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PE3HOME

Ha ceroaHsLHMA feHb HAKOMMEHO A0CTaTO4HOE KOMWUYECTBO AaH-
HbIX O NpUpoAe 3a60/1eBaHNiA, CONPSKEHHbIX C PUCKOM BHE3arHOol
cmepTh. T1oKa3aHo, Y4TO MHOrMEe W3 HWUX TEHETUYECKN AETEPMUHMPO-
BaHbl, a 3TO NpeACTaBNAET 0COOYH0 ONACHOCTb, TAK Kak nof yrpo3oi
Haxo0ANTCA He TONbKO 60NBbHOM, Y KOTOPOro BbISBMAN 3a60NeBaHME, HO
1 ero neTu 1 6nn3kne poaCcTBEHHUKMW. Takne 3a60/16BaHNS PeaKo Bbl-
ABNAIOTCA B 0ObIYHON KNMHUYECKON NPAKTUKE, U BONbHbIE YMUPAIOT,
Kak NpaBuno, He B CMeLnani3npoBaHHbIX CTaL1oHapax, a A0Ma Ui Ha
YAWLE, 1 Bpady NONUKAMHUKNA UnKu 6purage CKOpon NOMOLLM OCTaeTCs
KOHCTaTUpOBaTh CMEpPTb.

Kapanonoru, Hepeako, 06pallatoT BHWMAHWE TOMbKO Ha MepBble
CUMNTOMbI 3a60/16BaHNSA, NPEX/E BCEr0 CUHKOME W NPUCTYMbl CEpA-
LLe6GMEeHNs, HO TaKXKe HEepeaKo NepBbIM U MOCAEAHUM NPOSBNEHUEM
3a00neBaHNs CTAHOBMTCS BHE3amnHas CMepTb.

CoBpemMeHHas KNNHNYECKON MeanLInHa BblAENseT psaj, 3abonesaHuii
1 CUHAPOMOB, TECHO aCCOLMUPOBAHHBIX C BLICOKAM PUCKOM BHE3an-
HOW CMEepTK B MONOJOM BO3pacTe. K HUM OTHOCUTCS U OAHO U3 Hau-
6onee «3arafioyHbIx» 3abonesaHnit — cunapom bpyrana (Cb).

Knto4eBble cnoBa: cuHapom bpyrasa, BHe3anHas cMepTb, naroreHe-
TUHECKNE ACTIEKTHI
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ABSTRACT

To date, there is a sufficient amount of data on the nature of diseases
associated with the risk of sudden death. It is shown that many of them
are genetically determined, and this is particularly dangerous, since not
only the patient who has been diagnosed with the disease, but also his
children and close relatives are at risk. Such diseases are rarely detected
in normal clinical practice, and patients die, as a rule, not in specialized
hospitals, but at home or on the street, and the doctor of the polyclinic or
the ambulance crew remains to state the death. Cardiologists often pay
attention only to the first symptoms of the disease, primarily syncope and
palpitations, but also often the first and last manifestation of the disease is
sudden death. Modern clinical medicine identifies a number of diseases
and syndromes that are closely associated with a high risk of sudden
death at a young age. These include one of the most «mysterious»
diseases — Brugada syndrome (SB).
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BBEJJEHUE.

BHe3anHas cepAeyHasn cMepTb 3aHUMAeT OAHO M3 BEAyLIMX MeCT
B CTPYKTYpE Kak OOLLel, Tak W KapAavuoBacKyNspHOA CMEPTHOCTU.
OAHOM M3 U3BECTHBIX MPUYMH BHE3AMHON CepLevHON CMEePTHOCTU

NPENMYLLECTBEHHO Y MOMOABIX MYXXYUH ABNSETCA CUHAPOM bpyra-
Aa. Cunppom bpyraga — 310 3/110Ka4eCTBEHHbIA KIIMHWUKO-3/1eKTPO-
rpadgouyecKmini apUTMIUYECKNIA CUHAPOM, KOTOPBIA XapakTepusyeTcs
anesauuen cermeHta ST B npasbix NpeacepaHbIx oTBefeHusx (V1-
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CUVIHOPOM BPYIALA
BRUGADA SYNDROME

V3), 6n1okagoi npaBoi HOXKM ny4ka Mca Ha IKI 1 NposBAAIOLLMA-
Cs B BUAE PeunanBMpyoLLmMx 06MOPOKOB UK 3N3040B BHE3AMHOIA
CEepleYyHON CMepTW BCNEACTBME MONUMOPMHONA Kenyao4KoBOiA
TaxuKapauu unu pUePUNNALMKN XeNyao4KkoB y nuy 6e3 opraHuye-
CKUX W3MEHEeHWI B ceppue. PacnpocTpaHeHHOCTb 3TOr0 CUHAPOM
cocTaenser 4-12% Bcex BHe3anHbIx cmepten n 20% cmepTen y
NaLMeHTOB CO CTPYKTYPHO HOpManbHbIM cepauem [1,2]. B ctpaHax
HOro-Bocto4Hoi A3uu 4actoTa BCTpevyaeMocTu cuHapoma bpyraga
coctasnsiet 15 cnyyaes Ha 10 000, B 3anagHbIx cTpaHax —oT 1 4o 5
cnyyaes Ha 10 000 [3] ny myx4uH B 8-10 pas BblLLE, YEM Y XKEHLLMH.
CpepHuin Bo3pacT coctasnseT okoso 40 net [4].

FEHETUYECKWUE OCHOBbI

Cungpom bpyraga sBNSETCS reHeTU4eCKN AeTePMUHUPOBAHHBIM
W HacneayeTcs No ayTOCOMHO-AOMWUHAHTHOMY Tuny. Hanbonee ya-
CTOM NpUYUHON ABNsAeTCA MyTauus B reHe SCNSA Ha KOPOTKOM nneye
3-en xpomocombl 3p21-24. NMoMUMO 3TOr0, HA CErofHALIHWA LeHb
W3BECTHbI APYrie FeHbl, MyTaUus KOTOPbIX MOXET npusecti Kk Gb
(SCN5A, GPD1L, SCN1B, SCN2B, SCN3B, RANGRF, SLMAP, KCNE3,
KCNJ8, HCN4, KCNE5, KCND3, CACNA1C, CACNB2B, CACNA2D1 1
TRPM4), kogupytoLme cy6beuHuLbl CepAeYHbIX HATPUEBBIX, Kanu-
€BbIX 11 KanbLMeBbIX KaHano.. [pn aTOM NO JaHHbIM HEKOTOPbIX UC-
Cnefi0BaHUM TONbKO 0KOM0 30% NaLMEHTOB UMEOT MyTaLuio B reHe
SCNb5A, BCe OCTanbHble MyTauuu B reHax, OnpeaeneHHble nyTem
FEHETUYECKOr0 aHanu3a u 0TBETCTBEHHbIE 3a pa3suTue Cb BbisBNE-
Hbl B 5 % cny4aes [5]. [aHHble MyTaLun NPUBOLAT K HApYLUEHUO
BXOALLEr0 HaTPMEBOro UM KarnbLWeBOro TOKa, NGO YBENMYeHNe
BbIXOZSALLEro KanneBoro ToKa.

1. MYTALWI, BbI3bIBAOLLME HAPYLIEHWNE ®YHKLN TOKA
IOHOB HATPIA

['eH, KOLMPYIOLLMIA CTPYKTYPY 6eika a-CyobeauHuLbl HaTPUEBbIX
kaHanos. lMpu myTtauum B reHe SCN5SA npomcxoanT yMeHbLUeHue
KOMMYECTBA UMW YCKOPEHWE WHAKTUBALMW HATPUEBbIX KaHanos B
KneTKax anukapaa npasoro Xenyaoyka. Ha fJaHHbIA MOMEHT onuca-
Ho 6onee 300 poacTBeHHbIX MyTaunidi B SCNSA, 4yTo cocTasnsieT no-
[aBnAoLLee 60/1bLLINHCTBO CNy4Yaes NOM0XNUTENbHbIX TeHOTUMOB [6].

HaiieH BTOpPOA NOKYC B 3-i XpOMOCOME, PacnofoxeH-
Hbil psgom ¢ SCN5A. TeH GPD1-L kommpyeT rnmuepon-3-
thocchatpernaporeHady 1tuna [7]. bbino ycTaHOBMEHO, Y4TO MY-
TaUun B JAHHOM FeHe NMPMBOJAT K HapYLUEHUD (DePMEHTATUBHON
AKTUBHOCTU W K YaCTUHHOMY CHWKEHUIO TOKOB MOHOB HaTpus.

Mytaumn B rese SCN1B, koampytowiem cy6beauHuuy Na 1
CepAeyHOro HaTpMeBOro KaHana TakXxe NPUBOAAT K HapyLIEHUIO
(pyHKLMM HATPUEBOrO KaHana.

SCN3B koaupyet cy6beamnHuLy Na 3 HaTpMeBOro KaHana cepj-
ua. Mytaums B 3TOM Cy6beAMHULE HApYLIAET BHYTPUKMETOYHbINA
TPAHCMOPT U 3KCNPECCUID HATPUEBbIX KAHANOB HA MOBEPXHOCTY
KNeTKU, NPUBOAUT K CHUXKEHMIO aKTUBHON MOLLLHOCTU HAaTPMEBOro
TOKa, YCKOPEHHOW MHAKTMBALMUM U 3aMEANEHN0 PeakTMBALMMN Ha-
TPUEBbIX KaHAMOB.

'en SCN2B koampyeT p2-cyobeanHuLy HaTpueBoro kaHana. Myta-
LS B TeHe NPUBOANUT K 3HAYNTENbHOMY CHUDKEHUMIO MIOTHOCTM TOKa
HaTpWst 3a CHET CHIKEHWS 3KCNPeccUn HaTpuesoro kaHana Na, 1.5 Ha
MOBEPXHOCTM KMETOK.

JTOT TeH KOAMPYeT HelpoHanbHbl HaTpuesblit kaHan Na,1.8.
Koakcnpeccns SCNSA-WT ¢ SCN10A npuBOAMT K 3HAYUTENbHOM
notepe (OYHKLMW UOHOB HATPUA B CepALe, 4TO Cnoco6CTBYET No-
ABNIEHNIO cMHApoma bpyrapa.

TpackpunumoHHbIi dpaktop HEY2 Tak »e accoummposaH ¢ Cb.

PKP2, koavpytownii [eCMOCOMHbIA 6GENoK NNakomuinmuH-2,
W3BECTEH KaK reH npefpacronoXxeHHOCTH K NpaBoXeny104KoBol
apUTMOreHHOI Kapauomunatun. MyTtauum B 3TOM reHe NpuBOAAT K
HapYLLEHWO 16CMOCOM 1 K noTepe (hyHKLMU HATPUEBbIX KaHaNOoB,

410 06Yycnasnueaet nosenexHune Cb.

RANGRF koaupyer MOG1 — 6enok, moaynupytowmit Na,1.5.
MucceHc-myTaumm B RANGRF cBs3aHa ¢ Cb, T.K npMBoANT K CHU-
)KEHWIO TOKA NOHOB HaTpMs.

MyTaumm B CcapkonemManbHOM MeMOpPaHOCBA3aHHOM 6enke
(SLMAP) (KoMnoHeHT T-Tpy604eK 1 capkonia3mMaTuyeckoro petu-
Kynyma) NoBpexXAaeT MHTerpasbHbIil MeMOpaHHbIil 6enok NaVv 1.5,
BbI3blBas TEM CaMbIM HapyLLeHWUEe DYHKLMN B NOHHBIX HATPUEBbIX
KaHanax

2. MYTAUWN, BbI3bIBAKOLLIME MOTEPH) ®YHKLWN TOKA
KANbLWEBOI0 KAHAINA

MyTtauum B rene CACNA1C, KOTOpbIN KOAUPYET a-CyObeanHuLy
MOTeHLMaN3aBMCUMbIX KaslbLMeBbIX KaHanos L-tuna, Ca, 1.2, acco-
LMMPOBaHbI ¢ 0fHOM 13 npuynH Cb [8].

YCKOpeHHas WMHaKTUBauUMa KanbUWUBbIX KaHanoB L-tuna u3-3a
myTtauum B CACNB2b, Kogupyowmm B-cy6beanmHuLy KanbLneso-
ro kasana, Ga 1.2, Ca B2 nexut B ocHoBe cuHapoma bpyrapa [9].
CACNA2D1 kopupyeT a2B-Cy6beauHuly noTeHUUan3asucuMoro
KanbLMeBOro KaHana, yMeHblLas KanbLMeBbIi TOK.

3. MYTAUWMIW, BbI3bIBAKOLWWE YCUNEHNE ®YHKLUWIA TOKOB
KAJMMEBOI0 KAHATA

MyTtaumum B reHe KCNE3 (MiRP2) 6b1n1 Take accoLMmMpoBaHbl
¢ cuHapomom bpyraga. MiRP2 mofynupyeT cepaeyHble Kanuesble
KaHanbl, BKNIOYatOLLMe >KenyaoykoBble TPAH3UTOPHbIE BbIXOASA-
lne Kanuesble TOKNW (I ) N MEANEHHO aKTUBUPYEMbIIA KanueBblil
KaHan 3afiepXxaHHoro BbinpamneHus (1, .). Ko-akcnpeceus myTtauni
KCNE3 ¢ WT-KCND3 npuBoANT K YCUNEHMIO (PYHKLWK KanueBbIX
KaHasnoB 1 yckopeHHoii kuHetuke |, .[10]

KCND3 koaupyer K 4.3, a-cy6beauHuuy |, -kanana. Mytauus 8
KCND3 BefieT K yBeNIMYEHUI0 TPAH3UTOPHOIO HAPY>XHOM0 KanuneBo-
ro T0Ka, accouunposanHoro ¢ Cb.[11]

Momumo Toro, 4To myTauus B reHe SCN1B, KoTopbIii KOaupYyeT
BcnomoraresnbHylo Na fB1- cyGbeauHuuy noTeHUMan3aBucumMoro
HaTPMEBOr0 KaHana, Kotopas NMpPUBOAMT K YMEHbLUEHWIO HaTpue-
BOr0 TOKA, MOXET TaKXKe YBENN4NBaTb TPAH3UTOPHbIA HAPYXKHbIi
kanuesbld TOK (I, ), koraa umeetcs ko-akcnpeccus ¢ WT-KCND3.

Mytauuu B KCNJ8, kogupytowmit Kir6.1, npuBoasT K YCUNEHUIO
(yHKUMn AT®-3aBUCMbIX KannesbiX kaHanax (I , ,..), KoTopble
MPN HOPMOKCUYECKUX YCIIOBMSAX 3aKPbIThbl. 3TO NPUBOAUT K aKLIEH-
Tyauun noteHuuana AencTeuns, a Takxxe K Aenpeccumn nnato, npu-
BOAALLE K 0aHOMY 13 ddeHoTMnoB Cb.

4) ppyrue reHeTUYecKue BapuaHTbl

VIOHHbI KaHan ¢ TPaH3WUTOPHbIM PeLenTOpHbIM MOTEHUWaNoM
menactatuHoBoro 6enka 4 (TRPM4), koaupytowwmii akTMBMPO-
BaHHbI KanbLWem HECENeKTMBHbIA KaTMOHHbIA KaHan. MyTauun
TRPM4, Bbi3blBatoLLMe KaK YCUNEHNe, TaK 1 NOTePto PYHKLUMUMN Ka-
Hana, 6binu cesidaHbl ¢ Cb.

NATOMEHETU4ECKWE OCOBEHHOCTU PA3BUTUA
BbiensioT [1Be OCHOBHbIE MMMNOTE3bl, KOTOPbIE UTPAIOT BAXKHYIO
pofb B MaToreHese cuHapoma bpyrapa:

1) TMNOTE3A PENOMSAPUIALINN

OHa yTBepX[JaeT, YTO HaNN4Me TPaHCMYPATbHOTO rpagmeHTa Ha-
NPSHKEHUA B PE3YNbTaTe reTepOreHHoN NPoSOMKUTENLHOCTU NOTEH-
Li1ana Ha cybanukapamansHble/cy63HA0KapaNabHbIE 30HbI MUOKAP-
Aia NpaBoro Xenyao4ka (HepaBHoMepHoOCTb Mexay |, 1 |, ) npusoauT
K HapyLUEHWIO PenonsapusaLnn 1 Co3LaeT TpaHCMypanbHYyH aucnep-
CUI0 PENnonspu3auum, Bbi3bieas nogbem cermenta ST [12].

2) TMMOTE3A OENONIAPU3ALUNN

B ee OCHOBE NEXWT HapylleHue MPOBOAUMOCTU B BbIXOAHOM
TpakTe NpaBoro Xenynoyka, Kotopas NpUBOAUT K 3reBaLum Cer-
meHTa ST B NpasbIX rPyAHbIX 0TBEAeHUAX. [12]

1131



EBPA3VIVICKUI KAPOWOIIOMMYECKU XKYPHATT
EURASIAN HEART JOURNAL

CUHPOM BPYTAQIA

BHyTpeHHSst HEOAHOPOAHOCTb

\LINa’ ICa

VI, LT

to® “Kr’ K-ATP> “CI(Ca)

i

cl(ca)
T ducnepcum nonspuaawnm

TpaHcmypanbHas

I MoTeps «cBoAa»
M/ B anukapae

JdnukapavanbHag .-

|

<> Wntepsan QT
T CermeHt ST

<— OkcTpacuctona A

50
........ > anukapa 1 ’M\.\N\N\MNVN.\I\NI\MN mv

KT/OXK (re-entry) <

PucyHok 1. Mexanuam pa3ssutua XXT/®X npu cunppome bpyrapa

MyTaumn B reHax, KOOUPYHOLMX Pas3fiMyHble WOHHbLIE KaHarbl,
NPUBOAAT K W3MEHEHWO UX (DYHKLMOHWPOBAHWUS: M3MEHEHMs B
CKOPOCTW aKTUBALMW WNU MHaKTMBALUMK 6eNKOBbIX CyObeguHuL
TPAHCMeMOpPaHHbIX GENKOB WMOHHbIX KaHanoB MPUBOAWT K Hapy-
LUIEHNIO MOHHOro TpaHcnopta. OCHOBHbIM MEXaHU3MOM Pa3BUTUS
aputMuii npu Cb ABRSETCA CHUXEHWEe CYMMApHOr0 HaTpUeBoro
TOKa |, U1 Kanuumuesoro Toka |, 4epes MOHHbIE KaHasbl W yBe-
J'IVI‘-IBHVIe BHELUHUX Kanuesblx TOKOB Bntosarowmx |, 1 |
unu | . GHXeHUe NNOTHOCTW HaTPUEBLIX KaHaNoB N0 OTHOLLEHWtO
K MIOTHOCTW TPaH3UTOPHOTO HApYXXHOrO Kannesoro Toka I, npu-
BOANT K NMpPeXJeBPeMEHHON Penonsapu3aumuy 1 KopoTKoMy MoTeH-
Unany AeicTBUS B SnuKaphe, TOrha Kak B 3HOOKapAe Aenonsipu-
3auns NPOTeKaeT HOPMasbHO, TO €CTb JHAOKAPA UMEET 60SbLUYH
ANUTENbHOCTb NOTEHUMaNa AeNCTBUSA N0 CPABHEHWIO C ANUKAPAOM.
AKuUeHTYyaumus noTeHunana AencTBUs NPUBOAUT K NOLbEMY CErMeH-
Ta ST, 4TO B KOHEYHOM UTOre Cnoco6CTBYET MOTEpe Kynona no-
TeHUWana AeicTBuUs B aNuKapae npaBoro »enypoyka. loteps Ky-
Mnona BbI3bIBAET TPAHCMYPAnbHYIO U dNUKApAWANbHYO AMCTEPCUto
penonapusaumn. TpaHcmypanbHas AMCNepcus cnocobCTBYeT pa3Bu-
THIO dneBaunn cermenta ST 1 (HOPMUPOBAHMIO YA3BUMOTO «OKHA».
dnnkapauanbHas AMCNEpCKs MPUBOAUT K Pa3BUTMIO BTOPOM hasbl
— re-entry, KOTOpas NPOBOLMPYET Pa3BUTUE IKCTPACMCTOSbI, Nona-
[aloLLeil B yA3BMMOE «0KHO>» 1 UHAyumMpyoLLyto XKT/®X (puc. 1).

KNNHUYECKAS XAPAKTEPUCTUKA U AWATHOCTUKA

Hanuyne knuuuku npu Cb 3aBMCUT OT CTeNeHW HapyLleHus
(PYHKLMN HATpUEBbLIX KaHanoBs: Npu MOBPEXOeHUM MeHee 25%
KaHanoB CUMNTOMAaTMKa OTCYTCTBYET, JKI-U3MEHEHNA W KNUHK-
4eckas KapTuHa Habn4arTcs Nocne NPOBEAEHUS NIEKaPCTBEHHOI
Harpy304Hoi Npobbl, Npu NoBpexaeHun 6onee 25% HaTpueBbIX
KaHarnoB pUCK BHEe3arnHoii cepae4Hoi cmepTu Bo3pacTaet [13,14].

Cb nposBnseTcs CMHKONANBHLIMU COCTOSHUSMU U 3MU304aMK
KMWHUYECKOA CMEepPTM, KOTOpble pa3BuBatoTCA Ha dooHe XKT/OXK
NPeuMyLLeCTBEHHO B HOYHOE BpeMs [15]. B 67% cry4aeB KnHU-
Yeckas KapTuHa MOXET npoTekarb 6eccuMmnToMHO [16], YactoTa
BO3HWKHOBEHMS apUTMUI 1 BHE3aMHOW CepAe4HON CMEPTH Y TaKUX
nauueHtos coctasnsna ot 0,8% go 1,0% 8 roa [17,18].

My>XX4uHbI MMEIOT TEHLEHUMIO K Haubonee 4acToMy pasBuTUIO
ApUTMWIA, YEM JKEHLUMHbI, U OEMOHCTPUPYIOT HebNaronpusTHbIN
nporHo3. imeetcs cBA3b MexAy YPOBHEM TECTOCTEpPOHA U BO3-
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HUKHOBEHWNEeM apuTMuyeckoro cuHgpoma npu Cb. beino BbisBne-
HO, 4TO Y MY>X4UH ¢ Cb KOHLeHTpaumsa TecTocTepoHa Bbiwwe.[19] Mo
JaHHbIM JpYruX UCCnesoBaHnii yCTaHOBNEHO, YTO B HOYHOE BPEMS
YBEJIMYMBALTCA BbICOTA CErMeHTa ST Y MYXX4WH, KOTa ypOBEHb Te-
CTOCTEPOHA B CbIBOPOTKE KPOBY NOBbILLEH. [20]

WHorga npuctynbl Xenyno4koBbix aputmuid npu Gb moryT npo-
BOLMPOBATLCA NPUEMOM aNIKOrons 1 IMX0PagKomM.

JWATHOCTUYECKUE KPUTEPUWN Cb OCHOBbLIBAHOTCA

HA CNEQYHOLLUX MAPAMETPAX

Hann4ne TMNNYHbIX n3meHeHnin IKI

CuHapom Bpyraga cneayet 3anofo3putb y NUL ¢ NO6GbIM 13
CNneayoLWwmx NposBNEHNit:

« PeunaunsupytoLLme CUHKONaNbHbIE COCTOAHMS

» QubpUNNALNS XKeNyno4kos

« [TonumopdHas XenyLo4KoBas Taxnkapans

« BHe3anHas cepAeqHo-cocyancTas CMepTb

» Hanuyme BHe3anHom cepaeyHoii cepae4Ho-CoCyaNCTON CMepTK
B CEMbe

Ha 9K y nauueHTOB HabMIOAAITCA XapaKTepHble W3MeHeHUs:
anesaums cermeHTta ST B npasbIx rpyaHbIX oTBeaeHmnsax (V1-V3),
6nokaga npaBoi HOXKKM ny4ka [mca, XXT n ©XK, ykopodeHue 1H-
Tepana QT B pe3ynbTaTe YMEHbLUEHUS BTOPOIi (pa3bl TpaHCMEM-
6paHHOro noTeHumana 4encTeus B anukapae.

OMNCBIBAKOT 3 TUMA 3KI-U3MEHEHWIA NPU CB:

Tun 1 xapakTepusyetcs nogbeMom cermeHta ST >2 MM no Tuny
csoga «coved type» ¢ nocnefytowen oTpuuaTesbHON T-BOSTHON.
Hanuyne csopyatoit KoHgurypaunu cermeHta ST npeobnagaet
npu cuMNTOMHbIX popmax Cb [21].

Tun 2 Takxe xapakTepuayetcsa anesauneinn ST, Hanuyuem nosno-
XKUTENBHOrO Unun AByxdasHoro 3yéua T. CermeHT ST npuobpeTaeTt
ceanosuaHyto opmy «saddle-back type», KoTopas yalle BCTpe-
yaetca npu 6eccuMnToMHbIX hopmax Cb.

Tun 3 xapakTepuayetcs anesaumeli cermeHta ST meHee 1 MM,
cefnosnaHoin «saddle-back type» KoH(urypaumen.

[ns NOBbILLEHNUS AMarHocTU4eckomn 3Haqumoctit IKI ncnonbay-
t0T BbICOKME (Ha 1-2 MexXpe6epbs Bbllle) Npasble rPyAHbIe 0TBe-
JIeHNs, TEM CaMbIM NOBbILLAs YyBCTBUTENbHOCTL KT ANs BbisfBNE-
HUA dheHoTuna cuHapoma bpyraga (puc. 2).

B HekoTOpbIX cnyyasx Cb MMeeT CKpbITOe TeYeHUe U XapakTep-
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PucyHok 2. 3KI'-BapuanTbl cuHapoma bpyraaa

Hble ang cuHapoma KT -u3ameHeHus He 06HapyxuBarTca. [ns ero
BbISIBIEHWNA MCNONb3YIOT (DAPMaKkonornieckne M Harpy30o4Hble
TecTbl. [Tpy Npo6e ¢ PM3NYECKOil Harpy3Koi, a TakXKe NeKapCTBeH-
HOM Mpo6bl ¢ cuMmnaToMumeTukamn IKI-nposBneHus CMHApoma
bpyraga ymeHbLiatoTcs.

[Mpn ncnonb3oBaHUM hapMakosIorm4eckoi Harpy304Ho| Npoobl
C aHTUapuTMmyeckumu npenaparamu IA knacca - 610Kkatopami Ha-
TPUEBbIX KaHANOB (HOBOKauHamug (npokamHamug) — 10 mr/kr 3a
10 MuH B/B, alManuH B 103e 1 Mr/Kr B Te4eHue 5 MuHyT B/B unu 400
Mr nepopanbHo) [22] nponcxoaut yeunerue IKM-usmeHeHni. Je-
KapcTBeHHas npo6a BbI3bIBAET NOAbEM cermeHTa ST unm yeunnea-
eT YXKe UMetoLLytocs anesauuio. MauneHtam ¢ nepebim TUnom IKI
AnarHocTuyeckune npo6bbl He nposoaatcs [23]. [ins nauueHToB co
BTOPbIM 1 TPeTbM Tunom KT NpOBOAAT NPOBOKALMOHHYIO NMPOBy
Ons sepudukaumm guardHosa. Mpoba cHUTaeTCA NONOXKMUTENLHON
npu Npeo6pasoBaHuK BTOPOro uiu Tpetbero Tuna IKM-usmeHeHni
B NEpPBbIN TUMN, U NPU LOCTUXEHUM J-BONHOI amMnnuTyabl 6onee 2
MM B NpaBbIX FPYLHbIX 0TBeLeHUsX. Npoba c4UTaeTcss COMHUTENb-
HOI Npu u3MeHeHuUu Tpetbero Tuna 3KI Ha BTOpon [24].

CTPATUDUKALIUA PUCKA
CTpatndukaums pucka CBOLMTCA K NPOrHO3MPOBAHWUIO BO3-
HUKHOBEHUA XKENy[04KOBbIX apuUTMUA U BHE3anHoi CepaevHon
cMepTu. MauneHTbl, UMEeLOLLNe KNUHIYECKNE NPOsSBNeHUs B 60/b-
LLe CTeMneHu NofBEeP>KeHbl PUCKY BHE3AMHON CepaevyHONn CMepTu
W HY)XX[I0TCA B UMNNAHTaLMs KapanoBepTepa-aedoubpunnaropa.
BblgenstoT cnegytoLume KIMHUYecKne, axokapauorpacuyeckue,
3N1eKTPOKapAMorpachmyeckme 1 anekTpoU3N0NIornyeckne map-
Kepbl, KOTOPble GbIN NPELIOXKEHbI B Ka4eCTBE (PAKTOPOB pucKa:
 CnoHTaHHbIN Tun -1 3KI-u3meHeHnii [25]
» CuMHKONasbHble cOCTOAHNA BeneacTeue XT/MXK B aHaMHese
[26]
« [lepeHeceHHas KNUHNYecKas cMepTb
» 3aukcupoBaHHas XT/OX
» Ho4HOe aroHanbHoe fbixaHue
» BapnabenbHoCTb amnnnTyLbl 3yéua T [27]
» KopoTkui »enyao4koBbli pedppakTepHblii nepuog (< 200
mc) [17]
« OparmeHTMpoBaHHbIN QRS
» [nutenbHocTb QRS [28]
+ PaHHsag penonapusauum B HHKHE60KOBbIX 0TBeAeHUAX [29]
« YBenuyeHHbln HTepBan Tpeak-Tend kak Mapkep aucnepcun
penonsapusauum [30]
» CHuxeHue QT / RR-BapuabensHocTh [31]
* YBenuyeHue BbICOTbI ST BO BpeMs BOCCTaHOBJIEHWA nocre
(huanyeckoir Harpyskm [32]
» PanHee BOCCTaHOBNEHWe CEPAEYHOrO pUTMA MOCNe Harpy-
304HbIX TeCTOB [33]
» Hanu4ue BbicTynatowlein S-BosiHbl B 0TBeAeHUN | [34]

TEPANEBTUYECKUE NOAXO0Abl

CvHapom bpyraga — 3T0 HacneAcTBeHHOe 3ab0neBaHue, 04-
HaKO ero TeyeHue Takxe MOABEPXEHO MOAM-PUUMPYLLAM BO3-
JeNCTBNAM BHeLLHei cpeapl. MT03TOMy 4pe3BblYaiHO BaXXHOW 3a-
[layeil ABNSETCA CBOEBPEMEHHOE MHMOPMUPOBAHME GOMbHBLIX O
CpefoBbIX (hakTopax pUCKa XXenyao4KoBbIX COObITUI (MOBbILLEHNE
TemnepaTypbl Tena, napacumnatuyeckue BIUSHUSA, 6NOKada Ha-
TPMEBBLIX U KamnbLMeBbIX KaHanoB B pe3ynbTare npuema npruéma
ankorons u pafa NekapcTBeHHbIX npenaparos [35].

B ka4ecTBe Tepanuu nepeoin NHUM Ans neveHns 605bHbIX CUHAPO-
mMoM bpyraga ucnonb3yercs MMMiaHTauus kapauoseprepa-fedu-
6punngTopa C Lenblo NpodunakTMKM BHE3anHon cepaeyHoil CMepTm
Y JIUL, C BLICOKMM PUCKOM CEPAEYHO-COCYANCTBIX OCIOXHEHMIA [36].

®APMAKOTEPAIMNA

dapmakonornyeckass Tepanus HanpaeieHa Ha YCTpaHeHue
apUTMOreHHOro cybcTpaTa, KoTopas MOXET OblTb AOCTMrHYyTa
MOBbILLEHNMEM BHYTPEHHEr0 KanbLMEBOro TOKa C MCMOb30BaHM-
em [B-afpeHepruyeckmx npenaparoB UM MHrMGMTOPOB dhoco-
aunactepasbl Ill, MO0 yMeHbLUEHMEM BHELIHWUX TOKOB, BKNHOYas
)KENy[J04KOBbIE TPAH3UTOPHbIE BbIXOASLLME Kanuesble TOkM (Ito)
C NOMOLLbIO TAKOrO Mpenapara, Kak XUHUAWH. XUHWUAUH UCMONb-
3yeTcs B KayecTBe NPOCMNaKTMYECKOro CpeAcTBa y NaunUeHToB C
GeccumnTOMHbIMK (hopmamn CBb s NpodmnakTuku apuTmui.
MiccnenoBanus nokasanu, 4T0 XWHUAWH 3(PEKTUBEH B BOCCTa-
HOBNEHUM 3NMKAPAMANbHOr0 Kynona noTeHumana aecTans 1 Hop-
manu3auuu cermenta ST, 4To NpeaoTBpaLLAeT pa3BuTue 2-i asbl
re-entry v noAaBNfeT Kak CroHTaHHyto, Tak u XKT/®XX u moxer
6bITb UCMNONB30BAH, KaK J0MONHeHWe K Tepanuu nocne MK nnu B
Kayectse anbTepHatuebl K[ B cnyyasx, Korga OHO He NoKasaHo
UK ero npoBefieHne HeBO3MOXHO [37]. Takxe OblI0 OTMEYEHO,
4TO HM3KKe A03bl XxmHUanHa (300-600 mr) npegoTepallany aput-
MWYeCKMA cuHApoM y nauuenToB ¢ Cb B 85% cnyyaes [38].

AmunogapoH u B-6nokatopbl HeaddekTusHbl Npu Cb, a aHTn-
apuTMnyeckne npenapatbl knacca IC (Takue Kak donekamHug u
nponadeHoH) 1 npenaparbl Knacca A, Takue Kak npokauHammp,
NPOTMBOMNOKa3aHbl 13-3a WHAYLMPOBAHUS KUSHEYTPOXKAOLLNX
ApUTMWIA Y TAKMX NALMEHTOB.

VimetoTcs faHHble 06 3 eKTUBHOCTY 610KaTOPa KanbLWEBbIX
KaHanos - Genpuann, KOTOPblA UHIMOUPYET TPAH3UTOPHbIE Bbl-
XOAsLMe Kanuesble TOKK (Ito), yBenuymuBaeT TOK MOHOB HATpus
Yepes HaTpueBble KaHamnbl NPUBOAA K nojasnenunto XT/OX [39].
[ agpeHepruyeckuin npenapar, M30MpPOTEPEHOS, YBEMYMBAIOLLNIA
TOK Kanblms 4epe3 KanbLeBble KaHanbl L-Tuna, B KOMOMHALMK C
XUHWUOMHOM NOAABASAET BO3HUKHOBEHME PXK 11 HopManuayeT nofab-
em cermenTa ST.

B pekomeHpaumsx akcnepTtHoro KoHceHcyca HRS/EHRA/APHRS
130NPOTEPEHON NOKasaH nauneHtam ¢ Cb, nmetowmmn B aHamHe-
3€e Cnyyam «3neKTpuyeckoro wropma» (knacc lla) [36]. VHrnéuto-
pbl pocdroauacTepassbl Il — umMnocTason HopManu3yer anesauuio
cermeHta ST, yBenu4nBas TOK KanbLUUs U YMeHbLIAA TOK Kanus,
47O NpefoTBpaLyaet anu3ogsl ®XK y naumenTos ¢ Cb.

Takum 06pa3om, MeauKameHTO3Hble Noaxoapl K nedeHuo Cb
aKTUBHO pa3pabaTbiBatOTCH, HO OCTAtOTCA MNPOTUBOPEYMBBLIMN.
Y6eauTeNibHbIX COrnacoBaHHbIX AaHHbIX 32 3(H(HEKTUBHOCTb Ka-
KNX-nn60 NeKapCcTBEHHbIX NPenaparos B ANUTENbHOM NpefoTBpa-
LeHnn npuctynoB XKT/®XK B HacTosLLee BpeMs NPaKTUYECKN HeT.
B cBS131 C 3TUM ANS NaLMEHTOB C BbICOKUM puckom BCC meTogom
NeYeHns, yBenNYUBaLOLLMM NPOAOIKUTENBHOCTb XXN3HK, ABNAETCS
UMMaHTauua KapanosepTepa-aedonépunnsaropa.

CornacHo pekomeHgauUMsM 3KCMepTHOro KoHceHcyca HRS/
EHRA/APHRS no WMMJTAHTAUM KAPONOBEPTEPA-LE®U-
BPUNJIATOPA BbIaENsOT CReaytoLLne noKasaHms:
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1) PekomeHngyetca (Knacc I):

CumnToMHble nauueHTbl, umetowme Tun-1 3KI-u3meHeHui
(cnoHTaHHO unu nocne 610Kafbl HATPUEBBIX KAHATIOB), KIMHWUYE-
CKYI0 CMepTb B aHaMHe3e unu 3apernctpupoBaHHyro XXT/OXK

2) MoxeT 6bITb UCNONb30BaH (Knacc lla)

Y naumenToB ¢ nepsbiM TUNom IKI U3MEHEHUIA, ¥ KOTOPbIX Ha-
6110 A10TCA CMHKONANbHbIE COCTOSAHUSA BeneacTeue XT/OX

3) Moxet paccmatpumBatbes (knacc Ilb) y 6eccumMnToOMHbIX Na-
LIMEHTOB, NIEKAPCTBEHHO-MHAYLMPOBAHHbIM 1-bIM TUNOM KT

4) NK[ He nokasana (knacc Ill) y 6eccuMnTOMHbIX MauneHToB.

5) Umnnantauma VKL mMoXeT 6bITb pacCMOTPEHa B Clyyae WH-
ByKLmn XKT/®XX Bo Bpems BHyTpUcepaedHoro 3®N (knacc 11b)[37]

PAOVIOYACTOTHAA ABJTALINA

Abnaunsa anukapanabHbIX Y4aCTKOB paspyLUaeT KNeTkn ¢ Ham6o-
Nee BbIPAKEHHbIM NOTEHLMANIOM [e/iCTBUSA, OTBETCTBEHHbIE 3a Hapy-
LLIEHME penonapusaumn n NnpuBoAadALLMe K ase 2 re-entry, Hopmanu-
3yeT kapTuHy IKI y naumuenTtos ¢ Cb [36]. OnHako, aTa MeToauka B
HACTOALLee BPEMS UCMONb3YETCA JIULLb B HECKOMbKUX MEAULMHCKNX
LLeHTPaX, OTCYTCTBYET MHADOPMALMA O LONrOCPOYHHON 3dPeKTUBHO-
CTU 3TOV NPOLIEAYPbI, HET a[IEKBATHOW CTATUCTUKI OCIIOXHEHU.

BHYTPWUCEPLEYHOE 3JIEKTPODU3NOOTMYECKOE

NCCNEOOBAHUE (3®N1)

BHyTpucepaeyHoe 3P moxeT 6biTb PeKOMEHLOBAHO 1S CTpa-
Tdpukauum pucka BCC y 60nbHbIX cunapomom bpyrapa [41]. Pe-
KOMEHJI0BaHO BbINONHATL FEHETUYECKOE TECTUPOBAHME HA BPOX-
LeHHbI cHapomM bpyraza Bcem AeTaM 1 NOAPOCTKAaM NPU Hanmmynui
cneundmyecknx nameHeHuii KT, y KOTOPbIX MEKOTCS Takie OCHOB-
Hble dakTopbl pucka BCC, Kak anu3ofsl CUHKONE, CEpAeYHbIN apecT
B aHamHe3e, XKHP, cnyyan BCC B cembe (knacc Ib).

PEKOMEHOALW MO MPO®UNAKTINKE

BHE3AMHOW CEPAEYHON CMEPTH [42]

1) MauneHTam ¢ AnMarHo3om «cuHApom bpyraga», yCTaHOBNEH-
HbIM KMMHWUYECKN W/WAKU HA OCHOBAHWI MONEKYNSPHOrO aHanm3a,
UMEKOLLMM YKa3aHWs Ha 3NuU30[ CepAevyHOro apecra B aHaMHese
(ocHoBHOM hakTop pucka BCC), pekomeHAoBaHa WMNiaHTaUmus
VKL (knacc | B).

2) MauneHtam ¢ OuarHo3om «CUHApPoM bpyraga» ¢ ycTaHOBNeH-
HbiM paHee VKL v 4acTbiMyu ONpaBAaHHbIMU pa3psfamu nokasaHo
Ha3Ha4YeHWe XMHUAMHA W/UnKu NPoBeeHUe Paano4acToTHON abnsaLmumn
(knacc Ib).

3) MaumeHTam ¢ CUHApPOMOM bpyraja co CMOHTaHHbIM NOAb-
emom cermenTa ST B oTBeaeHMAX V1-V3, umerowmm ykasaHus B
AHAMHEe3e Ha 3nu30/pl CUHKOMNE (OCHOBHOM (hakTop pucka BCC)
1 BEPUMLMPOBAHHBIMW NPUYMHHBIMK MyTauusmi B reHe SCNBA,
pekomenfoBaHa umnnadtauna MKL (knacc lla C).

4) Y nauneHToB C NOLO3pPeHWeM Ha cuHapom bpyraga u ot-
cytcTBrem Ha IKI cnoHTaHHOro nogbema cermeHta ST B NpaBbiX
rPYOHbIX 0TBEEHNAX LieNIecoo6pa3Ho NpoBeaeHne NPOBOKALMOH-
HbIX (PapMaKoNornyeckmnx NPod ¢ 6noKaTopamm HaTPUEBLIX KaHa-
nos (dhnekanHug, HoBokauHammp) (knacc lla B).

5) UmnnanTauma MK nokasaHa nauueHTam ¢ cuHApoMoM bpy-
rafa 1 XOpOLNM (DYHKLMOHANTbHBIM CTaTycOM, 61aronpusiTHbIM
NPOrHO30M BbDKMBaHUA B Te4eHue 1 rofa u 6ornee, y KOTOPbIX
6bina Bepuduumposara XT, He NpuBeaLLas K 0CTaHOBKE cepped-
HO-cOCyancTON aeaTenbHocTH (knacc lla C).

6) MpoBeaeHne aHpokapamnanbHoro IO moxeT o6cyxaaTbes
ANs CTpaTMnKaLIMM pUCKa Y NaLMeHTOB ¢ CUHAPOMOM bpyraja co
CMOHTaHHbIM NogbemoM cermeHTa ST, 663 myTauuu B reHe SCNSA
N KaKnMx-nn6o KnuHuyeckux npossneHunin (knacc llib G).

7) bonbHbIM ¢ cMHgpoMoM bpyrafa npoTMBONOKa3aHO HasHa-
yeHue AAIT IC knacca (Bkntoyas donekamHug n nponadeHoH) u 1A

Knacca (Bknto4as npokamHamug u gusonupammp) (knacc i) [43]

3AKNHOYEHUE

Cunppom bpyraga 6bin1 U OCTaeTCs B ONPESESIEHHOM CMbIC/e
npo6nemoit COBPEMEHHOI apuTMONOrK, YTO CBSI3AHO He TOMb-
KO C TPYAHOCTAMM LUArHOCTUKW WU HELOCTaTO4HON CneLmtmnyHo-
CTb0 €ro NposiBIIEHUNA, HO U C BbICOKOW BEPOATHOCTHIO PA3BUTUSA
(haTanbHbIX apUTMWIA N BHE3AMHOA CMEPTU Y TaKUX NaLMEHTOB, a
TaKXXe OTCYTCTBUEM AOKAa3aHHbIX MOAX0A0B K UX NPOQUIAKTHKE.
Bce 910 3acTaBnser Bpayei-uccnefosatenein BCEro Mupa BecTu
MOUCKM MO BbISBEHWNIO TOYHbLIX NATOrEHETUHECKUX MEXaHU3MOB
pasBsuTus cuHLpoma bpyrana.
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CMMCOK COKPALLEEHWIA:

Cb — wHapom bpyraga, BCC — BHesanHas cepieyHas cmepTb,
KT — nonumopdHas xenynoykosas Taxukapans, CGCY — cuH-
Apom cnaboctu cmHycoBoro yana, AKIMMK — aputmoreHHas Kap-
Anomuonartus/gucnnasus npasoro xenyaoyka, LAT3 — cunapom
yanuHéHHoro uHTepsana QT Ttun 3, UKL — umnnaHTupyembli
Kapauoseptep-gedubpunnsarop, Y3M — ynbTpasBykoBoe uccne-
noBaHue, IO — 3Ha0KapAnanbHOe 3MeKTPOU3NONOrMYEcKoe
uccneposanue, HV nHTepean — wHTepBan mMexmay 3ybuamu fe-
nonspusauuu nyyka f'mca u xenyao4kos, AB — aTpuMOBEHTPUMKY-
nApHbIiA, PHA — pagmoyactotHas abnauns, O — dmbpunnaums
npeacepanii, ®XX — dnbpunnauma xenygoukos, KT — xeny-
[I04K0Bas TaxmMKapams.
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