YrpoxKatouwue XU3HU HapyweHna putma
cepALa 1 BHE3anHaa cepaeyHan cCMepTb:
cTpaTUPUKaLMA PUCKA, NEPBUYHAA U
BTOPUYHAA NPOPUNAKTUKA



2NMAEeMUONOTUA
BHE3anHOU cepaevyHOU CMepTH

3a nepunoa ¢ 1990 no 2015 cepaeyHoO-cocyanCTaa CMepPTHOCTb
3HAYUTEIbHO CHMU3MNACL B CTPaHax ¢ BbiIcCOKMm BBI1 6raropaps
NPUMEHEHUIO NPOorpamm NpoduUNaKkTUKMN. BmecTe ¢ Tem, No npuunHe
BCK exkerogHo B mupe ymmpatot 17 mMuninoHoB ntogen, npnyem 25% ums
HUX BCeACcTBMe BHEe3anHoW cepaedvHon cmepTtun (BCC).

Puck BCC BbilLe Y MY>KYMH, YEM Y KEHLIMH, M BO3PACTaeT C BO3PACTOM
BBMAY bonbluen pacnpoctpaHeHHocTn MBC B cTapLumx BO3pacTHbIX
rpynnax

CooTtBeTcTBeHHO, BCC BcTpeyaeTtca c yactotom ot 1.40 Har 100 000
naumnenTo-net [95% confidence interval (Cl) 0.95, 1.98] y *eHLWWH A0
6.68 Ha 100 000 nauneHTo-net (95% Cl 6.24, 7.14) y myunH. BCCy
MosioablX ntoaen Habnpaetca c Yactoton 0.46—3.7 cobbiTniM Ha
100000 nauneHTO-NneT



TepmuHbIl, onpeageneHuUn

BHe3anHaa cmepTb

BHe3anHaA cepaeyvHasn
CMepTb

He cBsfi3aHHOEe c TpaBMOW, BHe3anHoe paTtasibHoe
cobbiTMe BO3HMKLIEE B TeyeHne 1 yaca oT
NoABNEHUA CUMNTOMOB Y OTHOCUTE/IbHO 340P0BbIX
noaen.

Ecnan cmepTb HACTynuAa B OTCYTCTBUM CBUAETENEN,
cyb6beKT aonKeH 6bin 6bITb 340P0B B
npeaLwecTeytowme cobbiTUo 24 yaca

TepMWH NCNONb3YyeTcA B C/Iy4asX:

e BporkaeHHOe nam npuobpeTteHHoe
noTeHuManbHO ¢paTanbHOE COCTOSAHME
(3abonesaHme) 66110 Y NaUmMeHTa paHee. Unu:

e [laHHble ayTOMNCUM BbIABNAKOT aHOMANMUIO cepaL,a
NN COCYA0B KaK BO3MOXKHYO MPUYNHY CMEPTW;
Unun:

e He BblIABNEHO NPU NOCMEPTHOM UCCNEA0BAHNM
Apyrux 3aboneBaHUn, U apUTMKUA ABNSETCA
BO3MOXHOW NPUYNHOM CMEPTU



Ctpatudukauma pucka BCC y nopen,
HEe UMeloLLUX 3aboneBaHnAa cepaua

* [MpumepHo 50% cnyuyaes BCC BO3HMKAET Yy NaLMEHTOB He
MMEBLUMX ANAarHOCTUPOBaHHOe 3aboneBaHme cepaua,
OHAKO y 60NbLUMHCTBA U3 HUX Bblna CKpbITanA
(beccumntomHasn) UBC

 CnepoBaTtenibHO, Hanbonee aPpPeKTUBHbLIN NOAX0., B
npodunnaktmke BCC B obLien nonynsaumm ocTaeTcs pacyer
NMHANBUAYANIbHOTO pUcKa pa3snutma NbC, ocHOBaHHOIo Ha
n3BecTHbIX Tabanuax (score charts), c nocneayowmm
KOHTpO/IEM Taknx GaKTOPOB PUCKA, KaK coaepKaHue B
Naa3me KPoBM XONeCcTepmHa, rNoKo3bl, onpeaeneHue
ypoBHA All, KypeHuna, N NHAEKCa Maccbl Tena.

* [MpumepHo 40% B BennumHe cHuKeHma yactotbl BCC
OTHOCUTCA K YMeHblUueHuto 3abonesaemoctn NBC.



9dPeKTUBHOCTb Nporpamm ckpuHmuHra BCC

* [lpUMeHeHne CKPUHUHra B 0bLLEN NONYyAALUUN He
noarsepanno nx aspbeKTMBHOCTM B npodunaktnke BCC

* bonee onpaBaaHO NpUMEHEHUE CKPUHUHIA nepea
COPEBHOBAHMUAMM Y aTNETOB, XOTA 3PPEKTUBHOCTb TAKMX
NPOrpamm TaKXe HeBbICOKas

* PekomeHayeTtca cKpUHUHT daKTopoB pucka BCC cpegm
POACTBEHHMKOB NEPBOU NMHUM BHE3AMHO YMEPLLUUX HOAEN
(neTtanbHbIM cOop aHamHe3a, IKI, IxoKl, monekynapHo-
reHeTUYeCcKoe nccaeaoBaHmA)



ITtuonoruyeckme gpakropol BCC

[‘eHeTn4Yeckas npegpacnosioXXeHHOCTb (B TOM
yucrne KaHanonaTtun)

CTpyKTypHbIE 3aboneBaHus cepaua (B 70%
cnyyvaes - IBC, a Takke Al', MmokapauThil,
KapauomuonaTtum n gp.)

CeppaeyHast HegoctaTo4dHocTb, PB <35%

BHeluHWe dpakTopbl (3NEKTPONUTHbIE
PacCTPOUCTBA, CTPECCHI, KYypeHne, ankoronb,
MHTEHCUBHbIE OH)



3a00J1eBaHUs, U COCTOSTHUSA
accouuupoBaHubie ¢ passutuem BCC

HNmemunuyeckue KMII
NBC (UM, nnocnie M)

OMO0JIMU B KOPOHAPHBIE apTEpUU
Heateporennsie nopaxenust KA (apTepuutsl,
JUCCEKIUH, aHOMAJIUH Pa3BUTHS)

Cna3M KOpOHapHBIX apTepU

Henmemuueckune KMII
I'KMII

JAKMII

AKMII

MuokapauTel

Capkouio3 cepana
TamnoHazna cepana

OcTpbi€ pa3pbIBbl MUOKap/1a
Jlnccekuuy aopThl

Kianmannsie mopoku cepiana
BIIC

Helipo-MpliieuHbie 00J1€3HU

CTpyKTYpHO HOPMAJIbLHOE Cep/le

Nnnonatuueckas @XK unu cuHapoM J-BOJTHBI
Cunapom bpyrana

CyuQT

Cungpom S-QT
CPVT
CIIBX

AB-010Ka1a BbICOKOM cTernenu ¢ 1dP

Cemeitnag BCC
Commotio cordis

HexapauaabHbie 00J1€3HI

TOJIA

HNHTpakpaHuaibHbIE TEMOPPATUH
Yr1omienus

COAC

Ilepeno3npoBka HAPKOTUKOB

OOCTpyKIUS JbIXaTEIbHBIX yTEH

CuHAPOM BHE3AIMHOW MJIAJEHYECKON CMEPTH

Jazayeri A.M. - Med Clin N Am 103 (2019) 913-930



Cnyyan BCC Bcneacteue cnasma KA Ha
¢doHe nokanbHoro crteHo3a NNMXKB
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G. Thiene, D. Corrado, C. Basso
Sudden Cardiac Death in the Young and Athletes. - Springer, 2016



*A/BCC: reHeTU4YeCKUIN PUCK, TPUTTEPbl, BO3PacCT
BO3HUKHOBEHUA, JOMUHUPYIOLLMIA NOA U TUN aPUTMUMN.
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®axTopsl pucka BCC

Bo3spacr

[Ton

Paca

YPpoBEHb AKTUBHOCTH

OxupeHue

ApTepuanbHas TUIEPTEH3US

HTT wiu caxapHbIii quadeT
[ToBBINIEHHBIN YPOBEHD XOJIECTEPHUHA
Kypenue

Anamues UbC

MM B anamHe3e

AHaMHE3 OCTAaHOBKH CEp/illa y MAIMEHTa WIN YICHOB CEMbH

Onu3zoabl KT B aHamuese

XCH - ymensmienne @Bk menee 40%
['unepTpodus JIEBOro Keaya0uKa

HapyliieHus BHYyTpUKETYITIOUKOBOU MPOBOAUMOCTH
CTpyKTypHOE TTOpaX)EHUE CEPALIA

Kananomnarun

Jazayeri A.M. - Med Clin N Am 103 (2019) 913-930



Crparerus Ipumep N3mepenus Cusia nporsosa

nporuno3a BCC

Pacuet oGmiero pucka OpeMUHTeEMCKas IKaja [Tporuo3s sBontouunu Bricokast Ha ypoBHE MOMYNISLINH,
0one3Hn HU3Kas — HA HHIUBUAYaJIbHOM
AHaromuueckuii CKpUHUHT  MHIeKe kopoHapHOro Kanbius lloareepxkaeHue BrIcokast — 11 MOATBEPKACHUS
Oone3Hu U nopaxxeHust KA cyOcTpara, HU3Kas 1715
KT-anruorpadus WH/JVBHIyaJIbHOTO IIPOTHO3a
Onpenenenue ®BipK, BU3yanu3anus, TsxecTs O0ne3HU Bricokas 1 MajibIX IpyIn
KJIMHUYECKOTO MPOpuIIs CTPECC-TECTHI BBICOKOTO PUCKa, MaJiasi — Ha

YPOBHE MOMYJISALINI

[Ipenukropsl npexomasmero buomapkepsl BocnaaeHus, [IporHo3 B OTHOLIEHUU Hesicnas ueHHOCTB MPOTrHO3a
pHUCKa TpomO03a HECTaOMJIBHBIX OJISIIEK

[TepcornpunmpoBaHHBIHI I'enetnueckue nccneqoBanusi, MHIAUBUyadIbHO HesicHo kIMHHUYECKOE 3HAUEHHE, B
IIPOTHO3 PUCKA ceMelHbIi poduiib pa3BUTUH

Myerburg RJ. - Cardiac arrest and sudden cardiac death. In: Zipes DP, et al. Braunwald’s Heart Disease, 11th edition.
Philadelphia: Elsevier; 2019



Buabl yrpoXxaroLmx XXU3Hn aputMmm

Taxuapurmumu:

IDKT (mapokcu3mebl
KEITYJOUYKOBOH TaXUKapJIUH)

OXK (pubdpunasams
€Ty JOYKOB)

ITapokcusmel 11T
I[TABT
CIIBX (WPW)
OII u TII

bpaguapurmuu:
CCCY (Taxmu-0paan)

AB-0n0kana 2-3 cT. C
npucrynamu MAC

bunonanbHasg 00JI€3Hb



CtpaTtudukauma pucka BHe3arnHou cCMepTu y
6onbHbIX ¢ 2KHP cepaua

Knaccudkauus b. Jlayna-M.Bonbda

- 0 — XKHP otcyTcTBYIOT

- 1 — penkas (ve 0onee 30 B yac) moHoTonHas K3
- 2 —yactag (6onee 30 B yac) moHoTommHas KO

- 3 — nmosmronHas K3

- 4A — mapusie K3

- 4b — «apooexkn» KT

- 5 —panasag KO tana R\T



Puck BCC y nayMeHTOoB C HapyLweHUAMKU pUTMa 1
nposogumocTu (no R. Fogoros, 2006)

Bbicokui

- Dnbpunnauma }KenyaouKkos

- enypoukoBasa TaxmKkapgms

- AB-610KaZa 3-CT. C HN3KOM YAaCTOTOW 3aMeLLatoLLLEero puTma

- CuHapom WPW c aHTeporpagHbim nposegeHnem no JABC
CpepaHuni

- enypouKoBasa sKTonua Ha GOHe CTPYKTYpHbIX 3abonesBaHnn cepaua
- AB-6510Kaga 2-1 cTeneHu

- AB-610Kaga c aAeKBAaTHOM YAacTOTOM 3aMeLlatoLLero puTma

- ®dnbpunnaumna npeacepann

Huskuni

- [lpepcepaHan skTonNUA

- enypouKkosaa akTonua 6e3 CTPYKTYPHOM NaToON0rMKn cepaLa
- CHNBT

- AB-6n10Kkapa 1-1 ctenenu



Ctpatudukauma pucka KHP
noT. burrep (1984 r.)

. JobpokavectBeHHble KA (K3 npoTteKatoLan
Ma/ZIOCMMMNTOMHO, 6e3 CTPYKTYPHOM NAaTO/I0TUN
cepAaua)

* [loTeHuManbHO 3n10Ka4ecTBeHHble KA (K3 y amy, ¢
OpPraHUYEeCKMM Nopar*KeHMem cepaLa)

e 3nokayectBeHHble KA (yctonumsbie KT, TH, O,
BHE3arnHasa apuTMmMYeckaa CMepTb)



Crtpatudoukauma pucka BCC

[MepeHeceHHas paHee OCTaHOBKA cepAeyHON AeaTeIbHOCTH
(netanbHoctb 30-50% B roa)

Mapokcuambl yctomumsom KT (netanbHocTb 30% B roa)
Mapokcuambl nonmmopdHom KT

Pubpunnnauma xKenyago04yKkos

Cucrtonunyeckasa ancodyHkuma J1XK ¢ PB<35%

[MlepeHeceHHbIN paHee MHPAPKT MMOKapAaa (neTtanbHocTb 5-9% B
roa)

CteHo3bl (NpokcnumanbHblie) JIKA >90% (netanbHocTtb 12-20% B roa)
KapanoreHHble cnHKonanbHble coctoaHmA (20% B roa)

CTeHO3bl KNanaHoOB TAXKE/NION CTENEHMU

AHamHe3 BCC y 611M3KMx poaCTBEHHUKOB

BbiparkeHHas runeptpodpuma J1K



PacnpegeneHue npvyvH npmBeLlnX K BHe3anHon cepaevyHou cMepTu
Nno AaHHbIM aMbynaTopHoro MmoHutTopupoBaHusa IKI

Arrhythmia leading to SCD

98

62%

13

I

VT-VF VF TdP Bradi

Pachén M, Almendral J Heart 2011;97:1619-1625
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[lpodmnaktrka BCC

* [lepBuUYHanA * BropuuHasa

- NPOBOAMUTCA Y NALMEHTOB - NpoBOAUTCA Y NnL,
nmetoLwmnx paktopbl pucka BCC nepeHecLIMX OCTaHOBKY cepAaLa
M B NONYAALUN B LLEIOM (neyeHne ocHOBHOTO
(MoanduKauma obpasa *KM3HU 3aboneBaHusa, BKAOYaA
n ®P, neyeHne 0OCHOBHOIO MeONKaMeHTbl,
3aboneBaHwus, peBacKynapusauma mmoKkapaa,
peBacKynapusauma mmoKkapaa, a TaKXe nmnaaHTaumA
a TaKXe umnnaHTauma KB/, KBA,CRT-D, PHA ncrtouyHunka
CRT-D, PYA) APUTMUUN, TPAHCNNAHTAUMA

cepAua, reHHaa Tepanua u T.4.



[ipodpmnnaktnka BCC y naymeHTtoB ¢ UBC

* Bosnencraue Ha PP n HemeaMKAMEHTO3HbIE METOAbI

* leyueHne OKC, MM c ncnonb3oBaHnem CoOBpeMeHHbIX
OPraHU3aLMOHHbIX aNATOPUTMOB N TEXHO/IOTUM
NHTEPBEHLUMOHHOW KapANOIOrUN N Kapanoxmpyprum

e leueHune XKC (ontumanbHas MT B coOTBETCTBUMU C
COBPEMEHHbIMN PeKoMeHaaumnAMN, peBackynapmsauma
MMOKapaa, umnnaHtauma yctpomcts — KB/, CRT, SKC)



dapMaKoTepanmsa KenyJ04KoBbIX apUTMUM

* Boibop AAIN 06ycnoBsieH COOTHOLLEHUEM
nonb3a/puUcK

[°,£I,0Ka3aTeanTBa nonb3bl AAl1 No AaHHbIM PKI/I]
eCcTb ToNbKo ana bAb

* 9PPEKTMBHOCTb ammMogapoHa no
npeaynpexaeHnto BCC noKkasaHa B
HECKONIbKUX NCCNeoBaHUAX, O4HAKO AaHHble
NPOTUBOPEYNBDI

* Acnonb3oBaHue AAIT conpAaXeHo ¢
NOTEHUMANbHbIM PUCKOM NOOOYHbIX 3ddeEKTOB



OcHOBHbIe NOoKa3aHMA K umnnaHtauuu UK

MNayneHTbl, nepeHecwne BCC, annzoabl yctonumsom KT
nnm @K

MauneHTbl nocne (Kak mMuHumym 40 aHen) MM ¢ HU3KOM
®B (<30-40%)

MauneHTbl Nnocne MM (He paHee yem yepes 40 aHeMn) ¢
T n @K 1 HM3Kom OB (<30-40%)

OKMT, ¢ PB <30-35% n ®K NYHA lI-1ll, Haxoaawmmmca
Ha ONTUMaNbHOMN MeAINKAMEHTO3HOMN TePaNuM

MaumenTbl ¢ TKMI (Bbicokni puck BCC), nnum c MAKT
n/mnun OXK

[MauMeHTbl C «KaHaAoNaTUSAMKUY, NepeHecLlne 3nNn3om,
BCC, u/unun ycroinumson KT, nam OXK



[Jednbpunnatopbl B MecTax obLecTBEHHOro 40CTyna

PekomeHayeTca pasmeuleHne aedmnbpunnatopos Ana obWECcTBEHHOro
MCMONb30BAaHMA B LWKONAAX, HA CMNOPTUBHbLIX CTaAMOHAX WU KPYMHbIX
CTaHUMAX, B noe3aax, Ha 6opty camoneTos. (| B)

PEKOMEHIAINN ESC ITO JIEUEHUIO ITAIIMEHTOB C XEJIVJOYKOBbIMU HAPYHIEHUAMU PUTMA
U TIPODUIIAKTUKE BHE3AITHOM CEPJIEYUHO CMEPTH 2015
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