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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
KJIMHHKO-2JIEKTPOKapAHOT padUueCKUi apuTMHUYe-
CKMI CHUHJIPOM, XapaKTepU3YIOUIUHCA MOABEMOM
cermenTa ST B MPaBbIX IPYAHBIX OTBEAEHUAX (V —
V,) OKT, ¢ nocnenyomum pasBUTHEM KU3HEYTPO-
JKAIOLIUX KEJIYTOUYKOBBIX HapyIIEHHH CepAedHOro
pUTMa, KOTOpBIE MPHUBOIAT K TOBBIIICHUIO PHUCKA
pa3BuTusl BHe3anHOU cepaeuHoit cmeptu (BCC),
IPH OTCYTCTBUH T'PyOBIX CTPYKTYPHBIX 3a0o0iieBa-
Huil cepaua [29]. CornmacHO COBpEMEHHBIM JaH-
HbIM, Cb sBngercs mpuunHoi passutus BCC B
4-12% Bcex ciyuyaeB BHe3anmHo# cmeptu U B 20%
cMepTell y manueHToB 0e3 cTpyKTypHOro 3aboJe-
BaHWs cepama [25].

Bnepseie Cb onucan B 1992 rogy ucnancku-
Mu kapauonoramu Ilenpo u Ixo3zedpom bpyrana.
B cBoem cooOmieHnn OHU 10JI0KWIN O BOCBMH I1a-
LIMEHTax, KOTOPBIX YCIEIIHO PEaHUMUPOBAIIN NPU
BCC, Bo3BanHOW (UOpHIIAIINEH KETyTOYKOB.
VY nmanueHToB HaOMIONAJICs XapaKTepHBIA MOABEM
cermenTta ST OKI' B mpaBbIX rpyIHBIX OTBEIEHUIX
IIPU OTCYTCTBHUHM CTPYKTYPHBIX 3a00JIeBaHUM cepl-
na [16]. 3aboneBanne ObLIO ONMUCAHO KaK KIUHU-
KO-JIEKTPOKAPAUOTpapUUECKUd  CUMITOMOKOM-
IUIEKC, TPOSIBISIONINICS «OI0Kagol MpaBoil HOX-
ku myuka ['mca, croiikoit sneBarnueir cermenta ST
OKI" u cunapomom BCC». B 1996 roay Bnepssbie
obL1 BBeneH Tepmun Chb [17].

IMUIEMNOJI0TNA CUHIPOMA BPYIAJA

B Hacrosiiee BpeMsi BeCbMa CIIOXHO OILEHUTh
HCTUHHYIO 4YacToTy BcTpeuaemoctu Chb B momy-
JISIIAYM, TaK KaK HEU3BECTHO TOYHOE KOJIHUYECTBO
OeCCUMIITOMHBIX HanueHToB. HeoOxomumo Takke

OTMETHTbh, 4TO XapakrepHbid st Cb OKI'-mat-
TEPH MOXKET KPaTKOBPEMEHHO HOPMaU30BaThCS
WM UMETh CKphITOe TeueHue. Tem He MeHee pac-
npoctpaHeHHocTb Cb cocraBnser okono 0,5 Ha
1000 uenorexk [34]. HauGonee mmpoko Cb pac-
npoctpaneH B Oro-Bocrtounoit Aswmm, a camas
BBICOKasl 4YacTOTa BCTPEYaEMOCTH HaOIIONaeTCs B
Taunange — 6,8 Ha 1000 "enoBek, 4TO0 MPUMEPHO
B 14 pa3 BbIIIE 00IIEMHUPOBOI YaCTOTHI BCTpeyae-
Moctu [46]. U3BectHO Takxke, yto Cb y myxuun
BcTpeuaercss B 8—10 pa3 yarmie, yem y >KEHIIHH.
Jansblil GakT CBA3BIBAIOT C 0COOCHHOCTSIMU BIIH-
STHHSI TOPMOHAJIBHOTO CTaTyca Ha MEXaHU3MBI pa3-
BUTHA JaHHOTO cuHapoma [18]. OcoOblit mHTEpEC
npeacTaBisieT uccnenosanue A. Milman u coasr.,
KOTOpOE TMOKAa3ayo, YTO CPEAH JETEeH M TONKHUIBIX
mozet ¢ Cb npeoOnanaroT KeHIIMHBL, B TO BPeMs
Kak cpeau marueHToB ot 16 go 70 met nmpeobmamga-
10T My>KuuHbI [30].

NATOPPU3N0J0rnd CUHIPOMA bPYIAJA

B Hacrosiiiee Bpemsi CyIIECTBYIOT TPU CYKIE-
HUS, OOBSICHAIONINE KIETOYHbIE M MAaTO(pU3NO0IOTH-
yeckre MexaHu3Mbl pazsutusi Cb: rumoresa pero-
TSIPU3AINH, JACTIOISIPU3AIMYA U HEPBHOTO I'PEOHSI.

CormracHO THUIOTE3€ PENoNIAPU3ALUN, MEXKAY
CcyOdmMKapAnaIbHBIM W CyOdHIIOKapAHaTIbHBIM
CJIOSIMHM IIPAaBOTO JKEJIyHOYKa MOSBISCTCS TpaHC-
MYpaJbHbII IPaJUEHT HANPSOIKCHUS, TPUBOISIINN
K Pa3BUTHIO JIETAIBHBIX apUTMHU, crienupuie-
ckux aina Cb [1, 18, 23]. IIpu ymeHbIIeHNH CyM-
MapHoro HarpueBoro Ttoka (INa) u moBblIeHHH
BHeITHEero kanueBoro Toka (Ito) B smmkapme mpa-
BOTO JKeJylouka HaOJtoaeTcsl MpexkIeBpeMeHHas
penoisspu3anus 1 KOpOTKUNA MOTEHIMal AeHCTBUsA
OTHOCHUTENILHO SHAOKapHAa, 4TO MOXKET MPHUBECTH
K 00pa3oBaHUIO MEXJy HHUMH TPaHCMYpPalbHOTO
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rpaJlieHTa HANpPsDKEHUS, KOTOPBIH TPOSBISETCS
B BUJIE XapakTepHoro noaseMa cermenta S7 OKI
y manuenToB ¢ Cb [2, 30]. Hapymenune B GanmaH-
Ce TOKOB M MOTEPs KyIroJja MOTCHINAa JSHCTBUS
MOT'YT IPHBECTH K MOSIBJICHUIO SMUKApIUATbHON
JTUCTIEPCUH  PETIONISIPU3AINH, CIIOCOOCTBYIOIIEH
pa3BUTHIO BTOpO (as3wl re-entry, KOTOpas MOXKET
OBITh TIPUYMHOW BHEOUEPETHOTO W TMpEekKIeBpe-
MEHHOTO COKPAIICHHSI — DKCTPACHCTOJBI, IPOBO-
IHUPYIOMIEH KETyIOIKOBEIE apuTMUH [29].
CornacHo TeOpUHU ACTONSAPU3AINH, TIPUIUHON
XapaKTepHOro mojabeMa cermeHra ST 1O THITY
«cBopa» Ha OKI' saBnsercs 3aaepxkka MPOBOIU-
MOCTA B BBIXOJHOM TPAaKTE MPaBOTO IKEIYI0U-
ka (BTIDK), a xkenmymoukoBsie aputmuu npu Cb
WHJyIUPYIOTCS aHOMAaJbHBIM TOKOM, BO3HHUKa-
IOIIUM B PE3YNIbTAaTe 3aMeJICHHOHN Meroispu3a-
uun BTIDK [45]. 3amennennas nenosipusanius
BTIIK 1o oTHOIIEHHIO K MOTEHI[MAIaM AEHCTBUS
IPYTUX YYaCTKOB IPABOTO JKEIyJ0odKa CO37aeT
Pa3HOCTh TMOTCHIIMAIOB MEXAY Y4YacTKaMH IIpa-
Boro skemymouka u BTIDK [32]. HdamHyio Teo-
puro moaTBepknaer wucciegoBanue Nademanee
U COaBT., B KOTOPOM TIOCMEPTHO WJIHU in vivo (BO
BpeMsi TIPOBENCHHS JNUKAPAHAIBHONW abisiun
10 TIOBOJy apUTMHUU C TOMOIIBIO TOPAKOTOMUU)
onenuBaicss BTIDK y momeit ¢ Cb u 6e3 Hero.
B BTIIXK y nauuentoB ¢ Cb Obutn oOHapyKeHBI
CUCTOJIOTUYECKUE TMPU3HAKH  DIUKAPAHAIBHO-
IO MOBEPXHOCTHOTO M BHYTPUMHOKAPAHAIBHOTO
(ubpo3a, a TakKe CHHKECHHE DKCIPECCUHU Oeika
LIEJIEBOr0 KOHTaKTa — KOHHEKCHMHa-43. Bwe-
CTe C TeM MPOBEJACHUEC PaJUOYACTOTHOW abJIs-
AN SMUKAPIUATBHBIX YYaCTKOB C 3aMeJICHHOU
nenonsipuzanuein BTIDK 3HaunTenpHO cHU3MIA
YaCTOTy Pa3BUTHUS apUTMHI U CTENEHb MOIbeMa
cermenTta ST OKI' [32]. Eme ogHo uccnenoBanue,
BKJItoyaBmiee 13 mamuenToB, ymepmux ot BCC
¢ OKTI'-kaprunoit Cb, mokasaio, 9To y Bcex 00JIb-
HBIX, KpPOME OJIHOTO, ObUIH OOHAPYKEHBI YYaCTKU
(hnbpo3a MHOKapa MPaBOTo KEIyA0YKa C BOBJIE-
YEHUEM SIHUKAPIUaIbHOTO U CPEIUHHOTO CIIOCB
[21]. OTu uccienoBaHusi CBUIACTEIBCTBYIOT, YTO
aHOMaJIbHAs CTPYKTypa MHUOKapnaa (yBeTudeHue
KOJUIareHa, SMHUKApUalbHbIl ¥ MHTEPCTULIHAIb-
HBIN (huOPO3, CHIKEHUE DKCIIPECCUH OSITKOB IIIe-
JIEBBIX KOHTAaKTOB) MOXET UMETh ONpEestolIee
3HAUCHUE B MaTO(OU3UOIOTHH 3a00JICBAaHMS, HE-
CMOTpSI Ha OTCYTCTBHE SIBHBIX CTPYKTYpPHBIX 3a-
OoneBaHuii cepjna y MHOTUX OoJibHBIX ¢ Ch.
Elizari m coaBT. MpeIIOKUIN THIIOTE3y HEPB-
Horo rpedOHs. KieTtku HEpBHOTO TpeOHS UMEIOT
BHECEPICUYHYIO JIOKAIM3AIUI0 W WUTrparoT (yHIa-
MEHTaIIbHYI0 POJb B Pa3BUTHH MHOKapia BBIBO-
JTHOTO TpaKTa MPaBOrO JKEIYIOYKa U COCEAHMX
CTPYKTyp. YdUeHbIe TOIYCKalOT, YTO aHOMalbHas

MHUOKapAMaIU3alusl MPOAUKTOBAHA aHOMAaJIbHOM
JKcIIpeccueit kieTtok HepBHoro rpedus B BTIDK.
PemonenupoBanue TkaHel NPUBOAUT K T€TEPOreH-
HOMY TpPaHCMYpaJbHOMY M PETHOHAIBHOMY pac-
npeneneHuto Oellka KOHHEeKcHa, 0cooeHHo Cx43,
YTO BBI3BIBAET 3aMEJICHUE ACTOISPU3ALUN U Te-
teporennoi pernossipusanuu BTIDK mpu Cb [22].

®EHOTEHETUKA CUHPOMA bPYIAIA

Cunnpom bpyranga — 3To reHeTHYECKH AeTep-
MHUHHPOBAHHOE 3a00JIeBaHNE C TPEUMYIIIECTBEHHO
ayTOCOMHO-/IOMUHAHTHBIM THIIOM HaclieJOBaHUs,
C TIepeMEHHO} MeHeTPaHTHOCTHIO U IKCIIPECCHUB-
HocThI0. OpreHTHpoBo4YHO y 60% mHmanueHToB ¢
Cb 3aboneBanue sBngeTcs: crnopaauueckum [18].
B macrosmee Bpems 3adukcupoBaHo  Oonee
500 maToreHHbIX MyTalMH, MIPUBOAAIINX K Pa3BH-
tuto Cb, xotopsie HaxoxasTes B 43 renax (ABCC9,
AKAP9, ANK2, CACNAIC, CACNA2DI,
CACNB2, CASQ2, DSG2, DSP, FGF12, GPDIL,
HCN4, HEY2, KCNAB2, KCNB2, KCND2,
KCND3, KCNE3, KCNE5, KCNH2, KCNI8g,
KCNJ16, KCNTI1, LRRCI10, PLN, PKP2,
RANGRF, RyR2, SCN10A, SCNI1B, SCNZ2B,
SCN3B, SCN4A, SCN5A, SCNN1A, SEMA3A,
SLMAP, TBXS, TKT, TRPM4, TTN, XIRP1 u
XIRP2) [16, 19]. OTu myTanuu OpuBOIAT K HAPY-
IIEHUIO CTPOCHUA 1 (DYHKIIMOHHPOBAHUS HATpHe-
BbIX, KaJIMEBBIX U KaJIbLUEBBIX CEPICUHBIX KaHa-
JIOB, BBI3bIBAs M3MEHEHHUS B TpaHCMEeMOpaHHOM
WOHHOM TOKe. B wacTHOCTH, OHM TPUBOIAT JTHOO K
YMEHBIICHHUIO BXOIAIIEr0 TOKa HOHOB HATPUSI WIIN
KaIlbIXs, TH00 K yBEIMYEHUIO BBIXOSIIETO TOKA
HOHOB Kanus [34].

BcecTroponHnuii reHeTUUECKUI aHAIU3 BCEX U3-
BECTHBIX Ha CETOJHSAIIHUI I€Hb T'€HOB MO3BOJAET
Bepu(pUIHpOoBaTh AMArHo3 mo4tu B 3% ciyyaes.
OCHOBHBIM I'€HOM, CBsi3aHHBIM ¢ pa3Butuem Cb,
sBisiercst TeH SCN5A. IlatoreHHsle BapuaHTHI B
JTAHHOM T€HE BBIABJISIOTCS OPUEHTUPOBOYHO B 25—
30% Bcex AMarHoCcTUpoOBaHHBIX ciydaeB Cb [26].
[Ipoune rensr 06HApY)KUBaIOTCS TOIBKO B 5—10%
ciayuaes [44].

KIUHNYECKAAD KAPTUHA 1TPU CUHPOME
bPYIAJIA

Cynoporu, CHHKONAJIbHbIE COCTOSIHUS, HOUHOE
YEeHH-CTOKCOBCKOE [IBIXaHHE, BO3HMKAIOLIUE IO
MPUYUHE HAJTHYUS JKEITYJOYKOBBIX apuUTMHi (T10-
mumopduor xerynoukoBorr Taxukapauu (ITKT)
i pubprwusinun xenyaoukoB (DXK)) BeiaBis-
forcs y Tpetn manueHToB Cb. ApuTMHH MOTYT
npuBectn kK BCC, BO3HHKaromel CHOHTaHHO B
COCTOSIHUU TIOKOSI WJIM B HOuYHbIe 4achl [38]. Jlu-
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XOpajika, 3JI0yNOTpPEeOIeHUE aJKOToJeM U IpUeM
HEKOTOPBIX JIEKAPCTBEHHBIX IIPENaparoB MOTYT
MIPOBOLIMPOBATH BOZHUKHOBEHHE HAPYIIEHUH cep-
JIeYHOro puTMa. Yaiie Bcero CUMIITOMBI BIIEPBbBIC
MIPOSIBIISIIOTCS. B CcpemHeM Bo3pacTe (41+15 mer),
XOTSI BO3pACT Ha MOMEHT IMOCTAHOBKH JIMarHo3a
MOXET BapbUpOBaTh OT MIIAJEHYECKOTO JI0 IO-
xuaoro u crapueckoro [7, 10, 13]. Ilpumepno y
67% mnanueHToB HaONIogaeTcs OECCHUMITOMHOE
teuernne Cb, omHako pHCK pa3BUTHS KU3ZHEYTPO-
KAIOMUX apUTMHHA Y OECCUMITOMHBIX MMAIIHCHTOB
cocraBisaeT 3,8 % B Teuenue 5 et u 4,6 % B Teue-
nue 10 u 15 ner [40].

JNEKTPOKAPINOI PAPUYECKAA! KAPTUHA
NPU CUHIPOME BbPYIAJIA

XapaktepasiM  OKI'-marTepHoM  cuUHApOMA
bpyrana siBnsercs mogbem cermenTa ST B TIPaBBIX
TPYAHBIX OTBEIEHUSX (V1_V3) OKT. Brimensror

THH_ I

tpu THna DKI'-marrepna (puc. 1). I tum (coved
type) — cmeimenue cermenra ST DKI' BBepx ot
M302JIEKTPUYECKON JIMHWM B BHJAE CBOAA, aM-
IUIMTYAa TOYkd J — 2 MM u OoJiee ¢ mocieayo-
meit maBepcueit 3yoma T. DKI-marrepn Il Tuma
(saddle-back type) umeeT «cemIOBUAHYIO» HOpMY
noaseMa cermenra ST OKI™ ma 2 mm u Oonee, mo-
CJIe KOTOPOTO CIIEyeT MOMOKUTETHHBINA WIIH JBYX-
¢daznbiii 3yoer; 7. OKI-marrepn Il Tuma umeer
TaKyl0 K€ CEeIJIOBHAHYIO KOH(QUTYypaIuio, Kak u
OKI-narrepn Il Tuna, HO ¢ saeBalMeil cerMeHTa
ST OKI" menee uem Ha 1 MM [6, 39, 42].

NWATHOCTUKA CUHIPOMA BPYIAIA

CooTBeTCcTBeHHO  pexkoMeHuanusm  HRS/
EHRA/APHRS (2013 r.) amarHocTHYeCKUM KpH-
tepueM CB cunraercs Hanuuue CIOHTAHHOTO WU
JIeKapCTBeHHO-UHAyupoBanHoro  ODKI -marrep-
Ha | Tuma, 3aperucTpUpPOBAHHOTO B OJHOM HIIU
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Puc 1. Usmenenust OKI mpu pasznuusbix Tunax cunapoma bpyrana. CTpenku yKas3bIBaloOT Ha 3J1€Baluio cermenta S7
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HECKOJILKUX TMPaBbIX TPyAHBIX OTBeAeHUAX (V,
V,). Cb moxeT ObITh IMarHOCTUPOBAH M y Mallu-
entoB ¢ DKI -marrepuamu II u III TumoB B oTBe-
nenusax V u V., eCliu Npu NpOBEJIEHUH IPOBOKa-
IHOHHOU MPOOKI ¢ OIOKATOPOM HATPUEBBIX KaHA-
J0B (XMHUAMH, HOBOKaMHAMU[, IU30IHPaMUL,
aliMaynnH) HaOoAasack aneBanus cermeHra ST
OKTI no coved tumy (I tum) [3, 37]. B 2016 rony
Ha Illanxalickom ¢opyme ObUIH TOATBEPKIE-
Hbl KpuTepuu auarHoctuku Cb, npuHsTHIE B
2013 romy, a Takxe Obuta mpegnoxena lllan-
xalickasg mKkana Juisi JHAarHOCTUKH CHHApOMa
bpyraga (ta6m.1). Jns TOCTaHOBKH JHarHo3a
CBb mo Ilanxaiickoii mkame UIsT AHArHOCTHUKU
cunapoma bpyrana Heo0XogumMo Hajaudue XOTs
ob1 oqHoro DKI'-kpuTepus: eciu cymma 0ajioB

3,5 u 6omee — BeposATHEIH/onpeaencHab Ch;
2-3 Oanna — Bo3MoxHbIH Cb; mMenee 2 Oan-
nmoB — orcyrcteue Cb [12, 15]. Pesymbrarsl,

noxydeHHsie B ucciuegoBanun S. Kawada u co-
aBT., MOATBEPKAAIOT PAIMOHATBLHOCTb HCIIOJb-
3oBanusa lllanxaiickoii OamTbHOW CHCTEMBI s
nuarHoctuku Cb. B cooTBeTcTBUM ¢ JaHHBIM
ncciaenosanuem, lllanxaiickyro mkamy mjis Iu-
arHoctukn Cb 1enecooOpa3HO MPUMEHATH IS
cTpaTu(@UKAMK PUCKA Pa3BUTHS IKEIYI0YKO-
Boeix aputMuii (OKA) m BCC. Tak, HM y ogHOTO
namueHTa ¢ 0alioM MeHee 3,5 He pa3BUBAIKUCH
JeTaNbHbIE apUTMHYECKHE COOBITHA, MPU ITOM
y 13,7% OOnbHBIX C BEPOATHBIM/ONPEIEICHHBIM
Cb B teuenue 10 neT HAOMIOMATUCH DMU3OIBI
OX nnm xemymoukoBoit Taxukapauu (KT) [27].

IIpu omnokpatHOoM mpoenenun OKI'-uccie-
JnoBaHUs B 12 oTBeneHUsX ToJbKO y 2—4% nanu-
enToB ¢ Cb ynaercst 3aduKcupoBaTh CIOHTaHHBIH
OKTI-marrepn I Tuma [11]. BBumy aToro mist qocto-
BEPHOM MUAarHOCTHKHM HCIIOJIB3YIOT XOJITEPOBCKOE
monutopupoBanne DKI' ¢ Gonee BbICOKUM pactmo-
JIOKEHUEM TIPEKapAUaIbHBIX OTBEACHHH (B TPETh-
€M M BTOPOM MEXpeOepHBIX MpoMexyTKax). [Ipu
rnoMoiu 24-4acoBoro MOHHUTOpa XoJiTepa BO3-
MOXKHO 3apeructrpupoBarh mnosieienue OKI'-mar-
tepuoB Cb | Tuma B TedeHWe CyTOK, Hampumep,
BO BpeMs CHa WM mocie npuema nuum [11, 46].
UccnenoBanne Shimeno u coaBT. JoKa3bIBaeT (-
(heKTHUBHOCTH HCITOIB30BAHUS XOJITEPOBCKOTO MO-
HutopupoBanus IKI' ¢ BEICOKMM pacroyiokeHueM
MpaBbIX TPYIOHBIX OTBEAEHUH: UyBCTBUTEIHHOCTH
JIUarHOCTUKU yBenuuuBaeTcs oT 25% mpu mpo-
Benennn omHokpatHoit DKI' B 12 oTBeaeHusAx mo
38% mnpu 24-yacOBOM MOHUTOPHUPOBAHHU H [0
55% npu 24-yacoBOM MOHUTOPUPOBAHUHU C BBICO-
KUM PacIloIOKEHHUEM OTBeIeHHH [43].

CTPATNPUKALNA PUCKA NIPU CUHIPOME
bPYIAJIA

Bcenen 3a mocranoBkoit quarnosa Cb ocHOBHOM
3a/1a4ueil ABJISCTCS cTpaTu(UKaIus PUcKa, COCTOS-
1ast B OTIPEICTICHUN BEPOSITHOCTH PA3BUTHS JKEITy-
noukoBbix aputmuil 1 BCC. B Hacrosiniee Bpems
cTparuduKalis pucKa OCTaeTCs HENpOCTO# 3a-
Jadeil, s peuieHuss KOTOpOM PEKOMEHAO0BANIOCh
Oonploe Komm4ecTBo (hakTopoB pucka (Tadm. 2),

Tabmuna 1
[[Tanxaiickas nikana ajig JMarHOCTUKKU cuHApoma bpyrana
Kputepun Bannbt
1. Dnexrpokapanorpapuyeckue KpuTepuu (aMOyJIaTopHO):
A. Cnontanssiii | Tum OKI'-martepna bpyraga B cTaHIApTHBIX UM BHICOKHUX MPaBBIX TPYIHBIX OTBEACHUAX. 3,5
B. Unnynuposannsiii nuxopazakoii I Tun OKI -martepHa Bpyraga B cTaHIapTHBIX MM BHICOKHUX MPaBBIX TPYIHBIX 3
OTBE/ICHUSAX.
C. II uu 1T unsr DK -narrepHa bpyraaa, koTopblit TpaHchopMupyeTcs B [ THII ¢ TOMOIIBIO TPOBOLUPYOLIHX 2
(apmakorpod
2. Anamue3 3ab6oneBaHus:
A. HeoObsicHIMasi 0OCTaHOBKA CEep/lla WK JOKYMEHTHPOBAaHHAS GUOPHILIALNS KETyI0YKOB/TOTUMOp]HAs KeTy- 3
JIOYKOBast TAXUKAPIHS.
B. Ho4yHoe aronanbHOE JbIXaHHE. 2
C. [logo3penne Ha aApUTMOTEHHOE CHHKOTIE. 2
D. Cunkomne HeSICHOTO MeXaHNU3Ma / HESICHON 3THOJIOTHH. 1
E. Tpenetanus / pubpmisinus npeacepanii y nanuenton Mosoxe 30 et 6e3 anbTepHaTUBHON 3THOIOTHH 0,5
3. CemeliHbIi aHAMHE3!
A. PopcTBEeHHUKH TIEPBOW HIIM BTOPOIl TMHUK C YCTAaHOBICHHBIM AuarHo3om Chb. 2
B. [Nogo3penne na BCC (mxopaaka, HOYHOH Xapakrep, npoBouupytomue Cb mpenaparsl) y poACTBEHHUKOB MEPBOIH 1
U BTOPOMH JINHUU.
C. Heo0psacaumast BCC y poicTBEHHHKOB IIEPBOW MIIM BTOPO IMHUU B BO3PACTE MOJIOXKE 45 JIeT ¢ OTpUIaTeIbHON 0,5
ayTorncuen
4. Pe3ynbTaThl TEHETUIECKOTO TECTA:
A. Bo3MoOkHa MaTOreHHast MyTalys reHa, npeapacnonararomero k Cb 0,5
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Tabnuna 2 Tabmuna 3
CTpaTI/I(i)I/IKaHI/Iﬂ (baKTOpOB pHUCKa [Ixama CTpaTI/I(l)I/IKaHI/II/I q)aKTOpOB PpHUCKa
. IIpornocruueckas ®dakTop pucKa Banabl
DaxTOpHI pUCKa
SEEHNIEID CrnonTanusiit DK -narrepn I Tuna 1
Knuanueckue XapaKTCPUCTUKHU CeMelinbiii anamues BCC 1
2
Hanuune cumnromos trt KA, naaynupyeMble I1eKTpOhHU3NOTOrHYECKIM 5
Bo3spacr (> 60 set) ++ HCCIICIOBAHUEM
Myskckoit mosn —-—/+ Cunxorre 2
CeMeliHblil aHAMHE3 -— CuHzIpoM c11ab0CTH CHHYCOBOTO y3I1a
OKI'-xapakTepucTHKI [lepenecennas BCC 4
CHOHTaHHBIN WX JIEKapCTBEHHO-UHY- -
muposankblit IKI -narreps I ina mecTb (aKkTOpOB pHUCKA Pa3BUTHS JIETaJIbHBIX
®parmenTauus QRS-KoMILIEKCa ++ HapylIeHUI CEepJeYHOr0 pUTMa: CHHKOIIE, CIIOH-
OKT-narrepr CB B HIDKHHX 1 JTaTe- it tauublii OKI-marrepn | Tuna, cemeilHbll aHam-
PaIbHBIX OTBEACHHUAX’ He3 BCC, cunapom ciiaboCTH CHHYCOBOTO Y3Iia,
J-BONHA B HUYKHHX 1 JaTepaibHbIX iy nepenecennass BCC, XeTymoykoBBIE TaxuapHUT-
OTBe/IeHUAX MHUHU, UHIYIHPYEMBIE JIIEKTPOPU3HOIOTHICCKUM
e ——— + nccaenoBanueM. OTOENbHOMY KPUTEPHIO COOT-
peal en
Bercokuii syber R 5 aVL R BETCTBYET OIpPEEICHHOE KOJIUYECTBO OaJlIoB,
- Hanpumep, ¢pakt BCC coorBercTByeT 4 Oaiiam,
[Mupokuit QRS-koMILIeKC ——/+ o
cnortanublii DKI-marrepn | tuma — 1 Oamty.
Pesymerare: II5C Yem Oonbiie cymma HaOpaHHBIX 0alioB, TeM 00-
Passurie XK /- Jiee BBICOKHU PHUCK Pa3BUTHSA JICTAIBHBIX apUT-
['eHETUYECKOE TECTHPOBAHHE Mmuii [41]. Ha ocHOBaHMM MOIY4YEHHBIX pE3yibTa-
Hanmaue mo06oii MyTAIHH B refe TOB OBIJIO YCTaHOBJIEHO, YTO W3 TEPEUHCICHHBIX
SCN5A - IIECTH TPETUKTOPOB 3HAYMMBIM (DAKTOPOM pHCKa
MyTauus ¢ yceuenuem B rene SCNSA " apnsgercs cunkone u OKI'-marrepn I tuna. Tak,
y 17-62% 6onpubix ¢ Chb 1 cHHKOTIANBHBIMU CO-
Pesynbrarel pyrux Te€CTOB
CTOSIHUSIMM, BO3HHUKAIOIIMUMU 10 npuunne KA, B
Yeemraenue OKI-narrepna npu Qirsu- + TeucHue 48—84 MecsIeB MOCJE MOCTAHOBKH JIH-
YeCKOi Harpy3ke
arHo3a pa3BUBAIOTCA apUTMHUYECKHE COOBITHS,
?PCM" nposenenns IKT-narrepra N koropeie MmoryT npusectn K BCC. Coueranue 00-
g:::ﬂl;pﬂ XOTTCPOBCKOM MOHHTOPH- MOpPOKOB co crionTanHbM DKI'-marreprom I Tuma
P CUUTACTCS JOCTOBEPHBIM MapKEPOM ILIOXOTO MpPO-
Hpumedanus. rHosza: y 6—-19% OGonpHBIX B TeueHue 24-39 me-

Cb — cunnpom bpyrana; [19C — nporpamMmupoBaHHast
anexTpuueckas crumysnust; @K — ubpusursiius xey-
JIOYKOB.

«+ + +» — nokazaHa GOJIBIINM KOJINYECTBOM HCCIIE0Ba-
HUH; «+ +» — J0Ka3aHa HECKOJIBKUMU UCCIICIOBAHUAMU;
«+» — J10Ka3aHa OJJHUM HCCIICIOBAHUEM; « +/— » — CIIOp-
HBIE ¥ IPOTUBOPEUUBBIC JTAaHHBIE; «— — /+) — NPOTHBOPEUH-
BbIC JJAHHbIC, HO BEPOSTHEE OTCYTCTBUE IIPOTHOCTUYECKON
3HAYUMOCTH; «— —» — HET NPOTrHOCTUYECKOH 3HAUUMOCTH.

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

2Cumnrombr: BCC > 06MOpoK > GeCCHMITOMHOE TCUCHUE
(BCC — naubosnee cepbe3HbIid MIPEIAUKTOP).

3 Hwxuue orBenenust: 11, 111, aVF; narepaibHble oTBeIeHMS:
I,aVF, V-V

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

Sieira u coaBT. co3manu mwKany (tadn. 3) s
cTpaTU(UKAIIUN PUCKA, KOTOpasi BKITIOYAET B ceOs

CALIEB IOCJE MOCTAHOBKH JIMarHO3a Pa3BUBAKOTCS
apUTMUYECKUE COOBITHUS [36].

CUHIPOM BPYIAJA Y ETEM

VY nereit Cb, kak U y B3pOCIHBIX, COMPSDKEH C
BBICOKMM PHCKOM Pa3BUTHS >KU3HEYTPOXKAOLINX
xkemymoukoBsix aputmuii 1 BCC. Taxke Cb moxet
OBITh IPUYMHON BHE3AIHOH jerckoii cmeptu [33].
HecMmotps Ha 1o uto Cb KkpaiiHe peaxo BcTpedaet-
Cs B JIETCKOM MOIMYJISIIIUM M UMEET KpaliHe HU3KYIO
pacnpoctpanenHocts (0,0098%) mo cpaBHEHUIO
C YacTOTOH BCTPEYaeMOCTH Cpenu B3pOCIBIX (OT
0,1 mo 0,5%) [28], UMEHHO HTaHHBII CHHIPOM SB-
nsercs npuanHon 4—-12% Beex cirywae BCC [15].

Kimnnueckoe nposisnenue Cb y nereii Bappupy-
€T OT MOJIHOTO OTCYTCTBHUSI CUMIITOMOB (72 % maru-
enToB) 10 BCC kak mepBoro mposiBIeHUs 3a00J1eBa-
Hus [14]. CormacHO MPOBEACHHBIM HUCCIEIOBAHUSM,
HanOoJiee yacThM TEpBUYHBIM TposeieHueM Cb
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y HeTei sBisercs ceMmelHblii anamues (47 %), 3a-
tem ciydaiinele DKI-Haxonku (25%), o6Mopoku
(14%), apurmun (13%) n Hambomee peaKuM Tpo-
sBiieHreM siisiercst npepBanHasi BCC (1%) [24].
BonbIIMHCTBO CHHKOIANBHBIX 3MU30/0B  BO3HH-
KalOT B [TOKOE€ HOYBIO U YaCTO MPOBOLUPYIOTCS JIH-
xopankoit (45%), KoTopasi B CBOIO O4epeab MOKET
OBITh BBI3BaHA BakmuHarued [14]. OTaeTbHBIX
KIMHAYECKUX PEKOMEHIAalul IO JAHarHOCTHUKE,
crpatudukanuu pucka u jederuio Cb y nmereit
He cymectByeT. Onnako B 2018 romy Gonzalez-
Corcia u c0aBT. pa3paboTaiy KAy JUIs OLICHKH
pHUCKa pa3BUTHS >KU3HEYTPOKAIOIINX APUTMHUHN Y
nereii (tabn. 4). ComtacHo 3Toi mkaie, 4 Oana
MIPUCBAWBAIOTCA MAIMEHTAM C HAJMYAEM CHUMIITO-
MoB (BCC B anamHe3e, 0OMOpok), 3 Oamia — 3a
cnorranublii DKI'-nmarrepn [ tuma, 2 Gamma —
pu TUCPYHKIIMA CHHYCOBOTO Y3JIa W/WIH TPEJ-

cepaHOU Taxukapauu, 1 6ana — mpu HapyIICHHUIX
MPOBOJUMOCTHU. Y MAaLMEHTOB C CyMMapHBIM Oaj-
oM Oosiee 6 BEpOSITHOCTH Pa3BUTHUS JKHU3HEYTPO-
KAIOMIUX apUTMHUN, KOTOPHIE MOTYT NMPUBECTH K
BCC, cocrapnset 53 %, y OONBHBIX ¢ CyMMapHbBIM
6ammom 4 u 6omee — 30% [28].

JIEYEHUE MALMEHTOB C CHHIPOMOM BPYIAJA

Crparerus u TakTHKa JiedeHus nauueHTos ¢ Cb
3aBUCHT OT cTpaTudukanuu pucka BCC (puc. 2).
[Teppoii nmuaUel Tepanmmu npu Cb B Hacrosmee
BpeMsl SBJIETCS MMIUIAHTALUs KapAuoBepTep-Je-
¢ubpmmnstopa  (KBI). CormacHo — kinuHHYe-
CKUM pexkoMeHIanusM EBpormeiickoro oOmectsa
kapauosoros (2015 r), ummnanranus KB/ peko-
MeHayeTcst BceM mauueHTam ¢ Cb, mepenecmum
BCC w/unm uMerommx B aHaMHE3€ CIIOHTaHHYIO

Tabnuua 4
[lxana aJis OLIEHKU PUCKA PA3BUTHS JKU3HEYTPOKAIOIINX apUTMUHN Y JIeTei
BeposTHOCTE pa3BUTHSA Nmniaanranus
Puck BCC | Bajisl Kiannnueckue nposiBieHust P P o
7KA B Teyenuu 5 jer KB
Huzkwmii 0 BeccuvmntomHOE 6€3 HapyIIeHUH POBOIUMOCTH 0 He nokazana
Cpennuit 1-3 BeccuMmtomMHOe ¢ HapyIIEHHEM TPOBOIUMOCTH 0 He nokasana
Beicokuit 4-5 YacTeie 00MOpPOKH 30% ITokazana
Ouenn BCC B anamHe3e n/uinn 9acteie 0OMOPOKH C Hapy-
. >6 p Py 53% Iloka3ana
BBICOKHIA LICHUEM [POBOJAUMOCTH
BCC B roa
BEC J
Cungpom bpyraga
CnoHTaHHbIi QK -naTTepH
| Tvna
BeccumnTomHoe
Te4eHne YuuTbIBAKOTCS MOMNOBbIE,
BO3pacTHble napameTpbl K
1 3NEKTPOPM3~I0Nnornyeckoe
" uccnenoBsaHne
JlekapcTBEHHO- CnoHTaHHbIi OKT- |
WHAYLMPOBaHHBIN natTepH | Tuna
BoamoxHa
nmnnanTauus 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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ycrorumByto XKT (xmacce I); MokeT OBITH UMIUTAH-
THUPOBaH ManueHTaMm co cnontanHsiM DKI -marrep-
HoM | TrIma m oOMopokamu B anamHe3se (kiace [la),
a TaKKe€ MOXKET paccMaTpUBaThbCs y MALUEHTOB C
KT, uHAYyHIHpOBAaHHON NPOrpaMMHUPOBAHHOMN JIEK-
Tpuueckoi crumymauueii (II19C) B aByX Toukax c
IIOMOIIbI0 OJUHAPHBIX MU JABOWHBIX SKCTPAaCTH-
mynos (ximacce 1Ib) (puc. 3) [4, 35, 39].

TepaneBTuueckoe Je4eHHE 3aKIIOYAeTCs BO
BHYTPUBEHHONH HMH(Y3MM XMHUAWHA U HM30IpOTe-
peHona sl KyIMPOBaHUs U TPELyNpeKACHUS He-
MIPEepPBIBHO peruauBupyronux KA, MpuBOASIIUX K
«JIEKTpUYEeCcKOMy IITOpMY». Panee Obulo mokasa-
HO, 4T0 HU3Kue 1036l xuHuaAuHA (300—-600 Mr) 3¢h-
(beKTHBHO NPENOTBPALIAIOT CHOHTAHHBIH PeLUINB
KA B TeueHue JUINTENBHOTO NEPHO/A Y MALUEHTOB
¢ Cb u MOryT prUMeHSTHCS KaK JOMOJHUTEIbHAs
Tepanus npu umiantanuu KB/, a Takke moryt
HCIIOJIb30BaThCS KAaK OCHOBHOW METOJI JISUSHHUS TIPU
HaJINYMHU y OOJIBHBIX IPOTUBOIIOKA3aHUH K TEPAITUH
UK (xknacc I1a). Kpome Toro, pekomeHayercs npu-
MEHITh XUHMIWH Y INAlUEHTOB C PELUIUBUPYIO-
My UK/[-1mokamu, «3neKTpu4ecKuMu OypsiMm»
Uy GECCUMIITOMHBIX IMAllMEHTOB CO CHOHTAaHHBIM
OKTI'-narrepHom | Tumna B KayecTBe ajJbTepPHATUBBI
«OIEKTpUIecKux oype» [37].

Eme oguum metomom nedenuss Cb spmsercs
kareTepHas aOmsuus. CoracHo KIMHUYECKHM
pexomennanusiMm AHA/ACC/HRS ot 2017 rona,
KaTeTepHasi abJsiusl IPUMEHSETCS A JCUCHUS
MalMEHTOB C «3JIEKTPUYECKUMH IITOpPMaMu» B
anamHe3e u/wm yacTeiMu UK JI-mmokamu (kmacc 1)
[6, 13].

[Tammmentam ¢ Cb pexomeHnmoBaHa MomuQuKa-
uus o0pasa KU3HU: u30erath npruema JeKapcTBEH-
HBIX TIpenaparoB, KOTOpPble MOTYT TPUBECTH K
sneBauuu cermenta ST OKI' B mpaBbIx npekapau-

aJbHBIX OTBEJCHMSIX, H30€raTh Ype3MEpPHOTro YIIo-
TpeOJICHUS aTKOTOJIsI, TakKe HEOOXOMMMO HEMe]I-
JICHHOE TIPUHSITHE MEp JUJISl CHUKCHUS TeMIIepary-
pBI Tena MpH BOSHUKHOBEHUH JIMXOPAIKH JHOO0TO
rexesa [5, 6, 8,9, 31].
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