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PE3IOME

O630p BKAIOYAET OCHOBHBIE ITOAOXKEHHUS 110 IIEPECMOTPY AMATHOCTHYECKUX KPUTEPHUEB CHHAPOMOB BOAHBI J, M3AOXKEHHbIE B 9KC-
[IEPTHOM COTAQCHTEABHOM AOKYMEHTE IO IpOOAeMe CHHAPOMOB BOAHBI J, KOTOPBIA OBIA IPHUHAT pabodeil IPyNION IKCIEPTOB
APHRS/EHRA/HRS/SOLAEGE B 2016T1. B crarbe, crcTeMaTH3NPOBAHHOMN 10 Pa3A€AaM B COOTBETCTBUM C YKA3aHHBIM AOKY-
MEHTOM, H3A0KEHbI BOPOCHI HOBOH TEPMHHOAOTHH, HOBbIe KDHTEPHH AHATHOCTHKH cuHAPOMa Bpyrapa (cBp) u cunppoma panneit
PeIoAsIpH3aLUHU KeAYAOYKOB (CPP)K) C BKAIOYeHHEeM HOBBIX AMaTHOCTHYEeCKHX IKaA. Pasaea, mocsamennsiin CPPIK, mo Bonpocam
HOBOM TEPMHHOAOTIMH M CTAaHAAPTHU3ALMK U3MEPEHHM AOTIOAHEH MaTepHaAAMU U3 COTAACUTEABHOTO AOKyMeHTa 2015 T., mocpsmeH-
HOTO IIATTePHY PaHHEH permoAspHu3anuu. B cTaTbe M3AO0XKeHBI BOIPOCH AUPPepeHITMAAbHON AMATHOCTHKY IpU cbp, mpeacTaBae-
HBI MOAYAUpYIOLre $paKTOPbl, AAHO OIpeaeAeHHe PeHOKOIMI U mpuobperenHoro bpyrasa-marrepra. B 0630pe B cpaBHHUTEABHOM
acIieKTe IMpeACTaBACHBI CXOACTBA U pasamyausa Mexxay cbp u CPPIXX.
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SUMMARY

This review includes main positions of the revision of diagnostic criteria of “J-wave syndromes in the J-Wave Syndromes Expert
Consensus Conference Report: Emerging Concepts and Gaps in Knowledge” (2016). The article, systematized according to the sec-
tions of the above-mentioned document, outlines the questions of terminology, new criteria for diagnosis of the Brugada syndrome
(BrS) and early repolarization syndrome (ERS). The section devoted to ERS on the issues of new terminology and standardization
of measurements, is supplemented with material from the Consensus Paper — The Early Repolarization Pattern (2015). The article
also presents the issues of differential diagnosis in BrS, presents modulating factors, defines acquired Brugada-pattern and Brugada
phenocopies. The similarities and differences between BrS and ERS are presented in a comparative aspect.

HesanHas ceppeunast cmeptb (BCC) sBaserca opmoit
Bm BEAYIIUX IIPUYMH CMEPTHOCTH B 9KOHOMHUYECKH pa3-
BUTBIX cTpaHaX. JacroTa ee passutus cocrasasier 15-20%
OT BceX HEeHACHABCTBEHHbIX caydaeB cmeptu [ 1]. CoraacHo
pacyeTHBIM AaHHBIM, B Poccuiickoit Pepepanuu BHesal-
HO OT CEPAEYHBIX IPHYMH exeropHo ymwuparor 200000-
250000 weaoBex [2]. Hamboaee akTHBHO H3yYaeMbIMH
B IIOCA€AHEe BpeMsl SIBASIOTCSI aPUTMHH, CBSI3aHHBIE C MyTa-
IIMSIMU B TeHaX, KOTOpbIe OTBEYAIOT 33 PYHKIIMOHHPOBAHIE
HOHHBIX KAHAAOB, 9KCIIPECCHPYIOIIUXCS B MUOKapAe. AaHHbIe
TeHeTUYeCKH AeTepPMHHUPOBAHHbIE APUTMHHM  OTHOCST
K IpyIIle KAHAAOIIATHI U, YIUTHIBAsI HAAUYME HACACACTBEH-
HO OOYCAOBAEHHOTO HApyLIeHHs OOpasoBaHMs HM/HAHM pac-
IPOCTPAHEHNUs IAeKTPHIECKOTO MMITYAbCA, MX TaKKe Ha3bl-
BAIOT IIePBHYHBIMH DAEKTPUYECKHMH OOAE3HSMHU CepAlia
[1]. TlpeacTaBAeHHS O MEXaHU3MAX PA3BUTHS TEHETHYECKH
00yCAOBAEHHBIX APUTMHI, TEPMHHOAOTHS U 00beM 3HAHHI
HACTOABKO OBICTPO Pa3BUBAIOTCS, YTO IIPUXOAUTCS Ilepe-
OLICHHBATh AAHHbIE, IOAyYEHHbIE ellje HECKOABKO AeT Ha3aA,
B COOTBETCTBUY C HOBBIMH IIPEACTABACHIAMH [ 2].

CHHAPOM BOAHBI | — TepMHUH, BKAIOYAIOIIMH ABA CHH-
apoma: cunapoM Bpyrapa (cBp) u cunapom paHHeit pero-
aspusanuu sxeaypoukos (CPPXK) [3-5], saxsarua unrepec
KAPAHOAOTUYECKOTO COODOIIeCTBA B IIOCAEAHHE ABA AeCs-
Tuaetus [6], mocaepoBaBmme mocae OTKphITHS B 1992T.
oparbsimu ITeapo u Asxosedpom Bpyrapa HoBoit HO30AOTHH,
MACHTUUIMPOBAHHOMN Kak cuHAPoM Bpyraaa [7]. 3Hauenne
CPPX 651A0 06BEKTUBHO OIleHeHO ToAbko B 2008T. [8,
9]. Coraacurespnbie KoH{epeHUMH, MOCBAmeHHblE cBp,
coctosiauch B 2000 u 2004 rr. [10, 11]. CrenuasbHBIX KOH-
¢epennuit mo Teme CPP)K me mpoBoamaoch a0 yTouHe-
HUSI BOIIPOCOB, CBSI3aHHBIX C TEPMHHOAOTHEN, U TOABKO
B 2013 T. IpUHATH peKOMEHAALMU IO OOOMM CHHAPOMAM
[12]. TlosBAeHne HOBbIX 3HaHuMil Tpe6oBarOo POpPMHpPOBa-
HUSI HOBBIX KOHIIETIIUI U IIOAXOAOB B OTHOLIEHUH AHArHO-
CTHKH, TIPOTHO3a, KA€TOYHBIX U HOHHBIX MEXaHHU3MOB, CTpa-
TUQPUKAITMK PHCKA U IIOAXOAOB K Tepanuu. krorom xonde-
peHIU BeAymux akcrepros ObmecTBa cepAEYHOro pUTMA
(HRS), Esponeiickoit acconuanuu purma cepaiia (EHRA),
cepAla
(APHRS) 1 AarMHOaMepUKaHCKOTO O6IeCcTBa CTUMYASLIU

Asuarcko-Tuxooxkeanckoro (o] 61[1€CTBa pHUTMa

cepata u aaexrpodusuororuu (SOLAECE), cocrosbmeit-
cs B llanxae B ampeae 2015T., SBMAOCH CO3paHME COTAACH-
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TEABHOTO AOKYMEHTAa IO IpobAeMe CHHAPOMOB J-BOAHBI,
MOCBSIEHHOTO HOBBIM KOHIIEIIMSIM 1 IIPO6eAaM B 3HAHHSIX
B AQHHOI1 06AacTH, KOTOPBIit 6b1A OMy6AMKOBaH B 2016T. [6].
OCHOBHBIE TTOAOKEHHSI AQHHOTO AOKYMEHTa U COCTABASIOT
CoAep>KaHHe AAHHOTO 0630pa.

BykBa «J>» OTHOCHTCS K TOYKE COEAMHEHHUS] KOMIIAEKCA
QRS u cermenta ST, mpeacraBasiiomell Iepexos OT KOH-
IJa ACTIOASIPH3ALUM K HAYAAY PElOASPU3ALIMU JKEAYAOUKOB.
BoaHa ] mpeacTaBasieT cO0O0i XOPOILIO BBIPAKEHHYIO IIO3A-
HIOIO TTOAOKUTEABHYIO BOAHY, CACAYIONIYIO 32 KOMIIAEKCOM
QRS, an60 3a3yOpeHHOCTDb HA HUCXOASIEM KOAeHe 3y6ria R,
MaAeHbKuil A06aBouHbIi1 3y6er 1 (r'), KOTOPbIit HaMOMUHAET
no opme «rop6 Bepbaropa» (camel-hump sign), «kproaox
AASL IIASITIBI>, <KYTIOA>, «3apybky>» [13] (puc. 1).

TepMHH «paHHSS pemoASpU3aNUsI> HCIIOAB3YeTCs Kap-
AOAOTaMH ke Ha nporsbkenun 40 aer [14]. OtcyrcrBue
COTAQCOBAaHHOCTH OTHOCHTEABHO TEPMHHOAOTUH, CBSI3aH-
HOM C paHHEH PeloAIpU3aLMel, IPUBOAUBIIEE K Pa3HOYTE-
HUAM B MyOAMKAHUAX (B YaCTHOCTH, PaclpOCTPAHEHHOCTDb
paHHe!l PenoAsPU3ALUH BapbHPYeT, 10 PA3AMYHBIM UCTOY-
HHUKaM, OT 2 AO 31%), SIBUAOCDH ITPEAITOCBIAKOM AASL CO3AQ-
HUS COTAACUTEABHOT'O AOKYMEHTa, KOTOPBIA CPOKYCHUPOBAA
BHUMaHUe Ha TEPMHHOAOTHH IIATTEPHA PaHHEN peIOASpH-
3aL[UH U peKOMEHAQAIIMSIX [T0 CTAHAAPTU3ALUH HEOOXOAMMBIX
usMmepenuii [ 14].

Kax
J Buepsbie omucana F. Kraus B 1920r. [15]. Ilosaerune

9AEKTpOKApAMOrpaduIecKuil PEeHOMEH BOAHA
OTYEeTAMBOI BOAHBI ] Ha aaekTpokappuorpamme (IKT)
cBssbiBaAM ¢ rumorepmueit [16-18] (B aTom cayuae oma
HasbiBarach «BoaHa OcbopHa») W rumepKaAbljpemueit
[15, 19]. KanHndeckoe n apuTMOTeHHOE 3HAYEHHE BOAHBI |
B 3HAUUTEABHOI CTENeHH UTHOPHPOBAAOCH A0 1999T. [20],

*] 7

» | 4

Puc. 1. Boana J (0603Hauena crpeakoit)
Ha 9AeKTPOKapAHOrpaMMme.
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noka G.X. Yan u C. Antzelevitch He omy6auxosaau pabory
00 MOHHBIX M KAETOYHBIX OCHOBAX BOAHBI | M MeXaHH3MAax
apurMmoreHesa [21],a 82005 r. 6biaa OTMeUeHa CBSI3b BOAHBI |
C yTPOKAIOIMMH )XU3HU apuT™MUame [22 ].

CHHAPOMBI BOAHBI ] HOAYYHMAM CBO€ Ha3BaHHE B CBS3M
C TeM, YTO XapaKTepHU3yIOTCs aKijeHTyaruei BoaHs! | Ha JKI.
OCHOBOI IIPOUCXOXXACHHUSI BOAHBI | SIBASIETCS 9AEKTPOH-
3HOAOTHMYECKOe Pa3AUYUe SIHU- U IHAOKAPAMAABHBIX KACTOK
MHUOKApAA IO MPOAOAXUTEAPHOCTH HMOTEHIIMAAA ASHCTBUS
(TIA) B pannux ¢asax (1-it u 2-it). Kax ussectHo, popmy
ITA ompeaeAsloT BXoafAIIue HaTpHeBble (INa) U KaAbliye-
sbie Toku (I.,) uam BbixOAsmmil kaamesbit Tox (I,) [13].
OKCIIepUMeHTAaAbHbIe UCCAGAOBAHMUS ITOKA3AAH, UTO IPHYHU-
HOH HOSIBACHMS BOAHBI | SIBASIETCSI TPAaHCMYPAABHbINA BOAB-
TQKHBI TPAAVEHT, BbI3BIBAIOIINI MaHHU(ECTALMIO «3apyo-
xu> [TA B armxapae (HO He B 3HAOKApAE) 32 CYET reTeporeH-
HOT'O TPaHCMypPaAbHOTO pacrpepeaens I [23].

B macrosmee Bpemsa npunsaTo cuurars, uro CPPXK u cbp
HPEeACTaBASIIOT ABA BADHAHTA MPOSIBACHHSI CHHAPOMA BOAHBI |
[12]. Kpome xapaxreproro DKI-marrepHa, 06a cuHApoma
ACCOLIMMPYIOTCS C TOTOBHOCTBIO K PAa3BUTHIO IIOAUMOP(-
HO#t skeayaoukoBoit Taxukapanun (OKT) u ¢ubpuasduuu
SKEAYAOUKOB (PX), npusopsx K BCC y MOAOABIX Atopeit
6e3 CTPYKTypHBIX 3a60AeBaHHI cepala [24], a TakKe K BHe-
3aMHOI MAaAeHYecKOit cMepTH [ 25 ]. KaeTouHbIe MeXxaHU3MBI,
AeXalye B OCHOBE CHHAPOMA BOAHBI ], AAMTEABHOE BpeMs
6biAM TIpeaMeToM AebatoB [26]. B cayuae cBp BhABUHYTHI
2 mpuHIMIHAAbHBIE THIOTe3bl. IlepBas — rumoresa pemo-
ASIPM3AIIMH, 3aKAIOYAETCS B TOM, YTO CABUI 6aAaHCa TOKOB
K ommKapAy mpasoro xeaypouka (IDK) moxer mpusectn
K QaHOMAAHMSIM PeTIOASPU3AIMH, BRIPKAIOMUMCS B Pa3BUTHU
re-entry 2-i1 pasbl, U MOXET BbI3BATh IKCTPACHCTOABI, CIIOCO0-
ueie nHAyrposars KT /K. Bropas rumoresa — rumore-
3a ACTIOASPH3AIIMHM, MPEATIOAATAeT, YTO 3aMeAACHHOe IIpo-
BeAeHHUe B BbIXOAHOM OTAeAe TpaBoro sxeaypouka (BOIDK)
BCAeACTBHE $UOPO3a M CHIDKEHUSI KOHHEKCHHA-43 IPHUBOAUT
K TIPEephIBAHMIO TIPOBEAEHNS], YTO MI'PAaeT HEePBUYHYIO POAD
B nosiBAeHHH usMeHeHuit Ha OKI' u apurMudeckoil MaHu(e-
cTaryuu cuHApoMa [27].

Hecmotps Ha To uto cbp 1 CPPIK pasanyarorcs crenennio
BBIPKEHHOCTH U AOKaAm3anuert BoaHsl | Ha OKI, mpunsaro
CUHMTATh, YTO OHM MPEACTABASIOT AHHbIN CIeKTP GEeHOTHIIH-
9eCKOM KCIIPECCHH, Ha3bIBAaeMOI CHHAPOMOM BOAHBI ] [6, 24].

IlepecmoTp KpuTEepHEeB AMATHOCTHKH
cuHApOoMa bpyrapa

Ilepep n3r0KeHUEM HOBBIX KPUTEPHEB AASL AUATHOCTHUKH
cBp neaecoobpa3HO BCIIOMHUTD IpeXHHE KPUTEPHUH, IPeA-
CTaBACHHBIE B COTAACUTEABHOM AOKYMEHTEe IIO BPOXKAEH-
HBIM apuUTMIAM cepAlia ot 2013T. [12] u PeKOMeHAAIMAX

0 A@YEHHIO XKEAYAOUKOBBIX apuTMuii u mpouaakTrke BCC
ot 2015r. [28]:
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Puc. 2. Tpu Tuna KT,
acconMupyoImuxcs ¢ caaapomom bpyraaa.
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1. CIIOHTaHHBI WAM MHAYIIMPOBAaHHBIM BBEACHUEM aHTH-
apurmudeckux npernapatos (AAIT) I kaacca moabem cer-
menta ST c Mop¢oaormeit 1-ro Thma («coved-type>)
>2mM (0,2 MB), perncrpupyembiii B HpPaBBIX T'PYAHBIX
orepermsix (V), V,), pacloAOKeHHBIX BO BTOPOM, Tpe-
TheM UAH YeTBEPTOM MeXpebephsix;

Ta6anmna 1. Illagxarickas miaaa
AASL AMATHOCTUKY CHHAPOMa Bpyrapa

OuneHka,

Iapamerp 6aAAbI

L. 9KT (B 12 oTBepenusIX/aMOyAaTOpHOE MOHUTOPUpOBaHHe)*

A. CnonTannsri 1-it Tun OKI-nmarrepra Bpyraaa B Ho-
MHHAABHBIX HAM BBICOKUX ITPABBIX OTBEACHMUSX;

B. InpynmposanHbIil Amxopapko# 1-it tum OKI-
nmarTepHa Bpyrapa B HOMHHAABHBIX HAY BBICOKUX
IIPaBbIX OTBEACHHSX;

C. 2-it mam 3-#1 Tunm AKI-marrepHa Bpyrapa, koTopsrit
TpaHcpopmupyercs B 1-it Tu mop AetictueM AATT
I xaacca

3,5

II. AnamHe3 3a60aeBaHuST*

A. Heo6bsicHUMBIe OCTAHOBKY CePALIA HAH AOKYMEH-
tuposannast OIK/moaumopprast XKT;

B. Hounoe aronasbHOe AbIXaHUE;

C. ITopospeHue Ha apUTMHYECKOE CHHKOIIE;

D. Cunkorne HesSCHOTO MeXaHU3Ma / HESICHOU 3THOAOTHY;

E. Tpeneranuve / QuOPUAAILUS IPEACEPAUIL Y TALJHIEH-
TOB <30 AeT 6€3 AABTEpPHATHBHOM STHOAOTUH 0,5

NN W

I11. Cemernblii anamue3™

A. POACTBEHHHKY IIEPBOM UAY BTOPOM AUHHHU
C OIIpeAeAeHHBIM AMarHO30M cBp;

B. ITopospenne nHa BCC (AnxopaAKa, HOYHOM XapakTep,
nposonupyomue cBp npemapatsr) y poACTBeHHIKOB
NepBOH ¥ BTOPOX AUHUY;

C. Heob6psicaumas BCC y poACTBEHHUKOB ITepBOIt HAH
BTOPOM AMHUH <45 A€T C OTPUIJATEeAbHOM ayTOIICHel

0,5

IV. PesyAbTaT reHeTHIECKOTO TeCTa
A. Bo3MOXXHas ITaTOreHHas My TaIlUs TeHa,
BOCIIPUMMYHUBOrO K cbp

0,5

Oyenka no wixare (mpebyemcs no menvweii mepe 1 IKI-xpumepuii)
« 23,5 6aAAOB: BepOSITHBIN/ OIpeAeAeHHbIH cBp;
« 2-3 6aaAa: BO3MOXKHBII cBp;
o <2 6aAAOB: OTCYTCTBHE AMArHO3a

DX - pubpuassuus xeaya0ukos; KT — 5xKeAyAOUKOBAS TAXUKAPAKS;
cBp - cunapom Bpyraaa; * — yunTpiBaeTcss MaKCHMaAbHAS OLjEHKA
TOABKO 32 OAHH ITYHKT.
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2. Iloapem cermenTa ST 2-ro 1 3-TO THITOB B IIPaBBIX IPYAHBIX
oTBeAeHUSIX V), V,, PacliOAOKEHHBIX BO BTOPOM, TpeTbeM
HAM YeTBEPTOM MeXXpebephsiX, KOTAA TPOBOKAIJOHHbIH TeCT
c BHyTpuBeHHbIM BBeaeHueM AAIT I xaacca uaaynmpyer 1-i
tin DKI-narrepra Bpyraaa (puc. 2; asarrruposaso o [6]).

Kax ykasaHo B coraacuTeAbHOM AOKymeHTe oT 2016T.
[6], ¢ meAblo CHIDKeHMS rMmepAMArHOCTHKH cBp mpeaao-
XKeHbI HOBble KPUTEPHH, HM3AOKEHHbIe B BHAE TaK HAa3bIBa-
eMOJ INAHXAMCKOM IIKAABI AASL AMArHOCTHKH cbp (Ta6A. 1;
apanruposaHo 1o [6]). Kak u B ykasaHHbBIX peKoMeHAALH-
ax or 2013 u 201S5T1T., B AQHHOH IIKaAe YIUTHIBAETCS TOAb-
Ko 1-it Tum moapema cermenra ST >2 mm (0,2 MB) B npasbix
rpyaHbIx orBepeHHsx (V,-V,), pacroAo)eHHbIX BO BTOPOM,
TpeTbeM HAHM 4eTBepTOM Mexpebepbsix. OAHAKO B AAHHOM
AOKYMeHTe MOSIBUAOCH AOIIOAHEHHE: «<B CAy4Yae, eCAU 1-1 Tum
noabeMa cermenTa ST AeMackupyeTcs: MOA AeficTBHeM 6A0-
KaTOpPOB HATPHEBBIX KAHAAOB, AASI IIOATBEPXKACHHUS AUATHO32
cBp TpebyeTcs HaAMdMEe OAHOTO U3 CAEAYIOIIUX KPUTEPHEB —
soxymentuposanHast OXK wnam moammoponas JKT, cumko-
Ile BCAGACTBHE IIPEANIOAAraeMON apUTMOTEHHON IIPHYMHEI,
caygait BCC B cemeifHOM aHaMHe3e y AMI] MOAOXKe 45 Aer
C HeTaTHBHBIM 3aKAIOUEHHEM Ay TOIICHH MAH HOYHOE arOHAAb-
Hoe pAbixaHue. KpoMme Toro, mopTBep kaeHHeM AHMarHosa cbp
sBasiercst uHAynupyemocTs JKT / XK opHuM mam AByMst oKc-
TpacTuMyaamu ipu crumyastmu TDK [29].

B poxymenre [6] moadepxusaercs, uTo 2-it TUI UAM 3-i
THII ITIoAbeMa cerMeHTa ST He MOI'yT 3aMeHHTD CIIOHTAHHbIN
1-11 Tum, HecMOTpA Ha TpaHCPopManuio B 1-i Tum Ha poHe
AMXOPAAKH MAM BBEACHUSI OAOKATOPOB HATPHUEBBIX KAHAAOB.
Wupynupyembiii mop aefictBueM Aekapers 1-ii tum OKI-
IIATTepPHAa MOXET OBITh HCIIOAB30BAaH B AMAarHocThke cbp
TOABKO B CAy4Yae, €CAU COIPOBOXKAACTCS OAHUM U3 KPUTEPH-
€B, YKa3aHHBIX Bbllle. THI 2-H XapaKTepH3yeTcs IIOAbEMOM
cermenTa ST >0,5 MM (06br9HO >2 MM B V,) B OAHOM H 60Ace
TIPaBbIX MPeKOPAHaAbHBIX oTBepeHusx (V,-V,), usmepste-
MBIM IO BBIITYKAOH 9acTH ST, ¢ IOCACAYIONTMM IIOAOXKHTEAD-
HbiM 3y6110M T BV, 11 Bapuabeabnoit mopoaoruesi B V,. Tun
3-11 XapaKTepH3yeTCs IIOAbeMOM cerMeHTa ST cepAOBHUAHOI
uAn csopdaroir ¢popmer <1 mm. Kmerorcs paHHBIE O TOM,
YTO PACIIOAOXKEHHE IPAaBbIX IPYAHBIX OTBEAEHHI B 6oaee
KpaHHAAbHOM mo3uiuy Ha cranpapTHoi JKI' B 12 orBeae-
HISAX MAU C IIOMOIIBIO XOATEPOBCKOTO MOHUTOPHPOBAHUS
IKT B 12 oTBepeHmAX yBeAmdrBaeT 9yBCTBUTEABHOCTD OKI,
HO3TOMy pekoMeHAyeTcs perucTpuposatb JDKI' B craHpaprT-
HBIX OTBeAeHHX V| u V,, a Takxke mmpu 6oAee BBICOKOM pac-
noroxenuu aAekTpopoB [30]. C. Veltmann u coasr. moxa-
3aawy, uro Aokaamsanms BOIDK, ompeaeasemast ¢ momompro
MAarHUTHO-pesoHaHcHON Tomorpaduu (MPT), xoppeanpy-
eT ¢ 1-M Tunom nopbema cermenTa ST mpu cbp, a mosunu-
OHHPOBAHHE JAEKTPOAOB B COOTBETCTBHH C AOKAAHM3aIlHeH
BOIDX yayumaer puarsocruxy cBp [31]. Ilpudem B 60ab-
IIMHCTBe CAy4YaeB 1-if THI marTepHa cBp ObIA BBIIBACH B Tpe-
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TbeM MeXpebepbe 10 CTEPHAABHOM U A€BOM IapaCTEPHAAB-
Hoit AmHMaAM [31].

Heo6xopnMo oT™MeTHTb, 4TO mpepsaraemas Ilanxaiickas
IIKAAA AASL AMATHOCTHKY CBp BKAIOYaeT mepeMeHHsIE, OLjeH-
Ka KOTOPBIX Oa3upyercs Ha MHEHHH 9KCIIEPTOB paboueit
rpynnst 6, 12, 32, 33 ], nHYOPMUPOBAHHBIX TOABKO Ha OCHO-
BAaHUM PE3YABTATOB KOTOPTHBIX MCCAEAOBaHMIL. TakuM obpa-
30M, KaK 1 APyTHe IIOAOOHOTO POAA PEKOMEHAQALIMH, OHH Tpe-
OYIOT AAAbHETIIIEN BAAUAM3ALIU B OYAYIINX HCCAEAOBAHMSIX.

PapmakoAsoruyecKkue TeCThbl
HAM APyTHe AMATHOCTHYECKHEe CPeACTBa

DapMaKOAOTHUECKMIT TeCT ¢ OAOKATOPOM HATpPHEeBBIX
KaHAAOB, KaK M PaHee, OCTAaeTCs aKTYaAbHBIM IIPH KAMHH-
9eCKOM IIOAO3PEHHH Ha CBp M B OTCYyTCTBHE CHOHTAaHHOTO
nopbema cermenta ST 1-ro tuma [6]. Crmcok mpemaparos,
HICIIOAB3YEMBIX C 9TOH IJeAbIO, IIPeACTaBAeH B TabA.2. Tecr
CYMTAIOT TOAOXHMTEABHBIM TOABKO IpH mosydeHumn OKI-
marTepHa 1-To THIA; KpUTEPHAMH IIpeKpaljeHMs TakoKe
CAYXAT IIOSIBAGHHE 4YacThIX >XEAYAOUKOBBIX IKCTPACHCTOA
HAM APYTHX apUTMHUH, HAM pacmupeHue kommaekca QRS
>130% OT HCXOAHOIO 3HAYEHHSL.

B xauecTBe aAbTepHATHMBBI AEKAPCTBEHHOMY TeCTy
AASL AMAarHOCTHMKH CBp mpepsaraercs «TecT C HamoAHeH-
HbIM KeAyAKOM>» [34]. Cytb ero cBopmrcs k sarmcu OKT
AO ¥ ITOCA€ OOMABHOTO IpreMa muiy. Fcrioab3oBaHue BbICO-
KO PACIIOAOKEHHBIX SACKTPOAOB YBEAUYHMBACT YyBCTBUTEAD-
HOCTb AASL OOHAPY>KEHHMS CIIOHTAHHOTO 1-ro THIIA IOABeMa
cermenTa ST HOYBIO MAM ITOCAE TSHKEAOM IHIIH.

AexapcTBeHHBIN TeCT NUMeeT OrpaHUdYeHus. A\aHHBIN TecT
He IIOKa3aH IMalueHTaM ¢ beccuMnToMHBIM 1-M Tunom DKI-
nmarTepHa bpyraaa, Tak Kak OH He MMeeT AOIIOAHHTEALHOTO
AMATHOCTUYECKOro 3HaueHMs. TecT Takke He PEKOMEHAO-
BaH B CAyYae, eCAu yxe AoKyMeHTHpoBaH JDKI-marrepn 1-ro
THIIA, HHAYITMPOBAHHBIA Anxopaakor. Kpome Toro, B coraa-
CHTEABHOM AOKYMEHTe 00paIaeTcsi BHUMAHIE Ha OAHY BaXK-
HYIO A€TaAb: B OTCYTCTBHE CUMIITOMOB IAIJHeHTHI C HAAWIH-
eM B CeMeHOM aHaMHe3e OOAbHBIX ¢ cBp MAM mepeHecmx
BCC AOAXHBI 6bITH MHPOPMUPOBAHBI O BO3MOXKHOCTH IIPO-
BEACHHS TAKOTO TeCTA AASl yCTAHOBACHHS 60Aee TOYHOTO AMa-
rHo3a cbp. OAHAaKO IpU 9TOM HEOOXOAMMO IIPEAYIIPEAHTS
TAIlMeHTa, YTO Pe3yAbTaT TeCTa He IIOBAUSET Ha TePAIIHIO, TaK
KaK AOATOCPOYHBIH PHCK y MaIeHToB ¢ cbp, amarnocrupo-

Ta6auna 2. [Ipenaparsl, UCTIOAb3yeMbIe AAS TTPOBOKALIMH
OKT-narrepua Bpyrapa (asantuposaso no [6])

IIpemapar Aosa Cnoco6 BBepeHHs
AviMaAuH 1 Mr/xr B Teverue 10 Mux Bryrpuserno
Daexaunua 2 mr/xr B TedeHue 10 Mun Bayrpusenno

200-300 mr BayTpn (>1 )
ITpoxannamup, 10 mr/xr B Tevenue 10 Mun Bryrpusenno
TTuacukanamp 1 mr/xr B Tedenue 10 Mmun Brayrpusenno
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BaHHBIM C NOMOIIbIO A€KAPCTBEHHOTO TECTa, 3HAYUTEAbHO
HIDKe, YeM y IAIJMeHTOB CO CIOHTAHHbIM 1-M THIIOM.

B aAokymenTe mopdepKuBaeTcs, YTO IPOBEACHHE AeKap-
CTBEHHOTO TeCTa C afIMAAUHOM Y AeTell BOSMOXHO, HO 6oaee
npobAEMaTHYHO, YeM y B3POCABIX. Bo-IepBbIX, TecT MeHee
JIyBCTBUTEACH, YeM Y B3POCABIX. Tak, IO AQHHBIM OAHOTO
HCCAEAOBAHMS, IIOBTOPHOE, IO AOCTIDKEHHMH BO3PACTa MOAO-
BOI 3peAOCTH, BBeACHHE aliMAAMHA POACTBEHHMKAM IIalfHeH-
TOB C cbp cripoBonuposaso npusHaku cbP y 23 % u3 Hux, xoTs
B AETCKOM BO3pacTe y BCEX TeCT OBIA OTpULATeAbHBIM [35].
Bo-BTOpBIX, TeCT CBsI3aH C OOABIINM PUCKOM, YeM Y B3POCABIX.
B cepun nccaepoBanmit y 10% aereit, KOTOPBIM IIPOBOAUACS
TeCT C afiIMAAMHOM, BKAIOYasi 3% U3 MOATPYIIIBI 6e3 CUMIITO-
MoB, passuaach ycroiumsas KT [36, 37]. OcropoxHocts
TalOKe AOAKHA OBITH COOAIOAGHA IIPH IPOBEACHHM TecTa
C U3BECTHOHM IIATOTEHHOM MyTalliell HAaTPHEBBIX KaHAAOB
UAU y TAIIMEHTOB C IPOAOHIMPOBaHHBIM HHTepBasoM PR,
9TO yKa3blBaeT Ha HOCHTEABCTBO TaKOM MyTauu [37].

An¢depennnarbHbIN AMaTHO3 Cbp

Ao ycTaHOBAGHMS AMarHO3a CBp HEOOXOAMMO HCKAIOUHTD
ApyTrue mpuyuHbl noabema cermenta ST [6], B uncae koTo-
PBIX MOTYT OBITh: ATUIMYHASE OAOKAAA TIPABOI HOXKH ITy4Ka
I'mca, runepTpodus >KEAYAOUKOB, PAaHHSS PEHNOASPH3AINL
(0CO6EHHO y CHIOPTCMEHOB), OCTPBIil IEPUKAPAUT / MHOKap-
AUT, OCTpas MumeMus MAM HHPApKT MHOKapA2 (OcobeHHO
IDK), TpoM603M60AUS AETOYHOI apTepUH, CTEHOKAPAHMS
ITpunnMerasa, apurmorenHas aucmaasus IDK, anccexrms
AHEeBPU3MBI A0PThI, AHOMAAMH IIEHTPAABHON M aBTOHOMHOIM
HEepBHOM CHCTEeMBI, MbIIIeYHas AMCTpodus AOIIeHHa, CIIU-
HOOyAbOapHast MblleyHast AUCTpodus, aTakcust Opuppeiixa,
MHOTOHHMYECKasl AUCTPOdUS, MeXaHMYecKoe CAABAEHHe
BOIDK (manpuMep, BOpPOHKOOGpasHas TpyAHas KAETKa,
OIyXOAb CPeAOCTEHHs, reMoNeprKapy), runorepmust, JKI
nocAe AepHOPHUAASIIHLL

Boabmoit uHTEpec BBI3bIBAET MPEACTABACHHbIN B COTAA-
CHUTEABHOM AOKyMeHTe KpaTKuil 0030p HCCAeAOBAHMIA,
TOCBAIEHHBIN CpaBHEHUIO cBp ¢ apuTMoreHHOM! AMCrAa3H-
et mpasoro xeaypouka (AAIDK), Tem 6oaee uto Auddepen-
ITMAABHBIN AUATHO3 MEXAY ABYMS STHMH ITATOAOTHSIMH SBASI-
eTCsl HarboAee IIPOOAEMATHIHBIM B KAMHIYIECKOH IIPAKTHKE.

O6cyxaaroTCA  pasAMuMs, KacalomUecs CTPYKTYPHBIX
U3MEHEHHMH CepALla IPU AAHHBIX mHaTororusx. Hecmorps
Ha TO 4TO cBp cumTaercs «uMCTOM> KaHAAOIATHEH, IPOAOA-
XKAIOTCSL AeOATBI OTHOCHUTEABHO CTPYKTYPHBIX H3MeHEeHHMI
cepania ipu cbp. Tak, IMer0TCA AQHHBIE O HAAMYHMHU TUCTOAO-
THYeCKH BBISIBASIEMOTO MHOKapAHaAbHOTO ¢pubposa B BOIDK,
KOTODBII He OIPEAEASeTCS C TIOMOIIBIO OOBIYHBIX METOAOB
BH3YaAU3AIMH, HO MOKeT IIPUBOAUTD K Pa3BUTHIO 3aMEAACH-
HOTO IIPOBEACHHUS M JKeAYAOUKOBBIX aputMuil. MPT u aaek-
TPOHHO-Ay4YeBble KOMITbIOTEepHbIE MCCAEAOBAHMS MO3BOASIOT
BBIBUTD Y MAIIUEHTOB C cBp 60Aee TOHKME M3MEHEHNS, BKAIO-
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Yasi aHOMAAMH U CHIDKEHHYIO COKPATHTEABHYIO (QYHKIIHIO
K 1o cpaBHeHuIo ¢ AeBbIM xeayaoukoM (AJK), Auaararuio
BOIDX [38, 39]. B uccaepoBanuu van Hoorn u coasr. [40]
He BBIABACHO pasamumii pasmepoB BOIDK wmam $paximu
BbI6poca IDK B 3aBUCHMOCTH OT HAAMYHS MAM OTCYTCTBHS
myTanuil reHa SCNSA y manuenroB ¢ cbp, HO BbIIBAGHBI
CTaTHCTHYECKU 3HaunMble pasamdms pasmepos IDK u AOK
U QppaKImu BHIOPOCa IO CPAaBHEHMIO C TAKOBBIMH Y 3A0POBBIX
AHI], 9TO aBTOPbI OOBSICHUAU BO3MOXKHBIM HAAUYKEM B MHO-
KapAe Gubpo3a U KUPOBOI AereHepanu. AAbTEPHATUBHOE
00bsiCHeHHe CTPYKTYPHBIX H HHBIX aHOMAAMIL IIpHU cBp mpea-
aoxua C. Antzelevitch [41]. Tlo ero MHeHuI0, Hameamemy
IIOATBEPXKACHHE B OKCIEPHMEHTAABHOH MOAEAM HAa apHT-
MoreHHOM cybcrpare cBbp, «morepst cBopa» ITA mpusoaut
K KOHTPAaKTHUABHBIM HM3MEHEHISM, BBI3BIBAIOIUM AHOMAAUHU
ABIDKEHHS CTeHOK MHOKapaa. VIsMeHeHms pemoaspusa-
Iuu B KoHIe 1-i ¢aspl ammkapauasbHoro ITA, orBeTcTBeH-
HBIe 332 <IIOTEPI0 CBOAA>, 3ACTABASIOT KAAbIIHEBbIe KaHAABI
OBICTPO HMHAKTHBHPOBATBCS IIOCAE€ HMX HAYAABHON AKTUBA-
MU, DTO IPHBOAUT K PE3KOMY CHIDKEHHIO TOKA IO KAABIIH-
eBBIM KaHAAAM, B Pe3YABTATe YEero KAETKA AMIIAeTCS KAABIIHS,
U COKpaTHTeAbHass QYHKIMSA B STHUX KAETKaX IIpeKpaliaer-
cs1. OTO IPUBOAUT K aHOMaAusIM ABIKeHHs cTeHkn BOIDK,
pacumpenno BOIDK u cHmwkenmio ¢pakuuu BeIOpOCa,
4TO U HabAroAaeTcs y manueHToB ¢ cBp. Ilpeamoaaraercs,
4TO «IOTepst cBopa» ITA dopmupyer cocrosiHue, HOAOOHOE
rubepHaIi MMOKAPAA, 2 9TO MOXET C Te4eHHeM BpeMeHH
IPUBOAMTD K MSTKMM CTPYKTYPHBIM M3MEHEHHSM, BKAIOUAsI
BHYTPHKACTOUHYIO AKKYMYASIIUIO AMITHAOB, BaKYOAH3aIIUIO
¥ IlepepacrpeAeAeHne KOHHeKCHHa-43 [42]. Otu crpyxryp-
HbIe U3MEHEHHS MOTYT CAMH BHOCHTD BKAAA B CO3AAHME APHT-
MorenHoro cy6cerpara npu cbp [43]. Tlpu atom cTpykryp-
Hble M3MeHeHHUs NpU cDp 3HAUMTEABHO OTAMYAIOTCS OT TeX,
uro umetorcs npu AATDK. B oramane ot cBp 06bramsie mero-
Abl Busyaansanun npu AAIDK deTko BBIABASIOT CTPYKTYp-
HO-¢yHKIMOHaAbHbIe n3MeHeHust [DK: pmaarariuio, o6paso-
BaHHE AHEBPU3M, AaHOMAAMH ABIDKeHMs cTeHOK. IIpusHaHo,
uro AAIDK — HacaepcTBeHHOe 3a60AeBaHMe, IPOUCXOASIITIEE
OT TeHeTHYeCKH AepeKTHBIX AECMOCOMAABHBIX IIPOTEHHOB
(44, 45], xapakrepusyiomeecs (PUOPOZHO-KMPOBBIM 3aMe-
IIleHHEeM MUOKAPAQ, TIPEAPACIIOAATAIOIINM K 00YCAOBACHHBIM
PyOLIOM JKEAYAOUKOBBIM apPUTMUSIM, KOTOpPbIE MOTYT IIPUBe-
ctr k BCC, 0cO6eHHO Y MOAOABIX ATOAEHL M CTIOPTCMEHOB [46 .

Yrpoxaromme >xusau apurmun npu AAIDK moryT Bos-
HUKATb B AI060IT $pase 3a00AeBAHMS: OT PaHHEMH, «CKPHITOM>,
AO Pa3BepHYTOH, C SIBHBIMH CTPYKTYPHBIMU H3MEHEHUS-
mu [44, 46]. Oco6biil NHTEPEC MPEACTABASIIOT PE3yABTATHI
HEAAQBHUX O9KCIIEPUMEHTAABHBIX HCCAGAOBAHUI, KOTOpbIE
nokasaau, 4ro apurmorete3 mpu AATDK moxer 6p1Tb cxO-
AeH ¢ cbp: orcyTcTBHE sKcpeccHu AeCMOCOMAABHBIX IIPO-
TenHOB MokeT BbI3bBaTh npu AAIDK aaexTpmueckyro
HeCTaOMABHOCTD JKEAYAOUKOB ITyTeM AUCQYHKIIMH HATPHU-
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€BBIX KaHAAOB, YTO IIPEAPACIIOAATAeT K 3aBUCHMBIM OT TOKA
Na* AeTaAbHBIM APUTMHSM, CXOAHBIM C TEMH, YTO IIPHBOAST
x BCC y naymentos ¢ cunapomamu Boanst J [45]. Umerorcs
U APyTHe AOTIOAHUTEABHBIE AOKA3aTEAbCTBA «IIEPEKPBITHS>
Mexay ¢peHorunmdeckumu MaHuPpectanmsavu AATDK u cBbp:
1. pe3yAbTaThl KAMHMKO-TIATOAOTHYECKHX HCCAEAOBAHMI,
AeMoHcTpupytomue y manuenToB ¢ AAIDK cxopnsre ¢ cbp
nsmenenns JKI' 1 naTTepHbl KeAyAOIKOBbIX apuTMHil [47];
2. ICCAGAOBAHUS KOPPEASI[UH TeHOTHI—(EeHOTHII, TTOKa3aB-
mue, 4To MyTanst PKP2 MoxeT BbI3bIBaTh PpeHoTHI Bpyrasa
B CEpALIe YeAOBeKa IyTeM CHIDKeHns Tokos Na* [48].

AaHHBIE HAXOAKU IIOATBEPXKAAIOT KOHIIEHIIMIO O TOM,
yro AAITK u cuHApOMBI BOAHBI J, BO3MOXHO, SIBASIFOTCS
PasAMYHBIMH BapHAHTAMU CIEKTPa CTPYKTYPHBIX MHO-
KapAMAABHBIX AHOMAAMN M HEAOCTATOYHOCTU HATPHUEBBIX
TOKOB, Y KOTOPBIX B KaueCTBe O0Iero NCTOYHMKA BBICTYIIAeT
60Ae3Hb KOHHEKCOMa [ 6, 48 ].

B oramume or cbp mamenenns IKI' mpu AAIDK cra-
OMABHBI M IPOSIBASIOTCS IOCTOSIHHO HMHBepcuedt 3ybna T,
«epsilon»-BoAHaMH ¥ TpH HporpeccHpoBaHHM 3aboae-
BaHMsI — cHKeHueM 3y6ua R. Koneunas crapms AATDK
06br4HO acconuupyercst ¢ MoHoMop¢roit JXKT ¢ mopdoaro-
rUel TIOAHOM GAOKAABI A€BOM HOXKHM Iyuka I'mca, mpoBoru-
pyeMmoit KarexoaamuHamu [49], B T0 Bpems Kak cBp acconu-
upyetcs ¢ noaumop¢uoi JKT mpenMymmecTBeHHO BO BpeMsi
CHa MAM B IOKoe. ITo AQHHBIM ITyOAMKAIINiL, TTO3UTUBHBINA
TECT C aMAAMHOM BCTpedaeTcs IpUMepHO y 16% marieHTOB
c AAIDXK [50].

HecomHeHHYIO MOAB3Y AASL KAMHHIECTA IPEACTABASIOT
U3AOXKEHHBIE B COTAACUTEABHOM AOKYMEHTE MOAYAUPYIO-
mue PakTophl mpu cuHApOMe Bpyrapa [6]. YcramosaeHo,
YTO CHMITATOBAraAbHBIA OaAAHC, TOPMOHbI, METAOOAMYECKHE
$aKTOphl U AeKapCTBEHHbIE IIpelapaTbl MOTYT He TOABKO
usMeHATh Mopdoaoruro IKI HO Takke BAUSITH Ha pa3BUTHE
JKEAYAOUKOBBIX apuT™Muit [S1]. B AOKyMeHTe mopdepKuBaet-
CsT HEOOXOAMMOCTD OBICTPOTO YCTPAHEHHUS M KOPPEKIIUH AQH-
HBIX MOAYAHPYIOIHNX GpaKTOPOB.

ITpuobpemennviii nammepu Bpyzada u penoxonuu

Hssecrro, yro OKI-marrepusr Bpyrapga MoryT pemackupo-
BaTbCS TTOA BAMSTHHEM IUPOKOTO CIIEKTPA AeKApCTBEHHBIX ITpe-
IapaToB U (PAKTOPOB, BKAIOYASI AMXOPAAKY, BarOTOHHYECKUe
IIpenaparhl ¥ BarycHbIe IPOOBI, A-aApPeHePridecKie arOHKCThI,
B-appenobaoxaropsr, AAIT IC kaacca, TpH- M TeTpaIMKAM-
YeCcKHe aHTUAENPECCAHTDI, THIEePKAAHEMHIO, THIIOKAAMEMHIO,
THIIEPKAABIIEMUIO, AAKOTOABHYIO M KOKAWHOBYIO MHTOKCHKA-
yuio [52-55]. Ha caitre www.brugadadrugs.org npeacrasaen
HIOAHBIH CIIMCOK IIPETapaTOB, U3BECTHBIX CBOMCTBOM AEMACKH-
posarb IKI-marrepn bBpyrapa, B cBsi3u ¢ yeM KX IpreM many-
enTamu ¢ cBp AoaxeH 6bITh nckArogeH [S1].

ITo ompeaeaenuio axcnepros, K ¢eHokomusiM bpyrapa
OTHOCSTCS CAy4aH, KOTAQ BHeImIHHe (aKTOPbI IIPHBOAST
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k nosBaerHIo KT, cxopHOM nAM HAeHTHYHOM 1-My THITy cBp
B OTCYTCTBHe TeHeTHYecKoil aucdyHkumu [6, 56]. YepTsi
¢$enoxonuit bpyraaa Bkao4aroT:

1. Bpyrapa-mopo6usiit IKI-narreps;

2. Haandne npeHTHPUITMPYEMBIX YCAOBHUH, KOTOPbIE CAY>KaT
npuanHOU nosBaeHs JKI-maTrepra Bpyraaa;

3. Ucuesnopenne OKI-marrepHa Bpyrapa mocae pasperme-
HUS 3TUX YCAOBUL;

4. OrcyTcTBue cemeiinoro aHamuesa no BCC y oTHocuTeAs-
HO MOAOABIX POACTBEHHMKOB IepBoil Annuu (<45 aer)
uAu 1-ro Tuma nmarrepHa bpyraaa;

s. OTcyTCTBUE TaKUX CHMIITOMOB, KaK CHHKOIIAABHbIE COCTO-
SIHUSI IAM HOYHOE arOHAABHOE ABIXaHHE;

6. OTpHIIATEABHBI TeCT ¢ GAOKATOPAMH HATPHEBbIX KAHAAOB.

C ydyeroM TpPYAHOCTeH B YCTAaHOBAEHHMU Te€HETHYeCKOH

IIPEAPACIIOAOKEHHOCTH, KOTOPAs SIBASETCSI HEOOXOAMMBIM

yCAOBHEM AAsL ODO3HAYEHMSI dAEKTPOKAPAMOrpadUIeCcKOt

MaHH(peCTalMH Kak (EeHOKOIHUH, AebaThl O IHpaBOMepHO-

CTH AQHHOM TePMHUHOAOTHMH IIPOAOAYKAIOTCS. YKA3bIBAeTCS

Ha CXOACTBO paspeAeHMsi Ha mprobperenssie gpopmpr IKI-

narrepHa bpyrapa u cBp ¢ cuTyanmeii, kacaromesics Tepmu-

HOAOTHMH CHHAPOMA yAAMHeHHOro nHTepBasa QT.

IlepecmoTp kpuTepues aonaraoctuku CPPJK

Kax oTMedaroch paHee, CAGACTBHEM ITyTaHMIIbI C Tep-
MHHOAOTHEH, KacCalolllefCs IaTTePHa paHHEH peroAspu-
sayuu (ITPP), sBuAace paspaboTka COOTBETCTBYIOLIETO
COTAACHTEABPHOTO AOKYMEHTa, omybaukoBaHHOro B 2015r.
[14], xoropsit He TOABKO yTOuHHMA TepMuHOAormio IIPP,
HO U IPEACTaBHA PEKOMEHAAIIMH II0 HeOOXOAMMBIM H3Me-
penusM. Bo-miepBbIX, peKOMEHAOBAHO HCIIOAB30BATh CACAY-
IOlMe YTOYHSIONIHE TEPMUHBL: IHK «3a3yOpPHUHBI» B KOH-
e xommaekca QRS o6osnasaercs J,; Havaro 3a3y6puHbI
Ha koHue KoMmraekca QRS wmam J-Boansl obo3Havaercs J,
u okonyanue — J, [14] (puc.3).

(A (5]

Puc. 3. CxemaTu4HOe H300paskeHHe OCHOBHBIX
TOYeK M3MepeHHii IIPH Pa3AHMYHBIX BAPHAHTAX
9KI-nmaTTepHa paHHe! PeNOAsIPH3aIIH.

A — 3asybpennocts («notching» ); B — craaxennocrs («slurring> ).
OcraAbHBIE 06BACHEHUS B TEKCTe. AAAITHPOBAHO 110 [ 14].
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Bo-BTOpBIX, yTOYHEHbI IPU3HAKK PAaHHEH PeIOASPU3AIIH:

1. Haanune B xoHeuno#t wactu xommaekca QRS «3asy6pu-

HbI>» («notch» ) nau «craaxennoctu» («slur> ); mpraem

«3a3yOpHHA>» AOAXHA PACIIOAAraThCsi MOAHOCTBIO BBIIIE
M30AHUHHH.

)

. Touka JP AosxHA 66T 0,1 MB B 2 nan 60aee mocaepOBa-
TeAbHBIX OTBeAeHHAX cTaHAapTHOHN OKI' B 12 oTBepeHMIX,
KpoMe oTBepeHul V-V,

i

IIpoaonaxureabrocts kommaekca QRS <120 mc, nsmepen-
Hasl B OTBEACHISIX, B KOTOPBIX «notch» uan «slur» orcyr-
CTBYIOT.
B-TpeTpux, CAeAaHBI YTOYHEHHSI AAS OIPEACACHUS
xapakrepa cermenta ST (BOCXOASIMIMIL, FOPM3OHTAABHBIM
VAW HECXOASIIIHIT), AAS 4ETO CPABHUBAETCS MIOAOSKEHHE TOY-
KH J, ¥ Touku Ha cermeHTe ST, oTcTosmeit ot Hee Ha 100 Mc
(uaTepBaa M Ha puc.3) [14].
IleaecoobpasHo pasamyars momsitus IIPP u CPPXX
[0 aQHAAOTMH C CHHAPOMOM U {eHomeHoM WPW [S7].
Kak umsBectHo, cuapapom WPW oramvaercss or ¢peHOMeHa
WPW rem, uro npu peHomene WPW umerorcs Toabko IKI-
IMPU3HAKK HAAUYHMS AOMOAHHUTEABHBIX aTPHOBEHTPHKYASP-

HbIX COCAHHGHHI:I, KOTOpBIE SABAAIOTCA AOIIOAHHUTEABHBIMH

Ta6anmna 3. Illanxarickas mxasa aas puaraocruxku CPPOK

OneHka,
ITapamerp Gannbt
I. Kaunngeckas kapruHa*
A. Heob6psicHUMAas OCTAHOBKA CEPALIA, AOKYMEH-
tuposanHas OJK man moaumopuas XKT; 3
B. ITopo3peHue Ha apUTMUIECKOe CHHKOIIE; 2
C. CuHKoITle HeSICHOTO MeXaHU3Ma/ HeSICHOM 3THOAOT MU 1
II. OKTI B 12 oTBepeHmsax*
A. PP >0,2 MB B >2 HmKHUX 1/ HAU 60KOBBIX OTBEACHUSIX
IKT ¢ ropusoHTaAbHBIM / HUCXOASIUM cerMeHTOM ST; 2
B. AuHamuyeckue n3MeHeHus nopbema Touku J (0,1 MB)
B >2 HDKHUX U/ 1AM 60KOBbIX 0TBepeHmsx DKT; 1,5
C. ITopapem Touku ] >0,1 MB 1o MeHbImeit mepe
B 2 HIDKHUX 1 /1AM 60K0BbIX oTBepaeHmax DK 1
III. AM6yaaToproe MmouuTopuposanne KT
A. JX3OC c xopoTKuM HHTEPBAAOM CIienmaeHus ¢ R 2
Ha BOCXOASIIIIEM KOAEHE HAU ITHUKe BOAHBL T'
IV. Cemeritnblii anamHe3
A. PoacrBennuku ¢ ycranoBaeHHBIM CPPOK;; 2
B. >2 poacrennuxos nepso#i avauy ¢ IKI-marreprom ILA; 2
C. PopcrBennuk nepsoit auanu ¢ OKI-marreprom ILA;
D. Heo6ssicuumast BCC B Bo3pacTe <45 AeT y poACTBeH-
HHKOB II€PBOI HAU BTOPOF AUHUH 0,5
V. Pe3yAbTaT reHeTH4€CKOTO TeCTHPOBAHH
A. Bo3aMoxHasI TaTOreHHAast MyTalLus reHa, 0,

Bocpuumuusoro k CPPIK

Oyenxa no wxare (mpebyemca no menvuieii mepe 1 IKI-xpumepuii):
o >5 6aAA0B: BeposiTHBII/ onpepeaenHst CPPIK;
« 3-4,5 6aaaa: Bosmoxusiii CPPXK;
o <3 6aAAOB: OTCYTCTBHE AMArHO3a

DX - dpubpuassiuus xeaya0uxos; KT — sxeAyAOUKOBAsI TaXHKAP-
aust; PP — pannsa penoaspusanust; KO C — xeayaoukoBast akcTpa-
cuctoaa; CPPXK — cHHAPOM paHHell pelToASpH3aIiMHU )KeAYAOUKOB;
BCC - BHe3anHas cepaedHast CMEPTb; * — YIUTHIBACTCSI MAKCHMAAb-
Hasl OI[eHKa TOABKO 33 OAMH ITyHKT.
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IIPOBOASIUMU Iy TSIMH, B TO BpeMsI Kak Iipu cuapApome WPW
UMEIOTCS XapaKTepHbIe AAS 9TOH BPOXXAGHHON aHOMAaAHMHU
IIAPOKCU3MAAbHbIe HApPYIIEHHs PUTMAa C BOBACUEHHEM AAH-
HBIX AOIOAHHMTEABHBIX IIPOBOASIIUX IyTed. AHAAOTHYHO
BbIlIecKa3aHHOMY, o I IPP moapasymeBatoTcst TOABKO Xapak-
tepHble DKI-mpu3HaKy, Toraa Kak AASL YCTAaHOBACHUS AMa-
rHo3za CPPJK TpebyroTcst elle AOIIOAHHUTEABHbIE KPUTEPHH,
AOKAa3bIBalOIe KAMHUYECKYI0 HAM IPOTHOCTHUYECKYIO 3Ha-
YHMOCTD BBUSIBAGHHOM PaHHe! pernoaspusanuu. B obcyxaa-
€MOM COTAACHUTEABHOM AOKYMeHTe aAs amarHocTnku CPPJK
IIPeAAaraeTcs UCIIOAb30BaTh Tak HasbiBaeMyto IllaHxatickyro
mkasy (Taba.3), HPUHIUI IOCTPOEHUST KOTOPOH CXOAeH
¢ TeM, 4TO puMeHstercs npu cBp (apanTuposano mo [6]).

13 TabA. 3 caepyeT, 4TO HanbOAe€e 3HAYUMBIMU [TAPaMeTpa-
Mu A auarHoctukn CPPJK saBastroTcst kKaMHHMYeckue Ipo-
SIBAGHII B BUAE IPEPBAaHHOM OCTAHOBKH CEPAId, AOKYMeH-
tupoBanHoi ®JK mam moammopdroit KT, cuHKOmMAABHBIX
COCTOSIHUM TIPEAIIOAOKUTEABHO APHTMOIEHHON IIPUPOADL
Taxoxe cymecrBeHHOoe MecTo B amarHoctuke CPPJK 3amm-
MaeT OTSATrOIeHHbIN ceMerHbIi aHaMHe3 o BCC. Ilpu atom
reHeTHYeckoe TecTHpoBaHMe B puarHoctrke CPPIXK Beco-
MO pOAU He UrpaeT. B AOKyMeHTe yKa3aHO, 4YTO UMEIOLUecs
B IIPEACTaBACHHOH IIKAAe IMapaMeTpPhl HYXAAIOTCS B AAAb-
Hellmel BaAMAM3aLMH [ 6] U, BOBMOXHO, OyAyT epecMoTpe-
HBI B IIpOLjecce OYAYIIMX HCCACAOBAHHIL.

CxoacTBa u pasanuusa mexxAy cbp u CPPJK

IIpu cpaBHeHUM CMHAPOMOB J-BOAHBI B IeEpBYIO OYe-
peAb obpamaer Ha ce6sl BHAMAHHE X CXOACTBO (Taba.4)
[6, 58]. Myx4mHbI AOMUHHPYIOT HpU OOOUX CHHAPOMAX,
cocTaBasst 71-80% cpepu mareHTOB ¢ cbp eBponeoupHo
pacsl u 94-96% cpean smonues [S59]. Bosuukuosenne OXK
IpU UCCAGAOBAHHN HHTEpPHAIIMOHAABHOM Koroprsl ¢ CPPIK
3apPErHCTPHPOBAHO TAKOKe TAABHBIM OOPA3OM y MY>KUMH
(72%) [8], a MO AQHHBIM AMOHCKHX HCCAEAOBATeAeid, mpo-
neHt 6bia cymecrBenHo Bbime [60]. Ilpu oboux cunppo-
Max y IAIJMeHTOB CHMIITOMBI MOTYT OTCYTCTBOBATb BIIAOTb
AO OCTAaHOBKHM CEpALId, a HanbOAee YacTOe BO3HHKHOBEHHE
OX mam BCC cayyaeTcs B TpeTbeil AeKaAe SKU3HH; IIPEATIO-
AQATaeTcsl, YTO ITO CBA3AHO C YPOBHEM TECTOCTEPOHA Y MyX-
aun [61]. TIpn 060MX CHHAPOMaX BOSHUKHOBEHUE OTYETAU-
BOJ BOAHBI | 1 IIoAbeM cerMeHTa ST 06BIMHO accorMupyeTcs
c 6papukapaueit [62]. OTo MOXeT CAyXHUTb OOBICHEHUEM
toro, uro ®XK npu oboux cuHApOMaX HamboAee YaCTO BO3-
HHMKAaeT BO BpeMs CHA HMAM HHM3KOTO YPOBHS QU3MYecKoin
aKTHBHOCTH. XapaKTepeH OTHOCHTEABHO KOPOTKHI HHTEp-
Baa QT y manmentos ¢ CPPX [8] u cBp — HocuTeaelt myTa-
LK1 TeHOB, OTBEYAIOIIUX 32 KAABLIUEBbIe KaHaAbI [63].

CPPX u cbp uMeroT cXoACTBO M IO OTBeTy Ha ¢ap-
MakoTepanuio. Ilpun 06OMX CHHAPOMAX dAEKTpHYECKHe
IITOPMBI U ACCOLMMPOBAHHAS C HUMH MaHH(eCcTalus BOA-
HBl ] MOryT OBITH KyIMPOBAaHBI C IIOMOILIBIO ATOHHCTOB
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B-aapenopenentopos [64]. MsBecTHO, 4TO XpoOHMYecKas

MEAMKAMEHTO3HAsl Tepalus C HMCIIOAb3OBAHMEM XMHHAMHA

[65], 6enpuanaa [66], penomamuna [64] u nmaocTazosa

[67, 68] mopasaser passurme XKT /DK xak mpu CPPX,

Tak u npu cBp, 3a cuer murubuposanus L, npupocra I,

HAY TOTO U APYTOTO.

PazAnus MesKAy AByMs cuHApoMamu (cM. Taba.4) [6]:

1. 3arparusaemas o6aactb cepatia (BOIDK npu cBp u Hwk-
uuit otaea AOK pu CPPXX);

2. Haamame cTpyxrypro#i aHomaaun npu cbp u ee orcyT-
creue mpu CPPIK;

3. HaAmune mo3pHMX MOTEHI[AAOB Ha CUTHAA-YCPEAHEHHOM
OKT (60% nipu cbp u 7% npu CPPXX) [60];

4. Boaee BbipaxkeHHbrit moabeM J,, J, uam J, cermenra ST
B OTBET Ha OAOKATOPHI HATPHEBBIX KAHAAOB U HOAee BBICO-
Kass PacIpOCTPAHEHHOCTh (GHOPHAASIIMH IIPEACEPAHIL
npu cBp no cpasrennio ¢ CPPXK [69].

HccaepoBanue H. Kawata u coaBT. mpopeMOHCTpHpOBa-
AO Pa3AMYHS ITATOPU3NOAOTHIECKOH 0CHOBBI Mexxay CPPOK
u cBp Ha ocHOBaHMM HAOAIOAEHUS, YTO OAOKATOPBI HATpUe-
BBIX KAHAAOB AEMACKHPYIOT MAU aKIIEHTHUDPYIOT IOSBACHHE
BOAHBI | IpH cBp, HO IpH 3TOM CHIKAIOT ee AMIIAUTYAY
npu CPPX [60].

Tem He Mmenee, HepaBHee uccaepoBanne K. Nakagawa
M COaBT. IIOKA3aA0, YTO BOAHA J, 3aperucTpHpPOBaHHAs
C IIOMOIIBI0 YHHIIOASIPHOTO SIHKAPAUAABHOTO AEBOXKEAY-
AOYKOBOTO 9AEKTPOAQ, BBEACHHOTO B A€BYI0 OOKOBYIO KOPO-
HapHyIo BeHy manuenTy ¢ CPPJK, yseanunBaercs, HecMoTpst
Ha TO YTO BOAHA J, 3aperMCTPUPOBAaHHAs B OOKOBBIX IIpe-
KOPAHAABHBIX OTBeAeHHAX moBepxHocTHOM OKI, cHmkaer-
Csl 33 CYeT IIOTAOIIEHHS pacIIMpeHHBIM koMmaekcoM QRS
[70]. B moap3y Tesuca TecHoi cBssu MexAy oaTumu OKI-
IaTTepPHAMU U CHHAPOMAaMH CBHAETEAbCTBYIOT CAYYaH, KOTAQ
CPPX nepexoaur B CPPXX B couerannu c cBp [58].

Ta6anna 4. CxoacTso u pasanmans mexay cbp u CPPXX (apantuposaso no [6])

ITapameTp cbp

CPPX Bo3MoxHBIE MEXaHH3MbI

CxoacrBo mexxay cbp m CPPXK

(@] 6yCAOBAeHHbIe TECTOCTEPOHOM MOAYASIITUH

ITpeo6aapanHme My>XIHH Aa (>75%) Aa (>80%)  MOHHBIX TOKOB, BbI3bIBAIOINHE «3apPyOKy>
anuKaparasbHOTO ITA
CpeaHHIT BO3PACT IIEPBOTO IPOSIBACHIIST, FOABI 30-50 30-50 -
Acconyanus ¢ MyTalUsMK HAU PEAKMMHU BapHaHTaMHI Ycuaenue dpynxuun ucxopsmux TokoB (Iy_yrp)
B reHax KCNJ8, CACNA1C, CACNB2, CACNA2D, SCNSA, Aa Aa HAM yTpaTa QpyHKITMU BXOASIIMX TOKOB
ABCCY, SCN10A Lo, man Iy,
OTrrOCHuTeAbHO KOpOTKHII HHTEepBas QT
P prar Q Aa Aa Yrpara dyskumu I,
Y AMII C MyTaIJHSIMU KaAbIIEBbIX KAHAAOB
ABTOHOMHAsI MOAYASIIIHSI TOKOB Uepe3 HOHHbIe
Aumamiranocts KT Bricokas Bricokas KaHAABI, ASKAIUX B OCHOBE paHHe! $aspI
anmukapauasbHoro ITA
IToBpinIeHHbIH ypOBEHD BaraAbHOTO TOHYCa
®JK yacTo BO3HHKAET BO BpeMsl CHAa MAM IIPH HU3KOM J
N Aa Aa U IIOBBIIIEHHBIH yPOBEHb TOKOB I, Ha CHIDKeH-
ypoBHe QH3UYECKOH AKTUBHOCTU .
Hoit YCC
JK3C cxopor- JKIC cxopor-
KT / @X Tpurrep KUM MHTEPBAAOM KHMM UHTepBa- Re-entry 2-it paspr
CIJeTIACHHS AOM CIjeIIA€HHUS
- Hurubuposanue Toka I, 1 BO3MOXKHBII Baro-
BAaronpusTHbIA OTBET Ha XUHUAUH U OEIPHAUA Aa Aa .
AWTHYECKHI 3P PeKxT
BaaronpusarHbIil OTBET Ha H30IIPOTEPEHOA,
P porep ! Aa Aa YBeamuenue Toka I, u yBearyenne YCC
AEHOIIAMMH M MHAPUHOH
bAarompusaTHBIN OTBET Ha ITMAOCTA30A Aa Aa YBeanuenue Toka I, u yseandenne YCC
. CHmKeHHast AOCTYIHOCTD I, 6Aaropaps samep-
BaaronpusaTHbIil OTBET Ha CTUMYASIIIHIO Aa Aa AOCTY Lo AP A
A€HHOMY BOCCTAaHOBA€HHMIO OT MHAKTHBAIIUI
IIpsimoit 9¢dekT nHrnbrpoBanys I, u Hempsi-
Baryc-onocpeaosannas axuentyarnus DKI-maTrepra Aa Aa Mo#t apdexr yseanuenus I, (3a cuer samepae-
Hus YCC)
Opdexr 6AOKATOPOB HATPHEBBIX KAHAAOB HA YHUIIOASIDHYIO ~ YBeAMYeHHass  YBeanmdeHHas CMemenue 6araHca TOKa HAPYKy B PAHHIOIO
SMHKAPAHAABHYIO SAEKTPOTPAMMy J-Boana J-Boana ¢asy sanmkapanasbaoro ITA
Auxopaska YBeauyeHHas ~ YBeAaudeHHas ~ YCKOpeHHas MHaKTHBanus Iy, ¥ yckopeHHOe
P J-Boana J-Boana BOCCTaHOBA€HHMe I, OT HHaKTHBaIK
3amepAeHHast akTHBanus I, ycTpaHeHue npe-
YBeandenHas N RN— nATCTBUH AAs TOKa I, TToBbimenme BeposaTHO-
TunoTepmus J-BoaHa, uMuTHPY- J-Boana CTH re-entry 2-i $pa3bl, HO IPU 9TOM CHIDKEHHE
romas cbp BEPOSTHOCTH pasBUTHA moAuMop duo JKT
3a CYeT yBEAMYEeHHs AAUTeAbHOCTH TTA
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Tabauma 4 (l‘[pOAOA)KCHI/Ie). CxoacTBo 1 pasanmans mexay cbp u CPPOK (aAaHTHpOBaHO o [6])

ITapamerp cbp CPPXK BoamoskHbBIE MEXaHH3MBI
Pazamuns mexxay cbp u CPPOK
BrrxoaHOM TpakT Hrwxnss
IoBsimenue ypoBHs I, v/ uan pasanyns
HauboAee BoBAedeHHasT 00AACTD IPaBOTO JKEAy-  CTEHKA AeBOTO
B IPOBEAEHUH UMITyAbCa
AOYKa SKEAYAOUKA
I, I11, aVE, V,,
3arparuBaeMble OTBEACHHUS V-V, V,, Vg ImaVL: -
HIDKHeOOKOBBIE
PernoHaAbHBIE Pa3AMYMS IO PACIPOCTPAHEHHOCTH Espona: cBp=CPPIK
P pacripocrp Asus: cBp>CPPYX
HaAunune no3pHUX ITOTEHLIMAAOB Bricokasa Huskasa
Ha curHaa-ycpeanensoin OKI' BepOATHOCTD BepOSATHOCTD
Pacnpocrpanensocts BosHukHOBeHus OI1 Bricokas Husxkas -
YMeHbIlIeHHe BOAHBI | TP HAAMYHM PaHHEH
eIIOASIPU3AIMH IIPEATIOAATAETCS 33 CYeT
YBeandenve Vuenpmenne L P P
Bausinue 6A0KaTOPOB HATPHUEBBIX KAHAAOB yBeAndeHus mpoposxuTeAbHOCTH QRS.
MaHHpeCcTalluu  MaHuQeCTalul
Ha noBepxHocTHYyI0 JDKI' e BoAHb | Ax1ieHTYyarms AepeKTOB PelOASPHU3AINH TIpe-
o6aapaeT mpu cBp, B To Bpems xax mpu CPPIK
Ipeo6AaAAIOT AeEeKTDI ACTIOASIPUBALIHH
CrpyKTypHble H3MEeHeHNs, BKAIOYAIOIIVe He3HAUUTEAD- HexoTopsle nccaepOBaTeAH IPEATIOAATAIOT,
HbIi1 $UOPO3 U CHIDKEHHYIO 9KCIPECCHIO KOHHEKCHHA-43 Bricoxas BeposT- 9TO 3TH U3MEHEHUSI MOTYT OBITh PE3YABTATOM,
B BOTIDX nau ¢pu6po3HO-3KUPOBYIO HHPUABTPALIHIO HOCTbD IIPH He- Hemspecrno 2 HE cyb6cTpaToM cBp, 1 MOT'YT BBI3BIBaTh

B caydasx AATDK. HMlccaepoBaHMS € HCIIOAB30BaHHEM METO- KOTOPBIX pOpMax
CHHAPOMa

AOB BU3YaAU3AIIUY TAIOKEe BBISIBUAY QHOMAAUH ABIDKEHIS
CTEHKH 1 He60ABIIYIO ArAaTanuio B o6aactu BOIDDK

COCTOsIHYE, TIOAOOHOE THOepHAIINH, 32 CUeT
cHmwkeHus cokparumoctu B BOIDK, ropmano
CO3AaBasl «IOTepIo cBoAa» ITA

AATIDK - apuTMoreHHas AUCIIAQ3HS IPaBOTo sKeAyaouka; KT — sxeayaouxoBas Taxuxapaus, ITA — morennuaa aeiictsust; OK — ¢pubpraasinus
seaypoukoB; JKOC — sxeaypoukoBast axcTpacucroaa; YCC — gacroTa cepaeunnix cokpamenuit; BOIIDK — BRIXOAHOI OTA€A IIPABOTO XKEAYAOUKA;
cbp — cunapom Bpyrapa, CPPIK - curApOM paHHe! penoAspU3aIiuH KeAYAOUKOB.

[TpunnunuasbHoe pasanune mexay cbp m CPPX cas-
3aHO C AOKAAM3aIMenl OOAACTH KeAYAOUKa, HamboAee IOA-
BEpP)KEHHO! BO3AEHCTBHIO. VICCAGAOBAHMS C SIMKAPAHAAB-
HbIM KapTUPOBAaHUEM Y HalueHTOB ¢ cbp mokasaam Haau-
YHe aKIJeHTYHMPOBAHHON BOAHBI | M parMeHTHPOBAHHBIX
U/UAU TIO3AHUX IOTEHIIHAAOB B INHKAPAUAABHOM OTAEAE
BOIDX [71, 72], B To Bpems xak nmpu CPPXX Habaropasnch
TOABKO aKI|eHTYHPOBAaHHbIE BOAHBI J, 0COOEHHO B 06AacTH
mwkHei creaxn AJK [70]. B mccaepOBaHNM C HEHHBA3UBHBIM
9AEKTPOAHATOMUYECKMM KapTHPOBAHHEM IIOAyYeH O4YeHb
BBIP)KEHHbBIA AOKAABHBIN I'PAAUEHT PENOASIPU3ALNH Ha MPO-
TSDKeHUH HIDKHeO0KoBbIx 0TAeA0B ADK y marmenTos ¢ CPPOK
C TIpeAllecTBYIONmell HOPMaAbHOM aKTHUBAIIUeN XKeAYAOUKOB
(73], B To Bpems Kak npu cBp Hab6AIOAAAKCH KaK 3aMeAAeH-
HOe IIPephIBICTOE MPOBEACHHE, TaK M BBIPaXKEHHAS AMCIIep-
cust penoasipusanuu B o6aactu BOIDK [74]. Apyroe npea-
HOAAraeMoe PasAMYie — HaAMdHe CTPYKTYPHbIX aHOMaAMH
npu cBp, koTopsie A0 cux mop He ormcanst mpu CPPXX [43].

XOTs BOAHBI | aKIIEHTHPYIOTCS HAM MHAYITMPYIOTCS KaK THIIO-
TepMHeH, Tak ¥ AMXOPaAKoH, passurre aputmuii mpu CPPIK
boAee UYBCTBUTEABHO K TMITOTEPMHH, B TO BpeMs Kak Ipu cbp
APUTMUM IPOBOLMPYIOTCS TOABKO Auxopaakoit [33 ]. Mmerotcs
AOKA3aTeAbCTBa TOTO, YTO TMIIOTePMHS MOXKeT YMEHBIIATh MaHH-
decranmio nvMeBIMXCs panee npusHakos cBp va OKT [75].

CPPXX accorumpyeTcsi C TOBBIIIEHHBIM PHCKOM Pa3BHTH
®X npu ocrpom uudapkre Muokappaa [76]. Coobmaercs
Takoke, 4To NpH cBp Haamume comyrcrByromero CPPJK
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B HIDKHEOOKOBBIX OTBEACHUSX aCCOLMUPYETCs C IIOBBIIIEH-
HbIM PHCKOM Pa3BUTHs apUTMUYECKHX OCAOXKHEHHI: B HCCAe-
aosanun H. Kawata 1 coaBT. moKa3aHO, YTO IPU3HAKU paHHEH

| Myranun «loss-of-function» |

AY

‘ Aedextnr «gatting> ‘

BapuanTsr B renax SCNSA,
SCNI1B, SCN2B, SCN3B,
SCN4B, SCN10A, GPD1L,
MOG1, SLMAP, FGF12, PKP2

N——

nan «trafficking>

[\

l Cuwxennbii Iy,

3uaunmsii [,

\ Re-entry dpaspr 2

Myranuu «gain-of-function>,
IDKT/®X

TPHBOASIIHE K yBEAUYEHHIO
mo3aHero Iy,

/" Cunycoas Gpapuxapaus
[ Yasunerne PQ ‘Yasunenve
IMupoxmi QRS TOTEeHIHaAA
\ TToAOXKHTeAbHBIE IO3AHUE AeficTBHs

wweﬂunaz\m

—
—

Boaesnp Aenerpa
ccey

Boaesnu mpoBopsimest cucTeMbr

CHHAPOM YAAMHEHHOTO
uurepsasa QT
OubpuAAsIIHS TPeACepAUiL

cbp
CPPX

Puc. 4. CxeMaTH4yHOe H300pakeHHe ePEeKPHITHS
CHHAPOMOB, CBSI3AHHBIX C FeHeTHYeCKUMHU
AedeKTaMH, IPHUBOASIUMH K yTpare $pyHKIHH
(«loss of function> ) I, MAM yCHACHHIO GYHKITMI
(«gain of function» ) mosanero Ly,.

TDKT - noAauMopdHas 5KeAyAOUKOBasT TAXUKAPAHS;

DX - dpubpuassius xeayaouxos; CCCY — cuappoM
cAaabocTH CHHYCHOTO Y3Aa; cBp — cunppoM Bpyraaa;
CPPX - curApOM paHHe# penoAsSpU3aIUH XKEAYAOUIKOB.
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PeNOASIpH3aLMU B HIDKHEGOKOBBIX OTBEACHHSIX BCTPEYAAHCh
y 63% manuentos ¢ cBp u pooxymenTuposannoin ®X [77].

I'eneruka

Obcyxaast Bompoc o cxoacrBe Mexxay cbp u CPPXK,
HEeOOXOAMIMO OTMETHTD HX ACCOLUALINIO C MyTALUSIMU B PsIAe
CcoBapaomux reHos [6]. Ecan HepaBHO cumTasock, uto cbp
SIBASIETCS. MOHOTE€HHbBIM [IOAHAOKYCHBIM 3a00AeBaHHEM, 00y-
CAOBAeHHBIM MyTanusiMu B reHe SCNSA, kopupyromem
a-CyO'beAMHMIly HATPHEBOTO KaHaAa [78], To K HacTosmemy
BpeMeHU HM3BECTHO, YTO cbp accornumpyercss ¢ pasAHYHBI-
MU BapUaHTaMU MyTanuit B 18 renax. Yxe ommcano 6oaee
300 BapmantoB rera SCNSA, cpssanmbix ¢ cbp [24, 79].
Ha puc.4 (apantuposano no [6]) mpoaeMoHcTpupoBaHo
HepeKphITHEe CHHAPOMOB, B Pa3BUTHE KOTOPBIX BHOCSIT BKAAA
reHerudeckue aepextel B SCNSA. MyTtanuu norepu ¢pyHk-
nuu (loss-of-function) B rene SCNSA BHOCAT BKAAA B pasBu-
tre cbp u CPPJK, a Taxoke pa3AMIHbIX TATOAOTHH, CBSA3aHHBIX
C HapyIIeHHeM IPOBOAMMOCTH, 60Ae3HU AeHerpa U CHHAPO-
Ma CAADOCTH CHHYCHOTO y3Aa. FIMeroTcst AOKa3aTeAbCTBa, IIOA-
TBEPIXKAAIOIIYE, YTO HAAMIHE 3HAYUMOTO I ompeaeasieT, MaHU-
¢ecrupyer myTtanus notepu ¢yuxiuu B Bupe cbp/CPPXK
MAU 60A€3HH IPOBOASIIIEN cucTeMbl cepania [33].

B orcyrcrBue 3naunmoro L, wam Iy ., MyTamum «loss-
of-function> BXOASIUX TOKOB IPHBOAST K Pa3AMYHBIM
6OAe3HSM IIPOBOASIIIEHl CHCTEMBI CepAlla. B mpucyrcrun
3HaunMbIx I wam I ,pp MyTanmm «loss-of-function» Bxops-
IIIUX TOKOB BBI3BIBAIOT OOAE3HH IPOBOASIIEN CHCTEMbI CEPA-
1ja, a TaKe cuHApoMsI BoaHs! ] (cBp u CPPXK). IToaaraor,
yro CPP)X u cbp BrsBambI MyTarued yTparsl QyHKIMH
(«loss-of-function>) B mpucyTcrBUH 3HauMMOrO I, B COOT-
BercTByromux peruoHax AJK, ocobeHHO B ero HipKHed
crenke. leneTumueckue AeexThl, KOTOpBIE BHOCAT BKAAA
B BozHukHoBenue cbp u CPPXK, moryT Taxke crioco6cTBo-
BaTh pa3BUTHIO CHHApOMa yaauneHHOTo QT 1 3a60AeBaHuMi
IPOBOASIIEH CHCTEMBI CEpPALIA, B HEKOTOPBIX CAYYasiX BBI3BI-
Basl MHOXKECTBEHHbIe IKCIIPECCHU ITHX IePeKPeCTHbIX CHH-
Apomos. VimeroTcst pokasareabcrBa, uyro JKI-marrepH pan-

Information about the author:

Hell PeloASIpU3ALUI HOCHT ceMelHbIi xapakrep [80]. IIPP
u CPP2K acconmupyioTcs ¢ BApHaHTaMM MyTallMi B 7 TeHax.
Y nanpentos ¢ CPPXX BbiiBaensr Myrtanuu B reHax KCNJ8
n ABCCY, orsercTBerHble 3a ATQ-ayBCcTBHTEABHDIE CyOBEAH-
HHIIbI KAaHAAOB I, @ Taloke BapuaHTHI MyTanuil «loss-of-
function» B cyOpesmHMIax a;, f, ¥ a,0 KaABIIMEBBIX KaHa-
208 L-tuma cepaia (CACNA1C, CACNB2, CACNA2D1)
u a,-cy6peannnne Na, 1.5 u Na, 1.8 (SCNSA, SCN10A) [6].
B coraacuTeAbHOM AOKyMeHTE OTMEYeHO, YTO IIPU STOM
AUIIb HE3HAUMTEAbHAs! 4aCTh HMACHTU(PHUIMPOBAHHBIX TIeHe-
THYECKHX BapHaHTOB, accouuupoBaHHpix ¢ cbp u CPPXK,
HCCAGAOBAHA C H3ydeHHEeM QYHKIIMOHAABHOHM OKCIPeCCHU
AAS YCTaHOBAEHHS IIPUYMHHO-CACACTBEHHOH CBSI3H M BEPOST-
HOTO BKAAAQ B aToreHe3. CoBceM MaAasi YacTh IeHeTHYeCKUX
BapHAHTOB MCCAEAOBAHA HA CO3AAHHBIX C IIOMOIIbIO T€HHOM
ME)KeHEePHH XMBOTHBIX MOAEASIX, H ellje MeHbIIIe HCCACAOBAHO
Ha HATHUBHBIX KACTKAX MHOKAPAA HAM HHAYIIMPOBAHHBIX IIAIO-
PUIIOTEHTHBIX CTBOAOBBIX KAGTKAX KapAMOMHOLIMTOB, BBIAE-
aennbix y nanuentoB ¢ CPPX u ¢Bp [6]. Takum o6pasowm,
OTCyTCTBHE (YHKIIOHAABHOM HMAM OMOAOTMYECKON BaAHAA-
UM MYTalMOHHBIX 3PPEeKTOB OCTAETCS CAMBIM Cepbe3HbIM
OTpaHMYeHNeM HHTEPIIPeTALUI FeHeTHIeCKHX TecToB [ 81].

3akAueHune

ITpobsema cTpaTHHKAIMU PHCKa K BBIOOPA TaKTHKU
A€YEeHHUS Y NMALMEHTOB C CHHAPOMAMH BOAHBI J, MMEIOIIUX
BBICOKHMM PHUCK BHE3AIIHOM CEPAEYHON CMEPTH, B IEPBYIO
O4epeAb 3aBHCHUT OT TOYHOM AMarHOCTHKH. B cBsi3u ¢ mocro-
SIHHBIM OOHOBAeHHEM HMHQOPMALUK [0 AAHHOU IpobAeMe,
MAABIM YHCAOM ITOAOOHBIX MAI[EHTOB B KAUHUYECKOH IIpaK-
THKe M HEOOXOAHMMOCTBIO OBICTPOrO IPHUHATHS pelleHns
II0 BBIOOPY TaKTHKHU A€YeHUs], IPIMeHeHNe AOKYMEHTOB 9KC-
[ePTHOTO YPOBHs, 0000IIAIOMUX MUPOBOM HAYYHbIN OIBIT
IIOCAGAHHX AT, SIBASIETCSI YPEe3BLIYAMHO aKTYaABHBIM B Kap-
AHOAOTHYECKOM TIPAKTHKe. BaXXHBIM Taroke IPeACTaBASETCS
HCIIOAB30BaHHE AAQHHOTO OKCIEPTHOTO COTAACHTEABHOTO
AOKYMEHTA AAS CO3AAHUS PErHCTPOB HAIHEHTOB C CHHAPO-
MaMH BOAHBI J.

Tyumen Cardiology Research Center, Tomsk National Research Medical Center, Russian Academy of Sciences, Tomsk, Russia

Gizatulina Tatyana P. - MD, PhD.

E-mail: gizatulinatp@cardio.tmn.ru

AVUTEPATYPA/REFERENCES

1. Bockeria L.A., Bockeria O.L., Kirtbaya L.N. et al. Brugada syn-
drome: cellular mechanisms and approaches to treatment. Annaly
aritmologii 2010;3:16-30. Russian (Bokepus A.A., Boxepus O. A.,
Kupr6as A.H. u Ap. Curppom Bpyrapa: xaeTouHble MeXaHHU3MBI
M IIOAXOABI K Ae4eHHI0. AHHaABI apuTMosorun 2010;3: 16—30).

2. Shlyakhto E.V., Harutyunov G.P, Belenkov Yu.N., Ardashev A.V.
Sudden cardiac death. Publishing House Medpraktika-M 2015;704p.
Russian (I11asxto E. B, ApyTionos [ I, Beaenkos 10. H., Apaames A. B.
BresanHas cepaeuHas cMepTb. M: Meanpaxtrxa-M 2015;704 c).

S0

3. Shinde R., Shinde S., Makhale C. etal. Occurrence of “J waves”
in 12-lead ECG as a marker of acute ischemia and their cellular
basis. Pacing Clin Electrophysiol 2007;30:817-819.

4.Antzelevitch C, Yan G.-X,, Viskin S. Rationale for the use
of the terms J-wave syndromes and early repolarization. ] Am Coll
Cardiol 2011;57:1587-1590. DOI: 10.1016/j.jacc. 2010.11.038

s. Wang D., Yan G. X., Antzelevitch C. The J wave syndromes and their
role in sudden cardiac death. Card Electrophysiol Clin 2011;3:47-
56.DOI: 10.1016/j.ccep. 2010.10.014.

ISSN 0022-9040. Kapauoaorus. 2018;58(11).



§ AEKLIUU

6.

«®

o

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

2S.

Antzelevitch C., Gan-Xin Yan., Ackerman M.]. et al. J-Wave syn-
dromes expert consensus conference report: Emerging concepts
and gaps in knowledge: endorsed by the Asia Pacific Heart Rhythm
Society, the European Heart Rhythm Association, the Heart
Rhythm Society, and the Latin American Society of Cardiac Pacing
and Electrophysiology (Sociedad Latinoamericana de Estimulacién
Cardiaca y Electrofisiologia [SOLAECE]). Heart Rhythm
2016;0:1-30. https://doi.org/10.1093 / europace / euw235

. Brugada P.,, Brugada J. Right bundle branch block, persistent ST

segment elevation and sudden cardiac death: a distinct clinical and
electrocardiographic syndrome: a multicenter report. ] Am Coll
Cardiol 1992;20:1391-1396.

. Haissaguerre M., Derval N., Sacher F. et al. Sudden cardiac arrest

associated with early repolarization. N Engl ] Med 2008;358:2016-
2023. DOI: 10.1056/NEJMo0a071968.

. Nam G.B., Kim Y. H., Antzelevitch C. Augmentation of ] waves and

electrical storms in patients with early repolarization. N Engl ] Med
2008;358:2078-2079.

Wilde A.A., Antzelevitch C., Borggrefe M. et al. Proposed diag-
nostic criteria for the Brugada syndrome: consensus report.
Circulation 2002;106:2514-2519. https://doi.org/10.1161/01.
CIR. 0000034169.45752.4A

Antzelevitch C., Brugada P., Borggrefe M. etal. Brugada syn-
drome: report of the second consensus conference: endorsed
by the Heart Rhythm Society and the European Heart Rhythm
Association. Circulation 2005;111:659-670. DOI: 10.1161/01.
CIR. 0000152479.54298.51

Priori S.G., Wilde A.A., Horie M. et al. Executive summary:
HRS/EHRA/APHRS expert consensus statement on the diagno-
sis and management of patients with inherited primary arrhythmia
syndromes. Heart Rhythm 2013;15:1389-1406. DOI: 10.1016/
jhrthm. 2013.05.014

Limankina I. N. Diagnostic value of the J wave. Journal of arrhythmo-
logy 2012;68:53-60. Russian (Aumankuxa W. H. Auarnocrudeckoe
3HaueHue | BoAHbL Bectruk apurmororuu 2012;68:53-60).
Macfarlane P., Antzelevitch C., Haissaguerre M. et al. The ear-
ly repolarization pattern: consensus paper. ] Am Coll Cardiol
2015;66:470-477. DOI: 10.1016/jjacc. 2015.05.033

Kraus F. Ueber die wirkung des kalziums auf den kreislauf 1. Dtsch
Med Wochenschr 1920;46:201-203.

Clements S.D., Hurst J. W. Diagnostic value of ECG abnormalities
observed in subjects accidentally exposed to cold. Am J Cardiol
1972;29:729-734.

Thompson R., Rich J.,, Chmelik F., Nelson W.L. Evolutionary
changes in the electrocardiogram of severe progressive hypother-
mia. J Electrocardiol 1977;10:67-70.

Eagle K. Images in clinical medicine. Osborn waves of hypothermia.
N Engl ] Med 1994;10:680.

Sridharan M. R., Horan L. G. Electrocardiographic J wave of hyper-
calcemia. Am J Cardiol 1984;54:672-673.

Mehta M. C,, Jain A. C. Early repolarization on scalar electrocardio-
gram. Am J Med Sci 1995;309:305-311.

Yan G.X., Antzelevitch C. Cellular basis for the Brugada syndrome
and other mechanisms of arrhythmogenesis associated with ST
segment elevation. Circulation 1999;100:1660-1666.

Shu J., Zhu T., Yang L. et al. ST-segment elevation in the early
repolarization syndrome, idiopathic ventricular fibrillation, and
the Brugada syndrome: cellular and clinical linkage. J Electrocardiol
2005;38:26-32.

Yan G.X.,, Antzelevitch C. Cellular basis for the electrocardiograph-
ic J wave. Circulation 1996;93:372-379.

Antzelevitch C., Yan G.X. J wave syndromes. Heart Rhythm
2010;7:549-558. DOI: 10.1016/j.hrthm. 2009.12.006.
Antzelevitch C. Molecular biology and cellular mechanisms
of Brugada and long QT syndromes in infants and young chil-
dren. J Electrocardiol 2001;34:177-181. Antzelevitch C. ] wave
syndromes: molecular and cellular mechanisms. J Electrocardiol
2013;46:510-518. DOI: 10.1016/jjelectrocard. 2013.08.006.

ISSN 0022-9040. Kapanoaorus. 2018;58(11).

26.

27.

2.

@

29.

30.

3

-

32

33.

34.

3s.

36.

37.

3

@

39.

40.

-

4

42.

43.

Wilde A.A., Postema P.G., Di Diego J.M. et al. The pathophysi-
ological mechanism underlying Brugada syndrome: depolarization
versus repolarization. J] Mol Cell Cardiol 2010;49:543-553. DOI:
10.1016/jyjmcc. 2010.07.012.

Priori S.G., Blomstrom-Lundqvist C., Mazzanti A. et al. 2015
ESC guidelines for the management of patients with ventricu-
lar arrhythmias and the prevention of sudden cardiac death:
The Task Force for the Management of Patients with Ventricular
Arrhythmias and the Prevention of Sudden Cardiac Death
of the European Society of Cardiology (ESC). Endorsed by:
Association for European Paediatric and Congenital Cardiology
(AEPC). Eur Heart J 2015;36:2757-2759. DOI: 10.1093/eur-
heartj/ehv316.

. Sroubek J., Probst V., Mazzanti A. et al. Programmed Ventricular

Stimulation for Risk Stratification in the Brugada Syndrome:
A Pooled Analysis. Circulation 2016;7:622-630. DOI: 10.1161/
CIRCULATIONAHA. 115.01788S5.

Nagase S., Hiramatsu S., Morita H., et al. Electroanatomical correla-
tion of repolarization abnormalities in Brugada syndrome: detec-
tion of type 1 electrocardiogram in the right ventricular outflow
tract. ] Am Coll Cardiol 2010;56:2143-2145. DOI: 10.1016/jjacc.
2010.06.050

Veltmann C., Papavassiliu T., Konrad T. et al. Insights into the loca-
tion of type I ECG in patients with Brugada syndrome: correlation
of ECG and cardiovascular magnetic resonance imaging. Heart
Rhythm 2012;9:414-421.

. Brugada P,, Brugada J., Roy D. Brugada syndrome 1992-2012: 20

years of scientific excitement, and more. Eur Heart ] 2013;34:3610—
3615.

.Antzelevitch C., Yan G.X. J-wave syndromes: Brugada and early

repolarization syndromes. Heart Rhythm 2015;12:1852-1866.
DOI: 10.1016/j.hrthm. 2015.04.014.

Ikeda T., Abe A., Yusa S. et al. The full stomach test as a novel
diagnostic technique for identifying patients at risk for Brugada
Syndrome. J Cardiovasc Electrophysiol 2006;17:602-607.

Conte G., de Asmundis C., Ciconte G. et al. Follow-up from child-
hood to adulthood of individuals with family history of Brugada
syndrome and normal electrocardiograms. JAMA 2014;312:2039-
2041. DOI: 10.1001/jama. 2014.13752

Conte G., Dewals W,, Sieira J. et al. Drug-induced Brugada syn-
drome in children: clinical features, device-based management and
long-term follow-up. J Am Coll Cardiol 2014;63:2272-2279. DOI:
10.1016/jjacc. 2014.02.574.

Gandjbakhch E., Fressart V., Duthoit G. et al. Malignant response
to ajmaline challenge in SCNSA mutation carriers: experience
from a large familial study. Int J Cardiol 2014;172:256-258.
Papavassiliu T., Wolpert C., Fluchter S. et al. Magnetic resonance
imaging findings in patients with Brugada syndrome. J Cardiovasc
Electrophysiol 2004;15:1133-1138.

. Catalano O., Antonaci S., Moro G. et al. Magnetic resonance

investigations in Brugada syndrome reveal unexpectedly high rate
of structural abnormalities. EurHeart ] 2009;30:2241-2248.

Van Hoorn F.,, Campian M. E., Spijkerboer A. et al. SCNSA muta-
tions in Brugada syndrome are associated with increased car-
diac dimensions and reduced contractility. PLoS One. https://
doaj.org/article / 95a4fc16eb924957804670757c04603b
(2 August 2012).

Antzelevitch C. Brugada syndrome: historical perspectives and
observations. Eur Heart ] 2002;23:676-678.

. Slezak J., Tribulova N., Okruhlicova L. et al. Hibernating myocar-

dium: pathophysiology, diagnosis, and treatment. Can ] Physiol
Pharmacol 2009;87:252-265.

Nademanee K., Raju H., de Noronha S.V. etal. Fibrosis,
Connexin-43, and Conduction Abnormalities in the Brugada
Syndrome. J Am Coll Cardiol 2015;66:1976-1986. DOI: 10.1016/
jjacc. 2015.08.862.

Corrado D., Thiene G. Arrhythmogenic right ventricular cardio-
myopathy/dysplasia: clinical impact of molecular genetic studies.
Circulation 2006;113:1634-1637.

S1



SS AEKLIUU

44.

4S.

46.

47.

48.

49.

50.

S

-

52.

S

w

54.

s

()

S6.

§7.

S8.

59.

60.

Delmar M., McKenna W.]J. The cardiac desmosome and arrhyth-
mogenic cardiomyopathies: from gene to disease. Circ Res
2010;107:700-714.

Thiene G., Nava A., Corrado D. et al. Right ventricular cardiomyop-
athy and sudden death in young people. The New England journal
of medicine 1988;318:129-133.

Corrado D., Basso C., Buja G. et al. Right bundle branch block,
right precordial ST-segment elevation, and sudden death in young
people. Circulation 2001;103:710-717.

Cerrone M., Lin X., Zhang M. et al. Missense mutations in pla-
kophilin-2 cause sodium current deficit and associate with
a Brugada syndrome phenotype. Circulation 2014;129:1092-1103.
Corrado D., Leoni L., Link M.S. et al. Implantable cardioverter-
defibrillator therapy for prevention of sudden death in patients
with arrhythmogenic right ventricular cardiomyopathy/dyspla-
sia. Circulation 2003;108:3084-3091. DOI: 10.1161/01.CIR.
0000103130.33451. D2

Peters S., Trummel M., Denecke S., Koehler B. Results of ajmaline
testing in patients with arrhythmogenic right ventricular dyspla-
sia-cardiomyopathy. Int ] Cardiol 2004;95:207-210.

Postema P.G., Wolpert C., Amin A.S. et al. Drugs and Brugada
syndrome patients: review of the literature, recommendations, and
an up-to-date website. (www.brugadadrugs.org). Heart Rhythm
2009;6:1335-1341.

. Shimizu W. Acquired forms of the Brugada syndrome. ] Electro-

cardiol 2005;38 (Suppl): 22-2S.
Brugada P., Brugada J., Brugada R. Arrhythmia induction by anti-
arrhythmic drugs. Pacing Clin Electrophysiol 2000;23:291-292.

. Miyazaki T., Mitamura H., Miyoshi S. et al. Autonomic and antiar-

rhythmic drug modulation of ST segment elevation in patients with
Brugada syndrome. J] Am Coll Cardiol 1996;27:1061-1070. DOI:
10.1016/0735-1097 (95) 00613-3

Goldgran-Toledano D., Sideris G., Kevorkian ].P. Overdose
of cyclic antidepressants and the Brugada syndrome. N Engl ] Med
2002;346:1591-1592.

. Baranchuk A., Nguyen T., Ryu M. H. et al. Brugada phenocopy:

new terminology and proposed classification. Ann Noninvasive
Electrocardiol 2012;17:299-314.

Medvedev M. M., Veleslavova O. E. Early ventricular repolarization
syndrome: risk stratification. Journal of arrhythmology 2018;91:64—
72. Russian (MeABEAeB M. M., BeaecaaBoBa O.E. CunapoM paH-
Hell PeNOASIPU3AIIAH XKEAYAOUKOB: CTpaTHUKaIMs prcKa. BecrHuk
apuT™moaoruu 2018;91:64-72.)

McIntyre W. F.,, Perez-Riera A.R., Femenia F., Baranchuk A.
Coexisting early repolarization pattern and Brugada syndrome:
recognition of potentially overlapping entities. J Electrocardiol
2012;45:195-198. DOI: 10.1016 /j.jelectrocard. 2011.10.008
Benito B., Sarkozy A., Mont L. et al. Gender differences in clini-
cal manifestations of Brugada syndrome. J Am Coll Cardiol
2008;52:1567-1573. 60. Kawata H., Noda T, Yamada Y. etal.
Effect of sodium-channel blockade on early repolarization in infe-
rior/lateral leads in patients with idiopathic ventricular fibrilla-
tion and Brugada syndrome. Heart Rhythm 2012;9:77-83. DOI:
10.1016/j.hrthm. 2011.08.017.

Kawata H.,Noda T., Yamada Y. et al. Effect of sodium-channel block-
ade on early repolarization in inferior/lateral leads in patients with
idiopathic ventricular fibrillation and Brugada syndrome. Heart
Rhythm 2012;9:77-83. DOI: 10.1016/j.hrthm. 2011.08.017.
Matsumoto A.M. Fundamental aspects of hypogonadism
in the aging male. Rev Urol 2003;5 (Suppl 1):S3-S10.

61. Aizawa Y., Sato A., Watanabe H. et al. Dynamicity of the J-wave

in idiopathic ventricular fibrillation with a special reference
to pause-dependent augmentation of the J-wave. ] Am Coll Cardiol
2012;59:1948-1953. DOL: 10.1016/j.jacc. 2012.02.028

62. Antzelevitch C., Pollevick G.D., Cordeiro J.M. etal. Loss-of-

S2

function mutations in the cardiac calcium channel underlie a new
clinical entity characterized by ST segment elevation, short QT
intervals, and sudden cardiac death. Circulation 2007;115:442~
449.DO0I1:10.1161/CIRCULATIONAHA. 106.668392

63.

64.

65.

66.

Shimizu W., Kamakura S. Catecholamines in children with con-
genital long QT syndrome and Brugada syndrome. ] Electrocardiol
2001;34 (Suppl): 173-175.

Belhassen B., Glick A., Viskin S. Efficacy of quinidine in high-risk
patients with Brugada syndrome. Circulation 2004;110:1731-1737.
Ohgo T., Okamura H., Noda T. et al. Acute and chronic manage-
ment in patients with Brugada syndrome associated with electrical
storm of ventricular fibrillation. Heart Rhythm 2007;4:695-700.
DOI: 10.1016/j.hrthm. 2007.02.014

Iguchi K., Noda T., Kamakura S., Shimizu W. Beneficial effects of cilo-
stazol in a patient with recurrent ventricular fibrillation associated
with early repolarization syndrome. Heart Rhythm 2013;10:604-606.

67.Agac M. T., Erkan H., Korkmaz L. Conversion of Brugada type I

to type III and successful control of recurrent ventricular arrhyth-
mia with cilostazol. Arch Cardiovasc Dis 2014;107:476-478.

6s. Junttila M.J., Tikkanen J.T., Kentta T. et al. Early repolarization

69.

70.

7

-

72.

73.

74.

75.

76.

77.

as a predictor of arrhythmic and nonarrhythmic cardiac events
in middle-aged subjects. Heart Rhythm 2014;11:1701-1706. DOI:
10.1016/j.hrthm. 2014.05.024

Nakagawa K., Nagase S., Morita H., Ito H. Left ventricular epi-
cardial electrogram recordings in idiopathic ventricular fibrilla-
tion with inferior and lateral early repolarization. Heart Rhythm
2014;11:314-317.

Nademanee K., Veerakul G., Chandanamattha P. et al. Prevention
of ventricular fibrillation episodes in Brugada syndrome by cath-
eter ablation over the anterior right ventricular outflow tract
epicardium. Circulation 2011;123:1270-1279. DOI: 10.1161/
CIRCULATIONAHA. 110.972612

. Brugada J., Pappone C., Berruezo A. et al. Brugada syndrome phe-

notype elimination by epicardial substrate ablation. Circ Arrhythm
Electrophysiol 2015;8:1373-1381.

Ghosh S., Cooper D. H., Vijayakumar R. et al. Early repolarization
associated with sudden death: insights from noninvasive electrocar-
diographic imaging. Heart Rhythm 2010;7:534-537.

Zhang J., Sacher F., Hoffmayer K. etal. Cardiac electrophysi-
ological substrate underlying the ECG phenotype and electro-
gram abnormalities in Brugada syndrome patients. Circulation
2015;131:1950-1959.

Kurisu S., Inoue I, Kawagoe T. et al. Therapeutic hypothermia
after out-of-hospital cardiac arrest due to Brugada syndrome.
Resuscitation 2008;79:332-335.

Patel R.B., Ng J., Reddy V. et al. Early repolarization associated
with ventricular arrhythmias in patients with chronic coronary
artery disease. Circ Arrhythm Electrophysiol 2010;3:489-495.
DOI: 10.1161/CIRCEP. 109.921130

Kawata H., Morita H., Yamada Y. et al. Prognostic significance
of early repolarization in inferolateral leads in Brugada patients
with documented ventricular fibrillation: a novel risk factor for
Brugada syndrome with ventricular fibrillation. Heart Rhythm
2013;10:1161-1168. DOI: 10.1016/j.hrthm. 2013.04.009
Revishvili A.Sh., Pronicheva 1.V, Zaklyaz’minskiy E. V. et al. Mole-
cular genetic and clinical peculiarities of Brugada syndrome and its
phenocopies. Journal of arrhythmology 2008;54:10-14. Russian
(Pepumsuau A.IIL, ITponuuesa W.B., 3axasssmunckas E.B. u ap.
MoneKyAsIpHO-TeHeTHIECKUe U KANHHYECKUEe 0COOeHHOCTH CHHAPOMA
Bpyraaa u ero denoxonuit. Becrruk apurmosoruu 2008;54:10-14).

78. Ackerman M. J., Priori S. G., Willems S. et al. HRS/EHRA expert

79.

80.

consensus statement on the state of genetic testing for the chan-
nelopathies and cardiomyopathies this document was developed
as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA). Heart Rhythm
2011;8:1308-1339. DOI: 10.1016/j.hrthm. 2011.05.020
Reinhard W.,, Kaess B.M., Debiec R. et al. Heritability of early
repolarization: a population-based study. Circ Cardiovasc Genet
2011;4:134-138.

Schwartz P.J., Ackerman M.J., George A.L. Jr., Wilde A. A. Impact
of genetics on the clinical management of channelopathies. ] Am
Coll Cardiol 2013;62:169-180. DOI: 10.1016/jjacc. 2013.04.044.

IMocrynuaa 20.05.18 (Received 20.05.18)

ISSN 0022-9040. Kapauoaorus. 2018;58(11).



