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PE3IOME. Co Bpemen onucanusi cuaapoma bpyraaa (Cb) nocTurayTt 3aMeTHBI mporpecc B 10-
HUMaHUHM OCHOBHBIX MEXaHHM3MOB pa3BUTHs 3a00lieBaHUs, B CTpaTH(QUKAIIMU PHUCKAa BHE3AITHON
CepIeTHON CMEPTH M JKEeIIYIOUYKOBRIX apuTMuii y nmanueaToB ¢ Cb. Cunnpom bpyrama — 3to Ha-
CJIEICTBEHHBIN KIMHUKO-3JEKTPOKapArOrpaduyecKuii apuTMUUECKUM CHHIPOM, XapaKTepH3ylo-
IIUICS BBICOKMM PHCKOM Pa3BUTHS JKEIyIOYKOBBIX apUTMHI, KOTOpBIE, COINIACHO COBPEMEHHBIM
JAHHBIM, SBJISIOTCS NMPUYWHON BHE3AaITHOW cepredHoil cMepTu B 4—12% Bcex ciiyuaeB BHE3AITHON
cmeptu. OLleHKa UCTUHHOM 4acToThl BcTpeuaeMocTd Cb B MONYJISIIMY OCIIOXKHSAETCS YacThIM Oec-
CHUMIITOMHBIM T€UEHHEM JaHHOro cu"apoma. ¥ myxuuH Cb BcTpeuaeTcs B 8—10 pa3 yamie, yem y
eHIuH. [Ipu npoBeneHnn snekTpokapauorpadpuaeckoro uccieaoBanus y 6onsHeix ¢ Cb Habmio-
naetcsa xapakrtepHas DKI-kapTuna c aneBanueit cermenta ST OKI' B mpaBbIX IpyAHBIX OTBEIEHU-
ax. Crpatudukanus pucka pa3BUTHsI XKEIyIOUYKOBBIX apUTMHUI U BHE3aIIHON CEpIEeYHON CMEPTH Y
6oapHBIX ¢ Cb nMeeT pemaroniee 3Ha4eHNe, HOCKOJIbKY OT He€ 3aBUCUT TAKTHKA JICUCHU S TAIIMEHTA.
Crienugudeckoro jgeueHus 3a00NeBaHMs HE CYIIECTBYET, MIPUMEHSIIOT MEAMKAMEHTO3HYIO (aHTH-
APUTMHYECKYI0) TEPAIMHIO, OCYHIECTBIISIOT HMIUIAHTAINIO KapAHOBEPTEP-1ePUOPHUIIIATOPOB, TaK-
’Ke BO3MOKHO TIPOBEICHNE PaJnovacTOTHOM KaTeTepHoil abnsiun. Hanbonee 4acThIM NEPBUYHBIM
nposineHneM Cb y nereit siBnsetcs cemelinblii anamue3 (47 %), cinydaitasie OKI-naxogku (25 %),
obmopoxku (14 %), aputmun (13 %), BHe3amHas cepaedHas cMepTh (1 %).

KJIIOYEBBIE CJIOBA: cunapoMm bpyrana; BHe3amHas cepiedHas CMepTh, HMIIJIAHTHPYEMBbIE
KapAHOBepTeP-AePUOPUIIIATOPHI; ASTH; HIKaJIa AJIS OLEHKH PHCKA Pa3BUTHS )KU3HEYTPOXKAIOIIHUX
apuUTMUi y JeTei.
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ABSTRACT. Since description of Brugada syndrome, noticeable progress has been made in under-
standing the key mechanisms of the disease, as well as in the diagnosis and stratification of the risk of
sudden cardiac death and ventricular arrhythmias in patients with Brugada syndrome (SB). Brugada
syndrome is a hereditary clinical-electrocardiographic arrhythmic syndrome characterized by a high
risk of developing ventricular arrhythmias, which, according to modern data, are the cause of sudden
cardiac death in 4-12% of all sudden death cases. Assessment of the real frequency of occurrence of
SB in the population is complicated by the frequent asymptomatic course of this syndrome. In men, SB
occurs 8—10 times more often than in women. When conducting electrocardiography in patients with
SB, a characteristic ECG pattern is observed. ST segment elevation in the right chest leads. Risk strati-
fication of ventricular arrhythmias and sudden cardiac death in patients with SB is critical, as it affects
the patient’s management. There is no specific treatment for the disease, drug (antiarrhythmic) therapy
is used, implantation of cardioverter defibrillators is performed, and radiofrequency catheter ablation
is also possible. The most common primary manifestations of SB in children are family history (47 %),
accidental ECG findings (25%), syncope (14 %), arrhythmias (13 %), sudden cardiac death (1 %).

KEY WORDS: Brugada syndrome; sudden cardiac death; implantable cardioverter defibrillator;

children; scale for assessing the risk of developing life-threatening arrhythmias in children.

BBEIEHUE

Cunapom bpyraga — »TO HaciaeACTBEHHBIN
KIIMHUKO-3JICKTPOKapAuorpauaecKuil apuTMuye-
CKHIl CHHJIIPOM, XapaKTEepPU3YIOIIMICI TOIHEMOM
cermenTa ST B NPaBbIX IPYAHBIX OTBEAEHUAX (V —
V,) OKT, ¢ nocnenyomum pasBUTHEM KU3HEYTPO-
JKAIOLIUX KEJIYTOUYKOBBIX HapyIIEHUH CepAedHOro
pUTMa, KOTOpBIE MPHUBOIAT K TOBBIIICHUIO PHUCKA
pasBuTusl BHe3anHo# cepaeunoii cmeptu (BCC),
IIPU OTCYTCTBUU T'PYOBIX CTPYKTYpPHBIX 3aboseBa-
Huil cepaua [29]. CornacHo COBpEMEHHBIM JaH-
HbIM, Cb sBngercs mpuunHoit paszsutus BCC B
4-12% Bcex ciryuaeB BHe3anHoi cmeptu U B 20%
cMepTell y mamueHToB 0e3 cTpyKTypHOro 3aboJe-
BaHUS cepana [25].

Bnepssie Cb onucan B 1992 rogy ucnaHcku-
Mu kapauosioramu Ilenpo u [Ixxo3zedom bpyrana.
B cBOEeM cooOmieHnn OHA JOTOKUIA O BOCHMHU TIa-
LIMEHTax, KOTOPBIX YCIEIHO peaHUMUPOBAIU MPU
BCC, Bo3BanHOU (QUOPHIIIAIINEH HKEITyTOYKOB.
VY nmanueHToB HaOMIONAJICs XapaKTepHBIA MOABEM
cermenTa ST OKI' B mpaBBIX TPYAHBIX OTBEICHUSIX
IIPH OTCYTCTBHH CTPYKTYPHBIX 3a00JIeBaHUH ceplI-
ma [16]. 3aboneBanre OBUIO OMUCAHO KaK KIUHU-
KO-3JICKTPOKapAUOTpapUIECKUN  CHUMIITOMOKOM-
IJIEKC, TPOSIBISIONIUICS «OJI0Kaq0l paBoil HOXK-
kU nyudka ['mca, croiikoil sneBauueid cermenra ST
OKI'" u cunapomom BCC». B 1996 rony Bnepsbie
on11 BBeAeH Tepmun Chb [17].

IMUIEMNOJI0TNA CUHIPOMA BPYIAJA

B Hactosiiee BpeMsi BecbMa CIIOKHO OIEHUTh
HCTUHHYIO 4YacToTy BcTpeuaemoctun Chb B momy-
JAOUH, TaK KaK HCU3BECCTHO TOYHOEC KOJIHMYECCTBO
OeCCHUMIITOMHBIX HanueHToB. HeoOxomumo Takke

OTMETUTh, uTO XapaktepHbiii mist Cb DKI-mar-
TEPH MOXKET KpPAaTKOBPEMEHHO HOPMAaJN30BaThCs
WM UMETh CKpBhITOe TeueHue. Tem He MeHee pac-
npoctpaneHHocTs Cb cocrtaBaser oxonmo 0,5 Ha
1000 genosex [34]. HauGonee mmpoko Cb pac-
npoctpadeH B IOro-Bocrtounoit Asum, a camas
BBICOKasl 4YacTOTa BCTPEUYaeMOCTH HaOIIONaeTcsl B
Taunanne — 6,8 na 1000 yenoBek, 4TO MPUMEPHO
B 14 pa3 Bbile 00UIEMUPOBOI 4acTOTHI BCTpeUae-
Moctu [46]. U3BecTHO Takxke, yTo Chb y MyX4nH
BcTpeuaercss B 8—10 pa3 vamie, yeM y JKEHILIUH.
JlanHblii (hakT CBS3BIBAKOT ¢ OCOOCHHOCTSIMH BJIHU-
STHHSI TOPMOHAJIBPHOTO CTaTyca Ha MEXaHU3MEBI pa3-
BUTUS JaHHOTO cuHapoma [18]. OcoOblii uHTEpEC
MpeAcTaBIsIeT uccaeqoBanue A. Milman u coasr.,
KOTOpOE TOKa3aylo, YTO CPeAM AETeH M MOMKHUIBIX
mozei ¢ Cb mpeoOnanaroT KeHITMHBI, B TO BPEMs
KaK cpejiu manueHToB ot 16 qo 70 net npeobnana-
10T My>K9uHEI [30].

NATOPPU3N0J0rnd CUHIPOMA bPYIAJA

B Hactosiliee Bpems CyIIECTBYIOT TPH CyKIe-
HUSL, OOBSICHAIOLINE KIIETOUHBIE U NATO()U3UOIIOIH-
yeckue MexaHu3Mbl pazsutus Cb: runoresa pero-
JSPU3AINH, ACTIONSAPHU3AINHA U HEPBHOTO IPeOHSI.

CormacHO TuUIOTE3€ PEenoNsIpU3aluM, MEXIY
cyOdmMKapAnaIbHBIM W CYOdHIIOKapAHaIbHBIM
CJIOSIMU TIPABOTO JKEJIyJ0uKa MOSBIISIETCS TPaHC-
MypaJbHbIi TPAJUEHT HAIPSIKEHUS, IPUBOJSALIUN
K Pa3BUTHIO JIETAJbHBIX ApUTMHN, crerudude-
ckux nas Cb [1, 18, 23]. Ilpu yMeHbIICHUH CyM-
MapHoro HarpueBoro Ttoka (INa) u moBbIIEeHHH
BHEIITHETO KanueBoro Toka (Ito) B ammkapme mpa-
BOTO JKeIy/louKa HaOMogaeTcs Mpexk1eBpeMeHHAs
penonspu3anus U KOpOTKUM MOTEHUUA 1eUCTBUA
OTHOCHUTEIIBHO 3HJI0Kap/a, YTO MOXKET MPUBECTH
K 00pa30oBaHUIO MEXIy HUMH TPaHCMYpaJbHOTO
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rpagleHTa HamnpspKeHUs, KOTOPBI NpOsBIseTCS
B BUJIe XapakTepHoro noabema cermenta S7 OKI'
y narmentoB ¢ Cb [2, 30]. Hapymenue B Ganan-
ce TOKOB M MOTEps KyMoja MOTeHIHala JeHCTBHS
MOTYT IPHUBECTH K IOSABICHUIO SMUKapIUaIbHON
JUCTIEPCUH  PENOJISIPU3ALUU, CIIOCOOCTBYIOLICH
Pa3BHUTHUIO BTOPOH (as3wl re-entry, KOTopask MOXKET
ObITh NPUYMHONW BHEOUEPETHOTO M TMPEeXkIEBpe-
MEHHOTO COKpAIeHHUs] — HKCTPACHCTOJBI, TPOBO-
LUPYIOLIEH KeTyI0YKOBbIE apuTMuu [29].
CornacHo TeopuH JeNOISPHU3AIIH, TPHUYUHON
XapakTepHOro mnoabema cermeHta S7 1o Ttumy
«cBoma» Ha OKI' saBasercs 3aaepxkka MPOBOAU-
MOCTH B BBIXOJIHOM TPaKT€ IMPaBOTO JKEIyI0u-
ka (BTIDK), a xexynoukossie aputmuu npu Cb
WHIYUMPYIOTCS aHOMAaJbHBIM TOKOM, BO3HHUKA-
IOLUM B pe3yibraTe 3aMeIJICHHOM Jenoispu3a-
unn BTIDK [45]. 3amennennast nenoisipu3anius
BTIDK no oTHOWIEHUIO K MOTEHIMAIAM ACHCTBUSA
OPYTUX YYacTKOB IIPaBOTO JKEJIyJo4YKa CO34aeT
Pa3HOCTh TMOTEHIIMATIOB MEXAY Y4YacTKaMH TIpa-
Boro »xemynouka u BTIDK [32]. danuyio Teo-
puio TmoATBepkKAaeT wuccienoBaHue Nademanee
U COaBT., B KOTOPOM IIOCMEPTHO WIH in vivo (BO
BpeMsl TPOBEACHHS OSMHKAPAHAIBLHON almisuu
10 MOBOJY APUTMMH C IIOMOIIBIO TOPAKOTOMUH)
ouenuBancsi BTIDK y mioneii ¢ Cb u 6e3 nero.
B BTIDX y nanuenToB ¢ Cb Obutl 0OHAPYXKEHBI
TUCTOJIOTMYECKHE TPU3HAKK  DIHUKapIUaibHO-
ro MOBEPXHOCTHOTO M BHYTPUMHUOKAPAHAIBLHOTO
(hubpo3a, a TakKke CHHIKECHHE DKCIIPECCHH OeiKa
LIeJIeBOr0 KOHTaKTa — KOHHeKcuHa-43. Bwme-
CTe C TEM IPOBEIEHUE PaaMOYaCTOTHOW abis-
LIUU SMHUKapAUAIbHBIX YYaCTKOB C 3aMEJICHHOM
nenossipuzanueit BTIDK 3HauuTenbHO CHU3UIIA
4acTOTy Pa3BUTHsI apUTMHUU M CTENEHb MOIbeMa
cermenTta ST OKI [32]. Eme ogHo ucciaegoBanue,
BKiItoyaBiiee 13 manuenTtos, ymepmux or BCC
¢ OKI'-kaprunoit Cb, moka3zasno, 4To y Bcex 0601b-
HBIX, KPOME OJJHOTO, OBIIIM OOHAPYKEHBI YUaCTKH
¢ubpo3a MHOKapaa MPaBOTO KeJIyA04Ka C BOBJe-
YEeHHEM 3MHUKApAUAIBbHOTO M CPEIUHHOIO CIIOCB
[21]. OTu ucclienoBaHus CBUICTEIBbCTBYIOT, UTO
aHOMaJIbHAsl CTPYKTypa MHUOKapnaa (yBeTudeHue
KoJUIareHa, SMUKapAdaJbHbli U MHTEPCTHLHAIb-
HBI (HUOPO3, CHIKEHUE IKCIIPECCUU OENIKOB IIe-
JIEBBIX KOHTAKTOB) MOXET MMETh ONpEelsoee
3HaYCHUE B TMATO(PHU3MOJIOrUU 3a00JICBaHUs, HE-
CMOTpPSI Ha OTCYTCTBHUE SIBHBIX CTPYKTYPHBIX 3a-
OoneBanuii cepana y MHOrux 0onbHbIX ¢ Ch.
Elizari m coaBT. IPeIIOKUIN THIIOTE3y HEPB-
Horo rpebus. KineTku HepBHOrO TpeOHS HUMEIOT
BHECEPJICUHYIO JIOKATU3alUI0 U UrparoT (yHIa-
MEHTAJIbHYIO POJIb B Pa3BUTHM MHOKapla BBIBO-
JTHOTO TpaKTa MpPaBOTO JKEIylodyka M COCEAHMX
CTPYKTYp. Y4UCHbIE IOIYyCKAaIOT, YTO aHOMAaJbHas

MHUOKapAualnu3amus MPOJUKTOBAHA aHOMAJIbHOU
JKCIIpeccueit KieTok HepBHoro rpedus B BTIDK.
PemonenupoBaHne TkaHel IPUBOANT K TEeTEPOTCH-
HOMY TPaHCMYpajJbHOMY W PETHOHAIBHOMY pac-
TpeaecHuto Oellka KOHHEeKCHHa, 0co0eHHO Cx43,
YTO BBI3BIBACT 3aMEIJICHUE JCTOSIPU3AIUN U Te-
teporernoi pernospusanuu BTIDK mpu Cb [22].

®EHOTEHETUKA CUHPOMA bPYIAIA

Cunnpom bpyranga — 3To reHeTHYECKH AeTep-
MUHHUPOBaHHOE 3a00JIeBaHNUE C IPEUMYIIECTBEHHO
ayTOCOMHO-/IOMUHAHTHBIM THIIOM HaclleJOBaHMUs,
C TIEpEMEHHOU MEeHeTPaHTHOCTHIO U IKCIPECCHUB-
HocThl0. OpreHTHpoBo4HO y 60% ManueHToB ¢
Cb 3aboneBanue sBugercs: crmopaauueckum [18].
B Hactosimiee Bpemst  3adukcupoBaHO  Oojee
500 maToreHHbIX MyTalHi, MPUBOASIINX K pa3BU-
tuto Cb, xoroprie HaxoasaTces B 43 rerax (ABCCY,
AKAPY9, ANK2, CACNAIC, CACNA2DI,
CACNB2, CASQ2, DSG2, DSP, FGF12, GPDIL,
HCN4, HEY2, KCNAB2, KCNB2, KCND2,
KCND3, KCNE3, KCNES5, KCNH2, KCNIJ8g,
KCNJ16, KCNTI1, LRRC10, PLN, PKP2,
RANGRF, RyR2, SCN10A, SCNI1B, SCNZ2B,
SCN3B, SCN4A, SCN5SA, SCNN1A, SEMA3A,
SLMAP, TBXS, TKT, TRPM4, TTN, XIRP1 u
XIRP2) [16, 19]. OTi MmyTanuu MpUBOIAT K HAPY-
LICHUIO CTPOEHUS M (DYHKIIMOHUPOBAHHs HaTpuUe-
BBIX, KaJUEBbIX M KaJbIMEBHIX CEPIEUYHBIX KaHa-
JIOB, BBI3bIBAs M3MEHEHMS B TPaHCMEMOpaHHOM
MOHHOM TOKe. B yacTHOCTH, OHM IPUBOJAT MO0 K
YMEHBIICHHUIO BXOSILEro TOKa HOHOB HATPHsI MU
KaJbIHsl, MO0 K YBEIMUYCHHUIO BBIXOISLIETO TOKA
HOHOB Kaius [34].

BcecToponHnuii reHeTHYECKH aHAIN3 BCEX U3-
BECTHBIX Ha CETOIHSIIHUI /IEHb TEHOB IO3BOJISET
BEpU(PHUIMPOBATH JUAarHo3 moyTH B 3% ciydaes.
OCHOBHBIM T€HOM, CBsI3aHHBIM ¢ paszButuem Cb,
sBasiercst teH SCN5A. TlaroreHHble BapuaHThl B
JTAHHOM T'€HE BBISBIISAIOTCS OPUEHTHPOBOYHO B 25—
30% Bcex amarHoCTHpOBaHHEBIX ciydaeB Chb [26].
[Ipoune reHsl 0OHApPYKUBAIOTCS TOJIBKO B 5—10%
ciaydaeB [44].

KIUHNYECKAAD KAPTUHA 1TPU CUHPOME
bPYIAJA

Cynoporu, CHHKONAJIbHBIE COCTOSIHUS, HOUHOE
YEHH-CTOKCOBCKOE [IbIXaHUE, BO3HHUKAIOLIUE I10
MPUYUHE HAJTHYUS JKEITYJOYKOBBIX apUTMHi (T10-
mumopduo xemynoukoBorr Taxukapauu (ITKT)
i puOpmwusinun xenynoukoB (DXK)) BeisBis-
orest y Tpetu naureHtoB Cb. ApuTMuM MOryT
npuBectd kK BCC, Bo3HHKaiOlmEd CHOHTAaHHO B
COCTOSTHUH TIOKOSI WUIM B HOYHBIE 4achl [38]. JIu-
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XOpajika, 3JI0yNOTpPeOJIeHUE aJKOTOJIeM U IpUeM
HEKOTOPBIX JICKAPCTBEHHBIX IIPEIIaparoB MOIYT
MIPOBOLIMPOBATH BOZHUKHOBEHHE HAPYIIEHUH cep-
Je4yHOro puTMa. Yarie BCero CMMOTOMBI BIEpPBbIC
MIPOSIBIISIOTCS B CpemHeM Bo3pacTe (41+15 mer),
XOTS BO3pAacT Ha MOMEHT IOCTaHOBKHM JHAarHo3a
MOXET BapbUpOBaTh OT MIIAJICHUYECKOTO JI0 TIO-
unoro u crapueckoro [7, 10, 13]. Ilpumepno y
67% mnanueHToB HaONomaeTcss OECCHMIITOMHOE
teueHue Cb, onHako pUCK pa3BUTHUS KU3HEYTPO-
KAIOIIUX apUTMUH y 6ECCUMITOMHBIX TAllMEHTOB
cocraBisgeT 3,8% B Teuenue 5 et u 4,6 % B Teue-
nue 10 u 15 ner [40].

JNEKTPOKAPINOT PAPUYECKAA KAPTUHA
NPU CUHIPOME BbPYIAJIA

XapakrepusiM ~ OKI'-narTepHomM  cuHIpoma
bpyrana sBnsercs mogbem cermenTa S7 B TIPaBBIX
rpynubix otBenenusx (V —-V,) OKI. Beuenstor

THH_ I

tpu Tuna DKI'-marrepna (puc. 1). I tum (coved
type) — cmemenue cermenta ST OKI' BBepx ot
M302JIEKTPUYECKON JIMHUM B BHJAE CBOJAA, aM-
IUMTYAa TOYkd J — 2 MM H Ooliee ¢ mocieayro-
meit maBepcueit 3yoma T. DKI-marrepn II Tuma
(saddle-back type) umeet «ceanoBuanyo» hopmy
noabeMa cermenTta S7 OKI™ Ha 2 MM u OoJiee, 1o-
CJIe KOTOPOTO CJIEYET MOJIOKUTEITHHBINA WITH JBYX-
¢daznpiii 3yoer; 7. OKI-marrepn Il Tuma umeer
TaKyl0 K€ CEJIOBHIHYIO KOH(QUTYpAIUio, KaKk U
OKI-marrepu Il Tumna, HO ¢ saeBanueil cerMeHTa
ST OKI menee yem Ha 1 MM [6, 39, 42].

NWATHOCTUKA CUHIPOMA BPYIAIA

CooTBeTCcTBeHHO  pexoMeHpanusm  HRS/
EHRA/APHRS (2013 r.) amarHocTHYeCKUM KpH-
TEpUCM CB cyuraeTcs Hajau4ue CIIOHTAHHOIO MJIH
JIeKapCTBeHHO-UHAyupoBanHoro  DKI'-marrep-
Ha | Tuma, 3aperucTpUpPOBAHHOTO B OJHOM HIIU
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Puc 1. Usmenenust OKI npu pasznuusbix THnax cunapoma bpyrana. CTpenku yKas3pIBalOT Ha 3J1eBaluio cermenta S7
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HECKOJIbKUX TMPaBbIX TPyAHBIX OTBeaeHUAX (V,,
V,). Cb moxeT ObITh IMarHOCTUPOBAH M y Mallu-
eHtroB ¢ DKI-marrepuamu II u III TumoB B oTBe-
aenusx V, u 'V, eciu Npu NpOBEAEHUH POBOKA-
HOHHON MPOOKI ¢ OIOKATOPOM HATPUEBHIX KaHA-
0B (XMHUAWH, HOBOKAWHAMUJ, IU30TUPAMU]I,
aliMayinH) HaOJrofanack yieBanus cermeHra ST
OKTI no coved tumy (I tum) [3, 37]. B 2016 rony
Ha Illanxalickom ¢opymMe OBLIHM MOATBEPKIC-
HBl Kputepuu auarHoctuku Cb, mpuHATHE B
2013 romy, a taxxke Obuia mpeioxkena lllan-
xalckas IIKaia aid JAWarHOCTUKH CHHIpOMa
Bpyraga (ta6m.l). Jns TOCTaHOBKH JMarHo3a
Cb mo Ilamxaiickoii mKkamge UIST AHArHOCTHUKHU
cunnpoma bpyrajga HeoOXoaMMO HalW4due XOTS
651 ogHoro OKI'-kputepus: eciau cymma 0asios

3,5 u Gomee — BepoaTHbI/onpeaencHubil Ch;
2-3 Oamna — Bo3MoxHbIM CbB; menee 2 0ai-
nmoB — orcyrcteue Cb [12, 15]. Pesymbrarsr,

noxydeHHsie B ucciuegoBanun S. Kawada u co-
aBT., MOATBEPKIAIOT PAIMOHATBLHOCTH HCITOJb-
3oBanug lllanxaiickoli OaJLIBHOM CHUCTEMBI IJIA
muargoctTuku Cb. B cooTBeTCTBHM C JaHHBIM
uccienopanueM, lllanxalickyro mkamty sl Tu-
arHoctuku Cb nenecooOpa3HO MPUMEHSTH IS
cTpaTu(UKaMK pPHUCKA PA3BUTHS IKEITYTOUKO-
BoIXx aputMuil (JKA) u BCC. Tak, HH y 0gHOTO
manyenTa ¢ 6amioM MeHee 3,5 HE pa3BUBAINCH
JeTallbHbIe APUTMHYECKUE COOBITHSA, TPU ITOM
y 13,7% 00JIBHBIX C BEPOSITHBIM/OIPECACHHBIM
Cb B Teuenue 10 jer HaAOIIOMAIMCH DIU30BI
OX nnu xenynouxkosoit Taxukapauu (KT) [27].

IIpn omHokpatHOM mpoBenenun OKI'-uccie-
nmoBaHUs B 12 OTBEAEHUAX TOJBKO yV 2—4 Y% maru-
enToB ¢ Cb ymaercs 3adukcnpoBarh CIIOHTaHHBIH
OKI-marrepu [ Tuna [11]. BBumgy saToro st octo-
BEPHOH IUArHOCTHKH HCIOJIb3YIOT XOJITEPOBCKOE
mouutopupoBanue JKI' ¢ Gosee BbICOKMM pacto-
JIO’)KEHUEM TpeKapAnaIbHbIX OTBEACHHUH (B TPETh-
€M M BTOPOM MEXpeOepHBIX MpoMexyTKax). [Ipu
nomMommu 24-9acoBOTO MOHHUTOpa XOJTEepa BO3-
MOXXHO 3apeructpuponarh nosisaeHue OKI'-nart-
tepHoB Cb | Tuma B TeueHuwe cyTOK, Harpumep,
BO BpeMs CHa WJIH Tocie mpuema mumu [11, 46].
HccnenoBanne Shimeno u coaBT. JoKa3bIBaeT (-
(heKTHBHOCTH HCITOJIB30BAHUS XOJITEPOBCKOTO MO-
HutopupoBanus IKI' ¢ BEICOKMM pacoyiokeHueM
MpaBbIX TPYIAHBIX OTBEJEHUIN: UYBCTBUTEIbHOCTH
JUArHOCTHKHM yBenuuuBaerca oT 25% mpu mpo-
Benennu onHokparHoit DKI' B 12 oTBeaeHusax mo
38% mnpu 24-yacoBOM MOHUTOPHUPOBAHWU H [0
55% npu 24-yacoOBOM MOHHUTOPUPOBAHUHU C BBICO-
KUM pacIloIoKeHUEM oTBeeHni [43].

CTPATNPUKALNA PUCKA NIPU CUHIPOME
bPYIAJIA

Bcenen 3a mocranoskoii quarsosza Cb ocHoBHOM
3a/1a4yeil ABJISCTCS cCTpaTHu(UKaIUs PUCKa, COCTOS-
11asi B ONPEACIICHHH BEPOSITHOCTH Pa3BUTHS JKEITY-
noukoBbix aputmuil u BCC. B Hacrosuiee Bpems
cTparuduKals pHCcKa OCTAaeTCs HEMpOCTOH 3a-
Jadei, JUIs pelleHrus KOTOPOW PEeKOMEHIOBallOCh
Oonpioe Komm4ecTBo (hakTopoB pucka (Tadm. 2),

Tabmuna 1
[[Tanxaiickas nikana aJjig JMarHOCTUKKU cuHapoma bpyraaa
Kputepun Bannbt
1. Dnexrpokapanorpapuyeckue KpuTepuu (aMOyJIaTopHO):
A. Cnonranssiii | Tunm OKI'-marrepHa bpyraga B cTaHIApTHBIX UM BHICOKHUX MPaBBIX TPYIHBIX OTBEACHUAX. 3,5
B. Unnynuposannsiii nuxopazaxoii I Tun DK -martepHa bpyraga B cTaHIapTHBIX MM BHICOKHUX MPaBBIX TPYIHBIX 3
OTBE/ICHUSAX.
C. II wnu 1T tunsr OKT -narrepHa bpyraaa, kKoTopblit TpaHcGopMuUpyeTcs B I THIT ¢ TOMOIIBIO TPOBOLUPYOLIHX 2
(apmakornpod
2. Anamue3 3aboneBaHus:
A. HeoObsicHIMasi OCTaHOBKA CEep/lla WK TOKYMEHTHPOBaHHAS (GUOPHILIALNS KETyI0YKOB/TOTUMOpPdHAs KeTy- 3
JIOYKOBAsT TAXUKAPIHS.
B. HoyHoe aroHanbHOE JbIXaHHE. 2
C. [logo3penne Ha ApUTMOTEHHOE CHHKOTIE. 2
D. Cunkomne HesICHOTO MeXaHNW3Ma / HEICHON STHOJIOTHH. 1
E. Tpeneranus / pubpmisinus npeacepanii y nanueHTos Monoxe 30 et 6e3 anbTepHaTHBHON 3THOJIOTHH 0,5
3. CemeliHbIi aHAMHE3!
A. PocTBEeHHUKH TIEPBOW I BTOPOIl TMHUM C YCTAaHOBICHHBIM AuarHo3om Chb. 2
B. [Nogo3penne Ha BCC (mxopaaka, HOYHOH Xapakrep, npoBouupytomue Cb mpenapatsl) y poACTBEHHUKOB MEPBOIH 1
U BTOPOH JINHUU.
C. Heo0bsacaumast BCC y pocTBEHHHKOB IIEPBOH MIIM BTOPOH JIMHUU B BO3PACTe MOJIOXKE 45 JIeT ¢ OTpUIaTeIbHON 0,5
ayTorncuen
4. Pe3ynmbTaThl TEHETHIECKOTO TECTA:
A. Bo3MokHa TaTOreHHAs: MyTallys reHa, npeapacmonararomero k Cb 0,5
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Tabnuna 2 Tabmuna 3
CTpaTI/I(i)I/IKaHI/IH (baKTOpOB pHUCKa [Ixama CTpaTI/I(l)I/IKaHI/II/I q)aKTOpOB pHUCKa
. IIpornocruueckas ®akTop pucKa Banabl
DaxTOphI pUCKa
SEEHNIEID CrnonTanusiit DK -nartepn I Tuna 1
Knuanueckue XapaKTCPUCTUKU CeMelinbiii anamuaes BCC 1
2
Hanuune cumnromos trt KA, naIyIHpyeMbIe I1eKTPOBU3NOTOrHIECKIM 5
Bo3spacr (> 60 set) ++ HCCIICIOBAHUEM
Myskckoii mon —-—/+ Cunxore 2
CeMeliHblil aHAMHE3 -— CuHzipoM c1ab0CTH CHHYCOBOTO y3I1a
OKI'-xapakTepuCcTUKI [Tepenecennas BCC 4
CHOHTaHHBIN WX JIEKapCTBEHHO-UHY- -
muposankblit IKI-narreps I ina mecTb (aKkTOpOB pHUCKA Pa3BUTHS JIETaJbHBIX
®parmenTauns QRS-KoMILIEKca ++ HapylIeHUH CEepJAeYHOro pUTMa: CHHKOIIE, CIIOH-
DKT-narreps CB B HMKHUX 1 JlaTe- it tanHbll OKI-narrepn I Tuma, cemeliHblid aHaM-
PANbHBIX OTBEJCHHAX® HE3 BCC, CUHAPOM ciaboctu CHUHYCOBOTO Yy3Ja,
J-BOJTHA B HHKHEX H JIATCPATBHBIX i nepenecenHass BCC, XenymoukoBbl€ TaxuapuT-
OTBeIeHHAX’ MHUH, MHIYLUPYEMbIE 3JEKTPOPU3NOIOTHIECKIM
Vanunennsiii unrepsan T T + nccaenoBanneM. OTOENPHOMY KPUTEPHIO COOT-
peal en
Botcoxuii sy6en R 5 aVL it BETCTBYET ONPEACICHHOE KOJIMYECTBO OaJlIoB,
- Hanpumep, ¢pakt BCC coorBercTByeT 4 Oaiiam,
[Mupokuit QRS-koMILIEeKC ——/+ o
cnontanubli OKI-narrepn | tuma — 1 Oamy.
Pesynsrare II5C UewMm Oombiie cymma HaOpaHHBIX 0ajioB, TeM 00-
Pazsurie ®XK + - Jiee BBICOKHH PHCK Pa3BUTHA JIETAJTbHBIX apHT-
[eHETUYECKOE TECTHPOBAHUE muii [41]. Ha ocHOBaHMM MONYYEHHBIX pe3yibTa-
Hasmume mo6oit MyTALHH B rere TOB OBUIO yCTaHOBJIEHO, YTO W3 TEPEUHCICHHBIX
SCN5SA - LIECTH MPEIUKTOPOB 3HAYMMBIM (PaKTOpOM pHCKa
MyTauus ¢ yceuenuem B rene SCN5A N apisieTcst cunkone u OKI'-nmarrepn I tuma. Tak,
y 17-62% 6onbubix ¢ Cb ¥ cHHKONAIbHBIMHU CO-
Pe3ynbrarel pyrux Te€CTOB
CTOSIHUAMM, BO3HUKAIOMMMHU 1O npuuuHe KA, B
Yeemraenue OKI-narrepra npu Qsu- + TeueHne 48—84 MecsIeB MOCIe MOCTAHOBKH JIH-
YEeCKOi Harpys3ke
arHo3a pa3BUBAIOTCA apUTMHUYECKHE COOBITHS,
?PCM" nposenenus IKI-narrepa . kotopbie MoryT npusectu k BCC. Coueranue 00-
g::;;;p 1 XOJTCPOBCKOM MOHHTOPH- MOpOKOB co crioHTaHHbIM DKI'-narrepnom I Tuna
P CUMTAETCS JOCTOBEPHBIM MapKEPOM ILIOXOTO Mpo-
Mpumeyanus. rao3a: y 6—-19% OonbHbIX B TeueHue 24-39 me-

Cb — cunnpom bpyrana; [I19C — nporpamMmupoBaHHast
anexTpuueckas ctumymsnust; OXK — pubpusuisiims xey-
JIOYKOB.

«++ +» — nokazaHa GOJIBIINM KOJIUYECTBOM HCCIIE0Ba-
HUH; «+ +» — 70Ka3aHa HECKOJIBKUMU UCCIICIOBAHUAMU;
«+» — J10Ka3aHa OJJHUM HCCIIEIOBAHUEM; « +/— » — CIIOp-
HBIE ¥ IPOTUBOPEUUBBIC JTAaHHBIC; «— — /+) — MPOTHBOPEUH-
BbIC JJaHHbIC, HO BEPOsATHEE OTCYTCTBUE IIPOTHOCTUYECKON
3HAYUMOCTH; «— —» — HET NPOTrHOCTUYECKOH 3HAUUMOCTH.

! ®akTOpBI pHCKa Pa3BUTHS CEPACYHBIX COOBITHIA: BHE3AITHON
CepIeYHON CMEPTH, KEITYJOUKOBBIX apUTMUN

2Cumnrombr: BCC > 06MOpoK > GECCHMITOMHOE TCUCHUE
(BCC — naubornee cepbe3HbIid MPEIUKTOP).

3 Hwxuue orBenenust: 11, 111, aVF; narepaibHble 0OTBeIEHMS:
[,aVF, V-V

OJTHAKO TIPOTHOCTHYECKAs 3HAYMMOCTh OOJBIIUH-
CTBa NPCAUKTOPOB Ha )Z[aHHBIfI MOMECHT OCTAac€TCA
noj; comHeHuem [20].

Sieira u coaBT. co3ganu mkaity (tabdmn. 3) s
cTpaTU(UKAIIIN PUCKA, KOTOpasi BKITIOYAET B ceOs

CAIIEB ITOCJE MOCTAHOBKHU JMAarHo3a Pa3BUBAIOTCS
apuTMHYECKUe COOBITHS [36].

CUHIPOM BPYIAJA Y ETEM

VY nereit Cb, kak W y B3pOCHBIX, COMPSDKEH C
BBICOKUM PHCKOM Da3BHTHS JKHU3HEYTPOXKAIOINX
x)emymoukoBsix aputmuii 1 BCC. Taxke Cb moxet
OBITh IPUYMHON BHE3AIHOH JeTckoil cmeptu [33].
Hecmotps Ha 1o uro Cb kpaiine peaxo BcTpedaet-
sl B JICTCKOM MOMYJSIUMH U UMEET KpaiiHe HU3KYIO
pacnpoctpanenHocts (0,0098%) 10 cpaBHEHHUIO
C YacTOTOH BCTPEUaeMOCTH CpeIu B3pOCibIX (OT
0,1 mo 0,5%) [28], UMCHHO JaHHBIA CHHIPOM SB-
nsetcst mpuanHoit 4—12% Bcex ciygaeB BCC [15].

Kmuanueckoe nposisinenue Cb y nereit Bappupy-
€T OT MOJIHOTO OTCYTCTBUSI CUMITTOMOB (72 % manu-
enroB) 10 BCC kak nepBoro mposiBiieHust 3a0051eBa-
Hus [14]. CormacHO MPOBEICHHBIM HUCCICIOBAHUSM,
HamOoJee YacThIM IePBUYHBIM TiposiBiieHneM Cb
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y JeTeil sBisercs ceMmelHblii anamues (47 %), 3a-
tem ciydaiinele DKI-Haxonku (25%), o6Mopoku
(14%), apurmuu (13%) n Hauboee peaKuM Ipo-
sBieHreM siisiercst npepBanHasi BCC (1%) [24].
BonbIIMHCTBO CHHKOMANBHBIX 3IMH30/I0B BO3HH-
KaloT B IOKOE HOYBIO U YacTO MPOBOLMPYIOTCS JIU-
xopankoit (45%), KoTopasi B CBOIO O4Yepeab MOKET
ObITh BBI3BaHA BakiuHaIued [14]. OTAETBHBIX
KIMHAYCCKUX PEKOMEHIAlWl 10 JAHarHOCTHUKE,
crparndukanum pucka u nedennio Cb y nmereit
He cymectByeT. Onnako B 2018 romy Gonzalez-
Corcia 1 coaBT. pa3paboTaiay MIKANy IJIsI OIICHKH
pHUCKa pa3BUTHS >KH3HEYTPOXKAOIIUX aAPUTMHHA Y
nereit (Tabn. 4). CormacHo »ToM mikane, 4 Oanna
MIPUCBAUBAIOTCSA MAIUEHTAM C HAJTHMYAEM CHUMIITO-
MoB (BCC B anamHe3e, 0OMOpok), 3 Oamia — 3a
corranablii DKI-nmarrepn [ tuma, 2 Gamma —
npu AUCOYHKIUN CHHYCOBOTO Y3Jia W/WJIU Ipel-

CepaHON Taxukapauu, | 6amt — npu HapyIICHUAX
MPOBOAUMOCTH. Y TMAlMEHTOB ¢ CyMMapHBIM Oali-
oM Oomnee 6 BEpOSITHOCTh PAa3BUTHSI )KU3HEYTPO-
JKAIOUIUX apPUTMUN, KOTOPbIE MOTYT NMPUBECTH K
BCC, cocrasnser 53 %, y OOIBHBIX C CyMMapHBIM
Oayom 4 u 6omee — 30% [28].

JIEYEHUE MALMEHTOB C CHHIPOMOM BPYIAJA

Crparerus u TakTUKa JiedeHus nauueHTos ¢ Chb
3aBUCHT OT cTpaTudukanuu pucka BCC (puc. 2).
[TepBoii muaMel Tepanmu npu Cb B Hacrosmiee
BpeMs SBJISETCS UMIUIAHTALMS KapIuoBepTEp-/e-
¢ubpumnsatopa (KBM). CornacHo knuHHMYe-
CKUM pexkoMeHJanusM EBpormeiickoro oOmectsa
kapauosoros (2015 r), ummnanrauus KB/ peko-
MeHayercst BceM naunuentam ¢ Cb, mepeHecinm
BCC w/uiu umeronmx B aHaMHE3€ CIIOHTaHHYIO

Tabnuua 4
[lxana aJ1s OLIEHKU PUCKA PA3BUTHS JKU3HEYTPOKAIOIINX aPUTMUN Y JIeTei
BeposTHOCTE pa3BUTHSA Nmniaanranus
Puck BCC | Bajisl Kiannnueckue nposiBieHust P P o
7KA B Teuenuu 5 jer KB
Huzknit 0 BeccuvmntomHOe 6€3 HapyIIeHUH POBOIUMOCTH 0 He nokazana
Cpennnit 1-3 BeccumnromMHoe ¢ HapyLIeHUEM IPOBOAUMOCTH 0 He nokazana
Bricokuii 4-5 YacTeie 00MOpPOKH 30% Ilokxazana
Ouenn BCC B anamHe3e n/wim 9acteie 0OMOPOKH C Hapy-
. >6 p Py 53% Iloka3ana
BBICOKHIA [IEeHHEeM IIPOBOJUMOCTH
BCC B roa
BEC J
Cungpom bpyraga
CnoHTaHHbIN OKT-natTepH
| Tuna
BeccumnTomHoe
TE4eHne YUuTbIBAKOTCS NOMOBbIE,
BO3pacTHble napameTpbl AKI
11 3NeKTPOM3~1Nornyeckoe
- 1ccneaoBaHme
JlekapcTBEHHO- CnoHTaHHbIi OKT- |
WHAYLMPOBaHHBIN naTTepH | Tuna
BoamoxHa
nmnnanTaums KB
0.35% 0.8% 1.44%

Puc 2. Ummnanramus KBJ] B 3aBucnmoctu ot pucka BCC. BCC — BHe3amHas cepaeunas cmepts; KBJl — xapauoseprep-
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ycroitumByto XKT (xmacce I); MoxkeT OBITH UMILTAH-
THUPOBaH ManueHTaM co cnoHtanHsiM DKI-marrep-
HoM | TIma m oOMopokamu B aHamHe3se (kimace [1a),
a TaKXKe MOXKET pacCMaTPHUBATHCS Yy MAI[UCHTOB C
KT, uHnyurpoBaHHON IPOrpaMMHUPOBAHHOM 3JIEK-
tpudeckoit crumyrsinued (II19C) B aByx TOukax c
MIOMOIIBIO OIMHAPHBIX I JBOWHBIX DKCTPACTH-
mynos (kiacc 1Ib) (puc. 3) [4, 35, 39].

TepaneBruueckoe Je4eHHE 3aKIIOYaeTcsi BO
BHYTPUBEHHOW WHQY3UH XWHHUIWHA W H30IPOTE-
peHona Juisi KyIUpOBaHUSL U MPEAYNPEKICHUS He-
MpeprIBHO peuuauBupyrommx XA, npuBoasimmx K
«QIEKTpUYEeCKOMy ITOpMy». PaHee ObLIO Mmokasza-
HO, 4TO HHU3KHE 1036l XxuHuauHA (300—600 MT) 2-
(hbeKTUBHO TIPEOTBPAIIAIOT CIIOHTAHHBIN PEUINB
KA B TeueHHE AIUTENHHOTO MEPHOAA Y MAIMEHTOB
¢ Cb u MOryT pUMeHSThCS KaK JOMONHUTEIbHAS
Tepanus npu umrantaiuu KB/, a Taxke moryt
WCTIOTI30BATHCS KaK OCHOBHOW METOJI JISUSHHUS TIPH
HaJMYUU y OOJIBHBIX IPOTHBOIIOKA3AHMI K TepaIiu
UK/ (kmacc I1a). Kpome Toro, pexkoMeHayeTcs mpu-
MEHSTh XUHHJMH y TAIUEHTOB C PEIUJAUBHPYIO-
mumu UK J[-mrmokamu, «3IeKTPUUIeCKUMU Oy PSIMID)
1y OECCHMIITOMHBIX ITallHEHTOB CO CIOHTAaHHBIM
OKTI'-nmarreproMm | Tuma B kauecTBe aJbTepHATHUBbI
«@neKTpudeckux oype» [37].

Eme omnum metomom neuenuss Cb sBnsetcs
karerepHass aOmsamusa. CommacHO KIMHUYECKUM
pexomennanusim AHA/ACC/HRS ot 2017 ropa,
KareTepHas abmAnus TPUMEHSeTCS IS JeUeHUs
MalMEeHTOB C «DJIEKTPUYSCKUMH INTOPMaMU» B
aHamHese u/miu yacteiMu MK ]I-mokamu (kmace 1)
[6, 13].

[Mammentam ¢ Cb pexomengoBana mMonuguka-
ust o0pa3a KU3HU: n30erarh mprueMa JeKapCcTBeH-
HBIX IIpenapaTroB, KOTOPbIE MOTYT MPUBECTH K
aneBaruu cermenTa ST OKI' B mpaBbIX mpekapan-

aNbHBIX OTBEICHUAXK, U30EraTh Ype3MEPHOTO YIIO0-
TpeOJICHHUST alIKOTOJIsI, TAK)Ke HEOOXOAMMO HEMeI-
JICHHOE MPHHSATHE MEP TS CHUKCHUS TeMIIepaTy-
pbl TeJaa le/l BO3HUKHOBCHUU HHXOpaI[KI/I JHOGOFO
renesa [5, 6, 8, 9, 31].
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