CunapoMm bpyraza




B 1992 roay victmaHckue KapAauoaoru OpaThs
[Teapo u /I)xo3ed Brugada Bmepsbie
OMMMCaJIX HOBBIM KJIMHUKO-
3/IeKTPOKApAUOrpaPprIecKUil CHHIPOM,
XapPaKTePU3YIOLIUNC:

- OJI0KaIo MpaBOI HOXKKH ITy4yKa ['mca;

- oyieBalet cerMeHTa ST B MpaBbIX I'PYAHBIX
OTBeIeHHUSIX;

- BHE3aITHOU CepAeYHOU CMEePTHIO.




Yacrtora Bcrpedaemoctu Chb 6osiee HHU3Kas B
3aIlaHbIX CTPaHax (1-2 cy4das Ha 10 000
yesioBeK) U nosbiiaercs B IOro-Bocrounoit
Asuu (60s1ee 5 Ha 10 000), 0COOGEHHO B
Tannange n Ha PununnuHax. CpegHUM

BO3paCT OO/ILHBIX B MOMEHT OCTAaHOBKU
IYArHo3a COCTABISsIET 40+22 jieT. [uMUu4HbIe
st ciaapoMa usMeHenvs JDKI' HaunHaroT
MPOSIB/ISITHCS IUIID ITOC/Ie 5-JIeTHETO
Bo3pacTa. Y my)xunH Cb BcTpevaercs B 8-10
pas3 yaile, 4YeM y XXeHIIH




B Hacrosimee Bpemst Cunapom bpyraza cunraercs
MePBUYHOMN «3JIEKTPHUYIECKOI» 00/Ie3HBIO Cepalia,

HacJieyeTcsi ayTOCOMHO-JOMHWHAHTHBIM ITyTeM U
CBsi3aH ¢ MyTausiMu B reHe SCN5A,
PAaCIIO/IOKEeHHOM B 3-M XpoMOCOMe 1 KOAUPYIOIeM
cyObeHUITY a/Tb(pa-HATPUEBbIX KAHAJIOB
KapJIMOMHOIIMTOB. MyTalliy B 9TOM T'eHe TaKKe

MOTYT IIPUBOJIUTH K CHHAPOMY YITMHEHHOTO
naTepBaza QT (LQT 3) u HapylleHHUsaM cepaedHOr
npoBoauMocTH. CoBceM HemaBHO Antzelevitch C. u
COABT. OTKPBIJIM 2 HOBBIX T'€Ha, BhI3bIBAIOIITUX
s/eBanyio cermenTa ST 1 yKopoyeHre HHTepBaJia
QT, uro npuBoguT K komOuHamyuu Cb ¢ cuEIpOMOM
KOpoTKoro uHtepBasia QT.




3a 15 seT usydyenusi Cb HaKOMUINCh JaHHbBIE O
npuobperéHHoM Cb. B HacTosiiee BpeMst OIMCaHbI
CIeIyIOIre COCTOSTHHS U 3a00/1eBaHMsI, BRI3BIBAIOIITUX
Cb: nuxopazka, runepKajueMusi, TUIepKaIbIIeMUS,
nepHUIIAT THAMUHA, OTPaBIeHre KOKauHOM,
rurneprapaTupeoriu3M, TMIePTEeCTOCTEPOHEMHS],
OTTyXOJT CPeOCTEHHSI, apUTMOTEeHHAS AVCTIIA3HSI
IIPAaBOTO YKeTyA04YKa, TepUKapAUT, THPAPKT MUOKapP/Ia,
cTeHOKapaus [IpuHIIMeTaa, MexaHUYecKast
OOCTPYKITHSI BBIXOZSIIETO TPAKTA MPABOTO XXeTyTOYKa
OTTYXOJISIMH WJTH TIPU TreMoTepuKapze, TpoM0603IMO0TH s
JIETOYHOM apTepHH, pacc/auBalollasi aHeBPHU3Ma a0PTHI,
pa3In4YHble aHOMAJ/IUU LEHTPa/IbHOU U BereTaTUBHOU
HEePBHOM CHCTEMbI, MbIlleuyHas auctpodus JlioneHHa,
aTakcusi Ppenepuka.




[Ippeém nekapCTBeHHBIX MIPENnapaToB,
MHTUOMPYIOIINX HaTpHEeBbIe KaHaJIbI, TAKKe
MOXXeT BbI3bIBaTh Cb. /lekapcTBeHHO-
MHAyuUpoBaHHbIM Cb onvcan npu nedyeHnun
MeCa/Ia3MHOM, BAarOTOHUYECKUMHU
MperapaTaMu, d-aipeHepruiecCKuMmu

arOHHCTAMH, [-aIpeHOOI0KATOPAMH,
AHTUTVCTAMHHOBBIMH ITpeIlapaTaMH 1-0Tro
MTOKOJIEHU ST, aHTUMAISIPUHAHBIMU
CpeICcTBaMH, CeJaTUBHBIMU,
AHTUKOHBY/IbCAHTAMU, HeHPOJIETITUKAMH,
TPH- U TeTPALIUKTNYECKUMU
aHTHUJeNpeCcCaHTaMH, TpefapaTaMy JTUTHS




B ocHOBe 3a001€eBaHMS JTEXXKUT YTHETEHHEe
BXOZSIIIEro HATPHUEeBOT'0O TOKQ, B pe3y/IbTaTe
KOTOPOTO HAO/MI0IaeTCsI YKOPOYEeHHE 1 U 2
¢da3bl [1/] B artkapae BBIHOCSIIETO TPAKTa
IIPABOTO XXeTyA04YKa, YTO MPUBOJAUT K
OVCIIePCUU ero Perosipu3aliviu.

DJIeKTpUYeCKasi TeTepOreHHOCTh SITUKap/a
IDK crmtoco6cTByeT BOSBHUKHOBEHHIO TECHO
CIleTI/IEHHBIX YKeTyIOYKOBBIX COKpAIleHU
10 MEXaHU3MY re-entry, TpOBOIUPYIOIIHX
B cBOIO ouepenb KT nmu OXK.




Brigensiror ciremytoniye KIIMHHUKO-
37IeKTpoKaparuorpadpmudeckre Gopmbl
CUHApOMaA bpyraza:

1. [lomHas dpopma — TunmmaHast DKI-kapTruHa
B COYE€TaHUU C CUHKOIIA/IbHBIMU U
IIPECUHKOIIAJIbHBIMU COCTOSSHUSIMU,
C/Iy4YasiMU KJIMHUYE€CKOU MJIA BHE3aITHOU
cMepTU (0COOEHHO B HOYHOE BpeMsi)
BCJ/IeICTBUE TTOTUMOPPHOM KeTyTOUYKOBOM
TaXUKAPAUU.




2. KmmHu4deckue Ba DHUAHTDHI:

2.1. Tunuunast DKI-kapTrHay "aCUMIITOMHBIX
OOJIbHBIX Oe3 ceMeTHON MCTOPUU BHE3aITHOW CMepPTH.
2.2. Tunuunast IKI-kapTrHay "aCUMIITOMHBIX |
OOJILHBIX, YIEHOB ceMel O0JIBHBIX C MOTHOH POpMOi
CUHApPOMa.

2.3. Tunnuynas JKI-kapTrHa nocie npoBegeHUst
dapMaKoIOTUYeCKHUX TECTOB Y 'aCUMITOMHBIX
YJIEHOB ceMel OObHBIX C MOTHOM GOPMOM CUHAPOMA.
2.4. TunnuHas JKI-kapTrHa nmocie npoBegeHUs
$apMaKOIOTMYeCKUX TeCTOB Y OOIbHBIX C

IMMOBTOPHBIMU CUHKOIIA/JIbHBIMU COCTOAHUAMU WU
U AHOTIaTHYeCKOH GUOPHIIIAIIMEH YKe Ty 0YKOB.




3. DKI BapuaHTHI:

3.1. TunmnmuyHas JDKI-kapTuHa - 6mokazaa [THIIT,
KOCOHMCXO/ISIIIAst dieBarus cermeHTa ST B ITpaBhIX
I'PYAHBIX OTBeIeHUSX U YAJIMHeHre nHTepBasa P-R.

3.2. TunmyHas sneBanys cermeHTa ST Ges
comyTCcTBYOMnX nsMeHenn JKI.

3.3. Hemmornas 6;1oxaza IMHIIT ¢ ymepeHnHO#
oneBaliveu cermenTa ST.

3.4. I3onpoBaHHOe ya/iMHeHWe naTepBaia P-R.
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O6s13aTe TbHBIMU KPUTEPHUSIMH JIJIsSI TOCTAaHOBKU
IUarHosa cuHapoma bpyraza sBisirorces:

1) KIMHUYEeCKHe KPUTEePUH (CUHKOIIe, BHE3aITHas
CMepTh),

2) OKI kputepum (6710KaZja MpaBOM HOXKH ITy4Ka
['vica, mogbeM cermeHnTa ST> 0, 1mm B OTBeJeHUSIX

V1- V3, xey04KOBbIe apUTMHUU, 3 UMEHHO
YKeJTyIOYKOBbIe TAXUKAPAUU U GUOPUIIISAIINU
YKETYZIOYKOB)

3) OTCYTCTBHE APYTUX MATOJOT Ui cep/ilia, KOTOPbIe
MOTJ/IA BbI3BAaTh 3TU KJIMHUKO-
37IeKTpoKaparorpadpudecKre U3MeHeHUs].




[ToBbIlIIEeHE CUMITATUYECKOM aKTUBHOCTH (11poba ¢
$H3HUYEeCKON Harpy3KOM, aIpeHOCTUMY/IITOPAMU )
MOXXET MPUBECTU K HUBeIMPOBaHUIO JKI-KapTHHBI
cuHapoMa bpyraga. HaznaueHue 6710kaTopoB
OBICTPBIX HATPHUEBBIX KAHAIOB, HATIPOTUB, MOXXET
yCcyryouTh HapylileHue reHepanuu [1/], usmenenus

Ha JKI' 1 k1TMHUYecKue mposiBeHus 3a001eBaHUS.
1151 BBISIBIEHUSI CKPBITOT'O CUHAPOMA bpyraza

PEKOMEHAYeTCSI MUCIMOJIb30BaTh TMJIYPUTMAJT
(afiMa/IMH) BHYTPHUBEHHO B JT03€ 1 MI'/KT,
HOBOKAWHAMMJ, 10 MT /KT Wi (pIeKauHUZ, 2
MT/KT.




[Tpu mpoBepeHUY GpapMaAKOIOTHUIECKUX
npo6 viu cnoHTaHHO Ha JKI' MmoxxeT
¢ukcrupoBarbcs €W BojHa ( TICHIIOH-
BOJIHA) HA BOCXOsAIIEeM KojieHe 3y01ia S, 4To

SIBJISIETCS CJIeCTBUEM 3aMelJIeHUs
IemnosIpu3aliiu B 06/1aCTH BBIXOJHOTO
TpakTa [ DK, koTOopas xapakrepHa ais
APUTMOT€HHOU AUCIUIa3uU MUOKapaa [ DK.
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B neuenun cunapoma bpyraga He
pPEeKOMeHTyeTCsI MICITO/Ib30BaTh OJIOKATOPHI OBICTPBIX
HaTPHUEBbIX KAHA/IOB, TaK KAK OHH MOTYT
IIPOBOLIMPOBATh BOSHUKHOBEHHE 3/I0Ka4€CTBEHHBIX
YKeJTyTOUYKOBBIX apUTMHU U YXYAIIUTD IIPOTHO3
3a0oneBanus. [[ppyMeHeHe aMuOZapoHa, 3-

aIPEeHOOJIOKATOPOB MJIH UX COYETAHMS
IOCTOBEPHO He CHM)KAET JIeTa/IbHOCTb.
[TpoBeneHHbBIN MeTa-aHaA/IN3 YOeAUTETbHO MMOKa3aJl,
YTO JINIIb UMIUIQHTAIMSA KapANOBepTepa-
nepUOPU/LIATOPA HAAEKHO MPeIOXpaHsIeT
MMAllMeHTOB OT BHE3AITHOW CMEPTHU.




