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Pe3tome. Cunnpom Bpyrana — reneriueckoe 3a00JeBaHue, KOTOPOE MpeapacoiaraeT nauueHTa K
CMepTeJIbHBIM apUTMUSIM U TIOpakaeT MpPaKTHYeCKH BeCh opranusM. Ha ero nomo mpuxoautcst 1o 20%
CJIly4aeB BHE3AITHOH CMEPTH Y NMAllMEHTOB 0e3 CTPYKTYPHBIX HAPYIICHUH cepana. bombIIMHCTBO MyTaluit
CBSI3aHBI C T€HOM cepAedyHoro HaTpueBoro kaHajga SCNSA u npuBomst k anomansHoM JKI', mpenpacmno-
JIO)KEHHOCTHU K (PUOPHILIALIUSM KEJTyTOUKOB U TAXHKAPIUH.

Karouesnie cioBa: ciHapom bpyrana, anekTpokapanorpaMmma, reHeTHKA, MyTaLus.

Resume. Brugada syndrome is a genetic disease that predisposes the patient to fatal arrhythmias
and affects almost the entire body. It accounts for up to 20% of cases of sudden death in patients without
structural heart disorders. Most mutations are associated with the SCN5A cardiac sodium channel gene and
lead to abnormal ECG, predisposition to ventricular fibrillation and tachycardia.

Keywords: Brugada syndrome, electrocardiogram, genetics, mutation.

AKTYyaJILHOCTB. B HacTosmee BpeMst 001acTh HACJIEICTBEHHBIX APUTMUYECKHUX pac-
CTPOICTB NMOJTHA HOBOW MH(OPMALIMKA U JAHHBIX, HO HAMOOJBIINK MHTEPEC HAMPABICH HA
WOHHBIE KAHAJIOMIATUH — HACJIEICTBEHHBIE COCTOSIHUS, CBA3AHHBIE C IEPBUYHBIMU BIIEKTPHU-
YECKUMU HAPYIICHUSMH B YCIIOBUAX CTPYKTYPHO HOPMAIBHOTO CEPALIA.

OnHUM U3 TaKUX PaCCTPOMCTB ABIIAECTCS CHHAPOM bpyrana.

Cungpom bpyraga — renetrndeckoe 3a00neBaHue, KOTOPOE MpeapacnoiaracT namu-
€HTa K CMEPTEIbHBIM apUTMUAM U MOPAKAET MPAKTHYECKHA BECH OpraHu3M. Ha ero gomro
npuxoautcs 10 20% ciaydyaeB BHE3AMHONH CMEPTH Y MALMEHTOB 0€3 CTPYKTYPHBIX Hapyllie-
HH cepara.

Henab: cOop, aHanu3 U cucreMaTu3anus MHPOPMALUK 10 KIMHUKO-3JIEKTPO(U3HO-
JIOTMYECKUM NPOABICHUAM CHHApPOMA bpyrana u MOJEKYIAPHBIM MEXaHU3MaM, JIEXKaluMm
B OCHOBE MATOTeHE3a JAHHOTO 3a00JI€BAHUS.

3agauu:

1. U3yunTh CTAaTUCTHKY M MATOr€HE3 3a00JICBAHUS.

2. ITpoananu3mupoBaTe KPUTEPUH TMArHOCTUKM CUHApPOMA bpyrana.

3. PaccMOTpETh KIIMHAYECKHUE ACTIEKTHI.

Marepuan 1 MeToabl. Marepranom i1 UCCIEA0BAaHUS MTOCITY KW WHOCTPAHHBIE
crarbu 3a 2012 — 2020 0 HACNEACTBEHHBIX APUTMUSX U CUHApoMe bpyrana.

MeTto aHATUTUYECKHIA.
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Pe3yabTarsl n ux 00cyxaenune. Mictopus OTKpeITHS

Od¢unmnanbHas qata OTKpbITUS CUHAPOoMa — 1992 rox.

B a3t10 Bpems kapamonoru, Opares Ilenpo u [Ixo3ed bpyraga onucanm KIMHHAKO-
ANEKTPOKAPAUOTrpaPUUECCKIil CHHAPOM, OOBETUHSIOINNA YaCThIE CEMENHBIC CITy4au CHHKO-
MaJIbHBIX COCTOSTHUI WM BHE3AMHON CMEPTH 1U3-3a MOJIMMOP(HOH 5KETY TI0UKOBOM TaXHKap-
JIAH.

Bnepereie Cunapom bpyraga Obut 0OHAPYKEH Y TPEXIIETHEN AEBOYKM, UMEBLICH Ya-
CTBIE 3MU30/bl MOTEPH CO3HAHMS M BHE3AMHO MOTMOINYI0, HECMOTPS HA AKTMBHYKO aHTHA-
PUTMHYECKYIO TEPANMIO U UMIUTAHTALUIO KAPAUOCTUMYJISTOPOB.

B 1992 r. 6pates bpyrana onyonnkoBanu HaOMOAeHUS 3a 8 ManUEeHTaMu (6 My>KUYMH
U 2 KCHIIWHBI), UMEBIIMMHA B aHAMHE3€ CUHKOMAJIbHBIE COCTOSHUS M SMU30Abl KIMHUYC-
CKOM CMEPTH.

B 1996 rony stot aputMuuecKkuii CHHAPOM OB HA3BaH CUHAPOMOM bpyrana.

Craructuka

B Hacrosee BpeMst TPYIHO ONPEAEIIUTD UCTUHHYIO TSHKECTh CMHApoMa bpyrana us-
32 HEM3BECTHOM pPealbHOM pacpOCTPAHEHHOCTH OECCUMIITOMHBIX MALIMEHTOB W TMHAMUYE-
CKOM M3MEHYMBOCTU KapTUHBI OKI'y OTAENBHBIX JIFOACH.

Tem HE MEHEE, paCPOCTPAHEHHOCTh TAHHOTO CUHAPOMA, KaK MOJIAraroT, KoaedneTcs
ot 1 Ha 5000 mo 1 na 2000.

CuuTaercs, 4To OH ABIAETCA NMPUUUHON OT 4% 10 12% Bcex BHE3ANHBIX CMEPTEN U
10 20% BHE3AMHBIX CMEPTEH Y MALMEHTOB CO CTPYKTYPHO HOPMAIBHBIM CEPALIEM.

Bbonee 80% B3pocabiX MAMEHTOB COCTABIISIIOT MY>KUYHHBI, HO Y JETEH HaOMI0aacTCs
PaBHOE COOTHOLIEHUE MY)KUMH U )KEHIIMH. B OCHOBE 3TUX Pa3Nuyuil MOTYT JIEXKATh TOPMO-
HAJIBHBIE BIIASIHAS, TAK KaK Y MY>KYHH O0JIe€ BBICOKHNA YPOBEHB TECTOCTEPOHA.

Beraensror 2 ¢pu3nonornyecKkue runoTessl:

1). Moaens penosspusanuu.

YMCEHBILICHUE TOKA HATPUS W3-32 MyTallMM M MOTEPHA (PYHKIMM HATPUEBOIO KaHaja
OPUBOJUT K TOMY, YTO NOTECHUMAN ACHCTBHS SMUKApAa MPaBOro KelyI04uKa UMeeT 0oliee
rTyOOKYHO BBIEMKY IO CPABHEHHIO C MOTEHLIMATIOM JCHCTBUS SHAOKAapAa. Bo3HMKaeT KOH-
(urypauus no TUIMY A A KyTOy.

2). Moaenb HapylIeHHs! 1ENO0APU3aLH:

3aMeIEHNE TPOBOJAMMOCTH B KOHIIE ACTIONIIPU3ALMN B TPABOM >KENYJOUKE B KOMOU-
HALMU C €r0 HE3HAYUTEIBHBIMUA CTPYKTYPHBIMUA AHOMAJIMSIMHU.

CUMITOMBI:

HawnGonee TunmnyHbBIMU NPOSIBICHASIMH CUHAPOMa bpyrana saBisrorcst 0OMOPOKH, Cy-
JOPOTH U HOYHOE arOHAJbHOE ABIXAHUE M3-3a MOMMMOPQPHON >KETYJ0UYKOBON TaxuKapIuu
WJIH 5Ky TOUYKOBOH (puOpriisiiyn. Eciu 3TH apuTMHAN COXPaHSIOTCS, 3TO MOKET MPUBECTH
K BHE3AITHON CEPAECUYHON CMEPTH.

CuMNTOMBI OOBIYHO BO3HHMKAKOT HOUYBKO WM B COCTOSIHMM MOKOSl B TEUCHUE JHS, a
TaKKE PEAKO BO BpeMsl (PU3HUECKUX YIPAKHEHUI. Y MHOTUX 3a00JIEBaHAE TPOTEKAET Oec-
CUMIITOMHO HA MPOTSDKEHUH BCEH JKA3HU.

I'enernka

Cungpom bpyrana — 3aboneBaHue ¢ ayTOCOMHO-AOMHUHAHTHBIM THUIIOM HACJIEI0BA-
HUS, YaCTO B CEMBSIX BCTPEYACTCS HENOJIHAS IEHETPAHTHOCTb.
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B 1998 roay Obina BeIIBIICHA NIEpBast MaTOreHHas MmyTtanust B reHe SCNSA, KoTopsli
KOJMPYET anb(a-cyObeIMHULYY CEPACYHOro HaTpueBoro kaHana (Navl.5). C tex mop Ob110
onybmukoBaHo Oosiee 350 maroreHHbIX MyTauui B HeCKOJbKMX TeHax (SCNSA, GPDIL,
SCNI1B, SCN2B, SCN3B, RANGRF, SLMAP, KCNE3, KCNJ8, HCN4, KCNES5, KCND3,
CACNAI1C, CACNB2B, CACNA2D1 u TRPM4), koTOopbIe KOAUPYIOT CYOBEAMHUILIBI CEP-
JICYHBIX HATPUEBBIX, KAIMEBBIX M KAIBLMEBBIX KAHAIOB, a4 TAKXKE I'EHBI, YYACTBYIOIIUE B
NEPEMELICHUM WJIM PETYIMPOBAHMM 3THX KaHanoB. HO Tosbko 0ko0s0 35% mnanueHToB
UMEIOT TeHeTnYecKyro npuunny Cunapoma bpyrana (30% - mytaums B rene SCNSA, a 5%
- MyTalHUs BO BCEX OCTAIBHBIX TE€HAX BMECTE B3STHIX), OCTaNbHBIE 65% CITy4acB JAHHOTO
CUHAPOMA HE UMEKOT FEHETUYECKOTO TTPOUCXOXKIACHUS.

Kaptuna OKI'

VY nanuenToB ¢ cuHapoMoM bpyrana Opiin onrcansl 3 pa3nuuHbix narrepaa DK B
orBeacHusIX V1 — V3:

[Tarrepn OKI' 1-ro Tuna (CKpbITBIA THIT):

CKpBITBIA BBITHYTHIA WM TPAMONA NMOABEM cerMeHTa ST > 2 MM M OTpULIATEIbHBIN
3yoen T;

[Tarrepn OKI" 2-ro Tuna (ceyIOBUIHBINA TH):

XapaxkTepu3yercs moabeMoM cerMeHTa ST He meHee 0,5 MM U CONPOBOKAAETCS MO-
JIOKUTENBHBIM/ ABYX (pa3HbIM 3yOnoM T, 4TO MPUBOAMT K KOH(PHUIypauuu CEIOBUIHON
CIIUHKH,

[Tarrepn OKI" 3-ro tumna:

ST <1 mm.

YroOs1 o0nerunts qupdepenpmanmro IKI™ 2-ro Tuna ot Apyrux nNogo0OHbIX NaTTep-
HOB OBUIH MPEIOKEHBI JONOTHUTENBHBIE KPUTEPHH, KOTOPBIE HCIONB3YIOT TPEYTOJIbHUK,
00pa30BaHHbBIN BOCXOAIICH U HUCXOAAMICH BETBIMH R-BOJIHBIL.

Jlnaruos

OCHOBBIBAETCS HA KIIMHUYECKUX U JIEKTPOKapAROTrpauIecKuX 0COOEHHOCTSIX.

JI1s ero mocTaHOBKM HEOOXOAMM OJMH K3 CIAEAYIOLUIMX KPUTEPUEB:

* CEMEHHBIN aHAMHE3: BHE3AITHAsI CEPACYHAS CMEPTH Y WiICHA ceMbU < 45 niet vim 1-
i tun OKI' y pOACTBEHHUKOB;

* CUMIITOMBI, CBSI3aHHBIC C apUTMUER: 0OMOPOK, CYJOPOTH WIH HOYHOE arOHAJIBHOE
JBIXaHUE;

* JKEJIY IOUYKOBBIE APUTMU U JKETYA0UKOBAS TAXUKAPIUS UIIH 5KETy T0UYKOBast GuOpHII-
TS

BbiBoabI:

1. OKI" npu cunapome bpyraga Henb3st MTHOPUPOBATH, HE3ABUCUMO OT BO3pacTa mna-
UEHTA UM KOHTEKCTA, B KOTOPOM OHA ObLiIa MOTYYEHA.

2. ITockonbky OKI' sgBisieTcsl mOKazarejaeM BO3MOXKHOTO CEMEHHOTO 3a00JIcBaHUS,
YJICHbl CEMbH JOJDKHBI OBITH OOCIIETIOBAHbI, TAK KAK OHU MOTYT MMOJBEPraThCsl PUCKY BHE-
3aITHON CEPACYHON CMEPTH.

3.Ecnu takas OKI', BeI3BaHA OCTPOM JTUXOPAAKON WM JIEKAPCTBEHHBIMHU IIpenapa-
TaMH, NALUEHTHI HYKIA0TCS B HEOTJIOKHONW MEIUIMHCKON MOMOLIM U JOJKHBI OCTABAThCS
N0/ HAOJFOIEHUEM.
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