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BHCS&HH&H cepneuHas cMepTh (BCC) vate Bcero
SIBJIICTCSI CJICACTBUEM JKETYTOYKOBBIX TaXM-
aput™Muii [2]. TTpuurMHBI BOBHUKHOBEHMS KU3HEYTPO-
JKAIOIIUX KeJTyTOYKOBbIX apuTMuil (XKA) moctatouHo
pasHooOpa3Hbl. 3auvactyio pasButhe BCC He ymaercs
YIOBJIETBOPUTENILHO OOBSICHUTD CYIIECTBYIOIINM HIIIe-
MUYECKUM WJIM BOCTIAJIUTEIbHBIM MOPaskKeHUEM MUOKap-
na. B HacTosiiiee Bpemst, Korjia pa3BUTHE COBPEMEHHOM
APUTMOJIOTHH COIPSDKEHO C aKTUBHBIM Pa3BUTHUEM MO-
JIEKYJISIPHO-TEHETUYECKUX METOIOB MCCIIENOBAHUS, IO~
SIBUWJIOCH TIOHMMaHNE TCHETMYECKIX aCTIICKTOB ITaTOTeHe-
3a aputMuii. BCC MoXeT ObITb ClIeICTBUEM TeHETUYECKU
JIETePMIHNPOBAHHBIX 3a00JIeBaHUIA, B OCHOBE KOTOPBIX

JieXar M3MEHEHUsl (MyTallid) B Te€HaX, KOAMPYIOUIUX
HMOHHbBIE KAHA/IbI, UX MOAU(MUKATOPEI U MOMYJISITOPLI,
CTPYKTYPHbIE 1 CApKOMEPHbBIE OEIKM MUOKap/Ia, KIIMHM -
YECKU TIPOSTBIISIIONINECS HAPYIICHUSIMHA PUTMA Cepaiia.
HawnbGonee akTBHO M3y4aeMbIMM B ITOCJICTHES BPE-
MSI SIBJISTIOTCST apUTMUU, CBSI3aHHBIC C MYyTALIMSIMU B Te-
Hax, OTBeUalONINX 3a (DYHKIIMOHUPOBAHUE MOHHbBIX Ka-
HaJIOB (KaJIMEBOTO WJIM HATPUEBOTO), SKCIIPECCUPYIO-
LIMXCs B MUOKapje. JlaHHbIe FeHeTUYECKU IeTEPMUHU -
pOBaHHbBIC apUTMUN OTHOCST K IPYIIIe KaHAIOATHIA 1,
YUUTBIBASI HAJIMYME HACIEACTBEHHO OOYCIOBJICHHOIO
HapyllIeHUs] 00pa30BaHMST W/WIM PACIIPOCTPAHEHUS
2JIEKTPUYECKOIO MMITYJIbCA, MX TAKXKe Ha3bIBaIOT 0O0-
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JIE3HSIMU 3JIEKTPOreHe3a, WM TIePBUYHBIMM 3JICKTPU-
YecKMMU OoJe3HsIMM cepana. HacnenctBeHHast Hero-
MOTE€HHOCTb PeTOJIsIpU3alvK JIEXKUT B ocHOBe KA, co-
TTPOBOKIAOIINX MHOTHE CepIeYHbIC KaHATIOITATHL.

W3 21001 rpyniibl KaHalonaTuii HanboJiee BICOKUIA
PUCK pa3BUTUS XU3Heyrpoxatommx aputMuit 1 BCC
nMeeT cuHIpoMm bpyrama — MOHOTeHHOE MOJMJIOKYC-
Hoe 3a00JieBaHUEe, O0YCIOBICHHOE MYTALIUSIMU B T€HE
SCN5A, xomupyolieM o.-CyObeIUHUIy HaTpPUEBOTO
kaHana [8, 27]. K pa3BuTuio KJIMHUYECKOro (peHoTHmna
cunapoma bpyraga mpuBoaaT myTtauuu B reHe SCNSA,
peanm3yrolmecs Mo Ty «loss of function» [21].

IlepBoe coobuieHue o cuHapome bpyraga rosiBu-
Joch B 1992 1. [11], xorga 6patbs P. u J. Brugada onu-
cajiv cllydyad BHE3aITHOM CMEPTH MOJIOIBIX MYXXUMH B
ctpanax IOro-BocTtounoit A3uu BeiieactBue puodpuii-
JISIIAH KeJTYIOYKOB B OTCYTCTBUE CTPYKTYPHBIX aHO-
MaJuii B MUOKAapJe, COYETAIOIIEICS C TTIOTbEMOM Cer-
MeHTa S7 B IpaBbIX TPYIHBIX OTBEACHMSIX 1 OJIOKAIOMK
TpaBoil HOXKM TTyuka [iica.

B Hacrosimiee Bpemst mokaszaHo, 4To 3To 3a00JieBa-
HHUE BCTpeyaeTcs IMPaKTUIEeCKM BO BCEX CTpaHax,
Bitovast Poccuto. Yactora cunapoma bpyraga B EB-
porie 1 AMepuke cocTasisgeT okosno 1:10 000 Hacee-
Hus [7, 8]. Haubonblee pacnpocTpaHeHUE CUHAPOM
nmMmeeT B cTpaHax FOro-Bocrounoit Azuu. CyIiecTBy-
10T IaHHbIE, COTJIACHO KOTOPBIM 3TO 3a00JI€BaHME SIB-
JisieTcs MpUYMHONM 0Koj0 20% ciydyaeB BHE3aITHOM
KapIMOIr€HHOM CMEPTHU JIIOJEI, Y KOTOPBIX HE BBISIB-
JISTIOTCS CTPYKTYPHbBIE HapyLICHUS B MUoKapze [6].

HecmoTtpst Ha ycrexu, TOCTUTHYTbIE B TIOHUMAaHUU
MEXaHM3MOB 3a00JIeBaHMsI C MOMEHTA €0 TIEPBOTO O -
CaHWUsI, €CTeCTBEHHOE TeUCHUE CUHIPOMA OCTaeTCs He
TTOJTHOCTBIO OXapaKTepU30BaHHBIM, 1 BEISIBJICHHE Al -
€HTOB, HECYIINX MYyTalldIO, BCE €Il MPEICTABISET OIl-
peneseHHbIe TPYIHOCTU. B 3HaUMTEeTbHOM CTETIEHH 3TO
O0BSICHSIETCS KITMHUISCKUM TTOJIMMOPGU3MOM, TETEPO-
T€HHOCTBIO TPYIIbI, HEAOCTATOYHBIM YMCIOM HaOJII0-
JICHUIA, a TAKXKE BO3MOXKHOCTBIO OECCMITTOMHOT'O TeUe-
Hus 3a00s1eBaHMs. 3aTPYAHAET IMarHOCTUPOBAHUE TaK-
K€ OTCYTCTBHME CTPYKTYPHBIX M aHATOMUYECKUX M3Me-
HEeHWIT MMOKap/aa, CBOMCTBeHHOe cuHApoMy bpyrana.

MOJEKVJIAPHO-TEHETUYECKHUE OCHOBbBI
BJIEKTPOOU3NOJOTMYECKUX
MEXAHN3MOB CUHJIPOMA BPYTAJIA

[TaToreHeTMYECKMM 3BEHOM apUTMMII IPU CUHI-
pome bpyraja siBisieTcst aCMHXpOHU3M MPOLECCOB pe-
MoJIIpU3aLMM B MUOKApAE KEJyT0YKOB, BbI3bIBalO-
LIMIA 2JIEKTPUYECKYI0 HeCTaOWJILHOCThL MUOKapia, a
OCHOBHOI MOJIEKYJISIDPHOM MMILIEHBIO — BXOISIINIA
HaTpPUEBBINA TOK.

B ocHOBe BO3HMKHOBEHUSI 3JEKTPUUYECKUX SIBJIE-
HUI B cepale JeXKUT TpaHCMEMOpaHHbI MOHHBIA
TpaHCIOpT. bajlaHc MeXy BXOASIIMMU U UCXOSIIIM-
MU MOHHBIMU TOKAMU MOMJAEPXKMUBAETCS MHOTUMU Ka-

HaJlaMU, HO JIMILIb HEOOJIbIIIAsT YaCTh U3 HUX OTKPHITA B
OIHO 1 TO Xe Bpems. TpaHcMeMOpaHHBIE OEJIKM, KO-
TOpbIe 00Pa3yIOT KaHAJbl, UMEIOT pa3IMuHble KOH(bU-
TypalMy B 3aBUCHMOCTHM OT MOTEHIIMAJa KJIETOUHOMN
MeMOpaHbI, 00yCIOBIMBas U30UPATEIbHYIO TPOHUIIA-
€MOCTh MOHHBIX TTOTOKOB (CEJIEKTUBHOCTH) B pa3HbIe
¢asbl moTeHIMana aeiictus. Jlaxke HeOOJIbIIINE U3Me-
HEeHUST B CKOPOCTHM aKTMBAllMM M WHAKTUBAIIMU OTpa-
HUYEHHOTO YKCJia OCJTKOBBIX CYOBEIMHUIL TPAHCMEM -
OpaHHBIX MOHCEJIEKTUBHBIX KaHAaJOB, KOIUPYEMbIX
pa3HBIMU TeHAMM, MOTYT HAapyIINTh HOPMAaJIbHOE Te-
yeHue mpoiiecca. Takum oOpa3oM, TeHETUYECKHU Je-
TePMUHUPOBAHHOE M3MEHEHME (PYHKIIMOHMPOBAHUS
MOHHBIX KAHAJIOB OTBETCTBEHHO 3a KIIMHUYECKHE MPO-
sBieHMsT 2KA, OTHOCSIIIIUXCS K TPYIITIe KaHATOIATHIA.
deHoTUNIMYECKHE MPOSIBIEHUs cuHaApoMa bpyrana
Pa3BUBAIOTCS B pe3yJIbTaTe CHIDKEHUSI CYMMapHOTO Ha-
TPUEBOTO TOKa [y, Yyepe3 MOHHBIN KaHam [8]. DddexT
«loss of function» MOXeT pa3BUBATHCS ITyTEM YCKOPEH-
HOI MHAKTUBAIIMU KaHaja, TI0 MeXaHU3MY TraruIoHe0-
cratouHoctu [20, 30]. CortacHO OMHOW W3 TUIOTE3,
KJTFOUEBBIM 3BCHOM B T€HE3¢ apUTMUM MPU CUHAPOME
Bpyrana siBisieTcs BbIpackeHHast TUCTIEPCUST XapaKTepy-
CTHUK TIapaMeTpoOB PeppaKTEPHOCTH B MUOKAPIIE KEITy-
JIOYKoB. B yurteparype paccMaTpuBaeTCsl HECKOJBKO
BO3MOXKHBIX MeXaHU3MOB. OCHOBHasT (pM3HOJIOTHIeC-
Kasl pojib BXOISIIIMX HATPUEBBIX TOKOB — OBICTPOE MTPO-
BeJCHUE 3JIEKTPUIECKOTO UMITYJIhca. HaTtpreBble KaHa-
JIbl OBICTPO MHAKTUBUPYIOTCS, 32 3TO BPeMsl OHU MHU-
HUUpyIoT a3y miarto (2-5 daza noTeHrasa AeCcTBUS)
U TTOAEPKMBAIOT €€ HECKOJIBKO MIWIIMCEKYH I, B TeUe-
HMe KOTOpBIX cpabatbiBatoT K*-kanans [27, 31]. ben-
KU, (hopmupyrolye ToK /;,*, SKCIIpecCupyroTcs IpeuMy-
IIECTBEHHO B HAPYKHBIX CJIOSIX MUOKAap/Ia SKeJTyTOUYKOB
(3mMKapm), OMHOBPEMEHHO BKIIIOUYAIOTCS U IPOTHBO-
JIEHCTBYIOT pEIToJISIpU3aliiy (B HOpMe 00pa3ysl «3arae-
HHE» Ha KpWBOW ToTeHIMana aeiicteus) [18]. Takum
00pa3oM, paHHee IJIaTO MPeACTaBIsIeT Pe3yabTaT Mpo-
TUBOTIOJIOXKHBIX JCTIONISIPU3YIOMNX M PEIONISIPU3YIO-
LIUX BIUSTHUIN cO cTOPOHBI Nat-ToKOB U /,,. CHIXKeHIE
motHocTH Na'-KaHaloB MO OTHOLIEHMIO K 3HAYM-
TEJIBHOU IJIOTHOCTH /,, MOXKET BECTH K IIPEXKIACBPEMEH-
HOW PeToyisIpu3aiivy 1 CIMIITKOM KOPOTKOMY TIOTEHITU -
ajy IeUWCTBUS B 3MUKap/Ae, TOrIa Kak B SHIOKap/Ie JIe-
TTOJISIpU3alIis BHYTPEHHUX CII0EB MEMOpPaHBI TTPOTEeKa-
eT HopMaJTbHO. Tak pa3BUBaeTCsl IEKTPUUECKAsl TeTe-
POTE€HHOCTh MMOKap/a XKeJTyI04KOB, TO €CTb CyOaHI0-
KapauadbHBIC OTIETBI MMEIOT OOBIIYIO IIUTEILHOCTh
MOTEHIIMAaJIa ACUCTBUSI IO CPABHEHUIO C Cy0aMMKapIv-
aTbHBIMU OTHCIaMK. TaKM 00pa3oM, B TOJIIE COKpa-
TUTEJIBHOTO MUOKAPJA XKEIYJOYKOB CO3[AETCS JIEKT-
PUYECKMIT TPaaveHT, U ACTIOISIPU30BAHHBIN SHIOKAP
MOXKET CTaTh UCTOYHMKOM TOBTOPHOTO BO30YXICHUS
MPEXIEBPEMEHHO PENOJISIPU30BAHHOTO 3MUKap/a,

*[pexoasiunii KOMIOHEHT MCXO/SIIEro KaMeBOro ToKa.
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CJICICTBUEM YETO SIBJISIETCS] BO3MOXHOCTh (hopMUpOBa-
HUS TTOIMMOPDHOIM sKemynoukoBoit Taxukapoun (2KT).
Ilpu Bceit yoeauTeabHOCTH, CHUXKeHue [y, Kak
MIPpUYUHA TPAaHCMYpPaTbHOI HETOMOTEHHOCTH PEITOJISI-
pU3alMu He 00BSCHSIET MOJHOCThIO BCEIr0 MHOr000pa-
3UsT HAPYIIEHWI CepIeYHOTO PUTMA, PAa3BUBAIOIIUXCST
BCleaCTBUE MyTaluii B reHe SCNSA. MyTtaiyu, BbI3bI-
BarolMe Takoi pusnonornyeckuit 3¢ @eKT, onrucaHbl
He TOJIbKO TIpu cuHapoMe bpyramga u mamonaTudyeckoi
KEeJTyT0YKOBOI TaXMKAPIUK, HO U TIpU 3a00JIeBaHUSIX,
COITPOBOXKIAIOIINXCS CTPYKTYPHBIMU U3MEHEHUSIMU
muokapaa [17]. ¥ yactu OOJIBHBIX CO CHUXXKEHUEM
(GyHKIIMM HATpUEBBIX KaHAJIOB HAOIIOMACTCS ITOCTE-
TeHHas Aerpanaius BOJOKOH MPOBOJISIIEH CUCTEMBI,
YTO MPUBOINT K HAPYIICHUIO IIPOBEACHUS MMITYIbCca
[10, 25]. B psine ciryyaeB KIMHUYECKas KapTUHa 3a00-
JIEBaHMS TIPEJCTaBJIeHA TTPOTPECCUPYIONTUM Hapylile-
HueMm AB-npoBoaumoctu — 6oJie3Hbio JleBu—JleHer-
pa, UMeloIIeil ayTOCOMHO-IOMUHAHTHBIN TUTT HacJe-
noBaHus [25]. YcraHoBneHo cueruieHue 6one3Hu Jle-
Bu—JleHerpa ¢ jokycoM 19q13. B rene SCN5A onuca-
HBI MyTaluu, (DEHOTHITUYECKN aCCOLIMUPOBAHHBIC C
IUucYHKILMed CHUHYCHOIro y3jia U (GUOpULISLIUEH
npencepauii [20]. HegaBHO ObUIM OITMCAaHBI MyTallM B
reHe SCNS5A, nokyc 3p22-23, apasiioliydecs: MpUIUHOMN
ofHOU M3 (opM KapIMOMUOMIATHUI — TIATON (POPMBI
APUTMOTeHHOW KapIMOMMUOMNATUU/AUCIIIa3UU TTPaBo-
ro xenynouka (ARVDS) [17]. Tem cambim ren SCNSA
MOMOJHUI CcO0O0l CIMCOK YyXe OTKPBITHIX T'€HOB
(hRYR2,Pk, 2157del2TG, TGFf33, DSP), oTBeTCTBEH-
HBIX 32 pa3BUTHE HECKOJBKUX (POpPM apUTMOTEHHOM
NMCIUIa3um rpasoro xeaynouka (AHTT2K, unu cornac-
HO MeXXIyHapomaHoit HomeHkiaatype — ARVD) [30].

B o6eit cnoxHoctu B reHe SCNSA onuvcaHa uenas
cepusI aJuTeIbHBIX MyTanuii. [IpemcraBisieTcs nHTepec-
HBIM, 4TO 3JIeKTpodu3nogornyeckuii ap@exkT Myra-
mii B reHe SCNSA, IpUBOISIINX K Pa3BUTUIO CUHIPO-
Ma bpyrama, nporuBonosioxkeH 3ddekTy MyTaiuii B
TOM 3Ke TeHE, HO peaIM3yIOIINXCS TT0 IPYTOMY ITPUHIIN -
my — «gain of function», 1 CBSI3aHHBIX C pa3BUTUEM Y-
nuHeHHoro uHtepBaia QT 3-ro tuna (LQT3) [21, 26].
Takum obpazom, cuHapoM bpyrana sBisieTcs anjienb-
HBIM 3a00j1eBaHKEM M0 OTHoLIeHUIO K LOT3. OueBu-
HO, YTO aCMHXPOHU3M PETOJISIpU3alin JTI000M TpUpo-
ITBI TIOBBIIIIAET apUTMOTECHHYIO TOTOBHOCTh MUOKAap/Ia.

Cunapom bpyramga mepemaercs 1o ayTOCOMHO-I0-
MHMHAHTHOMY THITYy HACJIGIOBAaHUSI ¢ HU3KOW ITEHET-
PaHTHOCTBIO (TO €CTh aHOMAJIBHBIM TEH YHACIIeHyeT
50% motoMcTBa, Y MY>KYMHBI Y KEHIIUHBI OIMHAKOBO
HacJenyroT ne(eKTHBII TeH, HO He y BCeX Pa30BbETCS
0osie3Hb). HecMOTpst Ha paBHYIO T€HETMUECKYIO Tepe-
Jady O6ose3Hu, KmHndeckuit enotun B 8—10 pas va-
1€ BCTpEYaeTcsl y My>KUMH, YeM y KeHIIUH. [TpuanHbt
TaKWX CBSI3aHHBIX C TTIOJIOM PA3TUIHiA TOJITO OCTABAINCH
HEU3BECTHBIMU, TTOKa HE ObUIO MOKAa3aHO, YTO Y MYXK-
YUH HAJIMYECTBYET 0OoJiee BhIPAKEHHBIN TOK /,,, Jiexa-
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Puc. 1. Ammuntyna ¢asbl 1 1 HanpsikeHue B KOHIIE (a3bl
1 (V/phase 1) anukapauajbHOTO MOTeHIMAIA IEHCTBYSI,
3apETMCTPUPOBAHHbBIE OT TKAHEBBIX IJIACTUH C MPaBOTO
xkenynouka (RVEpi) u ¢ neBoro xenynouka (LVEpi) coba-
YbUX cepael pazHonobix ocobeit (BCL=2000 mc) [15].
BcraBku OTO6pa}KaIOT MOTeHUMAbl IEHACTBUS OT COOTBETCTBYIO-
LIMX TKAHEH.

*p<0,01 vs male RVEpi; 1p<0,001 vs males RVEpi; $p<0,01 vs
female RVEpi; §p<0,05 vs female RVEpi.

LM B OCHOBE WX MPEeIpaciooXXeHHOCTU K Pa3BUTUIO
KJIMHU4YecKoro ¢deHotumna cuHapoma bpyrama [15].
OcOoOEeHHOCTU MOJIOBBIX PA3IUUYU BXOASIIIUX U UCXO-
JSIIAX TOKOB U3y4Yalid Ha IIPUMEPE MOTEHIIMAIOB e~
CTBUSI, TTIOJYYEHHBIX OT CPE30B dMUKapAa U U30JIUPO-
BAaHHBIX SMTUKapAUAJTbHBIX MUOLIUTOB Ha cCOOaKax pas-
HOTO M0JIa, YCTAHOBUB Pa3JIM4YUsl B KPUBBIX MTOTEHIIM-
ana geiicteus (puc. 1). AMrumTyna ¢assl 1 mpaBoxke-
JIyTOUKOBOTO 3MUKApAMAJIbHOTO MOTEHIMAIA JTEUCT-
BUsl coctaBwia 64,8+2,0% ot ammuTyasl Gassl 2 'y
MYKCKHX 0co0eit o cpaBHeHMIO ¢ 73,8+4,4% y KeH-
ckux ocobeit (p<0,05) npu pavHe uurkiaa 2000 mc.

KJIMHUKO-DJEKTPOKAPINOTPAOMYECKAS
BAPUABEJIBHOCTDH CUH/IPOMA BPYTAJIA

DOeHoTUIMUECKAsT BapuaOETbHOCTh CUHAPOMA,
3710KayecTBeHHOe TeueHue, Bhicokuit puck BCC tpe-
OYIOT YeTKMX KPUTEPUEB U METOJIOB TUATHOCTUKH TSI
YCIIEITHOM MOSHTU(MUKALMU TAIIMEHTOB C CHUHAPO-
MmoM bpyrana.

Knuauyeckas KapThHaA XapaKTepU3YeTcs 4acThIM
BO3HUKHOBEHHEM CHHKOIE Ha (poHe mpucTtynoB KT u
BCC, npenmyIieCTBEHHO BO CHE, OTCYTCTBUEM IIPH-
3HAKOB OPraHMYECKOTO M/MJIM aHATOMUIECKOTO TTopa-
JKEHMSI KJIAITAHHOTO armapara cepaia 1 MUoKap/a IIpu
aytoricuu. [ToMrmo Ki1accuyeckoro (heHoTHUIa, BKITIO-
YAIOIIETO B Ce0ST THIIMIHBIC KIIMHUKO-3JIEKTPOKApINO-
rpadryecKue MposIBICHUS, BHIACISIOT CKPBITOE Teue-
HHE, XapaKTepU3yIolleecs TUTMIHBIMA U3MEHECHUSIMI
Ha OKI y acMMITOMAaTMYHBIX MALMEHTOB, KOTOpHIE
JIMOO MMEIOTCS TIOCTOSTHHO, JIMOO WHIYLIMPYIOTCST BO
BpeMs IpoBeaeHNs (hapMaKoJIOrHuecKux mpod [6].
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Henocpencteennoit npuuuHoit BCC u cuHkore y
00JBHBIX ¢ cuHApoMoM bpyraga sBiasercss ObIcTpast
noaumopdHasa KT, TpaHchopmupyromiascs B ¢Gud-
puutsimio xenynoukon (D2K), koTopast yare BO3HU-
KaeT B IoKoe uau Bo BpeMs cHa. [Toaumopdnas KT
yallle Bcero HauMHaeTcs ¢ (peHOMeHa «Kackana» (SLS-
i SL-mocnenoBatebHOCTL). JlaHHasT Heperyssp-
HOCTb pUTMa MOXET IPOBOILIMPOBATHCS BHE3AITHBIM
YCUJICHHUEM I1apacUMIMAaTUYCCKON CTUMYJISIIAM TIpU
BXOJIe B BOLY, B (haze «OBICTPOTO CHa», 3aHUMAIOIIIETO
BCIO BTOPYIO TOJIOBUHY HOYM, U MHOTUMU JPYTUMU
(akropamu. [TpenmyIieCTBEHHBII BO3pacT KIMHAYE-
ckoii Manudectaunm — 35—40 ner. Puck pasButus
BCC HauboJiee BbICOK y JIMLL MY>KCKOTO I10J1a, 0COOEH -
Ho B Bo3pacTe 30—40 jeT, B MOMEHT Jie0I0Ta apUTMUM.
HMHTEepecHO OTMETUTDH, YTO MOJOOHBIE TOJOBbLIE pa3-
JIMYUST TIPUBOAVUIM K TOMY, 4TO B paitoHax FOro-Boc-
TOYHOI A3MH1 MY>KYMHBI Ha BpeMsI HOUHOTO CHa Tepe-
ONIEBAINCH B KEHCKYIO OJIeXKy, UTOOBI OTITyTHYTh
«3JIBIX TyXOB», OTOMPAOIINX BO BPpeMsI CHA UX XKU3HU.

Cewmeiinble ciydan BCC cuutator hakropom puc-
ka pazsutusg BCC. OmHako B OTIMYME OT CMHIpOMa
yIUTMHEHHOTO MHTepBaia Q7 HET JMaHHBIX, KOTOphIE
OBl TTONTBEPKIAIN TTPOTHOCTUYECKOE 3HAYCHHE OTSI-
TOIIIEHHOTO CeMeWHOro aHaMHe3a. B c¢Bsiz3u ¢ 3TUM
TIPEIIIOJI0XKEeHNEe O TOM, YTO OTCYTCTBHE OTSITOIICH-
HOro CeMeWHOro aHaMHe3a yKa3blBaeT Ha HU3KUK
puck BCC, MOXeT ObITh OIIMOOYHBIM.

KakoBbl e Hamaexaliue TMarHoCcTUYecKrue Kpu-
TEPUH IS TOTO YTOOBI MACHTU(HUIINPOBATH CHHIPOM
Bpyrana? [Ins oTBeTa Ha 3TOT BOIIPOC ObLIA YUpexKe-
Ha crienuyanbHas rpynna Arrhythmia Working Group
of the European Society of Cardiology (2000), koTopas
otHecsa kK OKI-nposiBneHusiM cuHapoma bpyraga or-
KJIOHEHMSI B IIpoIieccax PeToJIIpU3alui U JeTIOISI Py -
3al1u, He CBSI3aHHBIC C MIIIEMUYECKUM TTOBPEKICHM -
€M WJIA OYEBUIHBIM 3JICKTPOJIUTHBIM AUCOATaHCOM, B
OTCYTCTBUE OIO3HABAEMBbIX CTPYKTYPHBIX CEPACYHBIX
AHOMAJIMI, ¥ TIPUBOISIIINE K 3JIcBallny cerMeHTa ST B
MPaBbIX MPEKOPAUATIbHBIX OTBEACHUSIX [29].

B Hacrostiee BpeMst THITMIHBIMA 3JICKTPOKAPIAO-
rpadmyecKuMu KpuTepusiMu cuHapoma bpyrana cum-
TalOTCSI AJIeBaIus cerMeHTa S7 B TpaBbIX TPYIHBIX OT-
BeneHusx (V,—V3), yacto 3aBeplaromiascs oTpUIia-
TeJIBHBIM 3y0110M 7, COTTPOBOXKAAIONIASICS WJIA HE CO-
MpoBoXaarolasicsl 0JI0Kagol IpaBOil HOXKMU MydKa
Tuca (BITHIIT), nepuonnyeckoe yIIMHEHUE UHTEP-
Basia PR n mapoxcusmel moaumopgnoii KT [6, 7, 29].
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Puc. 2. BKI' 6ompHOro ¢ cunapomom bpyrama, mepe-
JKMBIIETO KJIMHUYECKYH) CMEPTh C YCIEIIHbIMU PEaHU-
MAaLIMOHHBIMU MEPOTPUSATUSIMU, Y KOTOPOTO OTMEUEHbI
Bce Tpu tuna DKI -u3meHeHmid.

Ormeyarorcsa JUHAMUNYECKNEC NUBMCHCHUA DKI B TeyeHME HECKOIID-

KHUX JIHE# (CTpeJIKM MOKa3bIBaOT J-BOJIHY).

OnucaHbl TpU BO3MOXHBIX TUTAa DKI-13MeHeHui,
XapakTepu3ylomux cuHapoMm bpyrama (puc. 2) [29].
Tun 1, onucanHbiit B 1992 1., xapakTepusyeTcst 3HaYU -
TeJIbHOM dJieBanuveil cermeHta S7, NpUHUMAIOIIEH
«CBOAYaTyO» KOHpuUrypauuio (coved) ¢ aMIUIUTYAOMI
J-BOJIHBI WM 3JieBaLmeit cermedra S7 0osee 2 MM WIN
0,2 MB Ha nuke, B coyeTaHUM C HETaTUBHOM HarpaB-
JICHHOCTBIO 7-BOJIHBI, C HEOOJIBIINM H303JIeKTPUIEC-
KUM paszaeseHueM. Tum 2 Takke MMeeT BBICOKOe Haua-
J1o aneBauuu ST, HO B 3TOM cllydae aMIuiuTyaa J-BoJi-
HBI 1aeT HAyajao MOCTeTICHHOMY YOBIBAaHUIO 3JIeBAllUM
cermeHTa S7, 3aCThIBalOIIeMy Ha YpoBHe Oosee 1 MM
BBILLE U30JIMHUU, B COMTPOBOXIEHUU MOJIOXUTEIBHOMN
Wi AByx(da3Hoil T-BOJHBI, YTO B pe3yJIbTaTe IPUBO-
INT K «CeIOBUIHON» KoHpurypammu (saddleback).
Tun 3 xapaktepusyeT aseBaius cermeHTa ST MeHee
1 MM, KOTOpast MOXET OBbITh 00eMX KOH(MUTYpaLnii, HO
yalle OTMeYaloT «CeMJIOBUAHYI0» (cM. Tabauiy). Kak
MMOKa3aHO Ha pucC. 3, U3BMEHEHUs cerMeHTa S7 HOocsAT
NUHAMUAYHBIA XapakTep, U y ONHOIO MalMeHTa MOIYT
nocJjienoBaTeibHO HaOmtoaarbesl Bce Tunbl DKI, xa-
pakTepHble it cuHapoma bpyrana. /Iis BepHOiT MH-
TeprpeTaluu J-BoJIHbI HEOOXOIUMO MPABUIIbHOE pac-
MOJIOKEHHUE BJICKTPONOB Ha TPYIHON MOBEPXHOCTH.
Jaxe HeOosbllIMEe CMEIIEHUsI TPYIHBIX 3JEKTPOIOB
MOTYT IIPUBECTU K HEBEPHBIM pe3yiabraTaMm. OTKIIOHe-

Tunb! n3meHenuii cermenta S7'B otenennsx Vi, V, u Vi (1 mm=0,1 mV)

TTapameTpbl | Tun 1 Tun 2 | Tun 3
AMIUIMTYAA BOJHBI J >2 MM >2 MM >2 MM
T-3y6en OTpuuaTeTIbHbII [MonoxuTenbHbI [TonoXxuTeabHbI

uiu AByxdasHblii
Kondurypamusa ST coved saddleback saddleback

Koneunas yacte S7T' [lTocTosiHHO OTpuULIATEIbHbBIN

DneBanus >1 Mm DneBauug <1 MM
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Puc. 3. BKI 35-1eTHEro 60JbHOTO, YCIIEIIHO PEaHNMM-
poBanHoro. CieBa HarpaBo: KoHTposibHast DKI u DKT
Ha 1-it, 2-11, 3-i1, 4-i1 1 5-1t MUHYyTe BBeICHUs aliMaJIuHa.
OKI tuna «saddle back» (tTum 2) Ha 1eBbIx DKI mpeobpa-
3yeTcs B «coved» (Turm 1) Ha mocneaHeit OKI cripasa.

g

Hus cermeHTa ST B oTBeieHUsIX V4— Vg MOJKHBI UHTEP-
TIPETUPOBATHCSI C OCTOPOXKHOCTHIO, TaK KaK M3MEHe-
HMSI B 3TUX OTBEICHMSIX HE CBOMCTBEHHBI 2JIEKTPODU-
3uoJIOrMYecKuM 3 deKkTaM TIpu cuHapoMme bpyrama.
XapakTepHble U3MEHEHUST B TTPaBbIX TIPEKOPAUATbHBIX
OTBEIEHMSIX OTpaXKaroT 0ojiee 3HAYMMOE YKOPOUCHHME
JUTUTESIbHOCTH (ha3bl penosispu3aliii B CyO3NMUKapamn-
AJBHBIX OT/IEJIaX MPABOTO KeJTYI0UKa M0 CPABHEHUIO C
JIEBBIM, UTO OOBSICHSIETCSI MEHbIIIEH MpeacTaBIeHHOC-
TBIO TOKa [, B mocaenqHeM. Takxke He cleayeT paccMar-
puBaTh Mopdoiornuyeckue naMeHeHuss Ha DK mis
JIMarHOCTUPOBaHUsI cuHApoMma bpyrama cpasy mocie
MpOBeNeHUs NePUOPWILISALIMU U B TSUCHUE HECKOJIb-
KHX 4acoB MOCJIe KIMHUYECKO cMepTH [29].

W3 npyrux nmapametpoB DKI oOpamraer Ha cebs
BHUMaHME 3aMEeTHOe yKopoueHue uHteppaia Q7, Ko-
TOPOE CBSI3BIBAIOT C OCOOCHHOCTSIMU 3JIEKTPOPU3NO0-
JIOTUM KapAUOMUOLUTOB — 3HAYUTEIBHBIM YKOpPOUE-
HUeM 2-#i a3l TpaHCMEMOpPaHHOIO ITOTCHIIMAJIa
JIeicTBUSI B KJIeTKax anukapaa [3], HO MOXeT TakxKe
Ha0MonaThes 1 yaanHeHue uarepsaia Q7. B mepBbix
onucaHusx, peacraBieHHbIX P. Brugada u J. Brugada,
3 13 6 MyXXUMH UMeNU yIUuTMHeHue uHtepBaia Q7. 6o-
nee 440 mc [11]. OnucanHa rpyrnna nauueHToB ¢ 0J10-
Kanoii mpasoit Hoxku 1yuyka [uca (BITHIIT) u sneBa-
ueii cermeHTa S7, y KOTopbix cpeaaue 3HaueHus Q7.
ObUIM HEMHOTO yBeJWYeHBI [19]. BoIsiBIeHBI CEMbU C
JIGKapCTBEHHO WHAYIIMPOBAHHOM 3JIeBallCii CeTMEH-
ta ST u yuiuHeHnueM Q T-uHTtepBana [24]. Takum o0-
pa3oM, HU OJTHO U3 3HaUeHul nHTepBaita Q7, mpeBbl-
1aolee HoOpMaTUBHbBIC MOKa3aTeau B Ty WIU UHYIO
CTOPOHY, HEb3sT OTHECTH K YETKUM JTUATrHOCTUYEC-
KM KPUTEPUSIM.

Ipu3Haky HapylIeHW BHYTPHXKEIYIOYKOBOM
MIPOBOAVMOCTH, OYeBUIHO, HE HOCSIT MCTHMHHBIN Xa-
pakTep. Beicokoe Hauaso asneBaumu cermeHTa ST Mo-
KeT MackupoBatbcsi non BITHIII, Ho ortcyrcTBuUe
YIIMPEHHOTo 3y011a S B oTBeAeHUSIX Vs, Vg YKa3bIBaeT
Ha COMHMTENBLHOCTb UCTMHHOTO Hasnuust BITHIIT.

PR-uHTEpBaN yacTo yBenuyeH (Oosiee WM paBeH
200 Mc) u, MO-BUAUMOMY, OTpaxkaeT IPUCYTCTBUE
3agepxkku HV-npoBogumoctu (0ojiee WM paBHOM
55 mc). HopmanbHble 3HaueHus1 uHTepBasia HV 'y
B3pOCJIBIX KOJIEOMIOTCS B Ipenesax oT 35 mo 55 mc.
OnHaKo CBEIEHUS O MPOAOKUTEILHOCTH MHTepBaia
PR Becbma npotruBopeurBbl. HenaBHO ObLIM MpeacTaB-
JIeHbl OINMCaHus yBeaudyeHus HV-npoBonuMocTu 10
110 Mc [23]. B apyrom mccienoBaHUM COOOIIAIOCH O
cpenHuX 3HaueHusIX uHrepBana HV, paBHbix 49112 mc,
y 35 manueHToB ¢ CUHAPOMOM bpyrana, U3 KOTOpbIX
TOJILKO 6 MMenn nHTepBaj 6osee 60 mc [16].

Heo6xonuMo mipyHUMaTh BO BHUMaHWE, YTO
OKI-nipu3HaKy He SIBASIOTCS MOCTOSSHHBIMU, 3a4ac-
TYI0 CUHIPOM MMEET CKPBITOE TEUECHUE, W JIJIST €TO BbI-
SIBJICHUSI HEOOXOIMMO TIPOBOAUTH HArPy30YHbBIC TIPO-
OBl (HaTpuMep, ¢ MTPOKaAMHAMUIOM) M/WJIH 3JIEKTPO-
GU3MOTOTHUECKOE CCICAOBAHME.

ITpu npobe ¢ 1o3upoBaHHOI (HU3NYECKON HArpy3-
KOI 1 JIEKapCTBEHHOI1 TTPo0e ¢ CMMITATOMMMETHKAMM
OKT-nposiBnenus: cunapoMa bpyraga ymeHbIIaoTcs,
B TO BpeMsI KaK IIpU ITPOBEACHNN HATPY30IHBIX (DapMa-
KOJIOTUYECKMX TPOo0 ¢ aHTMapuTMuKamu | kimacca —
yBesmuuBatoTcs. ObUIManbHbIA TPOTOKON TTPOBOLIM-
pyouieii  (hapMaKoJIOTUYECKON MPOObI Yy OONbHBIX C
cuHapomoM Bpyrama BkitoyaeT BHYTPUBEHHOE BBeJIe-
HHE TpeX MperapaToB: TIypUTMaia (aiiMainHa) B 103¢
1 Mr/KT B TeueHue S MUHYT (CM. puc. 3), HOBOKauHaAMU-
na (mpokamHamuaa) B nose 10 mr/xr B TeueHue 10 mu-
HYT WK piieKanHuaa B 103¢ 2 MT/KT, MAKCUMaJIHO JI0
150 mr 3a 10 MuH. PapMaKoITpOObI YCHIIMBAIOT CYIIECT-
BYIOILLYIO 3JIEBALIVIO WIM BBI3bIBAIOT €€ B CIIyyae OTCYT-
CTBUSI TIPY CKPBITOM TeUeHUHM 3aboseBaHusI. B ciydae
Hanmuuus 1-ro Tuna udmeHeHunit Ha DKI mpoBoLUpyIO-
IIMe TIPOOkI He UMEIOT JOITOTHUTEIEHOTO TUArHOCTH -
YeCKOro 3HaueHus. [ maluveHToB o 2-M U 3-M TH-
MOM pPEKOMEHyeTCsl MpoBefeHue (papMakonpod i
YTOYHEHUS AuarHos3a. B aTux ciydasx mpoba cuurTaeTcst
TOJIOKUTEJIBHOW B ClTydae JOCTUKEHUS J-BOJHOM ab-
COJTIOTHOM aMIUTUTYIBI 0ojiee 2 MM B OTBEICHUSX V|
n/vm V, u/wm Vi, ¢ BITHIIT v 6e3 Hee. [1peo6pa-
3oBaHue 2-To win 3-ro tuna DKI-m3meHeHuit B 1-it
TUIT CUUTAIOT TTOJOXUTEbHBIM (CM. puc. 3) [29]. VBe-
JINYEHWE aMIUTUTY/IBI J-BOJIHBI 00IbIIE 2 MM Oe3 pa3BU-
TUSI «CBOJYATON» KOHGUTYpallMM TaKXKe CUMTAIOT MOo-
JIOKUTEeNbHOM Tipoboit. [lpeobOpasoBanue 3-ro Tuma
OKI Bo 2-#i TUN CYUTAIOT COMHUTENBHOI MPOOOIi.
YuuThIBasi OMACHOCTh WHIYKIIMW BO BPEMST Harpy30u-
HBIX TIPOO >KM3HEYTPOXKAIOIIUX APUTMUIN BIUIOTH 10
DK, X peKOMEHIyeTCsT TIPOBOUTH B YCIIOBUSIX TOTOB-
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HOCTU K OKa3aHUIO 3KCTPEHHOW MEIMIIMHCKON TTOMO-
I WIA peaHUMAlMOHHBIX MEpOIpUSTHii. JlomycTu-
MOCTb TIPUPaBHUBAHUSI YYBCTBUTEJIBHOCTU U CHELM-
maHOCTH (hapMaAKOTECTOB K TEHETUUECKOMY CKAaHHMPO-
BaHUIO, KOTOPOE CUUTAETCS 30JI0THIM CTaHIAPTOM B 1 -
arHoctuke cuHapomMa bpyrana, ocnapusaercs [12]. On-
HaKO CYILECTBYeT 00IIlce MHEHUE OTHOCUTEbHO MEHb-
1IEH YYBCTBUTEIBHOCTU U 3(PDEKTUBHOCTH (hIeKauHU-
Jla ¥ TIpOKaHaMUIa B BBISIBIICHMM cUHIpoMa bpyrama
10 CPaBHEHMIO ¢ aliMaiiHOM. Bocrpon3BoauMocTh Te-
CTa ¢ IMMPOKaMHAMUIOM TOYHO HE YCTAaHOBJICHA, M CPaB-
HUTEJIPHO HEIaBHEE MCCISIOBAHME TIPEIIOIaraeT, YTo
OHa MoXeT ObITh MeHbIle 100%, B TO BpeMsi Kak BOC-
MPOU3BOAUMOCTb TECTOB C aliMaJIMHOM U (hJeKauHU-
JIOM paclieHMBaeTcsI KaK BbIicokKas [9, 22].

DnekTpodusnosornyeckuii 3PPeKT mpoBOLUPY-
IOIIUX TTPOO OOBSACHSAETCS YCYryOJIeHUEM TeHEeTUYeC-
KU AeTepMEHUPOBAHHOTO MOPaKeHUsT HATPUEBBIX Ka-
HaJIOB PV BBEIEHUY aHTMAPUMUYECKUX TIPerapaToB,
TMOJABJISIIOIINX OBICTPBIN MEMOJIPU3YIONINI HaTpUe-
BBIN TOK [y, HalpaBJICHHBI BHYTPb KJIeTKH. [Ipen-
TojlaraeTcs, 4To YeM MeHee BhIpaXKeHO CHIKEHME Ha-
TPUEBOTO TOKAa, OCOOEHHO Yy OECCUMMTOMHBIX IMally-
€HTOB, KOTOpOe TpeOyeT O0JIbIlIero BBeaAeHUsI 0JIoKa-
TOPOB HATPMEBBIX KAHAJIOB JIJIS1 TIOJIOXKUTEIbHOM MpPO-
OBI, TEM MEHBIIIC Y TTAIIMEHTAa TOTOBHOCTH K Pa3BUTHUIO
JKM3HEYTpOXKaIoKNX apuTMuii [29].

I[Tomumo GOKambl HAaTPUEBBIX KaHAJIOB, aHTU-
apuTMMUUecKue mpernapaThl I Kaacca Takxke 3aMemIsSTIoT
TPOIIECC UX BOCCTAHOBJICHUS U, KaK CJICACTBUE, YN~
HS10T 3 GeKTUBHBIN pedpakTepHbiit nepuomd (DPIT) B
pPa3JIMYHON CTeneHu: TMpemnapathl moakiaacca IA (Ho-
BOKaMHAMUI, alMaJIMH, XMHUIWH) YMEPEHHO YIUTH-
Hstot DPII, npenapatel noakiacca 1B (MekcuneTuH)
BO3MIEICTBYIOT B MUHMMAJIbHOM CTEIIeHH, TIpeIapaThl
nonknacca IC (paekanHum) 3HAYUTETBHO 3aMeIJISIIOT
CKOPOCTbH TIPOBEACHUSI, TIOYTH HE M3MEHSIST IPOIOJI-
xutenbHocTh DPII. [TomoOHbIe 3aeKTpodu3noI0rn-
YeCKMe BO3NCHCTBUS U IIPOAPUTMOTCHHBIN 3G dEKT,
oKa3blBaeMble MipenapaTamu I kiacca, 1enaroT COMHM-
TEJIbHBIM MX YJ9acTHe B JICUCHWUU 3a00JIeBaHUSI, BBI-
3BaHHOI'O CHIDKEHHEM CYMMAapHOTO HaTPHUEBOTO TOKa
Iy, omHaKoO umeeTcst coodlieHre 06 apdekTuBHOCTH
OpUMEHEHUSI XUHMIMHA Yy OOJBHBIX C CHHAPOMOM
bpyrana [9]. JItoGOMBITHO OTMETUTh, UTO MOPaXKEHUE
HaTPUEBBIX KaHAJIOB, HAOIIOmaeMoe IPU CUHIPOME
yaJMHeHHoro uHtepsaia QT 3-ro Tumna, oOycaOBIeH-
HOe MyTallusIMU B TOM Xe TeHe SCNSA, nmeeT TIpoTH-
BOITOJIOXKHBIM XapakTep, W Ha3HaYeHWE MperapaToB
I x7macca, Takux Kak (jeKauHUA WIM MEKCHJICTUH,
OKa3bIBaeT MOJIOKUTEbHBIN JeueOHbI 2 dexT [21].

Y mManmeHToB ¢ HESICHBIMUA OOMOPOKAMM U TIPEeI-
rnoJjlaraéMbIM CUHApoMoM bpyrana, y KoTopbix He yna-
etcs 3apukcuponath KT ¢ TOMOIIIBI0 HEMHBa3UBHBIX
METOMIOB MCCJICAOBAHMS, IIPOBOIUTCS DJIEKTPOPU3MO0-
Jormueckoe uccienmoanue (DP®U) ¢ 1enpo BoCIpo-

MU3BeeHUs TaxuKapauu. ECTb MHEHMe, YTO MpoBe/e-
He DM®U MOXKeT ObITh TTOJE3HBIM B CTpaTU(PUKAIIAN
puUcKa M B HEKOTOPBIX CIydasx IS YCTaHOBJICHUS
nuarHosa [2, 4, 11]. JlaHHbIil MeTOA TTO3BOJISIET TIPU
HUCMOJIb30BAaHUM PA3JIMYHBIX BUIOB CTUMYJISILIMU WH-
IyIMpOBaTh W KyMUpoBaTh Taxukapauio. [Ipemioxen
MPOTOKOJ, UCTIOJIB3YIOLINI CTUMYJISILIMIO ABYX 00J1ac-
Teil — B 00J1aCTH BEPXYIIIKH TIPABOTO XKeJTyT0YKa U BbI-
BOJHOTIO TpaKTa IIPaBoOro Xeayaouka, ¢ JJIMHOM [TUKIa
600, 430 1 330 Mc, ¢ HAHECEHUEM OIHOIO, ABYX WUJIU
TpeX 3KCTPACTUMYJIOB, C IPOTPECCUBHBIM YMEHBIIIC-
HMEM WHTEepBaJla CLEIICHUs 10 MUHUMAJIbHBIX 3Ha-
yenunii (200 mc) [29]. [pubnusurensHo y 50% nauu-
eHtoB KT uHaylmMpyeTrcs U3 BIBOJHOIO TpakTa Ipa-
BOro Xenymouka. JlmarHoctudyeckoe 3HaueHue DDU
OKOHYaTeJbHO He onpeaesaeHo. [TonoxureabHas mpo-
THOCTHYECKAs 3HAYMMOCTB Kojeosercs ot 50 no 37%,
a oTpulaTejbHas IMPOrHOCTMYECKass 3HAYMMOCTb —
ot 46 10 97% [13, 14, 22]. HegaBHO YCTAHOBJIEHO, YTO
MporpaMMupyeMasi 3JIeKTPOCTUMYJISILINS He TTO3BOJIS -
€T IOCTaTOYHO TOYHO MACHTU(HUIIMPOBATH OOTBHBIX C
BbICOKMM puckoM pa3utus BCC, Tak Kak 4yBCTBU-
TEJbHOCTb U CITeLIMMUIHOCTh JAHHOTO METOoa UCCie-
IOBAaHUSI MMEIOT MEXay co0oil oOpaTHYIO 3aBUCH-
MOCTb, CBSI3aHHYIO TPEXIe BCEro ¢ arpeCCUBHOCTHIO
MIPOTOKOJIa WMCCIICAOBAaHMUSI, a MHTEPIIPETalMs Heyc-
TouMBBIX Mapokcu3mMoB KT ¢ BBICOKOI 4acTOTOIA,
nomumopdnoit KT nu @K B GombIIMHCTBE ClydaeB
3aTPYIHUTETbHA, U IPOTHOCTUYECKAS] IEHHOCTh 3TUX
COOBITUH He SIBJIIeTCS 3HaUuMol [1, 22].

Takum o00pa3oM, posb BAEKTPOPU3NOIOTUUECKO-
ro uccienoBaHus B olieHKe pucka pa3sutus BCC y
OOJIBHBIX C CHMHAPOMOM bpyrama okoHYaTelIbHO HeE
ornpezesieHa, U MPOrHOCTUYECKasi 3HAYMMOCTb IMpO-
rpaMMUPYEMOM 3JEKTPUUECKOU CTUMYJISILUUA IIPO-
JOJIXaeT OCIIapuBaThCS.

I1pu aHaM3e 0COOEHHOCTEH CYyTOUHOTO MOHUTOPH-
poBaHust DKI' nmo Xoatepy y OOJbHBIX C CUHAPOMOM
bpyrana obOpaiaer Ha cebs1 BHUMaHNE YBEJIUYEHUE
LIMPKaaHOTo MHAeKca 6oJjiee 1,5, UTo XapaKTepHO TakKe
1St OoJTbHBIX ¢ KatexoinamuHeprudeckoii KT [3]. Kak
TPaBUJIO, YBEJIMYEHNE LIMPKATHOIO MHAEKCA OTMEYaeT-
¢s1'y OOJIBHBIX C TIOBBIIIIEHUEM YYBCTBUTETBHOCTA PUTMA
cepaia K CUMIATUYECKUM BIUSHUSIM. VIHTepecHO OT-
METUTh, YTO BO3pAcT KJIMHWYECKOW MaHupecTaryu
(30—45 ner) coBmamaeT ¢ BO3PACTHONM WHBOJIOIMEH
CHUMITaTMYECKUX HEPBHBIX BOJIOKOH B MMOKApIle, HAuu-
HaroIIecsl B 3TOT TIEPHO, a JSCUMIIATA3AIS BEIeT K
MOBBILIEHUIO YYBCTBUTEILHOCTH K KATEXOJIaMUHAM, YTO
y OOJIBHBIX ¢ CHHIPOMOM bpyrama MoxKeT SIBISIThCS ITyC-
KOBBIM (DAaKTOPOM KMU3HEYTPOXKAIOIINX apUTMuii | 3].

HuddepeHmanibHyl0 AUATHOCTUKY CUHAPOMA
Bbpyrana Heo6XonuMo MPOBOIUTH B IIEPBYIO OUEpPeb C
CUHIPOMOM paHHEW pPeTnoysipu3aiuu, TPOSBIISIO-
IMMcs aieBaleit cerMmeHTa S7, KoTopast oxoxka Ha
2-it wiu 3-it tunel udmeHenuit DKI' npu cunapome
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Bbpyrama. OcHOBHBIE OTJIWMYUS 3aKJIIOYAIOTCS B TOM,
YTO TIPA CHHIPOME PaHHEU peroJiIpu3alliy ITom00-
Hble MU3MEHEHMSI 3aTparMBaloT BCE TPYAHbIC OTBEIe-
HUS U 3aKaHYMBAIOTCS ITOJIOXKUTEIHLHO HAIIpaBIICH-
Hoit BonHOM T [2]. Ilpennonaraercsa ompeaeneHHast
OJIM30CTh 3TUX CUHIPOMOB, OTJIMUUS MEXIY KOTOPBI-
MM MOTYT 3aKJTI0YaThCS B Pa3HOM CTEMEHU BbIPAKEH-
HOCTU TTapaMeTpPOB pedpakTepHOCTU B TOJIIIE COKpa-
TUTEJBHOTO MUOKap/a KeIyI0YKOB.

Haubonee cxoxue DKI-n3meHeHUs U KIIMHAYEC-
K1€ CUMIITOMBI OTMEYAIOTCS TIPU apUTMOTCHHOM THC-
IJ1a3uM MUOKapa mpaBoro xenaynouka (ARVD). [1pu
ARVD wHabmonaeTcss (GuOpo3HO-KUPOBOE 3aMellie-
HUME MUOKapJa MpaBoro Xenayroyka, KOTOpoe MOXET
OBITh KAK MUHUMAJIBHBIM, BBISIBISIEMBIM TOJIBKO TP
TUCTOJIOTMYECKOM MCCJIENIOBAaHMM, TaK U BbIPAKEH-
HBIM, C pa3HOI CTENIEHbIO BOBJIEYEHHOCTHU B TIPOILIECC
MEXCKETYIOYKOBOM MePeropoikyu U MMOKap/a JIEeBOro
xkenynouka. ARVD xapakrepusyercs KT, pazpuBato-
1Ielics, KaK IMPaBUIo, TTI0 MEXaHU3MY PUEHTPHU, C LIUP-
KYJISIIAE BOJTHBI BO30YKIEHUST BOKPYT aHATOMUYEC-
KOTO MPETSITCTBUS — ovyara (puopo3HO-XKMUPOBOTO 3a-
MeleHus. B otmmyue ot cunapoma bpyrana, xapak-
TepU3YIOIIeToCs pa3BuTHeM IoauMmopdHoit KT, xe-
JynoukoBast aputMus ipu ARVD Hocut moHomopd-
HBII, TEeMOIUMHAMMYECKHN CTAOWIIBHBINA U B psIe CIIy-
yaeB acuMNOToMaTu4HbIii xapaktep [2]. [Tpu ARVD
MOXKET OTMEUaThCs TaK Ha3bIBacMasl SIICUJIOH-BOJIHA,
COYETAIOIIASACA C HETATUBHO HaMpaBJIEHHOW BOJIHOU
T B otBenenusx Vi u V,. st ARVD He crienuduyHo
Hanuyue KoHdurypauuu Komriuiekca QRS Ttuma
BITHIIT, a takxe ymmuHenue PR/HV, BuIsIBIsIeMOE Y
50% GoabHbIX ¢ cuHapoMoM bpyrana [2, 17]. Takke
couetanne KT M cynpaBeHTPUKYISIPHBIX apUTMMIA,
BBISIBJISIEMOE Y OAHOTO OOJILHOTO, 00Jiee XapaKTEpHO
st cuHapoma bpyrana, a He mist ARVD.

AKTyaJleH BOIIPOC pa3rpaHUICHUS WA OOBEIIHE-
HMSI CUHAPOMA BHE3alHOI HEOOBSICHUMON CMEpPTU U
cuHapoMa bpyranma BeieacTBue uaeHTUIHOCTH (heHO-
TUNTUYECKUX TIposiBieHuil. CUHIPOM BHE3aIllHON He-
o0bsicuuMoit HouHoit cmeptu (SUNDS — Sudden
Unexplained Nocturnal Death Syndrome), peructpu-
pyroluiics npeumyniecTBeHHo B peruoHax FOro-Boc-
TOYHOU M BocTouHO# A3uM, XapaKTepu3yeTcsl dJieBa-
uueii cermeHTa S7 B oTBeAeHUSIX V|—V3, HEYCTOMUMBO
cszanHoi ¢ BITHIIT na DKI, u BHe3ammHo cMepThiO
n3-3a ®K. CMmepTh HACTyIaeT MPEeMMYIIECTBEHHO B
HOYHBIE YacHhl, ITIPY ayTOIICUM HE BBISBIISTIOT OpraHUYe-
CKUX TTOpaXeHWi cepalia. Pe3yasraThl FeHEeTUYeCKUX
HCCIICIOBAaHUIA TTOKAa3aji, YTO pedb HAET 00 OITHOM
3a0oneBanuun [28]. KosnekTuB aBTOpOB oOcCieqoBas
10 cemeit ¢ SUNDS ¢ mOMOIIBI0 MOJIEKYJISIPHO-TEHE-
TUYECKMX METOIOB UCC/ICAOBaHMS Ha MPeIMET BbIsSIBIIC-
HUS MyTaunii B TeHe SCN5A, OTBETCTBEHHOM 3a CHUH/I-
poM bpyrana, u myraumu B reHe SCNS5A OblTA UAESHTU-
¢uumposansl B 3-x cembsix (M030, M032, M033).

Ddracelugy I, Sodium Channel (SCN5A)
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reHoM SCNS5A, ¢ ykazaHueM MecTa JOKaJau3alluii BbISIB-
JeHHbIX MyTaruit (A735V, R1192Q, R367H) [28].
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Puc. 5. ®parMeHT reist ¢ UBMEHEHHOM 31eKTpodOopeT -
YecKoil TOABMKHOCTbIO 00pa3lioB 14 sK30HA reHa
SCN5A y nmpobanna cembu M032 (A). dparmMeHTHI ¢ aHO-
ManbHOM SSCP-moABMXXHOCTBIO yKa3aHbl CTpEIKaMM.
PonocnoBHas yka3bIBaeT TpeX 3aTPOHYTBIX MY>KUMH; B —
MpsiMOe CeKBeHUpOBaHMe (dparMeHTa ¢ HM3MEHEHHOM
aieKTpodhopeTnueckoil noasuxHocThlo. [TokazaHa u3-
MEHeHHasT HyKJIEOTUIHAs ITOCIeI0BaTeIbHOCTD 14 9K30-
Ha reHa SCN5A (MecTo HYKJICOTUIHOM 3aMEHbI YKa3aHO
crpenkoii); C — DHPLC mnoarBepxaaer aHOMabHYIO
XpomaTtorpaduiecKylo MOABKHOCTD y mpobanaa [28].
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MyTtauuu pazHOoOpa3HO 3aTparuBaloT CTPYKTYpY Oei-
Ka HaTpueBOro KaHaya: myrauus R367H 3arparusaet
MeMOpaHOCBSI3aHHBINM ToMeH | Mexay cyobenuHuLa-
Mu S5 u S6. Bropast myrauust, A735V, 3atparuBaer 10-
meH I, 6amke K BHEKJIETOYHOMY TTPOCTPAHCTBY MEXK-
ny cyobenuHuuamMu S1 u S2. TpeTbsi MyTauus,
R1192Q, pacrnosioxkeHa BO BHYTPUKJICTOYHON YacTu
Oenka, B yactu, coenunstoeit 11 u 111 nomens! Oenka
(puc. 4). Kaxxnast u3 MyTarmii IpuBOAUT K U3MEHEHUIO
CBOICTB 0€JIKa M COOTBETCTBEHHO K U3MEHEHUIO 3JIeK-
TPOGU3NOIOTUICCKIX CBOMCTB HATPHEBOTO KaHala,
B Pa3IMYHON CTETIeHW YMeHbIIas HaTpUeBbIi TOK [y,
B KOHIIe ¢ha3hl | MOTEHIMAa IeUCTBHSI, aHAJIOTMIHO
onucaHHbIM 3¢ dekTam Wi cuHapoMa bpyraga. B ka-
YyecTBe IpuMepa puBoanuTcd ceMbsd M032 ¢ aHamHe-
30M BCC, y koTopoii MeTonamu KOH(POPMALIMOHHOTO
noaumopdusma ogHonutesot JIHK (SSCP) (puc. 5,
A) u xxuakoctHoii xpomaTtorpadpuu (DHPLC) (puc. 5,
C) ObL1a MAeHTUhULMPOBaHA HYKJIEOTUIHASI 3aMEHA B
ak30He 14 rena SCN5A (C2204T) (puc. 5, B), mpuBo-
ISIIast K aMMHOKHMCIOTHOM 3aMeHe aJlaHWHA Ha BaJIMH
B mosioxkeHun 735 (Mytammst A735V) B Oeke HaTpue-
Boro kaHasia [28]. CymMMupy4 BbIllIeCKa3aHHOE, MOXHO
3akmounTh, 4T0 SUNDS 1 cunapom bpyrana ssBnsior-
cs1 (PEHOTUTIMYECKU, TEHETUYECKN U (PYHKLIMOHAIBHO
OIHUM U TeM K& HapyIICHUEM.

Benenune nanyenTon

DddexTnBHOTO (HapMaKOJIOTUIECKOTO JICUYSHUS
cuHApoMa bpyrana Ha CerogHsIIIHUI 1eHb He CyIle-
cTBYeT. EOWHCTBEHHBIM METOIOM JICUCHUSI, MMEIO-
IIAMCSI B apceHalle Kapauojora M KapaIuoxupypra,
SIBJISIETCSl MMIUIAHTalLMST KapauoBepTepa-aeduopui-
nsTopa (MK]I), KOTOpBI MCIIOIB3YyeTCs] B KauecTBE
npoduraktuku BCC [6].

YyuTeiBask HEZaBHO IIPOJEMOHCTPHUPOBAHHYIO
HU3KYIO TIpecKa3aTe/IbHYI0 TOYHOCTh JIEKTPOGhU3M -
onorudeckoro ucciaenoanusi, MKJI ciemyer ycraHas-
JIUBATh OOJIbHBIM, ITEPEHECILIUM KJIMHUYECKYIO CMEPTh
W/WIIN CUHKOIIE, a TaksKe TIpy Haymanu ciaydaeB BCC
Yy POACTBEHHUKOB MOJIOA0r0 Bo3pacta. CUMITTOMATH -
YEeCKUM IMalredTam ¢ 1-M TuromM usMeHeHuii Ha KT
1 KJIMHUYECKON CMepPThI0 B aHAMHE3€ PEKOMEHIYeTCs
umrutantauust MK/ 6e3 Heo0XoaAMMOCTH TTpOoBeAeHUS
DO®OU (I xiacc pekomenaamuii). [TomoOHbBIA TOIXOI
MPUMEHUM K TallMeHTaM ¢ 0OMOpOKaMu, Cyaopora-
MM, HOYHBIM arOHaJbHBIM IbIXaHMEM ITOCJIEC MCKITIO-
YEeHUs] HECEPIEYHBIX IMPUYMH TaHHBIX CUMIITOMOB
(ITa ximacc pekomeHmanmii). MHTepBeHIIMOHHOE Jiede-
HKME OeCCMMIITOMHOIO TeuyeHUsl cuHapoMma bpyrana
OCTaeTcs CIOPHBIM. B Takux ciaydasx peKOMEHIYIOT
nposeaeHue DPU y manueHTOB €O CIIOHTaHHBIM
(ITa xmacc pekoMeHAAIWIT) WU JIeKApCTBEHHO-WH/TY-
1UpoBaHHBIM 1-M TUNIOM DKI-u3mMeHeHui pu HaIU-
YUM OTATOlIeHHOro ceMeitHoro aHamHe3sa (IIb kmacc
pexoMeHganuii). IlpemnoxeHHble peKOMeHIAUN

OCHOBBIBAIOTCS Ha pe3yjbTarax HeOOJbIINX MHOIO-
LIEHTPOBBIX HEPAaHIOMU3MPOBAHHBIX MCCIICIOBAHUI C
KOPOTKHM MEePHOIOM HabmoneHus |5, 6].

Ecnu nauuenty mnanupyetcst umruiantanus MK/,
TO TIpu TpoBeaeHnr DPU onpenensior aHTeporpai-
Hyl0o TOuKy BeHkebaxa, 4To Mo3BOJISIET CIIPOTHO3UPO-
BaTh BO3MOXHYIO YAaCTOTY XKEIYIOYKOBOTO pUTMa MPU
COITYTCTBYIOIIIEN HA/KETyI0YKOBOI TaXWKapauu, Tie-
PUOAMYECKM BCTpeYarollelicsl Y OOJMbHBIX C CHMHAPO-
MoM Bpyrazna, v BEIOpaTh TpaBUJIBHBIN aJITOPUTM JUC-
KPUMMWHAILINY, a B CIyJ4ae MMIUIAHTAIIUN IBYXKaMep-
HOW CUCTEMBI Y3HAIOT, UMEETCS JIM PeTPOrpagHast po-
BOIMMOCTD 1 KaKOBa OHA ITPH TUITMIHOM TTapOKCU3ME
XKT. Iepsas onepauus umrnantauun MK 5-ro no-
KosneHus B Poccuu no nosoay nojgumopdHoit KT u
«OpyragonogooHbix» u3MeHeHuit Ha DKI Obla BbI-
noinHeHa B 2004 . 8 HICCX uMm. A. H. bakyneBa
PAMH unen-kopp. PAMH A. 1II. PesuimBunm. I[Mamu-
€HTKE C HEOJTHOKPATHOI KIIMHUYECKOU CMEPTHIO U yC-
MEITHBIMU pPEeaHMMALMOHHBIMUA MEPOIIPUSITUSIMU B
aHaMHe3e ObUT UMITJIAHTUPOBAH KapauoBepTep-nedu-
opwuistop GEM III DR («Medtronic»).
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