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Cunopom bpyeada xapakmepusyemcsi 6He3aNHOU CMePMblo, ACCOUUUPOBAHHOU ¢ 00HUM u3 DKI-npose-
AeHUll, BKAYAWUX HenoaHyo 010Kkady npasoil Hoxcku nyuka luca u nodsem ceemenma ST 6 nepednux
epyoubix omeedenusx. I[lo DKI-kpumepusam evideasiom mpu muna cunopoma bpyeada. Cundpom Bpyeada
ABNACMCA 2eHeMUHeCKU 0eMePMUHUPOBAHHOU namono2uell U nepeoaemcs no aymocomMHO-00MUHAHNMHOMY
nymu Hacaedosanus npumepro 6 50% cemeiinvix cayuaes. Ilayuenmol ¢ cunopomom bpyeada nodeepicersi
BbICOKOMY PUCKY 8He3anHoll cepdeunoli cmepmu. Eduncmeennvim 0okasanHbim mMemooom npodhuraKkmuxu
Aensemes uMnAaHmayus Kkapouosepmepa-oehubpurramopa.

Kawuesvie caosa: cundpom bpyeada; namoghuzuonoeus, reuenue; umnianmupyemvle Kapouogepmepbl-
degpubpunnamopol (MK]).
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Brugada syndrome is characterized by sudden death associated with one of several ECG patterns including
incomplete right bundle-branch block and ST-segment elevation in the anterior precordial leads. According
to the ECG patterns there are three types of Brugada syndrome. Brugada syndrome is genetically determined
and has an autosomal dominant pattern of transmission in about 50% of familial cases. Nowadays implanta-
tion of cardioverter-defibrillator is the only proven method of sudden cardiac death prevention.
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BBegenue

C uHIpoM bpyrana xapakrtepusyeTcs BHe3aIlHOM
CMEpPThIO, ACCOLUMUPOBAHHON C OOHUM U3
OKI -niposiBneHnii, BKIIIOYAIOIINX HEIIOJHYIO 0JI0-
Kaay IpaBoii HOXKM Tyyka [ca u moabeM cermeH-
ta ST B mepeIHUX I'PYIHBIX OTBeAeHUIX. B cooTBeT-
crBun ¢ OKI-U3MeHEeHUSIMU BBIACISIOT TPU TUIIA
nmogbeMa cerMmeHTta S7 mpu cuHapome bpyraga
(puc. 1). Ilpu 1 Tumne ormeyaercsl BbIpaxKECHHbII
nomgbeM TOYKHM J, CBOgUYaTOe M3MEHEHUE CerMeHTa

ST u unBepcusi T-BoaHBI B oTBeneHMsIX V1 u V2.
[Tpu II Tume perucTpupyercs CeMTOBUIHBINA MOIb-
em cermenTa ST (6onee 1 mm). IIpu I1I Tume orme-
yaeTcd noabeMm cermeHTta S7 Menee 1 MM. B coort-
BETCTBMM C COMIACUTEIbHBIM JOKYMeHTOM I Tum
OKTI-usMeHeHu sBIAgEeTCS MoKa3aTeJbHbIM IS
BBICTAaBJICHUS AMArHo3a cuHapoM bpyrana [1, 2].

B nepBoHavyajibHOM COOOIIEHUU O CUHAPOME
bpyrana npuBeneHbl JaHHbIE O TOM, YTO CEpAlE
ObUIO CTPYKTYPHO HOPMaJIbHBIM, OJHAKO TOTOM
MpUBEACHHbIC JaHHbIC ObUIM OCIIOpEeHBbI. BbIsBiie-
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Puc. 1. Tpu Tina aaekTpokapauorpad®mIecKux M3MeHeHUI Tpu cuHapoMe bpyrama

Hbl HE3HAUYUTEJIbHbIE CTPYKTYpPHbIE W3MEHEHUS
B BBIBOJTHOM OT/EJIe IIPABOT0 XeIyI0ouKa.

CunnpoM bpyraga siBisieTcss TeHETUYECKU Jie-
TEepMUHUPOBAHHON IIaTOJIOTMEl M IIepemacTcs I10
ayTOCOMHO-JIOMMWHAHTHOMY MYyTU HacJieIO0BaHUsI
npuMepHoO B 50% ceMelHbBIX citydaeB. TUITMYHBIM
nalueHToM ¢ cuHapoMoM bpyrana sBiseTcs MoJo-
IOl MyX4yurHa O€3 COIYTCTBYIOIIECH MaTOJIOTHUU.
[Ipu oOmeM MegUIIMHCKOM OOCJIeNOBAaHMM U MC-
CJIeIOBAaHUU CEPIEUHO-COCYAUCTOM CUCTEMBI I1aTo-
JIorus He BoIsBIIsieTcs [3].

IMamuenTsl ¢ cunapomoM bpyraga momBepKeHbI
Pa3BUTHIO XKEJITYJIOUYKOBBIX TaXUAPUTMUM, KOTOpPbIE
MOTYT IPUBECTU K Pa3BUTHUIO CUHKOIIE, OCTAHOBKE
CEepIIEYHON NEeATEIbHOCTU M BHE3AITHON CEepAeYHOM
cMmepTtu [4]. MoryT TakKe BBISIBISITbCS 3aJepKKa
MH(PParucuaabHOIO MPOBeAeHUS U (UOPUIIISILISI
peacepaui.

[IpuMepHO v 5% NalKeHTOB, MEPEXUBIINX BHE-
3alHYI0 CEepICUYHYI0 CMEpPTh, HE OOHApPYXMBAIOTCS
Kakue-aIubo cepaedyHble aHoManuu. [lpumepHo
Y MOJIOBUHBI 3TUX IMALIMEHTOB IIPUUYMHON SIBISETCS
cunapoM bpyrana [5].

ITatoduznonorus

CunapoMm bpyraga sBisieTcsi mpuMepoM KaHa-
JIonmaThM, TO €CTh 3a0oJjieBaHUsI, OOYCIOBICHHOIO
U3MEHEHHBIMU TPaHCMEMOPaHHBIMU MOHHBIMU TO-
KaMHM, KOTOPOE Pean3yeTcs B SJIEKTPUIECKHUX OCO-
OCHHOCTSX MUOKapia, MPUBOISAIIMX K apUTMUU.
B 10—-30% cnyyaeB BBISBISIOT MyTallid TeHa
SCNSA, koaupyloliiero HatpueBbiid KaHain NaV1.5.
JaHHble MyTaluMu, KOTOpbIe MPUBOASIT K TOTEpe
(byHKIIMU, CHUXKAIOT HATPUEBBII TOK, OTBETCTBEH-
HbIi1 3a 0-10 (menonsipu3aius) U 1-10 (paHHsIsI perno-
Jisipusanust) ¢asbl MOTeHIIMa a 1eMCTBUSI.

CHIXeHME HATPMEBOTO TOKa TO-pa3HOMY IpO-
SIBJISIETCSI B 9HI0KApAUAIBHOM U 3MUKApIUATbHOM
CJI0SIX MMOKap/Ia IpaBoro Xenynouka. JlaHHbIe 13-
MEeHeHHUs JiexaT B ocHoBe DKI'- M KIMHUYECKUX
nposiBiIeHn cuaapoma bpyrana (puc. 2).

Ho cux mop ocraercsd MpeaMETOM AUCKYCCUI
TOYHBbIM MexaHuzM OKI-usmMeHeHUili U apuTMO-
reHesa npu cuHapome bpyrama. B ocHoBe Teopun
HapylIeHUs pernoyisipu3aluru JEeXUT TOT akT,
YTO Yy KJIETOK B3MUKapAuaIbHOro CJIos MUOKapaa
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Puc. 2. CxemaTuueckoe peacTaBJICHNEC UBMCHCHMA ITOTCHIIMAIa NEWCTBUS B MHOKapA€ ITpaBoro XKejaygodka rnpu ma-

Hudecranuu DKI-nposBrenuit cuHapoma bpyrana:

a — TIOTeHLMAJ IeMCTBUS B HOpME; 0 — TOTEHIIMAJ ACMCTBUS TIpU ceIoBUAHOM aedopMauuu ST—T;, ¢ — MOTEHIIMA ASUCTBUS TIPU CBOJI-
yaroit pedopmanuun ST—T; ¢ — NMoTeHUMANT ICUCTBUS MPU T'€TEPOreHHOM TMOTepe CBOAYATOCTH; 0 — TOTEHLIMAN JecTBUS BO 2-ii (ase

PUEHTPH;

OHIOO — SHZ[OKapZ[]/IaJTbHHﬁ cJioi MuUoxKapaa, 51 — SHI/IKapI[I/IaJTbHHﬁ [ (0)71 MUoOKapaa, MUI — CpCZ[HI/IVI [ (0)71 MUOKapaa (TaK Ha3bIBaEMbIi1

MUI-MUOKap/)

MPpaBoOTO KeayJouka MUMeeTcst 0oJiee BbIpaKeHHasi
3a3y0puHa MoTeHIIMaa AeMCTBUS, YeM B HAOKap-
IUATBHOM CJIOE. DTO, BEPOSITHO, CBA3AHO C OOJb-
IIMM BKJIQJOM CXOAALIEro Toka I, B moreHuman
JIEMCTBUS B SIIMKapAMaIbHOM ciioe [6].

CHuxeHue Toka Iy, ycunuBaeT JaHHbIE Pa3/iu-
Yusl, IPUBOAS K BOBHUKHOBEHUIO IPAJIUEHTA BOJIb-
TaXXHbIX 3HAYEHU I TTPU PENoJisipu3aluu U TMosiBie-
HUI0 u3MeHeHui Ha DKIT.

[Ipu OTHOCHUTENBHO HOPMAJIbLHOM BpPEMEHU pe-
TIOJISIPU3AIINK BOJIHBI 1 OCTaloTCsI HaIlpaBICHHBIMM
BBEPX, PUBOJIS K PA3BUTUIO CEVIOBUIHBIX U3MEHE-
Huii cermenTta ST (II uau I Tumn). Ipu Gosee Bbi-
paXkeHHBIX M3MEHEHMSIX DPerojisapu3aliiu, MPUBO-
JSIIIMX K MOSIBJICHUIO TpaJMeHTa pernoysipu3aliuu,
TIPOVCXOIUT MHBEPCHS BOJTH 1 ¥ TIOSIBIISIIOTCST CBOI -
yaTble u3MeHeHust cermeHTa S7T. U3MeHeHus pemno-
JIIPU3ALMU MOTYT CITOCOOCTBOBATh Pa3BUTHIO apHT-
MU 110 MEXaHWU3MY PUEHTPHU, Ha3BaHHBIX PUCHTPU

2-1i ¢pa3bl. KnmHuyecku JaHHbIE apUTMUU MPOSIB-
JISIIOTCSL Pa3BUTHEM KETYIOYKOBOM TaxXWKapaAuu
U GUOPWILISILIUY XKeJTyT0YKOB.

B ocHOBe anbrepHaTUBHON TUIOTE3BI O TIPUYM-
HaX HapylIeHMsI MPOLIeCCOB NENosipu3aliu,/mpo-
BEICHUS JIEKUT TIPEOITONIOXKEHNE, UYTO TUITMIHBIC
OKI'-usmeHeHus: npu cuHapoMe bpyraga MoxHO
O0BSICHUTh MEUIEHHBIM TTPOBEACHUEM HMITYJIbCOB
1 WX 3aIepXKKON B MHOKapHe MPaBOTo XeTymTodKa
(B 0COOEHHOCTU B BBIBOJHOM OT[EJ€ MPABOro Xke-
JIyIOUKa).

druonorus

Cunnpom bpyrama accormmupoBaH ¢ MyTallMsIMKI
BreHe SCNSA, npuuem onurcaHo okosio 300 mogo6-
HBIX MyTalluii. B ocHOBe pa3BUTHSI BApUaHTa CUH/I-
poma bpyrana iexar MyTalMu B IpyTHUX Te€Hax, KO-
nupylolmux ajabga-1 u 6era-2b cyoObeAMHULIBI Kalb-
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200 mc

Puc. 3. [TonrumopdHbIe KeTynouKoBbIe TaXMKapAuK Tipyu cuHapoMe bpyrana. [Tpu 3ToM BO3MOXKXHO pa3BUTHE TaK Ha-
3BIBAEMOTO «3JIEKTPUUYECKOTO IITOPMa» ¢ TpaHCchopMalneit B (GuOpUUISIINIO XKeTyT09KOB

mueBoro KaHana L-tunma (CACNA1IC u CACNB2)
[7]. ITpy maHHBIX MyTaLIMSIX PA3BUBAETCSI CUHAPOM,
MpOSIBSIOINICS TTogbeMoM cermeHTa ST B Tipe-
KapAWaJbHbIX OTBEAEHUSX, BHE3AIHOW CMEPTHIO
U yKopoueHueM nHTepBaia Q— 7. Myraluu B reHax
GPDI1L u SCN1B BbIsIBIIEHBI B HECKOJIBKMX CEME -
HBIX CJIydasix.

Bo MHOTrMX KJIMHUYECKUX CUTYALIMSIX TIPU CUHJI-
poMe bpyraga Moryt mosiBUTbCSI WU YCYTYOUThCS
OKTI'-u3ameHeHus: — K nmpumepy, npu hedpuibHOM
JINXOpAJIKe, TMIEePKAIMEMUU, TUMOKAIUEMUU, THU-
nepKaJblMeMUU, YITOTPeOJEHUU aKOTOJIsI UJIU KO-
KanHa, a TakKXke IIpu IIpUMEeHEeHUN JieKapcTB (0J10-
KaTOpPOB HATPUEBBIX KaHAJI0B, BarOTOHUYECKUX
npenaparoB, ajbdha-aapeHepruueckKux BelIeCTB,
0eTa-0JI0KaTOPOB, TETEPOLIMKIMNUYECKUX aHTUIC-
MPEeCCaHTOB 1 KOMOMHALIUI MTFOKO3bl M MHCYJIMHA).

15)10401 (Y0 () (YL
Mescoynapoonasa cmamucmuka

B wactu crpan Asum (HampumMep, Ha OUIUTIIN -
Hax, B Tamnange, Jnonuun) cunapom bpyraga siB-
JISIeTCsl HauboJiee YacTOW MPUIMHOMN €CTECTBEHHOM
cMepTu MoJioabix MyxKunH. OH n3BecTeH Kak LaiTai
(Taunannm), Bangugnot (®uaunmnuubsl) u Pokkuri
(Anonwmst). B ceBepo-BocTouHOil yactu TaumnaHna

neranbHOCTh OT LaiTai coctaBisier npumepHo 30 ciry-
yaeB Ha 100 000 HaceneHus B rog [8].

Pacoesas u noaoeasa npunat)ﬂeolcuocmb,
603pacmiHole ocobeHHOCMU

Cungpom bpyraga Hamboiiee pacrnpocTpaHeH
B Azun. JlaHHBI (haKT HE COBCEM ITOHSITEH, HO MOXKET
OBITh OOYC/IOBJIEH ITOCJIEIOBATEILHOCTHIO B IMPO-
motope reHa SCNSA, crienuduyHON M JIoAci
a3MaTCKOM pachl.

JlaHHBI CUHIPOM BCTpeYaeTcs y KEHIIWUH
B 8—10 pa3 yaiie, 4YeM y My>KU1H, XOTsI BEpOSITHOCTb
MMOJly4eHUsT MYTAaHTHOTO Te€Ha He pasjindyaercs IO
MoJIOBOMY TIpu3HaKky. I[leHeTpaHTHOCTb MyTalluu
Y MY>XYMH BO MHOTO pa3 BhIIIE, YeM Y KEHIIMH.

CunapoM bpyraga Hanbosee yacTo BCTpevaeTcst
y 300pOBbIX moaeli B Bo3pacTte 30—50 jeT, ogHako
UMEIOTCSI COOOIIEHUS O €T0 MPOSBICHUN B BO3pac-
Te oT 0 no 84 ner. CpenHuii BO3pacT BHE3aIHO
YMEpIIKUX NallMeHTOB cocTaBiisgeT 41 rom.

ITIpornos

ITpu cunnpome bpyrana pazBuBaroTcs HOIUMOPQD-
HbIE XKeJTyT0YKOBbIC TaAXUKAPAU, KOTOPbIE MOTYT Tie-
peiiT B GUOPMILISLIMIO XKeJIyI0YKOB 1 BbI3BaTh OC-
TaHOBKY cepJevyHoii aestenbHocTu (puc. 3) [9, 10].
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[unokcust Bo Bpemsi OCTAaHOBKU CEepIeUHO JIesITe ] b-
HOCTH MOXET MMETh HEeBPOJOTUYECKME TOCIEACT-
Bust. Yacto nmas jedeHus: cuHapoma bpyrama ma-
LUMEeHTaM HUMIUIAHTUPYIOT KapauoBepTephl-aehuo-
puisgTopbl (MKI), XOTS DaHHBI METOA U acco-
LIMMPOBAH C HEKOTOPBIMU OCJIOXKHEHUSIMU (MHDeKIr
JIoxa anmnapara, JioxxHble moxku MKJI) [11].

Anamue3s

CUHKOTIE U OCTAHOBKA CEPJEYHON AesiTeIbHOC-
TU SIBJISIIOTCSL HanboJjiee YaCTbIMM IPOSIBICHUSMU
cuHapoma bpyrana. Housto yeaoBeka MoTyT OecIio-
KOUTb KOIIMapHble CHOBUIeHUs. OMHAKO HEKOTO-
pble MalMeHTbl OCTAlIOTCsI OECCUMITTOMHBIMMU, a IU-
arHo3 cuHapoma bpyraga mpeanosiaraercsd Ha oc-
HoBaHuM pytuHHOi DKI (moasem cermeHta ST
B oTBeAeHusIx V1-3).

Yacto B aHaMHe3e BbISIBJISIIOT BHE3AITHYIO Cep-
JIEYHYI0O CMEpTb, OJHAKO CUHAPOM MOXET pa3Bu-
BaThCs criopaguuecku. [IpuMepHo y 20% narnueHToB
B KaueCTBE COMYTCTBYIOLIEH apUTMUN MOXET BbIsIB-
JISThCS (PUOPMIUISILIMS IIPEACePAniA, a TAKXKE JUarHo-
ctupoBaThcsi AB-y3noBasi pueHTpu Taxukapaus [12].

Bo MHorux ciyyasix ocTaHOBKa CEepAeUYHON Jesi-
TEJIbHOCTU MTPOUCXOJUT BO CHE WJIW COCTOSIHUM TIO-
kos1. Ciyyau pa3BuTus cuHapoma bpyrana mpu du-
3UYECKOI Harpy3ke oueHb peaku. CoodIaercs, 4To
JINXOpajJKa MOXET WHIYLHMPOBaTh WIU YCYTyOUTh
KJIMHWYECKME MPOsIBJIeHUs cuHIpoMa bpyrana.

ITpoapomanbHbIe SIBIEHUS 4YaCTO OTCYTCTBOBAIN
y MalMEeHTOB C JOKYMEHTUPOBAHHOU (hrOpUISII-
el 3KeJTyTI0YKOB B Ka4eCTBe MPUYMHBI cuHKoI1e [13].

®usukanpHoe 00caET0BaHAE

dusukanbHoe 00CeA0BaHNWE Yy TMalMEHTOB
¢ cuHapoMoM bpyraga oObIYHO JaeT HOpMajbHbIe
pe3yabrathl. TeM He MeHee OHO HEeOoOXOIUMO [JIs
UCKJIIOUEHMUST IPYTUX BO3MOXKHBIX MPUYMH CUHKOIIE
WJIA OCTAaHOBKYW CEPIACYHON MeATETbHOCTU TIPU OT-
CYTCTBUU MOATBEPXKIACHHBIX COIMYTCTBYIOIIMNX 3200~
JieBaHU# (TUrepTpoUUYecKoil KapaAMOMMUOIaTUKU
WY KJTaTlaHHBIX TIOPOKOB CEPIIIa).

MuddepennuanbHas JHarH0CTHKA

HuddepeHiimaibHasl AUarHOCTUKA OCTaHOBKU
CepIEYHON NeaTeIbHOCTU Y allueHTa 0e3 COMyTCT-
BYIOIIIMX 3a00JieBaHWI pa3jWyHa, HO BKIIOYAET
WILIEMMUIO MMOKapaa Mo MpUYMHE aTepocKiepo3a
WIM aHOMaJIMM KOPOHApHbBIX apTepuUil, TUIEepTPO-
(buyeckyo KapaIMOMHMOMATHUIO, KaTeXOJaMUHEPIH-

YECKYIO MTOJMMOPMHYIO XKeJTyT0YKOBYIO TaXUKapInIO,
CUHIIPOM YIJIMHEHHOTro nHTepBana Q— 7T 1 apuTMO-
TeHHYIO JMCIIIa3uI0 MPaBoOro Xejaynouka. MHorue
3a00J1eBaHMsI MOTYT OBITh AU depeHIMpOoBaHbl Ha
OCHOBaHUU aHaMHe3a U (pU3MKaJIbHOTO 00Ce10Ba-
Hus. OgHaKo MHOraa TpebyeTcsl MpoBeleHue 10-
MOJHUTEIbHBIX UCCIIETOBAHUM.

BapuanTtel nuddepeHIMaNIbHOr0 JIMarHosa
nombema cerMeHTa S7 B IpaBbIX IpeKapauaabHbIX
OTBEJCHUSIX:

— aTUIM4Has 0J10Kada IpaBoil HOXKKM Mmydka liica;

— runepTpodusi JEBOTO KEMYA0UKa;

— paHHSIS penosipyu3alius;

— OCTpBIA NEPUKAPIUT;

— OCTpasi ullleMusi MUOKapaa Uiu UH(apKT;

— cteHokapaus [IpuHiimeTa;

— TpoM0O03MOO0JIMS JIETOYHOI apTepUuN;

— paccjauBarollasl aHeBpU3Ma a0PTh;

— ONyXOJIb CPEJOCTEHUS] WU TeMOIlepuKap/,
CIAaBJIMBAOIINK BBIBOAHON OTIEN] IPaBOro
KeJTy10uKa;

— apUTMOIEHHAs IMCIUIa3Usl MPABOTO XKeJTyI0UKa;

— pa3MYHbIe HApYIIEHUS LIEHTPAJIbHOI 1 aBTO-
HOMHOI HEpBHOW CHCTEMBI;

— Tepeao3UPOBKa FeTePOLIMKINYECKUX aHTUIE-
MPeCCaHTOB;

— WHTOKCUKAIIUS KOKAuHOM;

— MblIIeyHast arpodus [droireHa;

— atakcus @puapeiixa;

— TUIepKaJbliIMeMUsl MO TpUYMHE AedUuliuTa
TUAMUHA;

— TUNEPKaTUEMUS;

— TUTIOTEPMUS;

— BOpOHKOOOpa3Hast gedopmMmanusi TIpymaHOM
KJIETKU;

— UHTEHCUBHbBIE aTJeTUYeCKUe TPEHUPOBKH.

Oo6cnenoBanne

Cungpom bpyrama yacto pa3BuBaeTcs B MOJIO-
JIOM BO3pacTe MpU OTCYTCTBUMU COMYTCTBYIOLIMX 3a-
O0osneBaHuii. Yacto MaHupecTauueii CMHIpOMa SIB-
JISIETCS CUHKOTIE. Y MallMEHTOB C CUHKOTIE HE00XO0-
numo Beeraa aenatb DKI B 12 orBeneHuUsAX.

ITIpoBOKaLIMOHHBIN TECT ¢ OJIOKATOPOM HaTpue-
BOTO KaHaja MOXHO IPOBOAUTH y TallMEHTOB
C CMHKOIIE 0€3 SIBHOI Ha TO IIPUYMHBI. AHAJIU3UPO-
BaTh OKI' [J0MKeH OMBITHBIN Bpay, B YaCTHOCTU
anexkTpodusuoor [14].

Daexmporapouozpagus

VBenmuuuth 4yBCcTBUTENIBHOCTL DKI' B BBISIBJIEHUN
M3MEHEHUI IIPU CUHIPOME MOXKHO, TIOMECTUB IIpa-
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OKT -u3meHenus npu cunapome bpyrana

XapakTepucTrka [ Tun IT Tun I tun
Bonna J 22 MM > 2 MM > 2 MM
Bosnna T OoTpULATe/IbHAS MOJIOXUTENbHAS WK OudazHas MOJIOXUTEIbHAS
Koundurypauusa ST-T cBoauaras CeUI0OBUIHAS CceyIOBUIHAS

ST-cerMeHT, KOHEYHast YaCTb  MOCTEIEHHO HUCXOs1Iast

noabeM > 1 MM noabeM < 1 MM

BbIE IpeKapauaJbHble OTBEACHUSI BO BTOPOE MEX-
pebepbe. Harpy3ouHsblii CTpecc-TeCT MOXKET MPUBECTU
K ncuyesHoBeHuo DKI-u3smenenuii u apurmuii [15].

B cootBerctBumM ¢ DKI-u3MeHEeHUSIMU BbIAEIS-
10T TPU TUMA MoabeMa cermeHTa ST Mpu CUHApPOME
bpyraga. I Tun — BeIpaxkeHHBIN MOABEM TOUKU J,
cBomyaThie M3MEHeHMs1 cerMeHTa S7 M MHBEpCUS
T-Bonnbl B otBefaeHusIX V1 u V2. Ipu II Tume orme-
YaeTcs CeIJIOBUIHBIN mombeM cermeHTa ST Oosee
yeM Ha 1 mM. [1pu 111 Ture otmMeuyaeTcs mombeM cer-
MeHTa ST MeHee yeM Ha 1 MM (cM. Tabauity). B cooT-
BETCTBMM C COINIACUTEILHBIM ITOKyMEHTOM | Tum
OKI'-u3meHeHUt SIBJIsIeTCS MOKa3aTeIbHbIM JUISl BbI-
cTaBJeHUs quardosa cuHapoma bpyranga [1, 2, 16].

[IpomoxutenbHOCTh KoMmIuieKca QRS nmo DKT
B 12 oTBeeHUsIX ObUIa HETAaBHO MPEIJIoXKeHa B Kade-
CTBE MapKepa pa3BUTHUS KU3HEYTPOXKAIOIIUX apUT-
muii. HuxkHeOoKoBbIe MUBMEHEHUST penojspu3aliuu
TaK:Ke TPeUIOKEHBI B Ka4eCTBE MapKepa PUCKa.

AcumnTomHbIi mauueHT ¢ I tunmom SKI-u3me-
HEHUWI NpeACTaBIsieT cOOOM CJIOKHYIO KJIIMHUYEC-
KyI0 3a1a4y. B cOOTBETCTBUY ¢ MOCIIEAHUMHU COTJIa-
CUTEJIbHBIMM JOKYMEHTaMU B JaHHOW CUTyalluu
HalMeHT JOJDKEH OLICHMBAThCI KIMHUYECKUM
anexkTpodusnonorom. Heodxomumo mpoBecTu cTpa-
TUPUKALMIO pUCKa 10 METOoAUKaM, KOTOpble OyayT
OITKCAHBI TTO3XKe, Y TIPUHSTH pellIeHe 0 HEOOXOIM-
moctu UKJI.

Cuenan-ycpeonennas KI'

B HeKoTOphIX CiIydasx CIOXKHO IIPOBECTU AUd-
(bepeHIIMATBHYIO AUATHOCTUKY MEXIY apUTMOTEH-
HOW IUCIUIa3Me MpaBOTO XEJIyIOouyKa U CUHIPO-
moMm bpyraga. [TozgHue nmoTeHIMa bl MO CUTHAN-
ycpenHeHHoit ODKI  MoryT I1oMoub BBISIBUTH
(p1OPO3HO-KMPOBYIO IeTeHEPALIUIO IIPABOTO KEJTy-
JIoYKa MPU ero apuTMOT€HHOM TUCILIa3Uu.

Ilposoxauuonnas npooa
¢ Oa0Kamopom Hampueeozo Kanaia

Y yacTu MalMeHTOB BHYTPUBEHHOE BBEICHUE
OJioKkaTopa HaTPMEBOrO KaHajda MOXKET IPUBECTU
K MmaHudectauuu DKI-niposiBieHU Win ux u3Me-

HEHUIO, YTO TMO3BOJISIET MOCTABUTh TMATHO3 W/WIN
MPOBECTU CcTpaTUUKALMID pucka. BHYTpuBEHHO
BBOIAT (DJIEKAMHUJ B 03¢ 2 MI/KT (MAaKCHUMAaJIbHO
150 mr) B Teuenue 10 muH, npokanHamua 10 mr/kr
Ha nipoTsikeHuu 10 MuH, aliMasiuH 1 Mr/KT Ha TIpo-
TSDKEHUUW 5 MUH WIM MUICUKAUHU 1 MT/KT Ha Mpo-
tsokeHun 10 MuH. JlanHas 1mpoOa mOJDKHA IIpO-
BOIUTBCS TIPM TTOCTOSTHHOM MOHUTOPUPOBAHUU
CepIeYHOM NesITeIbHOCTU M TOTOBHOCTU K peaHu-
MallMOHHBIM MeponpusiTusM [17].

V nainueHToB ¢ HopMajibHoM ucxoaHoit DKIT pe-
3yJIbTaT TTPOOBI CUMTAETCS TTOJOXKUTEIbHBIM, KOTIa
JIEKapCTBEHHBIM TIperapaT MPUBOAUT K TTOBBIIIIE-
HUIO BOJIHBI J B aOCOJIIOTHOM 3HAYEHUW HE MEHEe
yeMm Ha 2 MM B oTtBeneHusx V1, V2 u/unu V3 ¢ 6110-
Kagoi mpaBoil HOXKM Itydyka Iuca wmim 0e3 Hee.
BBenenue mpenapara ciemyeT IpeKpaTUThb IIPU T10-
JIOXKUTEJIbHOM pPe3yJIbTaTe, pa3BUTUM XKeJTyI0YKO-
BbIX apUTMUI WM TIPU paclIMPEeHUN KOMILIeKca
ORS 6oiee ueM Ha 30%.

M30mnpoTepeHO WK JJaKTaT HaTpUs MOTYT ObITh
9 OEKTUBHBIMU aHTUIOTAMU, €CJIM OJIOKATOp Ha-
TPUMEBOIrO KaHaja MpUBEJ K Pa3BUTHIO apUTMUM.
OTBeT Ha BBEJEHUE U30IMPOTEPEHOJIA TAKXKE MOXET
MMETh TMAarHOCTUYECKOE 3HAYCHHUE.

JlaHHBIN JIeKapCTBEHHBIN TECT HE IPOBOJIUT-
ca y maumeHToB ¢ I tunmom O KI-mpossieHmii,
TaK KaKk OH He TMPUBHOCUT HOBBIX MAaHHBIX IO
JIMarHOCTHKE.

V nanuenros co 11 u I1I Tunmamu SKI'-nposisie-
HUI MpOBeIeHNE IMPOBOKAILIMOHHOIO TecTa PEeKo-
MEHIIOBAHO TSI TIOCTAHOBKM OHMarHo3a. YyBCTBH-
TeIBHOCTh M CIeUUM(PUYHOCTh JAaHHOW MpPOOBI 10
CHUX TIOp HE YCTaHOBJIEHbI. B uccienoBaHuu, B KO-
TOpOe ObUIM BKIItOYEHbI TauueHThI co 11 v 111 Tumna-
Mu DK -miposiBieHUit, ObLIO MOKa3aHO, YTO TMOJIO-
JKATEITBHBIN TIPOBOKAITMOHHBIN JIEKAPCTBEHHBIN TeCT
y CUMITOMHBIX IMallMEHTOB aCCOLMUPOBAJICS C He-
KeJaTeJbHbIMU COObITUSIMU. OmHako y Oeccumil-
TOMHBIX TTALIMEHTOB C MOJIOXKUTEIbHBIM PE3YJIBTaTOM
UMeEJICSI MEHBIINM PUCK HeXeJaTeJbHbIX COOBITHUIA.
DTO CBUIETENLCTBYET O TOM, YTO MPOBOKAIIMOHHAS
npoba MOXeT MOMOYb CTpPaTU(UIMPOBATh PUCK
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Y CUMITTOMHBIX TTAITIEHTOB C TMATHOCTIYECKH He 3Ha-
yymoii DKI. OnHako 3TOro He MPOUCXOIUT y Oec-
CUMIITOMHBIX TMaIlMEeHTOB.

Daexmpoguzuoaouueckoe ucciedosanue

Hekortopeie wuccnemoBaTeId UCIIOIb30BaIU
sJieKTpodusnonornyeckoe ucciaegopanue (DPU)
JIJIs1 BBISIBJIEHUSI MHAYLIMOEIbHOCTY apUTMUIA C 1ie-
JIbIO cTpaTU(UKAILIUU pUcKa TIpU cuHIpoMe bpyra-
Ja. OgHako IMAarHoCTUYeCcKas IEHHOCTb JaHHOTO
WccienoBaHus 10 cux nop oocyxmaercs. B 2001 .
P. Brugada noka3zai, 4To MHIYIMOEIbHOCTh MOXET
OBITh XOPOILIMM IPEeIUKTOpoM wHcxona. OmHAKO
B 2002 1. S.G. Priori cooOumuI 0 HU3KOI AUarHoc-
TUYECKON IIEHHOCTM MHBA3MBHOTO TECTHUPOBAHMUSI.
B uccnenosanuu, nposeaeHHoM A.K. Gehi, ObL10
nmokasaHo, 4yto DMU He BAMgIET Ha NPUHSITHE PE-
LIeHUsT B JUArHOCTUKE M JICUEHUM TaleHTOB
¢ cuHapomoM bpyraga [18].

B HepmaBHO TIpoBeneHHOM HCCIEIOBAHUM He3a-
BUCHMO OLICHMBAIM OOJIbIIIME TPYIIIbI MAllEHTOB
n3 EBponbl 1 AnoHun u He CMOIJIM BBISIBUTH Ka-
KOMN-JTMO0 OUArHOCTUYECKOM IleHHocTu ODU.
B 0GosblioM perucrtpe MauMeHTOB C CHUHAPOMOM
bpyrana B EBporne Tonbko cumnTomsel u I tunm KT -
nposiBiieHnii, Ho He DDU, obmaganu TUATHOCTU-
YeCKOM IIEHHOCTBIO JIJISI OIpeNe/IeHUsI pUCcKa apuT-
MUYECKUX COOBITHIA. B HeGOMbIIOM SITOHCKOM
perucTpe TOJbKO BHE3allHasl cepaedyHasi cMepTh
B CEMEHOM aHaMHe3¢ B BO3pacTe MoJjioxe 45 JieT
1 HUXHEOOKOBBIE PaHHUE PEIOJISIpU3ALOHHbBIC
U3MEHEHUSI OBLIM NpPEeIUMKTOpaMM KapIuaJIbHBIX
COOBITHIA.

Konuenmpauus xaaus u kasvuus

V maumeHTOB ¢ mombeMoM cermeHTa ST B Ipa-
BBIX TPYIHBIX OTBENEHUSX HEOOXOAUMO ONPEAEIUTh
KOHILIEHTPALUM KA U KaJabLIusl.

ITunepkanbeMusi U TUNEPKAJIUEMUS MOTYT
MNPUBOAUTH K Pa3BUTHUIO OpPyragoIioJOOHBIX M3Me-
Hennii Ha DKIT.

Konuenmpauyua KOK-MB u mpononuna

Y maumneHToB ¢ CUMITOMaMK OCTPOTO KOpOHap-
HOTO CUHApPOMa HEOOXOAMMO OMpPEIeTUTh KOHIIEH-
tpanuu KO®K-MB u tportonnHa. I1pu noBbliieHUN1
UX YPOBHEIl MMeeTcs IIOBpPEXACHUE CepIedHOl
MBbIILIIIbI.

Ienemuueckoe mecmupoeanue

Y nmaumeHToB ¢ BEpOATHBIM CHUHIpOMOM bpyra-
JIa BOBMOXHO MPOBEICHUE TeHETUUECKOTO TECTUPO-
BaHUS Ha npeaMeT mytauuii reHa SCNSA. Pesyinb-

TaTbl T€HETUYECKOr0 TECTUPOBAHUS MO3BOJISIIOT
MMOATBEPIAUTD WJIM OTIPOBEPTHYTh KIMHUYECKUM T1-
arHo3. [eHeTMueckoe TeCTUpPOBAHUE BaXXHO IS
pPaHHETO BBISIBJICHUS YICHOB CEMeil C TTOTeHIINAb-
HbIM pUCKOM. OIHAKO pe3yJbTaThl TECTUPOBAHUS
Ha CerOAHSIIIHUI MOMEHT OCTalOTCSI OTHOCUTEIbHO
HU3KMMM, TaK Kak myTtauuu reHa SCNSA obHapy-
SKUBAIOTCST TOILKO B 11—28% ciyyaes [19].

Ixoxapouoepapusa u/uau MPT

Oxokapauorpaduss u/unu MPT npoBoasitcs
MPEUMYIIECTBEHHO IS MCKIIIOYEHUSI apUTMOTEH-
HO#l IUCIJIa3MU IIPAaBOTO Xelyaouka. Takke 3TH
HCCIEAOBAHUS UCITOJIBb3YIOTCS JJIsI OLIEHKM JIPYTUX
BO3MOXKHBIX IPUYUH apUTMUI (TUTIepTpodrudecKast
KapaIUOMHUOTIATHSI, HEIMOoJ03peBacMoe IOBPEXKIe-
HUe MUOKapla, MHUOKapAWUT WIA abeppaHTHOE
OTXOX]IEHNE KOPOHAPHBIX apTePUii).

Jleuenue

Ha ceromHsimHuii 1eHb €IMHCTBEHHBIM METO-
JIOM JIGYEHMS KeJTYyOJOYKOBOU Taxukapauu u ¢uod-
PWUISIIAM XeJIyAOUYKOB, a TakKe MHPOMOUIaKTUKUA
BHE3AITHOM CEpAEYHON CMEPTH Y JIOAEH C CUHAPO-
MoM bpyraga sBisieTcss MMILIAHTALldsI aBTOMAaTH-
yeckoro Kapuauoseptep-aeduodpuiuaropa (MKI).
s nmedeHust cuHapoMa bpyrama He cyliecTByeT
JIEKapCTBEHHBIX IIPEIapaToB ¢ JOKa3aHHOI 3 dek-
TUBHOCTbBIO, KOTOPbIE MO3BOJIMIM Obl CHU3UTh Yac-
TOTY pa3BUTHUS KEJIyAOYKOBBIX apUTMUI 1 BHe3aIl-
Hoii cmeptu [20].

[Tokazanus o MK onydinMKoBaHbI B coria-
CUTEJIbHOM JOKYMEHTE 110 JUATHOCTUKE U JICUCHUIO
cuHapoma bpyrana [1, 2].

[TarueHTam ¢ cuHapoMoM bpyrama M ocTaHOB-
KO cepieyHoit nesTenbHOCTU B aHaMHede MKJI
Heobxoarma. ACUMIITOMHBIX MallMeHTOB 0e3 JdaH-
HBIX O BHE3AITHOM CEPACYHOU CMEPTU B CEMEMHOM
aHaMHe3€¢ MOXHO JIeYUTb KOHCEPBAaTUBHO U TILA-
TeabHO Habmogath 3a HUMU. MK/l He pekoMeHa0-
BaHa. [TauMeHTH ¢ yMEpeHHBIMU KIMHUYECKHUMU
MPOSIBJICHUSIMUA TIPEACTABIISIIOT COOO  0co0ylo
CJIO>KHOCTb.

Ocpanuvenus noeécednesHoll dessmeabHoCmU

B cBs13u ¢ Tem uTO peryisapHas pu3ndeckas aKk-
TUBHOCTh MOXET IMPUBECTU K MOBBLIIICHUIO TOHYCA
OJIyXKIaloIIero HepBa, y aTJIeTOB ¢ CMUHAPOMOM bpy-
rajia CIiopTUBHBIE 3aHSITUSI MOTYT YBEJIUYUTh BEPO-
STHOCTb Pa3BUTHUSI (DUOPUIUISILMU XKEJTYIOUKOB
¥ BHE3aITHOM CepAeYHOIl CMEPTH B ITOKOE WJIM IIPU
BOCCTAHOBJICHUMM IOCJe (DU3MUECKON HarpysKu.
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TTosToMy ucciienoBaTe He PEKOMEHIYIOT Malu-
€HTaM C TIOATBEPXIEHHBIM CUHApoMoM bpyrana
3aHMMAaThCSl COPEBHOBATEIbHBIM cIiopToMm [21, 22].

OnHako YETKUX J0Ka3aTeJbCTB 3TOMYy HeT. Oc-
TaeTCsl HEeSICHbIM, HEOOXOAUMO JIM OTCTPAHSITh OT
COPEBHOBAaHUI aCUMITOMHBIX CITOPTCMEHOB C HO-
cuteabcTBOM MyTalmii reHa SCNSA.

Jleuenue cunkone
U 0OCMAano6Ku cepoe ol desmeabHoCmu

[TanmeHTOB ¢ CHMHKOIE WM OCTaHOBKOH cep-
JIEYHOM AesITeIbHOCTU U TIPEANOJIOKEHUEM O HaJl -
yuu cuHapoma bpyraga Heo6Xo0AMMO roCIIMTaIN3H -
poBath. HenpepbIBHbII T MOHUTOPUHT TeMOJAUHAMMU -
KM HeoOXoauM 10 BBIOOpa HaIIeXalllero MeToma
Jneuenus1 (Hanpumep, MKJT).

Ilpoghuraxmura ocaoxncnenuii

ITpu Hanuuuu nokazaHuit npumeHeHue MKJI
MOXET MpPeIOTBPaTUTh BHE3ANHYI0 CEPIEeYHYIO
CMepTh. YNeHbI CEMbU MALIMEHTA U JIIOJU, paboTa0-
e BMECTe C HUM, MOJIKHBI OBITH OCBEIOMIICHBI
o cuHapome bpyraga u oGyyeHbl OCHOBaM MpoBee-
HUSI CEplIeYHO-JIETOYHOM peaHumaluu. [eHeTuyec-
KO€ KOHCYJBbTMPOBAHUE MPOBOIUTCS MO KETAHUIO
MaluMeHTa U YIEHOB ero CEMbH.

Koncyssmauuu

ITanimeHTOB € TIpednoiaraeMbIM CUHIPOMOM
bpyraga moikeH o0OciemoBaTh CepTU(MUIIMPOBAH-
HBI KapauOJOrL, CIELUAIM3UPYIOLIMICId Ha aua-
THOCTHKE U JICUCHUM apuTMUii. Bo3MoOXXHO MpoBe-
JeHEe TeHEeTUYECKOIO0 KOHCYJIbTUPOBAHUS IS
CKpMHMHTIA.

Jlaumeavnoe nabarodenue

CepTuduiMpoBaHHbIM 371eKTPOGUUOIOT 10~
KeH BHUMATEJIbHO HaOJIoAaTh 3a MalueHTaMU
¢ cu"gpomoM bpyrama. HeobxomuM TinaTeIbHBIN
cbop aHaMHe3a, TaK KaK He BCE CUHKOITE SIBIISTIOTCST
cnenctBueM cuHapoma bpyraga. Hampuwmep, uet-
KUe MPOAPOMAaJIbHbIE SIBJIEHUSI MOTYT CBUIETEIbCT-
BOBaTh O Ba3oBaraJbHOM CHMHKOIIE U HE yKa3bIBaTh
Ha HeO0JaronpusITHbI MPOrHO3 y aCMMIITOMHOIO
nalueHTa ¢ CMHIpoMoM bpyrana.

Jexapcmea

TeopeTnyecku, JeKapCTBEHHbIE MTpernapaThl, KO-
TOpbIE YCTPAHSIOT MOHHBIM AucOaaHC MPU CUH-
pome bpyraga, MOTryT B KaKO-TO CTEIEHU CIOCO0-
CTBOBATh €ro Je4eHU0. MoXeT IIpUMEHSIThCSI XU-
HUJIWH, KOTOPbIA OJIOKUPYET KaJbLMii-3aBUCUMBbIIA
ucxonammii Kanbuueblii Tok (I,,). [1pu ero npume-

HeHuM oTMedeHa HopManm3auusa DKI' y nmammeHToB
¢ cuHapomoMm bpyraga. OgHako XMHUIMH TakKXKe
OJIOKMpPYET HAaTPUEBBIN TOK, ITPU 3TOM MOXET IPo-
SIBIISITHCSI OOpaTHBIN 3(P(PeKT.

Tenvcamui, KOTOPBIA SIBASIETCSI MOILIHBIM 0J10-
KaTopoM Toka I, ; 6€3 CUJIbHOTO BIMSIHUSA HA HATPU-
eBble KaHaJIbl, MOXKET OBITh 0osice 3(P(HEKTUBHBIM,
yeM XUHUIUH. Y30TIpoTepeHO, KOTOPhIN YCKOpsIeT
TOK 4Yepe3 KaibllMeBble KaHaiabl L-THITa, MOXeT
Tak>Ke MPOTUBOAEHCTBOBATh MOHHOMY IMCOaIaHCYy.

Ha cerogusanramii neHs JeKapCcTBEHHOE JICUeHIE
cuHapoma bpyrama He peKOMEHIOBaHO, TaK Kak
B KJIMHUYECKUX UCCIIEIOBAHUSIX HE CMOIJIM JOKa-
3aTh 3((HEeKTUBHOCTh JIEKAPCTBEHHBIX MpPeIapaToB.
HexoTropsie JiekapcTBa MOTYT BbI3BaTh MaHU(pecTa-
uuto DKI'-nposiBieHuit npu cuHapome bpyrana
U YCYIYOUTbh KJIMHUYECKOE TEeUeHHUEe CHHIpOMaA.
s monyyeHust Gosiee mMOAPOOHON MH(POpPMALIUKA
MOXKHO TiepeiiTu Ha cailTt www.BrugadaDrugs.org [23].

3axiaoueHue

CunapoM bpyrana xapakrepusyeTcsl BHe3aHOM
CMEpPThIO, acCOLMMPOBaHHON ¢ ogHuM u3 DKI'-
MPOSIBJICHUI, BKJIIOYAIOIIMX HETNOJHYI OJioKasy
npaBoit HOXKK nyuka [uca u noabeM cermeHta ST
B IIEpeIHUX IpyAHbIX OTBeAeHuUsIX. [1o DKI -kpure-
pUSIM BBIIEIASIOT TPU TUIIA JAHHOTO CHUHApOMA.
CunapoMm bpyraga siBiasieTcsi reHeTMYeCcKu AeTep-
MUHUPOBAHHOW MATOJIOTUEN U MEPEIAECTCS MO ayTO-
COMHO-JTOMMHAHTHOMY IMYTU HacJeAOBaHUS TMpPU-
MepHO B 50% cemeifHBIX ciydaeB. [lalimeHTHI
¢ cUuHApOMOM bpyrana nonBep>KeHbl BLICOKOMY pU-
CKy BHe3alHoOi cepaedyHoil cmepTtu. EamHCTBEH-
HBIM JI0Ka3aHHBIM METOJ0M MPOMUIAKTUKU SBJISI-
ercst MKJI. Cpenu JeKapCTBEHHBIX METOMIOB Jieue-
HUSI MOXHO BBIIEIWUTb XMHUAUH — aHTUAPUTMUK
rpynnsl la. beuto mokasaHo, 4To OH MpeAoTBpallia-
€T MHIYKIIUIO QUOPUIUISILIMN XKeJTyT0YKOB U UHTU-
OMpYET CIOHTAHHbIE XEJIYAOYKOBBIE apUTMUU
B KJIMHUUYECKUX YCIOBUSIX.
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