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BHE3AINHAA CMEPTb ¥
MOJTIOObIX CIMMOPTCMEHOB

KOHKYpUpPYOLLMKA CNOPCTCMEH
y4YacTByeT B KOMMaHOHbIX U
nHamBMayanbHbIX
CNOPTUBHbLIX COCTA3aHUAX,
YTO TPEDYeET perynspHbIX
TPEHNPOBOK U COPEBHOBAHNU
C Opyrmmun atnetamu
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OEMOI'PAGNA

BHe3anHaqa cepaeyHaa cMepTb BO3HUKAET
Hanbonee 4acto BO BpeMs 6ackeTbonbHoro
nnn doytbonbHoOro mar4a

BOnbLUIMHCTBO CMEPTHBLIX CNy4Yaes
XapaKTepHO ASI MY>XXYUH

BOonbLWMHCTBO CMNOPTCMEHOB K MOMEHTY
CMEepPTU MMEET CPeadHNN LLIKOMbHLIN BO3pacT

Y 6onbLlINMHCTBA 3TUX CMOPTCMEHOB
OTCYTCTBOBanNu Kakne-nmbo cepaevHo-
COCYAUCTblE CUMIMTOMBbI




OEMOI'PAGNA

» Konnanc obbl4yHO cBA3aH C MHTEHCUBHOW
donanyeckon Harpy3Kkon n 0ObIYHO BO3HUKAET
OHEM UM paHHUM BeYepoMm

o CeppoedHo-cocyaucTtasi natonorns obbl4HO He
nogo3peBaeTcsa Yy 3TUX NoOEN Ha
NPOTSXKEHUN BCEWN XXN3HN U peaKo
BbIABNAETCH CKPUHUHIOBbIMW METOAAMW




KapauosackynspHbie npuymnHel BCC
Y MOJS10A4bIX CIOPTCMEHOB
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Maron et al, Cardiology Clinics 1996 ; 14 : 196




BHecepaeyHbie npunynHbl BCC
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Maron BJ et al, JAMA 1996 ; 276 : 199 - 203




ExxerogHasa gnHamuka BCC npu3bIBHUKOB
B NMePBLIN rog CryKobl
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Kark et al, NEJM 1987 ; 317 : 781 - 786




I Puck BHe3anHou cepaevyHou CMepTH I

y "MapadooHLeB”
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Maron et al , JACC 1996 ; 28 : 428 - 431




CpaBHeHME CNOPTUBHBLIX N HECMOPTUBHbIX
cobbiTni Bo Bpema BCC
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Atherosc HCM Anomal CA

Burke et al, Am Hrt Jnl 1991 ; 121 : 568-575




CnopTMBHbIE COCTA3aHUA BO
Bpemsa BCC

He cnopTcMeHsl

Maron BJ et al, JAMA 1996 ; 276 : 199 - 203




I [loyacoBoe pacnpegeneHue I

BHE3anHou cMepTun
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Maron BJ et al, JAMA 1996 : 276 : 199 - 203




PacoBoe BrnnaHue Ha npmnynHHocTb BCC
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Maron BJ et al, JAMA 1996 ; 276 : 199 - 203




YyacTtue B 30HarnbHbIX U pernMoHasribHbIX
CNOPTUBHbBIX COCTA3aHUsAX BO Bpemsi BCC
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Maron et al, NEJM , 1995 ; 333 : 337 - 381




Cardiovascular abnormalities
detected

Maron BJ et al, JAMA 1996 : 276 : 199 - 203




CeppaeyvHo-cocyaucTas naTosiorus

Maron BJ et al, JAMA 1996 ; 276 : 199 - 203




[Mneptpopunyeckaa KM

» Monogble crnopTcMeHbl, ymuparuime
BHe3anHo oT [ KMl obbIYHO nmetloT Bo3pacT
13 - 30 nert

CteHka JIXK 0ObIMHO acuMMEeTpuUYHa C
NCKaXXEHHOW KITETOYHOWN apXUTEKTOHUKOU U
aTUMUYHbIM NONOXEHNEM UHTPaMyparbHbIX
KOPOHAapHbIX apTepumn

o CMepTb 00bI4YHO nponcxoanTt 6e3 Kaknx-nmbo

I NpeaBeCTHUKOB I




[Mneptpopunyeckaa KM

MexaHn3mbl BHE3ANHOWU CMEpPTU
» Malignant ventricular arrhythmia

» BHesanHaga remogmHammnyeckas
HeCTabuUIIbHOCTb C YBENUYEHUNEM
obocTpykuun B BOJTX
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acrpocTpaHeHHOCTb CepPbLEe3HOU n
ymepeHHou ['T JIXX y nauneHToB ¢ BCC u
B KOHTPOJIbHOW rpynne BbPKUBLUMNX

= Sudden death
m Controls

Severe Mild
LVH LVH

I Spirito et al, JACC 1990 ; 15: 1521 - 1526 I




CumMmnToMHbIN cTaTtyc o BCC y
rocnmTtanbHou nonynauun 6osbHbIX ['KMIT

m Asympt

W Svr sympt

® Mld sympt

® Trans sympt
Syncope

Maron BJ et al, Circulation 1982; 65 :1118




CTeneHb akTUBHOCTU rocnmutanbHOU
nonynauun naumeHtoB ['KMI1 Bo Bpemsa BCC

i

Mild Exertion
m Mod-Svr Exertion
® Min or sedentary act

Maron BJ et al, Circulation 1982; 65 :1118




I BPOXXOEHHLIE AHOMATINA I

KOPOHAPHbLIX APTEPU

» Haunbonee yacto LMCA oTxoauT OoT npaBoro
CuHyca BanbcanbBbl

75 % nauymeHToB C 3TOU ManbdopMaLneEN
ymupaeT BHe3anHo Ao 20 net n cmepThb
NPONCXOAUT B TEYEHME UNN BCKOPE Mnocre

9HEpPrnyHon PmM3nyeckon HarpysKku

bonbLaga YacTb 3TUX NaLUEHTOB MOXET
NCMblTbIBAaTb CNHKOIMS UMK CTEHOKapAUKo




I BPOXXOEHHLIE AHOMATINA I

KOPOHAPHbLIX APTEPU

MexaHn3m BHe3anHou cMepTu

o OcTtpbin yron otxoxaeHnsa LMCA cosgaet
MeMOpaHO-Noao0bHOE CyXXeHMe KOPOHaPHOro
YCTbS

» C yBenunyeHnem YO BO BpeMaA pnsnyeckomn
Harpys3ku - BOCxoasilliasa aopTa pacLumpsieTcs
N UBMEHEHWE Yyrna OTXOXOEHUS ele bonee
cy>KaeT ycTbe KA

o LMCA Takxke MoXeT ObITb cAaBneHa BO
BpeMa pM3NYEeCKON Harpy3Kkn KOpHEM

I NEero4yHoro cTeona I




BPOXXOEHHLIE AHOMATINA
KOPOHAPHbLIX APTEPU

OPYTME BPOXXOEHHBLIE AHOMANUW

o [MNonnasunga y4acTkoB KOPOHAPHOIO
nepesa

o OTxoxaeHue NHA oT neroyHoro creona

» PaclienneHune ctBona KopoHapHOU
apTepun




I TYHHEJIbHbIE I

KOPOHAPHbBIE APTEPUI

o MwokapananbHble MOCTUKN UMW "TYHHENbHbIE
" KOpOHapHble apTepumn MoryT Bbi3biBaTb BCC

OHN BEPOATHO NMOABEPraloTCA KPUTUYECKOMN

CTEMNEHN CUCTONMNYECKOro NnepexaTtus,
3aKkaH4yuMBatoLleroca MmokapgmanbHou
NniemMmmen

[TpnbnuautensHo y 5 % >kepTB CNOPTUBHO -
noneBbIX cMepTen ObINN HANOEHb
"TYHHenNbHLIE" KOpOHapHble apTepumn
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HeaTepocknepoTnyeckoe CcyXeHue aptepun
aTPUOBEHTPUKYNSAPHOro y3rna u BHe3anHasi CMepTb

*p=0.02, ** p=0.006 Burke et al , JACC 1993 ; 21 : 117 - 122




I HALOPbIB AOPTbI (Marfan I

Syndrome)

o [lnccekumsa v HagpbiB aopThl ¢ UNK 6e3
TaMnoHagbl cepaua

o HeKOTOpre N3 UHOUBUAOYYMOB MOTYT

MMETb KIacCU4YeCKNE CTUrMbl CUHOpPOMA
Marfan

o [1pn Hekporcum obbIYHO OBHapYXMBaOT
paspyLleHne aoptanbHOU Meaun C
BaKyOrnbHbIM MEANOHEKPO30OM




MWOKAPOUT

o TpaguLUMOHHO CYMTAETCA NPUYNHOWN
HEOOBbAHMMbIX BHE3AMHbIX CMEPTENbHbIX
cCrny4aeB y MONoablX Noaen

o TOYHBLIN OMArHo3 MOXeET ObITb 3aTPyOHEH
Oaxke npu Hekporncuu

o OOGbIYHO BbI3bIBAETCH BUPYyCaMU NN MOXET
ObITb pe3ynsLTaToM XPOHNUYECKOro
3noynoTpeobrieHnst KokanHa




I [MPONAINC MNTPAJIBHOTO I

KITATTAHA

o He yacrasa npnumnHa BCC

» [o HacToduero BpemeHn meHee yem y 100
nauneHToB ¢ BCC (cpegHun Bo3pact 35 ner)
ycTaHoBneHa cB4a3b ¢ [IMK

o Takue cmepTernbHble crnyvyam 06bIYHO He

MMEIOT CBA3U C PU3NYECKON Harpy3Kkom u
OYeHb peaKo BO3HMKAKT Yy CNOPTCMEHOB




I CTEHO3 AOPTAJIBHOIO I

KITATTAHA

o PaccmartpuBaeTca kak 4Yactaga npuyvnHa
BHe3anHoM CMepTn Y aCUMMTOMHbIX
neten n MonoabixX NMaen

o OOHako aTa naTonorusi, BEPOsTHO,
MOeHTNMPULUNPYETCA paHO BCreacTeme
KNMMHNYECKOro NporpeccnpoBaHuns,
KOTOPOE BEeOET K CMIOPTUBHOM
anckeanudoukauum
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I APNTMOI'EHHAA OUNCTNASUA I

[TPABOI'O XXEJTYOO4YKA

o Mopdonormnyeckun xapakrepusyeTcs
CEerMeHTapHOU Unun pacrnpocTpaHeEHHOU
donbdpO3HO-XMPOBON 3aMEHOM
KapaANOMUOLIMTOB B CBODOOQHOWN CTEHKE

MpPaBoro »Xenyao4yka
CBsi3aHa C onacHbIMU pPeLnanBNPYIOLLMMU

KenyagodykoBbiMU NI
CYNnpaBEHTPUKYITAPHBIMN aPUTMNAMHA

o CemenHasa natonorug
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I APNTMOI'EHHAA OUNCTNASUA I

[TPABOI'O XXEJTYOO4YKA

o AMP-TomMorpadusa dboree HagexHa Yem
OXOKT B kayecTBEe HEMHBA3NBHOW
ONarHOCTUKMU

o VHBepcua T-BonHel B V1 n V2 u

nsonuposaHHble XKOC ¢ mopdhonormeun
onokaab! JIHMT

» Hanbonee yactasa npmyunHa cmepT MonoabiX
CNopTCMEHOB B ITanuu npexae BCEro B
dyTOONLHLIX MaT4ax
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AHOMANUN NPOBOOALLEN
CUNCTEMBI

o ,D,OI'IOJ'IHI/ITGJ'IbeIe NMyTHn NpoBeEOEHUNA

o CTpyKTYypHas natosiorna MmarneHbKou
MHTpamypanbHou aptepun CAY

o [laTtonoruna AV y3na




I ATEPOCKJIEPO3 KOPOHAPHbIX I

APTEPUW

o VIHOroa orBeTCTBEHEH 3a BHE3AllIHYHIO
CMePTb Yy MOJ104blX CINMOPTCMEHOB

o [MaumeHTbl 0ObIMHO UMEIOT
CTEHOKapAMUIO HanpsXeHus 0o anm3ona
BHe3anHou cepageyHon cMepTu

o [laymeHTbl MOryT UMETL Apyrne
doaKkTopbl pUcka Unn ceMenHbI
aHaMHe3




HOPMAJIbHOE CEPOLUE

[lepeno3npoBKa npenaparta
CuHgpom WPW

CuHapom yannHénHoro QT
KopoHapocnasm
HeobHapyxeHHaa ALK
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COMMOTIO CORDIS

» [Mpamon Tynown yaap B rpyaHyo KNeTKy

» BeposTHO BbI3bIBaeT CMEpPTENbHYIO
cepaeyHyo apMTMUIO N MTHOBEHHbIN
Kornnanc

o NHaykumna XKOC cnenyet ns
NPAMONMMHENHOIo BO3OENUCTBUA,
KOTOPOE MOXET 3aKOHYUTLCS
doaTanbHOU apUTMMNEN




