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unapom bpyraga (Cb) — HacnencTBeHHasA cepieyHas KaHanonatus,

XapaKTepu3yLLaACa NOBbILIEHHBIM PUCKOM Pa3BUTIA BHE3aMHOIA

ceppeuroii cmepty (BCC). HecmoTpa Ha peaikyto BCTpeuaemocTb CMHAPOMa

(b B nonynAumu, CBoeBpeMeHHasA ANarHocTuKa v cTpaTudukaLmna pucka
ABNACTCA AKTYaNbHON 3a/aueil Ha CerOAHALIHINA ieHb.

Hanuune 06MOpOKOB apUTMINYECKOTO FeHe3a B COYETAHMMN CO CMOHTAHHbIM
neKkTpokapanorpaduyeckim natrepHom (b 1-ro TMna ABNAETCA HalEXKHbIM
Mapkepom HebnaronpuATHOro NporHo3a, B T0 BpeMaA Kak B rpynne ¢ Heaputmu-
YeCKNUMI CUHKONANbHBIMU COCTOAHMAMY He HabNoAAeTCA NOBbILIEHHOTO PUCKa
KI3HEYrPOXKAIOLLNX KeNyA0UKOBbIX TaXUapUTMuiA. Tem He MeHee 3TONOT o
CMHKOMAJIbHbIX COCTOAHMIA TPYAHO onpeaenuTsb B 30% CnyyaeB, uTo ABNAETCA

aKTyanbHoil npobnemoli Ha CeroAHALLHMIA fieHb. [3BeCTHO, uTo JaHHble, nony-
UYeHHbIe C MOMOLLbI0 UMMAAHTUPYeMbIX NETNEBbIX PErMCTPATOPOB, U3MEHANN
TepanesTuyeckuii nogxop y 20—-36% nauneHtos ¢ (b, umerowsnx HeobbACHY-
Mble 06MOPOKIA, YTO ABNAETCA BAXKHbIM aCMeKToM CTpaTudukaumn pucka BCC
y AaHHOI rPynNbl NaLNEHTOB.

B naHHoii cTaTbe npecTaBneH KpaTkuil 0630p MeANLMHCKOI nuTepaTypbl
W KNUHIYECKNii Cnyyail AMarHOCTUKI CUHKOMANbHbIX COCTOAHNIA Y MaLneHTa
¢ BCC. Onucabl coBpemeHHbIe MOAX0AbI K AATHOCTUKE, NPOdUNaKkTIKe 1 ne-
UEHMI0, BKNKYAA KaTeTepHyto abnavuuio 1 reHHyto Tepanuio. [laHa KnnHuueckas
XapaKTepuCTUKa TeueHns 3a60neBaHNA y NawneHTa, npuBeeHbl JaHHbIE ero
NabopaTopHOro 1 MHCTPYMEHTANbHOrO MCCNe[0BAHMA.
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he Brugada syndrome (BrS) is an inherited disorder associated
with increased risk of sudden cardiac death (SCD). Despite the rare occur-
rence of BrS, timely diagnosis and risk stratification are important
tasks today.

The presence of syncope of arrhythmic origin in conjunction with a spon-
taneous ECG pattern of BrS type 1is a reliable indicator of a poor prognosis.
Conversely, in the group with non-arrhythmic syncope, there is no increased
risk of life-threatening ventricular tachyarrhythmias. However, the etiology
of syncope is difficult to determine in 30% of cases. It is known that data obtained

BBepgeHune

using implantable loop recorders can change therapy strategy in 20-36%
of patients with BrS with unexplained syncope, what is a factor in stratifying
the cardiac risk of sudden death in this group of patients.

The article provides a brief overview of the medical literature and il-
lustrates instances of the diagnosis of syncope in a patient with BrS. Modern
approaches of diagnosis and treatment of BrS including catheter ablation
and gene therapy are discussed. The clinical characteristics of the disea-
se and the data of laboratory and instrumental studies of presented case
are given.

OTCYTCTBMEM CTPYKTYPHOII IIaTOJIOT UM CEpALa
U Pa3IMYHBIMU XU3HEYTPOXKAIOMIMMU XKeENy-

1980

Cunppom bpyrapa (CB) - HacmencTBeHHAs
ceppieyHast KaHaJIONATM A, XapaKTepu3yolasics
Ha/IM4MeM TUIYHOTO K/IMHUKO-3/IEKTPOKAPANO-
rpadu4ecKoro CMMITOMOKOMITIEKCA [1], BKroda-
fo1[ero 0co6yo ¢popmy 6/10Kabl IPaBoil HOXKKI
myuka ['mca (BITHIIT) ¢ mogbémom cermenta ST
B OZ{HOM WJ/IM HECKOJbKUX IIPaBBIX IPY/HBIX
OTBefleHNAX Ha aneKTpokappnorpamme (IKTI),

moukoBbiMu aputmusimu (OKA), kotopsie mpu-
BOJIAT K Pe3KOMY ITOBBIIIEHUIO PUCKA PA3BUTHUSA
BHe3amHo ceppeunoit cmeptu (BCC) [2]. Pac-
IIpOCTpaHEHHOCTb CMHJpoMa bpyrazia Bo BceM
Mmupe cocrasysgeT okono 0,05%. Bnepsrie cren-
udpnueckne nsmenenns Ha IKI' koHewHOI Yac-
TN J)KENTYTOYKOBOI'O KOMIIZIEKCA Y IALIVIEHTOB
C CUHKONATIbHBIMU cocTostHMsIMY iyt BCC 6b11u
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onucaHbl B 1992 rofy MCIaHCKMMU KapAMOIO-
ramu Ilenpo Bpyraga (Pedro Brugada) u I>xo-
senoM bpyrana (Josef Brugada) [3].

JTronaroreHes cv HApPOMa prrana

Panee CB 6bl1 OnycaH KakK ayTOCOMHO-0-
MUHAHTHOE HAC/Ie[ICTBEHHOE 3a00/IeBaHIe C He-
IIOJTHOVI TIeHETPAHTHOCTBIO U OTCYTCTBUEM CTPYK-
TYPHOIL aTojoruu cepaua (8.

lenetnueckas ¢popma cuHppoma bpyrazma
BbI3BaHa MyTanuAmu rena SCN5A. 9to ayro-
COMHO-ZJOMMHAHTHOE TeHeTIYeCKoe 3a00IeBa-
HIe, 4YTO O3HAYAET, YTO OHO MOXKeT OBITh yHac-
JIelOBaHO TO/IBKO OT OFHOTrO poputess. OFHaKo
Y HEKOTOPBIX JIIOfIell pasBUBAETCS HOBasi MyTa-
LVis TeHa, yKasbIBas Ha T0, 4To Cb He Beerpa AB/sA-
eTcs1 HacenyeMbIM 3aboneBanyeM. OTCyTCTBMe
3HAYMMBbIX CTPYKTYPHBIX 3ab0/IeBaHMIl cepALa
y nareHToB ¢ Cb MOXXeT ObITb IOATBEPXKAEHO
IpY IOMOIIYM 3XOKapAmnorpadum 1 aHruorpa-
¢un [9, 10]. OHAKO B HEKOTOPBIX UCCTIETOBA-
HUSIX MATHUTHO-PE30HaHCHAs TOMOrpadis B He-
KOTOPBIX NoArpymniax nanneHtos ¢ Cb BpigBmIa
yBeueHye 06beMOB 1 HapylIeHe aMIUIUTY bl
IBVDKEHUS CTEHKM IpaBoro xenygouka (IDK),
a Tak>Xe yBelMYeHle pa3MepOB BBIHOCHIIETO
tpakra IDK (BTTIK) [11]. [TaTomMexanusMm, Ha-
6mogaemblit y nanuenTos ¢ CB, Bkmouaer B cebst
HapYILIEeHV JeTIOSIPU3ALINY Y PEOJIs pU3aiiuy,
BOCIIA/IMTE/IbHBIE M3MEHEHNs B KapANOMMOL-
tax u ¢pubpos B BTTDK n/mmu ITXK [12]. Hepas-
Hee MCCIefloBaHle, IPOBEJEHHOE Ha CepALax
yMepuuux naryenTos ¢ Cb, mokasano Hanndme
OUBEHTPUKYISIPHOTO Pp1bpo3a MUOKAPHa, 0CO-
6enno B sanukapge BTTIIK [13]. B muoxappe
IDXK y psipa 60onpubix ¢ Cb 1 Tnma Habmoofa0T-
Cs1 TUCTOJIOTMYECKIie MI3MEHEeH s, CPAaBHIIMBIE
10 M3MEHEHVSIM C APUTMOTE€HHON KapA1OMMO-
narueit IDK (AIITK), koTopble MOT'yT yKasbl-
BaTb Ha BO3MO>KHbIE ay TOMMMYHHbIE IIPUYMHBI
BOCIIa/IeHN st Muokappia y 6onpHbix ¢ Cb. Kpome
TOT0, APUTMOT€HHBIIT CYOCTpAT PV Ha/TMYIH dac-
THIX IAPOKCU3MOB XKeTyTOYKOBOI TaXMKaPAUN
n/vm pubpwsaiym xenypoukos OKT/DXK) Tak-
>Ke MOXKET BCTPEYaThCs B IEBOM JKeyfouke [4].

Ha ceropHsIHmit feHpb UAeHTUPHUIPOBAHO
6oree 20 IPUIMHHBIX T€HOB, CBA3aHHBIX C Pas3-
BUTHEM 3TOI KapAMUOIOTMIECKOI HATONIOT UL,
ITepBoe reHeTNYeCKOE M3MEHEHNUE, KOTOPOE CBSI-
3anu ¢ pasputrieM CB, Ob1/10 0O0HapY>KeHO B reHe
SCNS5A, KOTOpBbIiT KOJUPYET CMHTE3 CepHe4HOIl
a-CyOBeVHUIIBI TOTEHI[VA/-3aBUCHMOTO HaTpue-
Boro kaHana Navl.5 [14]. 9toT kaHan obecrie-
YyBaeT MOCTYIJICHNE IOHOB HATPUsA B KJIETKY
U UTpaeT IVIAaBHYIO PO/Ib B IPOBEJICHNN CepHied-
HOTO COKpallleHNsI, KOOPAMHALINY U IIOfiepiKa-
HIUJ HOPMA/TIbHOTO CepHevIHoro purma. Takxke
9TOT KaHaj obecieurBaeT MO3MHMIT BXOMALIII
Harpuesblit Tok (INaL), koTopslit BimsieT Ha pe-
HOSAPU3ALNIO U pePaKTEPHOCTD CEPAETHOI

TKaHu. MyTtanum rena SCN5A, KoTopble yMeHb-
maror kK Toka INavl.5 BexgyT k pasButuio de-
Hotuma Cb. 9To ocHOBoNO/NIaramlee OTKPbITIE
obecreunsio KpUTM4ecKoe HOHMMaHe MeXaHU3-
ma Cb u Boiienuo cHyKeHne ioTHocTu INa
KaK KpaeyrojbHbIi KaMeHb MaTO(U3N0NIOI NN,
JIeXKallMil B OCHOBE 3TOT0 COCTOsIHMA. C MOMEH-
ta uneHTuukanuu reia SCN5A B 1998 rony
B KauecTBe [IepBOro FeHeTNYeCKOTO0 BUHOBHIKA,
Ob1710 BBIAB/IEHO Ooee 450 MaTOreHHbIX BapUaH-
TOB B 24 reHax, KOTOpbIe CBA3bIBAIOT C Pa3BU-
tueM cuagpoma bpyraga (ABCC9, CACNAIC,
CACNA2D1, CACNB2, FGF12, GPD1L, HCN4,
HEY2, KCND2, KCND3, KCNE3, KCNES5,
KCNH2, KCNJ8, PKP2, RANGREF, SCNI10A,
SCNI1B, SCN2B, SCN3B, SCN5A, SEMA3A,
SLMAP, u TRPM4). HecMoTpsi Ha TO, 4TO CIIU-
COK I'€HOB, aCCOLIMMPOBaHHbIX ¢ pasBuTueM Cb,
3HAYUTE/IbHO MOIIOTHIICA 3a IIOC/Ief{HIe AT
7eT, 3a00/1eBaHe FeHETIYECKH IO/ TBEP>KAAeT-
ca ¢ yactoToit 30-35% cpepu BcexX KIMHUYECKN
AVAaTHOCTMPOBAHHBIX U He BBI3BIBAIOIINX CO-
MHEHMII cIydaeB cuHApoMa bpyrana [15, 16].

MaToreHes }KN3HeyrpoXakwWwmx
KenyAo4YKOBbIX apuTMuii

1 BHe3amnHom ceppe4YHO CMepTh
npu cuHgpome bpyrapa

Kio4eBbIM 3BEHOM B TeHe3e JKM3HeyIrpo-
skaromux JKA npu Cb sBnsteTcs Bplpa’keHHas
AMCIepPCHS XapaKTepUCTHK NapaMeTpoB ped-
PaKTepPHOCTU B MUOKAp/ie IPaBOIo XKeNny/louKa.
ITpu Cb nosiB/AeTcsA MOHHBII Aycbamanc B dase 1
norenunana geitcrsus (I1]1) kapamommonyra,
006YCIIOB/IEHHBIIT CHVDKEHVEM CYMMapHOTO BXOJIA-
1Ier0 HaTPMeBOTo TOKa, CIeJ0BaTe/IbHO, IIPOMCXO-
IOUT yBe/lIMYeH)e TPAH3UTOPHOTO UCXO/AIIETO
TOKa B IIPOLIEHTHOM COOTHOIIeHN Y. CHIDKeHMe
nnotHocTy KaHanoB INa u ICa-L, o6pasyio-
X BXOJAIME IOHHBIE TOKM, II0 OTHOIIEHNIO
K 3HaYUTENbHOM MIOTHOCTU UCXOAAIIETO Ka-
mueBoro Toka (Ito) mnmm yckopeHHas MHaKTHUBa-
1M1 HATPUEBbIX M Ka/lbI[MeBbIX KAHAIOB BefleT
K IpeX/leBpeMeHHOI PEeNoNAPU3ALMUY U CITUII-
KoM KopoTkomy I1]] mpenumyIecTBeHHO B KIeT-
KaX 3MIMKap/ia IPaBOro XeayLo4yKa, Torga Kak
B 9HJIOKap/ie penonApusanysd IpoTeKaeT Hop-
MasbHO [17]. B pesy/brate BOSHMKAET 3/eKTpude-
cKas uctiepcus B30y XK/IeHN s B PasHbIX C/I0AX
BBIHOCAIETO TPAKTa IIPABOr0 XKeyJo4Ka B Ha-
yajie penonsAapusanuy, uto Ha IKI oTpaxkaercs
B BUJle mofbeMa cermeHnTa ST. XapakTepHble
M3MEHEeHNs IMEHHO B IIPaBbIX I'PY/IHBIX OTBe-
pernAx (V1-V2) oTpakaloT HapylIeHNUsA pemo-
JIApU3aLNY, KOTOPble IPOMCXOIAT B AIMKapAY-
a/IbHOM CJI0€ MMOKapja IIpaBoro >Kelygouka
U He 3aTPAarMBalOT 3IMKAapJ JIEBOTO XKelyou-
Ka, YTO 00YC/IOBIE€HO MEHbIIEN IIOTHOCTDIO
Toka Ito. ITokasaHo, 4TO pasnmyHasg CKOPOCTh
penonApnu3anm B 31M- M SHAOKapAMa/TIbHbIX
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PucyHok 1.

[oTeHuman peicTBuA
3nMKapaa, M1okapza

11 3H0KapAa B HOpme

11 NpU CUHPOME
bpyrana (agantupoBaHo
u3 Antzelevitch C. et al,,
2006 [43])

Figure 1.

Action potential

of the epicardium,
myocardium and
endocardium in normal
conditions and in Brugada
Syndrome (adapted

from Antzelevitch etal.,
2006 [43])

1982

u Hopma H Cuxppom bpyrapa B CuHppom bpyraga
(cemnoBuAHbIN TUM) (cBoguaTbIi TMN)
0 T TpaHcmypanbHblii aemtmen,
! ['_‘.— rpaMeHT ' =
i .
TpaHcmembpaHHbloe : o, fATIpAXEHAR '
. S\ HJ0 '
Hanpagenue 1}/ : — i M0
~100 :
K (V)
Cunapom bpyrapa m Cunppom bpyrapa
(HeoaHOPOAHOCTb penonapu3aLun) (®a3a 2 Re-entry)
Mgt . s
' TpaHcmypanbHblia H
TPaMEHT HaNPAXEHNA ' 3HA0
TpaHcmembpaHHbioe . 3Nn
HanpsaaeHue ¢ « M (2- pasa puentpu)
| [PAHCMYPANIbHAA AUCTIEPCUA
penondpu3auni
l#———————={ SnuKapavanbHaa gucnepcua
penonApu3auuu
KT (V)

Mpumeyarne: A—notedunan aeiicteua (/1) snukapaa, Miokapaa 1 3HA0kapAa B Hopme, b,B — N[l snukapza, M1okapaa v SHLoKapaa npu cukapome bpyraga,

[ — HEOAHOPOAHOCTb PenonApU3aLII NPU CUHAPOMe bpyraaa: NPOCTPaHCTBEHHO-HEOAHOPOAHAA NoTePA da3bl Nnato 11 B BLIBOAHOM OT/AeNe NPaBOro XeNya0UKa Co3aaeT
TPaHCMYpanbHbIii NEKTPUUECKME rPaaNeHT B TOALLE COKPATUTENbHOr0 Miokapaa. [l — dasa 2 re-entry npyu cukpoma bpyraga: 3HaoKapa, HopmanbHo npoBoaALiA M1,
MOXET CTaTb UCTOYHUKOM MOBTOPHOTO BO36Y X A€HIA NPesx IeBPEMEHHO PeNoNApU30BAHHOTO INMKAP/a B Ga3y 2, KOTOPbIA MOXET UHULIMMPOBATL NPesx/ieBpeMeHHble
KeNyLOUKOBbIE KOMMNEKCbI 1 NOAVMOPHYI0 KeNYL0UKOBYIO TaxMKaAPAIO/GUOPUANALNI XeNnyA0uKOB.

u Normal E Brugada Syndrome Brugada Syndrome
(Saddleback) (coved)
ansmemh 0 [*-«— e
ransmembprane '. " gradlent |
Action mV : E
Potentials : i
-100 H
ECG (V)
200 msec
Brugada Syndrome Brugada Syndrome
Heterogeneous loss of AP dome (Phase 2 Reentry)
e Y Transmural P
Transmembrane i voltage i Endo
Action i\ gradient ; Epi
Potentials i i <+ EpiPhase 2 Reentry

| #——————=| Transmural Dispersion
of Repolarization

| | Epicardial Dispersion

Repolarization
o ‘/\/\f

N o te: action potential of the epicardium, myocardium and endocardium in normal conditions (A) and in Brugada syndrome (B,C). The spatially heterogeneous loss

of the plateau phase of AP in the outflow tract of the right ventricle creates a transmural electrical grad\em in the thickness of the contractile myocardium (D). The endocardium,
in which AP proceeds normally, can become a source of re-excitation of the prematurely repolarized epicardium in phase 2, which can initiate premature ventricular complexes
and polymorphic VT/VF (E).
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OTZeax MpaBoOTro XeTyLo4Ka obecrednBaeTr
YCIOBUA 1711 BOSHMKHOBEHMA JKeTyL0YKOBbIX
ApUTMUIL IT0 MEXAaHU3MY «re-entry».

Yuactku Myokappa (IpeuMyIecTBeHHO 9H-
JIOKapH), C COXPaHEHHBbIM B (pasy 2 IIaTo, uMe-
0T 6011bmy10 npopomkuTenbHocTh 111 1 MoryT
[eIO/NspU30BaTh I PeaKTUBMPOBATH 00/I1aCTh,
uMmernmyto koporknit I1]] (mpeumyiecTBeHHO
9MUKapPH), 00pasys HpexxieBpeMeHHbIe XKely-
JIOYKOBbI€ KOMIIJIEKCHI, KOTOPbIE, B CBOIO OYe-
pefb, MOTyT 3aIycTuth nomumopduyto KT/OXK.
Konnexrus aBropos Antzelevitch C. et al. Ha-
3Ba/IX TaKOJ MEXaHMU3M pa3BUTUA aPUTMUIL
«re-entry 2-it paspi» [2]. Cxemarndeckoe 1306-
paxenne nsMeHenuii I1]] anukappma mpasoro xe-
NypouKa, nexkaiue B ocaose Cb (puc. 1).

SKrI-gnarHoctuka cuugpoma bpyraga

OnexTpokappnorpapudeckas IMarHoCTu-
ka Cb Ha cerofHAIIHMII IeHb XapaKTepusyer-
cA OBYyMsA THIAMM M3MeHeHMI cermenTa ST
B oTBefieHuax V1-V3 [6]. Tum 1, onucaHHBbII
B 1992, xapakTepmusyeTcs 3HaYUTENIbHOIN 31e-
Baruen cermenTa ST, IpMHMMalOIe «CBOYa-
TyI0» KoHpurypanuio («coved») c aMImUTymo
] Bonubl Mnn snesanueit cermenra ST > 2 MM
Ha IMKe, B COYeTaHUM C HeTaTUBHOI HAaIpaB-
JIeHHOCTBI0 T BO/HBL. TuIl 2 Tak>ke MMeeT BBICO-
Koe Hayaso sneBauuy cermenTa ST, HO, B 9TOM
clly4ae, aMIUINTYZA ] BOTHBI JJaeT HA4ajo Io-
CTelleHHOMY yObIBaHMIO aneBanuy cermeHTa ST,
3aCcThIBalOIlleM Ha YPOBHe > 1 MM BBbIIIe U30-
JIMHUM, TepexXOonsAIiNil B IOJTOXUTEeNIbHbIN
wnn aByxdasHelii 3yben T, 4To B pe3ynbrare
HPUBOJUT K «CeJ/IOBUAHOI» KOHPUTYpaLnn
(«saddleback»).

Pap aBTOpPOB BBIAENAIOT OTJEIBHO TPETUN
1 IKI marrepna CB, HannoMyHaOLMI IO CBOE
KOH(UTypalyy TUH 2, OTHAKO B JAHHOM CJTy4ae
nopbeM cermenTa ST He mpesbimaet 1 mum [7].

Oco6ennoctu OKI npu cuappome bpyraga:

» QT 06BI9HO B HOpMe, HO MOXKET OBITH YKO-
pOYEeH B CBS3M C YMEHbBIIEHNEM BTOPOIT (asbl
tTpancmembpannoro I1]] B snukapze;

e HOTJA y/I/IHEH MHTepBal PR;

o 3aMeJJIeHVe IIPOBOJVMMOCTY B IIPAaBOM
JKeTyJouKe: Hajmmuue 3yOua 1’ 1 y/ I HEeHHbII
komiiekc QRS B mpaBbIX TpyAaHBIX OTBefeE-
HIUAX [10 CPAaBHEHUIO C JIEBBIMU I'PYJHBIMU OT-
BeleHUAMUY;

o HAOIOAAIOTCS HAJKeNy/JOYKOBbIE apUT-
MUY, B OCHOBHOM, (prOpyIIIsnmst pencepamnit,
mapokcusmsel JKT (mpeumyinecTBeHHO MOIN-
Mopdroit) n OIK;

e MHOTJA MOTyT HabmiofgaTbcs 3yber r’
B aVR 2 3 MM, a TakKe (peHOMEH paHHell pe-
MOJIAPU3ALUN XKETYHLOUYKOB B HYDKHUX OTBefle-
HIAX, paclierienne Komiuiekca QRS, anbrepHa-
s 3ybua T rocie BBeenns aiimamia (I kmace
AAT) n gpyrue usmenenus (puc. 2).

1Tun 1Tun

OunddepeHumnanbHan gnarHocTukKa

IOuddepennmanpusiii guarsos Cb mposo-
nutcs Mexpy 6noxapoit ITHIIT, nmemmyaeckoir
60e3HpI0 cepaia U TpPoM603IMOOIIEN Terod-
Holt apTepun. Kpome toro, usmenenns Ha 9KI,
cxopHble ¢ Cb MOTYT OTMedYaTbCs IpU paHHeN
penonApusanny, OCTPOM IIepUKapANTe, Hecle-
1uduyeckux GpUSMONOINIECKUX SABNEHUAX (-
€M MUIJ, U3MEHEH S IT03bI, SMOI[MIOHAJIbHbI T
CTpecc), TUIePBEHTUIALUN JIETKNX. TPaBMBbI
L[eHTPaJIbHOJ HEPBHOII CUCTEMBI, HapYLIeHUs
IBVDKEHU S CTEHKI JIEBOTO JKeTyHOouKa, 3/IeKT-
PONUTHBIX HapYUIEHUX, YIIOTpebIeHn N Hap-
KOTUKOB [6].

(Mapmakonoruyeckue npo6bl
n BepudpunkKauma guarHosa
npu cuHgpome bpyrapa

IIpn xnmHUYeckoM mnopospeHuu Ha Cb
PV OTCYTCTBUU CIIOHTAHHOTO TIOfbeMa Cer-
MmeHTa ST 1 Tuma pexomeHpyeTcs ¢papMaKono-
rudeckas nmpoba ¢ NCHonb30BaHMEM OIOKATO-
pa HaTpueBbIX KaHanoB. CIMCOK IIpenapaTos,
VICHIOIb3YEeMBIX /I 9TOI L[e/IN, IpefiCTaBIIeH
B Tabnue.

Type 1
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PucyHok 2.
IneKTpoKapAmMorpaMmma
npu cuapome bpyrapa
(anantupoBaHo

3 Antzelevitch, C. etal.,
2016 [44])

Figure 2.

ECG patternsin Brugada
syndrome (adapted
from Antzelevitch, C.
etal., 2016 [44])
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Tabnuua.
(Oapmakonoruueckue
npo6bl AnA BepuduKaLm
cunapoma bpyraga
(anantupoBaHo

u3 Antzelevitch Cetal.,
2005 [9])

Table.
Pharmacological tests
for verification

of Brugada syndrome
(adapted from
Antzelevitch C. etal.,
2005 [9])

PucyHok 3.
AnbTepHaTusHoe
HanoXeHue MeKTPoA0B
npu cuHapome bpyraga

Figure 3.

Alternative ECG lead
placement for Brugada
syndrome

1984

Mpenapar Pexum posnpoBaHusa MyTb BBepeHnA
AnmanuH 1 Mr/Kr 3a 5 MUHYT B/B
OnekanHug AREASTER) (DR B/B NepopanbHO
400 mr
MpokanHamng (HoBokanHammg) 10 mr/kr 3a 10 MUHYT B/B
MuncnkanHng 1 mr/kr 3a 10 MUHYT B/B
MpuMeyaHne:B/B— BHYTPUBEHHO
Drug Dosage Route of administration

Ajmaline 1 mg/kg over 10 minutes \%
Flecainide 2 mg/kg:(\)/grr:]g minutes I:I’\C/)
Procainamide (Novocainamide) 10 mg/kg over 10 minutes [\
Pilsicainide 1 mg/kg over 10 minutes \%

Note: IV —intravenously, PO — perorally

TecT cunTaeTcs MONMOXKNUTEBHBIM IIPY I10-
nyyenuu Kaptunbl OKI, xapakrepnoii gna Cb
1-ro TuIa, 1 ero cjaefyeT NPeKpPaTUTh B CIydae
YaCTBIX XKeNTy[o4KOBbIX aKcTpacucron (JKIC)
nnmmn ,IIpyI‘I/IX apI/ITMI/H/I, a TaK>Xe pacmnpeHI/m
QRS Ha 130% 10 cpaBHEHMIO C UCXO[IHBIM 3Ha-
yeHMeM. B KadecTBe aJIbTepHATUBBI MOXKHO VIC-
MMO7Ib30BATh TaK Ha3bIBAEMBbIil «T€CT IIOTHOTO
JKeNTyiKa», PeI/IOKeHHBII 1711 IMaTrHOCTUKY
CBb. Ilpn sTom morntopuposanue IKI nposo-
[T [0 ¥ IOC/Ie OOUIBHOTO pueMa UL,

Vlcnonb3oBaHMeE TOMOTHUTETBHBIX «BBICO-
KUX ITpeKapAManbHbIX 3/IEKTPOIOB» PacIIoNo-
JKEHHBIX Ha OIHO MeXXpebepbe BbIIlle IPYLHBIX
oTBefileHnI1 94eM V1-V2 10CTOBEpHO NMOBBIIIAET
YyBCTBUTE/NIBHOCTb PAaCIIO3HABAHNU A CIIOHTAH-
Hoit aneBanyy cermenta ST (puc. 3).

Onesaums cermenTa ST (ocobenno mpu IKI-
nartepHe 1 Tuma CB), 3apeructpupoBanHas
C IIOMOIIIBIO XOJITePOBCKOr0 MOHTVpoBaHms (XM)
9KI nocne npuema ONuuM UIK BO BpeMs CHa,
siysieTcst 6omee PU3MOMOTUYHON, YTO MOXKET
MMeTb OO/IBIIYIO [UATHOCTUYECKYIO ¥ IIPOTHO-
CTMYECKYIO LIEHHOCTb B CPaBHEHNUY C papMaKo-
JIOTUIeCKUMU IPOGAMIL.

PykosaTka /
[pynnHa
P

@ Orsepenun
bpyrapa

ITpo6a He moka3zaHa 6€CCUMITOMHBIM I1a-
nuentaMm ¢ OKI-marreprom Cb 1 Tumna B uc-
XOJHbIX yCIOBUAX M3-3a OTCYTCTBUA [OIION-
HUTENIbHOI AMAarHOCTUYECKO LIeHHOCTU. DTU
IIPOBOKAI|MOHHbIE TECThl TAKXKe HE PEKOMEH-
AYIOTCA B TeX C/1y4YasaX, KOIrfja JOKYMEHTa/b-
HO TIOATBEPXKIEHO, YTO IMXOPajika BbI3bIBAET
OKTI-narrepn 1 tuna Cb, kpome Kak B Hay4-
HO-MCCIeJOBAaTe/IbCKMX MHTepecax.

beccuMnToMHbIE TALIMEHTHI C CEMETHBIM
anamue3oM Cb unu BCC poymxHbI 66ITH IIpo-
MHPOPMMPOBAHBI O 1[eJIeCO0OPA3HOCTY IIPOBe-
JleHU s TeCTa ¢ 6/I0KaTOpPOM HAaTPUEBBIX KAHA/IOB
I Bepudukanyy graruosa. OgHaKo MaryueH-
TOB CIefiyeT MHGOPMUPOBATD O TOM, YTO HUKA-
Kas Tepamus He MOXeT ObITb peKOMeH/I0BaHa
HEe3aBUCYMO OT pe3y/IbTaTa, IIOCKONbKY HOJIr0-
CpOYHBIIT pycK y nanuenTos ¢ Cb, puarnocru-
POBaHHBIM C IIOMOIbIO 3TOI'O TeCTa, 3HAUNU-
Te/IbHO HIKE, 4YeM PUCK Y NalIMeHTOB CO CIIOH-
taHHbIM DKI-nmarreprom 1 Tumna. [lannentos
TaK>Ke CIefyeT MHPOPMUPOBATH O TOTEHIUATIb-
HOM pICKe (papMaKOIOIMYecKOro TecTa 1 O BO3-
MO>KHBIX 3MOLIMOHAIbHBIX ITOC/IECTBUAX 110710~
JKUTE/IbHOTO pe3y/IbTarTa, Ipu KOTOPOM CIIeLIN-

e

Manubrium
Sterni

%7 @ Brugada
/ leads

Mpumeyanue: 0bpatute BHUMaHMe, uTo V3 pacnonaraetca B 3-m mexpebepbe Haa V1 (V1ic3), a V5 Ha oaHo mexpebepbe Bbilwe, uem V2 (V2ic3)

Note:V3isplaced in the 3rd intercostal space above V1 (V1ic3), and V5 is placed in the 3rd intercostal space above V2 (V2ic3)
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¢udeckoe yeyeHne OTCYTCTBYET, TONBKO IIPO-
¢dunakTuka. PemeHue o ToM, ClIeyeT U BBIION-
HATH (PapPMAKOJIOTNYECKYIO0 IPOOY B KOHEUHOM
UTOre JO/DKHO OCTaBaTbCs 3a XOPOLIO MH)Op-
MIJPOBaHHBIM ITALIVIEHTOM.

ITpoBeneHue aiiMaIHOBOI IIPOOBI Y feTeit
HpO6JIeMaTI/I‘IHO IO ABYM IIpUYMHAM. Bo—nep—
BBIX, T€CT, OYE€BUJHO, MEHEE YYBCTBUTEJIEH
y BeTell, 4eM y B3pOC/IbIX. BO-BTOPBIX, TECT CB:-
3aH C 60/IBIINM PUCKOM HEOTarONPUsTHBIX CO-
6prTnit. ITo HeKOTOPBIM JaHHBIM y 10% merei,
NIpOUIeJIINX TECT C alIMaIMHOM, BK/I04asA 3%
6eCcCUMIITOMHOI IOATPYIIIEL, HAOTIOfAIACh YC-
tortunBasi JKT. Takoke crefyeT cobmomats 0cTo-
POXXHOCTb NP [IPOBEeHNH IIPOBOKaLuu 6710-
KaTOpaMI HaTpUsA y B3POC/BIX C U3BECTHON
IIaTOTEHHOJ MyTallMell HaTpUeBbIX KaHAIOB
VIM Yy TALMEHTOB C YAIMHEHHBIMY MHTEPBa-
namu PR, 4To MOXeT yKa3bIBaeT Ha HOCUTENb-
cTBO MyTanuu rena SCN5A.

OnarHocTuka cuugpoma bpyraga

B cootBeTcTBMM C pekoMeHanAMy Heart
Rhythm Society (HRS) 1 European Heart Rhythm
Association (EHRA) 2013 u 2021 ropa, Ilauxai-
ckuit GOpyM IOATBEPAWI, YTO TONIBKO d/IeBALINS
cermenTa ST 1-ro Tuma (CBOZYATOrO TUIIA) C BbI-
coroit cermeHTa ST > 2 MM B IIPaBBIX I'PyJHBIX
orBefieHMs1X (V1-V3), pacionoXeHHBIX B 4-M,
3-M unn 2-M Mexxpebepbe, MOKeT CUMTATbCA
puarHoctndeckuM npusHakoMm Cb. 3akmroue-
Hue [llanxarickoro popyma Tak>ke COITIalIaeTCs
¢ paHHMM noctynatoM akcneproB HRS/EHRA
o ToM, 4To IKI-marTepHsI 2-ro TUMA WK 3-T0 TU-
I1a He MOTyT 3aMeHUTb ClIOHTaHHbI1 OKI-naTTepH
1-ro TUMa, eC/IV TOTIBKO OHY He ITPe0OpasoBalinch
B 1-il Tun Ha QoOHe NMXOpPajKM VIN BBefe-
HUsA 67I0KaTOpOB HAaTpUeBbIX KaHaoB. OT1n-
4uTenbHON 0cobeHHocThIo [Ilanxalickoi gua-
THOCTMYECKOJ IIKAJIbI, II0 CPaBHEHMIO C PYKO-
BozictBoM HRS/EHRA, aBnsercs ycnosue pis
puarHoctupoBanua Cb B Tex ciaydasx, Korga
aneanus cermeHTa ST 1-ro Tuma HabmOgaeTCA
VCK/TIOYUTEIbHO IIPU MCIIONIb30BaHUY 6/10Ka-
TOPOB HaTPUEBBIX KaHA/IOB. B HEKOTOPBIX CITy-
YasAx JiIA NOATBEepXKIeHNA AMaTHO3a, IOMUMO
9KT nposBnennit, TpebyeTcs Halnu4ye OfHOTO
U3 C/IeAYIOIMX JOIOTHUTEIbHBIX KPUTEPUEB:

o mokyMeHTuposaHHas OXK/monumopaod-
Has JXT;

¢ APUTMOT€HHBIIT 0OMOPOK;

* BCC B cembe y mu1j Mojioxe 45 j1eT ¢ Hera-
TUBHBIM 3aK/IIOUEHMEM Ay TOIICUL;

» bpyraja-naTTepH CBOZYATOrO TUIIA Y YJle-
HOB CEMbJ M1 HOYHOE arOHAIbHOE AbIXaHMeE.

Mupynupyemocts JKT/P)K oguum wn By-
M 9KCTPAacTUMY/IaMI BO BpeMs IpOBefleHuUs
9H/IOKaPAMAIBHOTO 9/IEKTPOPI3MOIOrNIECKO-
ro nccregoBanuA (D) Taxxe MOATBEP>KAALT
mumaruo3 Cb B maHHBIX 0O0CTOsITenbCTBaX [18].
Takum obpasom, cormacHo [Ilanxarickoit mkarte,

JIeKapCTBeHHO-MHAYLMpoBaHHbI OKI-maTTepn
1-ro TnIa MOXeT OBITH MCIIOIb30BAH JI/IsI IUar-
HocTuKM Cb TO/NbKO B TOM cy4ae, KOTJa OH
COIIPOBOJK/JA€TCA OFHUM U3 YKa3aHHBIX BbIILe
KpUTEpUEB.

(MeHomeH nnu cuugpom bpyrapa?

Ilo ananormy ¢ M3BeCTHBIM CMHIPOMOM Bosb-
¢a ITapkuncoHa-Yaitta (WPW) cymectByeT MHe-
HI€ O TOM, YTO IIpy Hanuuuy usMmeHennit SKI'
1 Tuna CB, HO IpU OTCYTCTBUM KIMHMYECKUX
IIpOsIB/IEHNII JAHHOE COCTOSIHME XapaKTepu3y-
10T Kak «peHoMeH bpyraga». OfHako faHHOe
yTBep>K/eHe OMNO0YHO, TaK Kak B ocHOBe Cb
JIEXKUT KacKaJ TeHOMHBIX, MUKPOCTPYKTYPHBIX
U 97IeKTPOPM3NOIOrNYeCKIX HAPYIIEeHNIT BHe
3aBUCHMOCTH OT Ha/IMYMA KIMHUKY y MalVeH-
Ta Ha MOMeHT ocMoTpa. Takum obpasom, uc-
I0JIb30BaHMe TepMuHa «peHomeH bpyrama»
He IpaBOMEpPHO.

HecMoTps Ha 3TO B ITOCTIeHME TOAbI 1105-
BUJIOCh HOBOE IOHsATHE — PeHoKomnus bpyra-
na (OB) [19-21]. ITog HUM MOHMMAIOT KIVHN-
qecKUIl peHOMEH, KOTOPBIIl 9TUOIOTHYECKN
OT/IMYAETCA OT UCTMHHOTO BpoxkzieHHoro Cb.
ITpn ®B 6pyragomnoso6Hble N3MEHEHNS, pe-
ructpupyemble Ha OKI, ueHTUYHDI TAKOBBIM
npyu uctuHHOM Cb, HO BOSHMKAIOT OHM Y Hali-
€HTOB C Pas3/IMIHON KapAuanbHOIL (1 He TOJb-
KO) MaTOJIOTMel ¥ ABMAITCS MPEeXOIAIIVIMIL

HOuarnoctuyeckue pasnudnsa mexay Ob
1 Cb ocHOBaHbBI Ha HECKOIbKMX K/TI0YEBbIX 0CO-
6ennocTsx. Bo-mepssix, manuenTs! ¢ Ob nmerot
006paTIMOe OCHOBHOE COCTOSIHVIE, KOTOPOE BBI-
spiBaeT OKI-kapTuny Cb. Kak Tonpko aTo oc-
HOBOIIOJIATAOIIee YCTIOBME paspellaeTcs, Mpo-
ucxonut Hopmanmsauusa IOKI, B ornmunme
oT cny4aes ¢ uctTuHHbIM Cb. Bo-BTOpbIX, na-
ueHThl ¢ OB MMeIT HU3KYI0 KIMHUYECKYIO
BeposATHOCTD BCC B oT/M4Me OT MalieHTOB
c uctuaHbIM CB, KOTOpbIe YacTO MMEIOT B aHa-
MHese nmapokcusmel XKT/OXK, o6Mopokn nnm
OTATOIIEHHBbIN ceMelHbIil aHaMHe3 o BCC.
B-TpeTbux, npu nposefeHNN JTeKapCTBEHHOTO
TecTa ¢ 6710KaTopaMy HaTPMEeBbIX KaHAJIOB I1a-
uueHTsl ¢ OB fa0T OTpUIIATENbHBIN Pe3yb-
TaT, B TO BpeM: KaK y HaljMeHTOB C MUCTUHHBIM
BpoxJileHHbIM Cb 0TBeT Ha MpOBOKAL[MOHHBI
TeCT IONOXKUTEeIbHBIN. B HacTosAIIee BpeMs
IpeJI0>KeHbl CIeAyIollle [MarHOCTUYecKye
KpUTEpUM, HA OCHOBAHNM KOTOPBIX MOXKHO pa3-
mantb DKT-matrepusi 2 Tuma Cb ot ero deno-
KOIIMM II0 TPY[IHBIM OTBEIEeHNAM, ONVICAHHDBIE
Chevallier et al. [22] (puc. 4).

JlaHHbBIe KpUTEpUY OCHOBBIBAIOTCS HA U3Me-
peHuy yrya 3 U JJIMHBI OCHOBAHVS TPEYTONbHU-
Ka, 00pa30BaHHOTO MEPIEHUKYISIPOM, IIPO-
BEJJEHHBIM Ha 5 MM HIKe OT MaKCHMaJIbHOTO
rnogbeMa 1’ BOIMHBI [23]:

o yroin [: 3HaueHue 3 2 58 03HauaeT BHICO-
KU PUCK CrIoHTaHHOI Tpanchopmanuy KT
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Tun 1- Kynonoo6pasHbiii
(mmarnocTUyeckuin)

Tun 2 — CennoBUAHbINA
(He puarHocTUYeCKmif)

Type 1-"“Coved”
(diagnostic)

Type 2 - “Saddle-back”

Bangle >58°
(non-diagnostic) e

Base of triang

le>4mm

'
1
i
:4

PucyHok 4.

Kputepun
anddepeHumanbHoil
JUArHoCTUKN CUHAPOMA
bpyrapa ot ero
deHokonum
(amanTupoBaHo
n3Brugada J, etal.,
2018 [45])

Figure 4.

(riteria for differential
diagnosis of Brugada
syndrome from its
phenocopy (adapted
from Brugada J. etal.,
2018 [45])

1986

narrepra Cb B 1 Tun mnn Ha QoHe BBeZeHMS
I k;acca aHTMAPUTMUYIECKNX IIpenapaTosB [24].

o IJIVIHA OCHOBAHNS TPEYTOMBHUKA = 4 MM
yKa3bIBaeT Ha BBICOKYIO BEPOSITHOCTD Ha/INM S
CB y uccnenyemoro maruenra [25].

CTpaTndukauma pmcka

Tounas crparudukanusa u nedeHue IuLy
¢ BbIcOKUM puckoM BCC ABIAIOTCA OCHOBHBIMU
mpo6ieMaMyt KIMHUYIECKOTO BeJleHNsI MalyeH-
ToB ¢ Cb. CHKOIa/IbHble COCTOSHIS SABISAIOT-
Cs1 HEOCTIOPUMBIM (PaKTOPOM PUCKa U BCTpeya-
€TCs 10 PA3HBIM IAHHBIM y TPeTU IaleHTOB
¢ Cb. Ilo faHHBIM MY/IbTULIEHTPOBLIX PaHJOMMU-
3MPOBAaHHbIX MCCIIEROBAHMI Y 17-62% manenToB
¢ Cb BO3HMKaeT HOBO€E apUTMUIECKOE COOBITHE
yepes 48-84 MecAleB NOC/Ie TOCTAHOBKY ya-
THO3a, KOTOpoe MOXKeT cTath mpuanHoit BCC [26].
Kpome Toro, 60/1bIINHCTBO MCCIETOBAHMIT CXO-
IATCS BO MHEHUU, YTO Hanudue oOMOPOKOB
B COYeTaHUM co crnoHTaHHbIM DKI-maTTepHOM
Cb 1-ro Tuma sBnsercs Hafle>KHbIM MapKepoM
IJIOXOTO IIPOTHO3a — OT 6% 10 19% manueHToB
OyAyT UMeTb apUTMUYECKIeE SIBJIEHNS B Tede-
Hue 24-39 Mmecsaues nocne Habmomzenus [27].
PexomeHpyeTcs npoBecTu THIAaTeNbHYIO Ayar-
HOCTUKY J/Id MCKIIOYEHUA Ba30BarajbHOTO
/WU HETIPOOTIOCPEIOBAaHHOTO 0OMOpOKa y Ta-
yuenToB ¢ Cb, mocKonbKy B Irpynme ¢ Heapur-
MUYECKUMM CUHKOIAaAbHBIMU COCTOSHUSAMU
He Hab/II0/JaeTCs MOBBIIIEHHOTO PUCKa KI3He-
YIPOXKAIOIMX XeTyJOYKOBBIX TaXMapUTMUIt
[28, 29].

Tem He MeHee 3TUOIOTUIO CMHKOIIAIbHBIX
COCTOAHUIN TPyJAHO onpenenutsb B 30% cuy-

YaeB, YTO AB/IAETCSA aKTyalbHOI IpOoOIeMOIt
Ha CETORHSIIHMIL IeHb. B HebonpIINX MccIeno-
BaHUAX OBIIO IIOKA3aHO, YTO JAHHBIE, TIOTyYeH-
Hble ¢ IIOMOILIBI0 MMIIIAHTYPYEMBIX IIeT/IeBbIX
PerucTpaTopoB, U3MEH:ANN TepalleBTUYeCKNUI
nogxof y 20-36% nanuentos ¢ Cb, nMmeromux
HeoObsICHUMBIe 06MOpOKM [30-32].

Ha cerogusiuranit MmomeHT He 6b111 chop-
MY/JIMPOBaHbl OJfHO3HAYHbIE PEKOMEH Al UL
1o cTparuduKanuu prcka y 6ecCHMIITOMHBIX
nanyeHToB. HeACHOCTh OTHOCUTENILHO TAXKe-
CTY 3a007I€BaHUSA B 9TOI IPYTIIE U 3HAYUMOCTH
napynupyemoctu JKT/PX Bo Bpemsa OOU
JIJ1s BbIAB/IEHNA ITALIMIEHTOB C BICOKMM PIICKOM
yeyry6msier TpynHocti. CoobliaemMast rofgoBast
YacTOTa APUTMUIECKUX COOBITHUI Y beccuMIT-
TOMHBIX nauuedToB ¢ CBb Bkawouyaer B cebs
ot 0,5% 110 1,2%, 94TO B CBOIO 0O4epeb NPUBOSUT
K 12% 3moxayectBeHHBIX JKA mpu 10-71eTHeM Ha-
OI0/IeH N B IIOMY/ISILIAY CO CPEJHIM BO3PaCTOM
40 net [33-35]. Takxe BaKHbIM (HAKTOPOM pUC-
ka npu Cb asngerca IKI marrepn 1-ro Tuma,
BBI3BAHHBIN IMXOPATKOI VIV IIPYEeMOM INIIN,
IIOCKOJIbKY MALIM€HTHI, JEMOHCTPUPYIOLINE 3TY
0COOEHHOCTD, MMEIOT IPOMEXYTOUHBIN PUCK
BHe3aItHot cMepTH [36]. [IpoTuBOpeunBbIe HaH-
Hble CBUJIETEILCTBYIOT O TOM, UTO y HMAI[IEHTOB
C CUMIITOMaMH JIeTye BbI3BaTh apUTMUY BO Bpe-
Ms OOV JIoKyMeHT 3KCIIepTHOI'0 KOHCEeHCcyca
U TeKyIljyie peKOMEH/IalliY TI0 IIPefIOTBPAILeHIIO
BHe3amHoit cMepTy (HRS/EHRA) He mpenar-
cTByIoT nposenenmio IDPU (xmacc IIb) ms crpa-
tudukaruu CB, a IpocTo yTBEPXKAAIOT, 4TO UM-
ITAaHTUPYEMBIil KapanoBepTep-nednodpuis-
top (VIK]]) MoxeT paccMaTpuBaThCsl B CIyYasix
VHJIyIMPYEeMBIX >KeTyLOYKOBBIX apuT™uit [37].
VcnonbsoBanne IO gna crpatudpmkanum
PUCKa IOAfepKMBaeTCs HeCKONIbKMMI KPYII-
HBIMY IPOCHEKTVBHBIMM PeTUCTPAMU U HeJlaB-
HVUM 00'be[JTHEHHDBIM aHa/IM30M UH/IUBY/yallb-
HBIX IaHHBIX IALIY€HTOB, KOTOPBIN BKJII0YAs
8 mpocrneKTUBHBIX uccnefgoBannmit [38]. XKemy-
IOYKOBBIN pedpakTepHblil mepuox < 200 Mc
TaK>Ke ObUI IIPEMIJIOKEH B KaueCcTBe IIPeUKTOpa
He)keslaTebHbIX ABeHNI npu Cb. ¥V xeHIINH
¢ CB o6s1un0 HabmogaoTcs 6oee mobpokade-
CTBEHHDbIE KIMHIYeCKNe POsBIeHMs ¢ boree
Hy3kuM nporeHToM Cb 1 Tuna Ha 9KI 1 MeHb-
el pacIpOCTPaHEHHOCTBIO CUMIITOMOB [39].
OpHako apuTMMUYeCcKye COOBITHS MO-IIPEKHEMY
CITy4aloTCs y YKEHIIVH U Ha CETONHANIHNIA IeHb
He CylLIecTBYeT HOAXOAIMX IPeIKTOPOB pyC-
Ka C y4eTOM I10/I0BOJ IPMHAIIeKHOCTIL.

B HacTosIIee BpeMs HET OIyO/IMKOBaHHBIX
ybeuTebHbIX UCCeL0BAHMNI, TOCBSIIEHHBIX
IIPOrHOCTMYECKOI IJeHHOCTY TeHeTUYeCKOTro
aHajm3a. Pesy/IbTaTUBHOCTD T€HETUYECKOro Tec-
THpoBaHNA y nanuenTos ¢ Cb cocrasser npu-
MepHO 20% ¢ reroM SCN5A, Kak efTHCTBEHHOTO
MIMEIOLIeTo KIMHIYeckoe 3HadeHne [40]. Vnre-
PECHO, 4TO HU CEMEIHbIN aHAMHe3 BHE3aITHO
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cMepTy, Hy Haymaue mytauyu SCN5A He Obin
npeHTNGUIMPOBAHBI KaK (haKTOPBI pUCKA HU
B OZJHOII M3 KPYIHBIX CepUil MCCIeOBAHMIL,
OITy6/IMKOBaHHBIX HA CEerOfHALIHMIL leHb. Off-
HaKO KOMOMHauu paKTOPOB PUCKa CO CIeIU-
(UIECKMMU TeHETUYECKIMMIU MYTAlUSAMI MO-
TyT OBITh IPOTHOCTUYECKVIMU, HATIPUMED, COYe-
tanue MmyTanuy SCN5A ¢ BHe3anHOI cMepPThIO
B aHaMHe3e Y MOJIOJIOTO POJCTBEHHVKA IepBOIi
crerieHu poxpcTsa (Bospacrt < 35 jer). M Hao60-
POT, Hay4ye 06IMX TOMMMOP(U3MOB, TOKAJI-
30BaHHBIX B SCN5A, MOXXeT ypaBHOBEIINBATD
HEKOTOpbIe BPef{HbIe TOC/IEACTBISI IIATOTE€HHbBIX
BapUAHTOB, IPUBOJS K O0ojIee erkomMy eHoTn-
ny CB u, npepionarasi BO3MOXXHOCTb TOTO, YTO
OMMMOPPV3M MOXKET ObITD ITOIE3HBIM UHCTPY-
MEHTOM B cTparudukaiyu pucka [41]. Cormacuo
nocnepayM pekomenpaysim HRS/EHRA renern-
YyecKoe TeCTMPOBaHNMe Ha MyTanyio reHa SCN5A
pexoMenznoBaHo BceM manyentam ¢ Cb (kmacc
pexomenpannuit IC). PyTuHHOe reHeTm4eckoe
TUIMPOBAHE MOXET ObITh PACCMOTPEHO Y POJi-
crBeHHMKOB marnyeHTa ¢ Cb pis manbHerimes
UX AMAaTHOCTUKM, HO HE MOXKET CYXKUTb s
OLIEHKM CTpaTUUKALNN PUCKA ¥ JAHHON KO-
FOPTHI AIIMIEHTOB.

JleueHne npu cuHgpome bpyrapa

Ha ceropssiiHuit MoMeHT crienuduiecko-
ro neyenne Cb, koTopoe MOXeT OBbITb PeKOMeH-
[I0BaHO TAal[MeHTaM He cyujecTByeT. s 60mb-
MIMHCTBA IPUMEHSIOTCS HeMeAMKaMeHTO3HbIe
Mepbl BO3JeCTBIA: BCeM NMaljMeHTaM C yCTa-
HOBJIEHHBIM [MaTrHO30M «CMHApPOM Bpyrazga»
pexoMeHpyeTcst n3beratb M30BITOYHOTO YIIOT-
peb/IeHNs anKoro/is, epeefanns, pruemMa Me-
[MKaMEHTOB, KOTOPBIE CHIDKAIOT JOCTYITHOCTD
u/viau GyHKIMOHATBHOCTh HATPUEBBIX KaHa-
JIOB, HE3aBYCUMO OT HAIMYVS UM OTCYTCTBUSA
CUMIITOMOB, NN 3HeKTpOKapI[I/IOI‘pa(bI/ILIeCKI/IX
nposireHnit 3aboneBanns. Takxe MalMeHTaM
HeoO6X0nMMO 136eraTh 9K30TeHHOI IUIepTep-
Muu (HampyMep, MOCeIeH s HapHBIX) U He3a-
MeJIJIUTENbHO IPUHIMATD >KapOIIOHIVDKAOII Ve
[pernaparsl TPy BOSHUKHOBEHVN JIVXOPA/IKY JTH0-
6011 aTHONMOrNI. PrCK Cepbe3HbIX HeOIarompust-
HBIX CEPIEYHBIX COOBITUIT Y 6€CCUMIITOMHBIX
narenToB 6e3 criontanHoro OKI-Bpyraza-mar-
TepHa TUIIA 1 UM TOTBKO C /MEKTPOKAPAIO-
I‘pa(i)]/[‘leCK]/[MI/[ VIBMEHEHUAMIU, I/IHI[YHI/IPOBaH-
HBIMU IIPUEMOM JIEKAPCTB, SIBISIETCS HU3KUM,
¥ TaKye TALeHTbl OObIYHO HAXOMSATCS IIOf Ha-
6rmofieHeM Bpada 6e3 nedennst. [lanyeHTsl ¢ 06-
MOPOKOM B aHAMHe3€ VIMEIOT IIPOMEXXYTOTHbII
PUCK, a TaneHTs! co cnoHTaHHbIM JKI-mar-
TepHOM Bpyraga Tuma 1, BBDKUBIIINE [TOC/IE OC-
TAHOBKU CEpAlia, MMEIT HanbOOMbIINIT PUCK
CepIevHO-COCYAUCTBIX COOBITII. MenKaMeH-
TO3Has Tepanus CUHApoMa Bpyraza He paspa-
6otaHa. [I/151 Te4eHMs] HENPEPBIBHO PeELV/I-

Bupylomux KA npejaaraercsa ucnonb3oBaTb
XVUHNJIMH, U30TTPOTEPEHONON U TeJUCaMMII, HO
IIpMMEeHEeHNe 3TUX IIPENapaToB He IMeeT JOKa-
3aTebHON KIMHMYECKON 6a3pl. BceM mareHn-
taM ¢ Cb 1 0CTaHOBKOI CepyiedHO JlesATeNb-
HOCTY B @aHAMHe3e, U/VI/IV VIMEIOIIVIM VICTOPUIO
NOKYMEHTHPOBAHHOM CIIOHTaHHO YCTOMYMBOIA
JKT, nokasana ycranoska VIK]], koTopas sABn-
€TCS Ha CEeTOMHAIIHUN eHb eVMHCTBEHHbIM
METOJIOM, TTO3BOJISAION[UM CTAaTUCTUYECKU JIO-
cToBepHO cHU3UTH puck BCC y cuMnTOMHBIX
MALMEeHTOB. VIMeTca cBeeHN, YTO SIUKap-
AManbHas KaTeTepHas abmanus obmacrei re-
pemHell YacTy BBIHOCAIIETO TpaKTa IIPaBoro
JKeyIO4Ka, MMEIOLIel JeKpeMeHThbIe CBOVICTBA
U IIO3HUE q)paI‘MeHTI/[pOBaHHI)Ie IIOTE€HIMa/IbI,
CII0COOCTBYET CHYKEHNUIO YaCTOTHI TOBTOPHBIX
anusonoB OJK u HUBeNMpPOBaAHNIO MOAbEMA
cermenTa ST na OKT [42]. CoBpemenHoII nIep-
CIIeKTUBOM eyenms nanuenToB ¢ Cb aBnsercs
TeHHas Tepals, HallpaBeHHas Ha PeryaaTop
tpaHcnopTa 6enka MOGI (Takyxe M3BECTHBII
Kak (paKkTOp BHICBOOOXKAEHNMS I'YaHMHOBBIX HYK-
neoTroB RAN), 4TO MOXKeT yCIIenHO obparnuthb
BCIIATH QYHKIMOHATbHBIE HAPYLIEHN S CEPALA,
acconuuposaHnHble ¢ Cb [43].

KaTeTepHas abnauusa
npu cuiapome bpyrapa

Ha nepBblii B3I/IA] KaXKeTCs, YTO NP Iep-
BUYHBIX 9JIEKTPUYECKUX 3a00/IeBaHMAX, TAKIX
kak CB, orcyrcTByeT cybcTpar mys abmauu (Ta-
KOJ1 KaK 30HBI PyOIIOBBIX 3MeHeHUI, $p1bpos,
SKMPOBas MHPUIBTpALMs, KaK TPV apUTMOTEeH-
Hoil Kapguomuomnaruy). OgHaKo HeaBHUE VIC-
cneposanys cesasamu Cb ¢ MHTepCTUINATbHBIM
(hubPO30M MMKAPANATIBHOI IOBEPXHOCTH 1 CHU-
JKeHJEeM 9KCIIPeCCHUN Ie/IeBbIX COeRNHEHN
B BTTDK. Karerepnas abmauyst (QpuTMOreHHOTO
cy6erpara u JKOC, aBndommxcs TpUrrepamm
JKT/®XK) Beinonnserca npu Cb Tonmbko s ma-
LMEeHTOB ¢ yacTbiMy mapokcusmamu JKT, pas-
pamamu VIK]] 1 anexTpuyecKuMu MTOpPMaMu
BcreicTBye mapokcusManbHoi JKT/DXK. OcHos-
HbI€ [IOfIXO7ibl KaTeTepHoit abnauyn npu Ch:

o KaTeTepHas abmanys (IpenMyIecTBEHHO)
aMMKappuaabHoOro cyberpara (Gpubpos, 30HbI 3a-
MeJI/IEHHOTO [pOBeJleH ) Y IaleHTOB C Yac-
ThIMY ITapokcuaMamu JKT/DXK;

* 9MIMMMHALNA TpUITepoB (ryckosoit JKIC),
npeumymectsenno us BTTIDK/IDK, samycka-
tforyx napokcusmal JKT/DXK;

« 9HJIOKap/MaIbHast abanus cyocrpara (Bbl-
aBngeTca y < 20% nanueHTOB — 30HbI 3aMefl-
JICHHOTO IpOBefieHN A, pparMeHTUPOBAHHBIX/
(paKIMOHNPOBAHHBIX CUTHAJIOB).

ITpodunakrudeckas abmanus cybcTpara
upu Cb 6e3 mapoxcusmos XKT/PXK He pexomen-
LLyeTcsl.
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PucyHok 5.
«bpyraga-nogo6Hbie»
U3MeHeHus

Ha dNeKTpoKapanorpaMme

Figure 5.
Brugada-like changes
on the electrocardiogram

1988

PesynbraThl OJHOTO M3 MeTa-aHalN30B
HPOIEMOHCTPUPOBAIN, YTO KaK 9HJOKapANaIb-
Has (npu JKIC), tak u snmkapananbHas abmna-
LVsT OfVIHAKOBO 3¢ EKTBHBI B CHYDKEHNN PeLii-
nuBoB KA, 4To yKas3bIBaeT Ha Ha/lM4due apuT-
MOTEHHBIX CyOCTpaTOB B 9THX y4acTKax [5].

Cy6cTpaTHOE KapTHpoBaHIe obecrednBaer
6o0J1ee BBICOKYIO TOYHOCTD B U/ieHTU(MKA LUK
apUTMOT€HHOTO y4acTKa. VccenoBaHue moka-
34710, YTO CyOCTPATHOE 3IeKTPOAHATOMIYECKOe
3D kapTupoBaHue [03BOISET BBIABUTD apUT-
MOTeHHbIe CyOCTpaThl B ANIMKAPAMATbHON Yac-
i IDK moutn B 99% cinydaes.

AHOMaJIbHBIE CUTHAJIBI BHYTPUCEP/EYHON
aMeKTporpaMmsl, Habogaemele npu CB, xa-
PaKTepu3yoTCcA HM3KOI YaCTOTON U IpPOO-
JKUTETBbHOCTHIO, OT/IMYAIOTCS OT ANCKPETHBIX,
M30/IMPOBAHHBIX [TO3[JHIX IIOTEHIINAIOB, 0ObIY-
HO HabmogaeMbIx B puOposHbIX pybiax, Bos-
HUKIINX B pe3ynbTare MH(apKTa MUOKAPHA.
YcrpaHeHMe NO3THUX (PparMeHTHPOBAHHBIX
noreHyuanos u rpurrepos XKIC nyrem abma-
LUy 04eHb 3QPEKTUBHO B yMEHbIIEHUN peli-
muBoB JKT, accounnposanubix ¢ Cb.

KnuHunyecknm cnyyanm

[Tanuent b., 28 net, mocTtynmn Ha cTanuo-
HapHoe nedeHue B I'Y PHIIL] «Kapguonornsa»
B IJIAHOBOM IlopsAfiKe. Ha MOMeHT mocTyme-
HUA HpEI['bHB}IH}I )KaJIO6bI Ha HOTepI/I CO3Ha-
HIA BO BpeM s pe3KOro M3MeHeH U IOT0XKeHN A
Te/la B IPOCTPaHCTBe (pe3skoe BCTaBaHMe, 110-
BOPOTBHI TO/IOBBI). JJaHHBIe 0OMOpPOUHBIE I IIpe-
TO6MOpPOYHBbIE COCTOSAHUS OECIIOKOUIN OT 3
1o 5 pas 3a Mecs1l. Co C/I0B NMalMeHTa, 10 TOTepyu
CO3HAHUs YyBCTBOBAJI CepAlieOeH e U MeTTbKa-
HIe MyllIeK Iepef r1asaMu. HefrepykaHue Mo4n
VI CTYJIa BO BpeMsI IPUCTYIIOB He HAab/MI0/anoch.
Jlo MOMeHTa IO/THOM MOTePY CO3HAHMA yCIIe-

BaJI IPUCECTb WM OOJIOKOTUTHCA Ha IPEMETHI,
nIofell pAgoM U 03BaTh Ha OMolb. [JaHHbIE
COCTOSIHMSI IPOJOJKAINCH HECKOIBKO CEKYHI.
CeMel1HbIl aHAMHe3 He OTATOIIEeH 10 MaTepyH-
ckoit muHuN. 1o OTIIOBCKOJ JIMHUY C POJICTBEH-
HUKaMU KOHTAaKT He IOffiep)XBaeT. BpexnHbie
HPI/IBI)ILIKI/I n HpI/IeM HC]/IXOTPOHHI)IX, HapKOTI/I‘{e-
CKUX BEIIeCTB ¥ APYIUX MpernapaToB OTPULAET.
Ha MOMeHT 0CcMOTpa COCTOSIHVE YIOBIETBOPHU-
TesibHOE. TOHBI CepAlla SCHBIE, PUTM IIPABUTIb-
HBIIT, IIYMOB HeT. YacToTa cepfiedHbIX COKpa-
wennit (YCC) - 67 B MUHYTY, apTepuaabHOe
masnenne (A1) — 120/80 mm pr. ct. O61Mit
" OMOXMMUYECKIIT aHAIN3 KPOBMU, OOIINIT aHa-
M3 MOYM, 9XOKappuorpadus 6e3 maronoruye-
cxux n3meHenuit. Ha 9KT, saperncrpupoBaHHOI
HIpY IOCTYIICHUM, OTIPefie/IAeTCs CHYCOBDII
puty™, YCC - 54 B MUHYTY, HofbeM cerMeHTa ST
B V1-V2, 6pyran0non06HbIe M3MeHeHUs 2 Tuma
(puc. 5, a). B majaTe MHTEHCUBHOI Tepanun
Kap[MOJIOTMYEeCKOT0 OTAe/IeHNA Ne 2 1of; AuHa-
MUYeCKUM HabJI0[ileHIeM BUTA/NIbHBIX QYHK-
it nanueHTy b. Opi1a BeionHeHa papMakorno-
ruyeckas nmpoba ¢ HoBokarHaMupoM (10 Mr/kr
Macchl Tejla, BHYTPMBEHHO Ha pasBeleHUMN
0?29% NaCl 20 ml B Teuenue 10 MunyT (CKO-
poctb nHpysun 120 mi/4ac). Bo Bpems npose-
JleHV sl HOBOKaMHaMMUIOBOII IIPOOBI Y TaljeHTa
Ha 3 MUHYTe Ha0/MI0faeTCs 9/IeBalysl CEeTMEHTa
ST mo 1 Tumy, a TakyKe I3MEHEH A BHICOTDI ] BOTTHBI
60see yem Ha 2 MM (0,2 MB) OT UCXOIHBIX 3HaYe-
Huit (puc. 5, 6). Bo BpeMst AMHAMMYECKOTro Ha-
OMI0feHN s MallMeHTa B I1ajlaTe MHTeHCUBHOM
Tepanuy CIyCTs CyTKY IOCTIe IVIOTHOTO obefa
y IanmeHTa Hab/MIoaeTcs CIIOHTAHHBII TaTTepH
CB nepsoro tumna (puc. 5, B).

Y4auTeiBas JaHHBIE AaHAMHe3a (TPaH3UTOP-
Hb1 martepH Cb 1 Tuma, momoXnTenbHas1 Ipo-
6a ¢ HOBOKaMHAMI/IOM, CMHKOIIa/IbHbIe COCTOSI-
HUS HESICHOVI 9TUO/IOTUN) TTAI[UEHTY BBICTABJICH
nnarHo3 CB, a TakKe ObIJIO IPUHATO pelleHye

Mpumeyatue: a—Kr-natTepH cunapoma bpyrana 2-ro Tuna (Ha MOMEHT nocTynneHus), 6 — Tpachopmauna 8 SKI-nattep cuapoma bpyraaa 1-ro Tuna (Ha doxe
BBe/IeH!A HOBOKaHaMWAa), B — CMOHTaHHbIA JKI-naTTepH cuiapoma bpyraaa 1 Tuna (nocne npuéma nim)

Note:a—ECG pattern of Brugada syndrome type 2 (at the time of admission), b — transformation into ECG pattern of Brugada syndrome type 1 (during the administration of

novocainamide), ¢ — spontaneous ECG pattern of Brugada syndrome type 1 (after a meal)
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An interesting clinical case .

0 reHeTn4eckKoM Tunuposanuy reia SCN5SA,
HPOJO/KEHUM JUHAMNUYECKOT0 HabIoeH A
Ipy OMOIIY MMIIAHTYPYEMOTO IeTIeBOro
perucrparopa ¢ BO3MOXXHOCTbIO IVICTAHIIMOH-
Horo MouuTopuposanyusa MEDTRONIC LINQ
IUIs fasibHelieit cTpatnduKanny pucka u pe-
meHuy Bonpoca o6 nmmnanranuu VK. ITa-
LJEHTY OBIIO PEKOMEHOBAHO 9HTOKAPANaIb-
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