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KJIMHWYECKUIA CNNYYAU CUHAPOMA BPYITAJA Y 5OJIbHOIO

C NOJIMMOP®HOMN XXENYAOYKOBON TAXUKAPOAVEN

XapbKOBCKUI HaLMOHaNbHbIA MeAULMHCKUA YyHUBepcuteT (r. XapbKoB)

*KYO3 XapbkoBcKasi ropoackas KiimnHudyeckasa 6onbHuua Ne 27

(r. XapbkoB)

OpaHo N3 BeoyLmMX NPMHYNH CMEPTHOCTU B PasBUThIX
CTpaHax Mu1pa sIBNsieTCs BHe3anHasi cepaeyHas cMepTb
(BCC). PacnpocTtpaHeHHocTb BCC  coctasnsier
15-20% OT BCEX HEHACW/IbCTBEHHbIX Clly4aeB CMEPTU
[1].

K 3aboneBaHuaM, acCOUMMPOBAHHbLIM C BbICOKMM
puckom BCC B MOnogom Bo3pacTe, OTHOCAT CUHAPOM
yonvHeHHoro wuHtepBana QT, apuTMOreHHyio Aguc-
naasuio NPaBoOro Xenygooyka, uanuonatndeckyio ¢u-
Opunnsaumio xenypoykos n ap. OgHum n3 Hanbornee
3HaYMMbIX 3ab60NeBaHMin B 3TOM Psay SBASETCHA CUH-
opowm bpyraga.

Cuvnpgpom Bpyrapa — aTo HacnenctseHHoe 3ab60-
nesaHue [4], obycnosneHHoe MmyTaumen reHa SCN5A,
PacnonNoOXeEHHOro B nieye p 3-1 XpOMOCOMbI, KOOVPYIO-
Lero 6MOCUHTE3 BENKOBLIX CYObeauHUL, a-HATPUEBbIX
KaHanoB kapauvomuoumToB. 3aboneBaHve UVMeEeT
ayTOCOMHO-O0MUHAHTHbIN TUM HacnegoBaHus. Myx-
YnHbl 6GonetoT B 8-10 pas yaule, Yem XeHLWmMHbl. Knn-
HUYeckMe nposiBneHus cuHgpoma bpyraga passu-
BaloTCA 0ObIMHO B Monomom Bo3pacte (30-40 ner).
Ha cerogHAWHUN OeHb M3BECTHbI OKOJIO MATWU FEHOB,
OTBETCTBEHHbIX 32 pa3BUTUE 3TOro 3aboneBaHus, My-
Tauus B IOOOM U3 HUX MOXET NPMBECTU K Pa3BUTUIO
3aboneBaHng. OgHako y 60bLUMHCTBA NAUMEHTOB re-
HeTuyeckas npupoaa cuHapoma bpyraga noka ewle He
nonaaeTcs oobsAcHeHuo [7, 10].

HecmoTps Ha TO, 4TO BO BCEM MUpeE OnyOIMKOBaHO
3HAUMTENbHOE KOJIMYECTBO Hay4dHbix padoT [9, 8, 12],
NMOCBSLLEHHbIX AAaHHOMY 3abofieBaHuio, AMarHocTuka
cnHapomMa bpyraga Bbi3biBaeT 3aTpyAHEHUS Y NMPaKTn-
KyloLMX Bpayeii. B YkpanHe numetoTcs nyb egUHNYHBIE
onucaHua cuHgpoma [2, 5], maneko He Bcerga no-
JIHOCTbIO OTpaXaloLme TUMUYHYIO KapTuHy 3abonesa-
Hus. Cungpom bpyrapa siBnsieTcs, Mo MHEHUIO MHOTUX
CcrneuuanmcToB, «OTBETCTBEHHbIM» 3a Bonee 4yem 50 %
BHe3anHbIX HEKOPOHAPOreHHbIX CMEPTEN B MOSOAOM
BO3pacTe.

BnepBble 3TO NOHATME NPEANOXMAN UCNaHO-6€enb-
rninckue kapamonorun — 6patbs MNeppo n Xocen bpyra-
naB 1992r. [6].

YacTtoTta BcTpevaemocTy cuHapoma bpyrana 6onee
HM3Kaa B 3anagHbiX cTpaHax (1-2 cnydaa Ha 10000

yenoeek) M noebiwaeTca B KOro-BocTouHo A3nm un
cTpaHax JanbHero Boctoka (B rog ot 4 oo 10 cnyyaeB
Ha 10000 xunTenent), B TOM unicne B Jlaoce — 1 cnyyar Ha
10000 xuTeneit; B Taunanae n Ha PunmnnuHax — 26-38
Ha 100000) [3].

KnuHuyeckasn kapTnHa 3aboneBaHus xapakrepusy-
€TCH YaCTbIM BO3HMKHOBEHMEM CUHKOMNE Ha GOHE npu-
CTYnoB xenynoykoson Taxmkapauu (XKT) n BCC, npen-
MYLLECTBEHHO BO CHE, & TaKXe OTCYTCTBMEM NPU3HAKOB
OpraHM4yeckoro NnopaxeHus Mruokapaa rnpu ayTorncun.

Bbligensior, no MeHblwen mepe, 9  KIMHUKO-
anekTpokapanorpadumnyecknx Gopm 1 BapuaHTOB CUH-
apoma bpyrapga [11].

OnuncaHue cnyyaeB oguarHocTukm cuHapoma bpyra-
ha B Nonynsiuvun, pasBuTUE OCOXHEHUN 1 CBA3AHHbLIN
¢ HumMmu puck BCC oeMOHCTpMpYIOT akTyanbHOCTb AaH-
HOro Bonpoca. B cBa3u ¢ aTnum, npeacraBnsgem BHMMa-
HUIO Bpayen KIIMHUYECKUIA Cyyai.

BonbHo! E. M. C., 36 net, goctaBneH B NpUEMHoe
otoeneHue XIF'KB Ne27 B ypreHTHOM nopsiake n3 goma
C >xanobamMy Ha 4YyBCTBO HEXBATKM BO3ayxa, YYBCTBO
yyaleHHoro cepauebuenus, obuyio cnabocTb.

M3 aHamMHe3a U3BECTHO, YTO AaHHble Xanoobl 60/b-
HOI OTMEYaEeT B TEYEHME HECKONbKUX NET, OAHaKO 3a
MeOVLIMHCKON MOMOLbID He obpaitanca. Mpuctynsl
KynMpoBaiMCb CaMOCTOSITENBHO B Nokoe. HacTtoswee
yXyALleHMEe OTMeYaeT C Beyepa obpalleHusi, Korga
nocne npmvema ankorons nosBUAUCH BblLLEONUCAHHbIE
Xanobbl, 6O/ILHON NOTEPSN CO3HaAHME NPOAOSIKUTENb-
HOCTbIO A0 5 MUHYT. PoacTBeHHMKaMn Obina Bbi3BaHa
Opuraga ckopoi meguumMHckon nomowm. Ha 3KI 3a-
dukcmposaHa nonumopdHas XT (puc. 1).

BonbHOMY OkazaHa NMOMOLLb Ha OOroCnUTanbHOM
aTtane (kopaapoH 150 mr B/B 60nt0cHO 1 300 mMr B/B
kanenbHo). C yueToM He3adhDEKTUBHOCTN MeMKAMEH-
TO3HOW nedpunbpunnaumm, 601bHOMY Oblna NpPoBeAeHa
kapanosepcus paspsgom 100 kx, nocne 4ero 6bin
BOCCTaHOBJ/IEH CUHYCOBbIA pUTM. BonbHOW focTaBneH
B NPUEMHOE oTAefieHne XapbkKOBCKOW rOPOACKON Kn-
HU4eckon 60bHNULLI Ne 27, rocnuTanvM3anpoBaH B 0Tae-
JIeHNe VHTEHCUBHOW Tepanun.

N3 aHamMHe3a XU3HW N3BECTHO, 4TO OTeL, 6ONIbHOro
ymep B Bo3pacTte 34 ner.
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Puc. 2. 9Kl Ha MOMeHT nepeBoAa 60/IbHOIO B KAapAUOJIOruyeckoe oTaesieHme.

Mpwn ocmoTpe cocTosiHme BONbHOrO cpeaHel cTene-
HW TskecTn. B codHaHun. MNMonoxeHne akTnBHoe. Tem-
nepartypa tena — 37,8°C. Koxa uuctas, bnenHas. Nepun-
depuyeckne nnmoaTmyeckue y3inbl He yBenmyeHol. Hag
NIErKNMK: NEPKYTOPHO — NErOYHOM 3BYK, ayCKybTaTMB-
HO — BE3UKYNSIPHOE AblxaHue. HYacToTa AbixaTesbHbIX
nsmxeHuin — 19 B 1 MuHyTy. paHmnLbl OTHOCUTENBLHOMN
CEepAeYHON TynoCTU He pacLlunpeHbl. TOHbI cepaua He-
CKOJIbKO MPUMYLLEHbI, PUTMUYHbI, Taxukapaua. ApTe-
pvansHoe aasnexue, 100/70 mm pT. cT. ApTepuasb-
Hoe naeneHue  100/70 MM pT. CT. HacToTa cepaeyHbix
cokpawteHmt 100 yoapos B 1 muHyTy. Mynsc 100 yoa-
poB B 1 MUHYTY. XnBOT MArknii, 6e3601e3HEHHbIN.
MeyeHb He yeenuyeHa. CumnTom [lacTepHaukoro
oTpuuaTenbHbii ¢ 06emx cTopoH. CTyn n MmoYencnycka-
Hue 6e3 ocobeHHocTel. MNepudepnyeckrx 0TEKOB HET.
B ycnoBuax otaeneHnss NHTEHCUBHOM Tepanuu 601b-
HOMY Oblna npogomkeHa NHPY3NSA aHTUAPUTMUYECKNX
npenaparos.

Mocne cTtabunmsaumm cocTosHUSA ANs fasnbHele-
ro obcnenoBaHus 1 nedeHns GONbHOW NepeBeneH B
KapAnonornyeckoe otaeneHune.

Mpn obcnepoBaHnm OONMBLHOMO B KJAMHUYECKOM
aHann3e KpoBW, MOYM MNATONIONMYECKUX WUIMEHEHWUM
HEe BbISIBNIEHO; B OMOXMMMYECKOM aHanmse kpoBu 6e3

naTtonornn; OUCIUMUAEMUN BbISIBIEHO He OblNO; npu
BbIMOJIHEHUN PEHTreHorpadun opraHoB rpyaHON KneT-
Kn 6e3 04aroBO-MHOUNLTPATUBHBLIX WU3MEHEHWUI; NOo
JaHHbIM axokapauorpadum cepaua y 60nbHOro Bu3ya-
NIN3MPOBaH Nponanc MUTPasIbHOro knanaHa 1 crteneHn
c peryprutaumein 1 ctenenu; Ha IKI: puTM CUHYCOBBIMN,
HenonHas 6nokaga nNpaBoKl HOXKM Mydyka [uca, Ko-
coHucxogswasa aneesaumsa cermenta ST 1 nHBepcus
3ybua T B nMpaBblX FPyAHbIX OTBEAEHUNAX, YOJIUHEHUE
mHTepBana PQ=0,26"" (puc. 2).

Mpn xontepoBckoM MoHuUTOpupoBaHun SKI pe-
rMcTpmpoBanachb Nulb peakas OAuHOYHAs MOHO-
MOpdHaa npaBoOXenyno4ykoBasi akcTpacuctonua. Hu
B XOO€ CYTO4YHOro MoHutopuposBaHusa OKI, Hu npu
BENIO3ProMeTpun He Gbl1I0 3aperMcTpUpPoOBaHO ULLIEMU-
YECKNX UBMEHEHUI.

MpunHUMas BO BHUMaHMe MONOA0M BO3pacT 60JIbHO-
ro, >xanobbl Ha HyBCTBO HEXBATKM BO34yXa, YyBCTBO y4a-
LLLEHHOro cepauebueHns, AaHHbIE aHaMHEe3a: noTeps
CO3HaHu4, CMepTb POACTBEHHMKA B MOJIOAOM BO3pac-
Te; 06bEKTMBHBIV CTaTyC: 616 AHOCTL KOXHbIX TOKPOBOB,
Hannume Taxmkapamm, cydbdebpunbHol TemnepaTypsbl;
M3MEHEHMS Ha 3NeKTpoKapanorpamMmme: HenonHas 6no-
Kaga npaBoOM HOXKM nyvka [nca, aneesaumsa cermeHTta
ST nnHBepcusa 3ybua T B NpaBbiX rPYAHbLIX OTBEAEHUSX,
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yojnHeHue nHtepeana PQ=0,26"", y 6onbHoro 6bin 3a-  kapanoBepTepa-gedubpunisatopa ¢ yY4ETOM Hannuums
nonospeH cuHapom Bpyraaa. y 60/IbHOI0 YrpOXaIOLLMX XMU3HW HAPYLLEHWUI pUTMA.
BonbHO Bbia HaNpaBeH Ha KOHCYLTaUMIO B «MH- 70T cnyyar obpatun Ha ceba BHMMaHue Gnaro-
CTUTYT OBLLEN 1 HEOTIOXHOM XMpyprum uM. B. T. 3ait-  [aps Hanu4mio y 60/1bHOro MOJIOLOro BO3pacTa Cnox-
uesa», rae emy 6bio MPOBEAEHO YpecnuiiesofHoe — HOTO HAPYWEHWs puTma B BuAe nonmmopgHoi XT,
aNeKkTPObU3NONOrMYECKOE NCCReaoBaHme, B xoae ko-  HE MOAAAIOIENCH MEANKAMEHTO3HOW KOppekunn; C
TOPOro 6bina MHAYLMpOBaHa XT. Hannumem mnameHeHnin Ha OKI nocne kapanosepcun.
MpoBefeHHbIe NCCNeaoBaHna No3BOAUAN CAenaThb YunTiBas peakyio BCTPEHaeMOCTb AAHHOTO CUHAPOMA

B KJIMHNYECKOW NPaKTUKE, C/IOXHOCTb NPOBEAEHUA ON-
BbIBOZ, O TOM, 4YTO Y OONIbHOrO MMEET MECTO CUHOPOM

arHOCTMYeCKMX npoueayp 1 OTCYTCTBME YETKUX anro-
Bpyraga 1 tuna.

PUTMOB BeAEHUS TakuX NALUUEHTOB, AAHHbIN KIIMHNYEC-
Ans sepudukaLm anariosa 6on1LHoMY 6bino pe: KWiA cnyydai 6yneT noneseH A5 03HaKOMJIEHUS Bpadam
KOMEHAO0BaHO 06paTUTbCs B CNeuvann3npoBaHHbIN PA3HbIX CMIELMANIBHOCTEIA.
MeLNKO-reHeTudeckuin ueHTp. [lMposeneHHoe Mone- MpencTtaeneHHoe HaGMIOLEHME — MOKA3aTeNbHO,
KYNIIPHO-TeHeTUYeCkoe UCCneloBaHNe MOATBEPAMIIO g MHEHWIO aBTOPOB, B ABYX acnekTax: BO-MEpBbIX, B
myTaumio reHa SCNSA. CBSI3M C BbICOKOI TOYHOCTbIO BepudbUKaLmMm amarHo3a
Ona  panbHedwero  neveHust  GONbHOW  Ha-  (moaTBepPXAEH B MeOMKO-reHeTMYeCKOM LieHTpe); BO-
npaeneH B «/IHCTUTYT oO6LWEl W HEOTNOXHONW XU-  BTOPbIX — B CBA3M C HEMPOCTOMN AOPOroM K MOCTAHOBKE
pyprum wum. B. T. 3anuesa» Ans uMnAaHTaumm  3TOro auarHosa.
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KJIIHIYHUA BUNAAOK CUHAPOMY BPYFAOA Y XBOPOro 3 NMoOJIIMOP®HOIO LUJYHOYKOBOIO
TAXIKAPAIEIO

KpaguyH . I., JlomakiHa O. B., Koxxun M. |., NawrTiaHi P. B., MonoTarin . I'.

Pe3lome. MaTepian BuknageHo Ha Npukagi kniHivHOro BUnaaKy. Y yonosika 36 poki OyB AiarHOCTOBAHUIA CUH-
npom bpyrana. Onuc Bunagkis aiarHOCTMku cuHapomy bpyraga B nonynsuii, pPO3BUTOK YCKIaAHEHb i MOB’A3aHUN
3 HUMU PU3KK PanToBOi CEPLEBOi CMEPTi AEMOHCTPYIOTb akTyasibHICTb 4AaHOrO NUTaHHA. Llei Bunagok 3sepHyB
Ha cebe yBary 3aBAsikv HasiBHOCTi Y XBOPOIro MOJIOJ0r0 BiKy CK/1aAHOMO NMOPYLUEHHS PUTMY Y BUSIAI NoniMopdHOi
LLTYHOYKOBOI Taxikapnii, ika He KOPUryeTbCa MeOMKAMEHTO3HO; 32 HasiBHICTIO 3MiH Ha eJfiekTpokapaiorpami nicng
KapaioBepcii. BpaxoBytoun He BUCOKY PO3MNOBCIOAXKEHICTb AAHON0 CUHAPOMY B KJTiHIYHIM NpakTuL,i, CKNaaHICTb NPo-
BeLEeHHA AiarHOCTUYHWX Npoueayp i BiACYTHICTb YiTKMX a/irOPUTMIB BEAEHHSA TakuX NaLIEHTIB, AaHNA KNiHIYHUT BU-
nagok 6yae KOPUCHUI Anst 03HANOMIIEHHS NiKapsiM Pi3HUX CnewjianbHOCTEN.

KniouoBi cnoBa: cuHapom bpyrana, noniMmopdHa LWnyHO4YKoBa Taxikapais.
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KJIMHUYECKUN CNTYHYA CUHOPOMA BEPYIFALA Y 5OJIbHOIMO C NOJIMMOP®HOMN XXEJTYA04YKOBOM
TAXUKAPOMUEN

KpaeuyH . I., JlomakuHa O. B., M. U. KoxuH, MawTnaum P. B., MonoTtarvd . T.

Pesiome. MaTepuan n3noxeH Ha NpMMepe KIMHUYECKOro cny4das. Y MyXduHbl 36 net 6bln AnarHoCTUPOBaH
cuHgpom Bpyraga. OnncaHme cnyyaeB omMarHOCTUKK cuHapoma bpyraga B nonynsumm, pasBute OCNOXHEHUIA 1
CBS13aHHbI C HUMW PUCK BHE3aMHOW CEPAEYHON CMEPTU AEMOHCTPUPYIOT akTyalbHOCTb JAHHOIrO BONpoca. IToT
cny4yaii obpatun Ha cebs BHMMaHWe Gnarogaps Hanuumio y 60/1bHOFO MOJIOA0r0 BO3pacTa C/I0XKHOIO HapyLLeHs
puTMa B BUAE NOIMMOPPHON Xenyno4koBOM Taxnkapanm, He noanalowenca MegnkaMeHTO3HOM KOPPEKLUMN; C Ha-
JINYMEM USMEHEHUI HA SNIEKTPOKAPAMOrpaMMe Noce KapanoBepcun. YunToiBasa peaKyto BCTPe4aeMoCTb JaHHOMO
cuHApOMa B KIIMHNYECKOW NpakTMKe, COXHOCTb NMPoBeaeHNs AMarHOCTUYECKNX NPOLIEAYP U OTCYTCTBUE HETKMX
anropuTMOB BEAEHUNS TAKNX MALMEHTOB, AAHHbBIN KIMHUYECKWIA Criydan 6yaeT noneseH 41 03HaKOMJIEHUSI BpadaMm
pasHbIX creunanbHOCTEN.

Kniouesble cnoBa: cnmHgpom bpyraga, nonmmopdHas Xenyao4kosas Taxmkapams.
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Clinical Case of Brugada Syndrome in Patient with Polymorphic Ventricular Tachycardia

Kravchun P., Lomakina O., Kozhyn M., Pashtiani R., Molotyagin D.

Abstract. Brugada syndrome is a disorder characterized by sudden death associated with one of several elec-
trocardiographic patterns. In the initial description of Brugada syndrome, the heart was reported to be structurally
normal, but this concept has been challenged. Subtle structural abnormalities in the right ventricular outflow tract
have been reported.

Brugada syndrome is genetically determined and has an autosomal dominant pattern of transmission in about
50 % of familial cases. Patients with Brugada syndrome are prone to develop ventricular tachyarrhythmias that may
lead to syncope, cardiac arrest, or sudden cardiac death. Infrahisian conduction delay and atrial fibrillation may also
be manifestations of the syndrome.

In parts of Asia (eg, the Philippines, Thailand, Japan), Brugada syndrome seems to be the most common cause
of natural death in men younger than 50 years. It is known as Lai Tai (Thailand), Bangungot (Philippines), and Pok-
kuri (Japan). In Northeast Thailand, the mortality rate from Lai Tai is approximately 30 cases per 100,000 population
per year.

About 5% of survivors of cardiac arrest have no clinically identified cardiac abnormality. About half of these
cases are thought to be due to Brugada syndrome.

Brugada syndrome is a cause of polymorphic ventricular tachycardia, which may degenerate into ventricular
fibrillation and cause cardiac arrest. Prolonged hypoxia during cardiac arrest may leave patients with neurologic se-
quelae. Implantable cardioverters-defibrillators are often used to treat patients with Brugada syndrome, exposing
them to complications related to device implantation and the potential for inappropriate shocks.

Material was based on the example of clinical case. A man of 36 was diagnosed Brugada syndrome.

36 years old man, was taken to the receiving department city clinical hospital Ne 27 in urgent order from home,
with complains of feeling short of breath, palpitations and general weakness.

Considering the young age of the patient, the complaints, personal and family history, loss of consciousness,
death of a relative at a young age; objective status: pale skin, the presence of tachycardia, low-grade temperature;
changesin the electrocardiogram: incomplete right bundle branch block, ST segment elevation and T wave inversion
in the right chest leads, lengthening the interval PQ=0. 26, the patient was suspected Brugada syndrome.

The patient was sent for consultation to the “Institute of General and Emergency Surgery “ where he was held
transesophageal electrophysiological study, during which ventricular tachycardia was induced.

The research led to the conclusion that the patient holds Brugada syndrome type 1.

To verify the diagnosis, the patient was advised to contact a qualified medical-genetic center. Molecular genetic
study confirmed the mutation of the gene SCN5A.

For further treatment, the patient is directed to the “Institute of General and Emergency Surgery “ forimplantation
of cardioverter-defibrillator based on the availability in the patient life-threatening arrhythmias.

The clinical case attracted attention. In young patient was presented difficult arrhythmia such as polymorphic
ventricular tachycardia which was refractory to medical correction, with the presence of changes like Brugad’s
syndrome on the electrocardiogram after cardioversion and complex diagnostic search.

Keywords: Brugada syndrome, polymorphic ventricular tachycardia.
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