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MenonumHckmnii komnnaekc «Apabkmp» MHCTUTYT 300pOBbs AeTeln 1 NoAPOCTKOB, EpeBaH;

EpeBaHcKknin MegnumnHcknii ynmsepcuteT nm. M. Mapaum

IIpencrapienbl AaHHbIE JUTEPATYphI 0 cuHApome Bpyrana, onucannom B 1992 r. Cunapom Bpyrana kimnndyecku nposisisieTcs 00-
MOPOKaMH, MU30JAMH JKeJTyI0YKOBOI TaxXuKapIuu, huOpULIALNN XKeTyJ0YKOB H BHe3amHoil cMepThio nanuentos. Ha anekTpo-
KapauorpaMme 00JIbHBIX OOHAPYKMBAIOT 0JI0Ka/Ly MpaBoii HOKKHM myyka [ica, noabem cermenta S7'B MPaBbIX IPYAHBIX OTBEIEHUSIX
(V, — V,). Ilokasano, 4To 3/1eKTpoKapauorpagpuyeckuii Bapuant cunapoma bpyraaa Moxer GbITh BBISIBIEH Y OOJIbHBIX € AUCTLIA-

3Ueil COeIMHUTEIbHON TKAHU.

Karouesvie cnosa: demu, cundpom bpyeaoa, enesannas cmepms, apummust, 21eKmpoKapouocpamma, coeOuHUMenbHOMKAHHAs OUCAAA3USL.

The paper gives the data available in the literature on Brugada syndrome described in 1992. The Brugada syndrome clinically manifests
as syncope, episodes of ventricular tachycardia, ventricular fibrillation, and sudden death. The patients’ electrocardiograms show
right bundle branch block, S7-segment elevation in right pectoral leads (V, — V). The performed studies have indicated that the
electrocardiographic variant of the Brugada syndrome may be detected in patients with connective tissue dysplasia.
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BnepBHe B HAYYHOW MEIUIIMHCKOW JUTEparype mno-
siBUIach MHGopmaiius o cuHapome bpyrana 1992 r.,
koraa opartbst Pedro u Josef Brugada ony6imnkoBanu oco-
OEHHOCTU  KJIMHMKO-KapAuorpaduyeckoro CUHIPOMA
y 8 manueHToB (6 MyXXYMH W 2 KCHIIWHBI), UMEBIINX
B aHaAMHE3¢ CUHKOTAJIBbHbBIC COCTOSTHUST W STTU30IbI KITH-
HUYeCKOoi cMepTr. OpraHnYecKrue U3MEHEHUST B CepIIie
y 3THX TTAIIMEHTOB OBLTN MCKITIOYCHBI.

Cunmpom bpyrama cranr npuBiekarb BHUMaHUE
B 80-x rogax XX Beka, Korjaa B HEKOTOpbIX cTrpaHax FOro-
BocrouHoit A3um ObUT 3aperuCcTPUPOBAH TOBOJBHO BBI-
COKMIA YPOBEHb CUHIPOMA BHE3AITHOM CMEPTHU CPEU MO-
soawix ui — 25 Ha 100 000 yenoex [1, 2]. B HacTosiee
BpeMsI CYILIECTBYeT MHeHME, uTo 50% citydaeB BHE3aITHOM
CMEPTHU CPEeNU MAIIMEHTOB O3 OPraHNYECKUX TTOPaKEHM I
cepliia B 3TOM PErvMoHe BBI3BaHBI cMHIpoMoM bpyrama
[3]. TpynHOCTHU OTpeaeieHusl peaibHOI pacipoCTpaHeH-
HoCTU cuHaApoMa bpyramga oOycioBiIeHbI OTHOCUTEIHLHOM
HOBU3HOW OIMMCAaHUS TAHHOTO CHHIPOMAa M HAIUMIUEM
€ro MHTEPMUTTUPYIOIINX, CKPHITBIX (hOPM, 3aTPyIHSIO-
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MenunuHckuii KoMruieke «Apadbkup» MHCTUTYT 3MOpOBbsI €Tl W TTOIPOCT-
KOB. HallMOHa/IbHBII MHCTUTYT 3ApaBooxpaHeHust Pecriybiauku ApMeHust
Tanictsin Apa AnbOepToBHY — K.M.H., 101l Kad. neamarpun Ne2 EpeBaHCKOro
TOCYIapCTBEHHOTO MEMIIMHCKOTO yHUBepcuTeTa uM. M. [epaum, akan. MAHDb

LIUX KIMHUKO-UHCTPYMEHTAJIbHYIO JTUArHOCTUKY [4].

Ha coBpemMeHHOM 3Tarie pa3BUTUS MEIUIIMHBI CHHII-
poMoM Bpyrama Ha3bpIBalOT KIMHUKO-3JICKTPOKAPIMOT-
paduyeckuit CMHAPOM, XapaKTEPU3YIOIIUICS OOMOpPOKa-
MM ¥ BHE3AITHOW CMEPTHIO MAIIMEHTOB 03 OpraHUIeCKUX
U3MeHEeHU B cepaile. Ha aiekTpokapmuorpaMme CUHII-
pom bpyrana nposisiisiercst 6;10Ka0# (MOJHOM U HEenoJI-
HOIT) ITpaBOif HOXKM TTyJKa [¥ca, mompeMoM cermeHTa ST
B TIPaBbIX IPYAHbIX OTBeAEHUAX (V| — V,), KOTOpBIE MO-
TYT TPAaH3UTOPHO MCYE3aTh ¢ BOSHUKHOBEHUEM Ha 3TOM
¢oHe 31130108 NOJUMOPGHOHOI KeTyT0UKOBOMN TaxuKap-
U U GUOPWUISIIINY XKETyIOYKOB, OOYCIIOBIMBAIOIINX
KIMHUYECKYIO KapTUHY.

[Ipu aHaTM3e PacIIPOCTPAaHEHHOCTH 3JIEKTPOKAPINO-
rpadnyecKnx KputepreB cuHapoma bpyrama B benbprum
(o6mactp Flemisch ¢ HaceieHrem 6 MIJTH YeIOBeK) ycTa-
HOBJICHO ero Hajauuue B 23 ceMbsix (6osiee 300 yenoBek).
B atux cembsix 13% poIncTBEHHUKOB MMENTN XapaKTePHYIO
KapTUHY 3JIeKTPOKAapIUOTPaMMBI, W YacToTa CHHIpOMa
cocraBuia 1 Ha 100 000 xxuteneit naHHO# obnactu |3, 5].

B nonynsitun SnoHuwn, mo naHHbIM aHanu3a 22 027
BJIEKTPOKApAMOTPaMM B3pOCIIbIX Uil 1 163 110 anekTpo-
KapIuorpaMM IeTeil, pacrpoCTPaHEHHOCTh TUITMYHOTO
cunapoma bpyraga cocrasistier 0,05—0,6% y B3pOCBIX
[6, 7] 1 0,0006% y nereii |5, 8].

CwmepTh TIpu cuHIpoMe bpyrama HacTymaeTt mpeumy-
IECTBEHHO HOYBI0. [1py 3TOM Ha ayTOTICUU HE BBISBIISI-
eTCsl TIATOJIOTMHM MHOKapla WJIA KOPOHAPHBIX COCYIOB.
3HauMTeIbHAST PACIIPOCTPAHEHHOCTh CIIy9aeB HOYHOIM
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BHE3alHOi CMEPTHM B MOJIOJAOM BO3pacTe YCTAHOBJIEHA
B ctpaHax FOro-BocrouHoil Asun — B rog ot 4 go 10
ciryyaeB BHe3arnHo# cMepty Ha 10 000 xuteneii (B Jlaoce
1 1a 10 000 xureneit, B Tannanae 26—38 na 100 000 xu-
teneit) [3, 9, 10]. Kpome BbixoniieB U3 ctpaH BocrouHoii
Asun, cuHapoM bpyramga yacTo BBISBIISIETCS Y BBIXOMIICB
u3 ctpadH BocrouHoit EBpomnbl («KaBKa3cKUii» 3THUYEC-
KU1 TUIT) U KpaiiHe penko — y adpo-amepukaHiies [11].

IMpu anammze 12 000 3ieKTpoKapauorpaMMm y JIMIL
0e3 marosiornu cepaua B kimHuke CesepHoit KapoanHbl
(CIIA) 6butr ycTaHOBJIEHBI M3MEHEHMSI, XapaKTepHbIe
mas cuHapoma bpyraga, y 52 (0,43%) nauuenTos [12].
Bosiee HU3Kas1 BBISIBISIEMOCTb YCTAHOBJIEHA B KIMHUKAX
SImornu — y 12 (0,14%) n3 8612 Takux MalMeHTOB.

B Hacrosiliee BpeMsi HEKOTOpbI€ aBTOPbI CUHIPOM
Bpyraga cuurtaior «rmepBUYHOI» 3/IEKTpUUECKON 0oJe3-
HbIO cep/ilia, pa3BUBAlOLICICsl BCIEACTBUE aHOMAJIbHOM
9JIeKTPODU3UOIOTMYECKON aKTUBHOCTU 3IMKapjaa Ipa-
BOTO XeJylouKa B 001aCTH BhIHOCSIEro Tpakra [13, 14].

JlokazaHO, 4TO TE€HETUYECKOW OCHOBOW CUHIpOMa
bpyrana sBnsercst mytanusi reHa SCNSA Ha KOpOTKOM
miaede 3-it xpomocombl 3p21—24 [15], OTBETCTBEHHOTO
3a (OYHKIIMOHUPOBAHUE HATPUEBBIX KAaHATIOB KapAUOMU-
oluTa. DTOT T'eH KOAUPYET CTPYKTYPY O-CYObeIVHUILIbI
HaTPUEBbIX KaHAJIOB, 00eCNeurnBaONIMX HATPUEBBI TOK
noteHumana aeiicteus [16—18]. lecdekT maHHOrO TeHa
obycioBiBaeT okoio 20% ciydaeB 3aboseBaHus. [e-
HETUYECKU JETEPMUHUPOBAHHOE YTHETEHUE BXOJSILIETO
HATPUEBOI0 TOKA MPUBOAUT K YKOpoueHUto 1—2-ii a3l
TpaHCMEMOpaHHOTO TOTeHIMaNa ACUCTBUS B KJETKaX
SMUKap/Ja BbIBOJHOIO TPaKTa MPaBOro Xeaylaouka, yTo
CIOCOOCTBYET ACUMHXPOHHOW pPENoJisipu3aliv MpaBoro
JKeJyI0uKa, ONpeaesisonieil ero aIeKTpuueckyto Hecta-
OWJIBHOCTb U APUTMOTEHHYIO TOTOBHOCTS [3, 5, 11, 19—
21]. lokazaHo, 4TO MyTallMs TeHa, IPUBOSIIAS K ITOTEpe
(yHKUIMM KaHAJOB, CO3[IAeT IeTepOreHHOCTh pedpak-
TEPHBIX MEPUOIOB — YCJOBUS /ISl Pa3BUTUSI MEXaHU3Ma
re-entry U >KeJyJOYKOBBIX apuTMUil. BO3HMKHOBEHUIO
SKU3HEYTPOXKAIOIIMX XKeJTyA0UKOBOI TaxukKapauu u ¢huod-
PUJUISILAM XKeJTyTOYKOB Y 9TUX MALMEHTOB, KaK MPaBuio,
MPEAIIEeCTBYeT MPEXAEBPEMEHHOE COKpallleHUue Xesy-
JIOUKOB C MHTepBajioM clieruienust 388128 mc [4, 22].

Tun HacnenoBanus B 25% cemeii ¢ cuHapoMoM bpyrana
— ayTOCOMHO-JIOMUHAHTHBII € pa3IMyHON SKCHPECCUB-
HOCTBIO TPOsIBJICHUsI TeHHoro aedekTa [19]. B takux ce-
MB$IX 0K0J10 50% TTOTOMKOB ITAITMEHTOB ¢ CHHAPOMOM bpy-
rajia CTpanaroT TaHHOU Tarojiorueit. OmHako B 25% ceMeit
TUTI HaCJIGIOBaHUS CUHIPOMa HesICeH, a B 15% OoJIbHbIe He
HMMEIOT XapaKTepHOro CEMEHHOro aHaMHe3a, YTO OObSICHSI-
€TCsl HAJIMUKMEM CITopaauveckKux myTamuii [11].

IIpu perucrpanum 31eKTPOKApAUOrpaMMbl OT IMU- U
SHIOKApAa MPaBOro Xeayaouka y MalMeHTOB C CHUH[-
pomomMm bpyrana u ¢ coved type nogbeMoM cermeHta ST
OT 3MnuKapaa ObUl BbISIBIEH NMOTEHLIMA AeUCTBUS (DOPMbI
spike-and-dome («1um u Kymos»), a HoTeHUUal 1eHCTBUS
OT 2HIIOKAP/Ia HE OTJIMYAJICSl OT TAKOBBIX B KOHTPOJIE, YTO

HACJIE4ACTBEHHbBIE BOJIESHU

TOBOPWJIO B 0JIb3Y MIPOSIBJIEHUS TPAHCMYPaJIbHOTO Tpaiv-
eHTa HanpsixeHusl. B cBolo ouepenb KoHMUTypaiust «1ur
U KYTOJI» TakKe YUIMHSIET MOTEHIIUA NEACTBUS MUKAp-
1a U CIIOCOOCTBYET OBICTPON PEBEPCUM TPAHCMYPATbHBIX
rpafieHTOB, IPUBOIS K PErUCTPAllMM Ha 3JIEKTPOKapIU-
orpamMme UHBepTUpoBaHHoro 3youa 7 [4, 23, 24]. OnHako
MMeeTCs MHeHUE, YTO MPUYMHON noabeMa cermeHrta ST
SIBJISIETCSl MApalOKCaTbHOE COKpallleHUE PErnossipu3alu
B BIIMKApPJIE BEIHOCSILIETO TpaKTa IpaBoro xeiynouka [ 13].

IMpennonaraercs, uro cuHApPOM bpyraga MoxXeT ObITh
BBI3BaH IPYTMMU, K HACTOSIIIIEMY BpPEMEHU HEe MICHTU (U -
LIMPOBAHHBIMU MyTanmsiMu. OmrcaH OGecCUMITOMHBII
BapuUaHT CUHAPOMA, OOYCJIOBJICHHbIN MyTallMeit, TpUBO-
NS K HApYIIEHUIO CBSI3U KAJIbMOIYJIMHA C HATPUEBBIM
KaHaJioM, 4TO BeleT K HApYLIEHWIO MOIYJSLMU PUTMA
paboThl HATPUEBOTO KaHaIa MOHAMM Kaiblus [25].

B nutepatype onucaHbl ceMbt [26], rie oOHapykeHa
mytauust 1795insD, koTopast MOXeT BbI3bIBaTh OJJHOBPE-
MEHHO CUHAPOM YJIMHEHHOTo nHTepBaia O—7 v CUH/I-
pom bpyrana. Ha ¢poHe BBeneHUs1 60JbHBIM C CUHIPOMOM
yuiMHeHHOTro uHTepBasia Q— T (TpeTtbero tumna) guexa-
WHMIA TIPOUCXOANIO YKOpoueHue uHtepBaia Q—7, ripu
9TOM y HEKOTOPbIX MMAIIMEHTOB HA JIEKTPOKApIUOTpaMMe
OIHOBPEMEHHO PETMCTPUPOBAINCH MPU3HAKU CUHIPOMA
Bbpyrana [21].

B ocHoBe auarHoctuku cuHapoma bpyraga jgexut
METO[l dJeKTpoKaparorpaduu, Mpu KOTOPOH PerucTpu-
pyloTCsl XapakTepHble U3MEHEHUsI Ha (DOHE COOTBETCT-
BYIOLIEH KJIMHUYECKOW KApTUHbI — CUHKOMAJIbHbIE CO-
CTOSIHMSI M BHE3aIHasi CMepTh. YCTaHOBJIEHO, YTO OKOJIO
80% malMeHTOB, yMepIINX BHE3aITHO, B aHAaMHe3e UMeJTN
CUHKOMNaJIbHbIE COCTOSIHMS [21], B TSKENEUIIMX CIydasx
0OMOPOKM Y YaCTH OOJIBHBIX MOTYT COITPOBOXIATHCS CY-
JIOPOKHBIM CUHAPOMOM [27, 28].

VY psna 60bHBIX TPUCTYIIBI TPOTEKAIOT O€3 MOTEpU CO-
3HAHUSI U XapaKTEepPU3YIOTCSl BHE3AMHBbIM HACTYILJICHUEM
pe3Koli c1abocTH, OJIeTHOCTH, MOsIBJIEHUEM TiepedoeB B pa-
0oTe cep/lia Win TOJIbKO cepauedrueHuem [27]. B nogassi-
10111eM OOJTBILIMHCTRE CIy4aeB KIMHUYECKasi CUMIITOMATUKA
cuHapoma bpyrana o0ycoBIMBaeTCs pa3BUTUEM XKEJTYI0U-
KOBO TaxuKapAuK Win GUOPWILISILIUU KeJTyT0uKOB [29].

DNU30/bl KETYIOUKOBbIX apUTMUI BO3HUKAIOT KakK
Y B3pOCJIbIX MALUEHTOB, TaK U Y I€TEi U JIULL TTOXUIOTO
Bo3spacrta [30, 31]. ABTOpHI OTMEYAIOT JABa TUIIA MOIbeMa
cermeHTa ST nipu cuHapome bpyrama — «cBom» U «ce-
JIO»; UMEETCsl B3aUMOCBSI3b TUIIA MoabeMa cerMeHTa ST
1 BO3HMKHOBEHUS XEIyJOYKOBBIX HapylIEHWUIl puUTMa.
IToabem cerMeHTa TUIA «CBO/I» TOCTOBEPHO MpeodiaaaeT
y OOJIbHBIX, B aHAMHE3€e KOTOPbIX €CTh YKazaHUs Ha (huod-
PUWUISILMIO KEJTYJOUYKOB M CHUHKOMAJIbHbIE TPUCTYIIbI.
Bosiee Toro, y aTMX maluMeHTOB yallle oTMevaeTcsl Oec-
CUMIITOMHBIN BapuaHT cuHapoMa bpyrajga v 3HauuTe b-
HO yallle HabJtonaeTcsl BHe3anHasi CMepTh B CPaBHEHUU
¢ MalMeHTaMu, Y KOTOPBIX MpeodiaiaeT NoJbeM CerMeH-
ta ST tina «cemnjo» (4, 32].

KenynoukoBasi Taxukapauss W GUOPWILISLIUS XKe-
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JIYIIOYKOB Yallle BOBHUKAIOT BO BPEMs OTHbIXa WJIM CHA,
OITHAKO TIpH OpaauKapauy OHU MOTYT BBI3BIBATHCS (DU3H-
YeCKON HarpysKoii, IpMeMOM aJIKOTOJIsI, THIepTepMueit
[33, 34]. XKenynoukoBbie apUTMUM Yallle BOSHUKAIOT HO-
yplo — B 93,3% ciyuaeB, pexe Bo Bpemst cHa — B 13,3%
cydaeB M IHeM — B 6,7% ciydaeB, 4TO TOOTBEPXKIACT
TMIIOTE3y O BaXKHOUW POJIM TIOBBIIIICHUST TOHYCA TTapacuM-
MTaTUIECKO HEPBHOW CUCTEMBI B Pa3BUTUU (DaTalbHBIX
APUTMMUI U CHIDKEHUY TOHYCa CUMIIAaTHYECKON MHHEepBa-
LIMK B apuTMOTreHe3e T1pu cuHapome bpyrana [3—5, 35].
B GospmmHCTBE ciydaeB GUOPWUISINS, TTO-BUIUMOMY,
HauuMHaeTcsl ¢ (eHomeHa «Kackaga» — short—long—
short (SLS) mocienoBaTteIbHOCTH — 4YepenoBaHNUE BHE-
3aITHOTO YKOpO4YeHHUsi puTtMma (short) BcieacTBue cympa-
BEHTPUKYJISIPHOW WJIM KeTyTIOYKOBOW 3KCTPACHCTOIIHI,
MOCTIKCTPACUCTONINYECKON TMay3bl (long) U MOBTOPHOI
JKEJYIOUKOBOI 3KCTpacucToibl (short), mocjae KOTOpoit
3aMycKaeTcsl TaXuKapaus TUIa «mupyat» [3, 5].

Ha coBpeMeHHOM 3Tamie BBIICSIOT ITOJNHYIO Ghop-
My U KJIMHHWKO-3JIEKTpOKapauorpahnIeckue BapUaHTHI
cunapoma bpyrana [3, 5]. TlonHas dhopma xapakrepusy-
eTcsl TUITUIHOW 3JICKTPOKapIrorpaduecKoil KapTUHOMN
B COYECTAHUU C CHHKOITAJTBHBIMU, TPEICUHKOITATBHBIMUI
COCTOSTHUSIMU, CIIydasiMU KIIMHWUYECKOW MIJIM BHE3aITHOM
cMepTu (0COOEHHO B HOUHOE BpeMsl) BCJIEACTBUE MOJU-
MOPMHOM KeTyTOIKOBOM TaXUKAPIUH.

Kimmangeckue BapuaHThI:

— TUNIAYHAS  3JIEKTpoKapauorpadudeckas KapTUHA
Y «aCUMITTOMHBIX» OOJIBHBIX, 03 CeMEIHOUN NCTOPUH
BHE3aITHOM CMEPTH;

— TUNIAYHAS  3JIEKTpoKapauorpadudeckas KapTUHA
y «aCUMIITOMHBIX» TIAITUEHTOB, B POIOCIOBHBIX KOTO-
PBIX IMEIOTCST OOJTBHBIC C ITOTHOM (hOpMOT CHHIPOMA;

— TUNIAYHAS  3JIEKTpoKapauorpadudeckas KapTUHA
Tocyie  TpOoBeneHUs (HapMaKOIOTHISCKUX TECTOB
Y «aCUMIITOMHBIX» POJICTBEHHUKOB MallMEHTOB C MOJI-
HOIi (popMo¥i cuHIpOMA;

— TUTIUYHAS 3JIeKTpoKaparorpaduueckast KapTHa Toc-
Jie TIpoBeneHUsT (hapMaKOJIOTHUECKUX TECTOB Y OOJTb-
HBIX C TIOBTOPHBIMM CHHKOITAJTBHBIMU COCTOSTHUSIMU
WY uauonaruyeckon hbudpuuisinmeit Xeaya0uKoB.
DnexTpokaparorpabrdecKre BapuaHThL:

— TUNAYHAS 3JIeKTpoKapauorpaduyeckass KapTuHa —
OJIoKama MpaBoil HOXKM Tydka [iica, 3ieBamus cer-
MeHTa ST v ynauHeHue uHtepBaia P—R;

— TUIWYHAas 3jieBalus cermeHTa S7, HO 0e3 yIJIMHEHUS
uHTepBaia P— R u 610Kabl TpaBoit HOXKY yuka [uca;

— HeroTHas 6JI0Kana ImpaBoil HOXKH Tydka [ica ¢ yme-
peHHoii aneBanueit cermenta ST,

— M30JMPOBAHHOE yUIMHEHUE uHTepBajia P—R.
YcTaHOBJIEHO, YTO TIPU TIPOBEICHUM TIPOOBI C TO3U-

pOBaHHOU (U3MYECKOIl HArpy3koi W JeKapCTBEHHOM

MMPOOBI  CUMITATOMUMETUKAMK  3JIEKTpOKapauorpacbu-

YecKre TPOSIBIICHUsI cCMHIpoMa bpyrama yMeHbIIaroTcs,

B TO BpeMs KaK TP MCIIOTb30BAHUU TIPOOBI C MEIUICH-

HBIM BHYTPUBCHHBIM BBEICHHEM aHTHMAPUTMUICCKUX

Tep-Taacmsn A.A., Taacmsan Ap.A. CuHgpom Bpyraga

npenapatoB IA u I1C knacca, 6J10KUpYIOLIIMX HATPUEBBII
TOK (TWJIypUTMAaJ, WK aliMaJIuH B 03¢ | Mr/KI, HOBOKa-
WHaMU, WK TTpoKanHaMug B no3e 10 Mr/Kr, piekauHum
B J103€ 2 MI/KT), OHM yBeJuuuBatoTcs. OnqHako HeoOxo-
IUMO YYeCTh, YTO TIPM Ha3HAYCHUU BBIIIICYKA3aHHBIX
TIpeTIapaToB MOTYT Pa3BUBAThCS OITACHBIC KETYTOUYKOBBIE
TaXUapUTMUU, B TOM quciie dubdpmmisiun. [Toatomy nx
NMPUMEHEHUE AOKHO MPOBOAUTHCS B YCIOBUSIX TOTOB-
HOCTU OKa3aHUsl IKCTPEHHOI MOMOIIU WU MPOBEACHUS
peaHUMAIIMOHHBIX MAaHUTTYJISAINIM [36].

HmMeroTcst pekoMeHAaluu MCIOIb30BaHUSI BBICOKUX
TPaBBIX TPYIHBIX OTBEICHMIA, 3apeTMCTPUPOBAHHBIX Ha
ONIMH WJIM 1Ba MEXXPEOEPHbIX TPOMEXKYTKA BbIIIe CTaHAAP-
THBIX. [Ipr 00OciTenoBaHNM GOJTBHBIX, PEAHUMUPOBAHHBIX
1ocJie BHE3AMHON CMEPTH HESICHOI 3TUOJIOTMH, U UX POJIC-
TBEHHMKOB MPU3HAKU cUHApoMa bpyrana Ha ctaHaapTHOI
3JIEKTpOKapArorpaMMe ObUTH 3apeTUCTPUPOBaHBI B 69,2 1
3,4% cirydaeB cooTBeTcTBeHHO. C ITPMMEHEHNUEM BBICOKHX
TIPaBBIX TPYIHBIX OTBEICHMIA YacTOTa BBISIBICHMS Y 3TUX
MalueHToB cuHApoMa bpyrana cyliecTBeHHO Bo3pocia —
10 92,3 u 10,2% cootserctBeHHO [37]. [Ipu mpoBeneHuM
npo6sl ¢ rutypurmaiom JI.M. Makapos u coabt. (2002),
KpOME XapakKTepHbIX 3JieKTpoKapauorpabuyeckux Mu3-
MEHEHUI, OTMETUJIU TMOosIBJIeHUEe 3MCWIOH BOJHBI (EW),
YMEPEHHO BHIPAXEHHOM B TPaBBIX MTPeKapAMaTbHBIX OT-
BEACHUSIX. DTOT NPU3HAK XapaKTePeH 151 apUTMOT€HHOI
JIMCTLIa3U K1 TIPABOTo KeJyI0uKa, OH OOYCIOBJIEH 3aMelie-
HUEM BOJIHbI ACTIOISIPU3ALMY B 001aCTH BBIBOIHOIO TPaK-
Ta rpaBoro xeymnouka [38, 39].

HunddepeHINANIBHYIO IMATHOCTUKY CUHIpOMA IIpO-
BOST C 3a00JI€BAaHUSIMU, KOTOPbIE MPOSIBIISIIOTCS CXO[I-
HBIMUA KJIMHWYECKUMHU W 3JICKTPOKapAarorpabdecKu-
MM MPU3HAKAMU: CUHIPOMOM YJIMHEHHOIO WHTEpBajia
Q—T, apuTMOTeHHOI AMCILJIa3ueil PaBoOro Xeuynouka,
KapauoMuomnaTtueit, Muokapaurom Yaraca (Chagas), 60-
ne3Hbto CreitHepTa (Steinert), ormyXoJssMy CpeIOCTEHMUS,
UILIeMUYECKON 00JIe3HbIO cepjlla, CUHIAPOMOM DaHHE
penosisipu3aly KeJayJouKkoB, 3MUJeNCueil U ApyruMu
CUHKOITAJIbHBIMU COCTOSTHUSIMM |[5].

B MenukameHTO3HOI Tepanuu cuHapoma bpurana vc-
MOJIb3YIOTCSI KJIACCUYECKUE aHTUapUTMUYECKUE Mpernapa-
ThI, obecrieunBalonie ekt B 60% ciaydaes. [eHeTnUec-
KU JeTEPMUHUPOBAHHOE MOpaKeHUE HATPUEBBIX KAHAJIOB
JTaeT OCHOBaHUE aBTOPaM MPOTHO3MPOBATH MEHBIIYIO -
dexTuBHOCTb MpenaparoB [A Kiacca U BO3MOXHbINA MTPO-
apUTMOTeHHbIN 3P dEKT MpU UX UCIOIb30BAaHUU. MOXHO
MpearnoyiaraTb MoJ0XUTEIbHOE BIUSIHAE aHTUAPUTMUYEC-
KUX ITpenaparoB, He OJIOKMPYIOLIMX HATPUEBbIE KAHAJIbI, —
coTaJlosia, HajioJoj1a, OpeTuanyMa, nuaTuasema |3, 5, 40].

B surepartype uMelOTCS eNMHUYHBbIE yKa3aHUs Ha
9Gb(HEKTUBHOCTL MPENYNPEXICHUST KeJTyTOUYKOBBIX Ha-
PYIIEHWI puTMa IPY TPUMEHEHUH TIPOITPAHOJIOIa U TN -
30MMpaMuIa, HECMOTPST HA TO YTO OHU MOTYT IPUBOIUTH
K ellie Oosiee BbIpakeHHOMY NoabeMy cermeHTta S7 [41].
YcraHoB/IEHO, YTO MOABEM cerMeHTa S7 yMEeHbILAaeTcs
MOl BIUSTHUEM KaTeXOJIAMUHOB, [3-aIpeHOMUMETHUKOB,
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0-aIpeHO00I0KATOPOB, OJHAKO AaHHbIE 00 UX 3 HEKTUB-
HOCTH TIPY Ha3HAYCHUHU C 1B TTPOMWIAKTUKA apyT-
MU aBTOPbI HE TPUBOIAT [42—44].

MMeroTest TaHHBIE O TIPEIOTBPAIICHUN PEIIMIMBUPOBA-
HUsT GUOPWUTALIAINA KeTyT0YKOB ITPY BHYTPUBEHHOM BBE-
neHuu usonporepeHona [45]. [IpeanpuHUManInch MOMNbIT-
K1 Ha3HAYCHUST TaKWM TallMEHTaM aMHUOIOPOHA, OTHAKO,
TT0 TaHHBIM caMuX OpatbeB bpyrama, mpreM aMruogopoHa
" [(-ampeHOOJIOKATOPOB HE TIPEAYIPEKIACT BHE3AITHYIO
cMepTh naimeHTa [2]. B To ke Bpemsi, Mo pesysabraTam Mc-
CJIeMOBaHUI HEKOTOPBIX aBTOPOB [46, 47], mprueM aMHuoI0-
poHa Ha (oHe MMILIAHTUPOBAHHOTO KapauoBepTepa-je-
(hubprLIsITOpa MOXKET YMEHBILINTh YACTOTY €T0 pas3psiioB.

Ectb nanneie [48], yTo npu 6ecCUMNTOMHOM CUH/I-
pome bpyrama mpemuKTOpOM TOSIBICHUST KIMHWYECKON
CHUMIITOMAaTUKU MOXET CIYKWUTb OoJiee JTMHHBIN WHTEP-
Bas1 H—V (59£8 mc nporus 48+ 11 mc). OgHum u3 dak-
TOPOB pHMCKa BHE3AITHOM CMEPTH MPU JTaHHOM CHHIPOME
CUMTAeTCsl yBEJWYEeHUE TUIOAAN TOBEPXHOCTU Tea,
C KOTOpPOH perucTpupyeTcs mombeM cermMeHTa S7 mpu
ITOBEPXHOCTHOM KapTUPOBAHUM 3JIEKTPOKAPINOTPAMMBI.
Hampumep, y GOJBbHBIX, ¥ KOTOPBIX IPU TTPOrpaMMUPO-
BaHHOW 3XEJYTOYKOBOW CTHMYJISIIMM ObUTa WHIYIIUPO-
BaHa XeJylI04YKoBasi TaXMKapAusi, ITOT MoKa3aTejib Obul
paBeH 183139 cm?, ipotuB 52458 cM? y GOMBHBIX TTPU
OTCYTCTBMM WHAYKIMU (ist moiomand 50 cm? u Goiee
ITO3UTUBHBII W HETaTUBHBIA TIPEIUKTOPHBIN YPOBCHB
coctaBui 92 u 60% cooTBeTCTBEHHO). B 3TOM Xe mcce-
MOBAaHUYW HaJIMIME TTO3THUX ITOTCHIINAIOB TaKKe KOppe-
JIMPOBAJIO C MHAYKIIUEH XEeTyTOIKOBOM TaXUKaPIUH (IT0-
3UTUBHBIM W HETATUBHBIN TIPEIMKTOPHEIN ypoBeHb 100 1
75% cooTBeTCTBEHHO) [4, 50—52].

B HacTostiiee BpeMsT e IMHCTBEHHBIM TOCTOBEPHO (-
(beKTMBHBIM METOIOM JICUCHHSI TTAITUCHTOB C CUMITTOMHBIM
BapMaHTOM cHHApoMa Bpyrama cunrtaercss MMIUTAHTALIVAS
KapauoBepTepa-aepuopuIATOpa, MNpeaoTBPaLIAIONIETO
SMU30[bl BHE3amHOU cMeptu [4, 5]. UMmiaaHTupyemble
KapIroBepTEPhI-1eUOPUIUIATOPHl  TIPUMEHSTIOTCST  TaK-
K€ B JICYEHUU XPOHUUYECKON CepleuHOIl HeI0CTaTOuHOC-
TH B COUYCTAHWU C OHOBPEMEHHBIM TIPUEMOM OOJTBHBIMU
B-ampeH00I0KaTOPOB (COTANION C MEUICHHBIM THUTPOBA-
HueM no3el — ¢ 40—80 mr/cyT, HO He Gosee 160 Mr/cyT
y B3POCIBIX), YTO IIO3BOJISICT CHIKAThb PUCK CMEPTH
y OOJIbHBIX € UIIIEMUYECKOI 00JIE3HbIO Cep/illa U CHUXKEH-
HoI (pakiueil BbIOpoca JI€BOTro Xeaya0uKa Aaxe Mpu OT-
CYTCTBUM CUMIITOMHBIX XKEJIyTOUKOBBIX apuTMuUii [53, 54].

O.B. TeHepo3oBbIM U cOaBT. [55] mpoBeneH aHaiu3
3(DGhEKTUBHOCTH PA3TNIHBIX TEPATICBTUIECKUX TTOIXOIOB
K MpodrIaKTuKe BHE3aITHOM CMepTH TIpu cCUHIpoMme bpy-
raza. Tak, mokasaHa BbicoKasi 3(P(PeKTUBHOCTh MMIUIAHTA-
1 1eudpuiLIsiTopa-KapamoBepTepa, Toraa Kak a3 dek-
TUBHOCTb WCITOJIb30BaHUST PAIMOYaCTOTHOM abNsuud 1
KapIUOCTUMYJIITOpPAa OCTaeTCsl HEU3BECTHON. D deKTrB-
HOCTB TIPUMEHEHUST aMUOIOPOHa, 3-aIpeHOOI0KaTOPOB —
HU3Kasi, U30ITPOTEePEHOIa U UHIMOUTOPOB (hochoanacre-
pas3bl — CpemHsIsl; aHTHAPUTMUIECKIE TIperapaThl Kiacca

HACJIE4ACTBEHHbBIE BOJIESHU

IC GoJIbHBIM TPOTUBOIOKA3AHBI.

W3 aputmMuueckux TpernaparoB kjacca 1A aBTOpbI
MNPeANoOYTeHUE OTHAIT XWHUIWHY, YMEHbIIAMIIEeMy
TPaHCMYPAJIbHBIN 3JIEKTPUUYECKUI TPaJUEHT U BIIUSIO-
1IeMy Ha TPaH3UTOPHBIN ucxonsiuii Tok. [1poTtuBomno-
KazaH HOBOKauMHaMua; 3(P(PEKTUBHOCTb JAU30MUpaMUIA
COMHUTEJIbHASI, XUHUIMHA — CPEIHSssl, TeaucaMuia —
HeusBecTHa. JJIsl ycTpaHeHUsT TaK Ha3bIBAEGMOTO «3JIEKT-
PHUYECKOTO IITOPMa» TIPUMEHSIOT U30TTPOTEPEHOIT.

PaspabortaHbl mokazaHUsI K MMIUIAHTALIMKA Kapauo-
BepTepa-nehudpuiaTopa y O0JbHBIX CO CIIOHTAHHBIMU
WU ¢ UHAYLIUPOBAHHBIMU U3MEHEHMSIMU 3JIEKTPOKAPINO-
rpamMMmeI [45, 55, 56].

B 2005 r. [57] onyb6aukoBaHbl pabOTHI, TTOCBSIIIEH-
HblE M3YYEHUIO THUCTOXMMUYECKUX WM3MEHEHUI MMO-
Kapja npu BHE3AMMHON CMEPTHU C LIEJIbI0 pPAaHXUPOBAHUS
MPU3HAKOB IO CTENEHU MX 3HAYMMOCTHU. B pesynbrare
HUCCIe0BaHUI OBUIM BBIJEJICHBI TPU TPYMITBI MH(GOpMa-
TUBHBIX TTPU3HAKOB.

1. BbicokonHboOpMaTUBHbBIE TPU3HAKU — TUTEPTpOdUs
KapAMOMMOIIMTOB, (DparMeHTalMsI MBIIIIEUHBIX BOJIO-
KOH, MEJIKOOYAroBbIil MJIM KPYITHOOYATOBbI Kapauo-
CKJIEpO3.

2. OtHocUTeTbHO MH(pOPMATUBHBIE NMPU3HAKU — TIOJI-
HOKpOBHE KaIWJUISIPOB M BEHYJI, aTPO(UsI MBIILIEYHBIX
BOJIOKOH, OYaroBblii MUOJIM3, OUanene3Hoe KpOoBO-
U3JIUSTHUE.

3. ManionHgopMaTUBHBIE MPU3HAKK — BaKyoJIU3allyst
KapIMOMUOLIMTOB, BOJTHOOOpa3Hast nedopMalusi Mbl-
LIEYHBIX BOJOKOH, HaOyXxaHWe DHIOTEJUMOLUTOB ap-
TepuoJl (IHA0TETNO03), pejakcalrsi CapKOMEPOB Mbl-
ILIEYHBIX BOJIOKOH.

B npyroii pabote [58] mpuBeneHbl JaHHbBIE UCCIEN0-
BaHUsl colepxXaHusi Bojbl, anekrpoiautoB (K*, Na*) B
Pas3IMYHBIX OTHEIaX CepALa y MPAaKTUYECKN 300POBBIX U
Yy BHE3aITHO YMEPIIMX MPU MaKpPOCKOIMMYECKN HOpMaJib-
HOM cepjlie. Marepuan MuokKapjaa OblT B3SIT U3 Pa3HBIX
OT/IEJIOB Cep/Ilia: MPABOTO U JIEBOTO XEIYIOUKOB, MEX Ke-
JIyTOYKOBOM MEPEropojiKu Ha YpOBHE BEpXHEil, cpeaHei
U HIKHe# Tpetr. Cpe3bl MaTepuasia nociie creuuaibHOM
00paboTKM MPOCMATPUBAIIMCH C UCTIOJb30BAHUEM JIEKT-
poHHoro Mukpockorna YEM-100-B.

IIpy rucrosornyeckoM UCCIeAOBAaHUU MMOKap-
Jla aBTOp YCTAHOBUJI PE3KOE BEHO3HOE U KalWISIpHOE
MOJIHOKPOBUE, pacIIMpeHUe BEH, TepUKANUJUISIPHBIN,
WHTEPCTULIMAIbHBIN OTEK, Hepenko (parMeHTaluio OT-
JIEJIbHBIX MBIIIEYHBIX BOJOKOH. B CTeHKax MeaKux u
CpPEeIHUX apTepuii YacTo BCTPEYAIMCh IIa3MaTUUeCKue
MPOMUTHIBAHUS] UHTUMbI, HAOYXIIIME MBIIIIEUHbIE BOJOK-
Ha, C HEUYETKOM MoIepevyHoil NCUepPUEHHOCTBIO C SIBJIEHU-
€M KapuOIMKHO3a, Kapuopekcuca, onpenessiics crnasm
MEJIKMX MHTpaMypaJIbHbIX apTepuii [58].

Ilpu CTPYKTYpHO HOPMaJLHOM CEpJlle Y BHE3aHO
YMEpPIIMX B MHUOKapje MpaBoro Xeayaouka colepxkaHue
BOJIbI, KaJlusl, HATPUSI JOCTOBEPHO HE OTJIMYAETCSl OT JaH-
HBIX KOHTPOJIbHOM TpymIibl. OQHAKO B MHOKap/E JEBOTO
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JKeyIovKa U MEXKeTyJOYKOBOM TTeperopojike BISIBICHO
JIOCTOBEPHOE TIPEBBIIIICHUE CONCPXKAHUS BOIBI M HATPUS
(TUmeprumpaTanys, TUIIepHATPUEMUST) TIPY YMEHBIIICHUN
KOHIICHTPAINK KaJus (TUITOKAIMEMHMSI), YTO BO3MOXHO
CBSI3aHO C TEPBUYHON WINEMHEN KapIHOMHOIIUTOB. DTH
TECTPYKTUBHBIC W OOMEHHBIC HApYIIIEHUs, TIONABJISIS CO-
KpaTUTETbHYIO CITOCOOHOCTh MUOKap/Ia, B KOHEYHOM UTOTE
MOTYT ITPUBECTH K OCTAHOBKE Cep/Ilia (BHE3aITHOM CMEPTH)
TIPY OTCYTCTBUU CTCHO3MPYIOIIETO aTepoCKIIepo3a KOpo-
HapHBIX apTepUii U TIPU HATMIMH TTOBPEKICHUS UTITIEMU3H-
POBaHHOI 30HBI CTPECCOPHBIMU (haKTOpaMU (aTpeHeprr-
YEeCKUIT KOMITOHEHT — CTa3M MYCKYJIaTypbl aHATOMUYECKI
HE U3MEHEHHBIX KOPOHAPHBIX apTePHil ¢ BTOPMUHBIM HIIIe-
MMUYECKUM TTOBPEXIeHUEM MUoKapa) [59].

Hamu mipoBeneHO KJIMHMKO-WHCTPYMEHTAJbHOE WC-
cjeoBaHUe MEeToJaMU 3JieKTpokapauorpadpuu B 12 00-
IIETIPUHATBIX OTBENCHUSIX U AXOKapauorpaduu y nereit u
ITOIPOCTKOB C TMTPU3HAKAMU COCTUHUTEITBHOTKAHHOM IHC-
raasueit, B Tom yucie y 200 gereit ¢ runepMoOUIbHOCTBIO
cyctaBoB 'y 100 meteit ¢ MaJTBIMA aHOMATMSIMU Pa3BUTHSI
cepmia (Ipoarc MUATPAIBHOTO KJTallaHa, TOTIOTHUTEb-
Hast XopJia ¥ TpabeKyJia B IOJIOCTSIX KeJYIOYKOB, HATTMUUE
VIUIOTHEHUSI KJlanaHoB cepala u ap.). Cunapom bpyrana
ObIT IMarHOCTUPOBaH y 4 (2%) GOJBHBIX ¢ TUTIEPMOOMITH-
HOCTbIO CycTaBoB My 2 (2%) neTeii ¢ MaJTbIMU aHOMATUSIMU
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