BHE3AITHOW CMEpPTH U
BHE3aIHOW CEepJIEYHON CMEpPTH

Table 1. Terminology used in publications in the context of sudden death and sudden cardiac dea,
Tepmun OnpeneseHue

JleTambHBIM WCXOJ, BO3HUKIIHN B TEUECH

1 gaca IIpU CBUACTCIIAX C MOMCHTA ITOSB

TIEPBBIX KIMHAYECKUX IPU3HAKOB g 3710 &
JIIOJIeV 1 HE CBSI3aHHBIN ¢ TpaBMQU ; C6
BuesanHas cMepTh N
CBUJIETENIEH HE OLLIO, TO B TEUE 24 B
IOCJIe TOTO, KaK YelIOBEKa B JIe pa3
o

BUJICJIH KUBBIM. [[prduHbI B CMEpTH
HeKapIuajgbHbIe [7]

BreszanHoe npekpa pACHYHOMN
JIeATENbHOCTH $ eMOTHHAMHYECKUM
KOJIJIATcoM, OHBXO0 OOBIYHO
BCIIEICTBUE  YC 1505) JKEITYJOYKOBOU
apurmuu. Mo CUTh  OOpaTHMBIH
Xapaktep Hp PEMEHHOM OKa3aHUU

Bue3anHas ocraHOBKa cepaua MM
KpPOBOOOpAaILeHUS

IIOCIIC I1Q4 OCTPBIX CHUMIITOMOB IIpU
CBHUICTEJLA TedeHrue 24 4YacoB IIOCIIC

0K IEHHOC (mpuobpeTéHHOE),
Breszannas cepacyHas CMEPTh CHIIUAJIBHO OITIaCHOC JJIsL KHU3HU

BaHHUEC MHUOKAp/a, WIM MPU BCKPBITUH
apy’keHo 3a0ojieBaHWE cepialla WIN

BHE3aITHOW CMEPTH, WIM TPU BCKPHITUU HE
BBISIBJIGHO JIPYTHX BHECEPACUYHBIX IPUYUH
CMEPTH U MPEATIONaraeTcs, 9T0 CMEPTh MOTJIa
OBITh BhI3BaHA apuTMueii [6, 9]

HeoOwsacaumas BHEC3aItHasa CMCPTh,

HACTYIHBIIAS, KaK IPABUIIO, BO CHE, Y JHOJICH
crapiie 1 romaa JKU3HH.
Buesannas Heo6LﬂcKe p )|

[TaTonmoroanaToMuyeckue u
TOKCHKOJIOTHYECKUE HAXOJKH OTCYTCTBYIOT U
HE 00BACHSIOT IPUINHY cMepTH [4, 6, 9]

Heo0bsacaumas BHE3aIHast CMepTbh,
Buezannas as CMepTh B HACTyNUWBINas y Jrojaed wmmamme 1 roxaa
MJIaICHIECT dden unexplained death JKU3HH. [TaTonoroanaroMuIecKue u
in infancy, S TOKCHUKOJIOTUYECKHE HAXOJKHA OTCYTCTBYIOT U
He 00BSICHAIOT IPUUUHY CMEpPTH [5, 9]

HeoOwsacaumas BHEC3aI1Hasa CMCPTh,

HACTYIIMBIIAs], KaK IPAaBHJIO, BO CHE, Y JIFOACH
crapiie 1 romaa JKU3HU.
ITaTonmoroanaToMHYECKHE u

BHE3AITHOM  apUTMHUYECKOH TOKCHKOJIOTHYECKHE HAXOAKH: CepAle He
epTu (cuHOHMM: ayTOICUHHO- UMEET  CTPYKTypHOH  MAaTOJIOTHH  TIPU
WiaTeabHasi CMEPTh MaKpOCKOIIUYECKOM U  THUCTOJIOTUYECKOM
WCCIICZIOBAaHUN, BHECEPJEYHbIE  NPUYUHBI
uckiroueHel.  Kak  mpaBwmio,  mpHuYMHA
JETANBHOTO  HUCXO0Ja —  HACICACTBEHHBIC
kaHajonatuu [9, 10]
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Heoxunnannas, HeTpaBMaThdeckas CMepTh
BHe3anHass HeoOBsICHUMasi CMEpTh TpHU YenoBeKa c STHJIETICUEH.
snunencun (sudden unexplained death in [TaTonoroanaTomMuyeckue

epilepsy, SUDEP) TOKCUKOJIOTHYECKUE HAXOJIKH OTCYTCTBYIO
HE 00BACHIIOT NpuuuHy cMeptH [11, 12]

Tabmuua 2. OCHOBHBIE INaTOJIOTMYECKUE COCTOSIHUSA, CBA3aHHLIE C BHE3AIHOKY CEPHC
CMEpPTHIO, B 3aBICHMOCTH OT BO3pacTa MarueHTa

Table 2. Main pathologic conditions associated with sudden cardiac death, depen on tHgyage
of the patient
Bo3pacrTHasn
ITaTosornueckne coCTOSTHAS
rpynmna
) <
OT posxaeHus 10 BpoxnéHHble CTPYKTYpHBIE aHOMAaIHU CE ep, Terpana
13 ner ®damno
l'uneptpoduyeckas KapAUOMUOTIATES, 7 apABMOTCHHAs  AUCIIA3US
Ot 14 o 34 ner [IPaBOro  KEIyJO4YKa,  CHHIPOM onb@-1lapkuHcona—Y aiita,
MHOKapIUThl, KAHAJIOTIATHH, CHHAPO apPana
Crapmie 35 net KoponapHsie 60J1€3HH cep/ia

Tadoauma 3. Yacrota SADS B cTpyKType BHE3aImHOU

cpl
aBTOpOB [14] %

Table 3. Frequency of SADS in the structure of sudden cardi@€ death according to different authors

O CMEPTU 110 JaHHBIM PAa3HBIX

[14]
ABTOp AyToncHiiHO-HEraTUBHAS CMEPTh, %o

Sheppard [15] 23

Marijon u coaBr. [16] 36

Harmon u coasr. [17] 25

Finocchiaro u coabr. [18] 42 (28-56)

Emery u coasr. [19] 31

B cpennem 314
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