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CUHAPOM BPYT'AIIA

B.H. Abpocumos, JI.A. JKykoea, E.A. Anexceesa,
A.U. Kyponos, C.U. [ nomos, O.B. Jlynaxosa.

Psa3anckmii rocy 1apCTBEHHBINA MEAULIMHCKUAN YHUBEPCUTET
nmenH akajgemuka M.I1. ITamosa

Cunapom  bpyraga  npeacraBiasieT  co00if  KJIMHUKO-3J1EKTPOKAPIHO-
rpaduyecKuii CHHAPOM, KOTOPBI XapakTepu3yeTcsi 00MOPOKAMH W 3MH30JaMH BHe-
3aMHOM CMepPTH y NALKUEHTOB 0e3 OPraHnYecKuX U3MEHEeHH B cepaue, MPOosiBJSIIOIIMIiCS
Ha JKI moagbemom cermenta ST B mpaBbIX rpyanbix orBexeHusix (Vq — Vi) u usme-
HeHneM KoMIuIekca QRS, cxomHbIM ¢ TAKOBBIM NpH 0JI0Kae MPABOl HOXKKH Iy4YKa
I'mca, a Tak:ke BOBHUKHOBEHMEM Ha 3TOM (oHe 3MU3010B NOJIUMOP(HOH KeTya04-
KOBOH TaxuKapauu U GuOpMIIALNY xKeaya0uKkoB. CBoeBpeMeHHAasl JUATHOCTHKA U
ajeKBaTHas Tepanus MO3BOJIAET CHU3MTH CMEPTHOCTH Y MAIMEHTOB NMPH AAHHOM
3a0oJieBaHUH.

Cunapom Bbpyrana (CB) — xIMHUKO-31IEKTPOPU3NOTOTHYECKHA CHHAPOM, KO-
TOPBIA XapaKTepu3yeTcsi 0OMOpOKaMH | 3MH30aMu BHe3armHo# cmeptu (BC) y manuen-
TOB 0€3 OpraHNYeCKUX H3MEHEHHUH B cepile, nposistomuiics Ha DKI™ 610kamxoi mpaBoii
HokH myuka ['uca (BITHIII), mogpemom cermenta ST B mpaBbIX I'PyAHBIX OTBEIACHUAX
(xoTOpBIE MOTYT TPaH3UTOPHO HMcCYe3aTh) C BO3HUKHOBEHHEM Ha 3TOM (hOHE SIHM3070B
)kemymoukoBord Taxukapauu (OKT) u pubprmsamun xenymoukos (PXK), o0ycnaBmuBaro-
X KIMHAYECKYIO KapTUHY (puc.l).

Onwucanue 3MeKTpoKapAnOrpadhuIecKuX NW3MEHEHUH, XapakTepHbIX AJS CHUHAPO-
Mma bpyrana (Cb), suepseie qanm H.Osher u L.Wolf B 1953 r. B 1992 r. Oparbsamu [len-
po u JIxozedom bpyranga 6simu moapoOHO omucansl m3MeHeHns JKI u cBA3aHHBIC ¢ HU-
MU (aTanbHble HApYLUICHUS pUTMa y 8 manueHToB (6 My»XYUH U 2 JKEHIIIHBI), UMEBIIH-
MU B aHaMHe3€ CUHKOTIAIbHBIE COCTOSHUS M SMTU30/1bI KIIMHUYECKOH CMEPTH.

Cremnienp pacripoctpanenus Chb moka HesicHa. [1o TaHHBIM pa3HBIX HCCIIEIOBAHMIMA
pacpoCTPaHEHHOCTh 3JEKTpoKapauorpaduIeckux MpU3HAKOB, XapakTepHbix miusi Cb,
cocrasister oT 1 go 60 Ha 10 000 uenosek; cpeau xuteneit EBponer 1-5 va 10 000 gemno-
Bek. B crpanax FOro-Boctounoit A3uu u SnoHUM 3TOT MOKa3aTeilb 3HAYUTEIBHO BBILLE.
B s3pIKax 3THX HapOAOB €CTh JaXke CJI0Ba, 0003HAYArOIIKe MOJIOJIBIX JIIO/IEeH, BHE3AITHO
YMHPAOILIMX BO CHE: y QWIIMIMHIEB 3TO bangungut («CTOHYIIUE BO CHE»); Y TaHIEB -
lai tai («cmepTh BO cHe»). B HemaBHem simoHCKOM uccienoBannu dactora JKI' m3mene-
HUH Tak Ha3bpIBaeMoro 1-ro tuma (cM. Hmke) coctaBmia 12 Ha 10 000, 2-ro u 3-T0 THIIOB
— 58 na 10 000 xureneit. B 2000 r. co3nan (hoHJ, BO3TIaBIsEMbIid OTIOM OpaTheB bpy-
rana — PamonoM Bpyrana, KoTopblii KOOpAMHUPYET HAYYHBIE HCCIEIOBAHUS TI0 H3yde-
HUIO MOJIEKYJISIPHO-TEHETHYECKUX OCHOB, TEUSHHIO U JICUSHUIO 3a00ICBaHNA.
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Puc. 1. brnokana npaBoii HOXXKH My4YKa Mounomopdnas KT
T'uca. BpIpaxeHHBIN TOABEM CETMEHTA
ST B oTBeneHuIX V.3

OO6wrgHO 3a00neBanne AcOOTHPYeT B Bo3pacTe oT 30 g0 40 jer, ogHAKO BO3-
MO>XKHBI pa3IMuHbIe BapuaHTh. Tak, campiii Monomo# namuent ¢ Cb — 2-1HeBHBIN HOBO-
POKIEHHBIHN, caMblil cTapblil — My>kurHa 84 neT. [1o JaHHBIM 3MUAEMHOIOTHYECKUX HUC-
cnenosanuii, Cb cimyxut npuuuHoi 4% Bcex citydaeB BHe3anmHOU cmepTu U 20% cioyuyaes
BHE3aITHOM CMEPTH JIMI CO CTPYKTYpPHO HE U3MEHEHHBIM cepaueM. CpeqHuil Bo3pacT Ha-
CTyIUIEHHsl BHE3AIHOM cMepTu 417 15 rer.

Cuuraercs, yto y MmyxkuuH Cb Bctpeuaercs B 8-10 pa3 yaimie, uem y >xeHIIuH. B
HEKOTOPBIX CTpaHax AEIAIOTCs MOIBITKH ONpeAeinTsh pacnpocTpaHeHHOocTs Chb B momy-
nsun. Tak, B oguoM u3 6onpHUI] CeBepHoii Kaponunsr (CILIA) 6b110 Ipoanaan3upoBa-
Ho 12000 OKI" manmenToB Oe3 3aboneBanus cepaua. M3menenus, xapaktepasie aius Cb,
BBISIBIICHHI y 52 obcnenoBanHbIX (0,43%). MnenTnuHOE MCcnenoBaHue, MPOBEISHHOE B
Snonnn y 8612 mamueHtoB, oO6Hapyxmio nomobHeie OKI-m3meHenus y 12 denoBek
(0,14%).

Knaunuyeckas kapTuHa 3a00JeBaHMS XapaKTEPU3YETCs YacThIM BO3HUKHOBE-
HHEM CHHKOIIE Ha ()OHE NMPHUCTYINIOB XKEIYJOYKOBOM TaXMKapAUU U BHE3AIIHOW CMEPTHIO,
MIPEUMYIIECTBEHHO BO CHE, a TAKXKE OTCYTCTBHEM IPU3HAKOB OPTraHMYECKOTO TOPasKeHUs
MHOKap/a IIpH ayTOIICHH.

Kpome TunmdHON KIMHWYECKOW KapTHUHBI, TIpu Cb BRIEIAIOT CrieruUUecKui
anekTpokapauorpaduyeckuii narrepH. OH BKIOUaET 0JIOKaay MpaBod HOXKM Tydka [ 'u-
ca, cneuuguueckuii mogpeM cermenta ST B oTBeneHusx V1-V3, nepuogmyeckoe yaiau-



HeHue uHTepBaia PR, mpucTynsl monuMopdHON >KelyT0YKOBOM TaxMKapAMU BO BpEeMs
CHHKOIIE.
Brigenstorcs cnenyoomuye KIMHUKO-3JIeKTpokapanorpagpuyeckue GopmMbl CHH-
apoma bpyrapna:
e JlomHas ¢opma (TUnMYHAs >ICKTpoKapauorpaduueckass KapTHHA C CHHKO-
e, MPEACHHKOIE, CIy4asMd KIMHWUYECKOM WM BHE3allHOM CMEPTH BCIEACT-
BH€ TIOJTMMOP(HOH JKeTyJOUKOBON TaXUKaAPIUH).
e KilmHHuecKkHe BapUAHTHI:

- THIUYHAs dJEeKTpoKaparorpaduyeckas KapTuHa y aCHMIITOMAaTHYHBIX
OONBHBIX 0€3 ceMeHOM NCTOPUH BHE3AITHON CMEPTH WM CHHAPOMA
Bpyrana;

- THIUYHAs dJIEeKTpoKaparorpaduyeckas KapTuHa y aCHMIITOMAaTHYHBIX
OOJIBHBIX, YWICHOB ceMel OONBHBIX ¢ MOJIHOM (hOPMOI CHHAPOMA;

- TUIUYHAs  JIEKTpoKapAuorpaduyeckas KapTHHAa IOCIE  IPOBe-
JeHust GapMaKoIOTHIECKUX TECTOB Y aCHMIITOMATHYHBIX 00CIIETyEeMBIX,
YJICHOB ceMei OONBHBIX € TIONHOM (OPMOH CHHAPOMA;

- TUIHMYHAs JJIEKTpoKapauorpaduyeckass KapTHHA IIOCIE  IIPOBe-
JeHus1 papMaKoIOTHIECKUX TECTOB Y OOJBHBIX C TOBTOPHBIMH CHHKO
Me WM UIUONIATHYECKON puOpHuIsIueii npeacepami.
e  DiekTpokapAnorpaduvecKue BapruaHThI:

- THUIIMYHAs 3JIEeKTpoKapauorpaduyeckas KapTuHa ¢ sIBHOHM Ookanoil mpa-

BOH HOXKHM ITy4ka I 'mca, ameBanmei cermenTa ST u yammaennem PR-
UHTEpBaa;

- THUIIUYHAs JIeKTpoKapauorpaduyeckas KapTuHa ¢ 3JeBalueil CerMeHTa
ST, Ho 6¢3 ymmuHeHus PR-uHTEpBaa u 0JIOKa bl MPaBOH HOKKH ITydIKa
I'uca;

- HemoJHasg O0J0Kaja MpaBoil HOKKY mydka ['uca ¢ ymepeHHO aneBanueit

cermenTa ST;

- HU30JIMPOBaHHOE yJJMHEHHE uHTepBaia PR.

XapakTtepHo, uro TUnH4yHbI DKI -maTTepH yaiie perucTpupyercs y OONbHBIX B
Nepuo mepes pa3BuTHeM GUOPUILISLHUN KETyIOUYKOB, YTO CBHUACTEILCTBYET O HE00XO-
TAMOCTH JUHAMHYECKOTO HAOJFOIeHUS 3a O0bHBIMU ¢ TTomo3penueM Ha Cb. Ilpu npobe
C JIO3MPOBAHHON (PU3UYECKON HATPY3KOH U JCKAPCTBEHHOU MPOOE C CHMITATOMUMETHKA-
mu (m3aapul) DK -mposnerns Cb yMeHBIIAIOTCS, B TO BpeMs Kak MPH Mpode ¢ Mej-
JICHHBIM BHYTPHBEHHBIM BBEJCHHEM AaHTHApPUTMHYECKHX IpPEnapaToB, OJOKHUPYIOIIHX
HATPHUEBBIH TOK, yBennuuBaloTcs. COrjlacHO CTaHAapTHOMY MPOTOKONY OOCIIeTOBaHUS
OonpHBIX ¢ mogo3penneM Ha Cb, pekoMeHAyeTcs HMCIoib30BaTh A NMpol cieayroume
aHTHAPUTMHUYECKHE Tpernaparhl: aiiMajiiH, BBOOUMBIA B 103¢ 1 MI/KT 3a 5 MUH BHYTpH-
BeHHO, (uexanHua — 2 Mr/kr 3a 10 MuH BHyTpuBeHHO Wiu 400 MTr mepopajbHO, HOBO-
kauHaMuA - 10 mr/kr 3a 10 MUH BHYTPUBEHHO WM MWICHKamHUA — 1 Mr/kr 3a 10 muH
BHYTpPUBEHHO. V3 3THX CpEICTB B HallEl CTpaHe AOCTYIIEH TOJBKO HOBOKaMHaMui. Tect
C HOBOKaMHAMMJIOM JOJDKEH IIPOBOIUTHCS B YCIOBUAX OTAEIECHHS PEaHUMALUH IIOJ IO-
CTOSTHHBIM MOHHUTOPHBIM KoHTpolieM OKI'. HeoOGXxommmo oOCyIIeCTBIATh MOCTOSHHYIO
3amuch DKI co ckopocThio 10 MM/c, IpH BOZHUKHOBEHHH W3MEHEHUH - 25 mim 50 mm/c.
Tect mpexpamaercs, ecnu Ha DKI' BO3HUKAIOT U3MEHEHHS 1-T0 THIA, IPOUCXOIAT TTOTb-
em cermenTta ST Gosee yeMm Ha 2 MM NpPU U3MEHEHHUSAX 2-TO THIA, YBEITHUEHHUE IUTENb-
HocTH Komiiekca QRS Ha 30% u Gosiee OT HCXOTHOTO MM BO3HUKAIOT KETyJOYKOBHIC
9KCTPACUCTONBI U APYrHe HapylleHus putMa. Heo0Xonmmo y4uuTHIBaTh, YTO NMPH BBEIE-



HUM YKa3aHHBIX MpernapaToB y 001bpHBIX ¢ CBb MOTYT pa3BHBaThHCS OMACHBIE KEITyT0YKO-
BbI€ TAXHAPUTMHUH, BIUIOTH A0 PHOPHIUIALNNHN JKEIYAOYKOB, TIOATOMY TPOBOIUTHCS TaKUE
MpOOBI TOJDKHBI MPH YCIOBHU TIOJHOM TOTOBHOCTH K OKa3aHHUIO AKCTPEHHOU ITOMOIIIH.
Ho, HecMmoTpst Ha 3TO, TpOOBI HA CETOHSIIHUN eHh — HanboJlee TOCTOBEPHBI KPHUTE-
pUil BBISIBIIEHUS OIMACHOTO, YTPOXKAIOIIETO XU3HU 3a00JIeBaHMsI, TPEOYIOMIEro MOCTOSH-
HOTO HaONIOEHUS ¥ MHOTOJIETHEH aHTHapUTMHUYECKOM Tepanuu. [Ipu npoBeneHnn MHBA-
3uBHOTO D®U y GonbHBIX ¢ Chb 4acTo MHIYIHPYIOTCS JKEIYJOUYKOBBIC apUTMHH, OJHAKO
O®U BpsAa M1 MOKHO CUUTATH «30JI0THIM CTaHIAPTOMY AMATHOCTHKH TIOJHON KIIMHUYE-
ckoit hopmel curmpoma. Jlo 1992 roga HepeaKo OMUCHIBAIMCH CIIydau HAOTIOICHUS MO-
nojeix 0onbHBIX ¢ TUNHYHBIM OKI-matrepHom Cb, CHHKONANBHBIMU COCTOSIHUSMHU U
HOpMaNBHEIMH TTOKa3arensivu DD, B nanprelimem Takue OOJBHBIC, OCTaBICHHBIE 0e3
nedeHwusi, BHe3amHo morubdamu (Mandell W., 1985).

B nocnennue roapl B JUATHOCTUKE OOIBHBIX C PUCKOM OMACHBIX KEITYIOUYKOBBIX
aputMuii, ocobeHHo «Mukpoanomanuit OKI», 3HaUnTETHHO BO3pOCia POJIb CTAHAAPTHOMN
anekTpokapauorpadun. Tak, y manmeHToB ¢ Cb, Hepenko perucTpupyeTcsl SICIIIOH-
BOJIHA — €, XapaKTepu3yollas 3aMe/UICHHYIO JCTONSIPU3AIUI0 B 00IACTH BBIBOAHOTO
TpakTa MpaBoTo XeIyAouka. JlaHHbIH MPU3HAK MIPEICTaBIIAET COO0H «OOIBIION THATrHO-
CTHYECKUHN KPUTEPUI IPyroro 3ab0eBaHusl, COMPSDKEHHOTO C BRICOKUM PHUCKOM BHE3aIl-
HOW CMEpPTH, — apUTMOTEHHOW IWCIIa3uM IPaBOTo Xemymodka. OIHAaKO, YYUTHIBas
€IMHBI MCTOYHWK BO3HHKHOBEHHWS apUTMHU TPH O00OWX 3a00JIEBaHMSIX — BBIBOAHOM
TPaKT MPABOTO XKEIYJ0UKa, €T0 MOKHO OTHECTH M K TUArHOCTHYeCKH 3HauuMbiM DKI -
nposiBiaeHusM Cb. YV GONbHBIX ¢ PHCKOM BHE3aITHOH CMEPTH OOJIBIIIOC BHUMAHHE YJICIIsi-
ercst yanmuHeHuro wHTepBana QT kak ¢akTopy pHcKa KeTyIJoYKOBBIX apuTMmuidl. OXHAKO
P HAOFOISHHI, IPOBOIMBIIIMXCS B TIOCIIEHEE BpEMSI, IIOKA3ajl, YTO IPOAPUTMOTEHHYIO
pois urpaet u ykopouenue QT, Habmogaemoe uMeHHO y OonbHbIX ¢ Cb 1 manonaruye-
cKoil puOpmsueit xxenynoukoB. [Ipemmaraercs naxe TepMUH «CHHIPOM YKOPOUYEHHO-
ro uaTepasia QT» (Gussak L, 2000). HabmromeHns CBUACTENBLCTBYIOT O TOM, YTO Y BCEX
601pHBIX ¢ Cb oTMeueHs! 3HaueHus uHTepBana QT MeHee 50 nponeHTuny, a y Hanboee
TSOKEIBIX OOJLHBIX — MEHee 5. DTH U3MEHEHHUS MOTYT OBITh CBSI3aHBI ¢ OCOOCHHOCTSIMU
anexTpodusnorornu Kaparuomuonuta nmpu Cb — 3HaYNTENTBHBIM YKOpOUeHUEM 2-1 (pa3sl
MOTCHIIMANIA CUCTBYSI B IIUKAPJIE MPABOTO Kelyaouka (mpu yuInHeHun uaTepBata QT
3aJIeiCTBOBAH MPOTHUBOIOJIOKHBIN 3JICKTPOPU3UOIOTHICSCKUNA MeXxaHu3M). O4deBUIHO,
ACMHXPOHU3M PENOJSpHU3alnd 000N MPUPOABI MOBHIIIAET APUTMOTCHHYIO TOTOBHOCTh
Muokapza. IIpu xonTepoBCkOM MOHHTOPHUPOBAHUHN MOXKET OTMEYATHCSI BEICOKHN IUPKAJI-
Heiii naAekc (LI — otHomeHune cpenueit gHeBHOU K cpenuelt Hounoit YCC) — OGoree
1,45 (mopma ot 1,24 mo 1,44).

YcraHOBJIEHO, YTO reHeTH4Yeckoil OCHOBOM cuHapoma bpyrana sasisercs my-
tanusa B reHe SCNSA Ha KOpOTKOM 1miede 3-i XxpoMocombl 3p21-24. DTOT reH Koaupyer
CTPYKTypy Oenka a-cyOBheJIMHUIBI HATPHEBBIX KAaHAJIOB, 00ECIEUYHMBAIONIUX HATPUEBBIN
tok moreHnuana neicteus (I1J]). Cunapom bpyrama Hacnemyercs Mo ayTOCOMHO-
noMuHaHTHOMY THITy. Kpome rena SCNSA ObLT BBIABIIEH €Ille OJWH JOKYC 3-i XpoMoco-
Mbl, cBs3aHHbIN ¢ Chb. EcTh ocHOBaHMS mpeanonarath, 4to B ocHoBe Ch nexut ere psi
MaTOJOTHYECKUX BaPHAHTOB PA3IMYHBIX T€HOB, OTBETCTBEHHBIX 32 KOJHPOBAHUE JIPYTHX
KaHaJIOB M OENKOB, YYacTBYIOIIMX B MOHHOM Tpancnopte [4]. M3BecTtHO okono 80 Bo3-
MOXKHBIX MyTanuii TeHa SCN5SA. 24 renoBapuanta SCNSA ObUtH IeTadbHO M3YyYEHBI C
UCIOJIb30BAHUEM COBPEMEHHBIX OMO(DU3HOIOTUICCKUX U OMOXUMHUYESCKUX METOJIOB.

B Hacrosiiiee BpeMsi HAKOIUICH HEMAIIbIid OTBIT TI0 U3YYCHHUIO AJIEKTPOPHU3UOIO-
TMYECKHX MeXaHu3MOB, Jiexkanux B ocHoBe Cb. B nauane 90-x romoB XX Beka OblIH



BBIABUHYTHI JJB€ KOHLEMUUHU: 1) «BCe MIM HUYETO» B PEHOJSIPH3ALMU SIHUKApAA KEely-
JTOYKOB; 2) KOHIIEIIINS IIOBTOPHOTO BXoJa (re-entry) Bo 2-10 a3y moTeHnmana IeicTBUs
B OTBET Ha OJIOKaJy HATPUEBBIX KaHAJIOB.

Tpanzutopusiii Berxoasimmii Tok (I,) onpenenser popmy moreHIMana aeHcT-
BUS 3MMKapa >kenynoukoB npu Cb, 4ro nmpuBoauT K 00pa3o0BaHMIO XapaKTEPHOM «BbI-
pe3ku» B Havaine ¢asbl mwiaro. B noreHnuane AedCTBUS YHI0KAPIA TOA00HBIC H3MEHEHHUS
OTCYTCTBYIOT, YTO IPUBOJUT K 00pa30BaHUIO TPAHCMYPAIBHOTO 3JIEKTPUUECKOTO TPajy-
€HTa, OTBETCTBEHHOTO 3a (hopmupoBanue Touku J Ha OKI (puc.2).

vy

JHIOKApI

Puc. 2. Monoda3Hbiii moTeHIMan IEWCTBUS, 3aNUCAHHBIA C JHIO-U SMHKapja
BBIXOJHOIO TpaKTa MPaBOro XEIyJouyka y HauueHTta ¢ cuHapoMom bpyrana

B HOpMalIbHBIX YCIOBHSIX ATOT TPAIUEHT HE PETUCTPUPYETCs], MOITOMY TOUKa J
HAXOJUTCS Ha M303JIEKTpUIecKoi mHuU. [losBieHne «BBIpe3Kn» B Hadalne ¢a3bl IIaTo
MOTEHIMANIa JEHCTBUS AIUKapAa NPUBOIUT K MOSBICHUIO 3JEKTPUYECKOrO IPaJveHTa U
Kak creacTBue K noasémy cermerTa ST wa OKI'. BonmHa penonspusanuy MOSBISETCS OT
CEIUIOBUHBI WM KyIOJia OTEHLKAaa NEUCTBUSA B 3aBUCUMOCTH OT Pa3HULIBI BO BPEMEHU
JETOJSIPU3AIlAN PHIO0- U dIHUKapaa. 3afepiKKa B ACTIONSIPU3AIIH TUKApAa MOXKET MpH-
BOJWTH TaKXe K MOsABIICHUIO oTpunaTenbHbix 3yormoB T ma OKI'. [lombem cermenta ST
WIA TOYKU J 4acTo HaONIOMaeTCs B AKCIEPUMEHTAIBLHBIX MOJENAX B Buje 3yOma R' B
komruiekce Tuna RSR'. Oto nmokaseiBaer, uro namenenust OKI' mo tumy Giokaap! mpaBoit
HOXKH TIyuka ['nca y 601pHBIX ¢ Cb ckopee cBsI3aHBI C paHHEH PENOIIpU3AINEH dITHKap-
Jla, 4eM C 3aJepKKOU NMPOBEeACHUS uMityibcea 1o cucreme ['uca-Ilypkunse. [leiicTBuTENb-
HO, €CIId NPUMEHSTh CTPOTHE KPUTEPUU JUATHOCTHKH OJOKaabl MPaBOH HOXKKH ITydKa
I'nca x m3menenusm DKI', o6HapyxuBaemMbIM 1pu Ch, TO OKa)XeTcsl, 9TO B OOJBITHMHCTBE
CIIy4YaeB dTU KPUTEPHUH HE BEHITIONHSIOTCS. APUTMOTEHHBIN CyOCTpaT MOSBISAETCS, KOTIa
BO3pAacCTaeT TPaJUCHT MEXAY SHAO- U snukapaoM. IIpu 3TOM Ha pa3NIMYHBIX ydacTKax
SMUKap/Ia PENmoIPU3AIMS HAET C Pa3HONW CKOPOCTHI0. DTO MPUBOIUT K BBIPAKEHHOU IFIC-
MEPCUU KaK PErosIpU3allii, Tak U PePPaKTEPHOCTH MEXIY M- U 3HJO0KAPJOM, 4TO B
CBOIO ouepean BEIET K 00pa3oBaHUIO «YSI3BUMOTO OKHay,
MONaB B KOTOPOE 3KCTPACUCTOJIA MOXKET BBI3BATh apUTMHUIO [0 MeXaHu3My re-entry. [Ipo-
BeJICHHE MTOTEeHIINala AEUCTBUS U3 TEX MECT, I/Ie OH MPOTeKaeT ObICTpee, K MecTaMm, TJe
UMeEeTCS 3a7iepKKa ero 00pa3oBaHuUs, IPUBOIUT K MOSBICHUIO JOMOTHUTEILHOTO BO30Y-
JKICHUS 4Yepe3 MEXaHW3M TOBTOPHOTO  BXozaa BO 2-0 (Da3y MOTeHIHMana eHCTBHSL.



Bcnenctue 3Toro nosIBISIIOTCS paHHUE SKCTPACUCTOJIBL, MTOMAAIONINE B «YSI3BUMOE OK-
HO» ¥ BbI3bIBaromue 3amyck KT n/mmm @XK. [lossiienrne moqo0HBIX IKCTPACKCTON 9acTO
OBIBaeT MpPeABECTHUKOM BO3ZHUKHOBEHUS noiuMopduoit JKT.

BripaskeHHOCTh KJIAMHMYECKHX NposiBjeHuil npu Cb 3aBuUCUT OT KoIHMuYecTBa
HOBPEKACHHBIX HATPUEBBIX KaHAIOB. TakK, IpH MOBPEXACHUN MeHee 25% KaHaJIo0B U3Me-
Henust Ha OKI' v HapymeHus: puTMa HaOMIONAIOTCS TOJBKO MOCHIE BBEACHUS 0JOKaTOPOB
HaTpUEBBIX KaHAIOB. lIpu yBenIWYeHHWH NMOBPEXIEHHBIX KaHAJIOB 10 25% MOSABISAIOTCS
n3MeHeHus Ha DKI™ 1 MOTyT OBITH MHAYIIMPOBAaHBI HapyIIeHUS puTMa. llpu manpHeimem
YBEJIUYEHUH KOJIMYECTBA IOBPEXKICHHBIX KaHAIOB HAPYIIEHUS PUTMAa MOTYT BO3HHUKATh
CIIOHTaHHO U Pe3KO BO3PACTAeT PUCK BHE3AITHON CMEPTH.

XKemynoukoBble HapyIIEHUSI PUTMA CITy>KaT CaMbIM 4aCTBIM M TPO3HBIM MPOsIBIIE-
HueM Cb, onHako y 3HaUMTENbHOH YacTH MAIMEHTOB HAOIIONAIOTCS M CYNpPaBEHTPUKY-
nsipHBle apuT™Mud. Tak, pubpmntsiuns npeacepauii Beisnsiercs y 10-20%. Kpome sToro,
OTHCaHBI aTPUOBEHTPHUKYJIIpHAS y3J0Bast Taxu-
Kapaust U cuaapoM Bombda-Ilapkuacona-Yaiita. I[lomumo 3tix m3Mmenenwit, mpu Cb
HAOTIOJAI0TCST yBEJIIMYEHNE BPEMEHH BOCCTAHOBIICHHUSI CHHYCOBOTO Yy3J1a U 3a/IepiKKa CH-
HOATpHUAIIBHOIO MpoBefeHus. Y naiueHToB ¢ Cb Bo3MoxkHbI Tpu THna n3menenuit OKI' B
MPaBBIX TPYAHBIX OTBEJACHUAX (pHc.3, Tadm.1).

Twun |1 Tun 2 Twn 3

v THf “f--ff‘ff-‘lrf'f“;f‘f -’hr-: A

| ——t
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Puc. 3. Tuner m3menenuit OKI mpu cuanpome bpyrana

Tabnmma 1
Tuns! usmenennit OKI" npu cunapome bpyrana
HN3menenus DKI' 1-ii TUN 2-ii TMII 3-Tun
AMILIMTY/1a TOYKH >2 >2 >2
J, MM
3yoen T Otpunarenbubiii | Orpunarenbubiii | IlososkuTeabHBIH
ABYX(a3Hblil
Kondurypamus KynoJsioo6pa3nasn CennoBugHasi CennioBugHasi
cermenta ST
Koneunas yactb Ili1aBHO HHMCXO- oabem >1 Mmm Hoabem <1 mm
cermenTa ST ASIIAst




IIpyn 3TOM NIHAarHOCTUYECKH 3HAYUMBIM SIBISIETCSI TOJNBKO 1-M THUII M3MEHEHUM
OKI'. quarno3 Cb MOXHO IMOCTaBUTh, €CJIM TOJIBKO MOJO0OHBIC U3MEHEHHSI BBISIBIISIFOTCS
OoJjiee yeM B OJTHOM W3 OTBeneHUil ¢ V| o V; Ha poHe mpuMeHeHus 0JI0KaTOPOB HATpHe-
BBIX KaHAJIOB MJIN 0€3 TAKOBBIX M €CIIM MMEETCS! OJIMH W3 CIEAYIOUINX CHMIITOMOB: TOKY-
mentupoBanHas XK wn monmumopduas KT, cmyyan BHE3aTHOW CMEPTH POJCTBEHHHKOB
B Bo3pacte A0 45 ner, KynoinooOpa3Hblii moabeM cerMeHTa ST B paBbIX TPYIHBIX OTBE-
NEHUSIX y MPYTHX WIEHOB ceMbH, HHAYKIHS KT mpu 35eKTpoH3H0oIorndecKoM uccie-
JIOBaHWW, OOMOPOKHU WJIM aroHaJbHOE JbixaHue 1o Hovyam [4]. Xapaktepubie st Cb u3-
MeHneHnuss DKI' MoryT ObITh MHAYIHPOBaHBEI Ha (hOHE NMPUMEHEHHS OJIOKAaTOPOB HaTpHE-
BBIX KaHAJIOB, JIUXOPAJKN MM HCIIOJIB30BAHUS BarOTOHHYECKHUX cpeAcTB. TecT ¢ Onoka-
TOpaMH HATPUEBBIX KAHAJOB Y JHUI[ C UCXOJIHO MMEIOIUMCA 1-M TUIIOM M3MEHEHUH Ha
OKI' 00BIYHO HE BHIMOIHSAETCS, TaK KaK OH CONPSKEH C PHCKOM Pa3BUTHUS HapYIICHUH
pUTMa M JIaeT MaJIO JTOTIONHHUTENBHOW WHPOPMAIUK YISl OTIPEeSICHHs JUarHo3a U Mmpo-
rHo3a 3abonesanus. M3menenus Ha DK, cxomuble ¢ TakoBbiME Tipu CB, MOTYT BBISB-
TATHCS TIPU ATUITUYHOM OJOKaje mpaBoil HOXKH ITydka ['mca, runeprpodun neBoro xe-
JyJI09Ka, CHHAPOME PaHHEH penojisipu3alny, epuKapauTe, nHpapKTe MHOKapAa, TPOM-
60sMbonMy JeroyHON apTepuu, creHokapauu [IpuHiMeTana, paccianBaromieil aHeBpU3-
M€ aopThl, PA3NUYHBIX AHOMAIHSX [EHTPAIFHOW M BETETATUBHON HEPBHOW CHCTEMBI,
MBIIIEYHON mucTpoduu [romena, nedunnre THaMuHA, THIIEPKATHEMHUH, THIIEPKAJIbIIHE-
MUH, apuTMOTreHHo# auciuiasun 1K, BopoHKoOOpa3HO# IpynHOM KIIeTKe, TUIIOTEPMUHU U
MEXaHUYECKOH OOCTPYKIIUH BBIXOJHOTO TPAKTA MPABOTO KEIYA0YKA OIYXOJISIMH HITH MPU
reMoIepuKape.

OcHOBHOE KJlacCHUYECKOe MpOsBICHHE CHHIApoMa bpyramga - cHHKOMalbHBIE CO-
crosius u 313061 BC. Oxono 80% OonbHBIX, epenecinx BC, B aHaMHE3e UMeENH J10
3TOTO CHHKOMAIBHBIE COCTOSHUA. B TSXKeNmbIX ciaydasx 0OMOPOKH MOTYT CONPOBOXKAATh-
csl cygoporamMu. Y psina O0JBHBIX MPUCTYITBI MIPOTEKAIOT 0€3 TOTEPH CO3HAHUS M Xapak-
TEPU3YIOTCS BHE3AITHO MPOSIBISIFOIICHCS PE3KOH CllaboCThI0, OJIeTHOCTRIO, MepebosiMH B
pabote cepana WM TOJBKO cepaueOueHusMU. B OonbIIMHCTBE cily4aeB KIMHHKA CHH-
npoma bpyrama obycnosnena BozankHoBeHHEM KT 1 @K, omHako 0HA MOXKET OBITH CBSI-
3aHa M C HA/DKETYJOYKOBBIMU TaXUAPUTMUSMHE (B YaCTHOCTH, ¢ GUOPHILIAIIEH TIpeacep-
).

ONu30Apl KETyMTOYKOBBIX APUTMUH dallle BO3HUKAIOT Yy B3POCIBIX MYKUHUH
(cpemunii Bo3pacT 38 Jyier), oqHaKo MOTyT HabmoaaThes U 'y neteit (omucansl KT u ©XK y
pebenka B Bo3pacTe 6 MecAIeB) U MOKWIbIX Jull (73,5 roga).

KT n ®XK, xak nmpaBuiio, BO3HUKAIOT BO BpeMsl OTIbIXa WM CHA, IPU OpaguKap-
UM, OJHAKO MOTYT BBI3BIBaThCS (m3ndeckor Harpyskoi (mo 15% cmydaes). MHorma
MPUCTYIIBI KEITyAOYKOBBIX apUTMHUN MpHU CHHApoMe bpyrama MOryT MmpoOBOIIMPOBATHCS
MIPUEMOM aJKOTOJISl ¥ JINXOPATKOM.

OCHOBHBIM METOAOM THATHOCTHKH 3TOTO CHHIPOMA SIBISIETCS JJICKTPOKAPIUO-
rpadus. O6Hapyxenue npusnakoB BITHIIT (MoxeT ObITh HEMOJIHOW) ¥ MOJIBEM CErMEHTA
ST B orBeneHusix V1-V3 mpu cOOTBETCTBYIOLIEH KIMHUYECKON KapTUHE CIYXKHUT IOJ-
TBEPXKJCHHEM AMarHo3a cuHapoMa bpyrama. B 3Tux jke OTBEIEHHSIX MOXKET OTMEYaThCs
taxke mHBepcus 3yoma T. Xapakrepubsie m3MeHeHns Ha OKI' UMEIOTCS TTOCTOSTHHO WITH
TIOSIBIIIIOTCS TIEPUOIUYECKH, BO3MOXHO, JI0 U TOCJIE 3MHU30J0B apUTMHI, 4YTO MOYKHO 3a-
PETUCTPUPOBATH MPU XOJNTEPOBCKOM MOHUTOpHpoBaHnu JKI'.

OmHako TpexXomsIImuid XapakTep u3MeHeHni Ha craHmaptHoi OKI' cozmaer 3Ha-
YUTEIbHBIE TPYIHOCTH JUIA IUArHOCTHKH, YTO 3aCTaBJISIET HCKAaTh APYTUe HAJEKHBIE Me-



TOIbI BepUBHUKALNN JAHHOTO COCTOSIHUSI.

IlepcrieKTHBHBEIM HamnpaBlICHHEM AWArHOCTHKM cHHApoma bpyrama cuuraercs
takke peructpanus DKI' (cTaHmapTHBIX OTBEJEHWH M BBICOKHMX MPABBIX I'PYJIHBIX) Ha
(oHe BBeneHUS OJIOKaTOPOB HATPUEBBIX KAHANOB (aHTHAPUTMHUUECKUX IIPENapaToB Kiac-
ca 1A u 1C - aiiMmanuHa, mpokanHamMuaa, ¢piaekanauaa). Cieayer IOMHHUTD, 9TO TPH BBI-
MOJTHEHUH 3TUX Mpo0 HeoOxoauMa oco0asi TOTOBHOCTh MEAMIIMHCKOTO MEPCOHANa K Mpo-
BEJICHUIO PEaHUMAIIOHHBIX MEPONpPUATHH, MOCKOJIBKY BEpOSATHOCTH Pa3BUTHUA Mapo-
kcuzmanbHOU KT u @K Bo BpeMs ux mpoBeACHUS PE3KO BO3PACTAET.

B 10 e Bpems nmerorcs HaOIIOAEHUS, CBUIACTEIbCTBYIONINE O HOpMalU3aluu
cerMeHTa ST npu Ha3HaueHMM MAIMEHTaM C CHHIPOMOM bpyrajga aHTHapUTMHYECKHX
npenaparoB  knacca IA. Kpome Toro, ommcaHo MpOsSBIEHHE CKPBITOTO CHHIPOMA
bpyraga Ha (oHe mpueMa aHTHApUTMHUYECKHX IpenapaToB kiacca 1C mpu oTCyTCTBHM
moTI00HOTO JICHCTBHS MpemnapaToB kiacca [A

OOHapyKeHHIO CKPHITOro cHHApoMa bpyrana MoryT crocoOCTBOBaTh IpUEM He-
KOTOPBIX APYTUX NpEenapaToB, HAIpUMeEpP, JUMEHIHIPUHATA, a TaKXkKe JINXopaaka. Beeze-
HHUE O-alpEHOMUMETUKOB, [3-aApeHO0I0KATOPOB, 1 M-XOJIMHOMHMETHKOB 4aCTO yBEIH-
yyBaeT noxbeM cermenra ST y 6onbHBIX ¢ cuHapoMoM bpyrana.

IIpu npoBeneHnu mnpo6 ¢ pu3nuecKoil Harpy3Koi y MalMeHTOB ¢ 3TUM CHHAPO-
MOM BO3MOXKHBI HOpManu3anusa cerMeHTa ST B MOMEHT Harpy3KH W TOSIBICHHE €ro
MOJIbEMA B BOCCTAHOBUTEILHOM MEPHOJIE.

B cBsi31 ¢ HaciIeqCTBEHHBIM XapaKTepoM 3a00JieBaHKsI HEOOXOAUMO TIIATENbHOE
o0cneoBaHre POJACTBEHHUKOB OOJIBHOTO ISl BBISABIICHHUS CKPBITBIX U OECCUMOTOMHBIX
¢opm cunapoma. BrisBiaeHue ckpbIThIX (opMm cunHapoMa bpyrana 3arpynHeHo, Tak Kak
TEHETUYECKHE METOBI IUAarHOCTHUKH, SIBIIIOIINECS B TaHHOM CIIydae pPEIIafolUMHY, €Ile
HEJOCTaTOYHO IIMPOKO BHEAPEHBI B KIMHUYECKYIO NMPAKTHKY, KPOME TOTrO, KaK YK€ yIo-
MUHAIIOCh, MyTalust B reHe SCNSA oOHapyKHBaeTcsl JAIeKO He Y BceX OOIBHBIX. DIIeK-
TpokapauorpadhUIeCKUMA TIpeauKkTopamMu Hammamst MyTtarmuu SCNSA ssisroTcs: 1) 6o-
nee anuHHBINA nHTEpBan P-Q (>21 Mmc); 2) Oonee anmuuHBN nHTEpBaI H - V (>60 Mc); 3)
3HAYUTENILHO OOJIbIIee YBEITMUCHUE IPOAOIDKUTENBHOCTH KoMIutekca QRS mpu BBepeHun
AHTHMAPUTMHYECKUX NpenapaTos | kmacca, 9To cornacyercs ¢ MpeAnoiaracMbIM HapyIe-
HUEM (PYHKINU HATPUEBBIX KaHAJIOB.

VY nanueHToB ¢ CHHAPOMOM bpyrana natonorusi, kak IpaBuio, HE BBIBISIETCS
IpY IPOBEICHUH 3X0Kapauorpadun, KOpoHapHOH aHruorpaduu, YHIOMUOKAPAUAIEHON
Ouorcuu, HEBPOJIOTHUECKOT0 HCCIeqoBaHus. IHOTja KIIMHNKA CHHKOIAJIbHBIX COCTOSI-
Huil ¢ peructpamueit Ha OKI' moabema cermenta ST 3acTaBigeT 3aM0I03PUTh HATUYHE
octporo nHdapkra Muokapaa. s nuddepeHnnanbHON AMarHOCTUKY HEOOXOANMBI HC-
CJIEZIOBaHKE KapAuajIbHbIX ()epMEHTOB, IPOBEJCHUE IPOO ¢ AHTHAPUTMUIECKUMH TIperia-
paramu [ ximacca u anekTpokapauorpapuuecKiii KOHTPOJIb B fnHaMuke. Ciieayer oTMe-
TUTh, YTO MALIMEHTHI, Y KOTOpBIX U3MeHeHus: DKI' 1-ro Tuma BeIABIAIOTCSA IPU PACIIOO-
JKEHUH 3JIEKTPOIOB Ha ABa MEKpeOephsl BBIILIE, JOKHBI PACIIEHUBATHCS KaK MMEIOIINE
cnonTanHble m3MeHeHuss JKI u ieueOHast TAKTHKA B OTHOIIEHUH HUX JTOJDKHA OBITH CO-
OTBETCTBYIOLIEH.

HecmoTps Ha psan noctikeHnit B mnoHMManuy naroreresa Cb, ycnexu B o0nactu
JIEYCHHUS TAKUX OOJIBHBIX OCTAIOTCS JOCTATOUHO CKPOMHBIMHU. Psizt TekapcTBEHHBIX
cpenct ObLT oipoboBan pu Chb, ogHaKO HU OHO U3 HUX HE 00JIaTacT JOCTaTOYHOM
3¢ (eKTUBHOCTEIO. B Hacmosauiee pemsa eOUHCMEeHHOIl Oelich8eHHOI Mepoil 6 jleue-
Huu Cb aenaemca umnaanmayus Kapouoeepmepa-oehuopuinamopa.

Ycnexu B 06;1aCTH paAMOYacTOTHOM a0iallid apUTMOT€HHBIX 0YaroB IMO3BOJISIIOT



UCIIOJIb30BaTh 3TOT METoA B psae ciayyaeB Cb nns mopaBneHHsi 04aroB 3KTONMUYECKOU
AaKTHBHOCTH, OJHAKO 3TOT METOJ HE BIUSAET HAa NAaTONCHETUUYECKUE N3MEHEHUS], JeKALUE
B ocHoBe Cb.

Menukamento3nas Tepanus npu Cb HampaBieHa, ¢ OQHOW CTOPOHBI, HA TOJAB-
JICHUE SKTONMMYECKUX 04YaroB (aMHOMapoH, b-aapeHoOJ0KaTOPHI), C APYTOi — Ha ycTpa-
HEHHE TPAHCMYPAJBHOTO ANEKTPUYIECKOTo rpaaueHTa. K coxaneHuto, aMuoJapoH U b-
aapeHoOI0KaTOPEl HE CHWXKAIOT 4acTOThl BHe3anmHod cmeptu mpu Cb, xots, mo-
BUIMMOMY, MOTYT YMEHBIIIATh YaCTOTY CpadaThIBAHUS UMIUIAHTHPOBAHHOTO KapaHOBEP-
tepa-nepubpmmisaTopa. IlpemapaTsl, yMEHBIIAIOMINE TPAHCMYPATBHBIA DIICKTPUUCCKHMA
TPaJUeHT, JOKHBI BO3JICHCTBOBATh HA TPAH3UTOPHBIN ucxonsmui Tok (I,). B HacTos-
Iee BpeMsi U3BECTEH TOJBKO OJUH MOJO0HBIN Mperapar, KOTOPBIA MOXKET UCTIOIh30BaTh-
cs ipu Cb — 310 XvHUAWH. XUHUAWMH Ha3HAYACTCS B BRICOKHX g03ax - 1200- 1500 mr/cyT.
OnsIT MpUMEHEHHS HOBOTO IpemnapaTa kiacca 1A Teaucammia K HacTOAIIEMY BPEMEHHU
HeBenuK. [Ipenapatsl ke, CENeKTUBHO AESHCTBYIOIME HA TPAH3UTOPHBIN HCXOASIIUI TOK
(Ii,) 1o HacTosimero BpeMeHU He co3MaHbl. Tak kKak mapokcu3Mbl JKT JacTo BOZHHKAIOT
HOYBIO U B NTOKOE, IMEETCS MOJIOKUTENBHBIN OMBIT UcToNb30BaHusa npu Cb mpemnapaTos,
yBenuuuBaromux YCC, B 4aCTHOCTH — U30NPOTEPEHOIIA.

porno3. [Tauuentsl ¢ Cb MMEIOT OTHOCUTENBHO BBICOKMH PHUCK BHE3AMHOU
CMepTH. Y TANWEeHTOB, UMEIONTUX CIMOHTaHHO M3MeHeHHyI0 ODKI' 1-ro Tuma, oTMEYeHO
MIOBBIIIEHNE PUCKA BHE3AIMHOM cMepTH B 7,7 pa3a MO CPaBHEHMIO C MAIMEHTaMH, y KOTO-
pBIX xapaktepHble m3MeHeHuss DKI' MosBIAINCH TONBKO MMOCie TMpoOBI ¢ OJIoKaTOpaMu
HAaTPUEBBIX KaHAIOB. MYXYMHBI UMEIOT B 5,5 pa3a Ooyiee BBICOKHI PUCK BHE3AIMHOU
CMEpTH, YeM KEeHITUHBI. Bo3MokHOCTh MHAYKINHU ycToiuuBoil KT npu OPU nossimmaer
PHUCK BHE3AIHOI CMepTH B 8 pa3 10 CPaBHEHUIO C MallUEHTaMH, Y KOTOphIX mpu ODU He
yAaJoCch BBI3BATh KeNyI0YKOBEIX HapyineHni purMma. Cemeiinbie popmel Chb He cBsi3aHbI
¢ 6osiee TIIOXMUM MPOTHO30M, YeM CHOPaJINIECKHE CIydaH.
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SYNDROM BRUGADA

V.N. Abrosimov, L.A. Zhukova, E.A. Alekseyeva, A.l. Kuropov,
S.I. Glotov, O.S. Lupakova

Syndrome Brugada is the clinico-electrocardiographicaly syndrome, that is characterized by syn-
copes and episodes of the sudden death of the patients without of organic changes in the heart, that can
apparent on electrocardiographic monitoring with lifting of ST segment in the right pectoral leads
(V1 — V3) and changing of the complecs QRS, that is similar with one attached to the blockode of the
right stalk of bundle of GIS, and origining on this background of episodes of polymorphous gastric
tachycardia and fibrillation ofventricles. Modern diagnostics and adequate therapy allow being educed
mortality with the patients with this illness.
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