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Pesiome

CuHgpom bpyraga (Cb) — reHeTUYeCKn 0OYCIOBNEHHBII CUHAPOM, BCTPEYAIOWMIACA Y NtoJei CO CTPYK-
TYPHO 3[0POBbIM CEPALEM, NPOABAAIOWMIACS dneBaluen cermeHTa ST>2 MB B oTBefieHunax V -V, cuH-
Kome 1 BbICOKMM PUCKOM BHE3anHoWi CepAeYHON cMepTu. ITOT CUHAPOM COMPOBOXAAETCA WUPOKUM
CMEKTPOM HapyleHW pUTMa, BKAKOYAIOWMUM B ce0si CynpaBeHTPUKYNAPHbIE TaXUKAPAMUY, HApyLLIEHUS
aTPUOBEHTPUKYNSPHON MPOBOLUMOCTH, ENYAOUYKOBYIO TaXUKAPAMIO U HUOPUNNALMIO KENYAOUKOB.
Hanbonee usyyeHHON NpuunHOI 3TOro 3aboneBaHus ABAAKOTCA MyTauun B reHe SCN5A , KoTopeble
cocTaBnsT 15-30% npuyunH 3aboneBaHus. B HacToswwel cTaTbe Mbl onuckiBaeM ciyyait Cb y reHo-
TUN-NO3UTUBHOFO NaLMeEHTa C apUTMUYECKUM aHAMHE30M TaxMKapanm, He CBA3AHHBIMU C HUM peLy-
AVMBUPYIOLWMMKU CUHKONE, TPAH3UTOPHON 3neKkTpokapauorpadpuyeckon kaptuHoit I tuna Cb n otse-
TOM Ha NPorpamMMuUpyemyto 3NeKTpoCTUMYNALMI0. B paboTe Takke 0b6cymaaeTcs pob IHAOKApANaTb-
Horo anekTpodusnonoruyeckoro nccnefosanua u IHK-gruarHocTukM B oLeHke HeMoOCpeCTBEHHOTO
W OTHANIEHHOTO PUCKA XEeNYA0UYKOBbIX COObITHIA y naumeHTos ¢ Cb.

®unaHcupoBaHue. VlccnefoBaHue He UMENO CMOHCOPCKOM NOAAEPKKM.
KoHnuKT uHTEpecoB. ABTOpbI 3asiBASKOT 06 OTCYTCTBMU KOH(IMKTA UHTEPECOB.
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Abstract

Brugada syndrome (BrS) is a genetically determined syndrome that occurs in individuals with a
structurally normal heart, manifested by ST-segment elevation >2 mV in V -V, leads, syncope, and
a high risk of sudden cardiac death. This syndrome is accompanied by a wide range of arhythmias,
including supraventricular tachycardias, artio-ventricular conduction block, ventricular tachycardia,
and ventricular fibrillation. Mutations in the SCN5A gene are the most known cause of this disease,
and account for 15-30% of BrS cases. Here we present a genotype-positive BrS patient with a
transient spontaneous Brugada pattern, type I, on resting ECG, a history of VT, unexplained recurrent
syncopes, and a positive programmed electrical stimulation (PES) test. The paper also discusses the
role of endocardial electrophysiological testing (EPS) and DNA diagnostics results in assessing the
immediate and long-term risk of ventricular events in BrS patients.
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uuppom bpyrapa (Cb) — 3To reHeTUyeCku 06yCnoB-

JIEHHbIN CUHLPOM, KOTOpbIA BCTpeyaeTca y JNio-

Lei CO CTPYKTYPHO 3,0poBbIM cepauem [1]; knu-
HUYECKM OH MpOABNAETCA CUHKOME W BLICOKUM pU-
CKOM BHe3anHoii ceppeyHoit cmeptn (BCC) [2]. Kpome
Knaccuyeckon aneBauuu cermenta ST>2 mB B oTBefe-
Husax V-V, Cb conpoBoXAaeTcs WHPOKUM CNEeKTPOM
HapylWeHWit pUTMa, BKIIOYAWMUM CYyNpPaBEHTPUKY-
NApHble TaxXMKapAuK, HApYLWEHUA aTPUOBEHTPUKYNAP-
Hol (AB) NpOBOAMMOCTH, XeNyA0UYKOBYIO TaXMKAPAMUIO
(KT) u dubpunnauumio xenynoukos (PXK).

boinn onucanbl accoumaumn Cb ¢ mytaumamu
Gonee yem B 20 reHax CepAeYHbIX MOHHbLIX KaHanoB
1 UX MOLYNATOPOB, HO TONbKO reH SCN5A nmeet Hau-
Gonbluylo JOKasaTeNbHylo 6asy B OTHOWEHWM pas-
BWTUA 3Toro 3abonesaHus [3]. HecmoTps Ha To uToO
MyTaluuKu B 3TOM reHe oxsarbiBaloT 15-30% cnydaes
CB [4], nouck myTauuit umeHHO B reHe SCN5A BxoauT
¢ I knaccom nokasaHuii B nocnefHue Kapauonoruye-
CKMe 1 reHeTuYeckue pekomeHgaumm [3-5].

B HacToAlee BpeMA €[MHCTBEHHbIM AOKa3aHHbIM
cnocobom cHuxenus pucka BCC y naumentos c Cb
ABNAETCA MMNNaHTaLuA KappuosepTepa-feduopui-
natopa (MKL) [5].

WKL nonkHa ObiTb BbINOMHEHA Y NALMEHTOB, pea-
HUMUPOBAHHbIX mocne nepeHeceHHoit ®X (knacc I),
a TaKKe AOMKHA OblTb PAcCMOTPeHa y NaLMeHTOB
¢ Cb tvna I n nepeHeceHHbIM apUTMOTeHHbIM CUH-
kone [5, 6]. OnHaKo BO3HMKAKT NPOTMBOpPEYUs Npu
VHAMBWAYaNnbHOM nojxoAe K nauueHtam c bpy-
raga-nofoGHbIMKM  3nekTpokapauorpammamu  (3KT),
y koTopbix P} HUKOrAa paHee He AMarHocTUpoBanach
[2, 5, 7-9], a cuHKONE MO0 GbITb BbI3BAHO APYrMMU
HapylWeHWs MU pUTMa CepaLa, 0COOEHHO y nauueH-
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TOB C K/IMHMYECKOW KapTMHON HeBepudULMUPOBaH-
HOW Taxnaputmuu. B aTom cnyyae BefeHne nauneHToB
MOXKeT 6biTb 60/lee KOHCEPBATUBHbIM, MOCKObKY PAA
MCCnefoBaHUiN yKa3biBaeT HAa HU3KMUIA PUCK Kapauanb-
HbIX COObITUI Cpean acMMNTOMHbIX nauueHToB ¢ Cb
(~0,5% pucka apuTMuUyecknx cobbiTuii B rog) [3, 5].

HeuHayuupyemMocTb KMU3Heyrpoxarwlnux aput-
MWIA  MPOrpamMMHOW 3HLOKApAMANbHOW KapaWOCTU-
mynsuumeit (M3KC) B 3Toil rpynne nauMeHTOB MOXeET
ObITb NMPESUKTOPOM HU3KOr0 pucka HeGnaronpuaT-
HbIX MCXO4OB MPU [JOJATOBPEMEHHOM HabniogeHuu
[7]. OpgHako npumeHeHue 6nokatopos Na*-kaHanos
BO BPEMA NPOBEAEHMA TecTa YCUIUBAET NPOABIEHUA
cy6etpara Cb M yBenuuuBaer BepOSTHOCTb MHAYK-
LMK XKu3Heyrpoxawowmux aputmuii [7]. HecmoTtps Ha
MHOTOYMUCNEHHbIE WCCNEfOBaHWA B 3Toil obnacty,
Ha CEerofHsAWHWIA JeHb TONbKO CMOHTaHHas 3neBa-
uns cermenta ST B oTBefeHusx V —V, 1 aHamHes cuH-
Kone MOryT WMAEHTUGULNPOBATb NaLWEHTOB BbICO-
KOro puCKa OCTaHOBKM ceppua. Hacroswmit kKanHm-
4eCcKMn cnyyai npeAcTaBaseT BCECTOPOHHWUIA NOAXOS
K 00CNefoBaHuio U [UHAMUYECKOMY Hab/loAeHMI0
naumenta ¢ untepmutTupytoweii IKI bpyraga I tuna
¥ HEMOTWUBMPOBAHHBIMU CUHKOME, @ TaKXKe YNIEHOB ero
cemby.

KnuHuyeckoe HabnopeHune

06vekmuBHbIl cmamyc npu nocmyniexHuu

B oTaeneHue Xvpypruyeckoro NeYeHus CoK-
HbIX HapyLleHWn pUTMa CepaLa W 3NeKTPOKapANOCTH-
MynsuMM noctynun 6ossbHol B., 41 rof, ¢ xanobamu
Ha peuuausupylouiMe BHe3anHble KPaTKOBpPeMeHHbIe
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Puc. 1. Inektpokapamo-
rpamma 6onbHoro B.,

41 rop. Putm cuHycoBbIn,
YCC - 62 B MUHYTY,
3NeKTpUYeckas ocb

He oTKNnoHeHa, AB-6nokana
I crenenu (PQ =212 mc).
JneBauus cermeHTa ST

B OTBEAEHUSAX Vl, V2
(Bpyrapa-nofo6Hsle
M3MEHeHUs)

Fig. 1. ECG of patient V.,
41y.0. Sinus rhythm,

HR 62 bpm, mormal
electric axis, ABV I

(PQ 212 ms). ST-segment
elevation in the V -V,
leads (Brugada pattern)

Puc. 2. MaHenb A -
PUTM CUHYCHbIN.
OTcyTcTBYET fiBHAsA
Jnesauus cermenta ST

B NPaBbIX IPYAHbIX
OTBeAEHMAX.

MNaHenb B — peructpaums
3K Ha 2 mexpebepbs
Bbllwe. Pernctpupyertca
Bpyraga-nogo6Has
anesauus ST

B0 II n B III oTBepeHMsX
CneBa oT rpyAuHbI

Fig. 2. Panel A. Sinus
rhythm. No obvious
ST-segment elevation in
the right precordial leads.
Panel B. Augmented
precordial leads

(+2 intercostal spaces).
Brugada-Llike ST-segment
elevation in IT and III
augmented leads
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noTepu CO3HaHUA 63 BUAMMbIX NPUYMH, C KECTKUMU
nageHnAamMun. NpoAOAKNUTENBHOCTD CUHKONE — Npefno-
NOXUTeNbHO A0 1 MuH. Mpuctynsl cepaLeduenHnii Bos-
HUKaN BHe CBA3M C Harpy3Koif, C BHe3amnHbIM Ha4yanom
W NOCTENeHHbIM 3aBeplueHneM. TPOAOMKNUTENLHOCTD
KaXK4oro napokcu3ma ceppuebueHnii coctaBnsna Ao
20 MUH. YeTKOW CBA3M MeXAY NpUCTYyNaMn cepALedn-
€HUIM 1 3NN30aMN CUHKOME He Obis1o. MaLneHT TaKkKe
OTMeyan OAblWKY MpKU 3HAYMTENbHOW (U3UYeCKOi
Harpyske.

CemeitHblil aHaMHe3 B AIBHOM BUfe He Bbin OTsAro-
weH cnyqaamun BCC unn u3BECTHBIMM NEpPBUYHBIMU
3abonesaHuamu ceppua. Co cnoB nauueHTa, cTapuas
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nanbHOe COCTOSHWE: BO BPEMA XOAbObI NALUEHT OLLy-
TWUA NPUCTYN CEpALEebUeHnit ¢ BbIPAXKEHHBIM rON0BO-
KpyXeHueMm; ana npeaynpexaeHuns najeHus oH npu-
ces, NpUCTYN CONPOBOXAANCA MOMYTHEHUEM 3peHus,
NpofOMKMUTENbHOCTb 3nKn30aa — 5-10 c. Ctanu noss-
NATLCA NPUCTYNbI NOTEPU CO3HAHUA BO BpeMsa (U3n-
YECKOW Harpy3ku 1 BHe ee C XeCTKUMU NafeHusmu
1 NPOLOIKUTENBHOCTbIO CMHKONe A0 1 muH. Bcero
nepeHec 4 npuctyna cuHkone. Bce cuHkone nposo-
LMPOBANNCh HAXOXAEHWEM B XapKOil, AYLIHONA aTMo-
cepe (B NOMeLEHUN UK HA yauLE).

06beKkTUBHOE obcnefoBaHNe He BbIABMAO HUKA-
KWX 0COOEHHOCTeil: Macca Tena — 83 Kr, pocT —
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180 cm, yacToTa ceppeyHbix cokpawenuin (YCC) —
72 B MWHYTY, apTepuanbHoe pasnexue (Afl) -
124/78 MM pT.CT., TOHbl CEpALA PUTMUYHbIE, LIYMb
He BbICNYWWBAOTCA, AblXaHWe Be3UKyNAPHOe, Xpu-
nos Het. Mpu axokapanorpacum (3xoKr) Bce noka-
3aTeNn COOTBETCTBOBANM HOPME, U3 0COBEHHOCTEN —
ObiN  [MArHOCTUPOBAH TreMOAMHAMUYECKU He3Ha-
YMMbIA NpoAanc nepefHeit CTBOPKW MUTPanbHOro
KnanaHa.

Ha 3Kl nokos pernctpupoBanca CUHYCHbIA pUTM,
YCC - 62 B MUHYTY, INeKTpUYecKas o0Cb He OTKIOHEHA,
Zo = 55°, AB-6nokaga I ctenenn (PQ = 212 mc).
JneBauus cermeHta ST B OTBEAEHUAX Vl—V2

117

Puc. 3. Xonteposckoe
moHuTopupoBaHue JIKI.
Putm cuHycoBbIf,
AVHaMUYeCKne N3MeHeHus
cermeHTa ST. BepxHss
naHenb (K Ne 1,
cKopocTb 25 MM/c):

PUTM CUHYCOBbIN,

80 B MuHyTYy, AB-6n0Kaga
I ctenenu (PQ 210 mc),
cuHoatpuanbHas (CA)
6nokapa II creneHu,

2-i TUN, aneBauus
cermeHTa ST (npaBble
rpyAHble OTBeAEHNUS).
CpepHss naHenb (KM Ne 3,
cKopocTb 25 MM/c):

npw TOi Xe yactoTe
CMHYCHOTO pUTMa

(YCC - 84 B MuHyTY) —
3HaYnUMO MeHee
BbIpaXKeHHas anesauus ST.
HuxHsas naHenb (IKI Ne 5,
cKkopocTb 50 MM/c):
npeAcTaBneHa anesaLus
cermeHTa ST

Fig. 3. Holter ECG
monitoring presents
sinus rhythm

with intermittent ST
segment changing.

Upper panel (ECG Ne 1,

V 25 mm/sec): sinus
rhythm, 80 bpm, AB block I
(PQ 210 mm), SA block 2,
type 2, ST segment
elevation (right thoracic
leads). Middle panel

(ECG #3,V 25 mm/s):

the same hart rate

(84 bpm) — ST elevation
less prominent. Low panel
(ECG # 5, speed 50 mm/s):
ST segment elevation
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Puc. 4. MaHens A —
MHAYKLMA HEYCTONYNBON
Xenyao4KoBON
TaxuKapfum nporpamMmHon
CTUMYNALMEN C BEPXYILKM
npaBoro XenyAao4yka AByMms
3KCTpaCTUMynamu:

St,-St, - 450 mc,

St,-St, - 220 mc,

St,-St, - 140 mc.

Naxens b -

nocne BHyTPMBEHHOO
BBeaeHuns 1000 mr
HOBOKaMHamupa:

St -St, - 450 mc,

1

1
St,-St, - 250 mc,

St.-St. - 210 m,

St,-St, - 200 mc,
WHAYLMpOBaHa
HeycTon4yuBas
nonumMopdHas XenyfoyHas
TaxuMKapAmusa ¢ 4acToTo
254 B MUHYTY

(9 komnnekcoB)

Fig. 4. Panel A -
nonsustained ventricular
tachycardia induced

by program with double
ventricular extrastimuli
ventricular pacing from
the apex of the right
ventricle:

St,-St, 450 ms,

ST,-ST, 220 ms,

ST,-ST, 140 ms.

Panel B -

after i.v. novocainamide
1000 mg:

ST,-ST, 450 ms,

ST,-ST, 250 ms,

ST,-ST, 210 ms,

ST,-ST, - 200 ms
induction of the fast
nonsustained polymorphic
VT with HR of 254 bpm
(9 beats)
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(bpyrapa-nopo6Hbiit natrepH) (puc. 1). 3tn usme-
HEHUA HOCUAW OMHAMUYECKWUi xapakTep. [lpu oTcyT-
CTBUM 3n€eBaLuK cermenTa ST B CTaHAAPTHbLIX NpaBblxX
TPYAHbLIX OTBeAeHUAX bpyrafa-nopgoGHele W3MeHe-
Hua onpepenanuce npu peructpauuu KM Ha 2 mex-
pebepba Bbiwe (V,-V,, ycuneHHble rpyaHbie oTse-
peuus) (puc. 2). lpu 24-4acoBOM XONTEPOBCKOM
JKIM-MOHUTOPUPOBAHUM TaKKe MMeNu MecTo [LUHa-
MUYECKME W3MEHEHUA B MNpaBbiX TPYLHbIX OTBEAe-
HUAX, NpoABAABLINECA B HOPME W CTeneHu 3neBaLun
cermenTa ST (ot I go II tunos bpyrapga-natrepHoB)
(puc. 3).
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5(B)

C uenblo BepuduKauum BMAA TaxuKapauu
1 oueHkn pucka BCC 6bino NpUHATO pelueHne BbINOA-
HUTb MaLUMEHTy 3HAO0KapAWanbHoe 31eKTpodu3noo-
rnyeckoe uccneposarue (3ON).

Memoduka 3HdokapouansHo20
3NIeKmpogu3UoN02U4eCcKo20 UCCIed0B8aHuUs
WccnepoBaHne BbINOHANOCH YTPOM, HATOWAK, 6e3
NpUMEHeHUs KaKX-11M60 aHTUAPUTMUYECKIX Npenapa-
TOB, BK/l0Yas OTMeHy [3-6/10KaTOpoB 33 2 Hef A0 Npo-
Lefypbl, B HeCeaaTMpoOBaHHOM COCTOAHWUU. [py[Hble
MOBEPXHOCTHbIE 3N1IEKTPOAbI PACNOJIOXUNIN Cnefyownm
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CUHAPOM BPYTAJJA: OT CWUHKONE 10 UMNNAHTALUU KAPAUOBEPTEPA-AE®UBPUNNATOPA
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o6pazom: V, — BTOpOe Mexpebepbe NapactepHanbHO
cnpasa, V, — BTOpoe Mexpebepbe napacTepHabHO
cnesa, V, — 4eTsepToe Mexpebepbe NapactepHanbHO
cnpasa, V, — yeTsepToe Mexpebepbe NapactepHanbHO
cnesa, V-V, — natoe mexpebepbe No cpefHeKnto-
YynyHowu nuHum cneea. lop mecTHoi aHectesneit 0,5%

HOBOKanMHOM 6blﬂa BbIMOJIHEHA NYHKLNA npasoﬁ noa-
KJIOYMYHOI BEHbI HaAKMK4YNUYHbIM AOCTYNOM NO Cenb-
LWHTepy. Yepes NoaKII0UNYHBIA MHTPOLbIOCEP B KOPO-
HapHbIA CUHYC ycTaHoBMeH 10-MotoCHbI  KaTeTep
KopoHapHoro cuHyca P-CS 5F. locne mecTHo aHecTe-
3Un Yepes npasyto HeapeHHylo BeHy B 061acTb nyyka
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Puc. 5. Nnpykums
TpeneTaHus npeacepanii.
NaHenb A — nHAYKLUMA
npeAcepaHoil Taxukapaum
C AJIUTENBHOCTBIO LMKNA
Taxukapauu 236 mc

(254 B MUHYTY)
CBEPXYACTOil CTUMYNALMUM
npaBoro npepcepaus
(St,-St, 240 mc -

250 B MUHYTY)

c nposefieHnem 3:1

Ha XeNyfouKM.

Manens b — ta xe
TaxMKapaus C 3aMefneHnem
ee Temna o 270 mc

(222 B MuHyTY)

c nposefieHnem 3:1

Ha XeNy[ouKM.
20-nontocHelit HALO
KaTeTep, yCTaHOBEHHbI
BOKpYr KonbLa
TPeXCTBOPYATOro KnanaHa,
peructpupyet nposefieHue
OT AUCTaNbHOMN Napsbl
3N1eKTPOAOB

(HALO 1-2 ywko

npaBoro npefcepans)

K NPOKCUManbHOM

nape (HALO 19-20) -
3a/iHAA CTeHKa NpaBoro
npeacepans — HUKHAA
nonas BeHa. CS - katetep
KOPOHApHOro CUHYca
(9x10 - ycTbe,

1-2 - nepexop AuCTanbHo
yactu CS B 6onblyio BeHY
cepaua)

Fig. 5. Atrial flutter
induction. Panel A.
Atrial tachycardia
induction, cycle length
236 ms (254 bpm)

and AV conduction 3:1
by overdrive right

atrial pacing

(St,-St, 240 ms -

250 bpm).

Panel B. The same
tachycardia with cycle
length 270 ms

(222 bpm) and AV
conduction 3:1. Twenty
electrode HALO catheter
around tricuspid valve
shows atrial activation
from right atrium
appendage (HALO 1-2)
to posterior wall — inferior
vena cava (HALO 19-20).
CS — catheter in the
coronary sinus

(9-10 - proximal,

1-2 - the border

of the distal CS
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lMca ycTaHoBneH 4-nmosocHblii katetep A-Josephson
5F, B npaBblit xenypouek (MXK) — 4-nontocHblit Kate-
Tep Corner 5F. B npaBoe npepcepave yctaHaBauBanu
20-nontocHelit HALO kateTep U HeopoLwwaeMblit abasLu-
OHHbIi KaTeTep Biosence Webster Thermocool 7F.

JanbHenwmne MaHUNyNALUM OCYLECTBAAAN MNOA
PEHTFEHONIOTUYECKUM U 3NeKTPODU3NONOrNYECKUM
KoHTponem. lposoaunn aHanu3 nosepxHoctHomn KT,
oueHuBanu AB-npoBoaumocTs, pedpakTepHble nepu-
oabl AB-coepuHeHus, nepuopuky Benkebaxa. Mocne
OLEHKM MCXOAHbIX LAHHbIX BBIMOSHANN CTUMYNALUIO
NpeAcepAunii n XenynoYKoB NPAMOYrofibHbIM UMMYJIb-
coMm 2 MC ¢ amnautypoit ctumynauumu 10 B. UHpyk-
LMI0 NpefcepaHbIX apUTMUIA BbINOHANU CBEPXYACTO
CTUMYNALMEN Npeacepann C BAUTENbHOCTbIO LWKNa
St,-St, 240 mc.

[Ins  oueHKM xenynouykoBbix aputmuit  (JKA)
BbINONHANM nporpammHyto ctumynaumio MK ¢ ero
Bepxylwku. MpoTokon coctosn u3 8 nocnefoBaTtesb-
HbIX CTUMYNOB (St,) C ANUTENbHOCTBIO UMKNa 450 Mc,
3a HUM cnefoBan akctpactumyn (St,) ¢ nporpeccus-
HbIM yKOpoueHueMm uHTepsana St,-St, Ha 10 mc fo
pa3sutus pecdpaktepHocTu. Ecnm aputmus He uHAy-
unposanack, f06aBnANM elle 0OfNH 3KcTpacTumMyn (St,)
K CTUMYNALMOHHOMY NPOTOKOJY, yCTaHaBNMBas 3ajep-
XKy NepBOro 3KCTpacTumyna Ha 40 mc Bbilwe pedpak-
TepHoro nepuopaa. [poTokon BHOBb MOBTOPSIM MpH
yKOpoueHuu untepsana St,-St, Ha 10 mc o pedpak-
TEPHOCTH.

MocnepHel cTyneHbld B NpOTOKOJE NpOrpam-
MHOI CTUMYNALMM [06aBNSAM TPETUI Npexaespe-
MeHHbIi ctumyn (St,). WHTepsan cuennenus St-St,
BHOBb CHMXanu Ha 10 MC B KaxoW cTyneHu fo ped-
PaKTEPHOCTU UAK O Pa3BUTUSA KENYAOUYKOBOI Taxu-
aputmumn. KoueuHoit Toukoit MIKC Gbina mHaykums
ycToitunsoit JKT/®X unn nosTOpHAas MHAYKLUMA ObICT-
poit nonumopcHON Taxnkapamum (=6 KOMNIEKCOB Npo-
LOMKMTENbHOCTbIO <30 ¢, ANINTENbHOCTb LuKna — 200—
300 mc) [1]. CreneHb nonumopcu3ma oueHMBaNM no
12-kaHanbHoit JKI, KkoTopas npeactasnsna coboit
KT ¢ pas3nuyHoOi OT KOMMeKca K KOMMaeKcy Mop-
tdonorueit QRS. WiccnepoBaHne NOBTOPANW [LBaXAbl:
Ha UCXOAHOM (hOHe U Nocne BHYTPUBEHHOTO MeAJieH-
Horo GontocHoro BeeferHna 1000 Mr HOBOKaMHamuaa
€O CKOpOCTbto 100 Mr/MUH.

Pe3ynemamel 3H00KapAUANbHO20
3ﬂekmpo¢u3u0ﬂoauqec1<oeo uccnedosaHus
Mpu wncxopront KM putm cuuycosbih, YCC -
68 B MUHyTY, PQ — 232 mMc, QRS - 104 mc, AH - 82 mc,
H — 20 mc, HV - 54 mc, aneBauus cermeHTa ST BO BTO-
pOM-YeTBEPTOM Mexpebepbe CneBa OT FpyAMHbI Ha
nosepxHocTHoi IKI. PeTporpagHas Touka BeHke6axa
cocTaBuna 70 umn/muH, aHterpagHas — 110 umn/muH.
AHTerpagHbil pedpakTepHbll nepuop AB-coepnHe-
Hua coctaBun 490 mMc. IPPeKTUBHbIN petdpaKTepHblii
nepuog (3PM) MX npu nporpammHoit cTumynaumm —

YanypHbix A.B., 3akns3bmunckas E.B. M

180 mc. Mpu MIKC xenynoukos St-St, - 450 wmc,
St, - 220 mc, St, - 140 mc, npu pexkpemenTe (St,)
10 MC MHAYLMPOBAHbI KOPOTKME HEYCTONYMBbIE MAPOK-
cu3mbl nonumopdHoit KT, cocToswme u3 4—6 Kom-
nnekcos (puc. 4A).

Mpu cBepxyacToi CTUMyAALMKM NPABOro Npeacep-
Ans St -St, 240 Mc 6bin MHAYLMPOBAH NAaPOKCM3M Tpe-
neTaHWA nNpeacepanin ¢ AAUTENbHOCTBIO LMKNA Taxu-
kapgauu (ALUT) 270 mc u npoBefeHWem no KareTepy
KOPOHApPHOr0 CUHYCa OT MPOKCUMANbHOTO K AUCTaNlb-
Homy — ot CS, & CS, ,. ®poHT Taxukapaum no Kare-
Tepy HALO oT gucTanbHOro K MpoKCMManbHOMY YKa-
3blBaN Ha peBEPCUBHOE TpeneTaHue npeacepaun
(puc. 5). BeinonHeH maHeBp Entrainment B o6na-
CTW KaBoOTpUKycnuaansHoro uctmyca (KTW) St -St, -
250 Mc, nocTCcTUMYNALMOHHbIN uHTepean (PPI) cocta-
BUN 274 mc, npu JUT - 270 mc.

BbinonHeHa paguoyactoTHas abnsuus — usons-
uus KTW 50 Bt. B npouecce abnayum Habaoaanocs
VAAVHEHWe uMKna Taxukapaummn fo 280 mc, 3aTem BOC-
CT@HOBNEHWEe CUHYCOBOro puTMa € uuknom 950 mc
(puc. 6).

bonbHOMy BHYTPMBEHHO GOMIOCHO BBEAEH HOBO-
kauHamug B pgo3e 1,0 r. Ha atom coHe oTmeyanocb
yBennyeHune aneeauun cermeHta ST B NeBbIX npekap-
AunanbHbix oteefeHusx V, u V,, ¢ pacwupennem QRS no
110 mMc B npekapAuanbHblx 0OTBEEHUAX (BTOPOE U YeT-
BepTOe Mexpebepbs CleBa W cnpasa, bonblue cnesa)
(puc. 7). WcxopHo — Bpyrafa-nofo6Hble 3aneBauuun
cermenta STV, V, (cneBa ot rpyanHbl) 4o 3 mm (V -V,
otBefieHMa Ha mecTe V.-V, Ha 2 mexpebepba Bbille,
V.-V, otesenns Ha mecte V, u V, obbiuHoit 3KT),
npepcTasnsiolwme coboit Tun I bpyraga B oTBeAEHUM
V2 Ha 2 mexpebepbs Boiwe u Tun II bpyraa B oTeefe-
Hum V, 06b1uHoit IKT. Mocne BHYTPUBEHHOTO BBEEHNS
1000 mMr HoBOKaMHamMmMaa OTMEYaNoChb MCYE3HOBEHUE
WHLN3YPLI B OTBeleHnn V, Ha 2 pebpa Bbilue 1 M3Me-
HeHue KoHdurypauuu cermeHta ST B oTBefeHun V,
06biyHoit KT (V,) M3 TMNa «cepna» B TUN KKPbILLKA»
(saddle back — covered type).

Ha 3Tom ¢oHe BHOBb BbIMONHEHA MPOrpaMmMHas
ctumynauus M. Tpu nporpaMmmHON CTUMynALUM
B pexume St -St, — 450 mc, St, — 250 mc, St, - 210 mc,
St, — 200 mc uHayuuposaHa Heyctonuusas T u3
9 KOMMNeKcoB C uHTepBaiom R-R 236 mc (254
B MUHYTY) CO CMIOHTAHHbIM KyNUpPOBaHUEM.

lTenemuyeckoe obcnedosaHnue

C Uenbl YTOYHEHUS MPUYMHBI 3a60NeBaHUA Naum-
eHTy O6blIM MpoBeAeHbl Me[UKO-TEHETUYECKOE KOH-
cynbtupoBaHne u  [HK-puarHoctuka. CekBeHupoBa-
Hue 11 reHOB, OTBETCTBEHHbIX 3a Haubonee yacTble
aputMmoreHHble cunapomsl  (KCNEZ, KCNE2, KCNHZ,
KCNJ2, KCNQ1, SCN5A, SCN1B, SCN2B, SCN3B, SCN4B,
SNTA1), BbinonHeHo Ha nnargopme IonTorrent PGM
(ThermoFisher Scientific, CLUA). B reHe SCN5A Gbin
BbIAB/IEH pefKkui  reHetuyeckuit  BapuaHt (hgl9):
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Puc. 7. Maxenn A u b. PacnonoxeHue rpyaHsix anektpopos: V, — BTopoe mexpebepbe napacTepHanbHo cnpasa, V, — BTopoe
mexpebepbe napactepHanbHo cnesa (oTeeseHune V, Ha 2 pebpa sbiwe), V, — YeTBepToe MexpeGepbe napacTepHanbHo cnpasa
(otBenenme V), V, — yeTsepToe mMexpebepbe napactepHanbHo cnesa (otsefenue V,), V,-V.. Manens A. UcxopHo - Bpyrapa-
nopobHas anesauua cermexta ST B V,, V, (cnesa ot rpyauubl) po 3 mm (V -V, Ha mecte V-V, Ha 2 mexpebepbs Bbile,
V,-V, - otBesienns Ha mecte V, u V, o6biuHoit 3KT), npepacraensiowme coboi Tun I Bpyrana B oteenennn V, Ha 2 mexpebepba
sbiwe v Tun IT bpyrana s oteepennm V, o6biuHoit IKT. PQ — 232 mc, QRS 104 mc. VimeeTcs MHUM3Ypa Nnepexoaa BONHbI S B CErMeHT
ST (oTBenenne V, Ha 2 pebpa biwe). Manens B. Mocne sHyTpMBeHHOro BBeaeHns 1000 Mr HoBokauHammupa. VcyesHoseHue
NHUM3ypbl B 0TBeeHnM V, Ha 2 pebpa Bhille 1 M3MeHeHne KoHdurypaumm cermerta ST 8 oteesieHnm V, 06bi4Hoit KT (V,) n3 Tuna
«cepna» B TUN «kpollwkuy (saddle back — covered type)

Fig. 7. Panel A and B. Thoracic leads: V, - 2 intercostal space (ics) right parasternal; V, - 2 ics parasternal left (lead V,
2 ribs upper), V, - 4 ics parasternal right (lead V1), V, - 4 ics parasternal left (leadV2), V,-V.. Panel A. Basic - Brugada-like ST
segment elevation in V,, V, (left parasternal) up to 3 mm (V -V, at the place of V -V, 2 ribs upper, V-V, - leads at the place
of V2 and V3 of the regular ECG), presents type I Brugada patternin V2 lead (2 ribs upper) and type II Brugada pattern in V2 lead
of regular ECG. PQ 232 mc, QRS 104 ms. Incisura of transition S wave into ST segment (V, lead, 2 ribs upper). Panel B. After i.v.
novocainamide 1000 mg. Incisura disappearance in V, lead (2 ribs upper) and change of ST configuration in V, lead of regular
ECG (presents V5 lead); transformation from saddle back to covered type

(NM_001160161.2):c.3971T>G p.(Val1324Gly) B retepo-
3UrOTHOM COCTOSHMM, BEPOATHO MaTOreHHbIit (Knacc
natoreHHoctn IV, LP), cornacHo kputepusm ACMG
(2015) [8]. BeisiBneHune BapuaHTa IV knacca natoreHHo-
ctn B reHe SCN5A noateepxpaet auarHo3 Cb u aensetca
OCHOBaHMEM [ MpOBeAeHUA KaCKafHOro CemeitHoro
CKpUHUHTa [4, 5].

[OHK-guarHoctvka 6bina npepioxeHa pofcTBEH-
HWUKaM NepBON-BTOPOI CTENEeHN POACTBA: POAUTENAM,
OBYM KNMHUYECKU 3[0POBbIM povepsam 22 u 18 nert,
cTaplueil cectpe npobaHaa (46 neT, co CloB, UMelo-
Well KapauanbHele xanobbl, Ho 6e3 puarHosa Cb).
Poputenn n cectpa nauueHTa npeanoXeHue o pua-
THOCTUMKE W KOHCYNbTaLMM OTKIOHWUIM, COCNABLUINCH HA
yaaneHHoe npoxusaHue. Y obenx goyepeit npobaHaa
BapuaHT p.Val1324Gly B reHe SCN5A Takxe BbifiBNEH

122

B reTepo3uroTHOM COCTOSHUW (puC. 8), 4TO CTaBuUT
BOMPOC O HEOb6XOAMMOCTU [MUHAMUYECKOro Habnio-
[eHus obenx foyepert U OLEHKU MHAMBUAYaNbHOTO
apuUTMUYECKOTO pUCKa.

3akntyeHue no KJIUHU4YecKomy HabndeHuro

YuutbiBas CnoHTaHHbIl  bpyraga-natrepH Ha
JKI, noBTOpHbIE CMHKOME, MONOXMUTENbHbIA pe3ynb-
TaT IOW, BbIsBNEHHYIO MyTauuto B reHe SCN5A, puck
BCC nauueHTa 6bi pacLeHeH KaK BbICOKUIA, 6ONbHOMY
Obll UMNNAHTUPOBAH KapauoBepTep-AedubpUINATOP
Medtronic Evera MRI DR (Medtronic, USA). Maunent
BbIMUCAH C PeKoMeHpauuaMu u3beratb cneuuduye-
CKUX ANA cMHApoMa (haKTOpPOB pUCKa pa3BUTUS apuT-
MUYECKUX COObITUIA, 6€3 Ha3HAYeHUA aHTUApUTMUYe-
CKOit Tepanuu.
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CUHAPOM BPYTAJJA: OT CWUHKONE 10 UMNNAHTALUU KAPAUOBEPTEPA-AE®UBPUNNATOPA

Cpok JAuHamuyeckoro HabNOAEHUS COCTaBUA
4 rofa, CMHKONaNbHbIX COCTOAHWUIA NOCAe BLIMUCKM He
0bl10, MOTUBMPOBAHHbIE CpabaTbiBaHWA YCTPOMCTBA HE
perucTpupoBanuce.

06cyxaeHue

Hactosiwee knauHW4Yeckoe HabnogeHue npea-
CTaBNsieT pe3ybTaTbl KOMMIEKCHOTO WHCTPYMeHTalb-
Horo (pa3oBas W cytouHas JKI, TecT ¢ 6Gnokatopom
Na*-kaHanos 1 I®UN) n reHetTuyeckoro obcnefoBaHus
nauueHTa ¢ JUHaMU4ecku usmeHstowmmncsa bpyraga-
nofo6HbIMKU IKT-U3MEHEHUAMU, NAPOKCU3MANbHBIMU
TaxMKapaMAMKW W KIUHWYECKM HEABHOWM MPUYMHOIN
CUHKOMe.

JKI-mapkepbl ABNAOTCA KNOYEBbIM 3BEHOM B ia-
rHoctuke Cb, oHWM MoryT HOCUTb npexopAwWwmuiA unu
NOCTOSAHHBIN XapaKTep TUMUYHOI 3neBaLun cermeHTa
ST B npaBbix rpyAHbIX OTBeAeHUsX. BTopoit KoHceH-
CYCHbIN JOKYMEHT yupeaun cnepyowme kputepun Cb,
npepcTaBaeHHoro Tpemsa Tunamu: tmn I — aneBauus
cermeHTa ST no Tuny «cBopaa» (covered-type) c aneBa-
uuen cermeHTa ST>2 MM B TOUYKe J C KOCOHUCXOAALMUM
cnajom 1 oTpuuatenbHoit T-sonHoi B npasbix (V,-V,)
rPyLHbIX oTBefeHusx; tun II npepcraBnser co6oii
anesauuio cermerta ST ceanoBupHoit hopmbl >1 MM
B TOYKe J C MONOXMTENbHOW MK AByxda3Hoin T-Bon-
Hoit u Tun III, npeacTaBnAowWMA 3neBaLmMa cermeHTa
ST nio6oit 13 BbllleyKa3aHHbIX GOPM B TeX e rpya-
HbIX 0TBefleHnAx <1 MM B Touke J. [pn 3TOM TONBKO
3KI tun I Cb umeeT nporHocTMYecKkoe 3HavyeHue ons
3Toro 3aboneBanus [14]. OAHAKO HEMOCTOSAHCTBO €ro
NposiBNeHNsA B psAe Cyyaes TpebyeT TecTa ¢ 6nokaro-
pamu Na*-kaHanos (cm. puc. 2).

«30N10TbIM CTAaHAAPTOM» B MPOBOKALMOHHOM TecTe
Ha BbiaBnenue IKI tuna I bpyrapa ssnsetcsa anma-
JIMH — aHTUapuUTMmUYeckuit npenapar IA knacca, 6no-
KaTop HaTpMeBbIX KaHanoB, B GONbLIE CTeNeHU npo-
soumpytowminn tun I KM bBpyraga, yem npokauHa-
mug [15]. AiManuH umeeT MHOXECTBO TOYEK Mpuo-
XEHUS, BKIOYAIOLWMX, KPOME HATPUEBbIX, TAKXKE Kanu-
eBble U KanbLyeBble KaHabl, @ TakKe KaHabl, He ume-
lolMe BONbTaXHOTO ceHcopa, T.e. K, [16]. Kom6u-
HaLWA HaTPUEBbIX U KaNbLiMeBbIX BAOKATOPOB MOXET
ObiTb 6onee 3tdeKTUBHA, YeM M30MpOBaHHas 6ro-
Kafa HaTpueBblX KaHanos B BbiaeneHun Cb [17]. Mpo-
KauHamup (aHanor — HoBOKaWHaMua) He obnagaer
BNMAHUEM HA KaNbLWEBbIE KaHaNbl U 3TUM MOXKET 00b-
ACHATLCA €ro MeHblas aKTUBHOCTb B OTHOLWEHUN f1a-
rHocTukun IKM-n3menenuit no tuny Cb [18].

B Hawei paboTe Mbl MCMONb30BaNU HOBOKaWHa-
MW, WWPOKO NPUMEHAEMbI [NA ANATHOCTUKM 3TOTO
cuHppoma B Poccuitckoit ®epepaumu, KOTOpbIA yCu-
aun anesaunio cermeHta ST u nepesen IKI-usme-
Henus Tuna II Bpyraga B Tun I [19]. OgHako npo6-
JIeMbl C OLLEHKOI pucka HeGnaronpuUATHbLIX UCXOA0B He
peLLaloTCcs ToNbKO Ha 0CHOBaHMUU Haxopok Ha KT [20].
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N//p.Val1324Gly

46 1.,
II KapauHanbHble 41, 30U(+), KA
KanoGbl 1 2

N//p.Val1324Gly
22 1., %anob Het

N//p.Val1324Gly
18 0., %anob Het

III

[ins Bepudukaumm reHesa cuukone y 6onbHbix ¢ IKM
tna I bpyraga v napoKkcu3ManbHbIMU TaXUKapAUAMHU
Heobxo4uMo NpoBoAUTL AuddepeHunanbHyo aua-
THOCTUKY NMPUYMH KPaTKOBPEMEHHOW NoTepu CO3Ha-
Hus. U xota I®UN ¢ NIKC xenynoukos He sBnsieTcs
nepBON NUHWER AMArHOCTUKM B MPOrHO3UPOBAHWUU
HebNaronpuATHLIX UCXO0B, UMEHHO B 3TOIl rpynne
NayueHTOB OHO MOXET OblTb pelwalowum B onpege-
NIeHUNU MOKa3aHUIN K JanbHenlen TaKTUKe BefeHus,
a MMEeHHO K MMNaHTaLuumn KapaosepTepa-aedubpun-
NIATOPa, ecNW NapoKCU3ManbHoe HapyleHue pUTMa,
BbifiB/IEHHOE BO Bpems IO, He MOXKeT GbITb OTHECEHO
K MPUYMHE 3TOTO CUHKONMe.

Ewe opguH Bonpoc TpebyeT 06CyKAEHUA: K KAaKOMY
BapUaHTy — K apuUTMUYECKOMY WM Baro-BasasbHOMY,
HepeAKOo BCTpeyawLemMycs y AaHHON! rpynnbl nayueH-
TOB, OTHOCUTCA CUHKONE?

TpapnumnonHo ana uHayuupyemoctn XKT npume-
Hsetca MIKC ¢ ncnonb3oBaHnem cepuu IKCTpaCcTUMy-
noB. Camo e KONMYeCTBO IKCTPACTUMYNIOB, UCMONb-
3yeMblX ANS OLEHKU MPOrpaMmMUpyemMoit CTUMYNALUM
B OTHOWeHMK ycTonunsoii XKT, 4O CerofHAWHEro gHs
He cornacoBaHo. Yem 6onblIee YUCII0 IKCTPACTUMYIOB
NPUMEHAETCS, TEM Bblle YYBCTBUTENbHOCTb MHAYKLNY
apuTMWUK, OAHAKO 3TO aCCOLMUPYETCA CO CHUXEHUEM
cneynduyHOCTU MeToa.

YyecteutensHocts MIKC B oTHOWeHMM 3anycka
ycTonunsoit MoHomoptdHoi T 3HauuTenbHo yBe-
JMYNBAETCA NpW [0OABAEHUM TPETLETO KENyAo4Ko-
BOTO 3KCTPACTMMyNa W 3HAuYMTeNbHO BO3pacTaeT npu
A06aBNEHUN [OMNONHUTENLHOTO YETBEPTOr0 3KCTpa-
CTUMyYNa UK NPU YacToit cTumynauuu. Mpu KOpOTKOM
6a30BOM LMKNE CTUMYNALUM MOXHO LOCTUYb UHAYK-
uun moHomopcHoi XKT GbicTpee, YeM Npu cTapTe OAu-
HouHbIM JKIC. Yem Gonee arpeccMBHO Mbl CTUMYJSIU-
pyem, Tem Gonee BeposaTeH Hecneuuduyeckuin OTBeT,
ocobeHHOo nonumopdHoi KT unu XK. B ocHoBHOM
nHaykuma OX TpebyeT Gonblue 3KCTPACTUMYNIOB,
HaHEeCEHHbIX C 60ee KOPOTKUM WHTEPBAJIOM cLienne-
HUA, 4eM MHAYKUKs ycToitumnBoit XKT.

3ayactylo npu NOMbITKE MHAYKLWAW YCTONYUBOI
MoHomopHoi KT MHAYKLWA noAnMopdHOI Taxmkap-
LMN MOXET paccMaTpuBaTbCA Kak Hecneuudbuyeckuii
oTtBeT. HeycToitumBas u yctoitymsas nonumopdHas
aputmus, Bkaoyas OX, moxer GbITb MHAYLUMpPOBAHA
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Puc. 8. PogocnoBHas
nauuenTa B. Mpo6aHg,
UMeILWMI KNMHUYECKNe
npossnenus Cb, otmeyeH
cTpenkoit. Hocutenn
MyTauui, He umMetoLne
KIMHUYECKUX NPOABAEHN
3a60M1eBaHus, NOKa3aHbl
3aLWTPUXOBAHHBIMM
CUMBONAMM

WKL, — umnnaHtupyembiit
KapauoBepTep-pedubpun-
NIATOP; H.T. — He TeCTUPOBAH;
JIOU - anekTpodusno-
NI0rMYecKoe UccnefoBaHue.
Hocutenu reteposurotHoit
myTaumum p.Vall324Gly B reHe
SCN5A noanucaHbl KpacHbIM
wpndToM.

Fig. 8. Pedigree

of the patient V. Proband
with clinical features

of BrS is marked by arrow
and closed symbol.
Phenotype-negative
mutations carriers are
shown with shaded
symbols

WKL - implantable cardio-
verterdefibrillator; H.T. - not
tested; I®U - positive PES
test. Heterozygous mutation
p.Val1324Gly in the SCN5A
gene is signed in red



KPATKWUE COOBLLEHUA

Jaxe y HopManbHbIX CyGbeKkToB 6e3 aHamHesa KT unu
0CTaHOBKM cepaua. Ho y 340poBbIx l0AeN Ans JOCTH-
XeHus Takoro 3 deKTa TpebyeTcs MHOXECTBO 3KCTpa-
CTUMYNOB, HAHECEHHbIX MPU KOPOTKOM UHTEpBane clie-
nneHus, 06bi4HO <180 Mc. TakuM 06pa3omM, y naymeH-
TOB 63 aHamMHe3a ycToiuuBbix KA cnepyet nsberatb
MHTepBana cuennexuns <180 mc.

Nupykuma noaumopdHoit KT/OXK y nauuenTos,
nepeHecwW X OCTaHOBKY CEpALa, MOXKeT UMEeTb UHOe
npumeHeHue. B cooTBeTcTBUM C 6alleCOBCKUM aHanu-
30M Gosee BepOSTHO, YTO 3TOT OTBET UMEET KIUHUYe-
CKO€ 3HayeHuWe B NONYNALMM NALUEHTOB C NOJ0OHBIMM
aputMuamu. [lpyrumu cnoBamu, Tak Kak OCTaHOBKA
cepaua MoXeT 6biTb MHULUMMPOBAHA noaUMopthHOM
Taxukapauen, uHaykuua nonumopdHon KT B nonyna-
LMW 3TUX NALMEHTOB MOXET ObITb 3HAYUMA (XOTS 3TO
¥ He [JOKa3aHo).

Muorue uccneposarenu nposogunu ION y nauu-
eHToB ¢ Cb. OHM ucnonb3oBanu pasinyHble NpoTo-
KOJbl, B 3aBUCMMOCTU OT NPeLNOYTEHN TE€X NN UHBIX
LeHTPOB, MO0 HAa OCHOBAHUW NEPCOHANbHBIX AaH-
HbIX NauueHTa. Pe3ynbrarbl 3TMX TeCTUPOBAHMIA NOKa-
3bIBatoT, 4To y naumeHToB ¢ Cb yawe nHpyumpyloTCca
apuTMumM, yem B oOweit nonynsuuu, gocturas 50%
B nonynauun nauueHtoB ¢ Cb. BonbWMHCTBO LeHT-
POB NpU UHAYKLUW XKU3HEYTPOXKAoWMX apuUTMUIA He
1Cnonb3yloT uHTepBan cuennenna <200 mc, Ana T0ro
yToObl M36exaTh HecneundUYECcKUX MKenynouKoBbIX
OTBETOB.

MpumeHss Gonee arpeccuBHblit npoTokon (Ao
4 Npex[eBpeMeHHbIX CTUMYNOB), YPOBEHb WHAY-
LMPYEMOCTU  XWU3HEYrpoXatwowmnx aputMuii - npu
OTCYTCTBMW CEpAEYHbIX aHOManuii, Kak noKasaHo
y P. Brugada u coast. (1984), coctaBnset <5% [21].
No3pHee B wuccneposaHuu cepun nauueHtos ¢ Cb
M. Gasparini u coaBT. nokasanu 85% WHAyUMpye-
MOCTb apUTMUIA B CPaBHEHWU C OTCYTCTBMEM WHLY-
LIMPOBAHHbIX apUTMUIA B KOHTPONbHOI rpynne, BOC-
npou3BogMMOoCTb  pesynbtatos IPU B TeyeHue
2 mec coctaBuna 82% [1]. B Heckonbkux ony6iu-
KOBaHHbIX uccnefoBaHuax u B peructpe FINGER
nofy4YeHHble pe3ynbTathl ObIM [OCTaTOYHO FOMO-
FeHHbl, C BbICOKMM YPOBHEM WHAYLMPYEMOCTU apuT-
MU y paHee CUMNTOMHbIX nauueHToB (70, 55 1 46%
COOTBETCTBEHHO) B CPaBHEHWUM C MPEeXAe acMMNTOM-
HbiMM nauueHTamu (35, 21 u 37% COOTBETCTBEHHO)
[7,22,23].

Bce nonyyeHHble faHHble yKa3blBalOT Ha TO, YTO
nauueHtsl ¢ Cb MMelT YHUKaNbHbLIA 3NeKTPUYECKNit
cy6CTpaT, KOTOpbIii MOXET 3amnyckaTbCsl 3NeKTpuye-
CKOW CTUMYAALMEN, HE3aBUCMMO OT HANU4uMa Wunu
OTCYTCTBMA cuMNTOMOB. bBonee TOro, BepoATHOCTbH
3anycka cy6cTpara Bhbille Y MALMEHTOB C YXKe nepeHe-
CEeHHbIMU apUTMUYECKUMU COBBITUAMMU.

OueHka BAWAHMA CTUMYNALMOHHOTO NPOTOKONA
Ha ypoBeHb uHayuupyemoctn XT y naumenTos ¢ Cb
B CPaBHEHWM C KOHTPOJIbHOI Tpynnoi nayneHTos 6e3
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CTPYKTYpHOW 6ONe3Hu cepaua M OLEHKa CpeAHeBpe-
MeHHoit Bocnpoussopumoctn M3KC, nockonbky 3Tu
AaHHble MOTYT BHOCUTb BKJAf, B Jly4llee MOHWUMaHue
ponn NIKC Ha puck ctpatudukaumm npu Cb, Geina
npeactasneHa S.G. Priori u coasT. B 2000 r. [24].

WccnepoBarue Gbino nposefeHo y 21 mauuenTa,
8 (38%) 13 Hux umenu aHamHe3 cuHkone/BCC. CnoH-
TaHHbIA TUN (3neBaums cermenta ST >2 MM no Kpaii-
Heil Mepe B 2 U3 3 NpeKapAManbHbIX OTBEAEHNI) Gbln
oyeBupeH y 19 nauueHToB M npegnonarancs (ane-
Bauua ST <2 MM B npaBbix NpeKapAuanbHbIX 0TBEfe-
HUAX) y 2. TecT ¢ hnekauHuom (2 Mr/Kr BHYTPUBEHHO
B TeyeHne 10 MUH) 3HAYUTENbHO YBENMYMBAN 3NeBa-
umto cermeHTa ST y BCeX NALMEHTOB, TaK YTO [MATHO3
Obln BEepUULLMPOBAH Y BCEX NALMEHTOB, BKIIOYEHHBIX
B UCCNefjoBaHMe.

MyTauuu B reHe SCN5A 6b1nn MAEHTUDULMPOBAHBI
y 4 npobaHpoB (8/21, 38%). B koHTponbHyto rpynny
BOWWYM 25 NaLMeHTOB C y310Boii re-entry AB-Taxukap-
auven.

Mpotokon [3KC 3akniyanca B CTUMynALMM
ABYX oTfAenoB npasoro xenypouka (MX): Bepxywku
1 BbIXOAHOTO OTAENa — CuNoi Toka 5 MA u pauTens-
HOCTbIO UMnNynbca 2 Mc warom 10 Mc npu yBenuye-
HuM St Ha 30 mc ebiwe 3PN o 3 3kcTpacTumy-
nos (St,). KoweuHoit Toukoit MIKC 6bina nHaykuma
yctoitumsoit ®K/XKT unu Bocnpomssogumocts (Kak
MUHUMYM 5 3NU30[0B MOCNe NepBOro AoOKa3aTeNb-
CTBa — MOATBEPKAEHUSA) WHAOYKLMM ObICTPOW nonu-
MopdHoit HeycTornumsoit XKT (=6 komnnekcos u <30 ¢
npu AnuTenbHOCTM umukna 205-300 mc). Monumop-
¢u3m 6611 paccmoTpeH B 12 otBegeHuax KT, npea-
CTaBnAs pasnuyHyilo mopdonoruo komnnekca QRS.
MIKC Tpems 3kcTpacTMmMynamu 6bina BbINONHEHA
Y BCEX CUMMTOMHbLIX U Y 6 aCUMNTOMHbIX MaLUEHTOB,
B TO BpeMs KaK 2 3KCTpacTumyna Gblav nocnefosa-
TeNbHO MCMONb30BaHbI Y 6 aCUMNTOMHbIX NaLUEHTOB.
Mocne ny6auKaLum 3Toro NepBoro Matepuana aBTopbl
aKLeHTMpoBanu BHUMaHue Ha To, yto MIKC, BbINON-
HEHHOe TpeMs 3KCTPacTUMynamu, MOXeT NMPUBOAUTH
K HEOBOCHOBAHHO BbICOKOMY YPOBHIO MMMAAHTALUK
KapauoBepTepa-AedubpUANATOpa Yy acMMNTOMHbIX
nauueHTos [6].

HauGonbwei rpynnoit nauueHTOB, KOTOpble [0
CUX nop ObinM OMMcaHbl B NuTepatype, ABAfETCA
pernctp FINGER, Bknwovatowmit 1029 nauueHToB 13
11 pasnuuHbix LeHTpoB [23]. Kaxpblit LeHTp pabo-
Tan no cobcTeeHHoMmy npoTokony, xoTs IKI B oTHO-
WweHWn noctaHoBku auarHo3sa Cb knaccuduumposana
rpynna u3 5 akcneptos. B aTom peructpe co cpefHum
BpemeHeM HabniogeHus 32 mec (o1 14 fo 54) awua-
rHocTupoBanu 51 (5%) kapauanbHoe cobbiTue: 44 na-
LuMeHTa nepeHecin MoTMBMpOBaHHble wokn WK,
7 yMepaun BHe3anHo. YpoBeHb KapAananbHbiX COObITUM
B rof, coctaBun 7,7% y nauuentos ¢ aboptusHoii BCC,
1,9% - y nauueHToB c cuHkone u 0,5% — y acum-
NTOMHbIX MaynMeHToB. CUMNTOMbI U CMOHTAHHbIA TN I

KIUMHUYECKAA U 3KCNEPUMEHTAJIbHAA XUPYPTUA



CMHAPOM BPYTAJA: OT CUHKONE 10 UMNIAHTALUU KAPONOBEPTEPA-NEQUBPUIIATOPA o ——

Kl 6binM NpeauMKTOpamMu apuTMUYECKUX COOBITHIA,
B TO BpeMs Kak non, cemeliHbll aHamHe3 BCC, nnpy-
unpyemoctb XA Bo Bpems IPU wumenn meHblee
3HaueHue.

WNHTepecHo, uTo myTauuu B reHe SCN5A He aBns-
JIMCb NPEAUKTOPaMU apuUTMUYECKUX COBBITUIA. B yHU-
BApWAHTHOM aHanM3e nNauueHTbl C MONOXKUTENbHbIM
30U [n=137 (37%)] noka3anu 6onee KOPOTKOE BPEMS
L0 NEepBOT0 apUTMUYECKOro COObITUS B CpPaBHEHWUM
C nauneHTamu ¢ otpuuatensHbim IOU [n=232 (63%)],
KaK u yposeHb B TeyeHue roga — 1,1 npotus 0,4%
(p<0,05). MynbTMBapuaHTHbIA aHanW3 acMMNTOMHBIX
NalLMeHTOB MOKa3an OTCYTCTBME He3aBUCUMBIX Npej-
CKasaTtesnbHbIX 3HayeHuit gns IOUN (p<0,09), myxckoro
nona (p=0,42), cnoHtanHoro tuna I 3Kl (p=0,38)
u Bo3pacta (p=0,97). Takum o6pa3om, AN CUMATOM-
HbIX W ACUMNTOMHbIX MALWEHTOB AMarHocTuyeckas
3¢ eKTMBHOCTb NPOBOAMMBIX UCCNELOBAHUIT MOXKeET
MMEeTb pa3HOe 3HaYeHue.

B npyrom uccneposaHuu, nposegeHHom C. Gius-
tetto u coasT. (2009), apuTMuYecKue COOLITUA BCTpe-
TUAKCL y 9 mauueHToB B TeyeHue 30 mec Habnwope-
Hus (2,2 cobbiTus Ha 100 yenoseko-neT): y 3 (60%)
nayueHToB abopTUBHAA BHE3aNHas cMepTb, 5 (8,6%) —
¢ cuHkone, 1 (1%) — acuMnTOMHbI nauueHT. Mpeank-
TOpaMu CoBbITUI BbINYM TONLKO aHAMHE3 CUHKOMe UK
abopTMBHOIA BHe3anHoi cmepTu (p<0,02) 1 MHAYKLMUSA
npu nporpammHon ctumynauum (p<0,004) [22].

HecooTBeTcTBMe Mexay pe3ynbratamu, nosnyyeH-
HbIMW B UCCNELOBAHUAX, MOFYT OTHOCUTLCA K Pasnu-
UMAM B KpUTEPUAX BKJIOYEHUS NALMEHTOB, MHTEpnpe-
TaLuu TeCTOB, NPUMEHAEMbIX NPOTOKONOB UAU B NPO-
BefieHUM NoNyNALMOHHbIX uccnefoBaHuii. Kpome toro,
3TW laHHble HABOASAT Ha MbIC/Ib O TOM, YTO MPOBOAMMbIE
TeCTbl MOTYT UMeTb pPa3HOe [MarHocTMyeckoe 3Haye-
HUe [N CUMNTOMHBIX U aCUMNTOMHBIX NaLMEHTOB.

B 2011 r. P. Delise v coaBT. npeactaBuiu mHTe-
pecHblit nofxon K npo6nemMe Ha OCHOBAHUM [AHHBIX,
nosyyeHHbIx y 320 naunMeHToB U3 COBMECTHOrO nccne-
AoBaHus 5 ueHTpos B Utanuu. Bo Bpems HabnoaeHns
(meamaHa — 40 mec) 17 nayueHTOB UMenu Gonblune
apuTMuyeckue cobbitua (14 — peaHUMUpPOBaHHbIE OT
O, 3 cnyyas BCC). Bonbwine aputMuyeckue cobeiTus
pa3Buanch y 14% cybbeKkToB ¢ No3uTUBHbIM IDU, HU
y 04HOr0 C HeratueHbiM IOUN n y 5,3% cybbekTos 6e3
JON. Bce cobbiTiA BCTPeYanuch y NaLUeHTOB, y KOTO-
pbIX ObIIO KaK MUHUMYM 2 NOTEHLMANBHBIX pUCKa dak-
TOpa, B TOM 4YMCNe CUHKOMNE, ceMeiHblii aHamHe3 BCC
1 nonoxutensHolii IQN [25].

ABTOpbI MPEANnoXWUNN MCNoab30BaTh MyibTUNA-
pameTpuyeckuit noaxop (BKIYas CUHKONE, CeMeit-
Hblil aHamHe3 BCC u nonoxwutensHelit ION), ans Toro
4TOObl MAEHTUULMPOBATL TPYNNY NALMEHTOB BbICO-
Koro pucka. OHM NPULWNYU K 3aKMOYEHWUIO, YTO BbICO-
KWt pucK HebnaronpuaTHBIX MCXOZOB OblN y Nauu-
EHTOB CO CMOHTaHHbIM bpyraja-nattepHom Tuna I
Ha IJKI, a Takxe y Tex, KTo umen B aHamHese BCC

YanypHbix A.B., 3akns3bmunckas E.B. M

1 nonoxutensHelit IQU. OHM TakKe NpULLAN K BLIBOAY,
yto IOW npu NpuHATAM peleHns o6 MMRNAHTALUK
KapauoBepTepa-fedubpunnatopa 6610 NonesHo,
Korfia ero pesynbtatbl OLEHUBANM BMecTe C ApYrumu
thakTopamu pucka.

OTtpuuatenbHblii pesynstat IO (npu ncnonb3osa-
HUU arpeccMBHOrO MPOTOKO/A) MOXET ObiTb Nose3eH
npu peleHun o6 OTKase MMNAAHTMPOBATb Kapauo-
BepTep-nedudbpunnatTop. 310 noaxon 4pesBblyaiiHoO
WHTEPECEH, TaK KakK OH KOMOWHMpYeT Knaccuyeckue
obuwenpuHaTtele dakTopbl pucka Bmecte ¢ IPU kak
C MEeTofjoM, MOMOraloWMM B MPUHATUN KIMHUYECKOTO
peleHus.

NmeeTcs MHOrO [OKa3aTenbCTB TOrO, YTO Mauu-
eHTbl ¢ Cb uMeloT yHUKanbHbIN 3nekTpodusnonornye-
ckuit cy6eTpat. MHayumpyemMocTb apuTMuii ganeka ot
HOpMbI U AIBHO cneunduyHa ansa Hux. 0TBeT Ha pas-
JINYHbIE NeKapCTBEHHblE Mpenaparbl ACHO MNOKa3bl-
BAET, YTO OH OYEeHb cneuuduyeH u MOXeT BbITh Nose-
3eH npu cTpatudukauum pucka BCC nauneHTos.

bonee KopoTKkuit pedpakTepHblii Nepuoa, aHo-
ManbHaA MpPOAJOMKUTENbHOCTb MOTEHUWana pei-
CTBMA M PEnonsapu3alLuoHHble anbTepHaLuu — BOT
OCHOBHble MexaHW3Mbl, BAUAKOWME HA WHAYLMPY-
emoctb ®X vy naumentos ¢ Cb. B nccnepoBaHum
N. Sugi n coast. (2010) [26] nHayunpyemoctb ®XK
M3KC coctaBuna 100% y 60N1bHbLIX C NEPEHECEHHOI
0CTaHOBKOW cepaua, 82% — y NaLMEHTOB C CUH-
Kone B aHamHe3e n 80% — y aCMMNTOMHbIX nayu-
eHToB ¢ bpyrapa-natreprom I tna Ha 3KT. Maum-
€HTbl C MEANKAMEHTO3HO UHAYLMPOBaHHbIM bpyrapa-
naTTepHoM nokasanu uHpyumpyemocts ®X npu Bbi-
nonHenun NIKC Ha yposHe 77%, B TOM 4ucie Ha
thoHe npuema B-6n10KkaToOpoB.

BeposaTHOCTb MHAyKUMK YA MOXKHO MOLYyAMPOBaTb
MCMOb30BAHUEM PA3NINYHBIX QHTUAPUTMUYECKUX Npe-
napatoB. Micnonb3oBaHue U30MpoTepeHosa BO BpeMs
3O vnu cnoHTaHHO pa3BuBLIENCH apuUTMUK («K3aneK-
TPUYECKOrO WTOPMa») MPUBOAUT K MONHOMY NOAaB-
neHnio KA y 60NbWMHCTBA NALMEHTOB, B HAacTosLee
BpeMs U30MPOTEPEHON NPEANOXKEH 1S IeYEHNS ITUX
cuTyauuit [27]. HekoTopele rpynnbl uccnegoBatenen
npeanarany UCnonb30BaTb XUHUAWH ANs NpefoTBpa-
weHus XA, 0CHOBbIBasACb Ha OTBETE HA MPOrPaMMHYI0
KEeNYA0UYKOBYIO CTUMYNALMIO.

B. Belhassen u coast. (2004) uccnegosanu Bau-
AHMe XxuHuaMHa y 25 n3 38 naumeHtos ¢ Cb n nHpy-
uMpoBaHHoit aputmueit [28]. MpegoTspawerune XK
nocne HasHayeHUs XMHUAWHA ACCOLMMPOBANOCH
c otcytcTeuem XA npu nocnepyouem HabaofeHUM
[28]. Ha Haw B3rnapg, TOT (aKT, 4TO XUHUAUH MOXKET
MOAM(ULUPOBATL OCTPYID MHAYLUPYEMOCTb apUTMUIA,
VKa3blBaeT Ha Hanuuue npegonpegensiowero cy6-
cTpaTa ans 3anycka u nogaepxanusa OX. Takum obpa-
30M, IO sBnseTcs nonesHbIM CPeACcTBOM, TaK Kak
apuTMUs MOXeT ObiTb BOCMpOM3BELEHA MHAYKLMEN
¥ NoAaBieHa npenaparami.
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B nutepatype uMmetloTCs eAWUHUYHbIE MCCneno-
BaHus BbinonHeHus MIKC Ha doHe Gnokapbl Na*-
kaHanos. Tak, B uccnegosanum B.L. Nguyen u coasT.
(2014) B nonblTKe YBEAWUYUTb [AWUArHOCTUYECKYIO
3 deKTMBHOCTL TecTa Oblna nokasaHa WHAYKUUSA
nonumopcHoi BbicokouacToTHoi KT Ha doHe 6no-
kafbl Na*-kaHanoB y GOMbHbIX C [UHAMUYECKUMU
bpyraga-nofoGHEIMW  U3MeHeHUssMM cermeHTa ST
B NPaBbIX TPYAHbIX OTBeAEHUAX U GroKafbl NpaBoii
HOXKU myyka lMca, 4To yKasbiBaeT Ha (eHoTUNNYe-
CKyto reteporeHHocTb Cb [29].

Y nauueHTa U3 Hawero HabniodeHus npu [ocTa-
To4yHO KopoTkom IPT MK (180 mc) Ha ucxopHoM hoHe
nonumoptHas XT 6Obina MHAYUMpOBAHA nNpu arpec-
CMBHOM npoToKone cTumynsauun (St, 140 mc) n mak-
CUMaNbHO cOCTOANa U3 6 NOCNeAoBaTebHbIX KOM-
NNEKCOB, OTANYAIOWMXCA [PYT OT fpyra no aMnanuTyae,
NPOAOIKUTENLHOCTY U BEKTOPHOW HanpaBNeHHOCTU.
BHyTpUBEHHOE BBeAeHWe HOBOKaWHaMWUAa W3MEHUNO
KOH(MUIrypaLnio KOHEYHO YaCTU XeNyA04KOBOro KOM-
nnekca B NpaBblX CTaHAAPTHbIX OTBeAeHMsax u3 KT
tuna II bpyraga 8 3Kl Tuna I bpyraga v Bckpbino cy6-
cTpar atoro cuHapoma. Bo Bpema MIKC Ha 3Tom doHe
Tpems 3KcTpacTumynami npu St, 200 mc 6bina uHay-
uupoBaHa Heyctonuymusas nonumopdHas XT, cocros-
Was 13 9 KOMNIEKCOB C MHTepBanoM R—-R 236 mc (254
B MUHYTY) CO CMOHTAHHbIM KyNNPOBaHUEM, YTO B BbICO-
KOW CTeneHu oTpaxano ponb cybcTpata B MHAYKLMUM
aputMum [24].

Mbl Takxe paccmatpuBaem myTauuio B reHe SCN5A,
BbIAIBJIGHHYIO Y HALero nauueHTa, B Ka4yecTBe Hera-
TUBHOTO MPOrHOCTUYECKOro (aKTopa, yBennynBar-
LLero puck apuTMUYECKUX COObITUIA B [OATOCPOYHOI
nepcnekTuse. HecMoTpsA Ha To 4TO B Ny6AMKaLuMm faH-
Hbix peructpa FINGER, npegctaBneHHbix B 2010 r., He
VYCTaHOBMIEHO CBA3W Mexay MyTauuei B reHe SCN5A
W PUCKOM apuUTMUYECKMX COObITUI [23], Mbl cuuTaem
TaKkoe 3aK/iloyeHWe npeABapuUTENbHbIM W HYXAato-
WMMCS B YTOUHEHUN.

37a ny6nukaums [23] Bblwna 3a 5 neT 4O NosAB-
neHua nepsoro pykosoactBa ACMG (2015) [8] no
OLEHKe MNaToreHHOCTW reHeTUYECKUX BapUaHTOB,
¥ B Tpynny nauueHToB C MyTaLuaMK, BEPOATHee BCero,
BOLAW NALMEHTbI He TONbKO ¢ BapuaHtamu IV-V knac-
COB NaTOreHHOCTH, HO U HOCUTENU PefKUX BapUaHTOB
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I1T knacca (BapuaHTOB C HEM3BECTHbLIM KIMHUYECKUM
3Ha4YeHMeM), YTO MOITIO0 CMECTUTb OLeHKU JOCTOBEPHO-
cTu. MyTauuit B HacTosiLiee BpeMs U3BECTHO Gosblue,
u deHotTunuyeckme ocobenHoctn nauyuentoB c Cb
OMNMCaHbl CylecTBeHHO nonHee. Kpome TOro, BaXHbIM
AUMUTUPYIOWMUM (DAKTOPOM, BAUSIOWMM HA [LOCTOBEP-
HOCTb MOJIYYEHHbIX AAHHbIX, OCTAETCA OrpaHUYeHHbIi
CPOK [MHAMUYECKOro HabnaeHus (CpeaHunii cpok —
MeHee 3 neT), Tak kak Cb — 3abonesaHue, nposBns-
lolyeecs NpeuMyLLeCTBEHHO BO B3POC/NOM BO3pacTe,
1 MOJIOAble NaLMeHTbl — HOCUTENU MyTaLMit MOMN He
AOCTUYb BO3PACTA KIMHUYECKO MaHUbecTalmum 3a60-
neBaHus (35-45 ner).

K HacToslwemMy BpemeHU cyliecTBYeT MHOTO [aH-
HbIX, YKa3blBAIOWMNX HA TO, YTO FEHOTUM-NO3UTUBHbIE
nauueHTsl ¢ bpyraga-nattepHoM U MyTaLMAMU B reHe
SCN5A umetoT 6Gosee BbICOKWI PUCK apUTMUYECKUX
cobbiTuit [30].

3aknioyeHue

B HacToswem KnuMHMYecKOM ciyyae Mbl MocTa-
panucb NpeAcTaBUTb BCECTOPOHHWIA aHanW3 3Tanos
o6cnenoBaHus 6ONLHOMO C ApUTMUYECKUM aHAMHe-
30M TaxMKapauu M He CBA3AHHBIMU C HUM peLunan-
BUpYIOWMUMKU CUHKONe, TpaH3uTopHoi JKI-kapTuHoin
Cb tna LnonoxutenbHbIM reHeTUYEeCKUM TeCcTUpo-
BaHueM n otBeTom Ha [MIKC.

MyxumHbl ¢ aHomansHbiMu 3KI, npepcrasns-
ownmn T Cb, ¢ nepeHeceHHbIMM paHee cuHKOMe
MAEHTUhULMPYIOTCA KaK MaLWeHTbl BbICOKOTO pUCKa
B oTHoweHun BCC.

Ponb 3®U B npefckasaHum apuTMUYECKUX COObI-
™y nauueHtoB ¢ Cb Bce ewe npoTuBOpeynBa
W HYXJaeTcs B fonosHuTensHoin Banupaumu. Cyuwe-
CTBylOWME PYKOBOACTBA, B ToM uyucne EBponeickoe
pykoBoacTBo 2022 r. [5], B OTHOWeEHWUKU CTpaTUdH-
Kauum pucka npu Cb Toxe HyXK[AlOTCA B YTOUHEHUU.
Hanpumep, B coBpeMeHHbIX peKOMeH[ALUMAX reHeTu-
yeckoe TeCTMpoBaHue (MOMCK MyTaLuii B reHe SCN5A)
OTHeceHo K I knaccy nokasaHuit (ypoBeHb JoKasa-
TenbHocTM (). OAHaKo B pa3BEpHYTOM anroputMme
BefeHus nauneHtoB ¢ Cb nonoxutensHole 1 oTpuua-
TenbHble pe3ynbTaTbl FeHETUYECKOro TeCTUPOBaHMUSA
BOOOLUE He HaLWIM CBOEro oTpaxeHus [5].
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