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[la >Xenyao4koB cepALia Y NoBbILIEHNEM PUCKa PAa3BUTUSA
KENYAOYKOBBIX TaXMapUTMUK, a Takxke dubpunnaummn
npencepamni. Y 4actu OonbHbIX BbISBASIOTCS HapyLUeHUs
B (hYHKLMOHNPOBAHWM KanneBbIX MOHHbIX KaHanos IKr
(KCNH2) n IKs (KCNQ1) [215].

PekomeHpaumm:

1. Mpu cnHOpomMe ykopodeHHoro nHTepaana QT peko-
MEHIYETCA OrpaHUYeHre 3aHATUIN BCEMU BULAMMN
CropTa C BO3MOXHbIM AOMYCKOM K B/AaM CropTa
knacca IA. [JaHHble pekoMeHaaumm oyayT qononHe-
Hbl Nocne 6onee NoapPoOHOro N3ydeHus heHoTMNa
OAHHOMO CUHAPOMa.

9.5.3. KatexonammHeprideckas nonumoppHas Xenys04KkoBas
Taxvkapans

MpUMepPHO y NonoBKHbI NaumeHToB ¢ KAXKT obHapyXum-
BaeTCs MyTaLMsl B reHe, KOAMPYIOLLEM PUaHOAMHOBbIN pe-
LenTop (KanbLMeBbI KaHam Capkonna3mMaT4eckoro pe-
TUKyyma RyR2). Y Takumx nviL, noBblLeHbl pruck XXT n hmb-
PUANALMN XENYL0YKOB BO BpeEMSs (M3M4ECKOMN Harpy3Km
NN NCUXO3MOLMOHANBHOrO CTpecca.

PekomeHpaumm:

1. Mpv HaNNYUN KIUHNYECKOW CUMATOMATVKI MPOrHO3
KpanHe HebnaronpusaTHbIN 6e3 nmnnaHTaumm KBL
[216], v Takme NaumeHTbl 4OMXHbI ObITb OTCTpaHe-
Hbl OT 3aHATU COPEBHOBATENbHbLIMM BUOAMM CMOP-
Ta. NMNoMumo nmnnaHTaumm KB B neveHmm gonxxHbi
CMonb30BaThCs OeTa-aapeHobnokatopb!. Kak 1 na-
umeHTbl ¢ LQT1, Takme naumeHTbl OSXKHbI ObITb OT-
CTpaHeHbl OT 3aHATUI MNaBaHWeM. laumMeHTbl C OT-
CYTCTBMEM KITMHUYECKOW CUMMATOMATUKM, Y KOTOPbIX
MyTauus Obina oOHapy>XeHa B paMKax CeMerHoro
CKPWHWHra, a NpW NpoBedeHNN TecTa C hm3M4eCcKon
Harpyskowm unu npobbl C N30MPOTEPEHONIOM A0-
CTUTHYTa AMarHocTnyeckas MHAyKums XT, BOMXKHbI
ObITb OTCTPaHEeHbl OT COPEeBHOBATENbHbIX BWAOB
cnoprTa. Takue xe TpeboBaHMsA K AOMYCKY K 3aHATUAM
CMOPTOM MOTYT ObITb Y FeHOTUM-MO3UTUBHBIX /PeHo-
TVM-HEeraTMBHbIX CMOPTCMEHOB.

9.5.4. CuHppom bpyrapa

KnuHuyeckaa kaptnHa cuHpgpomMa bpyraga [217]
XapaKTepmn3yeTcs 4acTbiIM BO3HWMKHOBEHMEM CKUHKOMe
Ha PoHe NPUCTYNOB XeNya04YKOBOW TaxmKapamu 1 BHe-
3amMHOM CMepTU, NPenMYyLLEeCTBEHHO BO CHE, a TakXXe OT-
CYTCTBMEM MPUN3HAKOB OPraHNYeCcKoro NOPaxXeHns M1o-
KapZa npv ayToncum B nogaensiolem 60nbLUIVMHCTBE Iy -
Yaes. [1pu cMHOpoMe bpyrafa perncTpupyoTca xapak-
TepHble n3MeHeHus Ha KT B B1ae Onokagbl NpaBov HOX-
K1 ny4yka [Mca c noogbeMoM cermeHTa ST B OTBeLleHMAX
V1-V3 B BMAe «kynofsia» Uim «CNuHkKM cegna». Nepmo-
ONYEeCKN MOXET PerncTprpoBaThCs yoMHEHWE UHTEP-

Bana PR, a npuctynam notepm CO3HaHWA COOTBETCTBYIOT
anm3odbl nonumMopdHon XT. Y 15-20% naumeHToB C CUH-
LpoMoM bpyrana ynaetcs oOHapy>XmnTb NaToNorMio Ka-
HanoB BcneAcTBre MyTaumm B reHe SCNSA, kogumpyoLem
anbda-cyobeaMHMLY HaTPMEBOTO KaHaa KapanomMmo-
umtoB [217]. Mpu Hanu4inm oOMOPOKOB B aHaMHe3e U
BO3MOXHOCTV MHAYKLMW XeNYAOYKOBbIX TaXMapUTMUN
BO Bpems nposefeHns IOV prck BHeE3aNHOM CMepTH
OLLeHMBAETCA KaK CYyLLLECTBEHHbIV, YTO OOOCHOBLIBAET He-
obxoamMmocTb MMNnaHTaumm KB [216]. MnepTtepmums
MOXET CNoCcoBCTBOBATL NMPOSIBNEHMIO 3M1EKTPOKapAMOrpa-
pr4ecknx Npr3Hakos cMHApoMa bpyraga v passBuTuio
XT. Takume e pe3ynbratel MOTYT ObiTb JOCTUTHYTHI NPK
NpPoBeAEHNN ANATHOCTUYECKMX NeKapPCTBEHHbIX MPob ¢
BHYTPMBEHHbIM BBEAEHMEM aManyHa Uiy NnpoKanHa-
MUAA. XapaKTepHbIMW OOCTOATENBCTBAMW BHE3AMHOM
cMepTU BoNbHbIX C CUHAPOMOM Bbpyrafa SBNSIOTCA COH,
NINXOpafo4vHble COCTOAHWSA, pexe — pusmnyeckas akT1B-
HOCTb.

PekomeHpaumm:

1. HecmoTpa Ha TO, 4TO YeTkaa CBA3b MeXay pr3nye-
CKOW Harpy3Kow 1 BHe3amnHom cMepTblo He 0bHapy-
>KEeHa, 113-3a NOTeHLMAaNBLHOIO BIMAHUA TMNepTepMmv
Ha PUCK BHE3AMHOW CMEPTU CMOPTCMEHbI C CUHOPO-
MoM bpyrafa AonKHbI ObITb OTCTPaHEHbI! OT 3aHATAIA
BCEMW BMOAMU CNOPTa 3a UCKITIOYEHNEM pa3BrieKka-
TeIbHbIX.

2. ImnnaHTaumsa KB orpaH/4mBaeT SOMyCK K 3aHATUAM
CMOPTOM Knaccom IA.

PA3EJ 10. ABTOMATUYECKWUE
HAPYXHbIE OEOUBEPUNTNIATOPHI

10.1. OBbwue nonoxeHms

PacnpocTpaHeHHOCTb CJly4aeB OCTaHOBKM CepALa BHe
KIMMHVIKM cpeapm obLLien nonynsumm coctaenset 1-2 Ha 1000
nnu B rog, (okono 50% Bcex cryd4aeB cMepTU BCNeACTBMe
CcepaeyYHo-CoCyancTbIX 3abonesaHnin) [218]. Ans nogpo-
CTKOB M Ntofer MOIoA0ro BO3pacTa 3Ta YacToTa CyLLEeCTBEH-
HO Hixe U coctasnseT 1 Ha 100000 B rof nnm gaxe MeHb-
we. OnybnrKoBaHHbIE B HAacTosILLiee BpeMst paboTbl moka-
3bIBaIOT, YTO CMOPTCMEHbI BbICOKOW KBaNMMUKaLLmMm Haxo-
[ATCS B NOArpynne bonee BbICOKOO prcka, YeM 1ua B 06-
LLLEV MOMYNALMM COOTBETCTBYIOLLErO BO3pacta [2,47,219].
N XoTs abCOMOTHbIM PUCK BHE3aMHOW CMepTU cpemm
IOHbIX CMOPTCMEHOB OCTAETCS HN3KIMM, OH Bosee BbICOK Mo
CPaBHEHMIO CO CBEPCTHMKAMK B 00LLen nonynsaumm, 4To
ANKTYeT HeobXoAMMOCTb (1) HaCTOMYMBOIO BbISBNEHNS
CMOPTCMEHOB C BbICOKUM MHOMBUAYaNbHBIM PUCKOM BHE-
3anHov cMepTn 1 (2) BHeOpeHWs cncteM BbICTporo neqeb-
HOMO pearnpoBaHMA Ha HEOXMOAHHO NMpoucxogsalume
OMacHble KIMHMYeCKne CobbITUS.
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10.2. Posib aBTOMaTUYECKUX HaPYXXHbIX
nedbunbpunnsatopos (AHL) npu BHe3anHom
OCTaHOBKe cepaua

M3-3a TOro 4to PrbPUNNALMSA XKEeNyLo4KOB OTBET-

CTBEHHa 3a OOMbLUMHCTBO CNy4aeB BHE3AMHOW CMepTH,

CTpaTerns oCHalLeHNs Nerko JoCTynHbIMU Aedunbpunns-

TOpaMu MeCT MacCOBOTO CKOMJIeHUs ntoaen Obina 3assne-

Ha KaK ofiHa 13 BaxkHbIX Mep 6opbbbl ¢ BCC [220]. Hecmor-

psi Ha TO, YTO AechOPUNNATOPbI, LOCTYMHbIE ANS UCNOMb-

30BaHVS LWMPOKOMY Kpyry niofen, CTanu nosiBasTbCs

elle ¢ koHua 1960-x rogos, 0edndpUNIATOPL! ANsS M-

HUMaIbHO 00YHEHHbIX UM HeOBYYEHHbIX MOMNb30BaTenen

B MeCTax MacCOBOro CKOMMeHMs HaceneHus (Takmx kak

a3pOoMopPTbl, KOMMEPYECKe CaMosIeTbl, CyrepMapKeTbl, CTa-

OUOHbBI N KNUHNKN) [221-224] 1 YacCTHbIX BRNageHWn

[225] ctanu pocTynHbl coBceM HefiaBHO. OCHOBHAas 3aa-

Ya cTpaTernm — obecneyeHre ObICTPOro Havana peaHu-

MaLMOHHbIX MEPONPUATUI NPK OCTaHOBKe cepaLua. Mep-

Bas MorbiTka 4ePUOPUNNALMA B Te4eHNe 2-3 MUH OT Mo-

MeHTa OCTaHOBKW ceppla obecrneymBaeT BbIXMBaHWE

50% naumeHToB [223], Toraa Kak C KaXkaom ynyLeHHOW

MWHYTOW LUAHC Ha CNaceHMe XM3HM CyLLLeCTBEHHO YMeHb-

LaeTtcs. MNpuv npoBeaeHn aedndpunnaumm Yepes 4-5 MuH

BbIXKVIBae@MOCTb COCTaBAeT MeHee 25%, Yyepe3 10 MUHYT

— MeHee 10% [226].

10.3. ABTOMaTU4eckmne HapyxHble gedundpunnartopsi
B MecCTax NpoBefeHNsi TPEHMPOBOK
M COPEBHOBAHUN

OcTtaHoBKa cepfiLa y CnopTCMEHOB 0ObIYHO MPONCXO-
LT VN BO BPEMS, UM CPa3sy nocsie npekpallenmns dbu-
314eCKOM Harpysku. M xots 4acrtoTa cny4aeB OCTaHOBKU
cepaua kpanHe Hm3ka (1% cpeam niofen cpenHero 1 crap-
Lero Bo3pacTta), BaXXHO MOHMMATb HEOL,eHVMbIN BKNaJ,
ObICTPbIX M yCNeLHbIX PEaHUMALIMOHHbBIX MEPOMNPUATU B
0XWNAAEMYIO MPOOOSIXKMUTENBHOCTb XU3HK (Y MOMofbIX
NOLEN OHa CyLLIECTBEHHO OOrbLLIE, YeM Y JIWILL CTapLLIEro BO3-
pacTa C ConyTCTBYIOLLMMM 3aboneBaHmsaMM). Takium obpa-
30M, NIorm4Ho nmMeTb AHLL ons nprmMeHeHWs B obpa3oBa-
TENbHbIX Y4PEXAEHMSX, HAa TPEHMPOBOYHbIX Oa3ax 1 crop-
TVBHbIX apeHax /CTaflMOHax B JOMONHeHMeE K 00y4eHHOMY
OCHOBaM peaHVMaLMM MepCcoHany 3TUX yyYpexaeHnmn
[166,227]. AHL, fomKHb! ObiTb pacronoxeHbl B MecTax Obl-
cTporo (MeHee 5 MUH) 1 GecnpensTCTBEHHOrO A0CTyna
[228]. HecMoTps Ha To, 4TO Criydaun npuMeHeHna AHLL Bo
BpPeM$s CMOPTUBHbLIX MEPONPUATII KpaHe peaKu, BHe -
PEHME 3TNX CUCTEM MOXKET CMacCTV XXM3Hb U CNOPTCMEHAM,
1 3pUTENSM, U CJTyHarHbIM MPOXOXMM. HeobxoamMmo Tak-
e MOHMMAaTb, YTO OCHaLleHne AHJL CNOPTUBHbLIX Mepo-
NpuaTK He nossonseT Ha 100% nNpefoTBPaTUTL CMEPTh
BC/1eOCTBME OCTAHOBKM CepALa W He MOXET 3aMeHNTL CO-
OoW HeOOXOAMMOCTb CKPUHMHIA WU OrPaHUYEHNIA ANs 3a-
HATUIA CMOPTOM NNL, C CePAEYHO-COCYAMCTbIMM OTKOHE-
HUAMM.

PekomeHpaumm:

1. AHJ, nonxHb! ObITb LOCTYMHbI B 00pa3oBaTeNbHbIX
yqpexaeHusx, B KOTOPbIX BHeAPeHb! MporpaMMbl No
3aHATUAM CNOPTOM, Ha CTaAMIOHAX /apeHax v TPeHu-
POBOYHbIX 6Ga3ax COBMECTHO C 0DyYeHMeM NepcoHa-
fla OCHOBAM pPeaHMMALMOHHbIX MEPONPUATUN.
YCTponcTBa A0MKHbI ObITh PACroNOXEHbI B NErKo U
ObICTPO [OCTYMNHbIX (MeHee 5 MH) MecTax.

2. [lencTBms Npyt NOAO3PEHUM UV NP YCTaHOBNEHHOM
OCTaHOBKe CepAla OOMKHbl ObiTh ClaXeHHbIMN,
nocnefoBaTenbHbIMK U ObICTPbIMU: BbI30B bGpurag,
«03» cpasy nocne UM OQHOBPEMEHHO C Ha4anom
PEeaHVMALMIOHHbBIX MEPOMPUATAN 1 MPUMEHEHNEM
AHL.

PA3AEN 11. COTPACEHWE CEPOLA
(COMMOTIO CORDIS)

11.1. OBbwme nonoxxeHus

CnopTcMeHbl NOABEP>KEHbI PUCKY BHE3AMHOW CMepTH
1 NpU OTCYTCTBMM 3ab0neBaHN cepaLia BCIEACTBIME TyMbIX,
HEMPOHMKAIOLLIAX 1 0ObIYHO HE3HAYMMbIX YAAPOB /TONYKOB
B 00nacTb rpyaHom kKnetkm (6e3 NpoHVKaloLLLero NoBpex-
neHns pebep, rpyanHbl UAK cepaua), NPUBOAALLNX K
bnbpunnaunm xenynodkos (cotpsceHune cepaua)
[229,230]. /N xoTs To4Has YacToTa cyqaeB hrudpunnsumm
>Kenyao4KOB MpW COTPACEHUM cepaLa Hem3BecTHa, OHa Mo-
KeT ObIThb CYLLECTBEHHO BbILLIE, YeM Npeanonaranoch pa-
Hee, M MOXKET ObITb flaXe BbllEe, YeM HaCToTa Clly4aeB BHe-
3anHoW CMepTV BCIEACTBME CEPAEYHO-COCYANCTBIX OTKI10-
HeHu [2]. HecmMoTps Ha To, YTO Cydau CoTpsceHns cep-
Lla onmcaHbl B pa3HoM Bo3pacte (ot 3 Mec o 50 neT), 6o-
nee XapaKTepHO 3TO COCTOsAHME AN NOAPOCTKOB M MOJO-
IbIX Nofen BClencTsue Oonee nodatnvBoM rpyaHoOM
KIEeTKM, YTO CNoCOOCTBYET akTVBHOM Nepeaade 3Heprim yaa-
pa B 00N1aCTb rpyAHOV KNEeTKM Ha MUOKapA.

CoTpsiceHWe cepAla MOXET BCTPeYaTbCs Mpu Mtobom
BUAE CropTa, HO Hallle perucTprpyeTcs Npu 3aHaTUsx Oerc-
bonom, backeTbonom, Xokkeem Ha fbay, aMepUKaHCKAM
dyT6ONIOM, BOCTOYHBIMY €AMHOBOPCTBAMM 1 NTAKPOCCOM,
Npv 3TOM CMePTb HACTyMNaeT Yallle BCero Npuv yaape cnop-
TUBHbIX CHapPsA0B B 00M1acTb rpyAHON KNETKM Kak Ha He-
BonbLuon ckopocT (HanpumMep, Npu yaape Ms4va B berc-
Bone Ha ckopocT 48-65 KM /Hac), Tak 1 npm BOMbLLIOKN CKO-
pocTi (yaap Wwaribbl B XOKKee 1 Msva B nakpocce — 145
KM /4ac). HecMoTps Ha OTCYTCTBME CTPYKTYPHbIX OTKITOHE-
HWI CO CTOPOHbI cepaLa y NoAaBnsioLero OonbLINHCTBA
CMOPTCMEHOB, BbIKMBAEMOCTb MPW COTPACEHUM CepALa
04eHb HI3Kas 1 cocTaBnseT MeHee 15%, XoTs npu ObICTPOM
NpoBeLAeHVV peaHVMaLMOHHbBIX MEPONPUATAN 1 NpUMe-
HeHuM AHI npoueHT BbIXMBLLMX Oonblie [230]. Bbl-
>KMBLLIMM MOCTIE COTPSICEHNM CepLia CNOPTCMEHaM HeoOX0-
[VIMO MPOBeIeHVEe TLATeNbHOro 0bcefoBaHNS ANs NC-
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