~~ BHe3anHasi cepaeyHas cMepTb -

™ : HeoXunagaemasi CMepTb OT cepeYHbIX NPUYMH, NpousoLlellas B
) =l TEeYEeHWe 0HOro Yyaca oT NosIBNeHNss CUMNTOMOB Y NaLUueHTa ¢
N3BECTHbIM 3aboneBaHneM cepaua unm 6es Hero.

' OCHOBHbIE NPUYUHBbI:

- UBC (80 %),

- aopTanbHbI CTEHO3,

- KapanomumonaTtuu,

- CUHOPOM yannHEHHOro nHtepsana QT,

- apUTMOreHHasi gucnnasusi NpPaBoro Xenyaouka,

- HacneacTBeHHaa KaTexonamMmHeprmyeckasi nonmmopdHas
XenyaoodkoBaga Taxmkapaua,
- cuHgpom bpyraga...

BHe3anHaa cepae4yHasn cmepTb (bopma UBC) —

OCTaHOBKa cepaua, Hanbonee BepoaTHO 00ycnoBneHHas
dunbpunnaumnen xenygoyukoB U He CBSA3aHHAs C HaNMMYMEM
NPU3HaKOB, NO3BONAKLLNX NocTaBnTb apyron (kpome NBC)
anarHos.



PacnpocTpaHeHHOCTb BHe3anHou cepae4yHoun
cMepTHU

¥ B Poccun exxerogHo ot BCC ymupatoT npyumepHo
200000 yernoBek (pac4eTHble JaHHbIE)

¥ CpegHui BospacT »eptB BCC npumepHo 60 net
¥ Tonbko 5-6% nayneHTOB BbhkUBaloT nocrie BCC



v Moutn 50% BCex ymepuiux ot UH(papKTa Mmmokapaa
YMMPAKOT B NepBbIX Yac OT Ha4yana 3aboneBaHus
UMEHHO OT BHe3anHoun cepae4vyHon cMepTu

v OKa3biBasi HEOTNOXHYHO MOMOLUb O0NbHbLIM
OCTPbIM UH(pAPKTOM MUOKapAa; crneayet NOMHUTb O
TOM, YTO YeM MEeHbLUe BPeMEeHMU NpoLUsio OoT Havyana
3aboneBaHus, TeM OOnbLUe BEPOATHOCTb Pa3BUTUSA
donopunnaunm meny.qoqﬁqa ;L
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NMpUyYUnHBLI
BHEe3anHou cepae4yHon CMepTH

20%

Apyrue
NMPUYUHLI

80%

Y 85 % naumeHTtoB ¢ IBC cTeHo3bI
KOpOHapHbIX apTepun 6onee 75 % un

MHOIOCOCYANCTOE NMOpaXeHne KOPOHAPHOTo
pycna

MexaHun3mbl
BHe3anHou cepaevyHon cMepTH

15%

Acuctonusa
W 3NeKTpo-
MexaHun4yeckas
Auccounauus

PdPubpunnauma
XernyaovkoB

85%



Cuvnpgpom bpyraga (P. Brugada v J. Brugada B 1992 r.)

03K npuaHakamum 6nokaags! M1 .
[nca c aneBaunen To4ku J u
cermeHTa ST B npaBbIX
npexkopananbHbIX OTBEAEHUAX U
NPOSIBNAKOLLNNCA
peungmBmpyroLLNMU
CUHKOMNarbHbIMW COCTOSAHUAMM, a
Takke cnyyvasmum BCC;

[YaLe y nuu Myxckoro rnona B
Bo3pacte 30—40 ner.

[13aboneBaHne HacnegyeTcs no
ayTOCOMHO-AOMUHAHTHOMY TUNY.

OOKTI - HeycTon4ymBbIN NAapOKCU3M
(BblgeneH pamMmkom) NosIMMOPGHOM
XT (UCC=160-180 ya./mMuH.).

[(Ctpenkamu B otBeaeHum V1
yKasaHa aneBauusi TOMKn J B

COKpaLLEeHNAX CYHYCOBOIro puUTMa).
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BHe3anHaA cepaevyHasa cMepTb

Cyb6cTpar TpurrepHbin chakTop
AHaTOMUYECKME UK ANEKTPUYECKME Nwemna mnmokapga (CyLLeCcTBEHHO
HapyLwleHus, obycnosneHHble BC pexe — HapyLLIEeHUs UHHepBaL M
(3HaUNTENBLHO pexe — apyrnmu cepaua, paccTponcrtea metabonuama
3aborneBaHUS MU NN aHOMaNUSMK MUokapaa...)
cepnuia) ,
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Ctaguu passutusa omdpunnaumm xenyaoyvkoB

e 4
—01c

TpeneTaHue Xenyao4yKoOB (BbiCokue
PUTMNYHbIE BOJIHbI O,EI,I/IHaKOBOﬁ aMI'IJ'II/ITy,EI,bI) prnHOBO.nHOBaﬂ

nopunnauus
CypopoxHaa ctagua (BbiCokMe HeperynspHble (oD H
BOJIHbI pa3HON amMnnnTyabl) KenyAoHKkos
MepuaHue xenyao4ykoB (HM3KMe XaoTUYHbIE
BOJIHbI pasHON amnnnTyabl) MenkoBonHoBas
ATOHMYecKas cTaaus (oveHb HU3KMe thmbpunnaums
3aTyxaloLme no amnnuTyae BoMHbl, nepexogsawme | MKeJyAo4KOB
B aCUCTONUIO)




da3bl BHe3anHon cepae4yHou cMmepTu
npu dondpmunnaumnm XxXenyagovykoBs
(TpexdgasHan BpemeHHasa mogenb BCC)

1 AneKkTpuyeckKasn MNMepBble 4 MUHYTBLI hnbpunnaunn
Xenyao4vkoB

2 LinpkynsatopHas Mexay 4 u 10 MMHYTamMu OCTaHOBKM
KpoBooOpaLieHus

3 MeTabonunyeckasn Nocne 10 MUHYT OCTaHOBKMU
KpoBOoOOpaLweHuns

MW\J\AN\WW\AWMMN\M



OcyuwecTBrieHMe 6a3oBOU cepaedHO-fIero4HOU peaHumayum
(3akpbITbIN Maccax cepaua, UBJ, BBeaeHne aapeHanuHa) npu
BHe3arnHou cepaevyHon cmepty o NnpubbITUS-cneLquanucToB
(AexypHbIn peaHnMaTorsor, bpuraga CKOpou nNOMoLLun) —
npodreccrnoHanbHaa 06a3aHHOCTbL MOOOro MeaANLMHCKOro paboTHMKa
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TunnyHble OWKMOKM NpM NPOBeAeHNN cepaeYHO-JIero4yHOW peaHuMaLuunum:

3apepxkKka BpeMeHM HavyanaipoBeneHusa cepaeyHO-neroyHon peaHmmawmm,
norepsi BpeMeHu Ha Nnobble-AnarHocTNYeckme, OpraHm3auuoHHbIe U nevyebHble

npoueaypbl.

HenpaBunbHasa TeXxHUKa NpoBedeHUsI HEMPAMOro Maccaxa cepaua, vyauie Bcero
He4OCTaToO4YHasA YacToTta UM rnyonHa KoMnpeccun Unu RepepbIBbl MeXay HUMHU
oonee 10 c.

HenpaBunbHasa TexHuka nposeaeHusa UBJI.

No3aHee Hayano.BBeOeHNs agpeHariMHa unmu UHTepBanbl MeXAy UHBbEKLUAMHU
oonee 5 MuH.

3agepxKa npoBeaeHus anekTpnyeckoun aecpnopunnaumm, ucnosib3oBaHme
He4OCTaTOMHOM SHepruu, nposeaeHue aepudbpunnauum cpasy nocrne
BBeAleHNS1 neKapcTB 6e3 npeaBapuUTenbHbIX (B TEYEeHUE 2 MUH.) KOMAPECcCUmn
rpyAaHou knetkm v UBJI.

MNpexaespeMeHHoe npeKpalleHne peaHMMauun.

L‘AA/V\L\JW\J\/\/V\WMW\WWMWW/\M



C yyeToM pa3BuUTUA NoaaBnsaoLero 6onbLWUHCTBA CrlyyaeB
BCC Ha porocnutanbHOM 3Tane OCHOBHbLIE YCUITUSA OAONXHbI
ObITb HanpaBJieHbl Ha

npogusiakmuky eHe3arnHou cepode4yHoU cMmepmu



[Mpn3Hakn o4yeHb BbICOKOIo pucka pa3sutus Px:

1./ Hanu4ne anu3onoB/'0cTaHOBKN KPOBOOOpaLLieHUs
WM CUHKONanbHbIX COCTOSAHUN, CBA3aHHbIX C
TaxuapuTMmsiMu B aHaMHe3e.

2. BHeszanHas ceppe4yHasi CMepTb B CEMENHOM
| @aHaMHe3e; ‘

3. || ®pakums BbIOpoca nesoro xenynouka meHee 30-40%.

Taxukapaus B nokoe.

5/ 'Huskan BapnabenbHOCTL /cepaedHoro purMa 'y nnd,
nepeHecLnX H(apkT MMOKapaa.

6./ |Hahuumne no3gHuX ¥enyQodKkoBbiX NOTEHUNANOB Y
nvL, nepeHeclLMX MHdapPKT MUOKapAa.



NMpodmnakTnka BHe3anHOM cepaevyHOU CMepTHn
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B 70-e roabl rpynna amepuMKaHCKUX uccriegoBarernien noa pykosoactsom Mieczystaw
Mirowski BnepBble noka3ana B 3KCNepuMeHTe BO3MOXXHOCTb YCMeLwHON BHYTpUcepae4yHomn
AedubpunnaLMM ¢ NOMOLWbIO ABYX 31EKTPOAOB, OAUH U3 KOTOPbIX ObIN BBeAEH
TPaHCBEHO3HO B BEPXHIOKO MOSy0 BEHY, a Apyron (pMKCUpoBaH K anMKapauanbHOW
ng'BerH_ocw‘ BEpXYLUIKK cepAula. HepBgﬂ UMNnaHTauus aBToMaTu4Yeckoro ﬂe¢u6punnﬂ'ﬁopa
B'KnuHUKe Gbina-BhinonHeHa aTuMu ucenegosatenamu s 1980 ., /| || {
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MecTto pacnonoxeHus AbgomuHanbHoe | lNekTopanbHoe

MecTo BbINnONMHeHUA OnepauunoHHas Na6bopartopusa 3PU
MMnNJIaHTauum

OnutenbHOCTb MMNNaHTauum | 2-4 yaca 1,5-2 yaca
Konko-gHu 14-24 pHA 2-5 pHen
MepuonepaunoHHasn Bonee 9% MeHee 1%

NeTanbHOCTb




Noka3aHusa Kk umnnaHtTaumu KB

(emopuyHas npogussaKmuka):

y 60.l1beIM nepeHecwnx XX vnu CTOVIKyI-O XT; He cBA3aHHbLIX-C
oopaTUMbIMU NPUYUHAMM;

Mpwn OTCYTCTBUU adpdekTa unu HenepeHOCMMOCTHU
MeAUKaMEHTO3HON Tepanuu, | noaoopaHHoM, nog KoOHTponem O®WU
nmbo xonTepoBckoro moHutopmposaHua IKI;

Y ,GONALHBLIM C OOMOPOKaMMU, NPUUYMHA KOTOPLIX He yCTaHOBMEHa,
korga npu. 9PU MHayumnpyetcsi ctoukas XT unun @X. |

Mpw’ |\ HEBO3MOXHOCTU  BLINOMHEHMUS| /| NGO /| HeadhtheKTMBHOCTH
KaTeTepHON NNU XMPYypruvyeckon adbnsumm. '



UMmnnaHTaumsa kapanoBepTepa-gedubpunnaropa
He NoKa3aHa:

Y 6onbHbIM co cToukon KT _wunu ®X, ob6ycrnoBneHHON OCTPOU ULeMUen nnu
ocTpbiMm UM, a Takxke BcrieacTBue Ap. OCTPbIX COCTOSAHUM ;

Y 605AbHbIM C FOBTOPHLIMN OOMOPOKaMU-HEYCTaHOBNEHHON NPUYMNHDI, Y
KOTOPbIX MHAYLUMPOBATb CTOUKYHO XKefnyao4YKOBYI TaXMKapAuio HEBO3MOXHO;

Y 6onbHbLIM ¢ cuHapomom Bonbdha — lNapkuHcoHa — Yanra;

Y 6onbHbLIM ¢ Henpekpawarwwmumucs XXKTwn q)u6punn;iuuel7| Kenyao4vKkoB,

KoTopbie pedpakTepHbl K MeankameHTo3Houn Tepanumu v AKC.
Takue BUAbl TaXUapuTMmmumn O6bl'-IHO BbI3bIBAOT MHOITOKpPaATHbIE pa3psaAabl
UMISTaHTUPOBAHHOTO .qedepunnﬂTopa KOoTopble, CONpOBOXAAACH p,ucxomcbopTom
Ans 60NbHOro, He'CNOCOOHbI CTOMKO KYNUPOBaThb'‘apUuTMUIO;

Y GOnbHbLIM C TAXeNbiIMU COMaTU4YeCKMMU 3aboneBaHuUAMU, Npegnoraraemas
NPOAOIXUTESNIbHOCTb XXU3HU KOTOPbLIX orpaHn4yeHa 6—12 mec., a Takxe
CTpagaroLWmM NCUXUYECKUMUN pacCTPOUCTBaAMMU.



MeaukameHTO3Haa npocmnakTuka BHe3anHou cmeptn y 6onbHbix UBC:

BeTa-agpeHoOnokaTopbl
J\/ﬁnﬁr&?}cﬂkwmae yacToTy BBCnoc eW /._M
Buconpornon cHukaeT . M&CH a 44-46% , W
@'Hbl
ATopBa




KoppapoH
EMIAT KOPAAPOH

Y 6onbHbIX MTUKC ¢ PB 40% 1 meHee Ha 35% cHwxan 4yacToTy apu’fmou

CMepTwm. = =B >
CAMIAT ~ - Yt S ’5-:‘— "3

Y 6onbHbLIX ¢ [TMKC u xenyaoukoBbLIMM apUTMUAMM YacToTa apUTMUYECKON cmepTw
Obina Ha 38% Huxe, ~

GESICA, |
Mpwn XCH l1-IV cHnxeHUe prcka cepTu Ha 28%, a y ¥eHLUH |- Ha 48%,

Yy 6oan|;|x C HECTOMKOM Xenyao4yKkoBoU Taxukapanen (CHmxKeHmMe CMepTHOCTU Ha
34%) mrnpun XCH Il ®K (cHumxeHune cmeptHocTU. Ha 41%). |



KoppapoH
CHF-STAT

v7
KopaapoH noaaBnsn xenyao4ykoBbie apuTMUKM 1 ynyywan yHKLAT neBoro6
Kenyaouka no cpaBHeHUto ¢ placebo, HO He yny4LINN BbKWBAaEMOCIL O ;"

CpaBHEHUIO C placebo .y -ﬂ‘\}

CASCADE

CBOGOAHLIMU. OT-BHE3aMHOU CMEPTU U apUTMUYECKNX COObITMN ObINn,53% |
GOonbHbIX, fle4eHHbIX amuoaapoHoMm, U 40% OGOnbHbIX, nonyanumx apyrue
aHTUAPUTMUKHN

CASH

KOPAAPOH

IleueHue BCC, (%) | CmepTHOCTL (%) |,YacToTa XK3 | Peungmuebl XT (%)

KO 0 " 14,3 36
KopaapoH 8,8 14,7 ! 12
MeTonponon 11,4 14,3 1 12

MNMponaceHoH 11,4 20 ! 28




KopaapoH

|

KOPAAPOH

: t
3a3 roga HabnAeHNA CMEePTHOCTb COCTaBMna 25% B rpynne 60nb|-|b|x c I/IK,EI n
30% B_rpynne 60AbHbIX; NeYeHHbIX: KopAapoHom-' | N AAAN

Kop.qapoH CHWXaeT CMepTHOCTb y Tpex kaTteropmm 60nbHbIX (nepeHecu.mx

| NHbapKT Mwoxapp,a c ,quccpyHKu,wew neBsoro )Keny,qoqka " nepeHecu.l‘Mx OCTaHOBKy

cep,qua C/ BbICOKVIM pVICKOM BHe3a|'IHOM CMepTVI)

Mpy anutensHow Tepanuu Kop.qaponom 061as CMepTHOCTb chbKaeTca B cpegHeM

/|Ha 19%, cepp,eql-laﬂ cmep'n-loc-rb Ha 23%'\ u BHe3anHas cmepTHoch - Ha 30% .

Yy 6OJ1beIX nepeHecmux I/IM a TaKke y 6OJ1beIX XCH kopAapoH CHUXaeT 06u.|,y|o
CMepTHOCTb B cpep,HeM Ha 13%, a puck apMTMqucxow / BHe3aI'IHOVI cmepm — Ha

'

Kopp,apOH siBNseTcs 3cbd)eKTV|BHb|M cpep,CTBOM npocbVInaKTVIKI/I BHE3aMHOW
(apuTMHUYeckon) cmepTH y 60NbHbIX, NepeHecluMX UHPAPKT MUOKapaa Unm
CTpagalrLlmMX cepaevyHOM HeAOCTaTOYHOCTLIO, a TaKXke Y GONbHbIX,

peaHMMUNPOBAHHbLIX NMOCIie OCTaHOBKU cepaLla



