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Hay4HbIli LEHTP cepaeyHOo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, Mocksa

BHeSaHHaH cepaeuHast cMepThb (BCC) — omHa u3
HEpeIIeHHbIX M HauboJjiee aKTyaJbHbIX MpPO-
onem B kapnuojoruu. Ha momo BCC B pa3BUTBIX
cTpaHax npuxoautcst 12—18% Bcex MPUYMH CMEPTU U
6onee 50% Bcex caydaeB cepaedHol cMepTH [6]. BHe-
3arHasl cepleyHas CMepTh B pe3yabraTe uOpUILIs-
mu XenynoukoB (DXK) turnumuHa IS MAIIMEHTOB C
OpraHMYecKMMH 3abosieBaHUSIMU cepiaua. Keaynod-
koBble Taxukapauu (KT) B OONBIIMHCTBE CIyvaeB
pasBuBatoTcsa Ha (pone MBC, ocmoxXHeHHOM TTOCTUH-
(bapKTHBIM KapAMOCKJIEPO30M Pa3HOIl CTEeHU TSIKe-
ctr. OgHAKO, TIPU TTOJTHOM M TIIATSIFHOM MCKITIOUE-
HUM KaKUX-JIU0O CTPYKTYPHBIX M3MEHEHUI cepiaey-
HO-COCYIUCTOM cucTeMbl, B 5—10% cnydaeB dpubpu-
JISILMS XKEIyJAOUKOB SIBISIETCSl MAMOIaTU4eckou |[5].
KenrynoukoBble apuTMUM, BO3HUKIIWE Y JIMI] MOJIOIO-
ro BO3pacTa, HE MMEIOLIUX KOPOHApHOW O0oJe3HHU,
TaKKe acCOIIMUPYIOTCSI C BBICOKMM PHCKOM BHe3all-
HOM cepaevyHoit CMEPTU U TO3TOMY MMEIOT OOJbIlIoe
KJIMHUYECKOE U COLMAIbHOE 3HAUYECHUE.

CTpyKTypa XeJIlyI0YKOBBIX apUTMHI HEUIIIEMITUE-
CKOW 3TMOJIOTUM JO HACTOSIIETO BPEeMEHU OCTaeTCsI
MOCTATOYHO CJIOXHOI M HECHCTEMATU3NPOBAHHOM 13-
3a KpalitHero pazHooOpa3us KInHu4eckux ¢popM. Cre-
YT OTMETUTD, YTO MHOTHTIE aBTOPHI IO CHUX ITOP CTABSIT
MO/, COMHEHUE CYIIECTBOBAHNE UCTUHHOM UINOMATH -
yeckoi pubpruisinum xenynoukos (MDK), mpenro-
Jlarasi, 4To, BeposiTHEe BCeTro, UAUOMaTUIECKUe Kely-
noukoBbie HapyuieHus1 put™ma (2KHP) B 6onp1MHCcTBE
CIy4aeB UMEIOT BTOPUYHYIO IIPUPOIY M BOZHUKAIOT Ha
(boHEe HenMarHOCTMPOBAHHBIX 3a00JIEBaHUIT MHOKap-
I1a, TAKMX KaK paHHUE CTaIuM apUTMOTEHHOM MUCIUIa-
3um cepaua (AIC) , apuTMOreHHbIi BapuaHT JJaTeHT-
HOT'O WJIM XPOHMYECKOTO MAJIOCUMIITOMHOTO MIOKAPIH-
Ta, aHOMaJIMM BereTaTUBHOM MHHEpBaUUu cepaua [5].

ITo nannubiM A. II1. PeBuiuBuiau u M. B. HockoBoii
[5], mpuurHaMu ¢OpMUPOBAHUS APUTMOTEHHBIX OYa-
ToOB B MHOKapie KeIYIOYKOB Cepilla B ICTCKOM M
IOHOIIIECKOM BO3pacTe MPU MHTAKTHBIX KOPOHAPHBIX
apTepusiX U OTCYTCTBUY SIBHOU CEPAEYHON MATOJIOTUN

OKa3bIBAIOTCS HayaJbHbIC CTAIUU apUTMOTEHHO AuC-
TJIa3WK Cepilla WU TepeHECEHHBI B CyOKITMHUYEC-
KOl (hopMe MUOKApAWUT, MPpUBEAIINI K (HOpMUPOBaA-
HUIO 0YaroB KapJIuOoCKJIepo3a B KeTyJouKax.

M Bce Xe HYXKHO IIPU3HATH, YTO Y 3HAYMTEIbHOMI
YacTU MallMEHTOB, CTPAJAIOIINX XETyTOYKOBBIMU
HapyleHussMu putMma, reHe3 2KHP ocraercs 3a mipe-
nejlaMuy ToHMMaHus. Tak, HampuMmep, TMCTOJI0TUYEC-
kue nipusHaku AJC Haxomar quiib y 20—25% BHe-
3aITHO YMePIUX B Bo3pacte 10 35 jeT, B 15% cinyyaeB
BBISIBJISIETCST TUMQoOLMTapHas WHOWIBTPAIIAST MUO-
Kapna 6e3 30H KMPOBOTO MUJIN (POPO3HOTO MepepoxK-
neHus [6].

OpHako aBTOpaMu, HAOMIOAAIIUMU UAMOMNATU-
YecKue HapylleHUs puTMa, OTMEYeHO, 4To B abco-
JIIOTHOM OOJIBIITMHCTBE CJIy4aeB HMIMONATHICCKUX
apUTMUN TIpY aHaAJIM3e BapuabeTbHOCTH CEPASYHOTO
pUTMa BBISIBJISIETCSI TPYyObId BereTaTMBHBIM nucOa-
JIaHC, YTO JaeT OCHOBaHUE IpeArnojaraTb B 3TUX CIIy-
Yasgx 00JIE3HM PEIIECIITOPOB MJIM BeTeTATUBHBIX TAHTJIH -
eB [5].

E. B. lIInaxT0 U cOaBT. MpOBeJU MPOCIEKTUBHOE
HCCIIeI0BaHMUE C 11eJIbI0 BBISIBIICHUS 3TUOJIOTUM KEJTy-
JIOYKOBBIX HapyuieHui putma [7]. B xome nuHamuyec-
KOTO HaOJMIOeHMs 3a JULAMU C UAMONATUYECKUMU
KHP npu KOMIUIEKCHOM OOCJIEeIOBaHUU CEPACYHO-
COCYIMCTOM cucTeMbl B 59,9% ciydaeB ObLIU BBISIBJIC-
HBI pa3IMYHbIe OpraHNYeCKre N3MEHEHUST MUOKap/a,
KOTOPBIE MOTYT OBITh IMPUYMHON XKETyIOUYKOBBIX Ha-
pYIIEHUI pUTMa Ha paHHUX 3Tarax 3abojieBaHus. 3a
BpeMsI HaOmomeHus ot 26 10 192 mec y GosbIIMHCTBA
(79,3%) OOJNBHBIX MIMOMATMYECKHE XEITYyI0YKOBHIE
HapyIICHNSI PUTMA BBICOKMX Tpafalliil COXPaHSIOTCS
U HOCST NMPEUMYIIECTBEHHO T0OPOKaYeCTBEHHbIN Xa-
pakrep. Y 22,6% KHP ncuesarot, 4T0 MOKHO B 60JIb-
meit yactu (73,3%) ciayvaeB cBSI3aTh C JICUCHHEM CO-
MyTCTBYIOIIMX 3a00eBaHuii [7].

Takum 00pa3oM, MOXKHO 3aKJIIOYUTh, YTO UIUOTIA-
THYecKas PUOPMILISLMS KEeTyI0UYKOB — peaKoe 3a00-
JIEeBAaHME HEM3BECTHOM 3THOJIOTUM, KOTOPOE MaHM(pe-

* Anpec s repenucku: e-mail: leoan@online.ru

AHHAJIBI APUTMOJIOMNN, N2 4, 2010



AHHAJIBI APUTMOJIOM NN, Ne 4, 2010

6 AHHAJIbI APUTMOJIOMN, N2 4, 2010

| wm__quuwawwmﬂﬂﬁﬂﬂﬂw

CM5

| {L” \‘M“q\f HIPI Ul.ll I|'|'|'h|"' '|"'|)'1J'| P\Jnl P”“
MMWLA_A,\[\MN\

r'|I\||1||||J| |I

||‘|I1IU. JU‘ L.I| llluirll l'-:l I|I Ilh“ ;"L

1-'

: LLMWMWWWMWMW

Puc. 1. Ilpumep Havana pubpuusauM XeaynodkoB ¢ 2KOC ¢ KOPOTKMM HHTEPBAJIOM CIEIUIeHUS (0003HAYEHBI
3BE3/I0YKOI) M3 MPaBOTo WM JIEBOTO KeJyAOYKOB (@) U ¢hparMeHT XOATepoBCcKoro MoHutopupoBaHus DKI (6).
B xaxnom citydae nposoumpytomias 9C uaeHTUYHa rpeaiiectpytomein 2KOC

CTUPYET CUHKOMNAJIbHBIMU COCTOSIHUSIMU WJIM KJIMHM-
YeCKOU CMEPTHIO, BEI3BAHHBIMU ITOJTMMOP(HOM KeTy-
JoukoBoil Taxukapauein win ®XK, npu orcyrcTBUM
JAHHBIX 3a OpraHMYecKoe 3abojieBaHME Cepialla WIN
KaHajonaTuu. B HacTosiiee BpeMsi XOpOILIO OMMCAHbI
3J1eKTPOGU3NOJIOrMYECKIE U KIMHUYECKUE PU3HAKU
3a00JIeBaHUS, YTO TTO3BOJISICT CBOEBPEMEHHO €T0 a1a-
THOCTUPOBaTh. ApUTMUSI HAUMHAETCS CIIOHTaHHO, 0e3
KaKo#-Tmbo CBsI3M ¢ Harpy3kamu, 4acTo BO CHe, U 3a-
MyCKaeTcs XKelynoukoBoit akcTpacucroiueit (KKOC) ¢
0YeHb KOPOTKUM MHTEPBAJIOM clerieHus (puc. 1).

Hcropusa

B 1929 . W. Dock BniepBbIe TIpeacTaBuI Cirydaii ca-
MOIIPOM3BOJIBHO Kymupylomeiicss PXK y 36-1meTHero
MYKUMHEI, TIEPEHECIIETO0 CUHKOMAIbHOE COCTOSTHHUE
[16]. Oprannyeckue 3abojieBaHUSI cepalla NP STOM
ObUTHM TiIAaTeabHO UcKIoUYeHbl. B 1987 1. B. Belhassen
M COABT. IPEACTABUJIM OIBIT M3YYEHMS 5 MaLMEHTOB
¢ upnonarndeckoii MK ¢ MCIoOIbp30BaHNEM MeToda
MPOrpaMMHUPYEMON KEJIYOIOYKOBOM CTUMYJISILUUA U
TMOKa3aJi BBICOKYIO 3(DOEKTUBHOCTh XWHUAWHA B
npenorBpameHun XK [10].

B 1990-x rogax S. Viskin, B. Belhassen cuctrematu-
3UpOBAJIA JAHHBIC JINTEPATYPhl U CBOM COOCTBEHHEIC
M, omupasch Ha 54 ciydasg uauoriatmyeckon DK,
MPEICTABIIN CJICIYIOIINE XapaKTepUCTUKU JAHHOTO
3a0oJyieBaHus [9, 35]: HavagI0 CUMIITOMOB IPEUMYIIIEe-
CTBEHHO B MOJIOIOM BO3pacTe, BCTpPEUaeTcs KakK y
MY>KYMH, TaK 1 y XKEHIIMH, BEICOKAasl YacTOTa BCTpeva-
€MOCTH CpeIM POICTBEHHWKOB, BHICOKAST WHIYIIMPY-
emocth MK ¢ moMoOLIbI0 ITPOrpaMMUPYEMOil Kery-
JTOYKOBOM CTUMYJISILIUK, XOPOIIWI OTBET Ha aHTHU-

aputMmn4deckue npemnaparsl IA kimacca. Cpenm Bcex 00-
caemyeMbIX marueHToB 90% mnepekuim KIMHUIeCKYIo
CMepTh, y 25% malueHTOB B aHaMHe3e ObLIM CUHKO-
MaJIbHbIE COCTOSTHUSI.

B 1992 . mpodpeccop M. C. KymakoBckuii oImyo-
JIMKOBAJI TIePBbI€ B OTEYECTBEHHOM JIUTEpaType 0030-
PHI IO TIpO06JIeMe He TOJIBKO He TOTEePSIBIIEH CeromHSs
CBOEM aKTyaJIbLHOCTH, HO Y CTaBIIEN OMHOM U3 KJII0Ye-
BbIX B Kapauojoruu. OH 000011 HabIIOAEHUS ApY-
TUX aBTOPOB M CGHOPMYIMPOBAT TE3UC O TOM, UYTO
«pmortatnaeckuie 2KT — 3To IposIBIIeHUS IEPBUIHOMK
2JIEKTpUYECKOii 00J1e3HM cepaua» [3].

B 1997 r. S. Viskin u coaBT. cBsI3ajiy Hayaa0 UINO-
natnyeckoit MK ¢ akcTpacucTos0i ¢ KOPOTKUM MH-
tepBajioM cuerieHus [37]. Yepes 6 mer H. Hais-
saguerre MIPOIEMOHCTPHUPOBAJ, YTO SKTOIMUYECKUIA
Y4YacToK, U3 KOTOPOTrO MCXOAUT 3KCTPACUCTOJIA C KO-
POTKUM WHTEPBAJIOM CHEIJICHMS, PacIIONIOKeH B 00-
nactu BoyiokoH ITypkunbe [22].

ITHOIOrUS U IATOTeHe3

HecMotpst Ha To yTo mpouwio 6osee 80 JieT ¢ Mo-
MEHTa IIEPBOTO OIMMCAaHWSI Mauomatmiaeckoir KD,
9TUOJIOTUS 3a00JIeBaHUS OCTAeTCSI HEM3BECTHOM.

CymiecTByeT MHeHHE, 4To mauoratmdeckme OXK
SIBJIAIOTCS KaHajonaTussMu. Bo-TiepBbIX, CIOHTaHHbIE
u nHaynrpoBaHHble MK cx0XU ¢ XOpOIIO ONMMcaH-
HBIMU KaHaJIONIATUSIMU, OOYCJIOBJIEHHBIMU HACJICICT-
BEHHBIMU TIOBPEXACHUSIMU HATPUEBOTO KaHaja MpU
cuHgpoMme bpyraga [15] u kanueBoro kKaHana IMpu
CUHIpOMe KOpoTKoro uHrtepBaia Q—T [20, 22, 24].
Bo-BTopbIx, mauueHThl ¢ cuHApoMoM bpyrana moryT B
OT/IeJIbHBIEC TIEPUOIbI BpEMEHM UMETh M HOPMAaJIbHYIO
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Puc. 2. Dnexrpoxkapanorpaduueckast xapaKTepruCTUKA XKeJIyI0IYKOBBIX YKCTPACHCTO:
a — 2KOC u3 BEIBOIHOTO OTHEJa TTpaBoro xexynouka; 6 — 2KOC u3 repegHecenTaaIbHOM YacTH TTpaBoOi HOXKY TydKa [ica; ¢ — 4 turma 2KBC

W3 JIEBOM HOXKM Tyuka [uca

wiu oyt HopManbHyto OKI, uto 3arpymHsier nud-
(bepeHIIMaNbHYIO AMATHOCTUKY UaronaTudeckoii MK
u cuHapoMa bpyraga ¢ HopmanbHoOi DKI. TTostomy
J0 MOATBepxKIeHusl uauonatndeckoil MK, moka He
WUCKITIOYeH cuHapoM bpyrana, Helb3st Ha3HAYATh TIpe-
maparsl, OJOKMPYIOIIME HATPUEBBbIE KaHAIbI, TaKHe
Kak aiiMaJiuH, hJIeKanHWI WM TpOKauHaMUI, KOTO-
pBIe MOTYT CIIPOBOIIMPOBATH ITOBPEKACHIE HATPUEBO-
ro KaHaJia, yBeJIM4uBas ajeBanuio cermenra S7'y 3Ha-
ypTebHOTO yncia (10 40%) maluueHTOB ¢ CHHAPOMOM
bpyrana ¢ ucxogHo HopmanbHoi DKI [13, 15, 35].

OnHaKo JINIITb HEOOJBIIOe KOJTMYECTBO MAallEHTOB
¢ uauornatnyeckorr MXK wmmenn ciayyan BHe3amTHOM
cMepTu B cembe [9, 24, 35], 1 9TO CUJIBHBIM apryMeHT
MPOTUB POJIM TEHETUYECKU OOYCIOBIECHHBIX KaHaJIO-
MaTUil B 9TMOJIOTUU JAHHOTO 3a00JIeBaHMSI.

Ipynna uccnemoBareneit Bo miaBe ¢ M. Haissa-
guerre JioKa3aja yyacTue BojokoH [TypkuHbe B 3amyc-
Ke ¥ noguepxanuu naguonarndeckoir ®XK (puc. 2), a
paguovacToTHast abnauus (PYA) 30HB MHTEpeca B
o0JlacTu mepemHeit CTeHKH mpaBoro Xemynouka (I12K)
WIM B HDKHEH 4acTy MEXCOKeTyI0YKOBOM Meperopo-
ku (MXKIT) B neBom xenynouke (JIK), rme peructpu-
poBaiica noteHuman Ilypkunbe, B 89% ciiyyaeB Npu-

BOIMJIA K IIpeKpalleHuto aputmun [22]. Mccrenona-
TeJIM TMPEANOIOXUIN, YTO uamonaTudeckas MK 3a-
IyCKAaeTCs SKTOIMMYECKNM PUTMOM, HMCXOASAIINM W3
BOJIOKOH [TypKuHbe. DKCTPaCUCTONBI, UCXOASAIINE U3
BoJiokoH Ilypkmube, naUIUupy0T ®XK mo MexaHns-
My pUeHTPH (CM. puc. 1). DTU paHHHME SKCTPACUCTOJIBI
peructpupytorcd npu DPU, ogHAKO MPpUINHA TTPEeX-
JIEBPEMEHHOI aKTUBHOCTH HE M3BECTHA (CM. pHC. 2).
JI. A. bokepus u coaBT. [1] TakKe mpeacTaBUIN
JTaHHBIE O BO3MOXHOCTH peructpanuu IlypKuHbe-
MomoOHOIo MoTeHIMajda B BbIBOAHOM TpakTe 12K
(BTILX) npu xaptupoBanuu 2KD B 8% ciyyaeB Bcex
MOINBITOK aKTUBAallMOHHOTO KapTtupoBaHus B BTTIK.
PannodacroTHOE BO3aEliCTBME B 3TOW 30HE B TPEX U3
CeMH clyyaeB IPUMBOIWJIO K HE3aMeMIUTEIbHON WH-
nykuuu KT ¢ nocnenyroleit TpaHchopmalueii B Tpe-
neTaHue-(pUOPWILISLINIO KETYyIOYKOB, 4TO OOYCIIOB-
JIMBaj0 HeoOXOAUMMOCTh NpoBeAeHUs AehuodpuI-
nsauuun. IMocnenywoie PY-Bo3neiicTBUsI, HAHOCHU-
MBbI€ B 30HY KapTupoBaHUs [lypKWHBE-ITOTOOHOTO
MOTEeHIMAaJIa, TIPUBEIN K CTOMKOMY KIMHHUICCKOMY
a(pdexTy. DTU JaHHbIE COTJIACYIOTCS C IpeacTaBlie-
HusMH M. Haissaguerre o « IOMITHAHTHBIX TPATTEPAX»,
OTBETCTBEHHBIX 3a uaronaruyeckyio OK.

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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CremyeT Takke OTMETUTD, YTO, TT0 TaHHBIM M. Hais-
saguerre U COaBT., JIMIIIb B 1/3 HaOII0qaeMbIX UMM CITY-
YyaeB y MAIlMEHTOB MPOCIICKUBAJICS CEMEMHBIN aHaM-
HE3 BHE3AITHOM CEPICYHON CMEPTU.

B TeueHmMe mocIeIHETO ASCATIIICTHS CTaIM HaKall-
JINBAThCSl €AMHUYHBIE co00IIeHNs o caydasax DX y
MallEHTOB C CHHIPOMOM paHHEN peIosspu3alnu
xkenynoukoB (CPPX). IIpu 3Tom HUKakWe MHBIE OT-
KJIOHEHUSI CO CTOPOHBI CEPIAEUYHO-COCYINCTOM CUCTe-
MBI Y 3TUX JINII HE OTIpeaesinuch [23].

B 2008 . M. Haissaguerre u coaBT. TPOBEJIM PET-
pocriektuBHOe ucciegoBanue 206 ciydaes MDXK.
IManuenTsl, 60abHBIE 10 60 et ¢ guarHozom UMK n
WMIUTAaHTUPOBAHHBIM II0 3TOMY IOBOAY KapIHUOBEP-
TepoM-AeUOPUIIISTOPOM, ObLIM OTOOpaHbI U3 0a3
MaHHBIX 22 apUTMOJIOTUYECKUX ILIeHTpoB PpaHum,
ITepmanuu, beasrun, Anonnun, @uunaaaun, [seii-
uapuu, [IBenuu. B aToM nccienoBaHuu ObLIO TTOKa-
3aHO, 4T0 y 31% nnu ¢ UDK ipotuB 5% iuii n3 KOH-
TPOJBHON TPYITIEI OTMEUAJIUCH MIPU3HAKN CUHIpOMa
paHHEe# penoISIPU3AIINH KeJIyI0UKOB: ITOIBEM TOUKH
J Hag nzonuHueit He meHee 0,1 MB He MeHee yeM B
nByx orBeaeHmMsax or HkHeut crenkm (II, I1I, aVF)
n/mnm 6okoBoii cteHku (I, aVL, V5—V6) neBoro xe-
JIyIoYKa JIN0O B BUIE IJIABHOTO ITepexoaa KOMILICK-
ca QRS B cerMmeHT ST Wiy B BUle 3a3yOpUHBI, TO €CTh
CMeEIIIeHUS Hal U30JIMHUEH TOUKH J, OKaHYNBAOIIEH
BOCXOJgIlee KOJIEHO 3y011a S B OTBEIEHUSIX OT HUX-
Hel MO0 6O0KOBOI CTeHKHM JIMOO OT obeux (puc. 3). B
pacropsLKeHUM MccienoBaTesieil obu10 18 aimekTpo-
KapJauorpaMm, 3apeructTpupoBaHHbIX y jauil ¢ CPPXK
HEIIOCPEICTBEHHO IIepel SMU3000M (GUOPYILISIINNT
XeJTymo4ukoB. Bo Bcex cllydasix oTMeUasioch yCHJIEHHE
npogsieHuss CPPX B cpaBHeHUM ¢ MCXOOHBIM
(puc. 4). B 6onpmmHcTBe citydaeB XK peructpupo-
BaJICI KOPOTKMIU WHTEPBAJ CICIUICHUS, IIPEHIIeCT-
BoBaBImii KD, nepexoausiieii B XK wim KT, — or
260 mo 400 mc (B cpemHem 326 = 41 mc), a cama

Puc. 3. Peructpanmuss CPPXK B ot-
BEIEHUSIX OT HUXKHEH (a), 00KOBOI
(6), HIXKHEOOKOBOI (8) CTEHOK Jie-
Boro xenynouka. KoysebaHust BbI-
paxernHoctu CPP2X ot coxkpare-

- HUS K coKpaleHuIo (e) [23]

9KCTPACUCTOIAa MMeJIa MOP(OJIOTHIO C ITOJTOXKUTETh-
HBIM 3yOLIOM B OTBeAeHUsIX V1—V2, 4yTo yKa3bIBajio
Ha JICBOXEIYIOYKOBOE ITPOMCXOXICHHE apUTMUU.
Kaprtuposanue nipu nHBasuBHoM DPU ObLIO MPO-
BEICHO V 8 MallMeHTOB, W JIOKAJIU3allNs NCTOYHUKA
apuTMUM BCeraa CcoBIlafaja ¢ JIoKaJau3aluein
CPPX. YcTpaHUTh WCTOYHUK apUTMUU METOJIO0M
abialLuy yaaaoch y 5 malueHToB. 3a BpeMsl HaOJI0-
neHus (B cpenHeM 61 = 50 Mec) MOBTOpPHbBIE Hapy-
IICHUsI pUTMa 4Yalle PEeTUCTPUPOBAIUCH Y JIUIL C
CPPX, uyem 6e3 Hero.

Takme e maHHBIE OBLIMA ITOJYYCHBI B ITOCIICIYIO-
mux ucciaenoBanusx [28, 30]. G. B. Nam takxke oTMme-
tun ycunenue niposisnenuit CPP2K nepen Bo3HUKHO-
BeHueM GUOpWLIALMK XeayaoukoB. Kak u B uc-
cienoBaHuu M. Haissaguerre, Ha3HauYeHVe XUHUIWHA,
M30IIPOTEPEHOA, a TaKKe yJalllawlnas 3JeKTPOCTHU -
MYJISILIHS SKETYIOYKOB MPeAOTBpaIaii BO3HUKHOBE-
HME HapyIICHUM pUTMa Cepla.

Puck Bo3nnkHOBeHMs MDK B 0011 TOMYISLINT
IJIs moneit B Bo3pacte 35—45 net coctaBnsgeT 3—4 Ha
100 000 HaceneHuUs.

Kinanka

Unnonatnueckag DX orsercrBeHHa 3a 5—10%
BCEX CJIydaeB OCTaHOBKM KPOBOOOpAIlleHMsS BHE
crauuoHapa [21, 31]. CpenHuii Bo3pacT MaluMeHTOB,
U3 KOTOPBIX NIBE TPETU — MYXKYUHBI, COCTaBJISICT
35—45 net. boapIIMHCTBO MalKeHToB cTapiie 20, HO
MoJtoxe 65 et [9].

ApUTMUM, TPOBOLMPYIOIIME CUHKOIAJIbHBIE CO-
CTOSTHASI ¥ KIIMHUYECKYI0 CMEpPTh, aHAJOTMYHBEI 110
MEXaHM3MY Hauyajla pa3BUTHsI, YACTOTE KeJIyTOUKOBBIX
COKpaIlleHUI U MMEIOT MOJUMOPGHYIO KeIyI09KO-
By10 MopdoJjoruto. He sicHo, moyeMy, HO B OMHUX CJIy-
yagx KT 3aBepiuaercsi caMONpou3BOJbHO, 00YCIOB-
JIMBasi CUHKONAJIbHOE COCTOSIHHME, a B JIPYIUX —
nporpeccupyeT B ®XK ¢ paszBuTeM KIMHWYECKON
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Puc. 4. Ycunenue nposisnenuss CPP2K HenocpencrBenHo nepen HauamoM MK (6) B cpaBHeHuu ¢ ucxonnoit DKI (a)

(mo M. Haissaguerre u coast., 2009)

cMeptd. OnHAKO OIS MAalMEeHTOB, MEPEHECIINX K-
HUYECKYI0 CMEpPTh, OTHOCHUTEJBHO MMAIlUeHTOB C CHH-
KOIaJIbHBIMU COCTOSIHUSIMU 3HAUMTEJIbHO BBIIIE, YEM
IpU JPYrMX KaHAJIOMaTUsIX, OOYCIOBIUBAIONIUX Pa3-
BUTHE TTOJTMMOP(MHBIX XeJyTOUKOBBIX TaXWapUTMUA,
MOJ0OHBIX CUHIPOMY YIJIMHEHHOTO O— T WK KaTtexo-
nmamuHo3aBucuMoii KT [37]. Kak mpaBuio, CMHKO-
MaJbHbIE COCTOSTHUSI M KITMHUYECKasi CMEPTh TP U/ -
onatuyeckoit MK He cBsA3aHBI C (PU3NYECCKUMU
YCUJIUSIMU U SMOLIMOHANIBHBIM cTpeccoM [9, 22, 35].

CoH, KaK IIpaBWJIO, HE BHI3BIBACT Pa3BUTHE apUT-
MuM TIpy uauonaTudeckoin MK B oTmume ot HaTpu-
€BBIX KaHAJIOIIATHi1, TAKNX KaK CUHAPOMEI bpyraga n
yaauHeHHoro Q—T.

JlnarsocTika HAMONAaTHIECKHUX JKENTYA0UYKOBBIX
HapylmeHui puTMa cepana

DeKTpoKapaAMOTpaMMbl TIALIMEHTOB C MANOTATH-
yeckoit 2K uMeIoT HOpMaIbHBIN BUI IPU CUHYCOBOM

putMme. B 2003 r. ssmoHcKue UcceaoBaTe/Iu BIEpBbIe
OIMMCAJIN TpeX MallMeHTOB ¢ uauonaruaeckoin MK, y
KOTOPBIX OTMeYaJICs MTOAbEeM TOUKU J B HIDKHUX OTBe-
neHusax [32]. B 2008 r. mosiBuwiIMCh apyrue padoThI,
yKa3bIBalOIINX Ha yacTyio BctpeyaeMocth CPPXK npu
N®XK. YV mun myxckoro mosna ¢ UDK BrIsIBIEH OTHO-
cuteabHO KopoTtkuii Q—7 — B cpemnHem 371 £ 22 mc
[25]. Munexc Tpeak—Tend (uHTEpBan MeXAy HauBBIC-
el Toukoit 3yora 7' u ero OKOHYaHWEeM), KOTOPBIi
SBJISIETCSI MAapKEePOM TPaHCMYpaTbHOM TUCTIEPCUM Pe-
MTOJIIPU3AIH Y ApUTMUIECKOTO PHCKA TIPU CUHIPOME
yaauHeHHoro uHtepsaia Q—7T [41] u cunapome bpy-
raga [26], npu uaronarudeckoii MK HOpMalbHbIA.

B nopasstionieM 00JIbIIMHCTBE HAOMIOACHUH XKe-
JIyIOYKOBBIE 9KCTPACUCTOJIBI Y TIAIMEHTOB C MAMOIA-
tnyeckoii MK MMeroT KOpOTKHMiA MHTEpBal CLEIlIe-
Hus, B cpeaHeM 302 + 52 Mc 1o JaHHBIM UCCJIeT0Ba-
Hus S. Viskin u coast. [37], 297 £ 41 Mc mo nmaH-
HbIM ucciaenoBaHus M. Haissaguerre u coasrt. [20] u
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300 £ 35 Mc B uccnenoBanuu J. Champagne u COaBT.
[14]. TTp KOpOTKOM MHTepBaje CUEIUIEHUs DKCTpa-
CHCTOJIBI HAKJIAObIBAIOTCI Ha MUK WM HUCXOASIIYIO
yacTb 3y611a 7. B nccnemoBanum S. Viskin u coaBT. [37]
Bce anu30ab1 DK 3a1mycKanmch XKeJryJ09KOBbIMU KC-
TPacHUCTOJIaMHM, KOTOPhIe BO3HUKAIN Ha ITHUKe T-BOJI-
Hbl. bbla qokaszaHa obpaTHas CBSI3b MEXIY UHTEpBa-
JIOM CIEIUICHUS 3KCTPACHUCTOJIBI M PHCKOM 3alTycKa
nonumopdHoit KT, TpurrepoM KOTOpO# SIBISUIUCH
KD ¢ KOpOTKMM MHTepBaJOM clierieHus. B npotuso-
MOJIOXKHOCTDb TTOJMMOPMHBIM XKEJIyTOYKOBBIM apUT-
MUSM, PETUCTPUPYEMBIM TIPH CHHAPOME YIUTMHEHHO-
ro Q—T [40, 41], O—T n Q—Tc (Q—Tc — KOppeKTU-
pOBaHHAsI OTHOCUTEJIBHO YaCTOThI CEPACYHBIX COKpa-
IIeHW BeandnHa nHTepBayia Q— 1) CUHYCOBOTO KOM-
TIeKca, CJIEAYIOIIeT0 HeTlOCPeACTBEHHO Mepe Hava-
JIoM aputMun, HopManbHbeie (Q—T = 357 £ 41 Mmc,
O—Tc = 397 £ 56 mc) [16, 25], u apuT™MUM, KaK Ipa-
BUJIO, HE T1ay303aBUCHUMEIC | 14].

B paHHUX uccaenoBaHMSIX MPOAEMOHCTPUPOBAHO,
yTO Havajo manomnatudeckoir MK cooTBeTcTBYET Ha
OKI u3MeHeHMsIM, aHAJIOTMYHBIM TIepBoit KD ¢ Ko-
POTKUM MHTEPBAJIOM CLETUICHUS, W BHITJISIIUT ITOH00-
HO KOMITJIeKcaM IpH 0JIOKaIe JIeBOM HOXKM mmy4ka -
ca ¢ OTKJIOHEHHUEM 3JIEKTPUYECKOM ocH BIeBo [16, 35].
OnHako B 60Jiee TTO3THUX paboTax IMOKa3aHo, 4To B 3a-
BHUCHMOCTH OT ITPOMCXOXIECHUSI MOTYT BO3HHUKATh U
JIIpyThe BUABI XETYTOUYKOBBIX 3KcTpacucron [11, 12].
HMHTepecHO HaOMIOIEHNE, YTO TIPU MHOXKECTBEHHBIX,
3aIMCAHHBIX B 6 win 12 OTBeAeHUSIX MM301aX MOJIU-
MopdHoii KT Mopdonorusd ux Havyanaa OZHOTHITHA.
IMocnenqnne mccaemoBaHMS TMMOATBEPXKIAIOT MHEHUE,
yro npnonarudeckas MK mmeer HoKycHoOe mpouc-
xoxaenue [14, 20].

BJICKTPO(PI/ISI/IOJIOI‘I/I‘ICCKOC HCCIEA0BAHHNE

[ManmenTsl ¢ nanomarndeckoir MK mMeroT HoOp-
MayibHble UHTepBaJbl A—H nu H—V 1 ux Xeayaouko-
Bble pedpakTepHble nepuoxast [§, 10]. Do oTanyaer
JAHHBIX OOJIbHBIX OT MALIMEHTOB ¢ cuHApoMoM bpyrana,
KOTOPBIE 9aCTO MMEIOT VIUIMHEHHBIN H—V mHTepBal u
OT TMAaIMEeHTOB C KOPOTKUM UHTepBanioM O—7, y KOTO-
pPBIX BCerna pPerucTpupyeTcsl KOPOTKUiA pedpakTep-
HBIH TIepuo B IIpeAcepausX 1 xkeayaoukax [18, 19].

Kenynoukossie aputmuu (KT u @XK) nnayuupy-
IOTCSI TPOTPAMMUPYEMOU KEJTyTOYKOBOU CTUMYJISLIV-
el M Bcerma MMET MOJUMOPGHYI0 MOPdOJOrUio.
Munykumnsi moHoMopdHoit KT uckioyaeT auarHos
naunonaTudeckoir MXK. DTo oTIMYaeT MAIMEHTOB C
M®X ot manmeHTOB ¢ CMHAPOMOM bpyrama, y Koro-
DPBIX MOXET PETUCTPUPOBATHCS MOHOMOpPGDHAsS XKeJy-
JoukoBas Taxukapaus [11].

MHorue 31eKTpo(U3U0J0rM HEOXOTHO COKpalla-
10T MHTEPBAJI CIETUIEHUS TIPY TIPOBEICHUM XKeJTyI0d-
KOBOI aneKTpocTumMynsiiuu meHee 200 Mc u3-3a puc-
ka 3arrycka @K, KoTophlil y 3MOPOBBIX JIIOJEH TaKXKe

TOBBIIIAETCS B CIydae UHTEpBaja CLEIJICHUS BTOPOTO
W TPEThETO dJIeKTpocTuMyna Kopoue 200 mc [12].

Tak, 1Mo JUTEPATYPHBIM JAaHHBIM, MeHee 4eM Y 6%
3IIOPOBBIX JIMIT TAaKXKe MOXHO MHAyLMpoBaTh P2K mpu
arpecCMBHON CTUMYJSLIMU (MpeBbilIatoeid B 2 U 3
pa3za HOpMaJIbHbIe 3HAUYCHMS) C MHTEPBAJIOM CIICIIIC-
Hus Kopoue 200 mc [12]. OnwiT B. Belhassen 1 coaBT.
ToKasall, 4YTo mpuMepHo y 80% malMeHTOB ¢ UAMOTIA-
tnueckoit XK nupyumpyercs ®XK npu arpecCUBHOM
BEJIEHUU MTPOTOKOJIA CTUMYJISILIAU, C UCITOIb30BaHUEM
NBOMHOM WJIM TPOUMHOU CTUMYJISILUU KEJIYIOUYKOB U
TTOBTOPHO 3KCTPACTUMYJISIIINY C KOPOTKUM WHTEPBa-
JIOM cuerieHud [8].

M. Haissaguerre 1 coaBT. IPOBEIU 3JIEKTPOPU3NO-
JIOTHYECKOE MCCJICIOBAHNE Y MAIIMEHTOB ¢ MIUOIIATH -
yeckoit XK [20, 22]. UccraemoBateny M3yJaiin JoKa-
Jm3anuio aputMun y 27 maumeHTtoB. Ilocie ece
YCHEITHOIo ONpeneJeHus MPOBOAUIACh PaAUOYaCTOT-
Has aGmauus HaiimeHHoro dokyca. Y 23 (85%) maru-
€HTOB MCTOYHUKOM apUTMUM CIYKWIM BojiokHa [Typ-
KuHbe (B obnactu meperopoaku JIXK — y 10 mamu-
€HTOB, B MepeIHEel YacTU MPaBoro XKeaynoyka —y 9, u
TaM u TaM — y 4). [loTeHuMansl B 00JaCTU BOJOKOH
[IypkuHbe TpeaInecTBOBaIN JOKAJIbHOW MUOKApIM-
aJbHOM aKTUBAIMK Ha 1—5-i1 ¢ B Te4UeHNE CUHYCOBOTO
putMa 1 Ha 10—150-i1 Mc B TedeHME CITOHTAaHHOM Xe-
JaynoukoBoit akTonuu [20]. IToyarasich Ha JaHHbIE 3H-
MOKapINAIBHON 3alIMCH MOXKXHO IIPEATIONIOXUTD, 9TO
®XK umeeT (GOKyCHYIO NMPUPOLY M UYTO TPUITEPHI y
OOJIBPIIMHCTBA MAIIEHTOB HAXOMSITCS B 00JIACTH BOJIO-
koH ITypkunbe. Y 4 (15%) maimeHTOB TTPOUCXOXKIe-
HUE apUTMHUU OBUIO M3 BBEIBOXHOTO OTIEJIA IIPaBOTO
KeJTynouKa.

TakuMm o6pa3om, nrarHo3 unnornarudeckoii @Ky
MaleHTOB, TTEPEHECIITNX KIMHUIECKYIO CMEPTh, TIpa-
BOMOYEH, KOTJa Hayajo CIOHTAHHON MOJUMOPGHOMI
XKT/DXK 3amyckaeTcsl XeayIo4KOBOM 3KCTPacUCTO-
JIOW ¢ 0YeHb KOPOTKMM WHTEepBaJoM clerieHus [20,
35] v KXOra UCKIIIOYEHBI IPYTHE IPUYMHBI, BBI3bIBAIO-
e 2K (TraBHBIM 00pa3oM UIIEMUsI MUOKap/ia, CUH-
npoM bpyrama u cuHapom Kopotkoro nHTepBana Q—17).

OnHako HauboJiee YacTo He yaaeTcs 3amucaTbh Ha-
YyaJio 3MmM30/1a, nosjekiero 3a coboit MXK. B Takux
cydasix 1MarHo3 uaronatudeckoit 2K cTaBsaT TOJIb-
KO TIOCJIC MCKJTIOUCHMST BCEX BEPOSATHBIX IPUYUH U,
BO3MOXHO, ¢ moMoipio DPU npu mHaykiun PK
MPOTPaMMUPOBAHHON XKETYA0UYKOBOM CTUMYJISILIUENA.

VY manueHTOB ¢ CHUHKOMAJIBHBIMU COCTOSIHUSIMU
0e3 TOKYMEHTaJTbHOTO TIOATBEPKACHUS apUTMUM TaK-
XK€ MOXET O0OCYXIaTbCs OUAarHo3 HMIWONaTUICCKOM
®2K, HO TOATBEPIUTD €0 CIOXKHO, TaK KaK ITOAaBIIsI-
fo1iee OOJIBITMHCTBO IMAIIMEHTOB C CHHKOMAJIbLHBIMU
COCTOSTHUSIMU HE UMEIOT 3a00J1eBaHNS cep/lia U y HUX
IMAaTHOCTHPYIOTCS Ba3oBarajbHBIC CHHKOITAJIbHEIS
coctosiHus. [Ipu 3TOM y OOJNBIIMHCTBA MAllMEHTOB
C CHHKOIAJIbHBIMUA COCTOSHHUSIMU C HEIOKa3aHHOM



OB30PbI 11

BazoBarajbHOI MPUPOI0K 0OMOPOKOB U3MEHEHUS Ha
OKI n 9xoKI' mo3BoasIoT MOCTaBUTh MpaBUILHBIN
nuarHo3. Y TojbKo B cilydae MCIOJIb30BaHUsI BCeX He-
WHBAa3UBHBIX METOIOB MCCICAOBAHMSI, NCKITIOYAIOIIIX
BO3MOXKHbBIE TIPUYMHBI CUHKOITAIbHBIX COCTOSTHUIA,
MOXET OBITh PEKOMEHIOBAHO IIPOBEICHHUE 3JICKTPO-
(usuonornueckoro oociaenoBaHus. OnHaKo MpoBee-
HUE TIPOTPaMMUPYEMOI KeTyTOYKOBOM CTUMYJISIIINHI
y NalMeHTOB C CUHKOIAJbHBIMU COCTOSIHUSIMU MPU
HeJI0Ka3aHHOM 3a00JIeBaHWHU Cep/Ila U HEMOKYMEHTH -
POBaHHOM apUTMUU TIPOOIEMATUYHO. DTO CBSI3aHO C
TEM, 9TO IIPA OTCYTCTBHMU OPTraHMYECKOro 3abojieBa-
HUSI cepAlla MHAYLUUPOBAHHASI KEIyJ0UYKOBasl apuvT-
MUSI, BEPOSITHO, OYAET UMETh MOJUMOPdHYI0 MOpdO-
Jnoruo. Pacno3naBanue mHayuupoBaHHoit MK mpu
OTCYTCTBUM HOKYMEHTHPOBAHHOMN CaMOIIPOM3BOJIb-
HOl apUTMHUU TPYAHO, MOTOMY 4TO TaKHMe apUTMUH
MOTYT OBITh MHAYLUPOBAHbI M Y 3I0POBHIX JIUIl B 6%
ciayqaes [12].

MuddepernuanbHas AHArHOCTHKA
HIHONIATHIECKHX JKey[0YKOBBIX
HapylmIeHHil paT™a

[Momxomer Kk muddepeHIINATBHON TUATHOCTUKE
unronatuyeckoir MK takxke pa3BUBaAIMCh B TCUCHUE
mHorux JieT. K MomeHTY omy6imkoBanus B 1990 .
nepBoro oo3opa auddepeHunalbHas AUarHoCTUKa
BKJIIOUAJIa CIIEOYIONINE 3a00JIeBaHUSA: CUHAPOM V-
JIMHEHHOro uHTepBaja Q—7, onvcaHHbll B 1957 1.
[25], kaTexonamMuHoO3aBUCUMYIO oauMopdHyto KT
(KITXKT), ormmcannyto B 1995 1., u cMHAPOM HOYHOM
BHe3arHoit cmeptu B CeBepo-BocTtouHoit A3uu, n3Be-
ctHbl ¢ 1960 . B 1992 . ucnaHckue ydeHble OpaThsi
bpyrana onucanu KIMHUKO-3JIeKTpoKapauorpaduye-
CKUU CHUHIpPOM, OOBEIMHSIONINI YacThle CEMEUMHbIC
c/lyda CHUHKOMAJAbHBIX COCTOSIHMM WM BHE3aIlHOM
CMEpTH BCJICACTBHE MIMOMATIICCKON ITOIUMOP(PHOM
KT u peructpanuio cnemduyeckoro 3J1eKTpoKapaIuo-
rpacdudeckoro narrepHa. [laTrepH BkiIodaeT 6JioKany
MpaBoil HOXKM ITyuyka [uca, crienubudeckuii moabem
cerMeHTa ST B oTBeneHusix V1—V3, nepuonuyeckoe
yIJUHEHUEe MHTepBajia P—R, TIpUCTYNbI TTOJIUMOPd-
HOM >KeJTyTOYKOBOWM TaXMKapAUW BO BpeMsl CUHKOIIE
[35]. Oka3zanock, yto Gosnee 20% MaLMEHTOB C UIHUO-
natndeckoit MK 6buTM 60IBHBEIMU ¢ CHHIPOMOM bpy-
rama. B 1997 . ctano o4eBHMIHBIM, YTO CMHIPOM He-
00BSICHUMOI BHE3AITHON HOYHOU CMEPTH Y BBIXOILIEB
un3 lOro-BocTounoii A3um ObIT (haKTUIECKU DHAEMMU-
yeckoit MaHu(pecTauueit cunapoma bpyraga B Asuu
[9]. He Tak maBHO OBUIO JOKA3aHO, YTO Y MAIIMEHTOB C
CUHIPOMOM BPOXIEHHOIO0 KOPOTKOrO MHTEpBaja
O—T, Buepsbie omucanHoro B 2000 1., ToxXe MOTYT UH-
IYLIUPOBATHCSI CIIOHTAHHBIE XKeTYI0UYKOBbIE apUTMUMU,
MOA0OHBIM TEM, UTO BO3HMKAIOT Y MALlUEHTOB C UINO-
natuyeckoit @XK. Takxke HeTaBHO MPOAEMOHCTPUPO-
BaHO, 4To muuonatmdcckasgs MK MoxkeT pa3BUTLCS U

IIPY TaK Ha3bIBAEMOM CHHIPOME KOPOTKOT'O MHTEPBa-
ma Q—T ¢ He Oo4YeHb KOPOTKMM HHTepBasiom O—T
(340—360 mc) [10].

ITpu nposenennn nuddepeHInaIbLHOIO TMarHo3a
BaKHO MCKJIIOUUTH OpraHuYeckue 3a00eBaHusl CEPA-
ma. OmHAKO HEKOTOpHBIe 3a00JIeBaHUS CepaIla, COIIPO-
BOXIAIOIIMECsS] 3JI0KAaYeCTBEHHBIMU KEJTYyI0UYKOBBIMU
HapyIIeHUSIMA PUTMAa, MOTYT UMETh HeOOJIbIIIE aHa-
TOMMYECKUE U3MEHEHMUS, YTO 3aTPYAHSIECT AUarHOCTU-
Ky. Harpumep, mammeHTsl ¢ THIIEPTPOGUUIECKOI Kap-
JIUOMMOIIaTUE M ¢ TpOmOHUH-T-myTamyein MMerT
PHMCK apUTMOTECHHOM CMEPTH Iaxke KOTrma THIIepTPO-
(ust neBoro xemymouka emie cnabo BbipakeHa [34].
Jwvcnnazus mpaBoro Xejaymodka Takxke WHOIIa guar-
HOCTHpPYeTCSI B KayeCTBEe IPUYMHBI CMEPTH TOJIBKO
P TIATOJIOTOAHATOMWYECKOM BCKPBITUH, HECMOTPSI
Ha OTPUIATENIbHBIN Pe3yIbTaT MPeAIIeCTBYIOIIETO 00-
IIMPHOrO AMAarHOCTUYECKOro obciegoBaHus. Ilpu
5TOM HaJo MMETh B BUAY, YTO He3HAUYMTEJIbHAS I1aTO-
JIorusi, MogoOHas TeMOAMHAMUUYECKM HE3HAUYUMOMY
MIPOJIATICy MUTPAJIBHOTO KJTallaHa, He MOXET SIBJISIThCS
MPUYUHON KITUHUYecKoi cMepTu. C Apyroii CTOpOHHI,
MpU3HAKW AUCHYHKIKUU JEBOTO XeJayaouka Mocie pe-
aHUMAIIMM He 00sI3aTeJIbHO OyIyT UCIIOJIb30BaHbI IS
HUCKITIOUCHUS rarHo3a uanonatudeckoit @K, moro-
My 4YTO JUTUTEJIbHASI peaHMMAaIlvsl MOXET IPUBECTH K
n3MeHeHusM Ha DKI, Hepa3TuUUMbIMU C TEMU U3Me-
HEHMSIMH, KOTOpBIE OBIBAIOT y MAIIMEHTOB C MMJIaTa-
LIMOHHOU KapauoMuornaTuei [34].

Cunopom Boaspa—Ilapruncona—Yaiima

[ManeHTbl ¢ MOMOJHUTENIBHBIM TIPEACepIHO-XKe-
nynouykoBeiM coeamHenueMm (IITXKC) moryr uMetb
MMHUMAJIbHYIO UM BOOOIIE HE NUMETh XKeTyI0YKOBYIO
pesK3eTalnio (To ecThb y3Kuii QRC-KOMILIEKC), €CIIN
OHHM TaKXXe MMEIOT OBICTPYIO MPOBOAUMOCTb AB-y31a
WIN €CJIN TOIIOJTHUTEIFHOE COeTMHEHNE JIOKAIN30Ba-
HO Ha JIeBO JIaTepaJbHOM CTEHKE (Iajleko OT CUHYC-
HOTO y37a). DTU IIyTM MOTYT MMETh KOPOTKUIl pe-
dpakTepHblii Iepron. Y TakuX MHalMEHTOB MOXKET
pa3BUTHCS (PUOPUIUISALIUS MIPENCEPANIA C YCKOPEHHBIM
KEJTYIOYKOBBIM PUTMOM, KOTOpasi MOXET IepeiTu B
®XK. Ecn pubpmiusms mpeacepanii He 3aIcaHa y
nauneHToB ¢ P2K, mourn HopmanbHasgs DKI' Bo Bpems
CHHYCOBOTO PUTMa MOXET MPUBECTU K OITMOOYHOMY
nurarHo3y uaronarudeckoit @2K. K ommbouyHoMy mu-
arHo3y uauorarndeckoir ®2K MoxeT MprUBEeCTH U dJie-
KTPO(HM3NOJIOTHIECKOe UCCIIeI0BaHNE, €CI HE TIPOo-
BelleHa MpeacepaHasl CTUMYJISLMS, TTOTOMY 4TO IMpO-
rpaMMupyeMasi XKeTyOoIKOBass CTUMYJISIINS MOXKET
nHayuuposath @K y manmeHToB ¢ cuHAPOMOM BoJib-
da—ITapkuHcona—VYaiira [33]. [ToaToMy ucKIIOYEHUE
JIOTIOJTHUTEJIBHOTO MPEACePaHO-XKeIyI0UYKOBOIO CO-
eIWHEHUS] C TIOMOIIbI0 WHBEKIIUU aJeHO3WHA WU
MpeIcepaIHON CTUMYJISILIMY B TEUSHUE JIEKTPOGDU3H-
OJIOTMYECKOTO MCCIEAOBAaHUS AOJDKHO 00s13aTeIbHO
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OBITH BEITIOJTHEHO Y ITAaIlieHTOoB, nepeHecmmx XK, na-
XKe mpu HopMmaibHOM 3akmioueHun DKI. Omumcanbr
TaKKe peAKue caydyau KIMHUYECKOW CMEPTHU, BbI3BaH-
HOIl OBICTpOIl HAIKETydOUYKOBOM TaxukKapaueu y
nauueHToB 6e3 cuHapoma Boabda—IlapkuHcoHa—
Vaiira [38].

Kamexoaamunosasucumasn nosumopdnas
Jicenydouxosas maxuxapous

IMauuenTtam ¢ KITXKT Takke MOXET ObITh MOCTaB-
JIeH auarHo3 uanonatudeckoit MK TONMbKO IOTOMY,
4yTO He ObUT MPOBEAEeH cTpecc-TecT. Pe3ynbTaTsl Bcex
IPYTUX TECTOB, BKIIIOYAS 3JICKTPOPU3NOIOTHIECKOE
HcclieJoBaHue, TIpYU 3TOM 3a00JieBaHUM BCerma Hop-
MaJIbHBIE, TIO3TOMY CTPECC-TECT SIBIIICTCS 00s3aTelIhb-
HbIM Vy MallMeHTOB, MNEPEeHEeCIINX KIMHUYECKYIO
cMepTb. HecMOTps Ha TO 4TO OONBITMHCTBO MAlUEH-
TOB UMEIOT MAaTOTHOMOHUYHBIN OTBET Ha (DM3NYECKYIO
Harpy3ky (cTpecc-uHAyUMpoBaHHas (GUOpUILTSLIUS
MIpeAcepanii, KoTopas 3amyckaeT MyJbTU(DOKAIbHYIO
KETYIOYKOBYIO 9KCTPACUCTOJIMIO, TBYHANPABICHHYIO
KT u monmumopduyto ®2XK), HemaBHO OBLUTO TIpU3HA-
HO, YTO HEKOTOpbIE MAaIMEHThl C TEHETUYEeCKU JO0Ka-
3aHHOUM KIIDKT mMmeroT ToNIbKO €IMHCTBEHHBIN BUII
JKEJIYIOUKOBBIX 3KCTPACUCTOJ, KOTOPBIE BBITJISIAT
TMOT00HO TUITMYHOMY Hadajy SKCTPACHUCTOJINN U3 BBI-
BOIHOTI'O OTJeJIa IPaBoOro Xeayaouyka Mpyu MakCuMaJb-
HOW Harpy3ke. Takue maiMeHTbl MOTYT ObITh OIIMO0Y-
HO IUArHOCTMPOBaHBI KakK IMallMeHThl ¢ MAUOMATH-
YeCKOI XKerymoukoBoit MK,

Cundpom yoaunennozo unmepeana Q-T

HurepBan Q—1c y 3010pOBBIX JIMII, TaK e KaK U Y
MalyeHTOB C CUHAPOMOM yIJuHeHHoro O—T, umeet
HOpMaJIBHOE pacIpeeacHue.

BaxxHo, uTo 12% malmeHTOB ¢ TeHETUYECKH JOKa-
3aHHbIM CYU O—T (Long Q—T Syndrom — LQTS)
UMEIOT HOPMaJIbHYIO BeIMYMHY MHTepBana O—T, or-
peneneHHyto kak O—T meHee 440 mc [24]. TTauuveHTHI
C CHHIPOMOM YIJIMHEHHOTO MHTepBajia O—7 uMeroT
norpaHnyHoe 3HayeHue Q—7T (OOBIYHO MPU TEePBOM
TEeHOTUIIC) M3-3a MOpdoornn T-BOJIHBEI, KOTOpas 4ya-
cto usMeHneHa npu LQT2 u LQT3 u HopMabHas npu
LQTI1. Tect ¢ snuHedpuHOM OOBIYHO 3(PPeKTUBEH
s BeigneHus LQTI [25].

Cundpom yxopouennozo unmepsasa Q—T

HenaBHO omMMCaHHBI CUHAPOM YKOPOYEHHOTO
nHtepBana Q— T (Short Q—T Syndrom — SQTS) obyc-
JIOBJICH T€HETUYECKOI MyTallveil B KaJIMeBBIX KaHajlaxX
n uMmeeT 3PdexTrI, mpoTuBomoiaoxHbeie LQTS [24].
Hpyrumu cioBamu, cuHapoM SQTS oOyciosieH 1o-
BBIILIEHHBIM BBIXOIOM KajIusl U YKOPOUYEHUEM ITOTEH-
Hyana gerctBust U 3pGeKTUBHOro pedpakTepHOTO
Meproaa XelymoudkoB. OTIMINTh UINOIATHIIECKYIO
dXK or SQTS Henerko. HecmoTpst Ha TO 4TO TpH

SQTS kpaitne kopoTkuii uatepast 0— 7 (Q— Tc meHee
320 Mc), HETaBHO OMMCAHBI CIyYau TeHETUIECKH 0-
kazaHHbIX SQTS ¢ uHtepBasom Q—7¢ ot 320 mc [32].
Taxke HemaBHO ITPOAECMOHCTPUPOBAHO, YTO OTHOCH-
TeabHO KopoTkuit nHTepBan O— T (Q— Tc meHee 360 mc)
YacTo HAOJMI0mAeTCs Y 3MOPOBEIX MYXKUMH, HO CTaTHC-
TUYECKM OoJiee XapaKTepeH IS My>KUYMH C UANOIATH-
yeckoit DX [36].

Bonee Toro, mauueHThl ¢ uauornatndeckon OXK
MMEIOT HOpMaJTbHBIN MHTepBan O—71 mpu HOpMaJb-
HOM CEepIEeUYHOM PUTME, BO BpeMs Opamukapauu Q—T
ykopauuBaetcs [17]. Takum oOGpa3om, MalUeHTHI C
cuHapomoM SQTS m manueHTH ¢ MAMONATUYECKOM
®XK nMmerorT o0IIKMe KIMHWUYECKNE XapaKTePUCTUKH.
IMaumeHTH 06eux TpyIm: 1) UMeIoT crioHTaHHBIE [37]
W UHOyLMpoOBaHHbIE [35] XemymouyKOBbIE apUTMUU;
2) XOpOIIIO OTBEYAIOT Ha Teparnuio XuHuamHoM [10];
3) UMEIOT PUCK HeaaeKBAaTHOTO CpadaThIBAHMSI UMILIaH-
THpYeMOTo KapaunoBepTepa-neduopmmisitopa (MK/)
BCJICACTBYE BHICOKOM YyBCTBUTELHOCTU T-BOJHBI [38].
IMaumenTtsl ¢ SQTS MOryT OBITh OIIMOOYHO AUATHOCTH-
pOBaHbI KaK MallMeHThI ¢ uarornatudeckoin MK, ecamn
uHTepBal O— 7' u3MepsieTcs Ha (poHe OTHOCUTETBHO ObI-
CTPOro CepIeyHOro purMa. I1prInHoOI 3TOro SIBIsSIeTCS
yaaMHeHue uHTepBasia O—7 BoO Bpemsi OpaauKapauu
npu cuaapome SQTS [25].

Cundpom bpyeada

[IpeamnonoxurenbHo 1 MalUeHT U3 5 ¢ CHHAPOMOM
naronaTndeckoit 2K Ha caMoM zejie MMeeT CUHIPOM
bpyrama [29]. Kpome Toro, eciu BceX IAllMEHTOB C
naronaTndeckoit MK crucreMaTnaecKn o0CIenoBaTh
¢ HeomHOKpaTHbIM mpoBeneHrueM DKI (pacrmomaras
MpaBble TPYIHBIC OTBEICHUS B BBICOKOW IO3UIIVN)
[29] 1 omHOMOMEHTHO MCHOJIB3YS (hapMaKOJOTmIec-
KWl TeCT ¢ GJI0KaTopaMK HaTpHEBBIX KaHAJIOB, KOTO-
pble IPUBEAYT K HapyLIeHWIO (PYHKLIIMOHUPOBAHUS
HaTPUEBBIX KaHAJIOB, 0K0JIO 40% IMAalMeHTOB C MIWO-
natuyeckoit MK OyayT AMarHOCTUPOBAHbI KaK MaLy-
eHTBI ¢ cuHapoMoM bpyrana [15].

Kopomxocuenaennsui sapuanm maxuxapouu
u3 6616001020 0mdeaa npagozo Jcerydouxa

BreiBogHoOI oTaen mpaBoro xeaymouka (BOITXK) —
HauboJsiee yactoe Mecto Havyasa KT y nmanueHToB 6e3
opraHmdeckoro 3aboseBanus cepama [9]. OHa mmeeT
4yeTKyo Mopdonoruio (QRS-KOMILUIEKCH UMEIOT BUJI
0J10Kaabl JIEBOM HOXKM MyyKa [iica v BBICOKUIA 3y0eln
R B HIKHMX OTBEJIECHUSIX) U B OCHOBHOM HE IIPUBOIUT
K TeMOIWHaAMHWYeCcKoil aekoMmeHcanuu. CliemoBa-
TeJIbHO, 3TO He 3JI0KayecTBeHHas aputMus. OgHako S.
Viskin u coaBt. [9] HegaBHO onKcaIu NAIMEHTOB C He-
TUMMUYHBIM HavasioM akTonuu u3 BOIIXK, kortopas
MPUBOAMIIA K pa3BUTHIO crioHTaHHOI DK vim 1mosm-
mopdHoii 2KT. He ObI10 SICHO, K KaKO# TrpyIIe OTHO-
CATCS TTAIMEHTHI: K naronatndeckoin MK mimm K He-
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JaBHO omnMMcaHHBIM (hopMam mnonaumopdHoii KT u3
BOITXK. OnHako ecTh HEKOTOpBIE OTIMYUTEIbHBIE Xa-
PAKTEPUCTUKH B 3TUX TPYIIIIAX.

1. Tunmnunasa monomopdHasg KT n3z BOITK Moxer
OBITh TaKKe Y MaIMEHTOB CO 37I0KaYeCTBEHHOM MOJIM-
mopdHoit KT uz BOITX [9], Ho HuKorna He ObIBaeT y
marueHToB ¢ uauomnatudyeckon XK [9, 16].

2. Tonbko y 5% mnauueHTOB C 3710KAYeCTBEHHOM
nomumopdHoit KT uHaynuposanach @K ¢ momo-
IbI0 TPOTPAMMUPYEMOU KEITyMOYKOBON CTUMYJISI-
LIUU, TIPY 3TOM Y OOJIBIIIMHCTBA MALIMEHTOB C MANOIIA-
tryeckoit @K unmynupyerca @XK [31].

3. O4eHb KOPOTKUiII MHTEPBAJ CLEIJICHUS Xey-
JIOYKOBOI 3KCTPACHCTOJIBI 3aITyCKaeT 3JI0KauyeCTBEH-
HYIO XKeJIyITOYKOBYIO apUTMUIO TIPU MIHOTATUICCKOMN
®X [35], n Goyiee MIMHHBIN, BapEUPYSd OT OTHOCH-
TEIbHO KOPOTKOTO IO HOPMAJIBHOTO, — IIpH IIOJIM-
mopdHoit KT uz BOITXK.

[Mocemune pe3yabTaThl MHTPAKapANAIBLHOTO Kap-
TUpOBaHUS TpenctaBieHbl M. Haissaguerre U coasT.
[22]. B aTOM McclienoBaHMU MOKa3aHO, YTO UAMOMATU-
yeckasgs @K B 86% ciaydaeB HauMHaJIaCh U3 BOJIOKOH
[TypkuHbe 1 y octaBimxcst 14% — 13 BBIBOTHOTO OT-
nena IT2K. OnsaTb-Taku MHTEpBa CLETJIEHUST 9KCTpa-
CUCTOJIbI, MHULIMUpYoLIei aputmuto u3 BOITXK, 6bu1
JUTUTEeNIbHEE, YeM ITPY apUTMHM, KOTOpas 3aITycKajaach 13
BoJtokoH ITypkmube (355 + 30 mc mpotus 280 £ 26 Mc,
p<0,01).

IIpornos n revenne naumonarnaeckoit PIK

Puck Bosspara ®XK npu upnonatmyeckoir ®XK B
OTCYTCTBUM Tepamnuu KpaiiHe BbICOK. IIpu Habmione-
HUM B TedyeHue 6 et 6osee 40% MaLMEeHTOB MMEIN
Bo3zBpar ®2K u puck ObLT BbIIIE y MAIIMEHTOB C HOP-
manbHoi DKI (1mocje UCKIII0YeHNsI TALIMEHTOB ¢ BO3-
MOXHBIM cuHApoMoM bpyrana) [41]. B HemaBHuUX uc-
ClIeJOBaHMSIX MALUMEHTOB ¢ wuauomatuyeckoit DK
(uckmouas nauneHTa ¢ DKI' o tuny cunapoma bpyra-
Ila, a TaKXKe MAaIlMeHTOB C 3jeBanueii cerMeHTa S7 mocie
npuemMa OJIOKaTOPOB HATPMEBBIX KaHAJIOB) PUCK BO3-
Bpata ®2K 6611y 39% GoJbHBIX B TeueHUe 3,4 2,3 rona
[14]. IToaTOMY, €Ciii IMarHOCTUPOBAHA UAMOIIATHYEC-
kag ®XK, HazHaueHUEe Tepallmu o0Os3aTellbHO. Tepa-
IKST MOXET BKJII0YATh UMILIAHTALIMIO KapauoBepTepa-
necdubpusisiTopa, Ha3HaAUYEHUE JIEKapCTBEHHOM Tepa-
MY XUHUAKMHOM, paglo4acTOTHYIO abaluio TPUITEP-
HBIX 30H WM KOMOMHAIIWIO BBIIIIEHA3BaHHBIX METOMOB.

Jlexapcmeennas mepanus XuHuOUHOM

[lepBbic MamueHTH! ¢ nanonatmdeckoit MK, omm-
caHHble B 1929 [16] u 1949 [41] ronax, ObUIM IpoJieYe-
HBl XUHUIWHOM II0CJIe TTOBTOPHBIX, YETKO JOKYMEH-
THUPOBAHHBIX 3MU30[0B CIIOHTAHHOMW MOJIUMOPGhHOMN
KT n ®XK. Tepanus y 000Mx NallMEHTOB UMeJia Ipe-
KpacHBIN pe3yiabrar [6]. U3BecTHO, 4TO BTOpOI Maru-
€HT, OoNMcaHHbI B 1949 I KaK MoJyJyaroluil XuMHU-

IuH, B TeueHue 40 jeT Xuia 6e3 Bo3BpaTa apuTMUU U
yMep OT paka B Ioxuiaom Bospacre [42]. B 1987 .
B. Belhassen oTKpbUI 3JIeKTpOGU3UOIOTUYECKHE OC-
HOBBI JEUMCTBUS XWHHUAWHA IT0CJIC HAOJIOACHMS, UYTO
®XK nerko mHAyIHMpYyeTCcs 6e3 MpeAIecTBYIONIe Tepa-
MY, HO He WHAYLHUpPYeTCs ITOC/Ie IpHeMa XWHUAMHA
[10]. B yacTHOCTH, OOVH M3 MAIMEHTOB, OIMMCAHHBIX
B JaHHOM MCCJIeHOBaHUM, HeAAaBHO 3aBEpIIIUI 25 JieT
Tepanuu XWUHUIMHOM M amuogapoHoM [20], Ha3Ha-
YeHHBIMH TT0ciie TiposiBiieHus TipuctynoB ®XK, mpu
5TOM BO3BpPAT CMHKOMAJBHBIX COCTOSIHUI OTMeuasics
TOJIBKO MPU J€YEeHUU OJHUM aMHOJapOHOM [28].

B 1990 ., B mepBOoM 0030pe, ITOCBSIIIEHHOM HINO-
matndeckoir MK, mpomeMOHCTPUPOBAHO, YTO BO3-
BpaT KJIMHUYECKON CMEepPTH OBLI BBIIIC MPHU TEpParuu
JIPYTUMH aHTUAPUTMUYECKUMU TIpeItapaTaMy (BKITIO-
yasi aMUONApOH, [3-anpeHO0I0KATOPHl W Bepamamu)
[35]. Boicokast yacToTa Bo3Bpara apuTMUU MpU Jede-
HUU BepallaMUJIOM CBSI3aHa C TeM, UTO IIpernapar ObLI
SMITUPUYECKU MMOJ00paH ISl JIeUeHUsT KOPOTKOCIIETI-
JICHHOTO BapuaHTa Taxukapauu «torsade de pointes» u
He TTOAXOIW IS iedeHus uauonatndeckon OXK [3].
HarmpoTtus, j1ed4eHre XUHUAMHOM ITOJTHOCTHIO M30aB-
ssto ot BozBpaTta MK [35]. [TosToMy, HECMOTPS Ha TO
YTO CTAJIM IMHPOKO UCITOIh30BaThCS KapANOBEPTEPHI-
nedubpunnaropsl, B. Belhassen u S. Viskin nmpomod-
JKaloT peKOMEHIOBaTh UCIIOJb30BaHNEe XUHUIWHA KaK
SIMHCTBCHHYIO Tepamuio, IMPY YCIOBUM TOYHO IHAr-
HOCTHpOBaHHON nanonaTudeckoit MK y manmeHToB,
MIePEKUBIITNIX KITMHUIECKYIO CMEPTh.

Kputepun mis repanuu xuHUAMHOM T1pu D2K:

— muarHo3 uanomnaTtmdeckoit MK ¢ cuHIpOMOM
Bpyraga unu 6e3 Hero;

— nHnynupoBadHas P2K B OTCYTCTBUM Tepaltvii
IPOrpaMMUPYEMOM XKEJIYTOUYKOBOM CTUMYJISILIMEHA;

— oTcyTcTBUEe MHAoynmpoBaHHO MK mpu opaib-
HOM TMpHeMe XMHUAWHA, HECMOTPSI Ha OYeHb arpec-
CHBHBII ITPOTOKOJI KEAYIOUYKOBOM CTUMYJISILIVIN;

— MHOOPMHUPOBAHHOE COIJIacHe ITallMeHTa, KOTO-
PBIN TOJDKEH XOPOIIO IMTOHUMATh PUCKU W BBITOIBI OT
UMIUIAaHTAIMKA KapauoBepTepa-aehudopuisaTopa u
JIEYEHUST XMHUIMHOM;

— TIOBTOPHOE TOATBEPXICHHE JIEKAapPCTBEHHOTO
KOMIUIaliHCa B OTHAJEHHOM Iepuoie (KOMILIaiiHC
OLICHMBAETCS Ha OCHOBE ITOKa3aTesleil IIa3MEeHHBIX
YPOBHEW XMHUAWHA, eT0 BAUSHUSA Ha uHTepBan Q—1).

Pe3ynbraThl TAKOTO TTOAXO0IA OBLIH OIYOJIMKOBAHEI
B 1999 1. Cpeau 34 nauieHTOB ¢ uaronatudeckoit 2K
(Bce mepeXuBIINe KIMHUYECKYIO CMepPTh) V 26 (80%)
uHnyuupoBaiachk @K npu npoBeAeHUM 3JIEKTPOdu-
3MOJIOTMYECKOTO UCCIIeIOBAaHMUS My BCeX 0€3 MCKITIO-
yeHus Ha (hOHE TpreMa XMHUIWHA He WHIYIIUPOBa-
nace @XK. IMobouHble 3hdeKThl MOTPeOOBAIM TIpe-
KpallleHUsI Teparnuy XUHUAMHOM y 14% nalueHToB.

OnHako 23 namueHTa (IBe TPETU MaLMeHTOB, Te-
PEXUBIINX KIMHUYCCKYIO CMEPTh), IIPUHUMABIIINE
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XUHUIWH (0€3 UMILIaHTalu1 KapauoBepTepa-aehuo-
PUJLISTOPA), XXUBBI M Y BCEX OTCYTCTBYIOT CUMITTOMBI
aputMuu B TeueHue 10 neT. Tpu manueHTa UMEIU OT-
pPULATSILHBIA pe3yJIbTaT MPU 3ICKTPOGU3NOIOTHIC-
CKOM MCCJIEAOBAaHUH TIPU OTCYTCTBHMU JICYCHUS U T10-
JIy9aad XUHUOUH SMIOAPUYECKH. OTH IaIllMeHTH
YMEpPJIM B TeuyeHue 4—8 JieT Mmocjie MepBOro 3Mu3oaa
@K, Bce Tpoe MpeKpaTWIM HAOIIOOAThCS IIepen
cMmepThlo. [1o3TOMy HEU3BECTHO, UTO CTaJIO MPUYM-
HoIt cMepTH. TeM He MeHee He PEKOMEHIYeTCs] SMIITH -
pUUYECKOe UCIMOJIb30BAaHWE XWUHUIWHA IS JICUCHUS
MmarneHToB, y Kotopbix M2K He ObUTa MHAYLMpPOBaHA
npu DPU, 1 B 3TOi rpymie UMIUIAHTaLWs Kapauo-
BepTepa-nedudpuUIsITOpa SBIsSETCS 00s13aTeIbHON.
Taxcke MMeeTCs YCITeNTHBIN OITBIT IPUMEHECHUSI XUHU -
IWHA 1T KOHTPOJIS PUTMa Y MallMEHTOB, KOMY M-
mnantupoBanbl KBJI. TlpekpacHbIii OTBET Ha Jiede-
HUE XWHUIWHOM IIpeNCTaBieH IpU MIMOINATUYeC-
kot ®XK ¢ cuampomom bpyraga. CmepTtu, mpomn3so-
menmue 4—8 JeT CIycTsd IIocjie IepBOro 3Mu3o4a
@K, cBUAETETBCTBYIOT O TOM, YTO IMAIIUEHTHI C WIM-
omatndeckoit MK umeror puck Bospata ®XK maxe
Tocye JUTUTETLHOTO aCUMITTOMaTUYECKOTO TIepuoa.
TTosTOMYy IIUTENBHBINA ACUMIITOMATUYECKUIA TIEPUO]T
TIpY JaHHOM 3a00JIcBaHUM HE CIIeAyeT WHTEPIIPETHU-
poBaTh KaK OKOHYaHWE 3a00JIeBAHUS M XOPOIIUA
MMPOTHOCTUYECKUIA MPU3HAK.

Paouonacmomnuas abaauus

KaretepHas pagrouactotHas abnamnus (PHA) tpur-
TePHBIX 30H SIBJISIETCSI METOJOM BbIOOpA IS JICUEHUSI
bubpumaumu npeacepauii. M. Haissaguerre u coaBT.
WCITOIB30BAIM TaKylo K€ KOHIEMIIWIO IS JCUCHUS
nnronatmdeckoit M2K. Dra popma Teparnmu OblIa Mc-
MTOJIb30BaHa IIEPBOHAYAIBLHO VTS JICUCHUS TTAIlUEHTOB
¢ umriantupyembiMu KBJI, KoTopble OIy4YuIiM MHO-
XecTtBeHHBIe pa3psiabl KB B cBsI3u ¢ pa3BUTHEM Ha-
pyuieHuit putMma. IlepByto ycrneniHyto abjaluio Bbl-
MOJIHWJIM Aizawa 1 cOaBT. B 1992 1.

B nanpHelinem cBoif ombIT monoxuau M. Hais-
saguerre u coaBT. [20, 21] u T. Noda. CyiectBoBaio
pazauuyre MEXIy JOKaIuU3aluer oyara apuTMUA B
IBYX cepusix HaomoaeHuil. T. Noda ¥ coaBT. Jeuwiu
nosmMopdHyto KT u3 BOITXK, a M. Haissaguerre u
coast. mpoBesii PUA 85% manimeHTOB B 00J1aCTH BOJIO-
KoH [lypkuHbe B IIpaBOM U JICBOM KEJIYIOYKE, B TO
BpeMs Kak abmanus BOITK Obl1a mpoBeneHa TOJIbKO
15% mnauuenroB [21]. Abaauus ObUIa YCIIELIHO BbI-
MTOJTHEHa BO Bcex ciaydasx, 24 (89%) manumeHTa He
MMEJIM BO3BpaTa apUTMHMU 0e3 Ha3HAUYeHUs Iperapa-
TOB B IOCJeayolleM mnepuoae. Takoil Xopoluii pe-
3yJIBTAT TIOOIIPSIET K BBHIOOPY JAaHHOTO METOoa Jieue-
Husg. OpgHako JaHHas Tepanus MOXET OBITh
TpeJIOKeHa TOJIbKO HEOOBIIION TpyIITie TallMeHTOB
C MOBTOPSIIOLIIMMMCS XKEJIYIOYKOBBIMUA apUTMUSIMU.
S. Kohsaka wu coaBT. Takxke NMPOAEMOHCTPUPOBAIU

onbIT ycremHoi PYA mucTaiibHOW 4acTH BOJIOKOH
IMypxuHbe y 21-1eTHE# XXeHIIWHBI ¢ MAVONATUYECKON
DK.

3a 27-neTHUI OMBIT JICYCHMS ITAIIMCHTOB C MIMO-
matnyeckoit 2K (35 mauMeHTOB) TONBKO 3 YesoBeKa
obu Kanaugatamu mist PYA [16]. K oMy Xe, yduTsl-
Basl, 4yTo 3THOJOTUs ManonaTudeckoir MK ocraercs
HEM3BECTHOM, HEBO3MOXHO TOYHO YTBEpXOaTbh, UTO
3T0 (hoKaJlbHOE 3a00JIeBaHUE.

Hmnaanmauus xapouosepmepa-deuobpuriamopa

He BbI3bIBa€T COMHEHMs, 4YTO MMILIAHTALMS
MKB/JI nanbosiee ahdeKTuBHA A1 MPeIoTBpalleHUS
BHE3aITHO# cMepTH ITpu nanonatudeckoit K. OmgHa-
ko npu cpaBHeHun MKB]I ¢ Tepanueit XMuHUAWHOM
WIM paJMovacTOTHOM abjamueit ojs1 Ae4eHus UINo-
matndeckoit MK HeobXxommMo OOCYINTh ITOTCHIIV-
aJIbHO HEeOJIArONpHUSITHBIE MOMEHTBHI BCEX TUX METO-
JIOB JICYECHUS.

Brut0 MpoBeneHo MHOTOIIEHTPOBOE MCCIIEI0OBAHUE
MalueHTOB CO 3JI0KAYeCTBEHHBIMU KeJIyJTOYKOBBIMU
HapyIICHUSIMA PUTMa, UMEIOINX OpraHMYeCKHe 3a-
OosieBaHUS cepilia, KOMY ObUIM HMMILTAaHTUPOBAaHBI
KB/ [39]. Puck ocioxuennii 6611 12% [33]. INanuen-
THI ¢ unmuornarndeckoit 2K nuMenn cBsI3aHHBIA ¢ M-
wianTauueit KB/l kpaiiHe HU3KUIT PUCK OCIOXHEHUMN
OT HEapUTMOJIOTUYECKMX TPUIKH.

B MynsrunieHTpoBOM HccienoBaHuu AVID (AH-
THaputMuueckas tepanus nporuB MKBJI) obuin mc-
CJIeIOBaHbl TMAIlUEHTHl CO 3JI0KAYECTBEHHON XKemy-
INOYKOBOM apUTMHMEN C OPraHUYECKOM I1aTOJOTHEN
cepaua, KOTopbiM ObLT umrmiaaHTupoBaH MKBII.
Puck mo0ouHbBIX 3((DEKTOB, cepbe3HbIX HACTOIBKO,
YTO TpeOOBAJOCh MOBTOPHOE OIMEPaTMBHOE BMeEIIa-
TeJAbCTBO, cocTaBwi 12%. OmHako 3TO IMpUOIU3U-
TeJibHas Hudpa, 1 OHa OCHOBaHA Ha aHAJIU3€E Pe3yJib-
TaTOB MOATOTOBJICHHBIX CIICIINAIMCTOB IIPECTUKHBIX
1eHTPOB. [IpolieHT ocIOoXHEHUH Tocae MMILIaHTa-
1 MKB/I y naiyeHToB ¢ uauornatuueckou KT co-
crapisieT 6onee 12% (uccnemoBanue AVID). Dto
CBSI3aHO C T€M, YTO BO3pAacT MAIlMEHTOB, BOBJICYEH-
HBIX B MCCIeAOBaHKe, cocTaBui 65 11 jeT, geTaanb-
HOCTB B T€UEHUE TpeX JIeT cocTaBmiia 25%, HECMOTpPS
Ha To uto umriantauuss MKB/I Ob11a cBsi3aHa ¢ op-
raHu4eckou rmartosorueit. JIisi cpaBHeHUsI OTMETUM,
4YTO MalMeHThl ¢ uanonaruyeckoi 2KT OblIM HAMHO-
o MOJIOXKE M UMEIU HU3KUI PUCK HeapUTMOTeHHOI
cepaeuHoit cMmeptu. ClemoBaTeabHO, IMAIIAEHTHI C
unuonaruyecko KT MMerOT NMpoIeHHBII PUCK OC-
JIOXHEHUM, CBsI3aHHBIX ¢ uUMILIaHTauueit MKBJI B
TeYeHWEe MHOI'MX MOCJeaylolux JieT. B yactHocTH,
PUCK MOTEHLIMATBLHO CEPbE3HBIX OCIOXHEHUM, TAKMUX
KakK MH(MpEKIIMOHHbIC WU HealeKBaTHOe cpabaThiBa-
Hue MKBJI B 0TBeT Ha HapyllleHUE U30JSIIUUN DJEKT-
poma, OymeT yBeIMYMBATLCA C TOZaMM Haxe IMOCHe
MOBTOPHBIX UMILTAaHTaLIMA [33].
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3aximouenue

Takum 00pa3zoM, MOXHO 3aKJIIOUUTh, YTO MIMOTA-
TAYecKass GUOPUILTALUS XKeIyI0YKOB — pefKoe 3a60-
JIeBaHWE HEM3BECTHOW 3TUOJIOTMM, KOTOpoe MaHUbe-
CTUpPYeT CUHKOHAJIbHBIMU COCTOSHUSIMU WA KIIH-
HUYECKON CMEpThbIO, BBI3BAHHBIMU MOJIUMOPPHOI
XKemynouykoBo Taxukapaueir wm ®XK mpu oTcyTCT-
BUU JAHHBIX 32 OpPraHMYEeCKOoe 3a0o0JieBaHME Cepila
WM KaHajomnatuu. B HacTosgllee BpeMs XOpo1Io OIU-
CaHBl 3JEKTPOMU3UOJOTUICCKHE M KIMHUYECKUE
MpU3HAKU 3a00JIeBaHUS, UTO MTO3BOJISIET CBOEBPEMEH -
HO €ro IMarHOCTHUPOBATh. APUTMHUS HadYMHAETCS
CIIOHTaHHO, 0€3 KaKOi-JIn0O0 CBS3U C HAarpy3KaMu, 4a-
CTO BO CHE, 1 3aITyCKaeTCs XKeJIyIOIKOBOM 9KCTPACHC-
TOJIMEN C OYeHb KOPOTKUMM MHTEPBAJIOM CLETUICHUS.
HoxkazaHo yJactrie BoJIOKOH IlypkuHbe B 3aITycKe U
noanepxanun maronarndeckoin MK, a PYA 30HBI
nHTepeca B obnactu mepeaHeild creHku 1K wim B
HkHei yactu M2XKII B JIXK, roe peructpupoBaics
noteHiman [lypkunbe, B 89% ciydaeB MPUBOIUT K
MPEeKPAIICHUI0 apUTMUHU. DKCTPACUCTOJNBI, MCXOMS-
mue u3 BoiokKoH Ilypkunbe, manmuupyoT PXK 1mo
MEXaHM3MYy PUCHTPH. DTU paHHUE SKCTPACUCTOJIBI pe-
ructpupyorcs npu DDU, ogHako MpUIMHA TTpeXKIe-
BpPEMEHHOI aKTUBHOCTHU HE M3BECTHA.

Tepanust MoXeT BKJII0OYaTh UMILIAHTALIUIO Kapauo-
BepTepa-neuOpuUIsTOpa, Ha3HAUCHME JeKapCTBEH-
HOI1 Tepalvy XMHUIMHOM, PaIMOYacTOTHYIO abIalluio
TPUTTEPHBIX 30H WJIM KOMOWHAIIMIO BEIIIICHA3BAHHBIX
METOIOB.

B. Belhassen, S. Viskin n1o cux mop npojaoiaxaroT
PEKOMEHIOBATh MCIIOJIb30BaHNE XUHUAMHA KaK ¢IMH-
CTBEHHYIO Tepaluio MpU YCIOBUM TOYHO AUATHOCTU-
poBaHHOM naronatuueckoit MK y manueHToB, nepe-
KUBIITUX KIMHUYECKYIO CMEPTh. JIeueHe XWHUIUHOM
TIOJTHOCTRIO M30aBisieT oT Bo3Bpara MXK. Tem He Me-
Hee He PEeKOMEHIYeTCSl SMIIMPUYECKOe HCIOJIb30Ba-
HUe XWHUAWHA IS JICYeHUS IMallUeHTOB, § KOTOPBIX
®X nHe Obu1a mHayuupoBaHa npu DDU, u B 3TOM
TpyIIIIe UMIUIAHTALMSI KapauoBepTepa-nehuopuiis-
Topa sIBJISIETCS 00s13aTEIbHOIA.

PannouacroTHas abiaiysi MOXET ObITh MPEAIOXE-
Ha TOJIbKO HEOOJIbIIOM IPYIIIe MAallMeHTOB C ITIOBTOPSI-
FOIITMMMUCS KETYITOYKOBEIMU apUTMUSIMU. [1o JaHHBIM
I. Gussak u Ch. Antzelevitch, 3a 27-J1eTHUI1 OTIBIT Jie-
YeHUS MaleHToB ¢ nanorarndeckou MXK (35 mamu-
€HTOB) OHM HAOJIOOAIM TOJBKO TpeX YeIOBEK,
KOTopble ObLIM ObUIM KaHauaaTamu mist PUA [14].
K ToMy Xe, yIUTBIBasI, YTO 3TUOJIOTHS MANOTATHICC-
koit @K ocraercst HEU3BECTHOI, HEBO3MOXHO TOYHO
YTBEPXIaTh, 9YTO 3TO (poKaJIbHOE 3a00JIeBaHHE.

He BbI3pIBa€T COMHEHUS, YTO MMILJIaHTAIIU
HNKB] nanbonee apdexkTuBHA WIS TPeJOTBPALICHUS
BHE3aITHO# cMepTH Ipu uanonarndeckoir ®2K. OxHa-
KO MPOLIEHT OCJOXHEHMWI Mocje MMILIaHTaluu

MKB/ y nauneHToB ¢ unronatuyeckoir KT cocras-
nstet 6oinee 12% (uccaenoBanue AVID). CienoBareib-
HO, MmauMeHThl ¢ uauonatuyeckoit KT uMeroT mpo-
IJIEHHBI PUCK OCJOXHEHWI, CBSI3aHHBIX C
nmrtantauueitr UKB/I, B TeueHrie MHOTUX TTOCIEAYIO-
UX JeT. B yacTHoCTH, pUCK MOTEHIIUATBHO CEPhe3-
HBIX OCJIOKHEHUH, TaKUX KaK WH(QEKIIMOHHbBIC WIN
HeagekBaTHoe cpabaTbiBaHue MKB/I B oTBeT Ha Hapy-
LIEHWE U30JISILUU 3JIeKTPOoaa, OYAET YBETUUMBATECS C
roJaMU Jaxe Mocje MOBTOPHBIX UMILIAHTALIU.
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