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I Manrywesa Map3us MyxameTiueBHa

B cmambe npedcmasneHsbl numepamypHble daHHble 0 cuHOpome bpyzada — onpederneHue, KIUHUYECKUe rposisrieHus, sapuaH-
mbl coaniacHo MexdyHapodHoMy peaucmpy, MemoObl QuazHOCMUKU U nedyeHus. [pueodumcs onucaHue crydYas cuHOpoma bpyeada,
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The article presents data from the literature on Brugada syndrome — definition, clinical manifestations, options according to the
International Registry, methods of diagnosis and treatment. The case of Brugada syndrome, which is observed by the authors are

described.

Keywords: Brugada syndrome, variants of Brugada syndrome, diagnosis.

CuHapom Bpyraga — reHeTU4ecky AeTEPMUHMPOBaHHOE 3a60-
rieBaHUe C ayTOCOMHO-A0OMWHAHTHbLIM TUMOM HacnegoBaHusi, oby-
CINOBMEHHOE MyTaLmen reHa NoHHbIX kaHanoB SCN5A B 3-1 nape
xpoMocoM. [NepBoe coobLeHre o cuHapome bpyraga nosiBunocs
B 1992 rony, korga 6patba P. Brugada u J. Brugada onvcanu crydan
BHE3anHou cMepTy MonoAablX MyX4YuH B cTpaHax FOro-BocTtouHon
A3nu. B HacTosiLee BpeMsi nokasaHo, 4YTo 3To 3aboneBaHue BCTpe-
YaeTcs NpakTUYeckn BO BCeX CTpaHax, Bknioyasa Poccuio [1]. Ya-
cToTa cuHgpoma Bpyraga B EBpone u AMepuke cocTaBnsieT okomno
1:10000 HaceneHus [2].Y Myx4nH BcTpeyvaeTcs B 9 pa3 yalle, Yem
Yy eHLWMH [1]. OH ABNseTca NPUYNHON neTanbHoro ncxoaa B 26%
cny4vaeB BHe3anHow cmepTy [1].

Mpu cuHapome Bpyraga BO3HWKaET anekTpuyeckasi reTeporeH-
HOCTb 3nuKapAa MpaBoro Xenyaoyka, npueoasLas k opmmpo-
BaHMIO XKeNyA0YKOBbIX SKCTPACUCTON N0 MeXaHWU3My re-entry, Bbl-
3bIBaOLLMX NPUCTYMbI KeryA04KOBOW Taxmkapamm u pubpunnsauum
Xenyao4koB. KnmHnyecky nposiBrsieTcs npucTynamm nonumopdHom
xenygoukoBow Taxukapamm (XKT) n pmbpunnsaumen xenyaoykos
(PXK) B coveTaHum ¢ nogbemom cermeHTa ST B NpaBbIX rPyAHbIX
otBegeHusx [3, 4]. XKenygoykoBble TaxmapuTMmMm MOryT NpUBO-
OnTb K BHe3anHon rmbenu 6onbHbix [1]. U3 rpynnbl reHeTu4eckn
[AeTEPMUHMPOBaHHbIX apuUTMUIA cuHapoMm Bpyraga umeert Hanbonee
BbICOKWI PUCK Pa3BUTUS XXU3HEYTPOXaIOLLMX apUTMUIA U BHE3aMNHOM
cepaeyHon cmeptun (BCC) [5].

OnekTpokapavorpaduyeckve NpuaHakv AaHHOro CUHAPOMa:

1) aneBauus cermeHta ST (KoHurypaumsi ceoga nnbo koHpu-
rypaumsi CMHKK ceana) B NpaBbIX rPyAHbIX OTBEAEHUSAX;

2) nameHeHune komnnekca QRS no Tny 6nokaabl NPaBo HOXKK
nyyka ica.

CornacHo MexayHapogHoMy peructpy cuHapoma bpyraga Bbl-
OensioT TpU BapuaHTa CUMNTOMOB, HEOGXOAMMBIX Arsi NOCTaHOBKU
aunarHosa [6].

BapwaHT 1:

— OnekTpokapauorpaduryeckne nNpusHaku NepBoOro TMnNa cuH-
apoma (nogbem cermeHTa ST umeeT KOHGMrypauuo ceoga ¢ no-
CTENEHHbIM CHUXXEHNEM U NEPEXOAOM B OTpuLaTenbHbIn 3ybew T)
Oonee 4Yem B 04HOM NpaBoM NpekopamnansHom oteegeHun (V1-V3),
3aperncTpMpoBaHHble UCXOAHO W/unn ¢ TpaHcdopmauuen B nep-
BbIn TN OKIT mopdonorum (ansa 2-ro u 3-ro TMNOB) B pe3ynbraTte
npoBefeHNs MeanKkaMeHTO3HOW NpoGbl C aHTUAPUTMUYECKUMU
npenapatamu | knacca (brnokaTtopbl HaTPUEBbLIX KaHarNoB).

— Hanunume ogHOro nnun HecKonbKNX AONOMHUTENBHBIX KIMHW-
YeCKMX NPU3HaKOB: JOKYMEHTUPOBaHHbIE 3Nn304bl NONMMOPdHO
XKT unu ®XK; cuHkonanbHble COCTOSHNSA; B CEMENHOM aHaMHe3e —
BHe3anHas cepaeyHasi CMepTb B Bo3pacTe MeHee 45 nert; nepBbiii
Tvn SKI™ mopdhonormm cuHapomMa y YneHoB cemb; nHaykumst XKT
npv nposegeHnn SON.
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BapuaHT 2:

— OnekTpokapanorpaduyeckne Npu3Hakm BTOPOro Tvna CuH-
apoma (nogbem ST uMeeT KOHUrypaumio CMHKK ceana u npe-
BbllwaeT 1 MM, a 3ybeu T moxeT ObITb AByxdasHbIM) bonee yem
B OQHOM MpaBoM npekopauansHoMm oTeegeHun (V1-V3), saperu-
CTPUPOBAHHbIE UCXOAHO U/UNK ¢ TpaHcopmaLumen B NePBbIN TUN
OKI" mopdhonorum (ans 2ro n 3ro TMNOB) B pe3ynerarte NnpoBeaeHns
MeauKaMeHTO3HoM Npobbl ¢ aHTUapMTMUYecKMu npenaparamu |
Knacca (6rnokaTtopbl HAaTpUEBbLIX KaHasoB).

— Hanwuuve ogHOro nnun HecKoNbKUX AOMNONMHUTENbHBIX KIUHK-
YeCKMX NPU3HAKOB (CM. BbILLE).

BapuaHT 3:

— OnekTpokapavorpaduyeckne npu3Haku TpeTbero Tuna
cuHgpoma (nogbem ST mmeeT kOHUrypaumio CNMHKK cegna
1 He gocturaeT 1 MM, a 3ybel, T — nonoxuteneHeln) 6onee yem
B OQHOM MpaBoM npekopauanbHoMm oTBegeHun (V1-V3), saperu-
CTPUPOBaHHbIE UCXOAHO U/ ¢ TpaHcopmaLumen B NePBbIN TUN
OKI" mopdonorum (ans 2-ro u 3-ro TMNOB) B pe3ynbTaTte nposese-
HUS1 MeMKaMeHTO3HOW NPobbl C aHTMapUTMUYECKMMIM NpenapaTa-
Mu | knacca (brniokaTopbl HaTpPMEBbIX KaHarnoB).

— Hanwuuve ogHOro nnun HecKoNbKUX AOMNONMHUTENbHbBIX KIUHK-
YeCKMX NPU3HAKOB (CM. BbILLE).

[Mpn OTCYTCTBMU KIMHUYECKMX NPOABReHn y 6onbHbIx ¢ K
M3MEHeHUsIMU TUna cegna B otBeaeHunsax V1-V3 ans guarHoctu-
ku cuHgpoma bBpyraga Heobxoammo npoBeaeHWe nekapcTBEHHOM
npo6bl ¢ B/B BBEAEHWEM aHTUAPUTMUYECKUX NpenapaTos | knacca
(avmanuH B fo3e 1 mr/kr macchl Tena nmbo HoBoKavHamug B [o3€e
10 mr/kr macchbl Tena), kotopasi ABNAETCS BbICOKOCNELNGPUYHON 1
YyBCTBUTENBHOM ANs MaeHTUUKaLmm HocuTene cuHapoma cpeam
KPOBHbIX poAcTBeHHUKOB. [Mpn cuHgpome bpyraga umeer mecto
reHeTU4eCcku AETEPMUHNPOBAHHOE CHUXKEHUE DyHKLIMW HaTPUEBBIX
KaHanoB, NO3TOMY MoOCIie BBeAEHUS1 aHTUAPUTMUKa U3MEHEHUS
Ha QKT He vcyesaloT, a CoOXpaHsATCS 1 MOTYT Jaxe YCUIMBaThCs,
T.e., HaNpMMep, OTMeYaETCs HapacTaHue aneBaunn cermeHTa ST
B MpaBbIX rPy4HbIX OTBEAEHUSAX MO CPaBHEHMIO C ncxoaHon JKT.

Mockonbky cuHapom Bpyraga siBnsieTcs reHeTUdecku getep-
MUHMPOBaHHbIM 3aboneBaHvem, Ans Bepudukauum avarHosa
HeobxoauMMo onpegenieHMe AaHHOW MyTauuu Npyu MOMNEKYNsIpHO-
reHeTU4eCckoM MUCCreaoBaHun.

B HacTosiLee BpeMsi CyLLECTBYET eQUHCTBEHHDBIN METOA, NleYeHUs
60onbHbIX ¢ cMHapoMoM Bpyraga — umnnaHTaums kapauosepTepa-
aedubpunnsTtopa [1].

MprBOAMM ONMCaHUe KMMHUYECKOTO HAaBMIOAEHMS 3a NaLMEHTOM
¢ cuHgpomom Bpyrapa.

MauueHT X., 39 neT, nocTynun B Kapamnonornyeckoe otaeneHne
PKB M3 PT npu otcyTcTBuUM xanob. N3 aHamHesa 3aboneBaHus:
HOYbI0 MPOCHYIICA OT «JIoMsiLLEe» 60K B rpyaAHON KNeTke, YyBCTBa
»apa, npu NonbiTke BCTaTb — XONMOAHBIW MOT, FONOBOKPYXEHNE,
YyBCTBO HexBaTKu BO34yxa, BbidaBan Gpuragy ckopon mMeauuuH-
ckov nomoun. OkaszaHHasi MOMOLLb: HUTPOFMULIEPUH NOA, A3bIK.
BonbHon obneryeHms He novyscTBoBan. CHsatue OKI. JoctaeneH
B 6OMbHULY CKOPOW MEAMLMHCKON NOMOLLM C NOAO3PEHMEM Ha
OKC, pekoMeHAoOBaHa rocnutanuaauus Ans yTOMHEeHUst AuarHo-
3a. OT rocnuTanu3aumm naumeHT oTkasancs. bonb coxpaHsinacb
B TeUYeHWe nocrneayowmx 2 AHeNn, naumMeHT CBs3blBan BO3HUKHO-
BeHue 6onu ¢ noBopoTamu Tena, NeYnncs MassiMm ¢ HecTepoua-
HbIMW MPOTMBOBOCTANMUTENBHBIMW CPeACTBaMU HapYXXHO, 6Gonesow
CMHAPOM nocTeneHHo kynuposarncs. O6paTuncs k kapamornory no
MECTY XWUTenbCTBa, NPOBEAEHO XONTep-MoHUTOpUpoBaHue KM
(XM 3KT). 3akntoyenne XM 3KI: PUTM CMHYCOBBIN, CpeaHNas Ya-
cToTa cepaeydHbix cokpaiyeHmin (UCC) 81 B MUH., MakcumanbHas
YCC — 141, muHnmanbHaa YCC — 47 B MuHyTYy. HopManbHbI
LMpKagHeln npodunb putMa. 3apernctpypoBaHa 1 xxenynoyvkosasi
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akcTpacuctona (K3C). Peakue oanHOYHbIE HAMKENYOAXKOYKOBbIE
akcTpacuctonbl (HX3C) (Bcero 56 HXX3C). Mayabl 3aperncrpu-
poBaHbl B KonmyectBe 275, 00yCcrnoBneHbl CUHYCOBOW apuTMUEN,
Murpauuen Bogutens putma no npeacepamio. Mo kanany 1(V5) au-
Hamukn cermeHTa ST He 3apernctpupoBaHo. o kaHany 2 (V2) —
xenypouykoBbl TN RSR ¢ nocTosHHOM aneBauumen cermeHTa ST
c nepexogoM B cnabo(-), pexe cnabo(+), crnaxeHHbin 3ybel, T
(no cpaBHeHuio ¢ npeapiayLen SKI 6e3 cyLlecTBeHHOW AnHaMK-
Kn; aHanunaupys ceputo IKI™ He nckniovaeTca cuHapom bpyraga).
HanpasneH Ha koHcynbTaumio kK kapavonory B Pecny6rnmvkaHckyto
KnuHudecky nonuknuHuky (PKI). FocnutanuanpoBaH B Kap-
avonornyeckoe otaeneHne NAY3 PKB ons yTouHeHust guarHosa
W onpefeneHust AanbHeunwen TakTukn Tepanum. JlekapctBeHHble
npenapaTbl HA MOMEHT NOCTYMNEHNUS HE NPUHUMATT.

PucyHok 1.

OKrI 6onbHoro X. nepen npoBeAeHneM NpoobI

c HoBokanHamupowm. Ha ucxopgHom SKIN pedpopmauus
komnnekca QRS no Tuny rSr'nogbem BbINyKnoro
cermeHTa ST o 1 MM M nonoxuTenbHbIN 3ybeuy T

B V2 rpyaHOM oTBeAeHUMn

PucyHok 2.
3Kr 6onbHoro X. NMpo6a c HoBokanHamMuaom

' OKT notne seaeHna 1/4
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M3 aHamHesa xu3Hu: HacneacTBeHHOCTh He oTsiroweHa. BHe-
3arnHyl cepaeyHyto cMepTb Y 6rnskmMx poaCcTBEHHUKOB OTPULIAET.
Mpy ocmoTpe natonorum He BoisiBreHo: COCTosIHVE YA0BNETBOPU-
TenbHoe. Co3HaHue sicHoe. TemnepaTtypa Tena 36.6°c, poct 184
cm, Bec 87 kr, UMT — 25,6. KoxHble NOKpoBbI (h13Monorniyeckom
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oKpacku, yuctble. B nerkux gbixaHue Be3uKynsipHoOe, Xpurbl OT-
cyTtcTBytoT. Cepaue TOHbl pUTMUYHbBIE, sicHbIe. paHuLbl cepaua
He pacwupenbl. Al 110/65 mm pT. cT., nynbc 80 yaapoB B MUHYTY.
YKnBoT Markumn, 6e3bonesHeHHbIN. [NeyveHb 1 ceneseHka He yBenu-
YeHbl. [Mepudepnyecknx otekoB HeT. CTyn 1 Auypes B HOpMeE.

PucyHok 3.

Mo okoH4YaHUM Npo6bLI OTMevaeTcA noabLeM cermeHTa ST
no 3,5 MM 1 niBepcusa 3yéua T B V2.

Mpo6a nonoxutenbHas
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MauuneHTy GbIN NPOBEAEH psaa nccneaoBaHuin: Broxmmuydecknin
aHanus kposu 6e3 natonorun. SKI: CMHYCOBLIN PUTM C HACTOTOW
cepaeyHbix cokpalleHuin 58 yo/MuH. 3ameaneHue nposegeHus no
npaBou Hoxke nyyka Mica — komnnekc QRS no Tuny rSr'. O6patya-
€T BHUMaHuWe, 4YTo Hanboree BblpaXKeHHbIE MPU3HAKM NPOSIBNEHUS
©Gnokagpbl onpeaensiotcs B otBegeHun V2, a He V1, kak 3TO TUMMYHO
ansa 6nokagbl npaBon HoXkW nydka Muca. MNMpoeegeHa 3XO KC:
06HapyeHo nponabupoBaHve nepegHen CTBOPKU MUTPaSbHOTO
knanaHa go 0,4 cm, HeGonbLuas MUTparnbHas U TpuUKycnuaanbHas
peryprutaums. XM OKIN — 3a 21 yac MOHUTOPMPOBaAHUA perun-
CTPUPYETCSt CUHYCOBBI PUTM C YacTOTOW CepAeYHbIX COKpaLLeHWiA
(YCC) 45-119 B MuH. CpegHecyTovHast UCC 72 B MnH. EguHWYHbIE
CynpaBeHTPUKYNSPHbIE 3KCTPACUCTOSbI. [JOCTOBEPHBLIX U3MEHEHUIA
cermeHTa ST He BbisiBNeHo. BaprabenbHoCTb puTMa cepaua B Hop-
Me. SDNN — 144 mc. TpegMmun-TecT: OCTUXeHne cybmakcumans-
Hov YCC. [JocToBepHbIX n3MeHeHun ST cerMeHTa He BbISIBIIEHO.
B ¢dhase peabunuTaumm 3aperMctTpupoBaHbl eanHUYHbIE Ccynpa-
BEHTPUKYISIPHbIE 3KCTPACUCTONbI. 3aperncTpMpoBaHbl NosgHue
noTeHumanbl Xenyao4koB.

YuuTbiBas ucxogHble nameHeHus SKI no Tuny 6nokaakbl npason
HOXKM Nn. MMca ¢ nogbemom cermeHTta ST, ons noaTBEPXAEHUS
anarHosa «cuHgpom bpyraga» npoBeaeHa nekapcteeHHasi npoba

¢ HoBokavHamugom B fose 10 mr/kr Beca (850mr) B Teuenne 10
MUH. 3akntodeHne: Ha ucxogHon SKIM nogbem BbINyKNOro cer-
MeHTa ST go 1mMm B V2 n nonoxuteneHoii 3ybey T (puc. 1). Mo
OKOHYaHMK Npobbl oTMevyaeTca nogbem cermeHta ST go 3,5 mm
n uHBepcua 3ybua T B V2 (puc. 2, 3). Npoba nonoxutenbHasi.
CuHapom Bpyraga noaTBepXkaeH Ha OCHOBaHUM NOMOXUTENBHOM
npo6bl C HOBOKaUHaMUAOM.

C uenbto OLEHKM pucka BHe3anHow cepaeyHon cmeptu (BCC)
naumeHTy HasHadyeHo npoBefeHue: XM 3KTI; Tpeamun-TecT; pe-
rmcTpaumsa No3gHUX NOTEHLMANOB Xenyao4KOoB; KOHCYMbTaunus
reHeTuvka.

Bbin ycTaHOBMEH KMMHUYECKUA guarHos: cuHapom bpyraaa,
nponarnc MUTpanbHoro knanaHa 1-i cTeneHu.

YuunTbiBasi AaHHble (hYHKLMOHANBbHLIX METOAO0B UCCMeA0BaHNs
(NIMK, XM 3KT, Tpeamunn-tecT), oTCyTCTBUE 3ahUKCMPOBAHHBIX
OOCTOBEPHLIX NMPUCTYNOB B aHamHe3e 60nbHOMY BbINo pekoMeH-
[oBaHo: HabntoaeHue y kapauonora PKI1, nposegenne XM 3KI
Yyepes 1 MecsiL, ¢ nocreayoLmMM peLleHremM Bonpoca ob nmnnaHTa-
uunn kapguosepTepa-gedubpunnatopa (MKO) ¢ uensto npeaynpe-
XOEHMS ONacHbIX Xenyao4KoBbIX HapyLleHnn putMma cepaua (KT,
OX). Ha MomeHT rocnutanusaumm naumeHT ot yctaHoBku VK[
oTKasarncs.
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