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CUJIPOM BPYT'AJIA - IPEJJUKTOP BHE3AIHOW CEPJIEYHOM CMEPTHU
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IIpeacrasieH 0030p cOBpeMeHHOI MeIUIIMHCKOI JIMTepaTyphbl 0 cuHApoMy bpyraja, B KoTopoM paccMOTpeHbI
HCTOPHYECKHe ACNEeKThl (BIepBble onucaau cMHAPoM OpaTbs bpyraga B 1992 r.), aTHoJiorudyeckue pakropbl u
OCHOBHbIE NATOreHeTHYeCKHe MeXaHU3Mbl (JAHHBbI CHMHAPOM reHeTHYeCKHM JAeTepMUHUPOBAHHBbINH, HauboJiee
yacto o0yciaoBjen myTanusaMu B rene SCNSA, koTopble NPUBOAAT K YCKOPEHHI0 HHAKTHBALUH Na-KaHAJIOB U
COOTBETCTBEHHO IeT€POreHHOCTH pe)paKTePHBIX MEPUOA0B), pacnpocTPaHeHHOCTH B nonyasimuu (ot 0,03 mo 4
ciyyaeB Ha 10 Thicsiu HaceleHHUs), JaHA KJIMHUYECKAs XapaKTepUCTHKa 3a0ojeBaHusl (TeueHUe NAHHOTO
CHHAPOMA ObIBaeT C SIBHHIMM KJIMHMYECKHMM NPOSIBJEHMSIMH H ACHMMIITOMHOE), MPHBeIeHbI COBPeMEHHbIE
MeTOAbl TUATHOCTHKHU (TMepBOCTeNeHHOEe 3HAYEHHME MPOJ0JLKAIT UrpaTh 3jeKTpokapauorpagus M cyToYHOe
MOHHUTOPHUPOBAHME IEKTPOKAPAUOrpaMMbl 1Mo Xo0JTepy, KOTOPble MO3BOJSAIOT BBLISIBUTH 3 THUNA CHHAPOMA
bpyraaa, reHerudeckoe muccilel0BaHUEe HAa mNpeaAMeT BbisABJAeHuss Mytanuu B reHe SCNSA wu apyrue),
paccMOTpeHa TAKTHKA BeJleHUs] NMAUMEHTOB, OCHOBaHHAasi Ha pexoMeHaanusax Espomneiickoro oomecrBa
kapauoaoroB u lIlenTpa xupyprudeckoii u wuHTepBeHuUMoHHON aputmosiorun DPI'BY «HHIILOCCX wum.
A.H. bBakyaeBa» M3 P®, a takaxe nporuo3. Cunapom bpyraja siBisiercsi npelMKTOPOM BHe3aNHOM cepAeYHOM
CMepPTH BCJIeACTBHE Pa3BUTHS (PATAJBLHBIX AaPUTMUH (3KeJYI0UYKOBOM TaXUKAPAUU, GUOPUILISALMY KeTyT0UKOB),
4YT0 00yCJIaBINBAET HEOOXOAUMOCTh €r0 PaHHel THATHOCTHKHU; HECMOTPS HA PEIKYI0 BCTPEYaeMOCTh CHHIPOMA
Bpyraga B momyJasiud, BO3MO:KHA €ro CBOEBPEMEHHAsl JHATHOCTHKA MPH CHMIOTOMATHYECKOM TeYeHHH
BCjeAcTBHEe crnenupuueckoil KJIMHHYECKOH KAPTHHBI M HAJUYHMH METOJ0B IeHEeTHYECKOro aHajau3a; 0Cco0yIio
rpynimy pHCKa MO0 BHe3aNMHON cepaeyHOll CMepTH MNPeICTABASAIT NAIMEHTbI ¢ ACHMITOMHBLIM TedeHHEeM
cunapoma Bpyraaa ¢ HeOTATOMIEHHBIM CeMeIiTHBIM aHAMHE30M.

KnroueBsle cnoBa: cunapom bpyrana, 6iiokaza nmpaBoid HOXKH Iy4ka ['Mca, jxkesry1ouKoBasi Taxukapaus, GuOprIsius
JKEITyJOUKOB, BHE3aITHasl CEPJIeUHasi CMEPTbh.

BRUGADA SYNDROME IS A PREDICTOR OF SUDDEN CARDIAC DEATH

Blinova V.V.!, Bogdanova T.M., Ilyin A.A.!, Nagoeva M.R.!

IFGBOU VO Saratov State Medical University named after V.1. Razumovsky Ministry of Health of Russia, Saratov, e-
mail: blinowa.viky@yandex.ru

A review of modern medical literature on Brugada syndrome is presented, which considers the historical aspects,
etiological factors and the main pathogenetic mechanisms, the prevalence in the population, the clinical
characteristics of the disease (the course of this syndrome is with obvious clinical manifestations and
asymptomatic), modern methods of diagnosis are given (electrocardiography and daily monitoring of
electrocardiogram on Holter continue to play a primary role, which allow to identify 3 types of Brugada
syndrome, genetic testing to identify mutations in the gene SCNSA, and others), considered the clinical
management of patients, based on the recommendations of the European Society of Cardiology and Center of
surgical and interventional Arrhythmology of the fgbi "NPSH them. A. N. After Bakulev'" of the MOH of the
Russian Federation and forecast. Brugada syndrome is a predictor of sudden cardiac death due to the
development of fatal arrhythmias (ventricular tachycardia, ventricular fibrillation), which necessitates its early
diagnosis; despite the rare occurrence of Brugada syndrome in the population, its timely diagnosis is possible in
the symptomatic course due to a specific clinical picture and the presence of methods of genetic analysis; a
special risk group for sudden cardiac death are patients with asymptomatic Brugada syndrome with an
unburdened family history.

Keywords: Brugada syndrome, blockade of the right leg of a bundle of GIS, ventricular tachycardia, ventricular
fibrillation, sudden cardiac death.

Cungpom bpyraga (Cb) — »3T0 KIMHHMKO-3JIEKTpOKapAHOTrpaduUecKUuil  CHUHAPOM,
OOBEIMHAIONIMKM CITydyal CHUHKOMAJIBHBIX COCTOSHMM W BHe3amHo# cepaeunor cmeptu (BCC)
BCiencTBUE (haTalbHBIX KENyJO0YKOBBIX apUTMHUA (MOTUMOP(HHOMN KETyJOYKOBOM TaXxWKapIuu

(OKT), n pubpmisiuun xemynoukoB (PXK)), y 60nbHBIX 0€3 OpraHnYecKUX H3MEHEHUH CO CTOPOHBI



CEpJICYHO-COCYAUCTON CHCTEMBI M 3JIEKTPOJUTHBIX HapyIIEHUH, NEpeJarouIuiicsi M0 ayTOCOMHO-
JIOMUHAHTHOMY Ty [1; 2].

JnuaeMuoJorusi. B pa3nuuHbIX ATHUYECKHUX Tpymmax uactora Bcerpedaemoctu Cb
Bapbupyet [3]. Haubonee wacto Cb BcTpewaercs B crpanax FOro-Bocrounoit Asum (6onee 4
cinyyaeB Ha 10 Twic. Hacenenusi), a Haubonee penko - B CeBepHoit Amepuke (0,03 cioyuas Ha 10
ThIC. HaceneHus1) [4]. OmHON W3 MPUYWH, KOTOpask B HACTOSIIEE BpeMsl IIPOJIOJKAET 00CyKAaThCs,
BbICOKON pacnpoctpaHeHHocTd Cb B crtpanax FOro-Boctounoii Asum cuuTaioT OombIiioe
COoJepKaHue KallMs B IUIIE W kapkui ximmar. Ha teppuropun EBpomsl, a Takxke Poccuiickoit
®deneparnuu, yacToTa BcTpeyaeMoctu oT 1 70 3 cirydaeB Ha 10 Thic. HaceneHus, yaille HabJIto1aeTcs
y JIMII KaBKa3CKOro 3THUYecKoro tumna [S]. [IpeacraBieHHble CTATUCTUYECKHE TTOKA3aTENH, 110 BCEH
BUIUMOCTH, JaJieKd OT MCTUHHBIX, TaKk Kak yacto Cb mporekaer aCHMIOTOMHO, a MPU HAIUYUHU
CUMITOMATUYECKOTO TEYCHHS TUATHOCTHKA 3aTPYAHEHA B CBS3H C HU3KOW MH(POPMUPOBAHHOCTHIO
Bpayeil O JaHHOM CHHApPOME, a TaKK€ OTCYTCTBHEM JOCTYITHOTO MPOBEIACHUS TEHETUYECKOTrO
HCCIIeIOBaHUSI.

HaubGonee uacto 3T0T cuHApoM HaOmonaercss cpenu myxkuuH 30-40 mer (B 70-80%
CJIy4aeB), 4TO OOYCJIOBIEHO, 10 BCEH BUIUMOCTHU, OOJiee BBICOKON KOHIIEHTpAILMEH TECTOCTEpPOHA
[6].

Kparkunii ucropuueckuit 3kckypce. Otkpeitne Cb mnpowmsomuio B 1992 romy wm
MIPUHAJUJICKUT JIBYM OpaThsiM, HCIIAHCKUM Bpadam-kapauosoraMm Ilenpo u [Ixo3edy bpyrana. Ouu
OMyOJIMKOBANM pe3yJibTaThl HaOmoAeHWs &8 manueHToB (6 MYXXYMH U 2 OJKCHIIUHBI) 0e3
OPraHUYECKUX TMOPAXKEHUH CO CTOPOHBI CEPEUYHO-COCYIAUCTOM CHUCTEMBI, UMEBIIMX B aHaMHE3€
CUHKOIaNbHbIE cocTOsHUS U 3mu30a61 BCC. OOumMu npru3HaKaMH JTaHHBIX TMAIMEHTOB SBIISIACH
Osokana mpaBoit HOkH myuka ['mca (BITHIII) m smeBamust cermenta ST B mpaBhIX T'PYIHBIX
oTBelleHUsAX Ha anekTpokapauorpamme (OKI), a Taxxe mapokcusm nomumopdHoit XXT Bo Bpems
CUHKOTAIILHBIX COCTOSHUHN. BrocneacTBuu — MMIDIAHTHPOBAIM KapAHOBEPTEP-AePUOPUILIATOP
(MK) 5 OosbHBIM, OAWH W3 KOTOPHIX yMEpP BO BPEMsI MMILIAHTALIMH, OCTAJIbHBIM IPOBOAMIACH
KOHCEpBaTHBHasi  Tepamusi  Oera-aApeHoOsokatopamMyd  wWiau  amuojapoHom  [7].  bera-
aapeHoOJIOKaTOphl M aMHUOJAPOH HE TMPOAEMOHCTPUPOBANM JOKa3aHHYIO 3((EeKTUBHOCTh B
cHwkeHnu pucka pazsutusg BCC y mauuenTos ¢ Cb.

JtHoJorus. J[aHHBIA CHUHIPOM SIBISIETCS T€HETUYECKH OOYCIOBJICHHBIM, MEPEIaAIOIIUMCS
[0 AyTOCOMHO-JOMHUHAHTHOMY Tully npuMmepHo B 50% cemelinbix cimydaeB. B 25% cemeliHbIX
Cly4aeB THUI HAcJEeJOBaHUS CHHIpOMa HesiceH, a B 15% OoibHBIE HE WMEIOT XapaKTEPHOTO
CEMEIHOro aHaMHe3a, YTO OOBICHICTCS HATHYUEM CTIOPAAUYECKUX MYTAIIHA.

B 1998 roxgy Chen Q. ¢ coaBTropamu ommcanu myrtanuu B reHe SCNS y manuentoB ¢ Cb.

Jannsiii reH SCNSA komupyeT cTpyKTypy Oeika a-cyObeauHHIBI Na-KaHaJoB KapIHOMHUOIIMTOB



(;moxyc 3p21, 28 sx30n0B). [Ipu myTtamuun reHa SCNSA cHMKAETCS KOJIHMYECTBO W/MITH YCKOPSETCS
MHaKTHBalMsa Na-KaHaJIoOB, 4YTO OOYCJIAaBIMBACT TI'E€TEPOr€HHOCTb pedpakTepHBbIX IEPUOJIOB,
BCJIEICTBUE YEr0 M CO3JAI0TCA NPEANOCBUIKH U Pa3BUTHS KEIyJOYKOBBIX apUTMHUN MO THITY
reentry. BpIpaX€HHOCTh KJIMHUYECKUX NposiBieHHd Cb mponopruoHaIbHO 3aBUCUT OT CTENEHM
noBpexaeHust Na-kananos. B nocnenytomniem Obu1o BbIsiBIEeHO 6osiee 160 pa3nuuHbIX MyTaluii reHa
SCNSA, uTo, MO BCEW BUAMMOCTH SIBISETCS OJHOW W3 TMPUYMH Pa3HOOOPA3HBIX KIMHUYECKHX
nposiBienuit Cb [8]. Myrtanuu rena SCNSA Takke MOTyT CIOCOOCTBOBATh MOSIBIIEHUIO CUHAPOMA
yaauHeHHoro untepBana Q-T (3 Tum), mporpeccupyronero HapyueHus MnpoBoaAUMOocTH (60sie3Hb
Jlenerpa), cuHApOoMa CI1a0OCTH CHHYCOBOTO Y3Jla, aTPHOBEHTPUKYJISIPHON OJOKaIbl, CHHApPOMA
BHE3amHOMN JieTckor cmepTtu [9]. B HacTosimiee BpeMsi M3BECTHO KaK MUHMMYM €III€ YEThIPE IeHa
(GPDIL, CACNA1b, CACNA2c, SCN4B), MyTaniuu B KOTOPbIX MOTYT IpUBECTH K pa3zBututo Cb
[10; 11]. JHK-nuarnoctuka Ha teppuropun P® noctynHa mpu uccieoBaHMM MyTallui B T€Hax
SCNSA u SCN4B.

[ToMuMoO TeHeTHUYeCKMX HapylIeHud, B pa3Butum (patanbHbix aputmuil npu Cb Hemamyto
pOJIb UIpaeT TaK)Ke€ BEreTaTUBHAs HEpPBHAs CHCTEeMa. AKTHBALMA apacUMIIATUYECKOH HEPBHOMU
CHCTEMBI MJI TOPMOKEHUE CUMIIATUYECKOH SABJISIETCS MPOBOKATOPOM pa3BUTHA monuMopHoi KT
u @Il npu CB, 4T0 OOBIACHIET pa3BUTHE CUHKONAIbHBIX COCTOSHUN MTPEUMYILIIECTBEHHO B BEUEPHUE
Y HOYHBIE YaCBHI.

Taxkum o6pazom, Cb sBisercs nmpumepoM KaHajomatuidi. /J[o cux mop ocraercs mpeaMeTom
oOcyxaenuil Tounslii Mexanusm DKI-uzmenenuit u apurmorenesa npu Cb.

Juarnocruka. Cunapom bpyraga mMoxxer BcTpeuaTtbes B J1H000# BO3pacTHOHM rpymrie, HO,
kak npaswio, Cb manugectupyet B Bo3pacte 30-40 net. YV 111l My>KCKOTO IM0J1a JaHHBIA CUHIIPOM
oTMmeuaercs B 8-10 pa3 yaiie, yeM y xkeHckoro noja. Puck passurust BCC y myxuun ¢ Cb B 5,5 pa3
BBIILIE.

Teuenne Cb ObIBaeT ¢ SIBHBIMH KIMHMYECKUMH TPU3HAKaMU U acUMNTOMHBIM. Hamnbonee
JacThIMUA KIUHHYECKUMH TposiBneHusMu Cb sBistores: mepebon B pabore cepiia, ydalieHHOe
cepAueOreHre, 4acTo ¢ MOCJIEAYIOUIMM CHHKOIMAIBHBIM COCTOSIHUEM, MPUCOEIUHEHUEM CYyI0pOr,
HapylIeHHEM [bIXaHU M OCTAaHOBKOM cepaeuHoil pgestenbHoctH [12]. Wuorma Cb moxer
MPOTEKaTh O€3 CUHKOI, HO C TIOSIBJICHUEM BHE3AIMHOU cabocTy, OJeTHOCTH U TiepebosiMu B paboTe
cepaua. Knuanueckue nposisiaenust Cb, kak npaBuio, BOSHUKAIOT B BEYEPHEE U HOYHOE BpeMs (B
93,3% ciyuaeB), pexxe - B JHEBHOE BpeMsl B IOKoe. Y psifa MAalMEeHTOB OTMEYAETCs] aCUMIITOMHOE
TedeHne M AauarHo3 Cb MOXKHO 3amofo3puTh IPHU CIIy4aliHOM BbIsBIE€HUM HM3MeHeHHH Ha OKI
(«cBoeoOpa3ubiiiy moabeM cermeHTa ST B VI-V3) [13]. ®ebOpunbHas nuxopaaka, MepeeaHue,
MIPUEM aJIKOTO0JIsl, KOKanHa MOTYT CIPOBOLIMPOBATh UM YCYyTyOUTh KiIuHU4Yeckue npossiaeHus Cb.

B anamuese xu3Hu y nauueHtoB ¢ Cb cinegyer oOpaTuTh BHUMaHHE Ha CIIy4al CHHKOMAIbHBIX



COCTOSIHUH, conpoBoXkaaromuecs HapymenueM putMa, BCC y poJICTBEHHUKOB, B IIEPBYIO OYEPEIH
MOJIOJIOTO BO3pacTa, a Takke Hamuuue auarHoctupoBanHoro Cb. Ilpu ¢usukanpHOM
oOcieoBaHNM, KaK MPaBWJIO, OTKIOHEHHWH OT HOPMBI y JIaHHOW KaTeropuu MalMeHTOB HE
BBISIBJISICTCS, 4YTO JOJDKHO OOpaTUTh Ha ce0s BHUMaHHE U CIIOCOOCTBOBATH JaJbHEUIIEMY
JTUArHOCTUYECKOMY TTOUCKY.

ITepBocTenenHoe 3HaueHwe B mnocTtaHoBke auarHo3da Cb wumeer OKI'-nmuarHocthka u
cytouHoe MoHuTopupoBanue JKI' nmo Xonrepy, KOTOpble MO3BOJISAIOT BBISIBUTH MPU3HAKU TOJTHOM
nnu HenonHo! BITHIITT B couetanuu ¢ xapakTepHbIM noabeMoM cermeHTa ST B oTBeneHusix ¢ V1
nmo V3, B TOM YHUCJI€ W MPU TPaH3UTOPHOM TeueHuu cuHapoma [14]. B coorBerctBum ¢ DKI -
KapTUHOM B MPaBbIX IPYAHBIX OTBEACHUAX BbIACIAIOT Tpu Tunma Cb [15]. 1-i Tun xapakrepusyercs
aneBanueil cermeHTa ST paBHbIM Win Oonee 2 MM B Buje cBoja (joved type, win, oO6paszHoO, THII
«OynpTeppepay), mepexoismei B orpuuatensHelid 3yOenm T. 2-if Tunm XapakTepuzyercs
cemmoBuaHON teBanmerd cermenTa ST (saddle-back type), mepexonsmieii B MONOKUTETBHBIA I
nByxdasubii 3yoern T. 3-if Tun xapakrepusyercs sneBanueit cermenta ST B Buje cBoja Win cemjia
MeHee 1 MMm. B Hacrosimiee BpeMsi, B COOTBETCTBUM C COTJIACUTEIbHBIM JOKYMEHTOM, ITOCTAaHOBKA
nuarno3a Cb 6e3 JOomoNHUTEIBHBIX UCCIIeIOBaHUM BO3MOXkHA Tipu Hanmuuu 1 tuna DK -kapTuHBI
[16-19]. IIpu cumnToMHOM TeueHUU Hanbosee yacto Berpedaercs 1-i tun OKI-kaptunst Cb, npu
ACUMIITOMHOM — 2-#1 ¥ 3-11 TUIIBL.

B cBs3u ¢ TeM uto oxHOW W3 mpuunH BOo3HWKHOBeHUs Cb sBmsercs mucdynkius Na-
KaHaJoB, TO JUIsl BepU(PHUKAIIMU AUAarHo3a U CTpaTU(UKaAIMK pHUCKa UCTOIb3YIOT aHTHAPUTMUKHU |
Kiacca (¢rekanHamMu, aitManuH, npokanHamun). biokaTopsl Na-kaHajaoB MOTYT MPOBOIMPOBATH
manudectamuio OKI-mpusnakoB Cb, 4ro wucnonb3yeTcss s yTOYHEHUS JuarHosa u
cTpatudukauuu pucka. [lpoBenenue naHHOW TPOOBI JOKHO MPOUCXOIUTH MPHU MOCTOSIHHOM
MOHUTOPUPOBAHUU JEATEIBHOCTH CEPACYHO-COCYIUCTONM CHUCTEMBI MU TOTOBHOCTH K OKa3aHHUIO
pEaHUMAIIMOHHBIX MEPOIPHITHIA, B CBSI3M C BBICOKUM PHCKOM BO3HHUKHOBEHHS (haTaIbHBIX
aputmuii [20]. s mocTaHOBKM auarHo3a mpoba c¢ OiokatopamMu Na-KaHAJIOB MOXKET OBITh
pexkomenioBana nanueHTam ¢ Cb co 2-m u 3-m tunamu DK '-nposBieHuid, a Takke MalueHTaMm ¢
HopMmanbHOM OKI' mpu HanMuuMyM KIMHUYECKUX MPU3HAKOB, MO3BOJSAIOMMX 3anono3puts Cb.
[TonoXXUTETBHBIM PE3yIBTATOM MPOOBI OyAET SIBIATHCS Y MAIMEHTOB ¢ HEM3MEHEHHON MCXOIHOU
OKI nnu npu 2-M u 3-m tune KT -kaptunel Cb noBeiiieHue BoJIHbI J B aOCOMIOTHOM 3HAYEHUE Ha
2 MM u 6osee B npaBbIx TpyaHbix oTBeneHusx ¢ BITHIIT uau 6e3 Hee; a Takke nmpeoOpa3oBaHue 2-
ro i 3-ro tuna OKI'-kaptussl B 1-if tum. IlpeoOpazosanue 3-ro tuma DKI' Bo 2-i Tun
pacleHuBaeTCsT Kak COMHHUTeNnbHas mpoOa. I[lpekpaTuTh mnpoBefcHHE MpoObI CleAyeT MpH
TOJIOKUTEIFHOM  pE3yJbTaTe, pPa3BUTHHM KEIYJOUYKOBBIX APUTMUM WJIH TIpH PACHIMPEHUH

koMmiuiekca QRS Gonee yem Ha 30%. OTpULaTenbHBINA pe3yabTaT IpoObl HE SBISETCS OCHOBAHHUEM



s cHatHs guarHoza Cb, a MoOXeT TONbKO CBUAETENBCTBOBaTbH O JAPYIOM MEXaHU3MeE
BO3HUKHOBEHUS IaHHOT'O CHHJIpOMA.

JlnarHocTHyecKkasi LEHHOCTb HCHOJIb30BAaHUS 3JIEKTPO(PU3HOIOTUIECKOIO HCCIIEJOBAHUS
(O®HN) npu Cb B Hacrosimee Bpemst oOcyxnaerca. Y mnamuentoB ¢ Cb mpu uHIynmpyemoi
ycrorunBoii KT Bo Bpemsa DPU puck BCC B TeueHune roga B BOCEMb pa3 BbIILIE M0 CPABHEHUIO C
o0muM ypoBHeMm [21].

I'eneTnueckoe uccienoBanue Ha npeamer MmyTtaiuu reHa SCNSA 0coOeHHO aKTyalbHO AJIs
pPaHHETO BBISABJICHUS ONU3KUX POJCTBEHHHKOB C TOTCHUIUAIBHBIM PHCKOM Yy TAIMEHTOB C
nuarHoctupoBanHbM Cb. CemeitHoii mape, B KOTOpoi oauH U3 cynpyroB crpagaet Cb uinm umeer
POICTBEHHUKOB C MOJATBEPXkAEHHBIM auarHo3oM Cb, npu ruiaHupoBaHUM OEpEMEHHOCTH CIIEAyeT
00513aTeNIbHO MPOBECTH TI'€HETUYECKOE MHCCIEOBAaHUE JUIsl OLIEHKM PHCKAa POXJIEHUS peOeHKa ¢
cuHIpoMoM bpyrama, a Takxke pemieHus BOIpoca O TaKTUKE BEICHHS OEpEeMEHHOCTH U POJIOB.
[IpoBeneHne reHEeTHYECKOro HUCCleoBaHUs Ha TeppuTopur P® BO3MOKHO TOJIBKO B KPYIMHBIX
ropogax. Myrtanuu rena SCNSA mpu Cb oOnapyxuBaiorcs mMeHee yeM B 30% ciydaeB, 4To
yKa3blBa€T Ha BO3MOXKHOCTb HAJIWYMs JPYTUX 3THoJornyeckux (akropos [22]. IIpoBenenue
TE€HETUYECKOT0 HCCIIEI0OBAaHUS PEKOMEHIYETCSI BCEM CHMIITOMATHMUECKUM MAalMEHTaM C JINYHBIM
anamuae3oM BCC u acuMOTOMHBIM OOJIBHBIM CO CTIOHTaHHBIM MM HHAYIHMpoBaHHBIM Cb 1-ro THma
OKI'-kapTuHbl B Ciaydae MOJIOKUTENIBHOTO ceMmerHoro anamuHe3a BCC, a Takke mpu Haauyuu
TUC(HYHKIIMM CHHYCOBOTO y3J1a WM OOJBIIOro yBeTHMYCHHS MpoaospkuteabHocTH QRS (Gomee 30
Mc) Ha (poHe BBeAeHHs aHTHApUTMUKOB | Kimacca [23].

Hocratouno 4dacto Cb compoBoxpaaercs psaoM AONOJHUTENbHbIX H3MeHeHu Ha OKI
(cuHIpoM ciraboctu CUHYcOBOro y3na, AV Omokaael | cremenm, ymmmaenue uHTepBama QT,
bubpmLIALIMS IPeacepauii), KaX bl U3 KOTOPHIX MO OTJAEIBFHOCTH HE AaeT MpaBo 3anoao3putb Ch
[24].

Juddepennmnanbuas nuarnoctuka. Cunapom bpyraga neo6xoaumo nugdepeHuupoBarb,
B IIEPBYIO O4Yepe.lb, C OJ0KaA0N NMpaBOM HOXKKM Iydka I'mca, ocTpbIM KOPOHAPHBIM CHHAPOMOM C
nogbeMoM cermenta ST, nepukapaIuTOM, CHHAPOMOM paHHEH pEenoJIIpU3alMMU SKEITYI0YKOB,
BA30CMACTUUECKOM CTeHOKapiaueil, TpomMO03MOoarel JEero4yHol apTepuH, Mepeo3UpPOBKOM
AHTHUJIETIPECCAHTOB, 3JIEKTPOJIUTHBIMU HAPYIIEHUSAMH (TUIIEPKAIbLIMEMHUS, TUIIEpKaTueMust) [25].

Jleyenue. [lanmentel ¢ Cb Ha mpoTsykeHUM BCeW KU3HU, BHE 3aBHUCHUMOCTH OT TAKTHKHU
JI€YCHMs], JOJKHBI TTOXKU3HEHHO HAXOAUTHCS 10/ aMOyJIaTOPHBIM HAOII0JCHUEM KapIuoJora.

Benenue manyeHToB ¢ apUTMHMYECKUMH CUHAPOMAaMU MPEIoIaraeT OLeHKY CTEeIeHHU pUcKa
pazsutust BCC [26]. Hau6onee Beicokuii puck pazsutusi BCC B teuenue rona (7,7%) ormeuaercs y
MAIUEHTOB, NEPEXKUBIINX (aTabHYI0 apUTMHIO; BBICOKUHN puck (1,9%) - y mauueHToB, HUMEIOLIUX

CUHKOIE B aHaMHe3e; HauMeHbIHi puck (0,5%) - y acumnromusix namuentoB ¢ DK -nmpusnakamu



Cb 1-ro tuma [27].

[Tanmentam ¢ Cb He pexkoMeHIyeTcs 3aHMUMAaThCs MPOGECCHOHATBHBIM CIOPTOM BBHIY
TOT0, YTO peryispHas (Qu3uyeckas aKTUBHOCTh MOKET TPUBECTH K TOBBIIICHHIO TOHYCa
OTy>KITAIOIIET0 HEpBAa M TEM CaMbIM YBEIWYHUTh BEPOSTHOCTh pPa3BUTHUs (DaTanbHBIX apuTMUi [28;
29].

B 2015 r. EBpomneiickuMm 0OIIECTBOM KapAHOJIOTOB OBUIM TPEACTABICHBI KIMHUYCCKUC
PEKOMEH/IAIINY TI0 JICYCHHUIO MAI[UEHTOB C KEIYyJOYKOBBIMU HAPYIICHUSIMU PUTMA U NMPO(HUIAKTHUKE
BHE3AITHOW CEpJICYHOM CMEPTH, B KOTOPHIX OBLIM OCBEIIEHBI BOIIPOCHI KOPPEKUUH 00pas3a >KU3HU
MalUEeHTOB ¢ aAuarHoctupoBaHHbIM Cb, mokazaHus A MEAMKaAaMEHTO3HOHW M XUPYPruyeckou
tepanuu  [30]. IlpeacrtaBiaeHHBIE MEPONPHUATHS TO KOPpPEKIMH o0paza >KU3HW BKJIIOYAIOT:
HCKIIIOYEHHE IpUEMa JIEKAPCTBEHHBIX IPENapaToB, KOTOPbIE MOTYT MPOBOLMPOBATH 3JIEBALUIO
cerMeHTa ST B mpaBbIX TPYAHBIX OTBENEHUSX, OTPAHWYCHHE W30BITOYHOTO YHOTPEOICHUS
AJIKOTOJIs1, IEpeeJaHusl, CBOEBPEMEHHBIN MTPUEM >KAPOIIOHMKAIOIINX IIPENapaToB MPU THIIEPTEPMUN
ar06oi stuonorud. Ha3HaueHume XWHMAMHA WM H30MPOTEPEHONA CIEAYeT paccMaTpuBaTh Y
nauueHtoB ¢ CBb nansg jedeHuss «3leKTpUYecKoro mropmay. Ha3HaueHue XWHHUIMHA MOXET
paccMaTpuBaThes y MalMeHToB, uMmeronux nokasanus k MUKJI, B ciyyae korjga nanHas nporeaypa
MIPOTUBOIOKAa3aHa WJIM HMEETCS OTKa3 MAaIMEeHTOB, a TaKXe IpHU HEOOXOIUMOCTU JICUEHUs
CyNnpaBEeHTPUKYJSIpHbIX  aputMuil. HWwmmmantanus WK  pekomeHgoBaHa  mMamueHTaMm ¢
nuarHoctTupoBaHHbIM Cb, KOTOpbIe MEepeKuI OCTAaHOBKY CEpAEeYHOU AESITENbHOCTU W/WUIH UMEIOT
3a/IOKYMEHTHPOBAaHHYI0 crnoHTaHHyr ycronuuByto JKT. Wmmnanranmio UWKJ[ crnenyer
paccmaTpuBaTh Yy MalMEHTOB coO cHnoHTaHHbIMM OKI'-mposBienussmu 1-ro tuna Cb u
CUHKONAJIbHBIMHM COCTOSIHUSIMU B aHAMHE3E.

B xnuanueckux pekomenganusx «XKemynoukosbie aputmuny OI'BY « HHIILICCX um. A.H.
bakynesa» M3 P® llenTpa Xupypru4eckoil U MHTEpBEHIUOHHON apuTMmonoruu 2017 roga taxxke
OCBEIICHBI BOIIPOCHI KOPPEKLUHU 00pa3a KU3HU, KOHCEPBATUBHOTO U XUpypruyeckoro jgeueHus Chb.
IIpu xoppekmuu oOpasza xku3HH manmueHToB ¢ CbB, MOMHMO BBINIEyKa3aHHBIX PEKOMEH/IAIHH,
no0aBisieTcsl MCKIIIoUeHue aHTuaputMuueckux npemnaparoB IC knacca (Bkmoudas (iaexkauHua U
nponadenoH) u A kimacca (BkItoyasi MPOKaMHAMU U JU3OMHPAMU), & TAKXKe JEKapCTBEHHBIX
npenapaTtoB ¢ TMOTEHLUHUATbHO APUTMOTCHHBIM JCHCTBUEM, TPEJCTABICHHBIX Ha  caiite
http://brugadadrugs.org. IlokazaHus kK KOHCEpBATUBHOH TEpamMy CXOXH C TPEJCTABICHHBIMH B
Kmuanueckux  pekomenmanmsx  EBpomeilickoro  obmiectBa  KapauosioroB.  MmMrmuantanus
KapanoBepTep-AepudpumsTopa pekoMeH1oBana nanrentam ¢ Cb, nMeromum ykazaHusi Ha U301
CEpJIEYHOI0 apecTa B aHAMHE3€; CO CIIOHTAHHBIM IOABEMOM cerMeHTa ST B IpaBbIX I'PYAHBIX
OTBEJICHUSAX B COUYCTAHWM C SIMH30J]aMU CHHKOIC B aHaMmHe3e; ¢ BepudumupoBanHou KT, He

MPUBEAIIEH K OCTAaHOBKE CEpJIEYHO-COCYAUCTOM AesiTeabHOCTH [31].



B coorBerctBUM ¢ pexkomeHpanusmu KoHcynbratuBHOro cosera BrugadaDrugs.org
JIEKapCTBEHHBIE Mpenaparsl pa3leieHbl Ha 4 Tpynmbl, YTO 3HAYUTEIBHO IOMOIAaeT B BEICHHUU
MAlMEHTOB JaHHOW KaTeropuu. KpacHbBI CHHCOK: JIeKapcTBa, KOTOPBIX CleayeT u30erarb
nmanueHTaM ¢ cuHApoMoM bpyraga (aliManwH, alIanvHWH, NpOKauHAMUA, NponadeHOH,
AMHUTPHUIITHINH, KIOMHUIIPAMHH, IPOKaWH, mpomadon u apyrue). OpaHKeBbli CIUCOK: MpenapaTsl,
KOTOpBIE JKeNlaTeJbHO H30eraTh MalueHTaM ¢ cHHIpoMoM bpyraga (amMuomapoH, JIUIOKauH,
MIPOIPAHOJION, BepanaMui, kapOama3enuH, KIOTHATNH, KETaMHUH, TPaMOJI0J, AUMEIPO, UHIATaM/I,
METOKJIONPAMHUJ M JApyrue). 3€JEeHbl CHUCOK: IpemnapaThl, KOTOPbIE MOIYT OKa3blBaThb
AHTHAPUTMHUYECKOE JIEHCTBUE y MAIMEHTOB C CUHIpOMOM bpyraga (XMHUIMH, U30MPOTEPEHON).
CuHMI CHHCOK: Tpemaparhbl, HWCIOJb3yEeMble /JId TUArHOCTUKH cuHApoMma bpyrama (aiimanuH,
MpoKanHaMuJ, QPICUHU U ApyTHE).

B Hacrosiee BpemMs HE CYLIECTBYET JIEKApPCTBEHHBIX IIPENapaToB ¢ JOKa3aHHOU
3G GEKTUBHOCTRIO ISt JedeHust manueHToB ¢ CB, eNWHCTBEHHBIM METOJIOM, CHIDKAIOUIMM PHUCK
passutust BCC, spnsiercs UK/ [32]. [TaruenTsr ¢ UK ]I moxu3HEHHO HaXOASTCS MO HAOTIOACHUEM
KapJIMoJora, a TakKe KapAuOXupypra.

3axmouenne. Cunapom bpyrajga - 3To KIMHUKO-3JIEKTpOKapauorpaduyeckuii peHomeH,
MEepEeaoLIUIC 0 ayTOCOMHO-AOMHUHAHTHOMY THUIIy M CBSI3aHHBIH C BBICOKOM BEPOSITHOCTBIO
paszButus ¢patanpHbIx aputMuii 1 BCC. HecMmoTps Ha cpaBHUTENBHYIO peakocTs Cb B momymsiumy,
HeoOXouMa €ro CBOEBpPEMEHHAash JMAarHOCTHKAa. bBoJbIIyl0 CIOKHOCTH B JIMAarHOCTHKE
npeacTasisieT acumnromMHoe TeueHrue Cb. EauHCTBEHHBIM JoKa3zaTtenbHbIM MeToAoM JyeueHus Cb
apnsiercs UK. IIporuo3 mpu Cb kpaitHe HeOiaronpusTHBIHN, JieTanbHOCTh gocturaetr 11-30%, B
CBA3M C YE€M JAaHHBIA CHHJIPOM MOYKHO pPAacCMaTpHUBaTh KaK MPEIUKTOP BHE3AIHOM CEpICYHOU

CMEpTH.
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