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NAUOIIATUYECKAA PUBPIIJUIATNA SKEJIYTOYKOB
JI. A. Boxepusa*, 0. JI. boxepus, A. 0. 3asapuna, 3. @. Kydsoesa

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
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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.
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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

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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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
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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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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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IT’EHETUYECKOE TECTUPOBAHUE Y ITAIITUEHTOB
C HAPYIIEHUAMU PUTMA

0. JI. boxepua*, 0. H. Kucauyuna, H. B. Temeadse, A. C. Mopdeunosa

Hay4HbIlh LEHTP cepaeyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemmnk PAMH J1. A. Bokepwus)
PAMH, Mocksa

I Ia NPOTAKECHUN NMPEAIIECCTBYIOIINX HECKOJIb-
KMX JECATUJETUI NOCTUMXXEHMSI B 00JacTu

MOJIEKYJISIDHOI T€HETUKW W MEIULIMHBI TMO3BOJWIN
BBISIBUTH 0KOJIO 4000 reHeTuyeckru OOYCIOBIEHHBIX

3a00JIeBaHUIi, OOJIBITMHCTBO U3 KOTOPBIX BCTPEYAIOTCS
OTHOCHUTENIBHO penko. CeromHsl y KIMHULMCTOB €CTh
BO3MOKHOCTh OLIEHUBaTh pe3yibTaThl okono 1000 re-
HETUYECKUX TeCTOB, KOTOPBIE TIPOBOMSTCS Oojiee YEM
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B 600 TMarHOCTUYECKHX J1ab0OpaTOPUSIX IO BCEMY MU-
py. Kpome Toro, psii reHeTU4eCKHUX TECTOB MOXKHO BbI-
MOJIHUTH Ha 0a3e UCCIeA0BaTEIbCKUX IIPOrPaMM.

HeobxomguMo OTMETHTh, YTO TeHHBIE M3MCHEHUS
SABJISIIOTCSL YacTOW TIPUUYMHON 3a00JIeBaEMOCTU U
cMepTHOCTU. CeromHs yXe 04eBUIHO, UYTO K 25 ronam
80 13 1000 HOBOpOXIeHHBIX (8%) OyoyT MMETh IIPO-
GJIeMBbl CO 3M0pPOBbEM, BBI3BAaHHBIE HapyIIEHUEM
(yHKIIMOHMpOBaHMs TeHHOro armapara. Cioga BXO-
IT MHorodakTopHble HapyiieHus (4,64%), Bpox-
JEeHHbIe IaTOJOTMU TE€HETUYECKOM OTHOJIOTUU
(2,66%), moHoreHHble pacctporictsa (0,36%), XxpoMo-
comHble HapymeHus (0,18%), a Takxe paccTpoiicTa
HeomnpenejeHHOM reHHoi atnonoruu (0,12%) [3]. On-
HaKo, yYKa3bIBasg TaKWe ITOKa3aTesIM, MBI HEIOOLICHN-
BaeM MCTMHHYIO PaclpOCTPaHECHHOCTb 3a00JIeBaHUIA,
Ha TeuyeHHEe KOTOPHIX B 3HAUMTEIBHOM Mepe MOTYT
BJIMSITh T€HBI YEJIOBEKA.

Cyl1iecTByeT MHOXKECTBO ITaTOJIOTMUYECKUX COCTOSI-
HMM, KOTOPBIE HA IEPBBIA B3IJISA HE SIBISIOTCS T€HEe-
TUYECKU OOYCJIOBIIEHHBIMU, HO X TeYEHUE MOXKET CY-
LIECTBEHHO 3aBUCETh OT FeHETUUECKUX (DAKTOPOB, TaK
Xe Kak M OT (paKTopoB OKpykaronieil cpeanl. He3Ha-
YUTe/IbHbIE T€HETHMYECKUE HApYLIEHUS MOTYT OCTa-
BaTbCsl He3aMedeHHbIMU. HakoHell, reHHble Hapylle-
HUSI, UMEIOIIME B OCHOBE HU3KYIO MEHETPAHTHOCTh U
MEHSIIOIYIOCS 9KCIIPECCUBHOCTh, MOTYT OBITh HE q1a-
THOCTUPOBAaHHI Y ACUMIITOMATUIHEIX MHINBUIOB.

BypHoe pa3BuTHe MOJIEKYIIPHOI 3JIEKTPOPU3N0-
JIOTWM Cepllia B TeYeHWe TPEIbIIYIIEro IeCITUIETHS
MO3BOJIWJIO BBISIBUTh (pyHIAMEHTaJbHbIe T¢HETUYEC-
K¥e TIPUYHHEL, JieXXallllie B OCHOBE MHOTHUX apUTMO-
TeHHbIX PACCTPOMCTB, CBSI3aHHBIX C BOSHUKHOBEHUEM
BHE3aHOU cepaeyHoii cMmeptd. K HUM OTHOCSITCS
cuHApoM ymmnHeHHoro nHrepBana Q—71 (CYU Q—1),
cuHapoM AHaepceHa—TaBuia, cuHApoM TuMOTH,
CUHIPOM YKOpoueHHOro unrepBaia Q— 7T, karexoia-
MUHMHAYLMPOBAaHHAsI TOJUMOPGHAs XKeJIyI0uKoBast
Taxukapausi, cuHapoM bpyrama, cemeitHbie (OpPMEI
aTPUOBEHTPUKYJISIDHON OJIoKaabl M (PpUOPUILISLIUN
npencepauii (PIT). B mormoaHeHne HEOOXOOUMO OT-
METUTh MOJIEKYJISIPHbII CYOCTpAaT MPOLIECCOB Kapauo-
MUOITATUH, KOTOPBIE, KaK U3BECTHO, TAKKE SIBIISTIOTCS
NpUYMHON BHE3aMHOU apuTMoreHHoi cmeptu. K mo-
CJICTHUM OTHOCSITCS IWJIaTallOHHAasI, TUIepTpodu-
YyecKasl M PECTPUKTUBHASI KApANOMUOIIATUM, a TAKXKe
apUTMOTEHHAs KapAMOMHUOIIaTUs IIPABOTO KEIYyI04-
Ka. Ha coBpeMeHHOM 3Tare pa3BUTUSI MEIUIMHCKOMN
TEHETUKM CTajla BO3MOXHOM IMAarHOCTHKA YyKa3aH-
HBIX BUIOB KaHAJOIMATHI M KapaAUOMUOIIATUIA B CIIe-
LUAJIU3UPOBAHHBIX KJIMHUYECKUX M HUCCIIEAOBATE/Ib-
CKUX JJabopaTopusiX.

B nmaHHOI cTaThbe pacCMOTPEHBI MOJOXEHUS CO-
BPEMEHHOU MOJIEKYJIAPHON T€HETUKU, MyTalluHu, Jie-
JKalllue B OCHOBE HapyIICHUI 3JIEKTPODU3U0I0rnIe-
CKMX TIpOLIECCOB B CepALE, U BO3MOXHOCTHU

TEHETUYECKOr0 TeCTMpOBaHUS. BHauase OyayT mpe-
craBiieHbl (DyHIaMEHTAJIbHBIE TTOJIOKEHUS MOJIEKY-
JIIPHOM TeHEeTHKM, BKITIOUAs OPraHU3aIIo YeIoBeUe-
CKOTO reHOMa, Tepenady re HeTU4eCKOro Marepuaia,
pa3IMYHbIe TUILI HACJIETOBaHWS WM Pa3HOBUIHOCTH
MyTalii IpY TeHETUUEeCK OOYCIIOBJIEHHBIX 3a00JIe-
BaHMSIX, 3aTeM MBI OOCYIMM TEXHOJIOTMHU, MCIIOJIb3ye-
MBI IIPY TEHETMYECKOM TeCTUPOBaHUM. M B KoHIIE
OyJeT moABEAEH UTOT: CclieJIaHbl BBIBOJIBI O 1LI€JIECO00-
Pa3HOCTH BHIITOJTHEHUSI TEHETUUYCCKOTO TECTHUPOBaA-
HYsI, O €r0 3HaYE€HUM B MPAKTUYECKON MEIUIIMHE, O
MPEUMYIIIECTBAX U HeJOCTATKaX UCIIOJIb3yeMbIX METO-
JIOB, a TAK:KE 3aTPOHYTHI 3TUYECKHUE, TIPABOBBIE U CO-
LIMAJTBHBIE aCIIEKTHl JaHHOM TTPOOJIEMEL.

OcHoBHBIE I0/I0KEHAS
MOJIEKYIIPHOH T€HeTHKH

bnarogaps ycunusiM ydyeHBIX M3 pa3HbIX CTpaH B
deppasie 2001 1. OBUT MOJTHOCTHIO paclIUdpPOBaH Te-
HOM YeJIOBeKa, KOTOPBIM IMO3BOJIII ONpPEAeINTh ap-
XUTEKTYPY M MECTOIIOJIOKEHHME OOJTBIIMHCTBA TEHOB B
reHome. [eHOM mpencTaBaseT COO0Ol COBOKYITHOCTb
BCell TeHeTHMYeCcKoil MH(pOpPMALIK, TaK Ha3bIBAEMYIO
JHK, xoropas pacnipenesieHa Mexay 46 xpoMocoma-
MM, 22 mapbl U3 KOTOPBIX ayTOCOMHBIE U IB€ — MOJIO-
BeIe (XY) [11, 17]. Kaxmast xpomocoMma IIpefcTaBicHa
IJIOTHO YKOMILUIEKTOBAHHOM JIMHEWHOM CTPYKTYypOM
nByxcnupaibHoit IHK, yHuKanbHa Mo cBoeMy CTpo-
€HUIO 1 B OOJIBIIMHCTBE CiIy4YaeB KJIacCUPULIMPYETCS
COOTBETCTBEHHO €€ pa3Mepy. bojiee cJI0KHOI sIBsIeT-
cs1 opranusanus reHomHoit JIHK. bonbinas yacTe re-
HoMa coctasieHa ogHoturnHoi JIHK ¢ TouHo ompe-
IeJICHHON ITOCJIeI0BATEIbHOCTBIO HYKJICOTUIOB.
OcranbHast 4acTh TeHOMa COCTaBJieHa HECKOJIbKUMU
Pa3HOBUIHOCTSIMM TTOBTOPSIIONINXCS HYKJICMHOBBIX
KHWCJIOT; MOCJIEA0BATeIbHOCTA OIHUX SIBJISTFOTCS TOY-
HbiMu KonussMmu JIHK, npyrue — ¢ Hanmmuuem HeKOTO-
pbIX U3MeHeHuii. [eHoM YeoBeKa coCTOUT U3 2,9 MITH
Imap OCHOB T€HETUYECKOM MH(OpPMAILI, COOTBETCT-
BYIOIIUX MOJEKYJISIpHBIM KonusaMm okojio 35 000 re-
HOB, 3KCIIPECCHUS KOTOPBIX (PAKTUICCKU OpPTaHU3YCeT
yejgoBeuyeckuit opranusMm. IeHom myxu Drosophila
melanogaster coctouT u3 120 MJIH map OCHOB T€HHO
nHdopMmaryu 1 13 600 renos. OgHako, HECMOTPS Ha
TO YTO T€HOM YeJIOBeKa COEPXKUT B TPU pa3a MEHbIIIe
TeHOB, ITOCJICTHIE NMEIOT O0Jiee CIIOKHYIO OpTaHM3a-
LIVIO U SIBJISIIOTCSI OCHOBOM TOpa3ao OOJIbIIEro KOJIM-
yecTBa OCIKOB Oylaromapsi aJlkTepHATMBHBIM MeXa-
HMU3MaM KOJIMPOBaHUS MOCJEA0BaTEIbHOCTU B
IpeaeIax TeHOB.

B 1953 &. Ix. Yorcon u ®. Kpuk oTKpbUIU MOJIe-
KYJISIPHYIO OCHOBY TeHETHUECKOI MH(pOpMAaIIUN: 1e3-
OKCHUPUOOHYKJIEMHOBYIO KMCJIOTY, WJIU MOJIEKYJY
JHK. Oka3zanoce, uro IHK sBasiercst nonumepHoit
MaKpOMOJEKYJIOl, COCTaBIEHHOMN U3 «CTPOUTEIHHBIX
O0JIOKOB» — J€30KCUPUOOHYKICOTUIOB, KOTOpHIE
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MOTYT OBITh YEThIpEX TUIOB: afieHuH (A), ryanuH (I),
tumuH (T) 1 mutosun (LI). ITo cymecTBy, MmoneKkymra
JAHK monuMmepu3oBaHa B JUIMHHYIO LIEMOYKY U3 HYK-
JICOTUIOB 1 C(hopMUpOBaHa ITO TUITY TBOMHOI crinpa-
JIA TaKUM 00pa3oM, 4TO ABe Mapajule/IbHbie KOMILIe-
MEHTapHBIC IIETIOYKNA COCOTUHEHBI HEKOBaJICHTHBIMU
(C MSTKUM CLEIUIEHUEM) BOJOPOIHBIMU CBSI3SIMU C
TTOMOIIIBI0 KOMIUIEMEHTapPHBIX MEXIY CO00I OCHOBA-
Huit, rae A Bcerga HaxonuTtcs B mape ¢ T, a I’ — B mape
¢ L. Monexyna JIHK no ¢hopMe ycTpoeHa Kak nmpaBo-
CTOPOHHSISI 3arHyTas 10 CIIMPAJIM JIECTHUIIA, a e¢ yJa-
CTKM, KOTOpbIE OCHAIleHbl TeHeTUYeCcKoi nHopma-
el B opMe TeHETMYECKOTO Koia, Ha3bIBaIOTCS
reHamu. [TpumepHo 30% reHoMa cocTaBIeHO TeHaMU.
Onnako 2% renomuoii JJTHK o6pa3oBaHo 6e10K-KO-
TUPYEMBIMA CETMEHTAMU C HAJIMIMEM TeHOB, Ha3bIBa-
e€MBIX 9K30HaMM. MexXIy 3K30HaMU HaXOmSATCS IIPO-
MexyTouHble yyactku JJHK, HazbiBaeMble MHTpOHA-
MU, KOTOpPBIE HE SIBJISIOTCS YaCThIO T€HETHMIECKOTO
koma. Ha mytu x mepBoMy 3K30HY pacroJjiaracTcs
peryJIsiTopHasl eIMHWIIa, Ha3bIBaeMasl IIPOTOMEpPOM,
KOTOpasi KOHTPOJIUPYET MPOIIECC TPAHCKPUIIIIMU Ha-
CJeACTBEHHON WH(OpMaLuU, OmpeaeeHHONH B I10-
CJIeIOBATEIbHOCTU T€HOB.

YHacnenoBaHHBIN TeHETUYECKUI MaTepuall repe-
HOCHUTCSI K KOHEYHOMY IIPOAYKTY (0eNKy) Giaromaps
JIByX3TaITHOMY TIPOLIECCY, KOTOPBIN SBIJISIETCSI OCHOBO-
TIIOJIaTaloIIM B MOJIEKYJIsIpHOU Onojornu. [lepenaga
TeHHOU MH(pOpMaIINY HAaUMHAETCs C TPAHCKPHUITLIUH —
mporecca, KOrja TeHeTUYSCKUl KO CUMUTHIBAeTCS C
obpazoBanueM Mmojekyn PHK (puGoHyknenHoBoi
KHCIIOTHI), Ha3bIBaeMBIX MeCCeHIKepaMu. BHagaie
MPOMCXOIUT TUCCOIMALIUS ABYXCIIUPATbHOM MOJIEKY-
gt JHK u dopMupoBaHre CUHTE3UPOBAHHOW MOJIE-
Kyabl KomruiemeHTapHoit PHK. TlepBuuHo o6Gpa3so-
BaHHas PHK moaBepraercs crijlaiicuHry — mpolieccy,
KOIZa yHaJsioTCs cHelnubHuIecKre HEKOTUPYeMbIe
YYaCTKM UHTPOHOB, TIPU 3TOM PACTIONOXEHUE MHTPO-
HOB U 3K30HOB CTPOTO COOTBETCTBYET MECTaM pa3be-
IWHEHUs, YTO OYeHb BaXXHO IUISI TpaBUIBLHOTO hop-
mupoBanusi PHK. Jlanee mnpoucxomuT mnpolecc,
Ha3bIBa€MbIl TPaHCKPUIIIMEN, Korna nHopMaius ¢
marpuuHoii PHK cumThiBaercst ¢ ¢dopmupoBaHuem
MMPOTEMHOB, KOTOPLIE OYAYT ajiee BLITIOJHSTh OMOI0-
TUYECKYI0 (DYHKINIO. Benku, Win moJumenTuabl, —
3TO MOJUMEPHBIE CTPYKTYPhI, X SAUHULIAMU SIBJISTIOT-
csl aMUHOKMCI0THI. COCTaBHYIO 4acTh O€JIKOB OMpe/ie-
JISIET TaK Ha3bIBa€MbIil TPETUYHBIN TeHETUIECKUIA KO,
WIA KOIOH (TpW TIIOCJIENOBaTEIbHBIX HYKJICOTHUIA).
CyiectByloT 64 THIa KOJOHOB, COOTBETCTBYIOILINE
24 otaenbHbIM aMMHOKUCTOTaM. OnuH KogoH — ATT
KOIMpPYeT aMUHOKHMCJIOTY METUOHUH, M OH SIBJISICTCS
BCer/a IMepBbIM, UJIM CTAPTOBBIM, KOJOHOM, C KOTOPO-
To HauMHAeTCs CYNTHIBaHKe nHpopMatmu. Tpu Komo-
Ha — TAA, TAT u TTA — Ha3bIBalOTCI CTONKOAOHAMM,
TaK KaK CYMTHIBAaHWE WH(GOPMAMA C MATPUIHOTO

PHK Ha HUX ocTaHaBIMBaeTCsl, CHTHAIU3UPYS 3aBep-
IIeHue nporecca ¢popMupoBaHus rmenTuaa. [eHetnye-
CKUWIi KOH SIBJIIETCS MHOXECTBEHHBIM — 0oJjiee 4eM
OIMH KOIOH MOXET KOIUPOBATh OMHY U TY K€ aMUHO-
kuciaoty. Hanmpumep, 3aMmeHa OMHOTO KOHIIEBOTO HYK-
JIEOTHUIA B KOIIOHE MOXET He BBI3BaTh HAPYIIICHHE T10-
CJIeIOBaTeIbHOCTH CUHTE3a aMUHOKUCIIOT B MENTHUE.
IMocnemoBaTe IbHOCT AMUHOKUCIIOT B TENTUAC YHU-
KajbHa U OOYCJOBJIMBAET XapaKTePHOE TOJBKO IS
KOHKPETHOTO TenTraa (hyHKIIMOHUPOBaHUE.

AMJUHOKHUCIOTBI MOTYT OBITh TUAPO(POOHBIC U TU]I-
podWIbHbIE, OTPULIATENILHO 3apsLKeHHbIe (00J1agaTh
KHUCJIIOTHBIMM CBOMCTBAMM) MJIX TOJIOXKUTEIHHO 3apsi-
>XeHHbIe (00anaTh IIEeJOYHBIMU CBOMCTBAMMU). 3aMe-
Ha JaXke OTHOM aMMHOKHUCIIOTHI B CTPYKTYpe MenTrIa
MOXET ITOBJIeYb Cepbe3HbIe HApYIIEHHWS B €ro (PyHK-
IIMOHMPOBAHNM U, CJIEIOBATEJbHO, OBITh MPUIMHOMN
06os1e3HU. B 11e710M, TOABKO MAYILIME APYT 3a IPYyroM
HYKJICOTHIBI, COCTABJISIIONINE 00JIACTh KOMUPOBAHUS B
reHe, MmojaBepralTcs HyMepaluu. HTpoHbl HyMepy-
IOTCST OTHOCHUTEJIBHO TIEPBOTO WJIM TIOCIIETHETO HYKJIeO-
THIA B 9K30HE, CJICAYIOIIMX 32 CAMUMM WUHTPOHaAMU
w nipeauiectsyrommx uMm. K npumepy, LQT1, cBs-
3aHHasg ¢ KCNQI crnaiic-HapylleHHO MyTaluei
M159sp (2-#i sK30H, 3aMeHa Hykjaeotuma: 477+5
I'>A), obycinoBiaeHa 3aMeHoI HykiIeoTuaa I’ Ha A B
WHTPOHE, 5 HYKJIEOTUAOB, CIEAYIOIIUX MTOCe 2-T0 K-
30Ha, rae 477-i HYKJICOTHUI SIBISIETCS IIOCICIHUM B
5k30He. Takast 3aMeHa MPUBOAUT K HAPYIICHUIO MPO-
Iecca CIUTafiCMHTa, 9TO, B CBOIO OdYepenb, IPUBOIUT
K M3MEHEHUIO CUHTe3MpoBaHHOro mentuaa (159-it
KOIOH obpa3yeT MeTUOHMH-M) [13].

Tenetuxa 3a6oneBaHus: PopMBbI
HacJIe/ICTBeHHOCTH

YHacienoBaHHbIE BapUallMM B TeHOME SIBJISIIOTCSI
OCHOBOII MEIWIIMHCKOM TeHETUKHU. PelMmpoKHBIC
¢dopMBI reHeTUYeCKOl MHGbOpPMalli, PacIOI0XeH-
HBIE B cIeMPUISCKUX JIOKycax (ot Jat. locus — mec-
TO) BHYTPM TIeHOMa, HasbIBaloTcsl ajiensimu [17].
K annensm Moxet oTHocuthbes yyactok JAHK mnm na-
K€ OTHeNbHBINM HyKIeoTun. HopmanabHast Bepcus re-
HeTUYeCcKO HHGpOpMaAllMM YacTO COAEPXKHUT Kak
«HOPMAaJIBHBIM» aJIJIeNIb, TaK U aJICIb «IUKOTO TUIIa».
IMonapnsiioliee 0OJBIIMHCTBO YEJIOBEYECKOTO FeHOMa
MNPEACTABJIEHO OIMHOYHOM BEPCHUEM TI€HETUYECKOM
nHdopMaimu. Mosnekyna JJTHK y onHoro nHauBuaa
YaIie BCeTo BHIITOTHEeHA M3 TOH XKe TToCIe10BaTeIbHO-
CTU HYKJIEOTUIOB, KaK 1 y Apyroro. OJHaKO CyIIEeCT-
BYET PSII MaJICHBKMX YIACTKOB B IOCJICIOBATEIIFHOC-
TU HYKJIEOTUAOB WJM JaxXe OIUH HYKJICOTUI,
KOTOpPBIE OTIMYAIOTCS B IIpeesiax Buma. Takuwe HOp-
MaJIbHbIe BapyallMy B OTIeNIbHBIX JIoKycax JIHK Ha-
3bIBalOTCSl moauMopduamMoM. OgHU TTOJIUMOP(HU3MBbI
JIOBOJIBHO PaclpoCTpaHeHHBbIE, APYTUe BCTPEYalOTCs
OoueHb peako. B Tom ciydae eciau MHAWBUI UMEET
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napy WIEHTUYHBIX ajijiejiel — OIUMH MaTepUHCKUA,
IPYroi OTHOBCKMM, OH SIBJISIETCS TOMO3UTOTHBIM II0
JaHHOMY ajuiento. Eciau aienu oTinyaloTcs, TO de-
JIOBEK SIBJIICTCSI TE€TEPO3UTOTHBIM I10 JaHHOMY ajlIe-
0. TepMUHBI «T€HOTUTI» U «(hEHOTHUIT» NUCITOJIB3YIOT-
cs st obo3HauyeHus: cooTBeTcTBUs ydyactka [JHK B
OIpeZIeICHHOM JIOKYCE MU B KOMOMHAIIMM JIOKYCOB
(TEeHOTHIT) ¢ KIMHNYIECKOI 3KCIIpecCueii JaHHOTO Te-
HoTturna ((peHOTUIT) Ha OCHOBE XapaKTepHbIX MOpdO-
JIOTMYECKUX, OMOXUMMYECKUX WIW MOJEKYJISIPHBIX
MPU3HAKOB.

TeHeTnyeckue HapylIeHUsT XapaKTePU3YIOTCSl BU-
IIOM Tiepenadyu B mpeneiiax ceMbu. CyIecTBYIOT Ue-
ThIpe OCHOBHBIX BUJIa HACJeIOBaHUSI: ayTOCOMHO-/10-
MMHAHTHBIU, ayTOCOMHO-PELIECCUBHBIN, X-ClEI-
JIEHHBI TOMUHAHTHBIN U X-CLEMIEHHbINA peLecCuB-
Hbili [17]. YKa3aHHbIe BUObI HACJIeTOBAaHUS OIIpeae-
JISIIOTCSL ABYMsI (haKTOpaMU: TUIIOM XPOMOCOMBI (ay-
TOCOMHAS I X-XpOMOCOMa), TI¢ HaXOOUTCS JTOKYC
reHa, U aKcnpeccueit peHotuna (J1do0 B 06EUX Xpo-
MOCOMaX COIEPXUTCS pPelleCCUBHBIN TeH, T00 B OfI-
HOI M3 TOMOJIOTUYHBIX XPOMOCOM COAEPXKUTCS MO-
MUHAHTHBIN TeH).

ITpn MHOTMX reHETUYECKUX 3a00JIeBaHUSIX Hapy-
IIEHHBIK (eHOTUIT MOXHO Jierko AuddepeHInpo-
BaTb OT HOpMajbHOTO. OMHAKO MPU HEKOTOPBIX T'eH-
HBIX HapyIIeHUSX (PEHOTHIT MOXET M3MEHATHCI —
KIMHAYECKAst CUMITTOMATHUKA MOXKET OBITh BHIPaXKEeH-
HOH Yy OMHUX WHAWBUIOB U MUHUMAJIbHOM VITH TTpaK-
THYECKN OTCYTCTBOBaTh y npyrux. Ilom TtepMmHOM
«TIEHETPAHTHOCTb» MTOHUMAIOT KOJMYECTBEHHBIN 10~
Ka3zareb (PeHOTUITMIEeCKO N3MEHINBOCTHU TIPOSIBIIC-
Hug reHa. [1poseiaenue reHa y 100% ocobeit ¢ coot-
BETCTBYIOIIMM TE€HOTUIIOM Ha3bIBAeTCsl MOJIHOM
TMIEHETPAHTHOCThIO, B OCTAJIbHBIX CIyYasiX — HEIoJI-
Hoii. HenmosHasi meHEeTpaHTHOCTb CBOMCTBEHHA MPO-
SIBJICHUIO MHOT'MX T€HOB YeJIOBeKa, XKUBOTHBIX, pacTe-
HUI M MUKpoopraHusmoB. Hampumep, HeKOTOpbIe
HacCJIeACTBEHHBIC OOJIE3HM YeJIOBeKa pPa3BUBAIOTCS
TOJIBKO Y YaCTH JIULI, B TeHOTUIE KOTOPBIX IMIPUCYTCT-
BYeT aHOMAaJTbHBIN T€H; Y OCTAJTbHBIX Xe HACJIeICTBeH-
HOe MpenpacrnoyioxeHrue K 00Je3HU OCcTaeTcsl Hepea-
JIN30BaHHBIM. [log TepMWHOM <«3KCHPECCHUBHOCTH»
TMOHUMAIOT CTeTNeHb BbIPAXKEHHOCTHU TPOSIBJICHUI Te-
Ha. Kak npaBujo, a1000ii TeHOKOHTPOJUpPYEeMbIi
MpU3HaK BapbUpYyeT B CBOEM IposiBieHMU. s Ha-
CJeCTBEHHBIX 00JIe3HEN, OCOOEHHO ayTOCOMHO-/I0-
MHUHAHTHBIX, BADbUPOBAaHUE B CTEIICH! BhIpaskeHHOC-
T KaXJoro cCHMIITOMa 3a0oJieBaHUS U Haxe B
KOJIMYECTBE CUMIITOMOB 3a00JIeBaHMS SIBJIICTCST XO-
POILIO YCTAHOBJIEHHBIM (PAKTOM M3-3a TOTO, UTO KaX-
DBl OOJBHON ITOABEpracTCs KIMHUIECKOMY O0CIIe-
JIOBaHUIO.

[eHeTaecKMe HapyIICHUS 9acTO MOAPa3ae/IsIoT Ha
TPU TPYIIIBI: XPOMOCOMHbBIE HapyIIeHUs], MOHOTECH-
HBIC HAPYIICHUS W MYJIBTH(AKTOPHEBIC PACCTPOICTBA.

Tumnpr MyTanmii pH reHeTHIECKAX
3a00IeBaHAAX YeN0BEKA

ITono6Ho MHOTMM TeHoMmaMm, JIHK uenoBeka siBist-
€TCsl OTHOCUTEJILHO CTaOMIIbHOI CTPYKTYpPOIi, HO MHO-
IJa ImoaBepraeTcs MyTanusM. B OCHOBHOM MyTaiium
NIEJIATCS HA TPY KaTeropuu: TeHOMHbIE, XPOMOCOMHBIE
u reHHseie [17].

[TpuMepbl HYKJICOTUAHBIX ITOCIEI0BAaTEIbHOCTEH:

Hopmanvnas nocaedosamenvrHocmo

ATG CGG TAC GGC AIT GAT
Met Arg Tyr Gly Lle Asp

Ckpoimas mymayus

ATG CGG TAC GGA ATT GAT
Met Arg Tyr Gly Lle Asp

Muccenc-mymayus

ATG CGG TAC AGG ATT GAT
Met Arg Tyr Arg Lle Asp

HOHCeHC‘-MymaMM}Z

ATG CGG TAG GGC ATT
Met Arg Stop

IeHOMHBIe MyTallMyd BO3HMKAIOT MPU HapyIIeHUU
neseHus1 xpomocoM. Tpucomus 21-i1 mapsl XpoMOcoM
(cungpom JlayHa) MOXeT OBITh IPUMEPOM TaKOM My-
Tauvu. [Ipy XpOMOCOMHBIX MYTallUSIX ITPOUCXOMSIT
KPYITHBIC TePEeCTPOMKU CTPYKTYPHI OTHCIBHBIX XPO-
MocoM. B aToMm ciyyae HaGaronaloTcs mortepst (aene-
LIMS) WIA YOIBOCHUE YacTU (DYIIMKALIMS) TeHEeTHYeC-
KOTO MaTepuajia OIHOW WJIM HECKOJBKMX XPOMOCOM,
W3MEHEHNE OPUEHTAIlMM CETMEHTOB B OTIEIBHBIX
XpoMocoMax (MHBEpCHUs), a TaKXKe MePEeHOC YacTH Ie-
HETUIECKOTO MaTepHaia ¢ OOHOM XpOMOCOMEI Ha JIpy-
ryio (TpaHcJIoKalust).

Ha rerHoM ypoBHE U3MEHEHUS IEPBUIHOM CTPYK-
Typel IHK reHoB mon meiicTBueM MyTalldii MeHee
3HAYUTEbHBI, YeM TIPU XPOMOCOMHBIX MYTAIlUsIX,
OIHAKO TeHHBIC MyTallMM BCTpevaloTcsl 0oJjiee yacTo.
B pesynbrate TeHHBIX MyTallMii TIPOUCXOAAT 3aMEHBI,
JIeJICLIMU ¥ BCTABKU OTHOTO MM HECKOJIBKMX HYKJICO-
THUIOB, TPAHCIOKAIIMU, YTUIMKAIIUM M UHBEPCUM pa3-
JIMYHBIX YyacTel TeHa. B ToM cirygae, Korma moum aeiicT-
BMEM MyTallMM U3MEHSIETCS JIMIIb OMUH HYKJICOTHI,
TOBOPSIT O TOYCUYHBIX MyTalusiX. Bce ToueuHsle MyTa-
LIMY C 3aMEHOM OCHOBaHMI pa3fessIioT Ha JABa Kjacca:
TpaH3UIIUM (3aMeHa IMypuHa Ha MypUH WU MTUPUMU-
JVHA Ha NMPUMMIMH) U TpaHCBEpCUU (3aMeHa ITypu-
Ha Ha TUPUMUIWH U HA000poT). BO3MOXHBI YeThIpe
TeHETUYECKHUX MOCIEACTBUS TOYCUHBIX MyTaluii: 1) co-
XpaHeHUe CMBIC/Ia KOIOHA M3-3a BBIPOXKIEHHOCTH Te-
HETUYECKOro Kona (CMHOHUMUYECKast 3aMeHa HyKJIe-
oTuzaa); 2) U3MEHEHUe CMbIC/Ia KOJOHA, MTPUBOISIIEe
K 3aMEHE aMHHOKUCJIOTBI B COOTBETCTBYIOIIEM MECTE
MOJUMNENTUAHON 1ienr (MUCCeHC-MyTalus); 3) obpa-
30BaHME 0€CCMBICIICHHOTO KOIOHA C IPeXIeBpeMeH-

GAT
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HOW TepMUHaLMel (HOHCeHC-MyTalus); 4) oopaTHas
3aMeHa (CTOI-KOIOHA Ha CMBICIOBOM KOIOH).

Texnuka, ncnonb3yeMas Ipu reHETHYECKOM
TeCTHPOBaHUHI

Js mpoBeneHUs] TeHETUYECKOro TeCTUPOBAHUS
HEOOXOIMMO BBITIOJTHUTH 3a00p 5—15 M BEeHO3HOI
KpOBM, KOTOpasli AOKHA OBbITh ITOMeEIlleHa B KOH-
TEUHEP C STWICHIMAMMHTETPAYKCYCHOM KMCJIOTOM
(BTA). CyiecTByoT Takxke MeToabl 3a6opa JIHK u3
MaTepuajia CIIOHBI WJIM COCKOOA CIIM3UCTON IIEKU,
KOTOpBIE Yallle UCTIOIb3YIOTCS 151 ONpeAesIeHUs POI-
cTBa B mpenenax ceMbr. OQHAKO MOCTSTHUI 9acTO He
YIOBJIETBOPSIET BCEM TPEOOBAHUSIM F€HETUYECKOTO Te-
CTUPOBaHUSI, TIPA KOTOPOM HAaIO0 IPOBECTH TIIATEIIb-
HBI aHaJIM3 BO3HUKINUX MyTauuit. K mpumepy, reHe-
TUYECKOE TECTUPOBAHUE BPOXIEHHOTO CHUHApPOMA
yIIMHeHHOro nHTepBaia Q— T wiu cuHapoMa bpyra-
Jla BO3MOXKHO TOJIbKO Ha ocHOBe uccienoBaHus JTHK
Matepuana kKposHu [15]. Monekyna JIHK moxeT ObITh
BblAE/€HAa U M3 3aMOPOXEHHbIX TKaHei. JIjist 3Toro
MOXHO HMCITOJIb30BaTh TKaHb M3 MUOKap/a JIEBOTO XKe-
JIyIOYKa, a TakKe U3 IPYTUX OPraHoB (TMeYeHU, cele-
3¢HKHM, TUMYyCa), MMEIOINX BHICOKOE COOTHOIICHHE
rokasaTesis sSiIpo/1MTorIa3ma.

HonnMepa3Haﬂ nennasa peaknusa

NnenTndummpoBaTh TeHHbIE MyTalliM BO3MOXKHO
¢ TTIOMOIIBIO MTOJIUMepa3Hoit rierHoi peakuu (ITLP).
MeTon ocHOBaH Ha MHOTOKPAaTHOM M30MpaTeIbHOM
KOIMpoBaHUM ompenaenecHHoro ydactka JHK npwu
MoMOIIM (PEPMEHTOB B MCKYCCTBEHHBIX YCIIOBHSIX
(in vitro). I1pu 5TOM IPOUCXOIUT KOITMPOBAHUE TOJIb-
KO TOTO y4acTKa, KOTOPbI YIOBIETBOPSIET 3afaHHBIM
YCIIOBUSIM, ¥ TOJIBKO B TOM CJIydae, €CIU OH IPUCYT-
CTBYeT B HUccJieayeMoM oOpasiie. B ornuyure ot amii-
mupukanyuu JTHK B XuBBIX opraHusmax (peruivka-
uun), ¢ nomompbio TP ammiuduuupyrorcs
OoTHocuTeNbHO KopoTkue yyacTku JIHK. B o6b1yHOM
ML P-nmpouecce mimHa konupyembix JIHK-ydyactkoB
coctaBisieT He 6onee 3000 map ocHoBaHuii. C momMo-
IIBI0 CMECH Pa3IMYHBIX ITOJIUMEpPa3, ¢ MCIOIb30Ba-
HUEeM J00aBOK M MPU ONpPEAeICHHBIX YCITOBUSIX TN -
Ha ITLIP-¢pparmenTa MoxeT mocturatb 20—40 TwiC.
rnap HyKJE€OTUIOB.

Cneundmanocts TP ocHoBaHa Ha oOpa3zoBaHUM
KOMILIEMEHTApHbIX KOMIUIEKCOB MEXIy MaTpulieit u
npaitMepaM#, KOPOTKMMHU CUHTETUYECKUMU OJIUTO-
HykJeoTuaamu aauHoil 18—30 ocHoBanumit. Kaxkmbrit
13 TIpaliMepOB KOMIUIEMEHTAPEH OTHOM U3 IIeTeil Ma-
TPUIIBI M OTPAaHUYMBAECT HAYaJI0 ¥ KOHEIl aMILIA(UII -
pyEeMOro yJyacTka.

[MommMepasHyl0 LIETTHYIO peakIWio IIPOBOAST B
amriupukarope — Inpuodope, odecrieurBalolIeM Ie-
PUOINYECKOE OXJIAXKICHWE M HarpeBaHUE ITPOOMPOK,
00bIYHO ¢ TOUHOCTHIO He MeHee 0,1 °C. JIByxuenoueu-

Hyto JIHK-matpuily HarpeBatoT 10 94—96 °C, 4ToGhbI
nerm JIHK pazonuiuck. DTa cragns Ha3bpIBaeTCs AeHA-
Typaluel, TaK KaK pa3pylialoTcs BOTOPOIHBIE CBSI3U
mexay asyms nernsamu JIHK. Korna uenu pazoigyres,
TeMITepaTypy IOHVXKAIOT, YTOOLI MpaiiMepbl MOTIN
CBSI3aThCS C OMHOIICTIOUCTHOM MaTpHIlei. DTa cTamus
HasbiBaeTcsl orxkuroMm. JITHK-monuMmepasa peruiu-
pyeT MaTpUYHYIO LIeTIb, MCIIOJIB3YS IIpaliMep B Ka4ecT-
Be 3aTpaBKU. DTO cTaaus sjoHrauuu. Ilonumepasa
HauMHaeT CMHTe3 BTopoii 1enu. [lpm xopomo otia-
KeHHoM mpouecce ¢ romounbio TP MoxkHO cuHTe-
3MPOBATh MUIIJITMOHBI KOTIHIA OIPEACICHHOTO yIacTKa
JHK, xoTtopble gajgee MOXHO MCIOJAb30BaTh JJIsI UC-
CJIEIOBaHUN.

IIpoMeskyTouHOE BBISBICHHE MYTAIHIL:
AeHaTypHpYOIIas BbICOK03(peKTHBHAS
XKHJKOCTHAA XpoMaTorpadus

Kak npaBuio, nocie ITLP crenyer nmpoMexyTod-
HOE HCcCIeI0BaHMe IS BBISIBJICHUST MyTallMil — BBICOKO-
addexTuBHas KUIKocTHas xpomatorpadus (B2KX).
DTa MeTOIMKA ITO3BOJISICT MCCIICAOBATEII0 OTBETUTh Ha
Bornpoc: ectb JIHK ¢ n3MeHeHHoli mociaenoBaTeIbHOC-
THIO HYKJICOTUIOB B 00pasme mwiu HeT? Ha ceromHsim-
Huit 1eHb BXKX sgBiseTcss omHUM M3 caMbIX YYBCTBU-
TEJTbHBIX METONOB BBISIBICHUS HEM3BECTHBIX T'€HHBIX
myTtauuit [8, 10]. deHarypupytomas BXKX (nBXKX)
npeacrasiser codoit aHanus [N P-npoaykToB ¢ momo-
1IbI0 MOHMAapHON o00palleHHO-(pa30Boil XpoMmaTorpa-
(11 Ha KOJIOHKAX, COMEPXKAIINUX ATKIINPOBAaHHBIE He-
MmopucThie vacTuibl. [Ipu mpuMeHeHUU TpagueHTa
alleTOHUTPWJIA W YACTUIHOHN TEIJIOBOM JeHATypallnu
reTePOAYILICKCH IEMOHCTPUPYIOT TOBBIIICHHOE BPEMSI
yIepXUBaHUS TI0 CPAaBHEHUIO C TOMOMYITIEKCAMU «JIH-
Koro» tumna. YyBcTtBuTeabHOCTh N1B2KX cyliecTBeH-
HO He MeHsieTcsl mpu pa3Mepax dparmeHToB oT 150 10
700 map OCHOBaHUIA B clTydae BBICOKOM CIICITM(pUIHOC-
TU. BaxXHBIM SIBISIETCST TOT (baKT, UYTO CETOMHS CYIIECT-
BYIOT KOMITBIOTEPHEIC IIPOrPaMMBbI, KOTOpPBIC MOTYT
MpeICKa3bIBaTh COOTBETCTBYIOLIUE YCIOBUS (TeMIiepa-
TYpY, KOHIICHTPALINIO allcTOHNUTPWIIA) VIS OTIpeIc/IeH-
HBIX HYKJICOTUIHBIX MOC/eN0BaTeIbHOCTEN TIPU OTpe-
JIENIEHUM TeTEPOIYIIIIEKCOB.

HP}IMOC CEKBCHHPOBAaHHE

Cy1ecTByeT TOJBKO OIWH CITOCO0 TOYHOTO OIIpe-
NIeJIEHUS] TeHeTUYECKMX MyTalluii — CeKBEeHMpPOBaHUE
mesoro rexa [1, 2]. s 3TOro UCNoJb3yIOT Ba METO-
Jla: TUAE30KCH- U MMMPOCEKBEHUPOBAHMUE.

Jluoesoxcucexeenuposanue

Jnne30KCuceKBeHUPOBaHEe OCHOBAHO Ha CUHTE3¢
JHK, KoTopbiii MpOMCXOAUT B MPUCYTCTBUU CMECHU
JIe30KCcU- U nuae3okcuHykiaeotuaoB (mnHT®). Korna
mnHT® ciaygyaifHO BKIIIOYAIOTCS B PACTYIIYIO IEIhb
JHK, oHu mpuBOAsAT K MOSIBJACHUIO aMIIU(MDULINPO-
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BaHHBIX MPOAYKTOB C OKOHYAHUSIMU Pa3TIUUYHON IJIU-
HBI. Takue mpeaBapuTeIbHO OKOHYECHHBIE (hparMEHTHI
aHaJM3UPYIOT ¢ TIOMOIIbIO 3/1eKTpodope3a U perucT-
pupyoT BpyuHyoo win, ecau nnHT® coemmnHEHBI
(hayopoxpomMoM, aBTOMaTUYECKU METOAOM KaruJIsIp-
HOTO 3J1eKTpodope3sa.

Hune30KCcUCceKBeHUPOBaHUE ObLIO HMCIOJIb30BaHO
IUIST CeKBCHMPOBAHUS Pa3IMYHBIX OaKTePUATbHBIX U
3YKapHOTUYECKUX TeHOMOB, a TaKxXe reHOoMa 4YesIoBe-
Ka. CeKBeHUPOBAHUE SIBIISIETCS €AMHCTBEHHBIM JOCTO-
BEPHBIM METOJIOM HIASHTHU(UKAIIMYA HEeoXapaKTepu30-
BaHHBIX HYKJICOTUIHBIX HAPYIICHWM, ITO3BOJISIOIINM
BIIOCJICACTBUM OIPEISTINTh HECBOCBPEMEHHBIC CTOII-
KOIOHBI, MUCCEHChl WJIM Monuaiiue Mytauuu. [lpu
X-CIIEIJICHHBIX 3a00JIeBaHUSIX BaXKHO BBISIBJICHHE B Ce-
MbE XEHIIMH-HOCUTENel MyTaluii, 4TO HEeOOXOAUMO
IUIST TEHETUYECKOTO KOHCYIBTHpOBaHUSA. BHempeHue
HOBBIX JOCTMXKEHUI XUMMM KpacuTesieil HaMHOTo 00-
JIeT4aeT IPOIIECC BHISIBICHUST TAKUX HOCHUTEJICH.

OCHOBHOI1 HEIOCTaTOK METOa 3aKJII0YaeTcs B €ro
CTOMMOCTH, HO TIPUMEHEHNE HOBBIX (DJTYOPOXPOMHBIX
TEXHOJIOTUI CYIIIECTBEHHO ee CHMXKaeT. Bce MeHbIme
KOJIUYEeCTBA METKU TMPUMEHSIIOTCS ISl ONpenesieHust
nocaenoBaTeIbHOCTA oOpa3ia. CeKBeHUpoBaHUE MO-
JKET COUeTaThCs C TEXHOJOTUSIMU CKpUHUHTA. OgHaKO
HEIOCTaTOK JIabopaTOpUii, UMEIOIINX COOTBETCTBYIO-
1iee 000pyaOBaHUE, CYLIECTBEHHO OIpaHUYUBAET UC-
TOJIB30BAHME 3TOTO ITOAXOA.

Kak n npu nmpuMeHEeHUM IPYyruX METOMOB, BO3-
MOXHO MOJIydeHHE JIOKHOIIOJIOKUTETLHBIX BapHalliit
MOCJIeA0BaTEIbHOCTEN MCCIEAYyeMOro reHa BO BpeMs
I P-amnaundukauuu. Puck mnomoOHON OIIMOKU
CHUXKAETCS MPU MCITOJIb30BAaHUM TOCTYITHBIX CErOIHS
noauMepas, OTIMYAIOIIMXCS BBICOKMM KayeCTBOM
CUMTBHIBAHUS M HU3KOI yacToToi omubokK. B momor-
HeHUe K 3ToMy MyTauuu B npoaykrax TP pomkxHb
OBITh MOATBEPXKICHBI aJbTePHATUBHBIMU METOIAMU:
PECTPUKIIMOHHBIM (hepMEHTATUBHEIM aHAJIN30M WU
ayutenbenenudmanoi ITIHP.

Ilupocexeenuposanue

INupocekBeHMPOBaHUE MPEACTABIISIET COOOI METO/
ompeieieHnsT BBICBOOOXIAOIIECS B XONMe CUHTE3a
JAHK monexynsl mupodocdara. B pesynsrate cepun
yeThIpeX (PepMEHTATUBHEBIX peakIWii 00pa3yeTcsl BU-
JUMBIIA CBET, MHTEHCUBHOCTh KOTOPOIO IIPOIOPLIMO-
HaJTbHa KOJWYECTBY BKIIFOUEHHBIX B 1IeMb HYKJICOTH-
noB. Kackan HauMHaeTcs ¢ peaklny IOJIUMePU3aLUI
HYKJIEMHOBOM KUCJIOTHI, B KOTOPOil BBICBOOOXIAETCS
HeopraHndecKuii mupodocdar B pe3ybraTe BKIIIOUe-
HUs HykJeotuaoB B Lenb JHK-moaumepasoii. Boi-
CBOOOXIEHHBIN upodocdar mpeBpalliaeTcs 3aTeM B
AT®, xoropwlii criocobCTByeT cBeyeHMIO. Tak Kak
HYKJIEOTHIIBI TOOABJISIIOT TTOIIAr0BO, a UX MOCJIeI0Ba-
TEJIBHOCTh U3BECTHA, MOXHO OIIPEACIUTD UX IIOCIIEI0-
BaTeJIbBHOCTh Y B MaTpUIIE.

TeneTnueckoe TecCTHpOBaHHUE
IPH HapYIeHNAX 3TEKTPO(PHU3N0IOTHH cepua
¥ BHE3AIIHOH CepAeYHOl CMepTH

HzyueHue cepreuHbIX KaHAIOMATUI SIBIISIETCS OT-
HOCHUTEJIbHO HOBBIM HAIIpaBJICHWEM B OOJIACTH apuUT-
Mojioruu. B 1995 1. Obuta BIiepBbIe BBISIBICHA HEIO-
CpeACTBeHHAs IIPUYMHA BO3HUKHOBECHUS BPOXKICH-
HOTO CHMHApOMa yIIMHeHHOTo uHTepBaia Q— T — u3-
MeHeHHe (YHKIIMOHUPOBAHUS CEepICYHBIX KaHAJIOB
[5, 18]. BriocneacTBuu OBLIO BBISICHEHO, YTO MPUYU-
HaMU CITeIU(PpUUECKUX KAaHAIOMATUI TaKKe SBIISIIOTCS
CUHAPOM YKOpOoueHHOro uHtepBana Q—7, CUHAPOM
Bpyraga, cungpoM TuMOTH, KaTeXOJaMUHWHIYIIH-
poBaHHas ToJaUMOp(dHas XeaymouyKoBasl TaxuUKap-
IINsI, ceMeHbIe (POPMEI aTPUOBEHTPUKYISIPHOI 0J10-
Kanbl 1 GUOPWILISLIMM TIpeACepanil, MauoIaTudec-
Kast GUOPUWILTISILIMS XETYI0YKOB, a TAKXKEe HEKOTOPHIE
penkue (popMbl BHE3AITHOM cepeuyHoi cMepTH. B Te-
YeHUE MOCJIEAHETO NECITUICTHS TI0 BCeMY MUpPY Ha-
YaJii aKTUBHO BBIIIOJHSITH TeHETUIECKIE TECTUPOBA-
HUS JUTS BBISIBJICHUSI CepAeYHbIX KaHalonaTuii. Takue
TeHeTMIECKIEe TECTMPOBAHUS BO MHOTOM OBLIM Ha-
MpaBJIeHbl HA U3yYEeHHE TeHETUYECKOro U (heHOTHUITH -
YEeCKOT0 COOTHOIIIEHUSI, YTO OKa3aJloCh OUYCHb BaXK-
HBIM IS YTOYHEHHUS IMarHO30B, OIpeAeeHUs
CTETeHU pUcKa M Ha3zHavYeHUs] 3(D(HEeKTUBHOTO Jieue-
HUS JUTSI TIaleHTOB. bhuia BeISIBIeHA KIIMHUYECKas U
reHeTJecKasi TeTepOreHHOCTh OCHOBHBIX MEXaHW3-
MOB U TIPUYMH pa3BUTHUS Oojie3Heit. Kak ObL1o ycTa-
HOBJIEHO, KaXk1asi pa3HOBUIHOCTh KaHAJIOMATHI CO-
CTOUT M3 MHOXECTBA TCHETUUECKUX (POpPM, KOTOPBIE
MPOSIBIISIIOTCS. CO crenuduyeckoil knmuHukoi. Ha-
MIpuMep, CHUHIPOM YIJIMHEHHOTO wmHTepBama O—7,
KOTOPBI M3HAYaJbHO Ka3ajCsl OMHOTUITHBIM PaccT-
pOMCTBOM, MMEET MHOTO BapMaHTOB KIMHHYECKOTO
MPOSIBJICHUS, OTIMYAIOIIMXCS TTI0Ka3aTeIsIMU UHTEep-
Basia 0— 7 Ha MOBEPXHOCTHOM 2JIEKTPOKApANOTpaMMe
Y pa3HBIX OOJIBHBIX, KOTOPhIE UMEIOT Pa3INYHYIO MH-
TEHCUBHOCTh TEUEHMSsI, TPOTHO3 M YacTO TPeOyIoT
pa3InM4yHoOro jJeuyeHus [7].

IIpenmymecTBa reHeTHYECKOTO
TECTHPOBAHHUSA B YCIOBUAX KapAHOIOTHIECKOi
NPaKTHKH

C noMoOIIbI0 T€HETUYECKOTO TecTa MOXHO BBI-
SIBUTb TOYHBIE MOJIEKYJISIPHbIE U3MEHEHMSI, KOTOpbIE
JIeXaT B OCHOBE KaHaJIOMATHif, a TaKXKe YCTAaHOBUTH
TOYHYIO MOJIEKYJIAPHYIO CTPYKTYDPY [UISl TMAarHOCTUKU
pa3HBIX (hOpM, HaIIpUMeEp CHUHIpPOMa YIJIUHEHHOTO
uHTepBaia O—T [17], moaTBepXaarIme Uik UCKIIO-
YaIIre HaJIudue MyTaluii, 0OyCIOBIMBAIOIINX 00-
JIE3Hb 10 TOSIBJICHMSI CUMIITOMOB Y JAHHBIX OOJIbHbBIX
[13], n mpu omnpeneseHUY TOYHOTO TeHOTUTIa KaHAIO0-
MaTuu JaTh PEKOMEHIALIMY 110 JICUSHUIO TaHHBIM T1a-
ureHTam [9, 14].
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Texymmue orpannyeHus reHeTHIECKOTO
TeCTHPOBAHUA /IS BbIABICHUSA aPUTMHI

KnuHnyeckoe reHeTUYECKOE MCCAeN0OBaHNE CTAaHO-
BUTCS Bce 00Jiee JOCTYIMHBIM 7151 BCEX HACAeACTBEHHO
obycnoBneHHbIXx aputmuii. Tak, B ciiyuae CYU O—T
npumMepHo 25% ceMeii, Tie ¢ GOJIBIIOI BEPOSITHOCTHIO
nmetorcs cumntoMel CYU Q—T, 6yayT uMeTh OTpulia-
TeJbHBIE PE3YJBTaThl T€HETUYECKOTO TeCTHUPOBAHUS.
[ToToMy o4eHB BaxKHO IIOHUMATh, YTO OTPULIATEIIBHBIN
pE3YJIBTAaT TeCTa HE MOXKET MOJHOCTbHIO UCKITIOYUTD -
arHo3. OmHaKo KorJa MMEIOTCsS KIMHUIECKHE MPOSB-
JIEHUSI, TO TOTAA OTPULIATEIbHBINA PE3yabTaT FeHeTHYe-
CKOTO TECTHPOBAHUS MOXET OBITh MCITOJIb30BaH KakK
METOJ MCCJIENOBAHMS, MCKIIOYAIOIIUA JAaHHBIK IUa-
rHo3. Cuaapom bpyraga MoXXHO BBISIBUTE IIPU OIIpeIe-
JneHnu ogHoro reHa — SCNSA. Onnako SCNSA saBnsieT-
cs HaxonKoi uib B 20% cemeit, 3a00j1eBaHNE YWIEHOB
KOTOPBIX COOTBETCTBYET NIMArHo3y cuHApoMma bpyrana.
Xota KCNJ2 obycnoBiauBaeT 6oJiee MOJOBUHBI ClTyyaceB
cuHapoma AHaepceHa—TaBuna u RvR2-myranms tak-
ke obycioBinuBaeT 6oyee 50% ciyvyaeB KaTexoJlaMHU-
HOOOYCJIOBJIEHHON TTONMMMOPGHON XeTyT04YKOBOM Ta-
XMKapIuY, JaHHbIE TECTbl MPOM3BOISITCS Oojee B
HayIHO-MCCIIEAOBATEILCKIX IIEISAX, XOTS KOMMepUe-
CKO€ HCIO0JIb30BaHUE 3TOTO TECTa TOXKE JOCTYITHO.

Komy nokasano mpoiitu
reHeTHYeCKoe TeCTHPOBaHHe!?

Bce mmanimeHTHI ¥ WICHB MX CeMel, ¥ KOTOPBIX €CTh
KJIMHUYECKUE TPOSIBJICHUST TMAaTOJOTMM KaHaJbleB
KapIVOMUOILIMTOB, MOJDKHBI IPOUTH TEeHETUUYECKOE
HCClIeJOBaHNE B 3aBMCMMOCTHU OT IpeAIioaraeéMoro
nrarHo3a. C KIIMHUYECKOU TOYKM 3pEeHUS MAllUeHTY C
nopo3peHueM Ha CYU QO—T u ero poacTBeHHHKaM
TIepPBOI TMHUM TaKKe HEOOXOAMMO TIPEIJIOXKUTD TeHe-
Tdeckuit TecT. OnpaBIaHO MMPUMEHEHNUE TeHEeTUYeC-
KOTO MCCJIEIOBaHUS y TTAIIMEHTOB ¢ HEOOBICHUMBIMH
00MOpPOKaMM WJI C yIJIUHeHHeM nHTepBaia O—7 110
BJIUSTHUEM MEIMKAMEHTO3HBIX CPEACTB, KOTOPHIE, O~
HaKO, HEe OTBEYAIOT BCEM JUATHOCTUICCKUM KPUTEPH-
aM. [lanuumeHThl ¢ mogo3peHueM Ha cuHapoM bpyrana
MOTYT TIPOXOOUTHh T€HETUYECKOE WCCIICIOBaHMWE HE-
CKOJIBKO pa3, ITOTOMY 4TO TOJBKO B 20% ciryyaeB Moj-
TBepXnaeTcs nuarHo3. KpoMe Toro mamueHTam u3 ce-
MEM, IIe UMEIOTCS CIydyard BHE3AIMHON CMEPTHU, TAaKXKeE
HEeoOXOAMMO MPOUTU TeHETUUECKU CKpUHUHT [15].

HaTepnperanus pe3yInTaToB
reHeTHYEeCKOro HCCIeA0BaHus

VY manyeHToB ¢ MOIO3pEeHHEeM Ha IaTOJIOrMI0 Ka-
HaJblIEB KapAMOMUOLIMTOB PE3YJIbTaThl TeHETUYECKO-
IO UCCJIEIOBaHUS JOJIKHBI OBITh MHTEPIIPETUPOBAHbI C
OOJIBIIION OCTOPOXHOCTBhIO. OmpenesaeHre BapuaHTa
naToJIOTUu TpedyeT 0COOEHHOr0 BHMMaHUS CO CTOPO-
Hbl Bpaua. Ecnu y kapauosora HeiocTaTOuHO 3HAHMA

IIJIST TIOHMMAaHWS JaHHOM IaTOJIOTHH, OH MOXET OBITh
npouHdopMupoBaH reHeTUKOM. CeMelHbBIM aHaMHe3
KaK MUHUMYM Y TpeX ITOKOJICHU TpeOyeT TIIaTeIbHO-
ro reHeTYeckoro obcnenoBanus. [10CKONBKY cylle-
CTBYEeT MHOXXECTBO T¢HOTHUIOB-(DEHOTHUIIOB, TO B OC-
HOBHOM [JAHHBIMU IALIMEHTAMU CJIeAYeT 3aHUMAThCS
KapAuoJIory, KOTOPbI JOJKEH HECTH OTBETCTBEH-
HOCTb 33 BTOPUIHYIO ITPO(MIIAKTHKY.

BTI/I‘ICCKI/IC, NIPaBOBbIE U COIMATIbHbIE ACTIE€KThI

INammeHTa HEOOXOAMMO XOPOIIO MH(MOOPMUPOBATH
O TOCJEACTBUSIX T€HETUYECKOro TECTUPOBAaHUS.
JlomkHa OBITh ITOJTHAS ICHOCTh B OTHOIIIEHUY CMBICIIA
MpOBeJIeHUsI TeHeTUYeckoro ckpuHuHra. Heobxomau-
MO 3apaHee OOCYIUTH C MAIIMEHTOM KPYT JIUII, UMEIO-
IIMX JOCTYI K pe3yjbraTaM IeHeTMYeCKOro TeCTUPO-
BaHUs. [eHeTnyeckass MHGpopMalLuUs IOJKHA BOC-
MPUHUMATHCS KaK JIMYHAasl U YacTHast uHdopmMauus [6,
16]. PackpbiTie nHMGOpMaLu TpeTbell CTOpOHE (Ha-
IpUMeEp CTPaxOBOM KOMITAHUU WM PabOTONATEIIIO)
MOXET UMETh MOCJEeNCTBUS IJIs MallMeHTa B BUJIE Te-
HETUIECKOUN TUCKPUMUHALINY. 3aKOHOIATEIHCTBO 3a-
IIMIAeT MAUEeHTOB OT BO3MOXKHOIO HUCIOJIb30BaHUS
reHeTUYeCKOi MH(pOpMAaIIIHN.

IeHeTnuyeckoe obcaenoBaHNE — 3TO MUHAMBUAYAIb-
Hoe pemieHue [19]. XoTs TeHeTHIeCKIe NCCIeI0BaHMS
MPOBOJSAT U30JMPOBAHHO OT JMYHOCTHU YeJoBeKa, pe-
IIeHUEe TIPOMTH TeHETUIECKOEe TECTUPOBAHHE MOXKET
MMETh JaJIEKO MIYIIUE IMOCASACTBUS IIS APYTUX Wie-
HOB ceMbU. [1py MOA0XUTETBHOM pe3yibTaTe He00XO0-
MO MH(MOPMUPOBATH JIUII ¢ TEHETUYECKOM Ipeapac-
MOJIOXEHHOCThIO K JAHHOMY 3a00JIeBaHUIO, KOTOPbIE
IMOTEHIIMAJIPHO TOABEPKEHBI PUCKY BHE3aITHOM cep-
neyHoil cMmeptu. [eHeTHyeckue MeTOAbl MCCeaoBa-
HUSI TI03BOJISIIOT TTOBBICUTH IICUXOJIOTMYECKOEe OJ1aro-
nojyyve v 6ojee ryboko 0CO3HATh HEOOXOIMMOCTh
MpOoPUIAKTUIISCKOTO JICUCHHUSI, BCICACTBHUE YeTO PHC-
KU MOTYT ObITh MUHUMM3UPOBaHbl. ONHAKO pe3yjbTa-
TBI TEHETUICCKOTO TECTUPOBAHMS MOTYT BBI3BATh JIe-
Mpecculo, 6€CIOKONCTBO, YYBCTBO BUHBI, OCYKICHMS,
TUCKPUMUHALIMIO CEMBU.

3axroyeHue

JocTikeHUsI B 00J1aCTH MOJIEKYJISIPHON MeIUII-
Hbl TOMOTAIOT B U3yYEHUU OCHOBBI 3JIEKTPODU3UOIIO-
TMYeCKUX HapyleHuil cepama. CeromHsi aKTHUBHO
MPOAOJIKAETCS MOMCK HOBBIX METOJOB T€HETUYECKOTO
WCCIEIOBAHMSI.
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CHUHAPOM YKOPOYEHHOI'O HHTEPBAJIA Q-T

JI. A. boxepusa®, 0. JI. boxepus, K. A. Kaavicos

Hay4HbIli LEeHTP cepoedyHOo-cocyamcTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, Mocksa

CB;BL MEXIY U3MEHEHHbIM MHTepBajioM Q—T
1 BHe3aItHo cepaeaHoii cMepthio (BCC) n3-
BecTHa yxe 0osiee 50 1eT, HO JIMIIb HEJaBHO CTaJIO SIC-
HO, 9TO HE TOJIBKO yIUIMHEeHUe nHTepBajia O—7T, HO 1
€ro YKOpoueHMe MOXeT ObITh TipenukropoM BCC [26].
CuHapoM ymJIMHeHHOro uHTepBaia Q— 7T — HacleacT-
BeHHOE 3a0oJjieBaHue C TMOBLIIIEHHBIM prickoM BCC
[3]. PaHee cuutanoch, 4TO YKOpOYEHHE WHTEpBajia
O—T o0ycnoBieHO TUNEPKaAbLIMEMHUEH, U He OBIIO
JAHHBIX, VKA3bIBAIOIINX Ha KOPPEIIIINIO MEXKITY STHM
CHHIPOMOM U XU3HEYTPOXKAIOIIUMK apUTMUSIMU [4].
M tonbko B 2000 I. MOSIBUIUCH OMUCAHUS OTAEIbHBIX
CEMEMHBIX CIIy4aeB CBSI3M YKOPOYCHHOIO MHTEpBasia
O0—T u BCC y naumMeHTOB ¢ MapoKcu3MaabHOI (op-
Moii pubpmtsinuu npencepauii (PIT) [16].

JaHHBIN CUMHAPOM OOBIYHO BO3HUKAET Y MOJIOIBIX
JIofiei 6e3 COMmyTCTBYIOLIEH CEpAeYHO-COCYAUCTON Ma-

TOJIOTMM U TIOBBIIIIAET pUCK pa3BuTus aputMuii u BCC.
[IpoBeneHHBIE TeHETHUECKIE U IEKTPOPU3NOTIOTHYEC-
CKUE UCCJIe0OBaHUs Y TIAllMEHTOB IOKAa3au, YTO CY-
IIECTBYET CBSI3b YKOpPOUeHHOTro mHTepBana O—71 ¢ My-
Talyel B reHax, OTBEYAIOLIMX 32 (PYyHKIIMOHUPOBAaHNE
KaJMeBBIX KaHaJioB. [Ipy yCKopeHNM ToKa KaJlvsl 9yepe3
JIAaHHbIE KaHaJIbl ITPOMCXOIUT YKOpOUYeHUe pedpakTep-
HOTO TIEpUOfa, YTO TIOBBIIIAET PUCK BO3HUKHOBEHUS
®I1 u/vnu ubpusiimu xeaynoukon (D2K).
IlepBoe uccnemoBaHue, MOCBAIIEHHOE CUHAPOMY
ykopoueHHoro unrepsaia Q— T (short Q— 7' syndrome —
SQTS), nposenu B 1993 . A. Algra u coasr. [4]. B uc-
cienoBaHue ObUIM BKIIIOYEHBI 6693 malyeHTa, KOTO-
pble HabIOaaIMCh B TeUeHUEe ABYX JieT. BceM O0JIbHBIM
IIPOBOAWIOCH XOJITepOBCKOe MoHNTOpHpoBaHue DKI.
Hccnenyembie ObLIM pa3aesieHbl Ha IBE TPYIIIbI: B Mep-
BYIO TPYIITYy BOIIIM MAIIMEHTHI C KOPPUTUPOBAHHBIM
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uHtepBasioM O—T (Q—Tc) meHee 400 Mc, BO BTOPYIO
rpynmy — ¢ Q—17c ot 400 mo 440 mc. Ilpu cpaBHEHUN
4yacToThl BO3HUKHOBeHMST BCC ObLI0 BHISBIEHO, UTO B
TIepBOM TPYIIINE IMAIlMEHTOB OHa ObLTa B 2,4 pa3a BBIIIC,
YyeM BO BTOPOI1, M JaxXe BhIlIe, YeM Y 00JIbHbIX ¢ O— Tt
ooitee 440 Mc. DTH JaHHBIE TTO3BOJIMIIN CIEJIATh BBIBOLL
0 TOM, UTO YKOpoueHue uHTepBasa J— T urpaet orpe-
JIeJICHHYIO POJIb B BOSHUKHOBCHHMH WAMOIMATUICCKUX
KeJryaoukoBbIX Taxukapauit (2KT).

B 1995 1. L. Fei u A. Camm npu npoBeAeHUU XOJTe-
POBCKOTO MOHUTOPUPOBAHUS TOJYIMIIN TaHHBIS, TOKa-
3pIBalOIllMe, YTO yKOpoueHue uHTepBaia Q—71 MOXeT
WTpaTh 3HAYUTEIBHYIO POJIb B BOBHUKHOBCHUY UIHMOIIA-
tnueckoit 2KT. Ouu o6Hapyxuiau 60 3MM3010B MOHO-
mopdHoit KT y 10 mammmentoB ¢ SQTS. Ananus tpex
nocjeaoBaTebHbIX UHTepBaoB J— 7 HEMoCpeaCTBEeH-
Ho nepen HadamoM KT 1moKasai, 9To OHM CYIIECTBEHHO
Kopoue, YeM MHTepBajibl 3a 40 MUH 10 BOSHUKHOBEHUS
KT mpu T0OI4 ke yacToTe cepaeuHbIx cokpameHnit YCC
(342 £ 34 mc potuB 353 + 35 mc; p< 0,001). Ykopoue-
Hue uHTepBana 0— 7110 cpaBHEHMIO ¢ UHTepBaioM O—T
3a 40 muH go KT Ob1o 3aperncTpupoBaHo B 45 u3
60 (75%) cnyuaeB. Ykopouenue uHTepBaaa Q— T 00bsic-
HSUUIOCh BHE3aITHBIM YTHETEHHUEM I1apacHUMIIaTUYeCKO
HEpBHOM CHUCTeMBI. BBUIO BBISIBIIEHO, YTO YMEHBIICHIE
npoaoKkuTeIbHOCT Q— T UrpaeT BaXXHYIO pOJib B Tia-
tToreHese uauomnaruyeckoit KT [10].

Onpeaene}me 1 TEPMHHOJIOTUA

Jto60it KAMHUYECKUI CUHIPOM TPEACTaBISIET CO-
00if couyeTaHue IPU3HAKOB U CHUMIITOMOB, KOTOpHIE
BO3HMKAIOT BMECTE 1 XapaKTePU3YIOT Ty WJIM UHYIO aHO-
Manuoo. B 310l cBI3M cuHIpoM ykopoueHHoro Q—T
JIy4IIie BCETO OINpPEIeTUTh KaK HaCJIEACTBEHHYIO 3JIeKT-
pUYeCKyI0 00JIe3Hb Cepilla, KOTOpasl XapaKTepH3yeTCs
YKOPOYEHHBIM MHTepBajioM O—T M MapOKCH3MaTbHBI-
MM TaXMapUTMHSAMU KaK Pe3yJIbTaToM YCKOPEHHOM pe-
ToJISIpU3alli MUoKapna (Mpencepauii U Xeaya0uyKoB)
BCJICICTBUE BPOXKICHHBIX CEpICYHBIX KAHAJIOTIATHIA.

XOTSl 10 CUX IIOp BEAyTCS OUCKYCCUM O BEepXHEM
rpaHuIle HOpMBI nHTepBaia Q— T, KOppUTHPOBAHHBIN
uHtepBan Q— T 6omee 450 Mc y MmyxxunH 1 6osee 460 Mc
Y KEHIIWH TIPUHSATO CYMTATh YIJIWHEHHBIM. LIndph
IUJISI HUKHE TpaHUIIBl HOPMBI TIpUBOISITCS peako. Ha
OCHOBaHUM JaHHbIX ucciaeaoBaHus P. M. Rautaharju
u coaBnT. [23], 1. Gussak u coaBr. [15], yKOpoUeHHBIM
uHtepBaioM Q—T cuutaercst OQ—T MeHee 320 mc. Bo
BCEX ONMyOJIMKOBAHHBIX Ha CETOMHSIITHUN IeHb CTaTh-
SIX O CUHAPOME YKOpOYeHHOro uHTepBasia O—T nua-
rHo3 SQTS 6bUT OCHOBaH Ha 3apETUCTPUPOBAHHOM Ha
AKI npu HopManbHoit HCC untepBane Q—7T He 60-
Jgee 320 Mc, OomHAKO MO MOCJAEAHUM JaHHBIM IIpU
SQTS untepBan Q—T moxeT ObITH 6onee 320 mc [5].
HNurepBan O—T TpaAULIMOHHO KOPPUTUPYETCS C Yac-
TOTOM CEpACUYHBIX COKpallleHUi1, a Y 60nbHBIX ¢ SQTS
npu uaMeHeHun YCC untepBan Q—T u3MeHsieTcs

muHuManbHo. KoppurupoBanHselii untepBan Q—7T
(paccunTtbiBaeMbIii TIo (popmyine Bazett) mas mocra-
HoBKM auarHo3a SQTS cienyeT onpenesiTe Mpy yac-
TOTE CepACUYHBIX coKpaleHnit MeHee 100 ymn/MuH. D10
0COOEHHO BaKHO P IMAarHOCTUKE JAHHOTO CHHAPO-
Ma y JeTeil, TaK KaK Yy HUX JaXe B COCTOSSHUM MOKOS
Haomonaercs 6onee Beicokass YCC [10].

HaciencrBennocts

Beutn omycaHbl TPU OCHOBHBIX T€HETUUYECKUX Ba-
pUaHTa CHHApPOMa YKOpPOYeHHOro mHrepBasa Q—7T.
Bce oHM cBSI3aHBI C MyTallMSIMM T€HOB KaJIMEBBIX Ka-
HayoB. OMHAKO MPHW CHHIPOME YIJIMHEHHOTO MHTEp-
Bajia Q— 7 MyTauMu NPUBOIAT K oTepe HYHKIUU Ka-
JueBoro kaHana, a npu SQTS — K yCKOpeHHOMY TOKY
MOHOB Kajiis 4yepe3 KaJlueBble KaHaJIbl, UTO, B CBOIO
odepelb, BEI3BIBACT YKOPOUCHHME TTPOIOJLKUTETEHOCTH
MnoTeHuuana aeicreus [26].

CuHIpOM YKOpOoUYeHHOTro uHTepBaja Q— 7 nmepBoro
THIa 00ycoBiieH MyTarusimMu B rene KCNH2 (HERG),
STOT T€H TaKXXe OTBeYaeT 3a CUHAPOM YUIMHEHHOTO
nHtepBana Q—7T Broporo tuma. Ilpy reHeTMyeckKoMm
ckpuHuHre aByx cemeii ¢ SQTS u BCC Obuin BbISIB-
JIEHBI JBe pa3UYHble MUcceHc-MyTauun Ha KCNH2,
MPUBOASIIME K 3aMEHE OJHOW aMMHOKHCIOTHI B
I,,-xaHane [8]. ¥ wieHOB OZHOM ceMbU BBISBIEHA
MMCCEHC-MYyTalllsl ¢ 3aMEHOM 1IMTO3MHA HA TYaHUIUH
B HykJeotune 1764 rena KCNH2, y uieHOB BTOpOi —
LIMTO3WH 3aMEHEH Ha aJeHO3UH B TOM XK€ HYKJICOTHUIIE.
O06e MmyTalMy WHAYLMPOBAIU 3aMeHy acliaparvHa B
KomoHe 588 ¢ MoI0XUTETbHO 3aps>KeHHBIM JIM3MHOM
(KCNH2-N588K).

CuHapoM yKopodeHHOTro nHTepBaia Q— T BTOporo
Tuna odycnonieH mytauueit V141M B cermenTe S1 re-
Ha KCNQ1 v BiepBbie OB IMAarHOCTUPOBAH Y HOBO-
POXIEHHOIo, Y KOTOPOro Iocjie POAOB pa3BUJIaCh
Opamukapanst M HeperyasipHbelii put™ [17]. Ha DKT
pebeHka OblIa 3auKcupoBaHa QUOPUILISLIMS TIpE-
cepauii ¢ MEIUICHHBIM XeJTyIOYKOBBIM OTBETOM U KO-
potkuit untepBan Q—1T.

CuHapoM yKopodeHHOTO nHTepBania 0— T TpeThero
Ttuma obl1 onucaH S. G. Priori u coaBt. [22] B 2005 1
cBsI3aH ¢ myTauueil B rene KCNJ2, kogupytomuMm oe-
JoK Kir 2.1, KoTophlii TakKe BOBJIEYEH B CUHIPOM AH-
nepceHa—TaBuna. Y IByX WieHOB OJHOI ceMbu ObLIa
3ameHa G514A B rene KCNJ2, KOTOpbIii MHAYLIMPO-
BaJl 3aMEHY acIlaparMHOBOM KMCJIOTHI Ha acriaparuH B
mojoxxeHuu 172 (D172N). [Ipu maHHO MyTaluu OT-
MEUeH 3HAUYMTEJbHBI POCT BHEIIHEro TOKa yepe3
I, ,-kaHai (Ta6u. 1) [22].

JnarHocTuka

Jwuardoctuka SQTS mpou3BOgUTCS ¢ MOMOILIBIO
n3mepeHus unteppajia 0—7T B 12 orBeneHusix Ha OKI.
IIpu wuntepBane Q—7Tc MeHee 350 MC HeoOXOOMMO
MPOBOAUTE T GepeHINATBHYIO THAarHOCTUKY, B TOM
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Tabnauma 1
T'eneTuka u MosekyJsipubie Mexanu3mbl SQTS
Tun 3aMeHa OCHOBaHUIA 3aMeHa
Yucno nauueHroB | Murepsan Q—17c, Mc Kanan
SQTS Ha HYKJIEOTH]IE aMUHOKUCJIOT
1 3 286 = 16 HERG (Iy,) C1764A N588K
1 3 286 + 16 HERG (Iy,) C1764G N588K
2 1 302 KvLQTI (Ig,) G919C V307L
3 2 315-320 KCNJ2 (Ig)) G514A D172N
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yucie co BTopudyHbiM SQTS. Tak, ObUTO TTPOBEAECHO
HCClIeI0BaHUe, TI0 JAHHBIM KOTOPOTO CPeIHSIS IIMHA
uHrepBana Q—T coctaBuna 287 + 18 Mc y OONBHBIX C
SQTS. ¥V naHHBIX NALIMEHTOB PETPOCIIEKTUBHLIN aHAa-
Ju3 Bcex umetomuxcsa OKI, omucaHHBIX B pa3HOM
BO3pacTe, IToKasa, 4rto uHTepBaa Q— 71y HUX Bcerna
ObLT KOpOTKUM (puc. 1).

Cpeny IpuU3HAKOB JaHHOTO CTHAPOMA MOXHO BBI-
JIEJUTh KOPOTKUiIl cerMeHT ST WiIn ero oTCyTCTBUE;
a TaKKe clydad, Korga 3yoelr 7 aBisieTcsl MpoaoJKe-

Huem 3ybua S. Y 6oabHbiXx ¢ SQTS nepBoro Tuna 3y-
Oeu; T B rpyIHBIX OTBEAECHUSIX YACTO BHICOKUM, Y3KUI
U CUMMETPUYHBIA (CM. puc. 1), 4TO yKa3bIBaeT Ha yc-
KOpEHHE TPAaHCMYPAJIBHOTO PacCIIpOCTPaHEHUS PeIo-
JISIpU3alu 1o MUokapay Xeaymnoukos [9, 11]. Ilpu
SQTS Broporo tuma 3y61sl 7' CHMMETPUYHBI, HO HE
BBICOKHME U y3KHe, Kak nipu SQTS nepsoro tuna [6], a
y mareHToB ¢ SQTS Tperhero Tuma 3yderr 7 HeCUM-
METPUYEH 1 UMeeT 0oJjiee MeIJIEHHBIM IToabeM U ObIC-
TphIi ciyck (puc. 2) [5].

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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Puc. 3. Bzaumocssa3s Mexay QTpV3 u UHCC

@uznonorndecku nHTepBa Q— 7T yKOpadynBaeTCs
C YBEJIMYEHUWEM YaCTOTHI CEPACYHBIX COKpaIlCHUI
[23]. ¥V 6onbHBIX ¢ SQTS m3menenne nntepBana Q—7T
HE 3HAYUTEIbHO U TPOSBISETCS TOJBKO MPHU YBEIM-
YEHHOI YacTOTe CepeYHbIX coKpaieHwuii [14]. B uc-
cnegoBaHuu R. Schimpf u coaBt. [24] nmpoBoauioch
usyyeHue 3aBucumoctu uHTepBaia O—T ot YCC B
TpeX rpylnax nmauueHToB. B mepByio rpymnmy BOIUIH
MaIMEHThl C HOPMaJbHBIM UHTepBajioM Q— 7, BO BTO-
pyio — ¢ SQTS, B tpethio — ¢ SQTS u npuHUMalome
XUHUAUH B 103e 1000 MT B CyTKM.

BrisgcHuoch, 4To nHTEpBai oT Q 1o nuka 3yona 7'
B otBeneHuun V3 (QTpV3) cnabo koppenupyer ¢ HCCy
MTAIIeHTOB BTOPOM TPYIIITBI, B TO BpeMSI KaK B IIePBOii
u TpeTbelt rpynne cBsa3b Mexay QTpV3 u UCC 6biia
JTHeiHoH (puc. 3).

Tak, HanpuMmep, y onHoro 6osabHoro ¢ SQTS (cro-
pannueckuii ciaydait) uatepsain Q—7c nipu YCC, pas-
Hoit 40 yn/muH, coctaBmi 292 Mc, ipu YCC, paBHOit
70 yn/mMuH, — 324 mc, a mpu YCC 6Goiee 85 ya/MuH
uHTtepBan Q—T¢ ObIT HOpMaJIbHBIM [23].

¥ nByx naneHToK ¢ SQTS npu usyyeHuu coot-
HomeHuss Mexny YCC u untepBaniom QTpV3 Ha
dbone nmpuema xuHuaMHA B mo3e 1000 Mr/cyt oTme-
YEeHO BOCCTAHOBJICHUE JTMHEWHON 3aBUCHMOCTH MEX-
ny YCC u unrepBasiom Q—T [12].

JneKTpopu3N0NI0OrHIeCcKHe JaHHbIE

BocbMu maumeHTaM ¢ KOPOTKUM MHTepBaioM Q—T
ObUIa IIpOBeAcHA ITPOTPaMMHPOBAHHAS CTUMYJISIIIUS
Npeacepanit v xkeaynodukos [14, 22]. Y ogHoro namumeH-
Ta 3¢ GEeKTUBHBIN pedpakTepHblii iepuon (DPII) xe-
JIyI0YKOB ObLT MeHee 180 MC 1 apuTMUU HE UHIYLIUPO-
BaJIACh. Y OCTAJIbHBIX CEMH MALIMEHTOB OB OIIpeneIcH
OPII npencepauii v XKeJayoqouykoB. Y 5 U3 8§ MalMeHTOB
DPII npencepauii coctau ot 120 10 160 Mc, n'y 2 ma-
HKeHToB Obl1a Bhi3BaHa PII. Db dekTuBHBII pedpak-
TEpPHBI MEepuoJ aTpUOBEHTPUKYJsipHOro (AB) ys3na
OBLI ompezaeseH y 2 MalMeHTOB U cocTaBua oT 210 mo
440 mc. Db dexTuBHBIN pedpakTepHBIl TEPUON KeTy-

JTOYKOB OBUT 3HAYMTEJILHO YKOPOUCHHBIM M YCTONUM-
BBIM y Bcex 7 00ombHBIX (130—140 Mc). ®ubdpuiutsaums
KeJTyIOYKOB ObIa MHAYLIMPOBAaHA Y 5 MAIlIMEHTOB K MO-
HoMmopdHas KT (¢ mmrenpHOCTRIO TTMKIa 150 Mc) —
y ogHoro 6onbHoro. B uccnenmoBanusax F Gaita u
coaBT. [11] y 3 maumeHTOB Py ITOCTAHOBKE KaTeTepa B
KeNTyIouKy Oblia MHIynupoBaHa MK 6e3 CTUMYIISIIN.

R. Schimpf u coast. [24] npoBenu 3nekTpoduszno-
snornyeckoe ucciaegosanne (DP®U) 11 mammeHTOB.
ITpu mporpaMMHpPOBAaHHON CTUMYJISIIINU TIpEICEepaNiA
M KeJTyJ0YKOB BBISICHUIIOCH, uTo DPII npencepanii u
XeyA0UKOB ObUTM O4eHb KopoTkumu (DPIT IIIT —
141 + 18 Mmc u DPIT ITK — 147 £ 18 mc). Y OONbIIMH-
cTBa 3TUX naueHToB (y 10 u3 11) 661K UHAYLIMPOBA-
HbI KT, ByacTHOCTH TpeneTaHue U GUOPUIIISIINAS XKe-
JynouykoB. CeayeT OTMETUTD, YTO Y TPeX MaIlMEHTOB
®OX mHoyumpoBaiach IIpU MaHUITYJISIIASIX 3JIEKTPO-
namu, XoTs1 MexaHudyeckre KT Bo3HMKAIOT BO BpeMs
O®U oueHs penko. Mexanmdeckas ®XK y 3 u3 5 ma-
LIMEHTOB 3aC/TyXXMBaeT BHUMaHUS 1 YKa3bIBaeT Ha I10-
BBIIICHHYIO BO30YIMMOCTb M YSI3BUMOCTb MHOKapia
KEJTYI0UYKOB.

Muddepennuanbaas AMArHOCTHKA

HuddepeHuuanbHyto nuarHoctuky SQTS ciaenyer
IIPOBOIUTH C APYTUMU IMPUINHAMHA, IPUBOMSIINMU K
o0paTUMOMY YKOpoueHMI0 uHTepBaja Q—7T, Takumu
Kak TUTEepKaJveMusi, Tunepkaibiimemus [21], amu-
03, OTpaBJieHUE IperapaTaMyd HamepCTIHKU U TH-
neprepMusi. Kpome TOro, TopMOHEI CTpecca, TaKHe
KaK alleTUIXOJIMH 1 KaTeX0JIaAMUHBI MJIM TECTOCTEPOH,
TaKKe MOTYT OBITh IPUYMHOM YKOPOUSHUS MHTEpBaja
0-T119, 27]. Takum obpa3oM, IJIs ITOCTAHOBKM AUa-
rHo3a SQTS HeoOX0AMMO YYUTHIBATh HE TOJBKO K-
Hy uHTepBasia 0— 7, HO aHaMHe3 3a00JIeBaHUSI, KJI-
HU4yeckue mposiiaeHus, gaHHble DKI' (Mopdosoruio
gyoua 7. Poimr D®U B cTpatudukanun pucka BCC
He yCTaHOBJICHA.

Knnaugeckune nmposisieHus
U KIMHAYEeCKOoe TedeHHe

B nurepatype onmcano He MHoro ciayd4aeB SQTS,
BCsT MHGOpMAIIMs OCHOBaHA Ha HAOJTIOIECHU TIpUMep-
Ho 30 mamumeHTOB. Y Bcex mammeHToB Q—7T¢ cocTaB-
Jst1 MeHee 320 Mc U ObLJIM MCKJIIOYEHBI COIMYTCTBYIO-
mue 3aboJieBaHUS cepAlia. B Tabmmie 2 mpeacrasiie-
HBI ceMeliHbIe 1 ciopaanyeckue caydau SQTS.

Camoe 0oJibIlIOe McClieloBaHMe BKIoYano 29 na-
mueHToB ¢ SQTS [13], cpeau HuX 25 IpUHAMIEKaTU K
BocbMU ceMbsiM ¢ SQTS u 4 ciryyast 6bUIM OTHECEHBI K
cnopaanyeckuM. JInbo B ceMbe, TMOO y caMUX IMallk-
eHToB umesa Mmecto BCC B aHaMHe3e 1y MpeaoTBpa-
meHHass BCC 1 moKyMeHTUpPOBaHHBII CUHIPOM YKO-
poueHHoro uHtepBajga Q—7T Ha moBepXxHocTHOU DKI.
INepBoiM kMMHMYecKUM miposiBaecHueM SQTS y Tpetun
nanyeHToB 6b1a BCC. Oubpuisaims npeacepauia
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Tab6auma 2
Cewmeiinble u cnopaaudeckue ciaydan SQTS
ABTOp U rof Hiﬁg;fg]} Mon sQTs | BCC IMpenotspaiuerHas | @y O-T, YCC, 0-Tc,
HCCIeJOBaHUA er ’ BCC MC yI/MUH MC
I. Gussak u coaBr., 37 X + + - - 266 52 248
2002 [15] 84 M + — — + — — —
51 X + — — + 260 74 289
21 M — — — + 272 58 267
17 X + — - + 280 69 300
F. Gaita u coasr., 35 M + — — + 280 52 261
2004 [11] 31 X + — — - 220 96 278
6 M + —  + (BBO3pacte § Mec)  — 260 92 322
3 mec — — + - - — - —
39 M - + - - — - —
49 X - + — — — - —
? X — + - - — — —
39 X - + - - — - —
67 X + — — + 270 72 324
15 M + — — - 260 80 300
40 X + — — - 240 75 268
45 X — + — — — — —
62 X + + — + 310 85 369
26 M - + — — — — —
R. Brugada u coasr., 51 M + + — — — 288
2004 [8] 50 M + — - — — - 293
S. G. Priori u coasr., 5 X + — — — — — 315
2005 [22] 35 M + — - — — - 320
Anttonen U COaBT. 19 M + — — - 280 — 313
55 M + — — - 310 - 307
79 M + — + — 280 - 307
Riera u coaBr. 27 — - - - + 320 - 315
Maury u coasT. 15 M + - + - 283 - 340
? M + — + — <300 - 310-335
? M + — — - 320 - 330-335
? X + — — —  300-320 - 365
Kirilmazu coasr. 20 M + — — + 300 54 <340
K. Hong u coasr., HoBopoxa. X + - — + 280 — —
2005 [8]
P. Bjerregaard, 13 M + — + — 300 65 325
1. Gussak, 2004 [7] 15 X + — - - 310 73 377
38 X + — — - 335 59 332
56 X + — — - 324 68 345
21 M + — + - 299 70 322
60 M + — — - 340 54 323
25 X + — — - 330 81 383

TaKKe 9acTO BCTpeYajach y MOJIOABIX ITAIlMEHTOB W
ObLIa CBsI3aHa C YKOPOYeHUEM pedpaKTepHOro mepu-
ona npeacepauii. CHHKOIIE He YaCTO BCTPEUYaIoCh Kak
nepsbiii pusHak SQTS (14%). BospacT manueHTOB
BapbupoBaj OT 4 Mec 10 62 JeT.

Jlegenne

Meouxamenmosnoe aeuenue

HecMmoTpst Ha MOCTUTHYTBII MpoTrpecc B MOHMMa-
HUM reHeTuyeckux ocHoB SQTS, 0 KIIMHUYECKUX UC-
XxoJax U 0 HauboJjee MOAXOAAIINX METOomaX JCYEHUS

MalMeHTOB C 3TUM 3a00JIeBaHUEM W3BECTHO ropasio
MeHbIne. C 1eTbIo0 UCIIPAaBUTh 3JIEKTPOPU3NOIOTHYC-
CKMe OTKJIOHEHUSI ObUIM MCITOJIb30BaHbl pa3IMYHbIE
anTrapuTMmudeckue npenapathl. F. Gaita 1 coaBT. [12]
WCIIOJIb30BaIu (hJeKauHUA, UOYTUIIUI, COTANON U XU-
HUAWH Yy IIeCTH ManreHToB. PIeKanHUA HECKOJIBKO
yBeqnuuBaa uHTepBal Q—7, B OCHOBHOM 3a CUeT
yimpeHus: Komruiekca QRS. UoyTunua u cotanon He
MeHsaau uHtepBan Q—7. A TIpu UCNIONb30BAHUU XU-
HUIMHA HOpMau30BaIuCh: uHTepBan Q—7T, Mmopdo-
norust 3youa 7, DPII xenynoukoB — U He UHAYLIMPO-
Basrach @K (Tabim. 3, puc. 4).

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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Tabnuuma 3
BinsiHre aHTHAPUTMHYECKHX MPENAPATOB HA CEPACUYHYIO IEATEIbHOCTD Y 00JbHBIX ¢ SQTS
Cembs | IMammeHnt Bospact Ipenapar Ho3za Put™m 4ycc ORS, | O-T. | O-Tc, [Q-T/0-Tp,

(y1et), mos MC MC MC %

IMepsast 1 35, M — — CuHYCOBBI 66 80 270 283 68
To xe To xe ®nekanHun 2 MT/KT To xe 62 90 300 305 74

« « X 100 mr « 60 100 320 320 78

« « Coranon 80 mMr « 63 80 260 266 65

« « Noytunun 1 mr/kr « 60 80 290 290 71

« « XUHUIUH 250 mr X 60 100 380 380 93

2 31, K — — « 89 80 250 290 71

To xe To xe ®dnekaHua 2 MI/KT « 80 90 240 277 66

« « « 100 mr « 83 100 240 282 67

« « Coraon 80 mr « 63 80 280 287 70

« « Uoytunun 1 mr/kr « 67 80 280 296 71
« « XUHUIUH 250 mr « 85 100 360 428 102

3 6, M — — « 76 70 250 281 67

3 To xe Coranon - « - - - - -

« « daexarHU 25 mr « 68 90 280 298 72

« « XVHUAVH - « — — _ _ _

Bropas 4 67, XK — - « 72 120 270 296 71
To xe To xe ®dnekauHug 2 Mr /KT « 73 150 320 350 84
« « XUHUAVH 500 mr « 83 120 370 435 103

5 40, K — - « 72 100 280 307 73

To xe To xe Coranon 50 mr « 81 100 260 302 72

« « XUHUAUH 500 mr « 66 100 380 380 96

6 15, K — — « 66 85 260 273 66

« « XVHUAVH 500 mr « 95 100 320 403 95

C. Wolpert 1 coaBT. MoKa3aau, 4TO MyTallMsl TeHa
N588K cHIKkaeT 3(h(eKTUBHOCTD OJIOKMPOBAHMS Ka-
Hana [, xuHunuHOM B 5,8 pasa, a 3hPeKTUBHOCTD CO-
tajgosna — B 20 pa3 [27]. Apyrue aHTUAPUTMUYECKUE
npenapaThl TakKe OBLIM MCIBITAaHbl KIMHUYECKU:
nponiacdheHoH nomansietr A1, HO He yIUTUHSIET UHTEP-
Ban Q—T'[18], aMromapoH UCHOIb30BaCs 151 TOJaB-
seHus nonmumopdHoit KT y manuentos ¢ SQTS ¢ He-
U3BECTHLIM reHoTturioMm [24]. Ucnonb3oBaHue IU30-
MUpaMuaa y JBYX IAlMEHTOB ITOKA3ajo YIITMHEHUE
nHtepBana O—7 n OPII.

OcCHOBHbIE OTrpaHMYEHMS BHILIEOTTMCAHHBIX UCCIIC-
NOBaHUIA:

1) HeOOoIbIIOE YHUC/IO MALIMEHTOB;

2) B MICCIemOBaHUS OBLIM BKJTIOUEHBI MMAIIUEHTHI C
SQTS nepBoro Tuma, 1 HEM3BECTHO, KaKoil a(pdekT
OKa3bIBAIOT 3T Mpenaparsl Ha nauueHToB ¢ SQTS
BTOPOTO U TPETHETO TUIIA;

3) HEMOCTAaTOYHO JAHHBIX 00 YMEHBIIIEHUU SMU30-
OB apUTMMI Ha (hOHE JICUCHMUSI.

TakuM 0Opa3oM, OOIIENPUHSTHIC TTPUHITUIIBI Jie-
yeHusd maureHToB ¢ SQTS He ompeneneHbl. Y maum-
eHToB ¢ SQTS nepBoro TMNa XMHUAWH WU IU30MH-
paMu 3(h(HEKTUBHO MOIABIISIOT apUTMHUN, HO HEU3-
BeCTHa UX 3(PHEKTUBHOCTH MPU TOJITOCPOYHOU TpO-
dmmakTuke BCC.

Hmnaanmauus
Kapouoeepmepa-oepuopuiiamopa

Ha ceromHsaimHuii aeHb oOcliemoBaHbI OKOJIO
30 maumreHToB ¢ SQTS, ¥ ONBIT MOKa3bIBAET, YTO MPU
3TOM 3a00JIeBaHUU OTMEYACTCSI BBICOKAsi CMEPTHOCTh

u3-3a pucka BosHUKHOBeHUs KT. [TosTomy B 1iesax
MIepBUYHOM W BTOpUYHON mpodmraktnku BCC um-
MJIaHTUpYyeMble KapAUOBEPTEPHI-AePUOPUIISITOPbI
SBJIAIOTCS Tepanuei Beioopa. BocbMu GOJTbHBIM UM-
mnantupoBad KBJI [7, 24], y deTblpex HaOJoganach
TUTIEPYYBCTBUTEILHOCTD 3yOna 7, dYTO MPUBOIUIIO K
paspsamy. DToT ¢akT oObICHSIETCS TeM, 4To 3yber 7'
BBICOKMI. MI3MeHeHne TTapaMeTpOB YyBCTBUTEILHOC-
™1 KB/l y ogHOTO nanueHTa mpeioTBpaTuao BO3HUK-
HOBEHUE HEHYXHBIX pa3psaoB («Medtronic Inc.»,
Minneapolis, MN, USA) [24]. V¥ Tpex MauMeHTOB U3-
MEHSUTMCH Ipyrue mapaMmeTpbl (MyJIBTUIIPOrPaMMHUPO-
BaHME YYBCTBUTEIHPHOCTH ), YTO TAKKE IIPEIOTBPATHIIO
BO3HUKHOBEHUE HEHYXHBIX pa3psaoB («St. Jude
Medical Inc.», St. Paul, MN, USA). ¥ ocTanbHBIX Ha-
LIMEHTOB BO3HMKHOBEHUE HEHYKHBIX pa3psiIoB He 3a-
pPETMCTPUPOBAHO M3-32 KOPOTKOTO BpPEeMEHUW HaOJIIO-
nenus («Guidant», Indianapolis, IN, USA) [7].

Ha pucynke 5 npencrapiensl gjanHbie ¢ KB/: ad-
dexTuHOe npenoTrBpaiieHrue BCC gyepe3 19 Mec 110-
cne ummiantaiu KB/, TMauuenty 19 ner, y koto-
poro Bo BpeMst DDU KT u @K He MHIAyLIMPOBaHBI
(O—Tc=252 wmc), umrmuiantupoBan KBJl B deBpaie
2003 r. Bo BpeMs UMIUTAHTALINY TEHETUYECKUIA aHATU3
He ObL1 u3BecteH, KB/l ObLT MMIUIAHTUPOBAH TOJBKO
Ha OCHOBAaHUHU OTSITOIICHHOTO CEeMEMHOTO aHaMHe3a
(oTew ymep BHe3aIlHO B Bo3pacte 27 jieT, 6a0yilika — B
Bospacrte 61 roxa) [25].

JaxIroyeHue

TmaTenbHbI cOOp aHamMHe3a U ceMeitHoe DKI -
o0cieqoBaHue Y poaCTBEHHUKOB nalueHToB ¢ BCC u
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Puc. 4. IameHeHUs Ha 2JIEKTpOKaparorpaMMe B 3aBUCUMOCTH OT TIPUHUMAEeMbIX aHTUAPUTMUUECKUX TTPerapaToB

CUHKOTIAJIbBHBIMM COCTOSTHUSIMU B aHaMHE3€ 1aeT BO3-
MoxHoCcTh BoBpeMs BbIsiBUTH SQTS. Puck BCC npu
Haymunu SQTS mpucyTCTBYeT Ha TIPOTSKEHWM BCeit
JKM3HM, KaK y IeTedl B Bo3pacre a0 1 roma, Tak U y
B3POCJIBIX MALIMEHTOB cTapime 60 JieT.

ITo manneiM DKI y Bcex manMeHTOB ¢ MHTEPBAJIOM
O—T menee 320 Mmc HaOMOaeTCS YKOPOUECHUE WU OT-

cyTcTBUEe cerMeHTa ST, 9acTO BHICOKUIA, Y3KUI U CUM-
METpUUHBIH 3yOel T Ha TpyAHBIX OTBeAcHMX. Bo Bpe-
M ODU BeisiBIeHO ykopoueHue DPII npencepnuit u
xenynoukos, KT, ®XK unayunposansl B 90% ciaydaes.

[eHeTYeCcKMii CKPUHUHT BBISIBUJI TETEPOTEHHOCTD
SQTS ¢ yckopeHHBIM TOKOM MOHOB KaJlisl Yepe3 Ka-
Jmesble KaHaubl (I, IgJ).

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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B HacTos11ee Bpems Tepamnueii BbIoopa Ipu MpeaoT-
Bpamenun BCC y maHHO# KaTeropuu O0OJIbHBIX SIBISI-
etcsa umiuianTauus KB/,

Hnst ynnunenust uatepBasia 0—7T He 3(pdexTuB-
HBIMU SIBJISIIOTCSI aHTUAPUTMUYECKHUE TTpernapaThl, Ta-
KU€ KaK UOYTUIUA, coTanon, ¢hiaekauHua. DbdheKTuB-
HBIM TIpU3HAH XWHUIWH, KOTOPBIA HOpPMalu30Baj
cootHomeHue uHtepBaga Q—T u YCC, a Takke DPII
JKEJTYTOUYKOB.

B cooTBeTCTBUM C 3TUM XMHUAUH MOXET OBITh UC-
noJb30BaH Kak gonoiaHeHue K KB/l y mauueHTOB ¢
napokcuzmamu OIT, ®XK u XKT.
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M CIOJIb30BAHUE COBPEMEHHBIX 3XOKAPTUOIPAOMTYECKHX
IIOJIXOJ0B B OITPEJAEJEHHUU ITOKA3AHU K ITIPOBEJEHUIO
KAPITVOPECHHXPOHHU3HUPYIONIEN TEPATINH Y ITAITUEHTOB

C XPOHUYECKOH CEPIEYHOM HEJOCTATOYHOCTBIO

0. JI. boxepua®, A. P. Illadanus, 0. H. Kucauyuna

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

PAMH, Mocksa

epaedyHass HepoctatouHocTh (CH) Moxer

OBITH OTIpenecHa KaK KOMIUIEKC KJIMHUYEC-

KUX MPOSIBIIEHUH, BOSHUKAIOIINX B pe3YJIBTaTe CTPYK-

TYPHBIX WM (PYHKIIMOHAIBHBIX HapYIICHUI B Cepl-

11, CIIOCOOHBIX MOMABJISATh HACOCHYIO (DYHKIIUIO Jie-
Boro xenynouka (JIXK) [8, 12].

®opmynupoBka, gaHHass B EBpomeiickux peko-

MEHIAIUSIX IO JUATHOCTUKE M JICYCHUIO XPOHUYEC-

Koii cepneuHoii HenoctaTouHoctu (XCH), onpenensi-

eT CH kak «matou3noI0oruIecKuii CUHAPOM, TIpU

KOTOPOM B PE€3yJIbTaTe TOrO WJIW WHOTO 3a00JIEBaHUS
CEpACYHO-COCYIUCTON CUCTEMBI IPOUCXOIUT CHUKE-
HUE HACOCHOM (PYHKIIMM, YTO IPUBOIUT K AUCOATaH-
Cy MEXIy TreMOAMHAMMYECKOU MOTPEeOHOCThIO Opra-
HU3Ma M BO3MOXHOCTSIMM cepaua». CoBpeMeHHas
HeliporyMopaibHasi MOAENIb TMaToreHe3a aoKasana,
yTo pa3Butre XCH npoucxoaut no eAuHbIM narodu-
3MOJIOTUYECKUM 3aKOHAM BHE 3aBUCHMOCTHU OT 3THO-
Jioruu noBpexaeHust. C KITMHUYECKOU TOUKH 3pEHUS
970 maeT opMasibHbIE OCHOBaHUST 0003HaunTh XCH

* Anpec 115t nepenucku: e-mail: obockeria@mail.ru
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CraTtucTHyecKue JaHHbIE O PacnpoCTpaHCHHOCTH
Celee‘lHOﬁ HEAO0CTATOYHOCTH

Exxeronnast Oo61ee ExeronHast

Pervon | 3a6ojeBaeMOCTb, | YKCIIO OOJIb- | CMEPTHOCTD,
THIC. HBIX, MJTH THIC.
CIIA 400 5,0 250
Espora 580 6,5 300
Poccus 750 8,1 900

HE TOJIbKO KaK CHUMIITTOMOKOMILIEKC, OCIOXKHSIOIINI
Te4eHUe TOTO WJIY MHOTO 3a00JIeBaHUS CepAeIHO-CO-
CYIVICTOM CHCTEMBI, HO M KaK CaMOCTOSITEIbHYIO HO-
3oJ0ornueckyto opmy [11, 12].

Poct pacipocTpaHEeHHOCTH XpOHNYECKOM cepred-
HOM HEIOCTATOYHOCTH OTMEYEH BO BCEX Pa3BUTBIX
ctpaHax. Okoso 22 MJIH 4eJIoBEK BO BCEM MUpPE CTpa-
nmaror XCH, okoio 6,5 mitH yesnoBek — B EBporre mpu
exxeromgHoi 3a6oeBaeMocTH 580 THIC. CTyJaeB U exKe-
rogHoi cmepTHOCTH — 300 ThIC. CTy4yaeB.

ITo nanHbIM Beepoccuiickoro HaydHOro o0111ecTBa
kapauosioros, B 2009 r. B Poccun HacyuUTHIBAIOCH
OKOJIO 8 MJIH ITall€HTOB C SIBHBIMU ITPOSIBJICHUSIMH
cepAcuyHOi HemocTaTOYHOCTU. OMHOJNETHSSI CMEpT-
HOCTh OOJIBHBIX ¢ KIIMHUYECKH BBIPAKEHHOM cepreyd-
HOI HEIOCTAaTOYHOCTBIO JOCTUTaeT 26—29%, 1o ecThb
3a onuH roa B P® ymuparor ot 880 no 986 ThIiC. 60JTh-
HBIX C CepAeYHOM HeJOCTaTOYHOCTRIO [1, 3, 4].

ITo nanneiM American Heart Association (AHA), B
CIIA Ha ceromHsIIHWI IeHb OKOJIO 5 MJTH TpaXIaH
CTpajaloT cepleuyHoil HeAOCTaTOYHOCThIO, a B 00I1Ieii
monyJistiiuy vt crapire 65 ety 100 yenoek uz 1000
nMmetorcs cumrntoMbl XCH (ta6a. 1). Ilpu stom
30—40% w3 Hux xapakrepusytotcs BoicokuM (I11-1V)
dyukimonanpHbIM KnaccoM CH mo NYHA. CMmept-
HOCTb B 3TOM KaTETOPUH IMAIIMEHTOB B TEUCHHE 5 JICT
npeseiiiaer 50% [14, 35, 40].

ITo nannbiM Euro Heart Survay Study (2001 r.), cpe-
I OCHOBHBIX IpWYMH pa3BuTust XCH BBIIEISAIOT UIIle-
Muueckyo 6ose3Hb cepaua (60%), KinanaHHble TOPOKU
cepaua (14%) u nUIATALMOHHYIO KAPAMOMUOIATUAIO —
JOKMII (11%). MoxeT BbI3BaTh YOIUBJICHWE MaJlasl 3Ha-
YUMOCTh apTepHuanbHOli rumnepreH3un (Al) Kak 3THO-
norudeckoro dakropa XCH (4%), HO HY)XHO IIOMHUTD,
YTO OHA Yallle BCETO MPUBOIUT K Pa3BUTHIO OUCHYHK-
LIMM JIEBOTO KEJyI0YKa OIMOCPEIOBAHHO Yepe3 pa3Bu-
tue UBC u octporo nHdapkra muokapaa [3, 4, 34, 36].

ITo mannbM uccnegoBanust Euro Heart Failure, B
KOTOpOM npuHuMaia yyactue u Poccus (2001 ), oc-
HOBHOI 3THOJIOTUYECKO mpuunHoi pa3Butus XCH
apisiercss UBC nnbo ee couetanue ¢ Al, Ha BTopoM
MeCTe HaXOIUTCS YMCTas apTepuaabHasi TUTIEPTEH3NS,
Ha TpeTbeM — JIKMII. Bce ocTtanbHble 3a001eBaHUS
naroT He 6onee 15% ciyuae XCH [5].

XpoHuYecKasi cepAeyHash HelOoCTaTOYHOCTb IpO-
JOJDKAeT OCTaBaThCS HE TOJIBKO OOIIeMETUIIMHCKOM,
HO TaKKe COLMAJIbHON M 3KOHOMMYECKOM MpobaeMoii

BCero o0lIecTBa, TaK KaK B 3TOU rpyIire MalueHToB Jie-
TaJIbHOCTh B TEYEHHUE OJHOIO rojia COCTaBiseT 45%, 4To
MpEeBBIIIAET JE€TaIbHOCTh OT OOJBLIMHCTBA OHKOJOIU-
yecKux 3abosieBaHMii. bavkaliiuii ¥ OTHaJIeHHBIN
MnporHo3sl y nauueHToB ¢ XCH 3aBUCST OT TSKECTH OC-
HOBHOTO 3200JIeBaHMUsI, XapaKTepa ero TCUCHUSI U aleK-
BaTHOCTU ITPOBOJMMBIX JIEYEOHBIX MEPOIIPUSITUI.

JMATEeIbHOCTh TOCIIMTAIBHOTO JICUeHUSI 000CTpe-
Hust XCH BBuIy 00JbIION TOPOTOBUM3HBLI CHUXKEHA B
CIIA no 7,7 nHeii, B EBporie He IpeBBIIIAET 2 HEM, a
B Poccuu cocraBnsier 27 gHeii. [1psimble 3aTpaThl Ha
neuyeHre XCH B CIIA npesbimator 10 mipa mosuia-
POB B Irofl, a 0 HEKOTOPHIM JaHHBIM OHM JOCTUTAIOT
38 mupa gostapoB [42]. JledeHue 3TOTO COCTOSIHUS
HaIleJICHO Ha YIyJIIIeHNE BBDKMBAEMOCTY Y CHUKEHHE
JIETATLHOCTH (KaK OT MPOrPeCCUPYIONIETO YXYAILIEHUS
HacOCHOMU (pYHKIIMHU ceparia, TaK U OT BHE3aITHOM cep-
JIEYHOU CMEPTH), YMEHbIIIEHNWE YKcla TOCHUTaIu3a-
UiA, YMEHBIIICHNE BBEIPAXXCHHOCTH CUMIITOMATUKA 1
MOBBIIIEHUE TTEPEHOCUMOCTU (hU3UUYECKON HArpy3KH.
Bce 3Ti (hakThI TOMUEPKUBAIOT HECOMHEHHYIO aKTy-
aJIbHOCTh IIMPOKOTO BHEAPEHUS B KIMHUKY HOBBIX
nonxonoB k JeuyeHnio CH. Cneuuduueckas gapma-
KOTepanus Mo3BOJISIeT B KAKOK-TO CTEIIEHU 3aMeUTUTh
MporpeccCupoBaHue 3a00JieBaHUsI, OJHAKO OCTaeTCs
JIOBOJIBHO OOJIBIIIAsl TPYMIIA ITAIlMeHTOB C BBIPAXKEH-
HOI CUMIITOMATUKOW 1 HEOOJbILION BEPOSITHOCTBIO
BBDKMBAHMSI, KOTOPBIM HEOOXOANMO IIpOBeaeHIE 00-
Jjlee MHOTOIUIAHOBOTO KOMILIEKCA arpecCUBHBIX Jie-
YeOHBIX MEPOITPUSTHIA.

BHenpeHue B KIMHUYECKYIO MTPAKTUKY CUCTEM IS
MMPOBEACHUSI PECUHXPOHUZUPYIOIICH 3JIeKTPOKAPIAO-
ctumyasgunu (ODKC) MOXHO cUUTATh CIECAYIONIMM 3Ta-
MOM B pa3BUTHUU METONOB JiedeHus1 mauueHToB ¢ XCH,
TaK KaK COYeTaHHOE MCIT0JIb30BaHue (hapMaKoJIOTruie-
CKMX CPEACTB IJis JIeYEHUs] CUCTOJIOIMACTOINYECKOM
muchyHkuu JI2ZK u KapanopecMHXpOHU3UPYIOLIINX
YCTPOMCTB MOCTOBEPHO YIy4IllaeT KJIMHUYECKOE CO-
CTOSSHAE W OTHAJCHHBIM IIPOTHO3 Y 3TOW KaTeropuu
o6oabHbix (MUSTIC, MIRACLE, COMPANION,
CARE-HF). bBuBeHTpuKyasspHas CTUMYISIINAS B cOUe-
TaHUM C ONTUMAJIbHOW MEIUKAMEHTO3HON Teparueit
ITocJIe ee Hayajla yCTOMIMBO 00eCIICUNBACT Y ITOTABIIS -
fouiero 6oapmnHeTBa (6osee yeM y 70%) GOJIBHBIX C
XpPOHUYECKOI CcepIedyHOil HeMOCTaTOUHOCThIO 3HAUM-
TEJIbHOE KIIMHUYECKOE U TEMOIMHAMUYECKOE YIy4llie-
Hue [30, 32].

Pecunxponusupyromas trepanust (PT) y 601bHBIX ¢
XCH c aucdyHKIIMOHAIBHBIM MUOKapaoM, pedpak-
TEPHBIX K aJIeKBAaTHO ITPOBOAMMOMY MEIUKAMEHTO3-
HOMY JIEUEHMIO, MMEIOIIUX 3JEKTPOMEXaHUYECKYIO
IUCCUHXPOHUIO CEPACYHOM MBIIIIIBI, TOKa3ajla CBOIO
COCTOSITEJIBHOCTh KaK IOMOJHUTENbHbIN COCO0 pe-
aJIbHOM TTOMOINM TaKUM TanmeHTaM. Ee mpuMeHeHme
BEIET K YAYYIIEHUIO UX KIMHUYECKOTo cTaTtyca, repe-
HOCHUMOCTH (PU3NIECKOM HATPY3KU, (GDYHKIIMOHATBLHO-
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TO COCTOSIHUSI MUOKapja, CHIKEHUIO JIETAJIbHOCTH 1
CMEpPTHOCTH.

YHMKabHBIE Pe3Y/IbTaThl ObLIM TOJyYeHBI B WUC-
cnegoBannm CARE-HE, emnHcTBeHHOI NporpaMmme
OoJibllION Mpoao/kuTeabHOCTH (37,4 Mec) B OTJIMYME
ot kpatkoBpeMeHHbIXx MUSTIC, MIRACLE, COM-
PANION. B rpynme 6onpHblx ¢ XCH ITI-1V @K, ¢
(dpaxuwmeir Boiopoca (PB) JIXK He Boiie 35% u ¢ min-
TeJIbHOCTBIO KoMIuiekca QRS 6onee 150 Mc mim ¢
ORS ot 120 no 149 mc u sxokapauorpadu4ecCKuMu
(Ox0oKT') mpu3HakamMy TMCCUHXPOHUM MUOKapa, WH-
TEHCUBHO JICUEHHBIX MeIMKaMEeHTaMUu, TOIUYHast
JIETaJIbHOCTD B TCUEHHE TIEPBBIX TPEX JICT HAOTIOACHUS
coctasuia 11,7% npotus 7,9% B rpyrne ¢ CPT. Briep-
BbIe OBLIO IMOKa3aHo, yTo MeTod PT cam mo cebe mo-
BBIIIAET 3-JICTHIOIO BEKMBAeMOCTh Ha 36%.

B mocireqHee BpeMsT B IuTepaType BCE Yallle TUCKY-
TUPYETCS BOIPOC O 3HAYEHUHU MPOJOJIKUTEIBHOCTU
nHTepBasia QRS 1 0 HEOOXOAMMOCTH OIICHKN MEXaHH-
yeckoit guccunxponuu npu CPT. Pe3dynbraThl HegaB-
Hero uccienosaHuss DESIRE noxka3zanu, 4Tto mpomoJ-
KUTEJIbHOCTh QRS He SBIsieTCsI TMPOTHOCTUYECKUM
(akropom xopoiiero otBeta Ha CPT. B rpynmax 60J1b-
HBIX Kak ¢ y3kuM QRS (=120 Mc), TaKk U ¢ IIMPOKUM
KOMTILIEKCOM OBLJIO OJMHAKOBOE KOJMYECTBO OTBETUB-
mmx Ha CPT. OcHOBHBIM TTpeAUKTOPOM 3P (PEKTUBHOC-
™ CPT B 3TOM ucciegoBaHUM OblIa MeXaHUYecKasi
JVUCCUHXPOHMS. B npyrux uccinenoBaHusIX, HAIPOTHB,
MoKa3aHo, YTO caMo 10 ceOe yBeJIMYEeHUE MPOIOIIKMI-
tepHOCTH QRS (6omee 120 Mc) SIBIIIETCS JOCTATOYHBIM
MOKa3aHUEM JUISI YCTAaHOBKU OMBEHTPUKYJISIPHOTO
anexkTpokaparoctumynsropa (BBOKC) npu nHanmnuanmn
COOTBETCTBYIOIIMX KJIMHUYECKUX MokazaHuii. [To gaH-
HBIM MHoroueHTpoBoro uccienoBanuss PROSPECT,
CpaBHEHHUE IPOTHOCTUYECKON ILIEHHOCTH pPa3IUYHbIX
axoKapauorpadudeckKux MmapaMeTpoB IUCCUHXPOHUU
HE BBISIBUJIO KaKOro-JI1M00 OJHOTO U3 HUX, 00J1anaronle-
TO BBICOKO# TPOTHOCTUYECKOM TOUHOCThIO. DTO MOCITY-
KIJIO TIOBOJIOM JIJTSI MCKJTFOUEHMST M3 OCHOBHBIX IIOKAa3a-
Huit kK CPT B pekomeHnaiusx EBpomeiickoro o06-
mectBa Kapanojioros ot 2007 . u ACC/AHA ot 2008 1.
00513aTeIbHOTO HAJIMYMSI MEXaHWYECKOM TUCCHUHXPO-
Hun. [1py 3TOM MHOTHIC YI€HBIC CXOASITCS BO MHCHUH,
YTO pa3oyapoBBLIBAIOLINME PE3YIbTaThl WCCAEIOBaHUS
PROSPECT 00BSICHSIIOTCSI MCMOJb30BaHUEM YJIbTpa-
3BYKOBOI1 ammapaTypbl pa3JIMYHOTO Kjacca U ydacTUeM
CTIEIUAIMCTOB C Pa3HBIM YPOBHEM TTOATOTOBKU.

B HacTos111ee BpeMsl cuuTaeTcsl OOLISITPUHSITHIM,
yTo 60JBHOM, MMetonnii pedpakTepryto XCH, ®B
JI2K menee 35%, 6nokanmy jeBOii HOXKU ITydka Iica
(BJIHIIT) u npomosxutenbHOCTh QRS He MeHee
150 mc, sgBhsgeTcs MOTEHIIMAIBHBIM PECIIOHIECPOM Ha
CPT u He TpeOyeT 00513aTeJIbHOTO OIpeAeIeHUs KpU-
TepHeB MeXaHNYECKOU muccruHXpoHnu. OmHAKO Mpo-
BeneHue OxoKI nmaxe B 3TUX cllyyasX HEOOXOAUMO
IUIST OLICHKU CTETICHM BBEIPAXXEHHOCTH CUCTOJIMYCCKOM

IUCHOYHKIINNA, MUTPAIBHON M TPUKYCITUOATBHOU pe-
TypruTalivi, HAPYIIEHUHA JIOKAJbHOM COKPAaTUMOCTH
JIZK. Bo Bcex ocTalibHBIX ciydasix (Y3KUii KOMILIEKC
ORS, BITHIIT, Bwmipaxennast auchynkumsa 1K u
KPYITHOOYAroBbIii MOCTUH(MAPKTHBIN KapAMOCKIIePO3)
BBISIBJICHHE JOCTOBEPHBIX KPUTEPUEB TMCCUHXPOHUM
o gaHHbIM DXoKI" 006s13aTenbHO.

M3 cKa3aHHOTO OYEBUIHO, YTO 3JICKTpUUYECKas
JMHUCCUHXPOHUS He BCcerna rapaHTUpPyeT HaTMYue Mexa-
HUYECKOW IMCCUHXPOHWM, a OTOOp IaIlMeHTOB Ha
CPT, ocHOBaHHBIM TOJBKO Ha MPOAOJIKUTEILHOCTHU
koMIutekca QRS, He MOXET CIYXKUTh HaJeXXHbIM KpH-
TepUeM IIOJIOXKUTEIHLHOTO OTBeTa Ha PECUHXPOHU3U-
pyIolLyIO Tepanuio. YMeHblleHue JIUTeIbHOCTH QRS
IIOCJIe PECMHXPOHU3AIINM He KOPPEIUPYET ¢ YIIydllie-
HUEM KJIMHUYECKOTO M TeMOIMHAMMNYECKOTO COCTOSI -
HUs mnanmeHToB. [IpomoIIKMTETbHOCTE KOMILIEKCa
ORS npu nposeaeHuu CPT MokeT yBeaMuMBaThbCS
WIN He W3MCHATBHCS, HECMOTPS Ha 3HAYMTEIBbHOE
YMEHbILIEHE MeXaHUYECKOI TUCCUHXPOHUU. B cBSI3U
C BTUM OIIpeAe/IeHe MEXaHWYeCKON MTMCCUHXPOHUM
JIOJIKHO 0a3upoBaThbCsl Ha TMOCJIACAHMX pa3padoTKax
Ox0KT, koTopast mpu3BaHa 3aMEHUTb IEKTPOKAPIANO-
rpacdpuro (BKI) kak MeTon BeIOOpa IJist OTOOpa TMalK-
eHToB Ha CPT u olieHKU ee 3(h(PEeKTUBHOCTH.

Dxokapauorpadus IBisieTcss HauboJiee MPOCTbIM U
JIOCTYITHBIM METOIOM OILIEHKM MEXaHWYeCKOM TUCCHH-
xpoHun. IlpumeHsior pasHoobpasHble DxoKI'-Merto-
KA, BKIOYass M-pexkuM, TBYXMEPHBIA peXKUM, VM-
ITyJIbCHO-BOJIHOBOM JOTIUIEPOBCKUI PEXKIM, TKAaHEBOE
MUOKapAuaIbHOE IOIIUIEPOBCKOE KapTUpOBaHUE U
HOBEHIITNE TEXHOJOTUY IByXMepHOii nedopmaruu (2D
Strain, 2D Speckle tracking), TpexmepHyio DxoKI u
TPEXMEPHYIO TKAaHEBYIO CHMHXpPOHM3alMio. TkaHeBas
MUOKapauaibHas Aonrep-sxokapauorpapus (TM]I)
SIBJISIETCST OMHOM 13 Hanbosiee NH(GOPMATUBHBIX COBpPE-
MEHHBIX METOIWK U OOBEOUHSIET MUMITYJbCHO-BOJIHO-
BOI PEXUM, IIBETOBOE MOMILIEPOBCKOE KAapTUPOBAHUE C
aHaJIM30M CKOPOCTHBIX ITOKa3aTe el IBIKEHUS CTEHOK
(TVI), pexxum TKaHeBOro ciexeHus (tissue tracking),
cMemeHnsT Muokapaa (displacement), TKaHEBOI CUH-
xpoHM3auuu (tissue synchronization), aecdopmauuu
(strain) 1 ckopocTH HecopMaIIi MUOKapaa (strain rate
imaging), aHajau3 BEKTOpa CKOPOCTU ABMKEHUS MUO-
kapaa (VVI). Bce 3T TeXHONOTrMU MOTYT UCHOJB30-
BaTbCsI IS OIIEHKU MEXCKETyTOUYKOBOM U BHYTPUKEITY-
JIOYKOBOM TUCCUHXPOHWH.

Mexanu3sm aMCCHHXPOHHMH NPHU cepedHOH
HEJO0CTaTOYHOCTH

MexckenynoukoBoe B3aMMOJEUCTBUE, a TakKxke
MEXCKETTyIOYKOBBINT aCMHXPOHU3M SIBIISIIOTCS KITIOUe-
BBIMHM MOMEHTaMU (DOpPMUPOBAHUS HACOCHOW U CO-
KpaTUTEJTbHON AUC(hYHKIIMA MUOKApAa MPaKTUIECKHU
MpU JIIOOBIX CEPIEYHO-COCYIMCTBIX 3a00JICBaHUSIX.
IMonnManMe MeXaHN3MOB (POPMHUPOBAHUS W U3MEHE-
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CEPAEYHAA HEAQOCTATOYHOCTb:
CMEPTHOCTb 1 ANCCUHXPOHWNA CEPOLIA

PacLumpeHHbi 8% e —
QRS > 120 mc | o 6 . |
NYHA I _
NYHA I
CumnTomsl npu NYHA IV
yMepeHHon  CHMITOMbI pu= -
aKTUBHOCTU MUHUMabHOM UMIMNTOMbI
aKTUBHOCTH B roxoe
BXeronHan eMepTHooTe. [ 5-15 2025 | 30-70
%
BHesanHas 50-80
CMEPTHOCTb, 30-50
% OT eXeroaHoil 5 50

Puc. 1. Koppensiuss Mexny miuteabHocTbio QRS u
CMEPTHOCTBIO (Ccxema)

HUS MEXKaMEePHBIX B3aUMOJEUCTBUI BaXKHO B OLIEH-
K€ BBHIPAXKEHHOCTH CepIaecIHOM HemocTaTouHocT!. Ha-
DYILIEHUST TPEICcepIHO-XKETYI0UYKOBOM M MEXKeTy-
JIOYKOBOW MPOBOIWMOCTH BCTpevaroTcs y 35% manu-
eHtoB ¢ XCH (B 90% cnyudaeB B ¢opme GJIOKaIbI Jie-
BOIl HOXXKM Tyuka [uca). [Tpu aTOM umeeTcs npsimas
KOppeSLys MeXAY JIMTETbHOCThIO KoMIuieKca QRS
U CMEPTHOCTBIO CPEIW 3TOUl TPyMITbl MAlMEHTOB C
XCH (puc. 1).

Hapymienust AB-nmpoBoauMOCTH MPUBOASAT K TOMY,
YTO BO3HMKAET TMCKOOPAMHAIINS COKpPAIICHUI TIpe-
cepauit U XKeaya0uKoB, a 3aMeUIeH1Ee MPOBEIESHUS 110
cucreme Ica—IlypkuHbe COIIPOBOXIACTCS HECOTTIA-
COBaHHBIM COKpAIIICHUEM XKeIYI0YKOBBIX CETMEHTOB
MHoOKapaa. B pe3ynbrare mosBIsIeTCS JECUHXPOHM3a-
usl B paboTe Kamep cepila, 4YTo CrocoOCTBYET MO -
JNEPXKAHUIO W TPOTPECCUPOBAHUIO TIPOIIECCOB MMO-
KapauaJabHOIO pPEeMOIEIMPOBAaHUs, a TaKKe COIpO-
BOXKIIA€TCSI CIOXHBIMUA KOMIIEHCATOPHBIMU TIaTO(U-
3MOJOTUYECKUMU M3MEHEHUSMHU CO CTOPOHBI Cepaey-
HO-COCYIUCTOM CUCTEMBI B 1I€JIOM, BKJIIOYAIOIIMMH B
ce0s1, B YaCTHOCTH, ¥ HapyIIeHue (pa30BoOil CTPYKTYPHI
cepieyHoro 1ukia. TakuMm o6pa3oM 3aMblKaeTcs Ma-
Tonormueckuii Kpyr [11, 42] (puc. 2).

AHaToMHYeCKHe OCOOEHHOCTU KaMep cepala,
CTPOEHME TPOBOJISIIE CUCTeMBbI Cep/lla U KOHTpaK-
TWJIbHBIX 3JIEMEHTOB, a TakXe 0acceiiHbl, B KOTOpbIE
WM3TOHSIETCS KPOBb, — 3TO OCHOBHBIE JNETEPMUHAHTHI
HACOCHOI cepleuHoil mesTenbHocTU. HapyieHus
TIPOBENEHUST UMITYJIbCA B TIPOBOJSIIEH CUCTEME CepI-
na npu XCH Bo3HUKalOT J0BOJIbBHO YacTto. Hanbonee
pacrpocTpaHEHHBIMU SIBJISIIOTCSI aTPUOBEHTPUKYJISIP-
Hble 0JIOKaAbI TTIEPBOIL cTereHu, OJI0Kaabl HOXEK My4-
ka [ica, HapylIeHUsT MeX- W BHYTPYIKEITYIOUYKOBOM
IIPOBOAMMOCTH, TIPOSIBIISTIOIINECS Ha ITOBEPXHOCTHOM
OKI pacmmpeHuem komriekca QRS [37, 41].

CymectByroT HeckonbKo TiioB BJIHIIT, u nx me-
XaHu4yeckuit 3¢p¢eKT 3aBUCUT OT JOKaau3aluu 0J10-
kanpl. CornmacHo pesyisratam A. Auricchio m coaBr.
[35, 36], BJIHIIT gBnsercsi KOMIUIEKCHBIM 3JIEKTPO-

MeXaHNUYeCKUM TTPOsIBJIeHUEeM 3a00JIeBaHMsI, pa3BUBa-
IOIIMMCST B PE3yJIBTaTe 3aMENJIEHUsI MPOBOAUMOCTH,
JIOKAJIM30BAaHHOTO Ha HECKOJIBKUX aHATOMUYECKUX
ypoBHAX. B cBoeit paboTe OHU IMOKAa3aIM ITOCICIOBa-
TeJbHOCTh akTuBaMu JIZK y 6oabHbIX ¢ XCH, nmero-
mux BJIHIIT. Ona HaunHaeTcs B 00JIaCTH BEPXYIIKH,
pacmpocTpaHsIeTCs Yepe3 HUXKHIOK CTEHKY K O0OKOBOM
¥ 3adHEO0KOBOI CTeHKAaM 1 3aKaHUYMBaeTCS B 0a3ajib-
Hoi#t obaactu JIZK B HemocpeaCTBEHHO# OIM30CTH OT
KOJIbIIa MUTPAJIBHOTO KJiarmaHa. ABTOpAaMM HCCIIENO0-
BaHWUS OBLT cAeIaH BBIBOI O TOM, UTO IIJIST OOJIBILIMHCT-
Ba 60abHBIX ¢ XCH mpu BJIHIIT xapakrepHa crieru-
¢uueckas U-obpa3Hasi akTUBALIMS UMITYJIbCca, Bpallia-
foIIasics BOKPYT BepXYIIKY M HIDKHEW cTeHKH JIK.

B 1925 . C. Wiggers 1mokazait, YTo aHOMaJIbHas aK-
THBAIUS KEJIYTOUYKOB TPU CTUMYJISIIIAKM BEPXYIIKH
npaBoro xemynouka, Kak v npu BJIHIII, Bbi3biBaer
cHuxkeHue ¢yHKiuu JIZK U ero cTpykTypHylo mnepe-
CTPOIKY. MI3MeHeHHasI TT0CIeI0BaTeIbHOCTD ICKTPH-
yeckoit aktuBauu JIZK mpu BJIHIIT Bemer k MexaHu-
YeCKOI TUCCHHXPOHUM KEJIYIOUYKOBOTO IIUKIA U BCETO
CepIeYHOro IIUKJIa C HeIMOCPEACTBEHHBIM OTpUIIATe b-
HBIM BIIMSTHMEM Ha TeMOAWHAMUKY. BcieacTsue Toro,
YTO DJICKTPUUYECKUIM MMIYJIbC PaclpOCTpaHsIETCs
crpaBa HajeBo, U He no cucreme Iuca—IlypkuHbe, a
HEeNOCPeACTBEHHO II0 MUOKapay, oH gocturaer JI2K
TO3Hee, M CKOPOCTh €r0 paclpoCTpaHeHUsI MEHBbIIIE,
yeM B HopMe. B pesymbprate MexaHWdecKash CHCTOJIa
JIK 3ameTHO 3ama3ipiBaeT OTHOCHUTEIBHO CHCTOJIBI
IT2K u craHoBUTCS Gosiee TIPOAOJIKUTENbHOM [27, 32,
33]. Bo3oyxkneHue 3anHe00KoBOM cTeHKU JI2K mpouc-
XOIUT TO3IHEE MEXKEITYIOIKOBOM MTeperopoaK, 9TO
3HAUUTENbHO CHMXAET TeMOoAMHAMUUYecKylo 3(Pdek-
TUBHOCTb cucTonbl JIZK, Tak Kak OTCYTCTBYeT CHH-
XPOHHOCTh cokpaieHust creHok JIZK. T1poucxonut ya-
JMHeHue (a3bl MpeAbI3THAHMS, W30BOJIOMUYECKOTO
COKpallleHUsI 1 pacciabiieHus1. B uTore 3HaYUTEIbHO
cokpaiuaercst auacrona JIZK, yTo mpensiTCTByeT HOP-
MaJibHOMY HaroJiHeHuto JI2K.

CIIOXMBIIMICST B3IJISII HAa MEXaHU3M TI0JIE3HOTO
neiictBusa CPT 3akimoyaeTcs B clemyromnieM. DIIeKTPH-
yeckasi TMCCUHXPOHMST MOXET BbIpaXkaTbCsl B BUAE aT-

AV-ONCCUHXPOHUSA — HeQOCTYNHA y nauneHTos ¢ O

BHyTpwxenyaoykosas
LNCCUHXPOHUS

Mexckenynoukosas
ANCCUHXPOHUS

Puc. 2. DnemeHThl cepaeuHoit nuccunxponuu (Cazean S.
M coaBT., 2003)
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PUOBEHTPUKYJISIPHON, WHTEPBEHTPUKYIISIPHON W WH-
TpaBeHTPUKYJISIpHOU [8, 13]. ATpHMOBEHTPUKYISIpHAS
IACCUHXPOHHMS BBIpaXkaeTcsl B BUAE HapyIIeHHUS Ha-
nojpHeHus JIZK, mpecrcronmueckoir MUTpaIbHOR pe-
TYPTUTAllMM; WHTEPBECHTPUKYJISIpHAS — HapyIIeHUS
HanomHeHn JIK, 3amepKKy CHCTOJIBI, CHIDKEHUS BbI-
Opoca; WMHTPaBEHTPUKYJsApHass — IapagoKcaabHOro
nBuxxeHus: MXKII, cermeHTapHO HETOMOT€HHOCTU
cokpaueHus JIZK, ycyryonenust peryprutanuu Ha MK.
IMocnennsast accouumpyercst ¢ mnosiBieHremM Ha OKI
IUPOKOro koMruiekca QRS, mpenumMyiliecTBEHHO B BU-
ne noaxoi BJIHIIT [12, 16, 22].

IIpuMeHeHre OMBEHTPUKYJISIPHBIX KapAUOCTUMY-
JISTOPOB BeIeT K PECUMHXPOHU3ALMU IIpoliecca Jero-
nsipusanuu JI2K B 11e10M, UTO JOIKHO COTIPOBOKIATh-
cd  yAydIIEeHWEeM COKpPaTMMOCTH MHWOKapma ¢
TOCIICAYIOINM €r0 OOpaTHBIM PEMOACINPOBAHUEM.
Benymumu crieuuanuctamu mo npooneme XCH npen-
JIOXKEHO CYMUTATh, ITO ITOT MPOILECC IMPOUCXOIUT TOT-
na, korga ®B JIK moBsiiaercst 6osee yem Ha 15%
/WU pa3HHUIIa MEeXITYy KOHEUHBIM AUACTOIMICCKAM
(KI1O) M KOHEYHBIM CHUCTOJUYECKUM OOBEMOM
(KCO) nossiaercs Ha 10%. Kak moka3bIBaeT OIbIT
A. Dacosta, ynyumenne @B JIK B oTBer Ha mobyTta-
MUWHOBBIN CTpecC SIBIISICTCS HaIeXKHBIM ITPEITNKTOPOM
XOPOIIIETO TTPOTrHO3a MPY MMIUIAHTALIUY OWBEHTPU-
KyJISIpHOTO 3iekTpokapanoctumyssitopa (BBOKC).

Meroap! AMarHOCTHKH 31€KTPOMEXaHUIECKOM
AUCCHHXPOHHUH CepAla IPH XPOHUYECKOMH
Cep/e9HOd He[0CTaTOYHOCTH

TexHosorust TKaHEBOTO AOMILIEPOBCKOTO UCCIEN0-
Banusa (TIN) 6a3upyeTcs Ha MPUHLKIIAX, TPUMEHsIe-
MBbIX B OOBIYHOM JOMILIEPOBCKOM (POPMUPOBAHUU
n300paxkeHusT KpoBOTOKa. [Ipu 3TOM B TeXHOJOTUU
TN ucrnoab3yloTcs ABa IJIaBHBIX OTJIMYUS MEXKITY CUT-
HajaMH, TOJIydaeMbIMU OT KpOBH 1 OT TKaHU. CKOpo-
CTU KPOBOTOKA B MOJIOCTSIX KETYOOUKOB M KPYITHBIX
cocynax cpaBHUTENbHO BbicokM — 100—150 cm/c. B To
JKe BpeMsI CKOPOCTb IBMXKEHUS MUOKapaa 3HAYWUTEb-
HO MeHbIe — 5—15 cMm/c 1 penko nipeBbimaeT 20 cM/c.
KpoMe Toro, ammiauryma oTpaxkeHHOro OT MUOKapaa
JIOTIJIEPOBCKOIO CUTHAJIa 3HAYUTEbHO BbIlIE aMILIU-
TYJbI CUTHAJIa CKOPOCTH OT BHYTPHCEPJACYHOTO ITOTOKA
KpoBu. [ToaToMy st U3ydeHUs ABUXXKEHUS MUOKapaa
AHAM3UPYIOTCS 3XOCUTHAJIBI ¢ HU3KOM CKOPOCTHIO U
BBICOKO aMITJIUTYIOM, a 9XOCUTHAJIbI OT TOTOKOB KPO-
BU C BBICOKOUW CKOPOCTBIO M HU3KOM aMILUIATYIOU I10-
JABJISIOTCS C TIOMOIIbBIO COOTBETCTBYIOLIUX (PUIBTPOB.

ITpu uccnegoBanum MetogoM TIW aHanusy moa-
BEpraroTcsl mapaMmeTpbl aMILIUTYIbl M CIBUra 4acToOT.
CoueTaHre 3THX ITApaMEeTPOB UMEET ABa BaXKHBIX IIpe-
umylecTBa. Bo-nepBbIX, X aHAJIU3 TTO3BOJISIET OTIE-
JIMTb TKAHEBbIE CTPYKTYPbl OT pa3jMYHbIX apTedak-
ToB. Bo-BTOphIX, TexHomoruss TJIW mu3 MHOXecTBa
SXOCUTHAJIOB BBIAEISIET 3aKOAMPOBAHHOE IO ILIBETY

CMeIlleHUEe HEeMOCPeICTBEHHO CTeHKM cepala. biaro-
napsi 3TUM IpeuMylecTsam Metoaom TAM npoBoauTt-
cs OlLIEHKA JBMXKEHUs CTEHOK Ceplllia U BU3YyaJIbHO, U
KOJIMYECTBEHHO C ITOMOIIBIO aHajM3a TpeX ITapaMer-
POB: JTIOKaJIbHOI aCUHXPOHHOCTU JABMXEHMS, HaMpaB-
JICHUS BEeKTOpa M CKOPOCTH IBYDKCHUSI MUOKapIa.

OcHOBHOI1 (popmaT U300paxkeHUs1, KOTOPOE aHAIU-
3UpYyeTCs BU3YaJIbHO TP MCCICAOBAHWUU IMAIlCHTA U
SIBJIIETCS] UCXOAHBIM MaTepHrajIoM ISl JajdbHeIei 00-
paboOTKM TMOJYyYeHHON WHGpOopMallMU, — ABYXMepHas
TIWU (2D TAW). Bro 1iBEeTOBOE AOMIIJIEPOBCKOE U300~
paxeHue TKaHW, HaJOXEHHOe Ha OOBIYHOE ABYXMED-
Hoe n300paxkeHue B pexxuMe cepoit mkanbl. LIBet kax-
IOl TOYKU, KaK U TPU OOBIYHOM AONIIEPOBCKOM
peXMMe, KOTMPYETCsl B 3aBUCHUMOCTH OT HaIlpaBJICHUS
JIBVDKEHMSI TI0 OTHOIIEHUIO K IaTYMKY, 00JIagaeT BhICO-
KMM TIPOCTPaHCTBEHHBIM paspemieHueM. Meron TN
Haubosee UHOOPMATUBEH MPU HUCCAEIOBAHUU BIKE-
HUS U3 BEPXYIICYHOTO JOCTYIIA, YTO ITO3BOJISICT aHAJI-
3UPOBATh XapaKTep MPOAOILHOIO IBMXXKEHUSI MUOKapaa
B IJIOCKOCTH Jiydya M OTpaxkaeT CyMMapHYIO CKOpPOCTb
IBUXEHUS MMOKapia B KaXIbli MOMEHT BpPEMEHHU.
JlaHHas CKOpPOCTb ClIaraeTcsi U3 HECKOJIbKUX pa3HOHA-
MpaBJIeHHBIX cocTaBisomux. [Ipexne Bcero, 3To co0-
CTBEHHO COKpallleHuWe U pacciabieHre Muokapaa. B
CHCTOJTy 0a3aIbHBIC M CPETHUE CETMEHTHI JIEBOTO XKeJTy-
JIoYKa JBUXKYTCS BHYTPb MOJIOCTU MO HaMpaBJeHUIO K
BEepXyIIKe. ANUKAIbHBIE CETMEHTBI TaKXe IBIXKYTCS
BHYTPb, HO HE K OCHOBAHUIO CEPALA, a K YCJIOBHOM TOY-
K€ — ero reOMeTPUIECKOMY IICHTPY, KOTOPHII pacIiono-
JKEH MEXIY BTOPOM U TPEThbEeM YACTIMU IJIMHHON OCU
(69% paccTosiTHUS OT OCHOBaHWS O BepXyIIku). Bce
CEeIMEHTHI KeJIyIouKa BO BPeMsI CUCTOJIbI ABUXKYTCS K
5TOI TOYKE TMOJA PA3HBIMU YIJIAMU U C Pa3HOU 3KCKYp-
cueii. Haubonbiee aBMXKeHWE OTMEYaeTCss B OCHOBA-
HUU cepala Ipu MOYTHU MOJHOM OTCYTCTBUU IBUKEHUS
B alMKaJIbHBIX CeTMEHTax. B mmacTosy Bce cCerMeHTHI
MMOKapa ABUXKYTCS OT LIEHTPa TSKECTU JIEBOTO XKeJTy-
nouka. Kpome cobCTBEHHOTO COKpallleH!sI 1 pacciiad-
JIEHUSI MMOKapa JABUXKEHUE cepaia 00yCIOBJIEHO IO0-
CTynaTeJIbHbIM MepeMeLIeHUEM U POTALIMEN B TPYAHOM
KJIeTKe. B cucrony cepalie poTupyercs U JBUXKETCS B
TPYOHON KJIEeTKe K JAaTYMKY, B IMACTOIY — OT JaTIMKa,
MPpY 3TOM BEpXyIlKa CPAaBHUTEJIbHO MaJOINOABUXKHA, a
OCHOBaHME aKTUBHO CMEILIAETCS K BEPXYIIKE B CUCTOJY
U oIyckaeTcs B iMactony. OCHOBHBIE ITPOIOJIbHBIE Cpe-
3blI 7151 aHaIu3a pe3yasratoB TAW nonyvaioT U3 Bepxy-
LIEYHOTO JOCTYIa, TIe CTEHKHU KeJyIOYKOB HamboJjee
MapajuleIbHbI YIBTPa3ByKOBOMY Jiydy. Bcero ucnonn3y-
10T TPY BEPXYIIIEUHBIX CTAHAAPTHBIX Cpe3a; YeThIpexKa-
MEpPHBIMA JUIMHHBINA, JJIWHHBIA JIEBOTO Xeayao4ykKa C
aopToi, nByXKaMepHBIN. OIEHMBAIOTCS IBUKCHUS
anuKaJbHbIX U CPEIHUX CETMEHTOB B BbILLIEyKa3aHHBIX
cpesax, BepXyIllKa M IpujIeXalne K Hell 9acTU BepXy-
IIEYHBIX CETMEHTOB HEe aHATU3UPYIOTCS BBUIY CJIOXHO-
CTH TIOJIyYCHHMS ¥ TPAKTOBKH JAaHHBIX.
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Puc. 3. [TapactepHaibHOE ceueHUe MO KOPOTKOM OCU B
M-pexume. U3MepeHre BHYTPUKETYIOYKOBOM 3a1epK-
KU BO BpeMs TTKa CUCTOJIMIECKOTO COKpaIeHUS 3aaHel
cTeHKU B mosioctu JIZK 1Mo OTHOIIIEHMIO K COKpaIIEHUIO
MEXCKeJIyTOYKOBOM nmeperopoaku y nmauuenra ¢ bJIHIIT

Bbnaromaps 9xoKI' u TkaHeBOMY JOMIIEPOBCKOMY
HCCJICIOBAHUIO BHISIBIICHO MHOXKECTBO MHIEKCOB BHY-
TPU- U MEXKEITYTOYKOBON TUCCUHXPOHUU, ITO3BOJIS-
IOIMUX CYIIECTBEHHO PACIIUPHUTh U ONTUMH3NPOBATh
OlLIeHKY cocTossHMst JIZK, mpeaocTaBIsSIIONIMX OO~
HUTEIbHYI0O MH(pOpMaIrio 0 (GYHKIIMOHAIBHOM CO-
crostHuM JIZK u sSBIsiIoIMXCs TOKa3aTeIs MU, TECHO
acconmupoBaHHbiMu ¢ CH, Hapsny ¢ @B, mutpaib-
HOM HEIOCTaTOYHOCTHIO, YTO AT BO3MOXKHOCTH 00-
Jilee TOYHO U OOBEKTUBHO BBHIOMPATh COOTBETCTBYIO-
mue JiedeOHBIC TIOAXOABI WM KOHTPOJIHUPOBATH
JWHAMUKY TIpollecca Y JaHHOM KaTeropuu OOJbHBIX.
HeobGxonumocTs B Oosee TiiaTeJIbHOM OTOOpE Ialu-
eHToB 111 mipoBeaeHust CPT coxpaHsieTcs B CBSI3U C
HaauyueM nauueHToB (6osee 30%), pe3UCTEHTHBIX K
CPT [15, 18, 20].

M-pexcum. Haunbojee MpocToii CMOCOO OLIEHKU
BHYTPMKETYIOUYKOBO TUCCUHXPOHUM — U3MEpPEHUE
B M-pexxuMe 13 mapacTepHaJIBHOTO TOCTYIa BpeMeH!
3aJep>KKM COKpallleHus 3anHeit crenku JIZK mo oTHo-
EHUI0 K  MEXOKEJIyIOYKOBOW  TMeperopojke
(SPWMD). 3HaueHue 310l BETUIUHBI IJISI OIIpeeie-
HUS BHYTPIDKEITYIOYKOBON TUCCUHXPOHUH COCTaBIIS -
et 6ostee 130 mc (puc. 3) [9, 17, 21].

B opurunanbHoMm uccinegoBanuu M. V. Pitzalis u
coaBT. (2002 r.) mpuanManu ydactue 20 marreHToB C
BBIPAXKECHHOM CEPIECYHOMU HEAOCTATOYHOCTHIO, Y KOTO-
pPBIX BHYTPMIKETyJOuKOBasl 3amepxkka Oojee 130 mc
cyuTajgach NaTOJOTMYECKO, YTO SIBUIOCH MPEIUKTO-
POM BO3MOXXHOCTH peMoJieTMpoBaHust Muokapaa JI2K
C TOCHAEAYIOIIUM KIMHUYECKUM YIYJIIeHUEeM II0Cie
npoBeneHust CPT (ayBctBUTENbHOCTE — 100%), crie-
uubudHocTh — 63%). OgHaKO IOJydeHHE HAHHOTO
rapamMeTpa He BCerjga OCyIIEeCTBUMO, OCOOEHHO IpHU
HAIMYUNA HapYIICHWI JIOKAIBHONM COKPAaTMMOCTU B
HCCIIETyeMbIX CETMEHTAX, y TTAalIMEHTOB C TUIOXUM aKy-
CTUYECKMM OKHOM CENTaJIbHOM M 3amHel CTEHOK.
Kpome Toro, B M-pexumMe MOXHO OLEHUTb aCHUH-

dirﬁﬁilﬂ

vy Y'Y'YYY.

Puc. 4. Bpemsi 3aiepXKd TpaHCAOPTAJbHOTO IOTOKA
(APE) — uHTepBas Mexny HadajioM Komruiekca QRS u
HaYaJioM a0PTATBHOTO IMTOTOKA

XPOHHOCTb JBMXKEHUS MIEPEropoJOYHON U 3aIHEl CTe-
HOK, B TO BpeMsI KaK aCMHXPOHHOCTb MOXET OTMe-
4aThbCs M 10 IPYTUM CTEHKaM [9].

HopManpHBI (DU3NOIOTUYECKUI aCHHXPOHU3M
MEXKEJIYIOYKOBOM IIEPETOPOAKM Y 3aaHEH CTECHKU
JIK (oxomo 60 mc) mpu rumneprpoduu HapacTaer.
Cpennss u cyoaopranbHasg yactu M2KII 3HaunuTenbHO
OIepexXaloT B 3TOM OTHOIIEHWM 3aJHIOI0 CTEHKY
(M2KII HaunHaeT ABMXKEHME paHblIe U ObICTpee J0-
CTHTAET ITNKA), aCHHXPOHU3M MeXOy 0a3aJbHbIM OT-
nenoM MKII u 3agHeil cTeHKON yBeIMYMBAeTCs IO
Mepe YIJIMHEHWsI CUCTOJIBI. PerMoHalbHBIE Hapylle-
HUSI CHCTOJIMYCCKOM M IHACTOJMYCCKON (DYHKIIUM
JIZK ciayxaT caMbIM paHHUM IIPOSIBJIEHUEM CKPBITOM,
a 3areM u ssBHoit CH. I1pu 3TOM HapyIleHHE IIPOIOJIb-
HOI (OyHKLIMU MPEAIIeCTBYeT HApYIIEHUIO IIUPKYJISIP-
Hoit [17, 34].

MexckenyT0uKOBYI0 JUCCUHXPOHUIO MOXKHO U3Me-
PUTH B UMITYJIbCHO-BOJTHOBOM PEXMME IIPU TIPOBEe-
HUM cTaHaapTHOI gorruiep-DxoKI. JJaHHBEIM MeTOIOM
ONPEIEIIAIOTCS CIEMYIoNIe UHACKCHI TUCCUHXPOHUM:
BpeMs 3afepXKKU TpaHcaopTajibHoro rmoroka (APE) —
MHTEepBaJ MEXy HayajioM KoMmIuiekca QRS 1 HayajioMm
a0pTAJIBHOTO TTOTOKA [24]; BpeMs 3amepKKu TpaHCIe-
rouyHoro kpoBotoka (PPE) — uHTepBan Mexay Hava-
JIoM KoMIutekca QRS 1 HadajioM ITOTOKA Ha JIETOYHOM
apTepun. MexckelynoukoBasi MeXaHUJecKasl 3a1epxK-
Ka OMpENessieTcs: 10 Pa3HOCTU BPEMEHHbIX HHTEPBa-
JIOB MEXIYy HayaJloM aopTaJIbHOI'O MOTOKa M ITOTOKa
B JlerouHoii aprepun. Ee 3HaueHue, TpeBbIIIaloniee
40 Mc, aBASIETCS KPUTUISCKUM TSI OTIpeieJICHUS] MEX-
KEIYIOYKOBOM TUCCUHXpOHNH. O BHYTPIKEITYIOUKO-
BOM NMCCUHXPOHUM CBHIETEIBCTBYET IJIUTEIHHOCTD
untepBasiia APE 6osee 140 mc (puc. 4, 5) [2, 17, 24]. B
IocaenHee BpeMs [UIST OLICHKN BHYTPIDKEIYIOYKOBOM
MTUCCUHXPOHMU HAPSIAy C TKAHEBOM IOIIUIeporpadueit
HCIIOJIb3YeTCsI METOM MCCIICAOBAaHMS He(popMaIliy MHO-
Kapjaa, Tak Ha3blBaeMOTo CTpeiiHa (OT aHIJI. strain —
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Puc. 5. BpeMs 3amepXKy TpaHCJIETOYHOIO KPOBOTOKA
(PPE) — unTepBan Mexay HayaaoMm Komiuiekca QRS u
HayaJioM MOTOKA Ha JIEFOYHOW apTepuu

necdopmaiust) (puc. 6). IIpeanouteHue, KOTOpoe He-
KOTOpPBIE aBTOPHI OTAAIOT 3TOMY METOMY, OCHOBAaHO Ha
TOM, 4TO Yy OOJIbHBIX C HApYIIEHUEM BHYTPUKEIYI0Y-
KOBOI1 TPOBOAMMOCTH OTMEUAETCS AUCCOLIMAIIIST MEX-
oy medopmaliideil M IBIDKEHHUEM MUOKapnaa. TkaHeBast
JIOTITUIEPOTrpaMMa OTpakaeT He TOJIBKO IBVKEHME TaH-
HOTO y4acTKa, HO U IBMXKCHUE Cepalia B IICJIOM, B CBSI-
31 C YeM OHa OoJiee BapradeibHa, TOrna Kak BeJuyrMHa
nedopMan XapaKTepHu3yeT COCTOSIHHUE TOJIBKO HC-
ciemyeMoro cerMeHTa [2, 19, 21, 38].

[TpononbHbBIN CUCTONINYECKUN CTPEH MUOKapav-
aJbHOT'O BOJIOKHA — YKOPOYEHHE, HOpMalU30BaHHOE
Ha JUTMHY MMOKap/a B IMACcTOy, aHAJIOTU4deH (ppakinm
BeiOpoca B OxoKI. I[IpomonabHOe cokpallieHue oTpaxka-
eT (haKTUYeCKU HacocHywo paboty JIZK B mpomoiabHOM
ocu. B HopMe cucTtonnyeckuii CTpeitH MUOKapauaib-
HOTO BOJIOKHA COCTaBJISIET B cpenHeM okojio 20% [31].
CHIDKeHMe 3TOro HOpMaTHBa SIBJIICTCS MapKepoM Ha-
pymenus aedopManuu. CTpeiiH MO3BOJISIET OLICHUTh
COCTOSTHME MHMOKapaa B KaXIOM CETMEHTE CTCHKH MHO-
Kkapna. [IperuMyniecTBo 3Toif METOAUKHU COCTOUT B TOM,
YTO ee MCITOIb30BaH1e M03BOJIsIeT AU depeHIINPOBaThH
aKTUBHOE COKpaIlleHUE OT MaCCUBHOIO IBMXKEHUSI, YTO
OCOOEHHO BaXHO ISl TALIMEHTOB C WIIEMUYECKOU
Kapauomuonarueit [23, 29, 39]. JlaHHbIe TUTEpaTyphl
CBUIIETETHCTBYET O BBICOKOW YYBCTBUTEIBLHOCTH TEX-
HOJIOTMH OLIEHKM AedopMaliiyd MUOKapaa B IPOrHO3e
obpatHoro pemoaenupoBanus JIZK npu CPT, npeBoc-
XOISIIIEH IYBCTBUTEILHOCTD CKOPOCTHBIX XapaKTepHC-
TUK ABUXEHMS cTeHOK. [lokazaHo, 4To 3ajepkKa -
KOBBIX CHCTOJMYECKMX CKOPOCTEl CpemHMX u
0a3albHBIX cerMeHTOB 00KoBoi1 cTreHku JIZK mo cpaB-
HCHHMIO C MEXCKEIYIOYKOBOM IIeperopoakoit 0osce
400 Mc obGyragaeT 4yBCTBUTEIBLHOCTHIO 93% 1 crieny-
duuHocThi0 88%, a mpu aHamuze 12 GasaJbHBIX U
CPEIHUX CEIMEHTOB C pacuyeToM CIielMaibHOI aedop-
Mallu, MpeBblamieil 60 Mc, 9yBCTBUTETBHOCTh J0-
cturaet 100% [2, 7, 20].

TexHonorusi BU3yanu3allMd BEKTOpa CKOPOCTHU
nerkeHust muokapaa (VVI) B HacTosiiee BpeMst SIBJIsI-

Puc. 6. TIW. YeTblpeXxKkaMepHBIIi BEepXyLIECYHBIN Cpe3.
CrpeitH (%) 6a3aTbHOTO OTIENa CeNTATBHON M OOKOBOIA
creHoK. Hapymienue necdopmainnu 1mo 60KOBOIl CTEHKe
(ITIO3UTUBHBIN CTPEIH) B CUCTOITY

€TCsl €IMHCTBEHHBIM TEXHUYECKU 3aBEPILIEHHBIM ITPO-
€KTOM, TTIO3BOJISTIOIIMM Ha OCHOBE OTCJIEXKMBAHUSI TISIT-
HHUCTBIX CTPYKTYp OTOOpaxkaTb HampaBJICHUE W BEJIU-
YUHY BEKTOpa CKOPOCTH IBIKEHMSI MMOKapaa Ha
MMPOTSCKEHUM BCErO CepIASYHOro IMKIA. DTa OpPUTH-
HaJIbHasi METOIWKa ITO3BOJISIET TOJIYYUTh WH(MOpPMa-
IINIO O paguaibHOI CKOPOCTH, OKPY:KHOCTHOI1 nedop-
MallMH1, a TAKXKe OLEHUTb AMACTOJINYECKYIO (DYHKIIMIO
10 BCEM CErMEHTaM XeJIyI04YKOB cepalia 6e3 ydyera yr-
JIOBBIX OrpaHUYeHMii TKaHeBoi momriep-OxoKI [2,
17, 25] (puc. 7).

Mertonuka VVI BKItouaeT B ce0sl HE TOJIBKO TEXHO-
JIOTUIO OTCJICKUBAHMS TISITHUCTBIX CTPYKTYP, HO M PSII
JIPYTUX, TaKUX KaK COIJIaCOBaHUE IJI00AJIBHOIO IBU-
KEHUSI, COOTBETCTBUE IEPUOIMIHOCTH CEePACUHBIX
ukiIoB. MHboOpManus o KHUHETUKE MUOKapaa MOXKET
0TOOpPaXXaThCs Pa3IMYHBIMU CTIOCO0aMU B 3aBUCUMO-
CTH OT XeJIaHUs MCCIeIoBaTelNsl U KIMHUIECKON He-
00XOIUMOCTH.

J71s1 oLleHKY TUCCHHXPOHMN MUOKAapaa IpeIycMo-
TPEHO HECKOJIbKO CHelMalbHbIX MapaMeTpoB. Tak,
0TOOpakaloTCs TaHTeHUMAIbHEBIC (BIOJIb KOHTYpa) M
paavaibHble CKOPOCTH, a Takxke aedopmaliys, CKO-
pocTh AehopMallii U TAHTEHIIMAJIBHOE U pafiaibHOE
CMeIIeHUE TSI KaXKIO0ro CErMeHTa COIJIacHO KJIacCH-
dukanum AMepUKaHCKOTro 0bIlecTBa MO IXOKapAuo-
rpapur. ABTOMAaTUYECKM OTOOpaXKAIOTCS TaKHUe I10-
Kazareju, Kak BpeMsI 10 TTMKa CUCTOJNIECKOM CKOPO-
cTH, a Takke BpeMs 10 50 u 75% nuka CUCTOIMYECKOM
CcKopocTU. JIOTOJHUTENBHO TSI KaXKI0U KpUBOI pac-
cunTHIBaeTCs ha3a Imo maHHBIM aHanmm3a Pypwe, KoTo-
pasi oTpaXkaeT CUHYCOMY, HaWJIy4llIUM 00pa3oM Mo~
XOIAIYI0O K YKa3aHHOW KpuBoii. OToOpaxkaeMble
3HaueHUs1 a3 SBISIOTCS OTHOCHUTENbHBIMU K (ha3e
cpenHero (T100abHOTO) ABMXeHUsI. Takum oOpa3om,
oTpullaTeJIbHbIE 3HaYeHUs (pa3bl XapaKTepus3yloT 00-
Jlee paHHee IBIKEHUWE, a TIOJIOXKUTENIbHbIE 3Haue-
Hus — OoJiee no3nHee [17, 28, 29].

IMpn u3ydyeHUM CKOPOCTEN TMPOMOJBHOTO ABUXKE-
Hus JIZK cBeieHusI, MOJy4YeHHbIE TIPU TTOMOLLY TEXHO-
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Joru VVI, MOXHO BBIBOIUTH Ha OJHY CTPAHUILY IJIst
WX aHaJIM3a B COBOKYITHOCTU C KPUBBIMU BpeMsl/CKO-
POCTh U3 BeexX Tpex nmo3uiuii (puc. 8). HecMoTpst Ha TO
YTO M3-3a HOBU3HBI MeTOOUKM VVI 00IIeTIpUHSITHIX
MOKAa3aHU K ee MPUMEHEHUIO ellle He BhIpaboTaHo,
OHa YyXe ycriesa IMpoJIeMOHCTPUPOBATh CBOIO 3 dheK-
TUBHOCTD IIPH LIEJIOM Psiie COCTOSIHUI, a TAKXKE B BhI-
SIBJICHUW HauOoJiee paHHUX JOKIMHUYECKUX TTPU3HA-
KOB TUCGYHKIIMU MUOKap/a.

Texnosiorus VVI B KoJin4ecTBEHHOH OIl€HKE
XKeJTy0YKOBOM JUCCHHXPOHHH U IPOTHO3€
3¢ (peKTHBHOCTH peCHHXPOHU3HPYIOIIer
Tepanuu

OpHuM 13 HauboJiee TIEPCTIEKTUBHBIX HATIPaBlie-
HUI UCIOJIb30BaHUS TEXHOJOTUU VVI sIBIIsieTCsT OLIeH-
Ka TUCCUHXPOHUY MUOKApP/Ia, a TAKXKE MCIIOJIb30BaHUE
pesyastaTtoB VVI s pelieHust Borpoca o6 oroope
o6ompHbIx Ha CPT. [Jokazano, yto CPT mocroBepHO
CHIXaeT CMEPTHOCTh U 3200JIeBa€MOCTh MALIUEHTOB C
XCH u HapyllleHUusIMU TIPOBENEHUSI DJEKTPUYECKOTO
ummynbca B cepate. OnHaKo y 4acTu MalueHToB, 0TO-
OpaHHbIX i npoBeaeHust CPT myTeM OLIEHKM Mpo-

Puc. 7. Bextopbl cKopocTeit
CMelleHUsI MuoKapaa B (azy
MaKCUMaJIbHOTO U3THAHMS

LIBeT BEeKTOPOB: XeJNThIii — mepe-
TOPOJOYHBIN 0a3aJIbHBII CETMEHT;
CUHUI — TEeperopofovYHbIi cpen-
HUIi; OpaHXeBbIll — MEPEeropoaoy-
HBIIl BEpXYILUECUHBI; KpacHBI —
OOKOBOI1 0a3ajbHBIN; 3€JACHBIN —
0OKOBOI CpeHUIA; HUOETOBBIN —
OOKOBOI1 BEPXYIIECUHBI.

Puc. 8. KpuBble ckopocreii
CMEIEHUSI CETMEHTOB Tepe-
TopoiKu 1M OOKOBOW CTEHKH
JIK 3a omuH cepaeyHBI
LIMKJ B (pa3y MaKCUMaJIbHOTO
MU3THAHUS 10 HArpy3Ku

JOJDKUTEILHOCTY KoMIuiekca QRS, B pe3yabTaTe Jieue-
HUS He HaOTI0AaJI0Ch KaKOTO-JIUM00 yiaydleHus: (pyHK-
i JIK ¥ KMTMHUYECKOro COCTOSTHUS.

J1JIs1 KOTMIeCTBEHHOM OIIEHKU CTeTIeH! XpOHIIe-
CKOM IMCCUHXPOHUU U ST TIpOTHO3a 3(deKkra oT
CPT B HacTosilliee BpeMsi UCTIOJIb3YIOTCSI HECKOJIBKO
METOAUK TKAHEBOI'O IOIILJIEPOBCKOrO HCCIEIOBa-
Hus. TkaHeBas gonrieporpadust B OlleHKe TUCCHUH-
XPOHMH, OTHAKO, UMEET OTpaHNICHHOE UCITOIb30Ba-
HUE B CWJIy YXe YIOMSIHYTHIX IpHYMH. B mccnemno-
Banuu M. Cannesson u coasT. (2006 1) y 23 manueH-
ToB — KaHaugatoB Ha CPT u 11 3mopoBbix g106po-
BOJIBIIEB IIPY UCITOJIb30BaHUM TeXHOJIorun VVI 0bum
oIpee/ieHbl KpUTEPUU, OOSCIIeUUBAIOIIME XOPOIIUiA
otBeTr Ha CPT. IMonoxurenpHbiM 3(hdektom CPT
cuntanock ypennyenune MB Ha 15% u Gosee ot uc-
XOTHOTO YPOBHSI. B Tpymiie malneHTOB ¢ XOPOIIUM
apdpexkrom CPT creneHb acCMHXpOHUM ObLIa BHIIIE,
yeM B rpymnie 6e3 apdpexkra CPT (HaubosbIinas pas-
HOCTh BO BPEMEHHU ITMKOBBIX CUCTOJIMYECKUX CKOPO-
creit (TsP) 131 £ 83 mc mo cpaBHeHMIO ¢ 52 £ 60 MC
cootBeTcTBeHHO; p< 0,05), M moKa3areilb pa3HOCTH
TsP 6oxee 75 Mc obnanan 85% 4yBCTBUTEIbHOCTBIO U
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80% crielin(UIHOCTBIO B OTHOIIIEHUHU MPOTHO3a XO-
pourero orBeta Ha CPT uepes 8,5 Mec HabmoaeHUS
[17, 38, 40]. B To ke Bpems MCXOHAas1 TPOAOKUTE I b-
HocTh QRS o manubeiM DKI' He obiramaia IMOJTOXKM-
TEJIbHOW MPOTHOCTUYECKOW LIEHHOCTbIO Y HAaHHON
KaTeropum nanueHToB. OTCYTCTBHE B3aMMOCBSI3U
MEXIy MEXaHWYECKOM U 3JIEKTPUIECKON TUCCUHXPO-
HUEH OBLIO MOATBEPKACHO B MCCIIEIOBAHUM Y ACTEH C
KapauoMuornaTueil. ABTopaMu OBLJIO TTOKa3aHO, UTO
TexHosiorust VVI mo3BoJisIeT AOCTOBEPHO BBISIBIISITH
MEXaHUYECKYI0 TUCCUHXPOHUIO y AeTell C Kapauo-
MMOITaTHEN C UCTTOIb30BaHUEM KakK 6-, Tak 1 12-cer-
MEHTHOI MoJen (CoueTaH!sI JaHHBIX MO0 CErMEHTaM
JIZK u3 4- u 2-xaMepHOI TO3ULMN).

3aximouenue

TkaHeBoIt momIIICP, METOOUKHI MUCCIICTOBAHMS BHY-
TPU- U MEXKETyIOUYKOBOM TMCCUHXPOHUU, AechopMa-
1Y, BEKTOPHBIN aHAJIN3 CMEIIEHHS BOJIOKOH MHOKAap-
Jla SIBJISIIOTCS. HOBEUIMMU OBICTPO Pa3BUBAIOIIMMUCS
3XOKapauorpaIecKMMN TEXHOJOTUSIMH, KOTOpPBIE
MO3BOJISIIOT TOYHO U OOBEKTUBHO OLIEHMBATb PErHO-
HaJIbHYIO (byHKIIMIO MUoKapaa. HecMoTpst Ha To 4To ¢
HCITOJIB30BAaHNEM 3THUX TEXHOJIOTHUI MOXHO MOJYIUTH
JOCTOBEPHY10 HHGbOopMaLuIo 0 GyHKIIMKA MUOKapAa BO
BpeMSI CEpPICIHOTO KA, HEOOXOIMMO ITOMHUTE U 00
OorpaHMYMBAIONIMX (aKkTOpax IOJydyeHUsS KadyecTBa
n3obpaxenus [6, 10, 28, 35]. Cepneunast PT B HacTO-
s1Iee BpeMsl paccMaTpMBaeTcsl KaK CTaHIapT Tepa-
MMeBTUYECKOU CTPATeTUM IS JICUSHUS OOJIBHBIX C pe-
dpakrepHoit XCH. CyumecTBylonue KpuTepuu
oTOopa KaHauaaToB, 6asupyloiuecs Ha DKI, HemocTa-
TOYHO XOPOILIO BIABISAIOT oTBevaronmx Ha CPT, mosro-
My OxoKI'-oleHKa AMCCUMHXPOHMU B psiie ClayvyaeB
IOJDKHA OBITh BKJTIOYCHA B aJITOPUTM OOC/ICIOBaHUS Ta-
KX 00JIBHBIX. HecMOTpst Ha TO 4TO HeAaBHO 3aBEePIINB-
meecss MHoroneHTpoBoe ucciegoanue PROSPECT,
cpaBHUBas pasnuHble DxoKI-mapaMeTpbl AUCCUH-
XpOHHUHU, HE BEIIBUJIO BBICOKOM UYBCTBUTEIBLHOCTU U
crneuu@PUUHOCTA KaKOro-JI1M00 OAHOTO U3 HUX, 00JIb-
IIMHCTBO WCCJIeAOBaTee BCe-TaKM PEKOMEHIYIOT
OxoKI kak Ha aTane orbopa OONbHBIX, TAK U TIPU Ha-
omoneHun 3a a¢dekTrBHOCThIO 32 CPT [26]. Dx0-
Kapauorpaduyeckoe HCClIeIoBaHUE MALMEHTOB IPHU
0TOOpe Ha PECUHXPOHU3MPYIOIIYIO TEpanuio J0KHO
OBITH JOCTATOYHO McYepIbiBaomuM, Tak Kak CPT B
HacTosIIIee BpeMsl pacCMaTpUBaeTCsI KaK CTaHAAPT Te-
paIeBTUIECKOM CTpaTeTuu IJIST JIeYeHUSI OOJIBHBIX C
pedpakrepHoit XCH. Cpeau paznuuHbix DxoKI-Me-
tonoB TexHojoruss TJIW oGmamaer Gosiee BBICOKOI
npeacKa3aTeJbHOM LIEHHOCTDIO JIS1 XOPOIIIEro OTBETa
Ha CPT. Hoseie DxoKI'-texHomornmu, Takue Kak
IByXMepHas aedopMaliysl, BEKTOPHBIN aHaIu3 CKO-
poCTU cMellleHUsT MUuoKapaa, TpexmepHas OxoKI B
peaIbHOM BpPEMEHM, TKaHeBas CUHXPOHM3AlUs B
TPEXMEPHOM pPEXMMeE, B HACTOSIIEe BpeMsl aKTUBHO

M3Y9JalOTCSI U UMEIOT JOCTATOYHO XOPOIIIHEe ITPOTHO-
CTUYECKHUE Pe3yJIBTaTHI.

HecMotpst Ha obwnue DxoKI-nokazaresneit, ecTh
HECKOJIBKO OTIIPABHBIX TOYEK, IO3BOJISIONINX, IIO
KpaifHell Mepe, IPEIIOI0XUTh, KTO K€ SIBJISICTCST KaH-
munatoM Ha npoBegeHrue CPT. PesynbraThl Hanbonee
3HauynMbIX ucciaenoBaHuii MIRACLE, PATH-CHE
COMPANION, MUSTIC, CARE-HF nocnyxunu
OCHOBOI1 1151 pa3paboTku «PekomMeHmauuit mo aaeKT-
POKapINOCTUMYJISIINN W PECHHXPOHU3UPYIOIIEH Te-
panuu EBporeiickoro ooOiecTBa KapauoJjoros». B
HUX OTIpeleIcHBI Te KaTeTOPUH MallieHTOB, 1T KOTO-
PBIX PECUHXPOHU3UPYIOIIAs Tepalus oKa3ajlach Hau-
6oitee acppexkTrBHOI: 3T0 60NBHBIE ¢ XCH ITI-IV ®K
no NYHA, pedpakrepHoii K MeIMKaMeHTO3HOI Tepa-
muu, ¢ @B JIK He 6omee 35%, ¢ mumaramuein JIK,
K/ 6onee 55 MM, CHUHYCOBBIM PUTMOM U LLIMPOKUM
(He meHee 120 mc) komrmiekcoMm QRS.

B Hacrosimee BpeMsi, HECMOTpPST Ha OOJIBIIION Ha-
KoIuIeHHBIN onbIT padotel ¢ CPT, ocTatlorcsi okoso
25% nauueHToB, KOoTOpbie He orBevaioT Ha CPT. Pa3-
JuyHble DxoKI-mmapameTpbl JUCCUHXPOHUM OOJana-
IOT pa3HOil MPOTHOCTUYECKOM IIeHHOCThI0. Couera-
HU€ OBYX WJIM TpeX KPUTEpHEB IUCCUHXPOHUU
MTO3BOJISIET CYIIECTBEHHO TIOBBICUTH IPOTHOCTHYEC-
K1e BO3MOXHOCTH DX0KI-o1ieHKN JUCCUHXPOHUM U
HauboJjiee TouHO oTodOpath KaHauaatoB Ha CPT. Knu-
HUYECKUE ITOKa3aHus Wik oToopa mamueHToB Ha CPT
B MocJieqHee BpeMsT Bce 0oJiee pacIIupsIioTCsI, BKITIO-
yag 60sbHBIX ¢ XCH IT ®K mo NYHA, BITHIIT, mep-
LIaTeJIbHON apuUTMMEN, NEeKOMIEHCUPOBAHHBIM TI'H-
MIEPTOHUYECKUM CepAlleM, OOIMMPHBIM ITOCTUH-
GapKTHBIM KapauOCKJIEPO30M, HMMILIAHTUPOBAHHBIM
npaBoxenynoukoBbiM DKC u T. 1. [ToaToMy TpebyeTcs
Oosiee TIIATENbHAS OLIEHKA psila OOBEKTUBHBIX MOKa-
3aTeJieli, B TOM YMCJIE OCHOBAaHHBIX Ha BO3MOXHOCTSIX
COBPEMEHHBIX 3X0KapAnuorpapuIecKuX TeXHOJIOTHA.
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JIEKTPOPH3HOIOTMIECKOE PEMOAETMPOBAHHE
MUHOKAPIA ITPH CEPAEYHOU HEJOCTATOYHOCTHU
N PA3JIMYHBIX 3ABOJIEBAHUAX CEPALIA

JI. A. boxepua*, 0. JI. boxepus, T. I Jle

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

PAMH, Mocksa

OT/ia peyb UIET O PEeMOAETMPOBAHUN CEPIIIa,

OBIYHO MOIPa3yMeBaIOTCsI HEOOPAaTUMbIE U3-
MEHEHUsI B CBOMICTBAX MUOKAp/a B OTBET Ha BHEITHUE
cTpeccoBbie (hakTophl. Kak mpaBuiio, 3T U3MeHEHUS
CBSI3aHBI CO CTPYKTYPHBIMU 3a00JIEBAHMSIMU Ceplia,
TaKUMU KakK uHpapKT muokapaa (MUM), runeprpodus
u cepneyHas HemoctatoyHocTh (CH). Ho mpuuuHoit
peMOIETMPOBAHUS CEPALIA MOTYT OBITh M COCTOSTHMS,
W3HAYaJIbHO HE BJIEKYIIME CTPYKTYPHBIX M3MEHEHUIA.
TakoBBIMU SIBIISTIOTCSI HApYIIEHUSI PUTMA U 3JIEKTPO-
KapIuOCTUMYJISIIUS, B YaCTHOCTU pubpmmisiuust (PIT)
U TpeTieTaHue Tpeacepauii, ToTHasl ToriepevyHas 6J1o-
Kajia, XeJIyJ0uyKOBasl CTUMYJISILIVSI M Pa3HOTO poja Ta-
XUKapauu. B ocHOBe peMomempoBaHus JiexxaT u3Me-
HEHUsI B TEHHOW 3KCMpPEecCUM KapAUOMHUOLUTOB,
KOTOpBIE, B CBOIO OYEPE/Ib, MEHSIOT 3KCITPECCHUIO KITIO-
YEBBIX PETYJSITOPHBIX OENIKOB, JOCTaBKY U (DYHKIIUIO
CYOKJIETOYHBIX OpraHesul, pa3Mepbl U MoOpdOJIoruio
OTIENbHBIX KJIETOK, CBONHCTBA BHEKJIETOYHOIO MaT-
pYKca 1, HaKOHell, CBOCTBa BCETO OpraHa.

TepMuH «peMoaennpoBaHUE CEPAlla» BBEIEH B
KJIMHUYECKYIO MPaKTUKy 0osiee 20 jieT Ha3ad U BHava-
Jie UCTIOTb30BAJICS IS 0003HAUYEHMST Tpoliecca, BO3-
HUKAIOUIETO MO/ ACHCTBUEM MATOJIOTUYECKUX (PAKTO-
pOB, TPUBOASIINX (DU3UOJIOTUIECKYI0 W aHATOMMU-
YecKyl HOPMY K TAaTOJIOTHH, a MOo3Xe — i1 0003Ha-
YeHUSI CTPYKTYPHO-TEOMETPUUECKUX U3MEHEHUI XKe-
JyAoYKa MOJ BIUSIHUEM KaK MEIMKaMEHTO3HOTO, TaK
W XWPYpruyecKkoro jieueHus. B Hacrosiiee Bpems B
JITepaType NpuBeIeHO MHOXECTBO ONpeAe/IeHU Mo-
HATUA «PEMOIEINPOBAHNE CEPALA», ONHAKO YKa3aHUe
Ha HAINYKE CTPYKTYPHBIX U (DYHKIIMOHAIBHBIX U3ME-
HEHUIA TPUCYTCTBYET BO BceX. TakuM obOpa3oM, Ha
TIEpPBOM 3Tarle MoJ 3TUM TEPMUHOM TTOIPa3yMeBaIOCh
CTPYKTYypHOE peMOIeIMPpOBaH1E MUOKapa C U3MEHe-
HUEM pPa3MepoB M (DOPMBI TOJIOCTEN, MBIIIEYHOMN
Macchl U TeOMETPUYECKON KOH(pUTypalMu cepana
(puc. 1). Co BpeMeHeM 3TOT TEPMUH CTaJIM TPAKTO-
BaThb INIyOXe M ObLIO BBEJEHO, HAllpUMep, IOHSTHE
JKeJTyIOUYKOBOTO PEeMOETUPOBAHUSI, TPEICTaBIISIO-

1ero co0oii AMHAMUYECKUil, oOpaTUMBI TMpolecc,
OKa3bIBAIONINI PETMOHAIBHOS W TJIO0ATBLHOE BIIUSI-
HUE Ha TOJIIIMHY CTeHKU, (OopMy 1 pa3Mephbl KaMephl,
CUCTOJIMYECKYIO U AuacToimuecKyro dyHkiuo JIXK B
uenaom [3].

IloHsATHE «3MEKTPUYECKOE PEMOAECTUPOBAHUE»
BBEIEHO B KJIMHUYECKYIO MPaKTUKy 0ojee 10 yeT Ha-
3a]l U UCIIOJIb30BAIOCh MPUMEHUTENBHO K 3JIEKTpUYe-
CKHM 1 3JIEKTPODU3NOIIOTMYESCKHUM IIPOLIeccaM B MUO-
Kapae. B HacTosiee BpeMsl IIMPOKO MPUMEHSIETCS
TEPMHUH «3JICKTPOGU3NOJIOTHIECCKOE PEeMOIETNPOBa-

0

Puc. 1. HopmanbHoe cepaiie (@) 1 aHATOMUIECKOE pe-
MoJIeIpoBaHNE MHUOKapaa IpH OWIaTallMOHHON (0) u
runepTpoduyeckoit (¢) KapAMoMuonaTuu

* Anpec 115 iepenucku: e-mail: leoan@mail.ru
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Hue Muokapaa» (OPM), KOTOpBIi UCITOIb3yeTCs Yale
MIpY M3YYEHUU TATOJOTMUECKMX ITPOIIECCOB B IIPEI-
cepausix, oOyCIOBIMBAIOIIMX DPa3BUTUE MAapOKCU3-
MaibHBIX (hopM DPII m HapymreHUit, COMPOBOXIAIO-
IIUX €€ MOCTOSIHHYIO (hOpMY, a TaKXKe YIIOMUHAETCS 10
OTHOIICHHUIO K TUMNEPTPpODUU M cepAaedHoil HemocTa-
TOYHOCTH.

M3BecTHO, 9TO KapAUOMHUOILNTHI ¥ OOJIBHEIX C TH-
nepTpodueii cepana u cepaeyHol HeTOCTaTOUHOCThIO
U3MEHSIOT CBOU 3JIEKTPO(PU3N0TOTNYECKE CBOMCTBA.
HN3meHeHre (PYyHKUIMOHAJIBHONW aKTUBHOCTU pa3indy-
HBIX MOHHBIX KaHAJIOB, TPAHCIIOPTEPOB U PELIETITOPOB
MOXKET MpeapacIiojaratb K pa3BUTHIO apUTMUIA, KOTO-
pble TIO-TIPEXHEMY OCTalOTCSl OJHON M3 OCHOBHBIX
NPUYMH CMEPTU Yy JaHHBIX 00JbHBIX. [Iporpeccupona-
HUE ceplIeuyHO HEAJOCTAaTOUHOCTHU MTPUBOAUT K YBEJIU-
YEHUIO YaCTOThI BOSHMKHOBEHUS U TSKECTH XKeJTyI0Y-
KOBBIX apUTMUM.

PeMonenvpoBaHue, Oyab OHO CTPYKTYPHBIM JIUOO
3JIEKTPUYECKUM, — 3TO BaXXHBIN afanTallMOHHbIA Me-
XaHWU3M, TTO3BOJISTIONINI CEP/Iy BBIIIOJIHITH HEOOXO-
IUMYIO HAaCOCHYIO (bYHKIIMIO B OTBET Ha CTPECCOBBIE
curyauuu. OMHAKO CO BPEMEHEM PEMOACINPOBAHUE
cepaia MPUBOIUT K COBEPIIEHHO ITPOTUBOIIOIO0XKHO-
My 3¢ deKTy, Koraa ne3aianTUBHbIE MOCAEACTBUS CIO-
COOCTBYIOT YBEJIMYEHUIO CMEPTHOCTU Cpeau OOJIbHBIX
¢ CH. M HecMOTps1 HAa 3HAUYUTEJIbHBINA MIPOTPecc B Me-
MTUKAaMEHTO3HOM Teparuu, IMPOTHO3 Y TAKMX OOJIBHBIX
BCE ellle ocTaeTcsl HebaaronpusiTHeIM. Cpelu JieTaab-
HbIX Mcxon0B y naiueHToB ¢ CH okomno 50% cMmepteii
SIBJISIIOTCS BHE3AITHBIMU 1 HeoXXUIaHHbIMU. [Ipenmno-
JIOXKUTEIBLHO TIPUIMHON 3THX MCXOMOB CIIYXKAT XKEIy-
JIOYKOBBIE TaXUapUTMUU, U3-3a KOTOPHIX ITPOU3OIILIO
3JIEKTPUYECKOE U CTPYKTYpPHOE DPEMOJEIUPOBAHUE
MMoOKapaa. TeM He MeHee, JIydlliee TTOHUMaHue MeXa-
HU3MOB, KOTOPHIE JieXkaT B OCHOBE JIEKTPODU3UOIIO-
TMYEeCKUX peMoeaupylomux npoieccon rpu CH, mo-
MOXeT B pa3paboTKe KaK MeAUKAMEHTO3HBbIX, TaK U
HeMEIMKaMEHTO3HBIX cXeM JieueHus 0orbHbIX ¢ CH.

[MosiBAsAIOTCS MTaHHBIE 0 BO3MOXHOCTH UCIOJIb30-
BaHMS psima Tokazateiaeii DPM misd KIMHUYECKOTo
MPUMEHEHUSI MpY OLIEHKE MPOBOAUMOIN aHTHUAPUT-
MUIYECKOU Tepallii 1 IIPOTHO3¢ Pa3BUTHS TAaPOKCH3-
MastbHOM popMbl PI1. B 310l CBSI3M BasKHBI COIIACO-
BaHME U O00OIllee TMOHMMaHUE MCIIOJIb3yeMOM
TepmuHonoruu. OmnpeneneHue noHsATUs DPM mozker
OBITh CJIENYIOIIUM: JIEKTPOGU3UOTOTUYECKOE PEMO-
IeIUpoBaHME MHOKapAa — 3TO KOMIUIEKC MOJIEKY-
JISPHBIX, META0OJIMIECKUX W YIBTPACTPYKTYPHBIX M3-
MCHEHMI KapIMOMHUOILIMTOB M BHEKJIETOYHOI'O
MaTpMKca, KOTOpble OOYCJIOBIMBAIOT HapylleHUE
BIIEKTPOMU3NOIOTTIECCKIX CBOMCTB M ACCOLIMUPYIOT-
Csl C MaTOJOTMYECKUMU 3JEKTPODU3NOJOTMYECKUMU
M BJIeKTpoKaparorpadpuieckuMm heHoMeHaMU, CO-
MPOBOXIAIOIIMMU CTPYKTYPHOE pPeMOIeIrupoBaHUE
MHOKapza.

ITpu CH muokapn mpeTteprieBaeT CIOXHbBIE U3Me-
HEHMSI, TIPOUCXOMAIINE KaK B MHUOLIMTAaX, TaK U BO
BHEKJIETOYHBIX CTPYKTypaX. [Ipy IMONBITKE KOMIIEH-
CHUpOBAaTh CHIXEHHYIO (DYHKIIUIO MUOKapAa aKTUBU-
pytotcsi cumnatudeckass HepBHas cuctema (CHC),
pPEeHMH-aHTUOTCH3MH-aIbIOCTEPOHOBAsT CUCTEMa
(PAAC) u npyrue HeiiporyMopajabHbleé MEXaHU3MBbI,
BBI3bIBasl (pyHIAMEHTAJIbHBIC M3MEHEHUS B TeHHOM
9KCIIPECCUU, KOTOpbI€ IMPUBOIIT K TUIEPTpoduu
MMOIIMTOB. B mTOTE 3TN M3MEHEeHUs Mpeapacroiara-
0T K TMOeIM MUOIUTOB, MHTEPCTULIMAIIBHON TUIIep-
TJ1a311 ¥ PEMOJIEIMPOBAHUIO KaMep cepalia.

boiee moHsgTHA cuTyauus npu Hanuuuu UM, kor-
Jla peyb UAET O MOCTUH(APKTHOM PeMOIEIMPOBAHUMY.
[Mon moctrHbAaPKTHBIM PEMOIETUPOBAHUEM TTPUHSITO
TMIOHUMAaTh CTPYKTYPHYIO U (PYHKIIMOHAIBHYIO TIEPeCT-
POIKY JIEBOTO XKeydodKa, KOTopast IIPOMCXOIUT I10-
clie ocTporo uHgapkra Muokapaa [7], unu mopgoiao-
TUYECKYI0 U (DYHKIIMOHAJIBHYIO albrepHAmuoo [9].
CoueTaHue MOBPEXACHUS, pAHHUX U TMO3IHUX MeXa-
HUYECKUX Y HEIIPOTYMOpPaIbHBIX BO3ICHCTBUIA IIPUBO-
JIUT K CTPYKTYPHOU TepecTpoiike: 1) nuiaTaluuu 1o-
JIOCTU; 2) WCTOHYEHUIO CTEHOK; 3) rurneptpoduu
HETopaXXeHHBIX YyJ4acTKOB MMoOKapnaa; 4) MUOKapIu-
aibHOMY (prOpo3y. Pesynbraramu 3Toi mepecTponKu
SIBJISTIOTCSI BBIpaXkeHHAsI IUJIaTallis M U3MEHEHHE Te0-
MEeTPUYeCKON (hOPMBI JIEBOTO XKEJIyIo4ykKa, KOTOPBIiA
BMECTO SJUIMIICOMTHOIO (BBITSIHYTOTO) CTaHOBHUTCSI
cheprueckuM (1mapoodpasHbiM). DTO BeleT K Hapy-
IICHUIO €T0 CHUCTOJMYECKOM M ITUACTOINICCKOMN
GbYHKIUN, CHUXKEHUIO COKPaTUTEIbHOI CTOCOOHOCTU
MMOKapaa U Pa3BUTHIO XPOHUUYECKON CepIeyHOi He-
noctarouHoctu (XCH). DnexTpodusumonornueckas
aJIbTEpHAIINAS ACCOLIMUPYETCS C TOCTUH(MAPKTHBIM pe-
MOJETMPOBAHUEM U MOXET MTPUBOIUTH K aPUTMMUSIM.

B HacTostimee BpeMsl TEpMUH «pPeMOACIMPOBAHUEC»
HCIIOIB3YeTCSl IPUMEHUTEIFHO KO MHOTUM MPOIIEC-
caM, OOYCJIOBJIMBAIOIINM CTPYKTYpHBIE U (hyHKIIMO-
HaJlbHble u3MeHeHUs. Tak, y OOJIbHBIX C apTepuaib-
HOI TUIIEPTOHMEN MOBBIIIAETCI Macca MMUOKapnaa
JIEBOTO XeJIyToYKa 1 U3MEHSIETCSI €T0 TeOMETPHS, YTO
TaKkXe 0003HaYaeTCs] TEPMUHOM «PEMOJACIMPOBaHUE
MHoKapma». Kpome Toro, CymecTBYIOIINE CTPYKTYp-
HbIe HapylLIeHUs TTIepudepuIecKrX COCya0B (YTOJIILIe-
HUE MEAVAJIBHOTO CJIOSI CTEHKU 1 YMEHBIIIEHUE TIpO-
CBETa COCYIOB) M DHIOTeNUaNbHast IUCPYHKIIUS
0003HAYAIOTCS TTOHATHEM <«PEMOIEIMPOBAaHUE COCY-
noB» [4]. TepMUH «HEHPOTrOPMOHAJIBHOE PEMOJIEIIN-
poOBaHMe» MWCITONb3yeTCs TPU aHadu3e IUHAMUKKN
YPOBHSI HATPUUYPETHUIECKOTO IIeNTHIA IT0CNIe Kap-
nuroBepcuu [26].

PeMonenupoBanue SBIsIeTCSI MHOTO(AKTOPHBIM
MPOIIECCOM C BOBJI€UEHUEM OMOIHEPIeTUIECKHX U MO-
JIEKYJISIPHBIX MEXaHU3MOB. IutaTaliis ¥ TUIepTPOpUS
paccMaTpuBalOTCsl Kak OTBeT Ha auchyHkuuio JIZK
B pe3yjbraTe MMOKAapOWAIbHOTO ITOBPEXICHUS. YXKe
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B IMepBble 72 4 TOCJIe OCTPOl KOPOHAPHOU OKKITIO3UU
HAOJIIOMAIOTCST HEIIPOIIOPIIMOHAIBHOE PACTSIKEHUE U
WCTOHYEHWE MUOKapia, nujatauust u chepuduka-
Ousi — paHHee IMTOCTHH(MAPKTHOE PEeMOACIMPOBaHNE.
IMocTuHbapKkTHOE peMoieTMpOBaHUE KETYI0YKOB 3a-
BUCHT OT OCOOCHHOCTEH IIpollecca 3aXKWBJICHMS II0-
BpeXIeHHOro MuokKapzaa. MimeMnyeckoe peMonesu-
poBanue JIK pasBuBaercd He Tojbko nocie UM, Ho
YacTO CBSI3aHO C HaJUYMEM 30H XPOHUYECKOHN uIle-
muM (rubepHaumeir) [9].

B mocnenHue ronsl TEpMUH «PEMOACITMPOBAHUE»
BCE Yallle CTaJl UCHOJb30BaThCS MPUMEHUTEIBHO K
BJICKTPUYECKUM U BJICKTPOGU3NOIOTUIESCKUM TIPO-
1eccam B muokapne. Kak yxxe orMeuanoch, IIIMPOKO
HCITOJIB3YETCS TIOHSITHE «3JIEKTPUICCKOE MU BJIEKT-
podU3noNIOornYecKoe peMOAeIMPOBaHUE MUOKapAa».
B mrepBy10 o4epenp 3T0 OTHOCUTCS K M3YYSHUTO aTO-
JIOTUYECKUX TPOLIECCOB B Ipeaceparsix, 00yCI0BIN-
BaIOIIMX pa3BUTHEC MapoKcU3MaIbHBIX opMm PII n
HapylleHU, COMPOBOXIAIOIINX €€ IOCTOSIHHYIO
dopmy. Ilpupona pubpunasiuMu mnpeacepauii 10
KOHIIa HE H3yYyeéHa — IIPOLEeCChl BO3HMKHOBEHMS,
nogiepxxanust u nipekpanieHus: @I moryt onpene-
JISITh pa3HbIe MEXaHU3MBI.

YuuteiBasg pacnpocTpaHEHHOCTh JAHHOW MaToJO-
TMM, UCCIEN0BATEIM MPOBOAIT OOJIbIIOE YUCIO paboT
B 3TOM HaIIpaBJIeHUHU, TaK KaK IMOJTy4YeHHasT apryMeH-
THpOBaHHAsI MH(MOPMAIMs IT03BOJSICT HaKaIUIMBaTh
HOBBIE TaHHBIE, TTO3BOJISAIOIINE ITy0Xe TOHUMATh Me-
XaHN3MBbI BO3HUKHOBeHUSI PIT (posth MOJIEKYISIPHBIX,
METab0JINYECKUX, KIETOYHbIX U3MEHEHUI B BO3HUK-
HOBEHUU CEpACYHBIX apUTMUI TpeOyeT OTHEIBHOTO
M3JI0XKEHUS BBUIY OOIIMPHOCTH MaTepuaa).

Kaxk npaBuiio, mist BosHuKHOBeHUsT PIT Tpedyet-
Csl HaJIM4YME ABYX INIAaBHBIX (haKTOPOB: SKCTPABO30YXK-
JIEHUST C KOPOTKUM MHTEPBAJIOM CIEIUICHUs U HEOI-
HOPOIHOCTH pedpakKTepHOCTH W/UIU IIPOBEACHUS
BO30YXIeHUS. DTU HaKTOPbl HEOOXOAUMBI JUIsI pea-
JIM3allNY [MUPKYJISIIUNA BO30YXIESHUSI, KOTOpAsI MO~
nepxuBaer TedeHre PI1. OgHaKO MeXaHU3MBbI BO3-
HUKHOBEHMSI SKTOIMMYCCKOM aKTUBHOCTU OCTAIOTCS
HESCHBIMU U MOTYT OBITh CBS3aHbI C HECKOJbKUMU
NPUIMHAMUI: aHOMAJIBHBIM aBTOMaTHU3MOM B KJIETKaxX
paboyero Muokapaa (3a cueT YaCTUYHON AETOISIpU-
3alMU TIpU UIIEMWU, OWIATAIUA WA HapyHIeHUN
BJIEKTPOJIUTHOrO OajaHca); TPUITEPHOM aKTUBHOC-
ThIO (32 CUET BTOPUYHOM MTOCTIETIONSAPU3AIINN U/ WITN
MEXaHMYECKOIO pPacCTSKeHUS); MUKPOPHMEHTpHU (3a
CYET BPEMEHHOTO HEBO30YXIEHMS B TMelcMeitkep-
HbIX Ki1eTKax) [10]; panaumu (PIT/1) u 3agep>kaHHBI-
mu noctaenoasipudanusamu (3I1/1). Yacto skronuue-
cKkast (hoKabHAsI aKTUBHOCTH BBISIBIISIETCSI B IIpe-
cepausix, o0COOEHHO B OCHOBaHUSIX JIETOUHOW BEHBI
(JIB) n BepxHeit mooit BeHsl (BIIB) [22]. Heobxomm-
MO OTHEJIbHO BBIIEIUTb TPUITEPHYIO aKTUBHOCTD,
BBI3BAHHYIO MEXaHWYECKNM paCTSZKEHUEM IIpeacep-

WA, IPU KOTOPOM B 3aBUCUMOCTH OT (a3bl 11 mo-
ryT Bo3uukarb PITIO n 3T1/.

CrpykTypa HapymeHuil puT™Ma IPH Cep/ieIHON
HEl0CTaTOYHOCTH

CoryacHO pesyibraTaM MHOTOILIEHTPOBOTO UCCIIe-
JIOBaHUsI, BKIIoYMBIIEro ooyiee 10 ThIC. MallMEHTOB C
CH, pasBuBmieiicad Ha GoHe UIIEMUYECKOU 00e3HU
cepaua (26%), UBC B coyeTaHuu ¢ apTepuaibHOI ru-
nepreH3ueit (53%), muiaTallOHHON KapauoMuoIa-
TUM U peBMaTUYECKUX ITOPOKOB cepaua (8%), Hapy-
IIEHUsT pUTMa cepala perucrpupoBanu y 21%
0OJIbHBIX, TpUYeM B 95% ciiyyaeB MMeNId MECTO TO-
CTOSTHHA$1 WJIM TTapoKcr3MajibHast (hopMbl (hrOpuIis-
1y npeacepnnii [21]. BropeiMu mo yacToTe BCTpeya-
€MOCTU U KJIMHMYECKONW 3HAYMMOCTU HapyIICHUSIMU
cepreuHoro putMma npu CH gBsIIOTCS pa3nnyHble BU-
JIbI XKeJIyI0YKOBOI1 3KcTpacucTonuu (2KD) u xenymou-
koBble Taxukapauu (KT). Hacrad xenynoukoBasi 3KC-
TPaCHUCTOIUS BCTpedaeTcs mpuMepHo Y 80% GOJIBHBIX,
a BMU30/Ibl TAK Ha3bIBAEMOU HEYCTOWYMBOM KeJTyI04-
KOBOM TaxuKapIuu (CaMOIIPOM3BOJIBHO ITpeKpaliaio-
yecs MapoKCu3Mbl Taxukapauu) — y 40% OONIbHBIX
[2]. Kpome Toro, 607b1110€ TEeMOAMHAMUYECKOE U KITH -
HUYECKOe 3HAaUeHUE MMeeT HapylleHue (PYHKIIMU CU-
HYCHOTO M aTpUOBEHTPHUKYJISIPHOTO y3JIOB C Pa3BUTH-
eM  OpaaMCHUCTOJIMM, a TakXe HapyluleHue
BHYTPIZKEIYIOYKOBOM IIPOBOIMMOCTHU C YIIMPEHUEM
KomiIiekca QRS.

KnuHnueckoe 3HaueHWe HapylleHW puTMa TpU
CH, rnaBHBIM 00pa3oM, paccMaTpuBaeTCs KakK (pak-
TOP MPOBOKAIIMY BHE3AITHOW CMEPTH y 3TUX OOTbHBIX.
Kpome Toro, aputMmun paciieHUBaIOT B KauyecTBE HeE-
MOCPENCTBEHHBIX MPUYMH Pa3BUTHUST WIN IPOTPECCH-
poBanusa CH [7].

OcHoBHbIE BH/IbI apUTMHHA U UX KIXHUYECKas
3HAYAMOCTBD B YCYTyOJIeHUH TedeHHs
cep/le4HON He0CTATOYHOCTH

Dubpusssyus npeocepouil

IMoctosiHHag dopma GUOPWILISALIMUA TIpeacepauit
3HAYUTEJbHO IMOBHIIIAET PUCK CMEPTHOCTU (B OCHOB-
HOM 3a CcYeT TPoMO0AMOOIUI) U (DYHKIMOHATBHBIN
knacc CH. UsBectHO, yTo passutue PII npuBomut K
VTSKEJIEHUIO HEMOCTaTOYHOCTU KpoBooOpaleHus 60-
nee yeM y 80% 601bHbIX. HenpaBuIbHBIA KeTy104KO-
BBIIf PUTM CBSI3aH CO CHIKeHUeM Ha 15% cepaedHoro
BBIOpOCA IO CPaBHEHUIO C PETYIISIPHBIM PUTMOM IIPH
TOM e CpeHeil YyacToTe CTUMYJISILIUM BCIEACTBUE U3-
MEHSIIOIIETOCs TUACTOJIMYECKOTO WHTEepBaJia HATION-
HEHMS U COOTBETCTBEHHO IIMPOKKMX KOJeOaHUit ynap-
HOTO 00beMa, a TaKKe M3-3a TOSIBJICHUSI MUTPATbHOM
perypruTaiyu Ipy HeperyasapHoM putMe [5].

Crenyer umeth B Bumy, uro DI1 MoxeT ObITh He
TOJIBKO (hakTOpoM, ycyryousionum paszputue CH, Ho
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Puc. 2. Taxucucronnueckasi opma @I1. Put™m xeaynoukoB HeNIpaBUJIbHbBINM, BUIHBI BOJHBI f U 3JIEKTpUUYECKasl ajib-

TepHalus KoMruiekcoB ORS

Y1 U3HAYaJIbHO ee MpoBOLUpYyIIMM. Tak, B Uccaeno-
Banuu Manitoba Follow-Up Study mo pesymsraTam
44-netHero HaOmopeHus 3a 3983 jgeTynMKaMu OBLIO
T0Ka3aHo, YTO B ciIydae pa3Butus y Hux @I1 puck mo-
SIBJIEHUS 3aCTOMHOM CepLeYHON HEZOCTaTOYHOCTU
yBeMuuBaics B 3 pasa [16].

XpOHUYECKN YCKOPEHHBIN KEeITydOYKOBBIA PUTM
MpY TaXUCUCTOJNUECKOI (popmMe DUOPUIIILINY TTpe-
cepmuii (prc. 2) WU IIpU IPYTOM CYIIpaBeHTPUKYIISIP-
HOM TaxuKapIuW MOXKET IMPUBOAUTH K 0OpaTUMOit
KEJIyTOYKOBOM NMCHYHKIIMU, XapaKTepH3YIOMencs
r100aJIbHOW TUITOKMHE3Wel M aujiaTauuei kamep
cepma. JInma ¢ TaXUCUCTOINEH JKeTyIOIKOB (OOBIIHO
oouibiie 130 ya/MUH) UMEIOT PUCK Pa3BUTHS Kapauo-
MUOTIaThH, OOYCIIOBJIEHHOW TaXWKapJaueil, B TeUeHUE
HecKoJibKux Mecsies [20]. Dra ¢popma Kapamomuorna-
TUM YacTo obpaTtuma Tocjie HOpMau3aluy 4acTOThI
JKeJTyIOYKOBOIO PUTMA.

I[Momumo Taxmcucronmueckoit popmer PIT B pas-
Butin CH MoXeT urparth CyIIeCTBEHHYIO POJIb U €€
OpanukapauTuieckas ¢opma, Tak Xe Kak W Opaau-
Kapaus J1000ro APYroro MPOMCXOKICHUS.

B uccaenosanuu THEOPACE (Mandel W. J. u
coaBT., 1999) OBLIO MOKa3aHO, YTO OCHOBHBIMU (haK-
Topamu pucka passutust CH Ha ¢oHe OpagucucToanu
SIBJISTIOTCSI Bo3pacT (bosiee 80 jieT) M MCXOMHOE HAIU-
Yyye OpraHuYecKoro nopaxeHus cepaua. Kpome toro,
WMEIOTCSl PEe3yJbTaThl, CBUIETEIBCTBYIOIINE O TOM,
YTO BEPOSITHOCTh AIMOOJIMIECKUX OCIOXKHEHMI BBIIIIE,
a TSATWIETHSIS BBDKMBAEMOCTH JOCTOBEPHO HIIKE Y
6ombHBIX ¢ CH, coueraroleiicst ¢ CHHAPOMOM c1abo-

ctu cuHycHoro y3na (CCCY), Hexenu npu KaxXaoM
3a00JIeBaHUM 110 OTHCIHBHOCTH.

KimHuyeckyo 3HaAYMMOCTh MapoOKCU3MaJIbHOM
dopmbl PIT XOpOIIO WILTIOCTPUPYIOT PE3YIbTaThI
nccnepoBanus Digitalis Investigation Group trial, B
KOTOPOM TIPUHUMAIIH YIACTHE IBE TPYIIIHI TAIleHTOB
(1m0 3900 6ompHBIX) ¢ CH Ha (hoHE CHHYCOBOTO pUTMa,
MOJTYYaBIINX W HE TTOTYJaBIIUX IUTOKCHUH. BEIIo T10-
KazaHo, 4yTo B TedyeHue 37 Mec HaOmomeHus y 11%
OOJIBHBIX MMEJTM MECTO 3TMHM30ABI CYITPaBeHTPUKYJISIP-
Hoi1 TaxuKapaum (Kak mpasmito PIT), koTopsie 1ocTO-
BEPHO Yallle pPa3BUBAJIUCH Y MYXKUMH CTapIliero Bo3pa-
cra ¢ BeIcOKUM Kitaccom CH m kapamoMeranmeii, HO
He 3aBUCMIM OT (pakTa IpuemMa aurokcuHa. Oxasza-
JIOCh, UTO Pa3BUTHE SMU30/I0B CYNIPABEHTPUKYIISIPHOM
TaxuKapIuu sSIBJISIETCS HE3aBUCUMBIM (haKTOPOM pHC-
Ka CMepTU, MHCYJIBTA U YMCiIa TOCITUTAIN3aIiA.

INaToreHeTn4eckre 0COOEHHOCTH BOSHUKHOBEHMS
GUOPMIALIMY NPEACEPANI CIOXHBI U MOJTUMOPGhHBI.
IIpupoma Bcex BBHIABISIEMBIX (PEeHOMEHOB TpeOyeT
TIIATEILHOTO U3YYEHNST M BepU(DUKAILINU C YKe U3Be-
CTHBIMU 3JICKTPOGU3NOJTOTMICCKIMU KOHCTAHTAMH.

B TeuyeHne mocnemHUX JeT Ha KapAUOJOTMIECKUX
KOHTpeccax IIMPOKO 00CYKIaeTcsT 3HaUeHIE N3MeHe-
HUS psiga 3JeKTpOodDU3MOJOTHYECKUX TTapaMeTpoB U
(¢eHOMEHOB B TeHe3¢ Pa3BUTUS MOCTOSTHHON (hOPMEI
®II. K HUM OTHOCSTCSI:

— W3MEHEHHWE IIUTEIbHOCTH TIOTCHIIMANA IEHCT-
Bus [25, 26];

— muddy3HOe CHIKEHME BOJIbTAaXKa U TOSIBIICHUE
B IPEICEPOUSIX 30H C Pa3IMYHON aMIUIMTYIOM IOTECH-
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IMajia IEeWCTBUS; 30HBI CHIDKEHMSI BOJIBTaXXa BO3JIC
CHHYCHOTO y3J1a, 00JIaCTU 3agHeIaTepaIbHON CTEHKH
u neperopoaku [20];

— YKOpPOUYCHUE IIUTSIHLHOCTH 3(PHEKTUBHOTO pe-
dpakrepHoro nepuoaa (BPII) [13];

— yCWIeHHe aucrnepcu (HCOMHOPOIHOCTH) pe-
(bpakTepHOCTU U OMHOCTOPOHHUI 00K MPOBEICHMS;

— HapyIIeHWE IIPOBEICHUS IT0 MEXIIpeIcepaHOM
Teperopoake y OOJBHBIX ¢ MOCTOSTHHOU (popmoit DI
[18], 3amemsieHHe CKOPOCTHU TpeacepaAHON MPOBOIM-
MOCTH U TIOSIBJICHUE JIOKAJBHBIX 30H C 3aMeIJICHHOM
MPOBOIMMOCTHIO;

— TMOBBIIICHUE YI3BUMOCTU K DKCTpacTUMYJIaM U
yTpaTa aganTaiuu pedppakTepHOCTH K YaCTOTE PUTMA;

— mosiBJieHne (parMeHTUPOBAHHON U 3amepKaH-
HOM 2JIEKTPUYECKOM aKTUBHOCTH (ITO3MHUX TTOTCHIT -
aJIOB TIPEIICEePIONiA);

— JIEKTPUYECKOE DPEMONEIMPOBAHUE (QYHKIUU
CHMHYCHOTO Yy3JIa TIOCJIC TPaH3UTOPHBIX B3MU30I0B
npeacepaHoi Taxukapauu [14].

Keayoouxoenvte napywenus pumma

Ecnmm xnuauveckoe 3HaueHue PII y GOMbHBIX C
CH 3aksmouaeTcsi, BO-TIEPBBIX, B YTSKEJIEHUU CHUMII-
TOMAaTUKH 3a00JIEBaHUS U, BO-BTOPBIX, B MOBBIIEHUN
pucka Tpomboamoonuii (TD), To KTMHNYECKOe 3HaUe-
HUE XEeTyTOYKOBbIX HAPYIIEHU PUTMA COCTOUT B CY-
IIECTBEHHOM yBEJIMYEHUU PUCKA BHE3AMTHOW CMEPTHU Y
TaKux OOJIbHBIX.

BHe3zanHasg cMepTh HanboJjiee 4acTO BBI3bIBAETCS
KT wm dpubpumisauueit xeayaoukos (PXK). [Tpu CH
OIMUCHIBAIOT TPU TPYIIIbI MALMEHTOB ¢ HauboJee BbI-
COKUM PHCKOM BHE3aIMHOW CMEPTU — 3TO MAIMEHTHI,
BBDXMBIIME TTOCJE MPEAbIIyIeil BHE3AHON CMEpTH,
0OJIbHBIE C TOKYMEHTUPOBAHHBIMU 3MU300aMH YCTOM -
yupoit KT v mauueHTsl ¢ pelUIUBUPYIOLIIUMU CHH-
KOTIE HEM3BECTHOTO TeHE3a.

KnuHnyeckoe 3HaueHMe KeJygOYKOBOW 3KCTpa-
CHICTOJIUM 3aBUCHUT HE TOJIBKO OT KJIacca 3KCTPACUCTO-
JIUM, HO U OT XapaKTepa OCHOBHOW MaTOJIOTWU U OC-
JIOXHEHUN U ompenesseTcss CyObeKTUBHBIMU MPO-
SIBJICHUSIMU, BIMSIHUEM 3KCTPACUCTOJMU Ha CUCTEM-
HYI0O TeMOJMHAMUKY U KOPOHApHBI KPOBOTOK, BO3-
MOXHOCTBIO TTPOBOKALINY 0OJIee TSIKEJIbIX HApYIIEHUI
putma. CyllleCTBEHHbIE HapyllleHUs TeMOJWHAMUKU
BO3HUKAIOT JIUIIIb TIPU YaCThIX, PAHHUX, TPYMIOBBIX
BKCTPACUCTOJIaX, aJIJIOPUTMUU, OCOOEHHO Y OOJbHBIX
CO CHIDXKEHHMEM COKDPATUTENbHOU CITOCOOHOCTH MUO-
Kapga [10].

Kaxk 66110 mokaszano nmpu MouutopupoBanuu DKI
y OOJIBHBIX C UMIUIAHTUPOBAHHBIMU KapIuOBepTepa-
mu-nedudpuuisitopamu, 3n0u3oabl KT y 60IbHBIX C
CH xak Ha ¢pone UBC, Tak u Ha ¢oHe aumaTaurMoH-
Hoit kapauomuoriatuu (JAKMII) nocrtoBepHo uailiie
HabJIIogalTCsl B YTpeHHUE U BeuepHue dachl. [lpu
atoM mpumMepHo B 50% cinyuaeB KT mpeamiecTByioT

pa3IMYHble BapUaHTHI XeJTYTOYKOBBIX 3KCTPACUCTO-
nuii, B 30% — nosiBieHHe (PeHOMEHa <«KOPOTKOIO-
JUTMHHOTO-KOPOTKOIro MHTepBasia» U B 20% cirydaeB
TaxuKapausi pa3BUBaeTcsl 0e3 KaKux-1mbo 3aperucT-
pupoBaHHbIX KT -nipenukropos [1].

Hapywenus snympuoiceay0ouxo6oii nposooumocmu

IToutn y 50% GoabHbix ¢ CH Hab1i0ma10TCS HApY-
IIEeHUSI BHYTPYKEIYIOYKOBOM IpoBoguMocTu. Oc-
HOBHYIO ITPO0OJIEMY TP 5TOM COCTaBIISIET, 0€3yCIOBHO,
IMoJTHasT OJIOKaza JIeBOM HOXKHU mydka [ica, KoTopas
MPUBOAMT K BbIpa>k€HHOMY HapyIlIEHUIO ITpoliecca Jie-
MMOJIIPU3AIIA MUOKapaa. YmnpeHue koMmiuiekca QRS
COIIPOBOXKIAETCSI AUCKUHE3UEN MEXKETyI0YKOBOU
IIEPEeroOpoOaKN, CHIDKEHUEM KOHTPaKTUJIBHOCTH,
YMEHBIIICHUEM BPEMEHU AUACTOJIMYECKOro HaIloJHEe-
HUS JIEBOTO XEIyIouKa, YIJIMHEHUEM IIpoIlecca MUT-
panbHOM peryprutanuu. Tak, B MHOI'OIIEHTPOBOM
PaHIOMM3WPOBAHHOM IBOWHOM CJICITOM KOHTPOJHUPY-
€MOM HCCJIeIOBAaHUM MPOBOIMJIACH OIIEHKA Oe3ormac-
HOCTH ¥ KIIMHUYECKOU 3((GHEeKTUBHOCTH PECUHXPOHM -
3allMK cepaeuHoit nesarenbHocTr y 500 6ompHBIX ¢ CH
III-IV ®K no NYHA, uMeomux MpoaoKUTEThb-
HocTbh KoMIiekca QRS 6omnee 130 mc.

Mexann3Mbl apuTMHH y IAMEHTOB C CEPAEYHOM
HE/l0CTaTOYHOCTHIO

K pazButuio Hapyienuit putma npu CH nipeapac-
MoJaraloT MHOTHE (DAKTOPBI: TUCTPOoduUs MHUOKapa,
uieMusi, GuOpo3, pacTsbKeHUe BOJOKOH, TMIIEPCUM-
MaTUKOTOHUSI, TUTTOKATMEMUST, TUTTOMArHe3NeMUSI.

Bricokast yacToTa HapyllleHUl puTMa U TPOBOIU-
Moctu y OombHbIX ¢ CH oOycioBieHa Haauduem
MPUYUH ABYX YCJIOBHBIX ypoBHell. Cpenu NpUYUH
TIEPBOTO YPOBHSI, B CBOIO OYePElb, MOXHO BBIICIIUTH
nIBe Tpymibl pakTopoB. B nepByto rpynmy ¢pakTopoB
MPUYMH TIEPBOTO YPOBHS MOTYT OBITh OOBETIMHEHBI TE
OCHOBHBIE TIATOT€HETUYECKUE MEXaHU3MBI, TPUCY-
mue 3a00JeBaHUsIM, Ha (POHE KOTOPBIX pa3BUBAETCS
HEJ0CTaTOYHOCTh KPOBOOOPAIIIEHUS] — UIIIEMUST MUO-
Kapaa u ero ¢puopo3 (MIeMUIeCKuii, MOCTHEKPOTH -
YeCKMU WM/WIN TOCTBOCHAIUTENbHEIN). Ko BTOpOIt
rpymIie MIPUYUH MOTYT OBITh OTHECEHBI MEXaHU3MBI,
npucymue cobcrBeHHo natoreHedy CH, — Heanek-
BaTHasi aKTUBAlLUsI HEWUPOTYMOPAIbHBIX CUCTEM
(cuMTIIaTUKOaIPeHATIOBOM, PEHUH-aHTMOTEH3NH-aJTh-
JOCTEPOHOBOM CUCTEM U HATPUNYPETUUYECKUX IIEII-
TUIIOB), CITOCOOCTBYIOIIAsI PeMOJETMPOBAHUIO MUO-
Kapna u ero ¢pudpos3upoBanunio. BepositHo, camocTo-
SITETbHOE 3HAYeHUE MMEET W BTOPUYHAST TUITOKCUSI
MHOKapaa (Kak IpOsIBJICHUE CUCTEMHOM TMITOKCUU).
VYienbHast 3HAYMMOCTD KaXkIIOro MexaH3Ma B pa3BU-
TUM apUTMUI TOKa HEW3BECTHA, HO TOHSITHO, YTO
OHa onpeaessieTcsl aTuogorndeckoit popmoit CH, ee
cTaauen, a TakKe MHANBUIYaTbHBIMU OCOOCHHOCTSI-
MU GosibHOTO. K MpryrMHaM BTOPOTO YPOBHSI MOTYT
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Puc. 3. Usmenenus sieBoro xenynouka nmpu JKMIT

OBITb OTHECEHBI MEXaHM3MBl HApYIICHUI pUTMa U
MPOBOJMMOCTH — TTPOLIECCHI PUEHTPU U TTOCTACTIONS -
pU3alnK, HapyllIeHUe KaJbIIMeBOIO 1 KaJIMEeBOTO Me-
TaboaM3Ma, C MOCAEAYIONIUM YIJIMHEHUEM MTOTeHII -
aja NIefCTBUS M COOTBETCTBYIOIINM YBEJIMICHUEM
IUCIIepCUM Tpollecca pernosspudauuu. Korma yse-
JUYeHre BHYTPUKIETOYHOM KoHIeHTpaun Ca2t He
YpPaBHOBEILIMBAETCS TMOBBILIEHUEM aKTUBHOCTU
Nat/Ca?"-nacoca, neperpyska Ca2* B tuacrony Mo-
JKET TIPUBOAUTD K TIOSIBJICHUIO (hDeHOMEHa ITOCTIEITO-
JISpU3alN, TPUTTEPHON aKTUBHOCTH U B KOHEYHOM
cyeTe K pa3sBUTUIO KM3HEYTPOXKAIOIINX KEJIyI0UKO-
BBIX apUTMUiL [24].

B HacTostiee BpeMst U3BECTHO, YTO MPU 00pa3o-
BaHUU MEeTeJIb PUEHTPU B XKeJTyTouyKax cepala u, cie-
moBaTenbHO, Tipu pas3Butum KT y 6ompHBIX ¢ CH,
copmupoBaHHoOI1 Kak Ha poHe UBC, Tak u Ha ¢oHe
JKMII, 6onplioe 3HaYEHUE UMEET PETYJISILUS TIaB-
HOTO COEIUHUTEIBHOIO Oejika KapaAMOMUOIIUTOB —
koHnHekcnHa-43. B maroreHese KT y 6onpHbIX ¢ CH
Ha ¢oHe AKMII (puc. 3) mpoaeMoOHCTpUpOBaHa
pOJIb ayTOAHTUTEN K BHEKJIETOYHOMY 3JIEMEHTY
B,-anpenopeuentopos. K HacTosilieMy BpeMeHU B
3KCTepUMEHTEe M0Ka3aHo, YTO Pa3BUTHE KU3HEYTPO-
JKAIOIMIMX SKEJTYTOYKOBBIX apUTMHUM MPU MUIIEeMUAYEC-
KoM reHe3e CH cBsizaHO cO CHUXXKEHUEM BarycHOro u
MOBBIIIEHUEM CHUMITATUYECKOTO KOHTPOJISI YaCTOTHI
cepraeuHbIx cokpauieHuii (YCC), a Takke ¢ HaTM4IU-
€M U BBIPAXXCHHOCTBIO HapYIICHWI IIPOIECCOB pe-
MOJISIpU3AIAM.

Ponb apuTMuii B pa3sBUTHH BHE3aIIHOM CMEPTH

H3BecTHO, uTO puck cmeptu y mamueHToB ¢ CH B
3aBHCUMOCTHU OT TSIKECTHU 3a00JIeBaHUsI COCTaBJISIET OT
10 10 50% B rox [16]. IIpumMepHO ITOIOBUHA CMEPTENR y
9TUX OOJIbHBIX TPOMCXOIMUT BHE3AITHO U BbI3BaHa B OC-
HoBHOM KT, reHepupymolein GUOPUIUISLIAIO XKey-
Io4YKoB, mian HerocpeacrBeHHo P2K. Bropoit rpym-
MO MPUYMH BHE3AIHOW CEpIEYHON CMEpPTU IIpU
tskenoin CH sBnstroTest TpoM003M0O0IMM, pa3BUBaIO-
1I1ecs B OCHOBHOM Ha ¢oHe QUOpUILISILIMY Mpeacep-
N, a TaKXKe pa3IMIHbIe OpaguapuTMUU.

OtHocuTenbHO HeycTtoiuuBbiX KT, Tak Xe Kak u
nHbapKTa MUOKapAa B aHAMHE3€ U CHIKEHUST (PyHK-
LIMM JIEBOTO XeJyoouyka, MU3BECTHO, YTO OHM MOTYT
paclieHUBaThCSI KaK He3aBUCUMBbIe (DaKTOPHI pUCKa
apUTMUYECKON CMEPTU, BHE CBSI3M C HAIMYMEM WIU
otcyrctBueM cumnromatuku CH. OgHako He Bce Tak
OIHO3HAYHO BBITJIIIUT Y KATETOPUM OOJIBHBIX C TSKE-
JIoii (hOpMOI HEAOCTaTOYHOCTU KpPOBOOOpAIICHUS.
Tak, Ipy COMOCTaBICHUM HAHHBIX CYTOYHOTO MOHU-
topupoBaHus DKI' u dakToB BHE3amHOI CMEPTU ObI-
JIO YCTAHOBJIEHO, YTO perucTpanus HeycTonunBbix 2KT
He SIBJISIETCS TOCTOBEPHBIM MPEAUKTOPOM BHE3AITHOM
cmeptr y 6onbHbIX ¢ CH TTI-IV ®K no NYHA u
dpaxkuneit Beiopoca (OB) menee 35%.

C ypoBHEM CMEpPTHOCTH, UHCYJIBTOB U TOCTTUTAJIH -
3aumit y manueHToB ¢ CH cBsg3aHO Takke pa3BUTHE
cympaBeHTpUKymsipHbix Taxuaputmuit (CBT). Hx
MpeaoTBpalllcHUe JTOCTOBEPHO YMEHbIIIAET CMEpPT-
HoCcTh [27]. CMepTtHOCTh vy maumeHnToB ¢ CH mipm
opagu-taxudopme CCCY 3HAYUTENHHO BBIIIE, YEM
cpeny TalMeHTOB ¢ CMHYCOBBIM PUTMOM, a 4acToTa
TpoMO03MOOJIIT OCTaeTCsl BLICOKON Jaxke IOCe UM-
IUIAaHTallUM 3JIeKTpoKapArocTUMysitopa [14].

Hapymenust nporecca penoisipu3aliii XKeIyaod-
KOB, OlICHMBaeMble Mo aucnepcuu nHTepBaia O—7,
TPaIULIMOHHO pacCMaTPUBAIOTCS B JIMTEepaType Kak
OIVH M3 TOoKasaTejell pucKa pa3BUTUS BHE3aITHOM
cmept. OmHako wmccrnemoBanue Diamond-CHF
(Danish Investigations of Arrhythmia and Mortality on
Dofetilide-CHF), B KoTopoM olieHUBaIN pUCK OO
CMEpPTHOCTH, CEPAEYHON CMEPTHOCTM U CMEPTHOCTHU
OT apUTMUH y TAalIMEHTOB C BhIpaxkeHHoi CH, He mox-
TBEPIAUJIO IPOTHOCTUYECKOTO 3HAYCHUS MMCIICPCUM
uHTepBana Q— 7 [15]. B To xxe Bpems anbTepHalLUs Be-
JIMYMHEBI 3y011a 7' Ha TTOBEPXHOCTHOM 3JIEKTPOKAPINO-
rpaMMe MOXET paclieHUBATbCS B KaueCTBE HE3aBUCH-
MoTo (akTopa pHCKa XETYTOYKOBBIX apUTMUMN Y
nauueHToB ¢ CH [22].

MeTonap! onpeneneHns 31eKTPHIECKOTO
peMosie TMpOBaHuA MHOKap/a

Cpeny HEeMHBa3MBHBIX METOJIOB, KOTOPbIE B HACTO-
siiee BpeMmsl MOTYT MCIIOJIb30BaThCsl JJISI aHauu3a
BOPM, moxHO BeIIeanTh DKI BBICOKOTO pasperieHus
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Puc. 4. TunuyHoe pacripeneieHue MOTEHLIMAIOB Ha M30IIOTEHLMAIbHBIX KapTaxX IIpoliecca Aerojspudauuu (a) u

penosisipuzanyu (6) B rpyrnre KOHTPOJIS:

(m) — rpyansbie oTBeneHus TpaguumoHHoi DKI; (o) — orBeneHue nmoBepxHocTHOoro DKI-kapTupoBaHus; 3aKpallleHHas 00JacTh — 30Ha
OTPUIIATEIBHBIX TIOTCHITNAIOB, He3aKpallleHHas! — TOJIOKUTETBHBIX; (=) — OTPULIATETbHBIN IKCTpeMyM; (+) — IMOJOXUTEITBHBIN dKCTpe-
MyM; LubpaMy yKa3aHbl BpeMsi OT Hauasia $ha3bl cepIeyHOro UKiIa (B MC) ¥ 3HaYeHUe dKCTpeMyMoB (B MKB)

(aHanu3 nauTeabHOCTU 3yOLa P u komriekca QRS, nx
aAMIUTUTYIHBIX ITApaMeTPOB, OUCIIEPCUM, CIIEKTPab-
HO-BPEMEHHOI'0 KapTUPOBAaHMUS), ITOBEPXHOCTHOE
OKI-kaptupoBanme (M30MHTErpajJbHBIE KapTHI)
(puc. 4), IUIOJIbBHYIO KapaAuOoTOKorpaduio (mapamer-
pPHl IJTATEIPHOCTH aKTUBAIIMM, BEKTOpa YCKOPCHUS
penoasipusauun). s HaaexKHOro MporHo3a HeooXo-
MM KOMITJICKCHBIN aHaJIN3 BCeX BO3MOXHBIX TPUINH
M IIYCKOBBIX (haKTOPOB (TPUITEPHBIX U MOIYJIUPYIO-
IIAX), B TOM YMCJIie OajlaHCca BETeTaTUBHOM PeryJisiiiuu
(aHanmm3 R—R pacmpenefieHus), XxapakTepa 3KTOINU
pU CyTOYHOM MOHUTOPUPOBAHUMU [8].

Tak, HanpumMep, peructpauus 3yoia P ¢ moBepxHo-
CTU TeJla ¢ ucrnoyib3oBaHueM MeTtoma OKI' Bbicokoro
pa3pelieHnsT pacIIupsieT BO3MOXHOCTH TIPHUMEHEHUS
MeTo/a B KJIMHUYECKOl MpakTuke [2]. DnekTpodusu-
OJIOTUYECKHUE WCCIEeOOBAaHMUS IIPOIEMOHCTPUPOBAIIHN
HaJIMuMe 30H 3aMelJIeHHOro (pakIMOHUPOBAHHOIO
MIPOBEACHHUS TT0 TIPEACEPAUSIM Y OOIbHBIX C TTAPOKCH3-
MaJIbHBIMU (hOpMaMM MepLIaHUs U TpereTaHMs Tpel-
cepauit. Hanmmame Takmx 30H MOXET TpencKa3biBaTh
pa3BUTHE CIIOHTAHHBIX MApPOKCHU3MOB MeplaTeJIbHOMN
aputMuM. Takke ObUla MPOJEMOHCTPUPOBAHA MATO-
Mopdoorndyeckass OCHOBa MPOJJOHTUPOBAHHOI (par-
MEHTUPOBAaHHOM TIPeCepAHO 2JIeKTporpaMmbl. Cun-
TalOT, YTO BO3HUKHOBCHHE PUEHTPU B pPErUOHE
TpeCcepanii 3aBUCUT KaK OT ITPOCTPAHCTBEHHBIX pa3-
JIMYW B CBOMCTBAaX MeMOpaHBI, TaK M OT aHATOMUYEC-
KOIt le30praHM3aldi MbIIIEYHON TKaHU Mpeacepauid,
KOTJa OTIETbHBIC MBIIICYHBIC BOJIOKHA Pa3IeIsSIOTCS
COENMHUTEIbHOI TKAHbIO, YTO BeIET K HEOTHOPOIHO-

CTH, aHU3OTPOITHOCTUA CBOMCTB TpeacepInii. AHAIN3
Pa3IUYHBIX aMIUIATYIHBIX M BPEMEHHBIX XapaKTepuC-
THK IIAPOKO WCITONB3YeTCS IJI OLIEHKW ITWHAMWKHU
3JIEKTPO(PU3NOIOTNIECKOTO peMOICTUPOBAHUS TIPEI-
cepauii Mpu KapaAuOBEPCUM Y OOJBHBIX ¢ TTOCTOSIHHOM
dopmoii DI, mporHos3a peauBOB U 3PGHEKTUBHOCTI
MPOBOAUMOI Tepanmuu. AHAJIU3 3JIEKTPUIYECKOro pe-
MOIEINPOBAHUSA M KOHTPAKTUIBLHOCTU IIOCTIE 3JIEKT-
POMMITYJIBCHOM Tepamuu MoKas3aj, YTO 3TU MPOLEeCCHI
HUOYT TapajijieIbHO W BOCCTAHABIMBAIOTCS B TEUCHUE
3—-5cyr [27].

Hawubosee cyiiecTBeHHOE MOBBIIIEHUE TOYHOCTHU
OLICHK! COCTOSIHMSI Cepllia 00ecCIedMBacT 3JICKTPO-
Kapauorpauueckoe KapTUpOBaHWE, IMpPeaIrojiaraio-
Iee OoIpelesicHNe 3JICKTPUIECKOro MOTCHIMalIa Ha
BCEll MTOBEPXHOCTHU Tejla IMyTeM CUHXPOHHOM pEermcT-
pallii CUTHAJIOB MHOXKECTBEHHBIX OTBEICHMI, pac-
npenesieHHbIX Ha 3Toi noBepxHocTu. [Tpu DKI-kap-
TUPOBAaHUU OOBEM MCXOAHOU uWHPoOpMaLUU 0O
3JIEKTPUYECKOM TIOJIE CEPALIA CYLIECTBEHHO OOJIbILE,
yeM IIpA WCIMOJB30BAaHNUU OOIIEIPUHSITHIX 3JIEKTPO-
KapauorpaguyecKrux MeToA0B, IIPUYEM OTKPBIBAIOTCS
BO3MOXHOCTH 00Jiee MOAPOOHOI0 U ITyOOKOTO aHaIK-
3a M3MepeHHbIX maHHbIX. [Toatomy DKI-kapTupo-
BaHNE MOXET 00eCIeYnTh 00Jiee BEICOKYIO TOYHOCTh
MMATHOCTHUKM.

DyHKIMOHATBEHOE, MOPGhOJIOTHTIECKOE U IEKTPU-
YeCKOe PEeMOICITMPOBAHNUE SIBJISIOTCS COCTABJISIONIN-
MM JUHAMUKM MaTOJOTMYECKOro IMpolecca Mpu MHO-
rux 3a001eBaHNAX MUOKapaa. OUeBUIHO, YTO JaHHEIC
MPOLIECCHI UAYT MapaljieIbHO, IPUYEM B PsIZie CIydyaeB
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afieKTpoKapauorpadpuueckre HeHOMEHBI OMepexaroT
Mexanuudeckue. [IpeacraBneHust 0 HapyHIeHUSIX 2JIeK-
TPODU3UOJIOTMYECKUX TTPOLIECCOB, MPOTEKAIOIINX Ha
MeMOpaHax MUOKapauaTbHbIX KJIETOK U B CApKOILIa3-
MaTUYEeCKOM PETUKYJIyMe, TO €CTb O CBOE0OpPa3HBIX
APUTMOTEHHBIX MEMOPAHOIIATUSIX KaK BapUaHTaX MUO-
Kapauoauctpoduu cepaua, MpUBEAeHBI B padoTax
M. C. Kymakosckoro [7]. OmHako OTCyTCTBUE 00IIe-
MPU3HAHHBIX METOI0B HEWHBAa3UBHOU OLIEHKHU Hapy-
IIEHUI 31eKTPOPU3NOIOTUYECKUX CBONCTB MUOKapaa
MpPEACEPAMiA 3aTPYIHSET U3YYyeHUE 3J1EeKTPODU3MO0I0-
TUYECKOr0 PEMOMIETMPOBAHUS MUOKAp/Ia, a UCCIIe0Ba-
HUS, TIOCBSIIIIEHHBIE pa3paboTKe HOBBIX IMarHOCTUYEC-
KHX TpUHLUNOB Ha ocHoBe OKI-MeronoB wu
COTOCTABJICHUIO DPE3yJbTaTOB PA3JINYHBIX METOIOB,
M3yYarouux d3AeKTPpodDU3NOIOTHIECKHE U OOBEMHbBIE
TIPOLIECCHI, HA CETOIHSIIHUI I€Hh HEMHOTOUNCICHHBI.

3axroyenue

ITpouecc peMonenvpoBaHust MUoOKapaa, Oyab OHO
aHaTOMMYECKOe JIMOO BJIEKTPUUECKOE, CO31aeT BbICO-
KOYYBCTBUTEJIBHBIN 31eKTPOPU3NOJIOTMYECKUIT Cy0-
CTpat AJISl TPUTTEPHBIX MEXaHU3MOB KU3HEYTrpoXalo-
IIAX apUTMUIL. XOTeJI0Ch ObI BEpUTh, UTO JaTbHEHUIIee
HCIO0JIb30BaHME HOBBIX MOAXOMOB K aHamu3y DPM u
IPUBEACHHBIX JAHHBIX PACIIUPUT BO3MOXKHOCTU He-
MHBA3UBHBIX METOIOB MCCJENOBAaHUSI HapyIICHUM
nporieccoB DPM y GOJIbHBIX C pa3IMYHON TTATOJIOTHEH
cepiia ¢ yyeToM He0OXOIUMOCTH COOJTIONCHMS TIPUH-
LIMIIOB JO0Ka3aTeabHOIH MeauHbl. QO4eHb BaXKHO UC-
MOJIb30BaTh BLICOKUI UCCIIEN0BATEIbCKUMN U TUATHOC-
TUYECKUI MOTEeHIMaN TepeIOBbIX TEXHOJOTMIA, TakK
Kak 0e3 X BHEAPEHUS B IIPAKTUKY HEJIb3S IIOTHSTH Ha
HOBBII YpOBEHb KaueCTBO OKa3aHMsI CHEeLMaTIu3Uupo-
BaHHOM KapINOJIOTNYE€CKOM IIOMOIIIU.
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O CEroAHSIIHETO AHS IPOAOJIKAIOT OCTABATh-
Z[ca aKTyaJIbHBIMU BOIIPOCHI CBOEBPEMEHHOM
JUArHOCTUKM KU3HEYIPOXAIOIIUX COCTOSSHUI U
pUCKa pa3BUTHUsSI 3JI0KAYECTBEHHBIX apUTMUN KakK y
B3pOCIBIX OOJBHBIX, TaK W Y IETel C BPOKICHHBIMU
nopokaMu cepana. ITapokcru3Mbl TaxuapuTMUii, coue-
TafoIINecs ¢ BPOXKICHHBEIMHA TTIOPOKAMU Cepalla, YXYI-
LIAIOT FeMOAMHAMMKY U IPUBOIAT K IIPOrpecCUpoOBa-
HUIO CEPIEYHOM HETOCTATOUHOCTH, a TAKKE SIBIISIOTCS
(hakTOpaMM puUCKa OCJIOXHEHUI M JIE€TaJbHOCTU.
CKJIOHHOCTh MAllMeHTOB C aHOMajueil DOIuTeliHa K
APUTMUSIM, BO3HUKAIOLIUM IPH €CTECTBEHHOM Tede-
HUU 3a00JieBaHMS, BO BpeMs 30HIUPOBAaHMS, BO Bpe-
M | TIOCJIe OIlepallii, XOpOoIllo u3BecTHa [15, 18, 24,
39]. BHe3amHasi cMepTh BCJIEICTBME HApYIICHUI PUT-
Ma YBEJIMIMBACT JICTAIBHOCTh OOJBHEBIX ¢ aHOMAaJIHei
DowreitHa [3, 4, 21, 26, 39]. [ToaToMy A0KHOE OpU-
SHTHPOBaHNE B TUIAX HAPYIICHWI PUTMAa, BBISBIISIC-
MBIX TIpY aHOMaJuM DOIITeiiHa, KaK 1 000CHOBaHHUE
BO3MOXKHOCTEH JICUCHUS 3TUX JKN3HEYTPOKAIOIINX OC-
JIOXXHEHUI, MeeT MePBOCTEIICHHOE 3HAYEeHUE.

EcrecTBeHHOE TeueHHe M YaCTOTa CHHAPOMA
Bonbda-Tlapkuncona-Yaiita y 601bHbIX
c aHoManmel JomTeiiHa

EctecTBeHHOE TeueHMe 3a00IeBaHUs Y MAIUEHTOB
¢ aHOMAaJIreil DOITeiTHa U TaXUAPUTMUSIMU, N3YICH-
Hoe M. MaxmynoBeiM [6], FO. ®@. CamoiiioBsiM [9],
T0Ka3aJIo0, 9YTO B CPOKM OT 2 1o 10 jieT neTasbHBIC UC-
xonbl Habmopaotcst B 25% ciydyaeB. [1o qaHHBIM JIK-
tepatypsl [10, 31], B 49 cnyyasix aHanu3a xoaa ecTect-
BEHHOTO TEYEHUSI aHOMaJauu DOIITeilHa C COIyT-
cTBytomiuM cuHapomoM WPW BHezamHo ymepnu 10
(20%) 6onbHbIX. [To manHbiM W. Smith u coast. [39],
MPpU MEIUKAMEHTO3HOM JIeYeHUU OOJIbHBIX C aHOMa-
Jmei DomreitHa u cuaapomoM WPW, koTopbiM ObLTa
nogobpaHa aHTUAPUTMUYECKasi Teparus, BHe3arHast
cMepTh oTMedeHa B 14% ciydaeB. Mexay TeM B Giu-
JKalieM MmocjieornepalMoHHOM TepUojJe OT HeycTpa-

HeHHoro cuHapomMa WPW noru6aor 1o 75% GoNbHBIX
[2, 16, 18].

HamxenynoukoBasi Taxukapaus SIBJISIETCSI Hambo-
Jiee 4acThIM HapyllleHWeM PUTMa cepiiia Yy OOJIbHBIX C
aHoManuel DomTeiiHa 1 00yCIOBJIeHA HATMYNEM [0~
MOJHUTENbHBIX TPOBOASIIMX MyTeil (cuHapoM WPW),
Cungpom WPW y GobHBIX ¢ aHOMaIMei D0IITeiiHa,
10 JAaHHBIM pa3JIMYHBIX aBTOPOB, BCTpEYaeTCs B
7—30% cnyuaes [19]. Kak npaBuio, B TaKHX CIIy4asix
TPYAHO MOI00pPaTh aicKBAaTHOE MEAUKAMEHTO3HOE Jie-
YyeHHne, M 0e3 XUpyprudecKoro JICUeHUs IIPOTHO3 He-
0J1arONpPUSITHBINA.

Ilo pesynsratam ucciegoanuii G. Danielson u
coaBT. [18] m M. Shigenoubu u coasrt. [38], 10 32%
OOJIbHBIX, YCTIEITHO MEePEHECHINX OTepalnio KOppeK-
uuu BIIC, ymupaloT B mmocjieonepaiioHHOM TIEpUOJIe
OT HEIMAarHOCTUPOBAHHBIX WM HEYCTPaHEHHBIX BO
BpeMsI oTlepallii UICTOYHUKOB HapYIIEHUI CEpaeIHO-
ro pUT™Ma.

[Tpu HanmMcaHWM 0O30PHOM CTATHU MBI IIOCTABUIIN
repesn coboil CaeayIonIe BOIPOCHI: KAKOBBI TPUYMHBI
HapyIlIeHNI puTMa Ipy aHoManu DomreitHa? [Toue-
MY OHM BCTPEYaloTCs TaK 4YaCTO MMEHHO MpPU aHOMa-
ymu DomTeiiHa? KaKOBBI OMBIT U TTEPCIIEKTUBEI XM-
pypruudeckoro jeyeHus cuHapoma WPW, otnaneHHble
pe3yJbTaThl OMHOMOMEHTHOW KOPPEKIINM aHOMaJINHN
DomTeiiHa U cuHapoma WPW?

OTBeThl Ha MHOTME W3 TOCTaBJIEHHBIX 3[€Ch BO-
IIPOCOB B JIMTEPAType HE UMEIOT OJHO3HAYHOTO TOJI-
KOBaHMS. DT JaHHbBIE MPEACTABJIEHBI B CTAThSIX M MO-
Horpadusx pa3po3HEHHO JHOO OTpaHUICHHBIM
YUCIOM HaOmoaeHuii |3, 4].

LlenmpHOI aHATOMUYECKOI, SIIEKTPODU3NOIOTIIC-
CKOH M XUPYPIMYECKOW KOHLIETIIMU O KJIMHUYECKMX
MIPOSIBJICHUSIX, THATHOCTUKE M XUPYPTUICCKOM JIeue-
HUM HapylLIeHWI pUTMa MpU aHOMaauM DOluTeiiHa B
OTEUYECTBEHHON JIMTepaType IOJTHE TOOBI He OBLIO.
Mexnay TeM TpU COYeTaHUM aHOMaIuM DOIITeiHa ¢
cuanpomoM WPW BhICOKMIT pHCK BHE3AITHO CMEPTH,
IIPOrPECCUBHOE CHMUKEHME TOJIEPAHTHOCTU K (hU3UYe-

* Anpec s iepenucku: e-mail: leoan@online.ru
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Puc. 1. Dxokapauorpamma 60JbHOTO ¢ aHOMauein D6-
LITeifHa HA CUHYCOBOM pUTMe. BunHa TunuyHas KapTu-
Ha TipojioHTrauuu 3yona P u uatepsana P—Q. Komruiekc
ORS nokaspIBaeT MO3AHIOW aKTUBALIMIO ITOJTMCOBBIX
nyteil mpoeneHus yepe3z AUTTK

CKHMM Harpy3kaM, B OOJIBIIOI CTeTICHH OOYCIOBJICH-
Hble HapylIEHUsSIMU PpUTMa, a TakXXe OTCYTCTBHE (-
(beKTUBHOIT aAHTUAPUTMHUIECKOM TePAITUY CACIIATH Ol -
HOMOMEHTHYIO XUPYPTrUYeCKYl0 KOPPEKIIMI0 coye-
TaHHOM ITaTOJIOTMM EIWHCTBEHHBIM pagUKaTIbHBIM
CITOCOOOM PEeIIeHUS JaHHOM ITPOOJIEMBI.

M3BecTHO, YTO apUTMHUU YacTO HAOIOMAIOTCS Y
OONILHBIX ¢ aHOMaJuel DoiTeliHa. DTO 00YCIOBIEHO
KaK HaJIMYAEeM BPOXICHHBIX apUTMOT€HHBIX CyOCcTpa-
TOB, TaK U IPUOOPETEHHBIMU CyOCTpaTaMu apUTMUU,
BO3HUKAIOIIVMHK W B TeUeHWE KU3HU, U MOCJIE ollepa-
MU, DTOT apUTMOTCHHBIN MOTeHIINAI ITIPY aHOMAJIUH
DO1TeitHa ycTaHABIMBAETCS JIETKO Ha OOBIYHOM 2JIeKT-
pokapauorpamme (puc. 1). IInsg aHOMaauu TUIIMYHbI
MPOJIOHTMPOBAHHbBIE 3yOlLbl P, 00yCIOBIEHHBIE 3a-
MeIJICHUEM BHYTPUIPEACEPAHON IPOBOAUMOCTH
BCJIEICTBHE pACIIUPEHUsT MpaBoro Tpeacepaust [24].
ITpononrauus nntepsaia P—Q obyciaoBiaeHa yajaviHe-
HUEM IIPOBENCHUSI IO IMPOKCUMAJIbHOMY CEIrMEHTY
TIpoBOIsAIIeH cucTeMbl. HecMOTpsT Ha 3TO MoJTHAS T10-
repevHas 0JIoKaga Mpu aHoOMaJluu DOIITeiiHA BCTpe-
yaercsl peako [30]. M HaobopoT, Ojokaga IpaBoit
HOXKHU Tryyka Iuca BcTpedaercs yacto — B 75—95%
ciyyaeB. Kak ObL10 OTMEUYEHO, U151 TOPOKa OYEHb Xa-
pakTepHBl TUIIUYHBbIC W3MeHeHMsT nHTepBaia 0—R B
V,_, v npuuymBas nedopmanus QRS, cBuneTensCcT-
BYIOIIIAE O TTO3MHEH aKTWBAIIMU ITOATHMCOBBIX ITyTEH
MPOBEIEeHUs Yyepe3 aTpuaJu30BaHHYIO YacTh MPABOIo
xKenynouka [24, 30]. B otnuume oT aTHX OpaauHapy-
IIEHUI pUTMa, HapyIIeHUS B BUAE TaXUKapAUil 4acTo
HOCST 00JIce BEIPaXKeHHBIN KIIMHUIYECKUM XapaKTep.

Cpenu Bcex BpOXIECHHBIX ITOPOKOB CEepilia TaxXu-
KapIWW Yallle BCero COMYTCTBYIOT MMEHHO aHOMAaJIUH
D6mreiiHa [2]. Kpome Toro, couetaHne Taxukapauii ¢
BPOXXIEHHBIMA TTOPOKAMHM CEpIlia 3HAYUTEITHLHO CHITh-
Hee OTPaXalTcs Ha Ka4eCTBE KM3HM M OCITIOXKHEHMSIX,
YyeM 3TO ObIBaeT 0e3 HapylleHUs1 puTMa cepaua. CUHI-
POM TIpE3K3UTAIINM B OOJIBIIMHCTBE CIydae OOYCIIOB-

JIEH CYyIlIECTBOBAaHUEM OBICTPOMPOBOASAIINX AOTIOJTHU-
TeJIbHBIX MYyTell MPOBEACHUSI U BBIABISAETCS Yy 5—25%
OONbHBIX ¢ aHOManueit DoireitHa [24, 30, 32, 39].
Kpome Toro, 94T0 3TN HOMOJTHUTEIBHBIC IIYTH CIIOCO0-
CTBYIOT PUEHTPY TaXUKaPIUSIM, OHUA XapaKTePU3YIOTCSI
BBICOKMM PHCKOM IIOTEPM CO3HAHWS W BHE3AITHOM
cMepTy 0oJibHBIX [24, 39]. JdomonaHuUTe bHbIE MYTU C
KOPOTKHMM aHTErpagHBIM pedpakKTepHBIM IIePHOIOM
CIIOCOOCTBYIOT OYEHb OBICTPOMY KEJIyIOUYKOBOMY OT-
BETY Ha TIpelcepaHble TaxWKapauW, B YaCTHOCTU Ha
TperneTaHue ¥ GUOPUIUISILIMIO TIPEeaCepanii, BbI3bIBAs
TakuM oOpa3oM GUOPUUTSLIMIO XKeayaoukoB. Kak mo-
JIaraloT, UMEHHO 3TOT MEXaHM3M OTBETCTBEHEH 3a He-
00bIYallHO BBICOKMI PUCK BHE3aINHBIX cMepTeil (10
7%) mocie XUPYPrUYECKOM KOPPEKLUU aHOMaIuu
[30], mocKoMbKY MepBUYHBIE XEJyIOYKOBbIE Taxua-
PUTMHHM B 3TOM TOMYJISIIIUU OOJBHBIX BCTPEUYAIOTCS
penxo [15, 30]. Kak cBUIETEebCTBYIOT MaTepUaIbl, HEe-
IaBHO oIryoiamkoBaHHBIEe F. Attie u coaBT. [12], coueTa-
nue aputmuii, CH II1-1V ®K no NYHA u kapavo-
topakaipHoro uHaekca (KTH) 6omnee 65% sBnsercs
CYILIECTBEHHBIM TPEABECTHUKOM JIETAJIbHOTO UCXOa.
ITpexnae yeM MPUCTYNUTh K U3JIOXEHUIO JIUTepa-
TYPHBIX JAHHBIX II0 pe3yJbTaTaM OJIHOMOMEHTHOI
KOPPEKIMA aHOMaIUM DOIITEHA B COYETAHUU C JI0-
MMOJIHUTEIbHBIMU TIPEACEPAHO-KEITYTOUYKOBEIMU CO-
equHeHussMU (JAT12KC), Mbl cOwIn HY>XKHBIM KOPOTKO
OCTaHOBUTBHCS HAa caMoOM cuHapoMe WPW,.

Cunapom Bonbda-Ilapkuncona-Yaiira

BonbIIMHCTBO BpOXKICHHBIX MTAPOKCU3MATBHEIX Ta-
XUKapAuil y OOJNbHBIX ¢ aHOMaiuel DOoluTeiiHa olyc-
JIOBJICHBI OBICTPOIIPOBOMSIIUMUI JOIOTHUTEIBHBIMU
aTPUOBCHTPUKYJIIPHBIMU ITyTSIMH, BCTPEYAROIIUMUCS
MpU 3TOI aHOMaIMK NMPUGIU3UTENBHO B 30% ciydaes.
Kak mpaBuio, 3T 1OMOJHUTEIbHbIE TTPOBOISILNE ITy-
TH XapaKTEepPU3YIOTCS M aHTeTrpaJHOM, U peTporpagHoi
MPOBOJMMOCTBIO M OTBETCTBEHHBI 32 CUHApOoM WPW ¢
MpesK3uTaleil Ipyu CUHYCOBOM PUTME B KOMOMHALIMU
¢ MapOKCU3MAaJIbHOM pUEeHTpU Taxukapameit. Hexoto-
pble JOIOJHUTENbHbIE MPOBOASILME MYyTU XapaKTepu-
3YIOTCSI TOJIBKO PETPOTPamHOM IPOBOAMMOCThI0. OHHU
(hopMUPYIOT TaKOM Xe TUM TaxUKapaAuu, HO MPEeIK3U-
THPYIOTCA TIPA CUHYCOBOM pUTMe. B oTmume ot HOp-
MaJIbHBIX cepliell, B 15% ciyyaeB aHOMaIuu DOIITeitHa
00HApyXMBAIOT HaJUYME€ MHOXECTBEHHBIX TOIMOTHU-
TEJIbHBIX IyTeH MPOBEIECHMS M PUEHTPU TaXUKapIUU.
HecpaieHust aTpOBEeHTPUKYJISIPHOTO KOJIbLIA U THUITO-
IJTACTUIHOTO IIEHTPAJbHOIO (PMOPO3HOTO Teia SIBJISI-
J0TCS MpeApacnoiaraoiuMu GhakTopaMu K COXpaHe-
HHUIO (hbaTaJIbHBIX JOIMOJHUTEIBLHBIX aTPUOBEHTPHUKY-
JIIPHBIX MYTEH, ¥ B 5TOM OCHOBHAsI IPUYMHA WX CYIIE-
CTBOBaHMS TIpu aHoMmanuu DomreitHa [32]. [TosTomy
9TU JONOJHUTEIbHbIE MYTU, KaK MpaBUIO, BCTPEYaloT-
Cs1 Ha TOM CTOPOHE, HA KOTOPOM MMEETCS aHOMAaJIbHbII
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Puc. 2. AHatomusi ¢pubpo3HbIX Kojell AB-kinanaHoB u
cxeMa pacnoyioxeHus JAITXKC (rmo McAlpine, 1975). Ha
cxeMe TT0Ka3aHO BO3MOXHOE PacrojioXeHWe B CBOOOMI-
HOI1 cTeHKe (CBOOOIHAS CT.) M B IEPEropoa0vYHOI 00JI1a-
CTH, a TAKKe 30Ha MUTPATBHO-a0pTaIbHOTO (PHOPO3HO-
ro KOHTaKTa, rje cymecrsoBaHue JTT2KC ucknrouaercs:
JIA — nerouHas aprepusi; [IBA u JIBA — npaBasi 1 JieBasi BEeHEUHbIE
apTepuu.
TpuKycnuaaabHbii kianan [39]. [Ipu KoppuruposaH-
HOM TPaHCHO3ULMX A0PThl U JIETOYHOMU apTepUu, Kak
MPaBWJIO, BCTPEYAETCS JIEBOCTOPOHHSSI aHOMaust D0-
wreitHa. Cunapom WPW sBnsieTcss BpoxkaeHHOI aHO-
MaJlieii, MpU KOTOPOii MPOBEeIeHUE UMITYJIbca OT Mpe-
CepIMiA K XeNIyJo4YKaM OCYIIECTBISIETCS B OOXO[
MpeACepaHO-KEIYIOUYKOBOIO y3/a MO MOMOJHUTEb-
HBIM TIPEICEePIHO-XKETYIOIKOBBIM COCTMHEHUSIM (TIyd-
kam KeHTa). DTU coeauMHEHUs] MOTYT pacIojiaraTbcs
Kak MapMeTaibHO, TaK U B MEPETrOPOAKeE.

Cunapom WPW Ha3zBaH 1o umeHaM yueHbix L. Wolff,
J. Parkinson u P. White, onucaBmmx B 1930 1. a1eKTpO-
KapauorpaduiecKuii CUMHAPOM, BKJIIOUYAIOLIMIA 0J10-
Kaay HOXKHU TIpeacepaHO-XeTyI04YKOBOro mydyka u
KOpOTKUIT MHTepBall P—R, KOTOpBIii HaOmomancs y
(buzryecky 3MO0POBBIX JIUII C TAPOKCU3MATIbHOM Taxu-
Kapaueil. YTo o3HayaeT TEPMUH «IIPeKICBPEMEHHOE
BO30yXIeHue»? DTOT TEPMUH IMUPOKO UCIIOIb3YeTCS
B ciyyasix, Korga y OOJbHOTO C aHAaTOMMYECKUM
«ITYHTOM» (MOCTUKOM MEXIY MpeAcepaueM U XKemy-
MIOYKOM) YacTh WJIM BeCh MHUOKAp XeJyIOouyKa aKTH-
BUPYETCSI UMITYJIbCOM, BO3HMKIIIUM B MpEACEpPIUN U
JMOCTUTIIIMM 3TOTO ydyacTKa paHblle, 4YeM BO30yxXie-
HUE, TPUXOMSIIEE B XEJIYyI0YEK YEPE3 HOPMAIbHYIO
npoBosyio cuctemy [3]. B HacTositiee BpeMst asex-
TpoU3UOJOTUUYECKUMU METOAaMM J0Ka3aHO, 4YTO
CUHPOM MPEaBO30YXKIECHUS SIBISIETCS OMHOW U3 MO-
JeJlel Tak Ha3blBa€MbIX PUTMOB ITOBTOPHOIO BXOJAa
(pueHTpHU) U YTO MEXaHU3M KPYTOBOI'O pacIpoCTpaHe-
HUS BO30YKIEeHUST 00YCIOBJICH pa3HULIEH B CKOPOCTSIX
npoBeneHus Bo3oyxaeHus mexay HITKC u arpuo-
BEHTPUKYJISIPHBIM Y3710M. JlOMOJMHUTENbHbIE MpPEA-
CEPIHO-XETYIOYKOBbIE COCIUHEHUS SIBISIOTCS 3Be-

HOM aHATOMMYECKOTO Kpyra TOBTOPHOTO BXO/a BO3-
OyXIeHUsI, B COCTaB KOTOPOTO TaKxKe BXOISIT IpeIcep-
nust, AB-y3en, mydyok Iuca u xemynouku. MHoxecT-
BeHHblie JIIT2KC oGHapyxuBatorcs y 15% GOJBHBIX C
cunapomom WPW [2, 3, 37].

B 1945 1. E. Rosenbaum u coasr. [36] mpeanoxuiu
knaccudukauuio cunapoma WPW ¢ noapasaeneHueM
Ha Tunel A u B. [lpu tune A QRS-KOMIIIEKC UMeEeT
MopdoJioruio 6;10Kaabl MpaBoii HOXKM mydka [iica (R,
Rs, RR, rR B otBenienun V). Ilpu tune B mopdosorus
ORS-xoMmiekca HaITOMMHAET OJIOKAIy JI€BOM HOXKHU
nydka Iica (QS, grS, rS B otBeneHun V).

braromapst ”THTEHCUBHOMY TTOMCKY TPYIINa UCCIIe-
JloBaTejieil MEAULIMHCKOro ILeHTpa U3 [IbIOKCKOTO
yauBepcuteta (CIIIA) Ha ceromHSIIHMI IeHb pa3pa-
0oTaja MpPOCTYI0 U JOCTYMHYIO cxeMmy (Kiaccuduka-
LINI0, KaK €€ OIPEIeITIOT CaMH pa3padOTIYNKH) JIOKa-
Ju3anuu no6aBouHbIXx mnyTteit [37]. OHM pacnona-
raloTcsa B CBOOOTHOWM CTeHKe (IIPUCTEHOYHO, Iapue-
TaJlbHO — CIIpaBa U CJieBa), a B IEPEropoaKe — C3aau U
cnepenu (puc. 2, 3).

B 3aBucumocTtu ot jokanuzanuu, no DKI-mpu-
3HakaM M. E. Josephson u coaBt. [23] noapazaensior
JTITXKC Ha 5 BUgoB: niepeHeIieperopoiouHbIe, 3aIHe-
MeperopoaovHbIe, MPaBoil CBOOOIHON CTEHKH, JIEBOM
CcBOOOIHOI CTEHKHU U JIEBOI CBOOOIHOM 3aHEN CTEHKMU.

PaznuyaT 4 kiauHudeckue (GopMbl CHHApOMA
WPW: manndecTupyomasi, ”HTepMUATTAPYOIIAs, JIa-
TeHTHas, cKpbiTas [3].

C uenbio BeIABIeHUS cuHapoMa WPW B oCHOBHOM
ucnob3yrorcsa DKI, xonrepoBckoe MOHUTOPUPOBAHUE
U JIEKTPOU3NOIOTNICCKIE METOIBI UCCIICIOBAHMSI.

1. Daexmpokapduoepaguueckas ouaecHocmuka SIB-
JISIETCS YHUBEPCAIBHBIM METOJOM: YKOpOUYEeHHUE WH-
tepBana P—Q (MmeHee 0,12), paciumpeHre U U3MeHe-
Hue mopdoaorun kKomruiekca QRS (6onee 0,12) u
HaJIM4yue AeJbra-BojHbI (puc. 4). B nmurepaType MbI
He HalId cood1eHui o Tonuyeckon DKI-nuarno-
cruke JII2KC y 60abHBIX ¢ aHOMaIUel DOIITeitHa.

Puc. 3. Cxema, orpaxkaromas pacrojoxenue JIT2KC
(cormacuo xmaccudukamuu W. Sealy, 1978). CneBa u
copaBa — JII2KC neBoif 1 mpaBoii CBOOOIHOI CTEHKU
(cBobomHas cT.). CripaBa 4yepTouKaMu OTpaHUYEHbI 30-
HbI pacniojioxeHus nepeaHux (IT) u 3amuux (3) mepero-
ponounbrx JAIT2KC, cieBa myHKTMpOM IIOKa3aHa 30HaA
(IMHUS MUTPAIBHO-a0PTAILHOIO (PMOPO3HOTO KOHTAK-
ta), tumeHHas JIT2KC
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Puc. 4. Dnekrpokapauorpamma 6osbHOT0 ¢ WPW

B ennHuyHbIX padoTtax [39] naHa omucaTenbHas Kap-
™aHa DKI-nm3MeHeHUit y OONBHBIX C CUHAPOMOM
WPW 1 aHoManueit Do1reitHa, B TOM 4ynciie y 7 nauu-
€HTOB IIPOBEIACHO ITOBEPXHOCTHOE KapTHpOBaHUE.
OpHako aBTOPbl OTMEYAIOT TPYAHOCTH TOMUYECKOM
HEWHBA3MBHOM TMAaTHOCTUKU TOIIOJTHUTEIHHEIX TIPEI-
CEPAHO-XEYNOYKOBBIX COENVUHEHUNA U Jaxe B psAe
clydaeB CUYMTAIOT HaJIWYMe aHOMaanu DOIITeiiHa
MPUYUHOM TMArHOCTUYECKUX OIIMOOK B TOMMYECKOI
JloKanu3zauuu mydykoB Kenra [25].

2. Xoamepoeckoe monumopuposarue, IKI évicokoeo
paspeuienus, OUeHKa 8apuadesbHoOCmu cepoeHHo20 pum-
ma. CyrouHoe mMoHuTopupoBaHue DKI' mo3BonsieT ¢
BBICOKOW BEPOSITHOCTBIO BBHISIBUTH y OOJBHBIX Hapy-
meHus putMa. OmHako eciii 24-4acoBoe MOHUTOPH-
pOBaHME TTO3BOJISIET BHISIBUTh MHOXKECTBEHHBIE apUT-
Muu y 6Oonee deM 80% OONBHBIX C aHOMaTWEU
Do6wreiiHa U cuHapoMoM WPW, To 4yBCTBUTEILHOCTD
MeToIa TIPY BBISIBJICHUU CHHIPOMOB IIPEIBO30YXKIe-
Hus cocTaBuia 67%. IlokazaTesnb 4YyBCTBUTEIBHOCTU
(22%) GbLN ellle HUKE TIPU BBISIBICHUW PELIMITPOKHBIX
AB-taxukapauii y 00JIbHBIX ¢ aHOMaJIMEel DOIITeitHa
u cuHapoMoM WPW,

3. Dnexmpogusuonoeuteckoe uccredosarue TO3BOJIS-
€T XapaKTepr30BaTh (PU3MOJIOTUIECKIE CBOCTBA HOP-
MaJIbHOM TPOBOIMIINEN CHUCTEMBI CEpAlla U BCEX €€
CTPYKTYp (OLEHUTh (PYHKIMIO CUHYCHOTO y3J1a, BpeMs
CMHOATPHAJILHOTO TIPOBEACHUS, IIPOBSCTH aHAIN3 aT-
PUOBEHTPUKYJISIPHOI M BEHTPUKYJI0ATPHUATbHOI PETPO-
TPaJgHO MMPOBOIMMOCTH ), BEI3BATh ApUTMHUIO U U3YIUTH
€€ MeXaHU3M, ONpPeAeTUTh BUI U JJOKATU3ALMIO TOIOJI-
HUTETbHBIX MPOBONAINNX ITyTeH WIM apUTMOTEHHOTO
ouara [3, 23]. Jlng aHomanuu DOIITEHHA XapaKTepHO

| |
|I l—l _#I_|h-_ 'L"H;.'T“"‘l'&.["““l:' 1"‘L|r

Hamuue MHOXecTBeHHbIX I TT2KC 1 HomoBeTpuKyJIsp-
HbIX TpakToB B 30—55% cityyaeB. OCIOXHSIOT BHYTPU-
cepleyHoe MCCIeoBaHue N3MEHeHNE aHaTOMUYECKUX
opueHTupoB mmpu BIIC, yacTto oTMedaeTcs aTHITMIHOE
pacrosioxxeHue AB-y3ia u poBOJSIIUX MTyTEH.

MeTon 37eKTpOaHATOMUUYECKOTO KapTHUPOBAHUS
cepaua (cucreMa CARTO) no3BoJisgeT 3anucaTh BHYT-
PUCEPICYHYIO 3JICKTPUIECKYI0 aKTUBHOCTb C 0OoJjiee
TOYHBIM OITpe/ieJIECHUEM MeCTa 3apOKACHUS UMITYJIbCca
W HaTIpaBJIEHMS €TO pacIipeeieHusI, OMHAKO OTCYTCT-
BUE€ MHOTOKaHAJIbHOTO KapTHPOBaHUSI YIUIMHSIET Bpe-
MsI TIPOLIEYPBI U YCJIOXKHSET €€ MCITOIb30BaHUE TP
HEeCTaOWIbHON reMOIMHAMUKE.

ITo naHHBIM TUTEPATYPHI, Y OOJBHBIX C aHOMaJTUE
Domreitna cuHapom WPW (tum B) Bctpewaercst B
5—24,5% ciy4aes [6, 21], B To BpeMs KaK y OOJTbHBIX C
cuHapomoM WPW anomManuio D01ITeitHa BEISIBISIOT B
6—12% cnydaes [21, 34]. 1o nauubM JI. A. Bokepust
n coaBT. [3], mpu aHOManMMu DOIITeiTHA CHUHIPOM
WPW Berpetuics y 41,4% oneprpoBaHHBIX OOJIbHBIX,
YTO B OMPEACSIEHHON CTeTIeH! MOATBEPKIaeT MHEHHUE
IO. bpenuxuca [4] u W. Smith u coaBrt. [39] o cBsI3U
00eux MaToaoTui.

Xupyprudeckoe gedeHne aHOMaInH JomTeiiHa

[IpoTe3npoBaHue KIamaHOB CepAlla y AeTei Ha IIpo-
TSDKCHUMU MHOTHX JIET SIBJISICTCSI IOMCTUHE KaMHEM IIpe-
TKHOBEHHUS UISI KapIUOXUPYPTUIECKUX KIMHUK BCErO
MHpa. DTU olepaldd COIPOBOXKIAIOTCS BHICOKOM roc-
MMUTATbHOI JIETATBHOCTHIO, YACTBIMU TTOCIICOTIePALIOH-
HBIMU OCJIOXHEHMSIMU, 3HAYUTEIbHBIM KOJIMYECTBOM
HEYIOBJICTBOPUTEIBHBIX OTHAJIEHHBIX PE3yJIBTaTOB M
MOBTOPHBIX omepauuii. [1lo eaMHOAYIIHOMY MHEHMIO
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YYEHBIX, OCHOBHAs MPUYMHA CTOJIb HEOIaromoyIHBIX
Pe3yIbTaTOB MPOTE3MPOBAHUS KJIAIIAHOB Cepara y Je-
Teil KpoeTcsl B HECOBEPIIIEHCTBE 3aMeHUTeN el KilamaHa
M B OTCYTCTBUHM WAEAJTBLHOTO IIPOTE3a, OTBEYAOIIETO
BCEM TPeOOBAHUSIM KapAUOXUPYPTUU IETCKOTO BO3pac-
ta. CiregyeT OTMETHUTDH, YTO JaHHOE OOCTOSITEILCTBO B
pPaBHOI CTENEHM OTHOCUTCS KaK K MEXaHMYECKUM, TaK
M K OMOJIOTMYECKUM TIPOTe3aM KJIallaHOB Cepalla, MpH-
MEHSIEMBIX B COBPEMEHHOU KapIuOXUpypruu.

[TepBast B Mupe omepanusi MpoTe3NPOBaHUS Kiia-
mnaHa cepialia y peOeHKa ObLla BbINOJHEHa 29 WUIOHS
1962 . B. K. BypakoBcKuUM, KOTOPBI MUMILIAHTUPO-
BaJI TPEXJICTIECTKOBBIN KJIAIIaHHBIN IIPOTE3 KOHCTPYK-
uu ToavkoBa B JIErOUHYIO MO3ULIMIO 13-JIeTHel ae-
Bouke [5].

B 1963 . C. Barnard u V. Schrire BriepBbie B MUpe
BBIMOMHUIU TIpoTe3upoBanue TK y 6oabHOro ¢ aHo-
manueit DoireitHa [14]. KpoMe coOCTBEHHO MpoTe-
3MpOBaHUS OpUTUHAIBHOCTD MeTomuku C. Barnard u
V. Schrire 3akitoyanach B TOM, YTO C LI€JIbIO M30exKa-
Hus AB-0610Kaabpl aBTOPHI MPEAIOXUAINA (HUKCUPOBATH
MpoTe3 BhIIIE YCThsI KopoHapHoro cuHyca. B CCCP
nepBoe nporte3upoBaHue TK npu aHomanuu D01Tei-
Ha BbInoiHUI I. M. CoioBbEB B OKTsIOpe 1964 .

CylI1ecTBYIOT iBa MOAXOAA K XUPYPTUUECKOMY Jie-
YEHUIO aHOMAJINKM DOIITeHA: TUIACTUIECKUE METOIV -
KA U OIepalyy IO 3aMelIeHUI0 TPUKYCITMIATbHOTO
KJIaIlaHa.

MHeHUs 110 TTOBOY BbIOOpA Onepalvi Ha TPUKYC-
MNYIaJIbHOM KilanaHe cuiibHO pacxonstcs. Tak, T. Iwa
U coaBT. [21], J. Pressby u coaBt. [34] oTaalor npenmno-
YTEHHE OIepalny OMOIPOTe3MPOBAHUS TPUKYCIIH-
JaJbHOTO KJlalaHa. BrompoTe3sl UMEIOT Psi IpeuMy-
IIECTB: HU3KUI MPOPuUiIb, OTCYTCTBUE TPOMOO3IMOO-
JIMYECKMX OCJIOKHEHUI, XOPOILIINEe Pe3y/IbTaThl M Yepe3
10 ner mocne mmmaaHtanuu. Onepanus TIACTUKUA
TPUKYCITUAAJIBHOTO KJIariaHa OoJIbIlIe ITOKa3aHa IeTIM
B Bo3pacTe 10 16 jeT, U 00s13aTeIbHBIM YCJIOBUEM SIB-
JISIETCSI HAJIWYME YBEJIMYEHHOM IEepeOHE CTBOPKU,
CIIOCOOHOI 00ecCIeunTh afeKBaTHYIO 3alupaTebHYI0
dyHKUIMIO TIpY MOHOKYycnuaaau3amuu [9, 18]. boib-
HBIM XK€, ¥ KOTOPBbIX 3aIHsIS1 U CelTaabHasl CTBOPKU
cpaleHbI C MIOKapIOM IIPaBOTO XeIyIouKa, a IIepe-
HSISI CTBOPKAa — C Pa3rpaHUYMUTENIbHBIM MBIIIEUHBIM
KOJIBIIOM, TOKa3aHO MPOTEe3NMPOBAaHUE TPUKYCITH-
JanbHoro KiarnaHa [8]. N. Augustin u coast. [13] ais
KOPPEKIIMU HEAOCTATOYHOCTU TPUKYCTHUIATHHOTO
KJ1arnaHa 1py aHoManuu DoireitHa B 93,3% ciydaes
WCTIOJTb30BAJI BaJIbBYJIOIIJIACTUKY C MOHOKYCTIHIA-
Jm3anueil mo MeToauke «single-stitch», u TOnbKO B
6,7% ciydaeB ObLIO BBIITOJHEHO OMOIPOTE3MPOBA-
Hue. S. M. Chauvaud u coast. [17] Takke oTmaioT
MPEeaIoYTeHUE TJIACTUIECKUM OIepaliMsIM Ha TPUKY -
COUIOATBHOM KJIallaHe IIpM KOPPEKIUHM aHOMAaINK
Jomreitna. B HIICCX um. A. H. bakynesa PAMH
MPEaIIOYTeHUE OTIACTCS OMOIIPOTE3NPOBAHUIO TPUKY-

CIUANPHOTO KJlarnaHa y OOJIbHBIX C aHOMaJIMei
DowTeitHa (86,5%), Tak Kak B OTAaJIEHHbIE CPOKH 10
10 yreT mocJte onepaiuy MoJaydeH XOpOoIIni pe3yabraT
B 92% cnyyaes.

Jls TtacTUYeCcKMX Orepalvii Ha TPUKYCITHIATb-
HOM KJIallaHe WCIIOIBb3YIOTCSI METOOUKHU CIICHYIOUINX
monudpukauuit: mo G. Danielson, mo A. Carpentier,
IUTACTUYECKIE OTepalliy Ha CAaMMX CTBOPKAaX IIPH I10-
MOILIM ayToIlepuKapaa, a Takxke MHOTOKOMITOHEHTHasI
TJIacTuKa.

Onepauus no G. Danielson [18] ocHoBaHa Ha co-
3MaHUM OMHOCTBOPYATOrO KJjalaHa W3 TepemaHei
CTBOPKHU TPUKYCITUAAJIBHOTO KJIallaHa B COYETAHUM C
IUTMKAIIe aTpuaIn30BaHHOM YacTHU IIPaBOrO XKeJy-
JO0YKa, 3a0HEW aHHYJOIUIACTUKOM M YaCTUYHOM pe-
3eKIIMe CTeHKU MpaBoro npeacepaus (puc. ).

B 1971 1. A. Carpentier mpeajoKWJI METOJT KOJIbIIE-
BOI aHHYJIOIUIACTUKU C ITOMOII[bIO OIMIOPHOTO KOJIblia.
ITpu anomammu DomreitHa B 1988 . A. Carpentier u
coaBT. [16] mpemIOXMWIN BBIMOJIHATHE IPOAOJBHYIO
IUTMKAITAIO aTpUAJIM30BaHHON YacTU IIPAaBOTO KEJy-
JI0YKa, C 1IeJIbIO er0 PEKOHCTPYKIIUU, U TIpUJIeramoIiei
YaCTH TIPABOTO TIPEACEPINs I YMEHBIICHHS pa3Me-
POB, «OUKYCITMIAIM3ALIMIO» 34 CYET IepeqHEN U 3a/-
Heli ctBopok TK. Onepanust 3aBepiiaeTcsi pPEKOHCTPY-
WpOBaHMEM U YKpelieHHueM (UOpPO3HOTO Koblia
TMOKMM OMOPHBIM KOJbLOM (KoabloM KaprnaHTbe)
(puc. 6).

OCHOBHOI1 LIEJTBIO TIPOTE3UPOBAHMST TP aHOMa-
Jmu DOINTeHA SIBJISIETCS BOCCTAHOBJICHME 3aITMpa-
TeJbHOU (PYHKIIMM KJIamlaHa ¢ OJHOBPEMEHHBIM YCT-
paHeHMEeM cOpoca KpOBH Uepe3 MeXIIpelacepaHoe
coobmieHue. Ilpu ynoBieTBOpUTEILHOM XOJe oIlepa-
UM TaKasg METOAMKA CITOCOOCTBYCT HOpPMAaTM3alldM
reMOIMHAMUKY U BBI3TOPOBJICHUIO MTalleHTA.

BonbmmHCTBO WMccienoBaTeneil MOKa3aHUEM K
MIPOTE3NPOBAHMIO CUMTAIOT HAJIW4IMe TPyOooit KiiamaH-
HOI TTaTOJIOTUU, KPUTUIECKYIO HeTOCTaTOUYHOCTh TK
WIN HEBO3MOXHOCTb BBITIOJTHEHUS amgeKBaTHOM pe-
KOHCTpYKTUBHOI omnepauuu [8]. K coxaneHuto, HU
OIHO M3 TIPEACTABJIICHHBIX B JIMTEPAType IMOCICTHUX
JIET COOOIIEHUI He TMO3BOJISIET ONPEISTUTh Ty IpaHb
natonorun TK, Mpu KOTOpbIX HEoOXoAuMma 3aMeHa
HEKOMITETEHTHOTO KJjaraHa. B cBsi3u ¢ 3TUM 10 Ha-
CTOSIIIIETO BPEMEHU BOIIPOC TTOKA3aHUI K IIPOTE3UPO-
BaHuto wiu miactuke TK, B ocobeHHOCTH y JeTeil,
MIPOOOJIKACT OCTABATHCSI OTKPBITHIM.

Ha ceromgHsimHuii neHb TOKa3aHHBIM SIBJIIETCS TOT
dakT, 9TO MOKa3aTeaM TeMOIWHAMUKU OMOJIOTHYEC-
KHX IMPOTE30B KJIallaHOB Cep/ilia HE TOJIbKO HE YCTyIa-
JOT XapaKTepPUCTUKAM MEXaHMYEeCKUX ITPOTE30B, HO U
3HAYUTEJIBHO MX IMPEBOCXOIAT. DTO OOBSICHSICTCS OT-
CYTCTBUEM 3alvpaloliuX 3JeMEHTOB KjlallaHa B MpO-
CBETE €T0 THIPABIMICCKOIO OTBEPCTHUS M, KaK CIIeHI-
CTBUE, ILIEHTPaJbHbIM JIAMUHApPHBIM KPOBOTOKOM,
IUTACTUYECKMMU CBOMCTBAMHU OMOJIOTUIECKUX TKAHEH,
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Puc. 5. Cxema miacTu4ecKoil peKOHCTPYKIIMH TpexcTBopuaToro KinanaHa 1mo G. Danielson (Bypakosckuii B. H.,
Bokepus JI. A. CepaeuHo-cocynucTast xupyprusi. — M.: Meaununa, 1996)

OIMHAKOBOM CITOCOOHOCTHIO BCEX TPEX CTBOPOK OT-
KPbIBaTbCS B ITOTOKE KPOBM Ha IOJHYIO aMIUTUTYY, a
TaKKe HA3KOM BEJIMIMHOI COOTHOIIICHUS] BHYTpEHHE-
ro IMaMeTpa npoTe3a K JMaMeTpy ero kapkaca [1, 2].

OCHOBHEIM (paKTOPOM, OTPAHWIMBAIOIINM IIINPO-
KO€ KIIMHUYECKOe MPUMEHEHUE OMOJIOTMYEeCKUX MPOo-
TE30B, SBJISIETCS UX HEJIOJTOBEYHOCTh, BOZHMKAIOIIIAsI
BCJIEICTBYE TNIEPBUYHOIN TKaHEBOM AereHepaluu 0uo-
maTepuasa, XapakKTepu3ylollencs: KalbluupuKaluen 1
B pe3yJIbTaTe MPUBOISIICH K HECOCTOSITEIbHOCTH OHMO-
JIOTUYECKUX MPOTe30B [1].

[1o maHHBIM IMTEPATYpHI, YaCTOTA IIEPBUIHOI TKA-
HEBOW HECOCTOSITEIbHOCTU OMOIPOTE30B y OOJBbHBIX
npu npore3upoBanun TK komnebierca B mpenenax
26—40% B Teuenue nepsbix 10 geT u 42—60% — depes
15 ner mocine onepauuu [1]. HeobxonumMo OTMETUTB,
YTO MCMOJb30BaHUE IJIsI 00pabOTKHU psiga OMOIMpPOTe-
30B Pa3IMIHBIX MHTUOUTOPOB KaJbLIMMOUKALINN T103-
BOJIMJIO HECKOJIBKO YBEJIMUUTH CPOKM (DYHKIIMOHUPO-
BaHUs OMOMPOTE30B B OpraHU3Me OOJIBHOTO, HO, K
COXAJICHUIO, TaK W HE PEIIMIO IIPOOJIeMBbI IIEPBUYHOMN
TKaHeBOI HECOCTOSITEAbHOCTU Ouononaumepa. Cpea-
HUM CPOKOM HOPMAaJIbHOTO (DYHKIIMOHUPOBAHUS MIPO-
Te3a cuurtaercs nepuo 7—10 et nocjae uMIIaHTauuu
ouorpoTe3sa.

Pemaromum ¢pakTopom, BAUSIIOIIMM Ha OTAAJICH-
HBIE pe3yJbTaThl OMOIPOTE3MPOBAHUST KIIAIIaHOB
cepllia, SIBJSIETCS BO3pacT OOJILHOTO Ha MOMEHT
oneparuu. JlokazaHHBIM CUMTAETCsS TOT (hakT, UTO y

JIeTeli 1 JIL MOJIOJOTO BO3pacTa KaibLuudukaius 61uo-
nmpote3a pa3BuBaercsa B 33—60% ciydaeB yxe depes
2—5 net mocne umrantauuu [4]. W. G. Williams u
coaBT. [40] BBIIBUIM AeTeHepalliio OMOIIPOTE30B B M0~
suuuu TK 'y 50% neteit B cpoku ot 4,2 roga a0 6 jeT
nocne omnepaunu. OgHako o gaHHeiM O. Jegaden u
COaBT. [22] yHAOBJIETBOPUTEIbHbIE DPE3YJbTaThl ObLIU
nosydeHsl 1 yepe3 11—15 net. Tak, 13 42 601bHBIX O~
cJie uMIUIaHTaluu ouonpore3a Hancock B Tpukycnu-
JaJIbHOM MO3ULIMU BBISIBJIEHBI TOJBKO 2 (4,7%) cinydast
JlereHepalu ouokianaHa. Ha 6onee 6iaronpusiTHble
JIAaHHble UMIUIAHTUPOBAHUSI KCEHOMEePUKAPIUaIbHbBIX
OGUONPOTE30B YKA3bIBAIOT U APYTUe UCCIIEN0BATEIN — B
10-JIeTHII IEPUOI, TTOCTIe UMILIAHTAIIMN B TPUKYCII-
JaTbHYIO TTO3UIUIO Y 78—96% GONBHBIX COXpaHSIETCs
xoportmast hyHKIus ouomnporesa [8, 25].

ITo MHEHMIO MHOTHX aBTOPOB, OLIEHKA COCTOSTHUSI
OOJIBHBIX B OTIAJIEHHBIE CPOKU TIOCJIE JIIOOBIX Kapano-
XUPYPrUYeCKUX oOIlepaluii, OCHOBaHHAasl TOJbKO Ha
orpeneieHnN (GYHKIIMOHATLHOTO Kilacca, SIBISIeTCS B
0oIbIION cTerneHN cyobekTuBHOM [1]. CoracHo pe-
3yJIBTaTaM, MOJy9eHHBIM PSIIOM MCCiienoBaTesieit, 1mo-
cie onepauuu npotesupoBanus TK mpocnexkuBaeTcst
SIBHOE HECOOTBETCTBUE MEXIY CAaMOYYBCTBHEM OOJIb-
HBIX ¥ PYHKIIMOHAIBHBIM COCTOSTHEM CEepIIia, B OCO-
OEHHOCTH B yCJI0BUAX pusnueckoit Harpy3ku [1]. ITo-
3TOMY ropasno 0ojiee OOBEKTHMBHBIM KpUTEPUEM
OLIEHKU COCTOSIHUSI TIAlIMEHTOB SIBJISIETCS TEPEHOCH -
MOCTb UMM IO3UPOBAHHBIX (DU3NIECKUX HArpy30kK, a
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MepenHasa cTeopka

)

6

Puc. 6. Koppekisa anoMmanuu D6ireitHa mo A. Carpentier (Doty D. Cardiac surgery, 1997)

TakKXe XapaKTepUCTUKU HX TeMOIUHAMMYECKOTO
obecneueHusi. M3yyeHu1o noxkasareneit reMoauHaMu-
KU B YCJIOBMSIX (DU3UMIECKOMN HATPY3KU ITOCJIE TIPOTE3M -
poBaHus TK mocBsiieHo CpaBHUTEIBHO MaJoe KO-
YeCTBO paboT, U MPaKTUICCKU HU B OMHOM M3 HUX
HCCJieIoBaHMe He OBLIO TTPOBeIeHO B MuHaMuKe. JlaH-
HBIC, TTOJIyIeHHBIC aBTOPaMM, BO MHOTOM OTJINYAIOT-
Cs1, YTO B OOJIBILION CTENEHW OOYCIOBICHO pa3IunIHbI-
MU CPOKaMU HAOTIONCHMS 3a OOIbHBIMMU.

Cuuraercs, YTO TOJIEPAHTHOCTh K (DU3MYECKON Ha-
Tpy3Ke Tocyie orepanyu npote3uposanns TK moBbIma-
€TCsl TI0 CPaBHEHMIO C IOONEpalMOHHBIMU JTaHHBIMMU.
OmHaKO CPOK MOBHIIICHUS TOJIEPAHTHOCTH K (hHU3MIec-
KOl Harpy3Ke B IOCJIE€OIEPalMOHHOM TEPUOIE HEIpo-
JTOJDKUTENBHBIA M HE TIPEBBIIIACT, IT0 Pa3TMIHBIM JaH-
HbIM, 4—6 JIeT, U CBSI3aHO B5TO C IIOCTENEHHOI
IUCOYHKINEH MMITIaHTUPOBAHHOTO KJIAITAHHOTO IIPO-
te3a [1]. ITo maHHBIM pa3IMYHBIX aBTOPOB, (PU3MUYECKasT
paboTOCIIOCOOHOCTh MALMEHTOB MOC/E WMMIUIAHTALUU
Pa3IMYHBIX TUIIOB MCKYCCTBEHHBIX IIPOTE30B B TPUKYC-
MUIATBHYIO MTO3ULIMIO JOCTOBEPHO He oTiinyaercs [1, §].

OmIHUMH U3 Cephe3HENINMX 1 YaCTO BCTPEUAIOIITIXCST
OTJAJIEHHBIX OCJOXHEHUI mocie npote3upoBaHus TK
SIBJISTIIOTCSI HapylleHusT putMa cepana. [locnennue Mo-
T'YT IPUBOIUTH K JIETAJIbHBIM MCXOIaM, CIIOCOOCTBOBATh
TpoMO03aM 1 IMOOJTUSIM, YCUIINBATH SIBIEHUST HEAOCTA-
TOYHOCTH KPOBOOOpAIIIEHUSI M TeM CaMbIM yXyIIIaTh
OTJAJIEHHbII pe3yabTaT onepauuu [8].

YacTora apuTMuii B OTHAJCHHBIE CPOKU ITOCTIE
npote3upoBanus TK kone6nercs ot 2 mo 48% [8]. 1o
nmanHbeIM C. Porter u coaBt. [33], eciiu dyepe3 5 neT 1mo-
cJie omepaluy YacToTa apuTMHid coctasisieT 25%, To
gepe3 7,5 rofa mocie BMeIlaTe/IbCTBA OHA YBEIMIMBa-
eTcst yxe 1o 37%. Yepes 10—15 siet mociie npoTe3upo-

Banus TK HapyleHue (pyHKIIMA CUHYCHOTO Yy3J1a Ha-
omogaeTcsa 6onee ueM y 50% GosbHBIX [33].

ITokazaHo, 4yTo HamboJiee YaCTO MMEET MECTO
HaIKeTyIOYKOBas TaXWKapausi, BCTpedalomiasics B
50—80% caydaeB, mpuyeM OOJIBLION YIC/IbHBIN Bec
HWMEIOT TpereTaHne U (GMOPUIUIAIUS TIPEICEPINil, KO-
TOPBIC HE TOJIBKO IIPUBOIST K CHIDKCHUIO CEpIACTHOTO
BbIOpOCA, HO M YBEJIMYMBAIOT PUCK TPOMOOIMOOINYE-
CKUX ocjioxkHeHU. CunTaercs, YT0 OCHOBHBIMHU Me-
XaHU3MaMU Pa3BUTHUS apUTMUN B OTHAJ€HHbIE CPOKU
nociyie npore3upoBanus TK gBistoTcs: Hanuyue pyo-
1IOB Ha IIPaBOM MpPeICepArH, BbI3bIBAEMbIX JIMHUSIMU
IITBOB MJTM BO3HUKAIOIINX B MECTE KAHIOJISIIINU TTOTBIX
BEH; TPaBMa apTepUU, TTUTAIOLIEN CUHYCHBIN y3€I; Ie-
pepacTsKeHHe CTEeHKU MPaBoro Mpeacepaus BCAEACT-
BHE MOBBILIEHHOTO B HEeM naBieHus [33].

Takum oOpa3oM, aHATU3UPYS NOCTYIHYIO JUTEpa-
TYpY, MOXHO CHEJIaTh BEIBOM, YTO OTIAJICHHBIC PE3YJIb-
TaThl onepanuu npore3upoBaHus TK, B ocobeHHOCTH
y IeTei, N3y4eHbl HeOCTATOYHO XOpoIo. bompimmH-
CTBO MYOJMKALWi, MOCBSIIEHHBIX MPOTE3UPOBAHUIO
TK, 11060 HOCSAT YMCTO ONMUcCATENbHbIN XapakTep, Ju-
00 ¢ TpyoOM MOJNAIOTCS aHAJIU3Y U MHTEPIpeTalnu,
Tak KaK B HMX pe3yJbTaThl orepaiuii He nmuddepeH-
LIMPYIOTCS C YUETOM BO3pacTa U UCXOIHOTO COCTOSTHUS
0OOJIBHBIX, OCOOEHHOCTE! KOPpPEKIIMY MOpoKa U TUMa
UMILIAaHTUPOBAHHOTO TIPOTE3a U HAIMYMS COMMYTCTBY-
omux BITC. JaHHbIE BecbMa MPOTUBOPEYUBHI U OC-
HOBaHBI HA HEIOCTATOYHOM YMCJIe HAOMIOACHUI. DTO
MOXHO OOBSICHUTb TEM, YTO OlLIEHKA pe3yJIbTaToB
orepanurii mogJyac IpOU3BOIUTCS CYOBEKTHUBHO, 0¢3
MPOBENCHNUSI KOMIUIEKCHOTO aHa/Iu3a KIMHUYECKUX
W TeMOIMHAMMYCCKMX ITOKa3aTelieil, KpoMe TOTO,
YacTO HEJOCTaTOYHO OCYIIECTBICHO TUHAMUYECKOE
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HabJoAeHre 32 00JbHBIMU B OTAAJIEHHBIE CPOKU T0-
cJie orepalnii, YTo He MO3BOJISIET BBISIBUTh OCOOEH-
HOCTH aJalTalyy CepaeYHO-COCYINUCTOM CUCTEMBI K
HOBBIM YCJIOBUSIM LIUPKYJISIIIAH.

OxHOMOMEHTHAs XHPYprudecKas KOppeKIus
aHoMamu JomTeiiHa 1 cuagpoma WPW

He Tak maBHO HapylieHUs puTMa cepalia siBJsIuCh
MPOTUBOMNOKA3aHUEM [JIsI XUPYPrMUECKOTO JICUEHUSI
MMOpOKOB ceprana. [Ipy HaTuIuy coueTaHHOM MaTOJIO-
ruu ycnenrHas omnepauns Koppekuun BIIC, ecnu oHa
HE MOMOJIHSIETCS OTHOMOMEHTHBIM XUPYPTUISCKUM
yCTpaHEHMEM aHATOMUYECKOIro CyOCcTpara apuTMUM,
HE TapaHTUPYeT OT IOCJICOINEPAllMOHHONM BHE3aITHOM
apuTMOreHHoi cmeptu. IlepBast mogoOHast omepaLus
0OJILHOMY C aHOMaJjueit DO1ITeiiHa U JOMOJHUTEb-
HBIMU TIPEICEPIHO-KEIYIOUYKOBEIMA COCANHEHUSIMU
BeInmoHeHa B 70-x romax XX B. W. Sealy B MequLIMH-
CKOM IIeHTpe I proKcKoro yHuBepcutera. [lepBBIM
3TAIlOM IIPU OJHOMOMEHTHOM KOPPEKLUM BBIIOJIHSI-
JIOCh YCTpaHEeHUe apuTMOTEHHOTO cyOcTpaTa, a 3aTeM
Koppekuus BIIC.

B Hameit crpaHe mepByO IMOAOOHYIO OTEPAIIUIO
oo JI. A. bokepus 8 HIICCX um. A. H. Baky-
seBa PAMH B 1981 ., a k 2009 . yncio mpoonepupo-
BaHHBIX 0OJILHBIX B Bo3pacTe OT 3 10 58 jieT cocTaBu-
J1o oKoJjio 150 yenoBek.

[Moka3zaHueM K OMHOMOMEHTHO KOPPEKLIMU COYe-
TAHHOM MATOJIOTMU SIBJISLIMCH: ITAaPOKCHU3MBbI Hapyllle-
HUS puTMa, cBa3aHHble ¢ WPW u conpoBoxxaatoliye-
Cs1 BbIPAXXCHHBIMU HAPYIICHUSIMU FeMOAMHAMMKY, U
Mporpeccupylomas cepaedyHasi HeIOCTaTOYHOCTb,
00ycJIOBJICHHAS BPOXXACHHBIM TTIOPOKOM CEpIIa.

B MupoBoii 1uTepaType HaKoIjIeH OObILIONH MaTe-
puaj 1o OJHOMOMEHTHOMY YCTPaHEHMIO aHOMAJIUU
DoreitHa u cunapoma WPW. Tak, T. Misaki u coaBt.
[29] 3a mepuon ¢ 1973 mo 1993 1. mpoornepupoBanu
48 OONbHBIX ¢ aHOMajuel DOIITeliHA U CUHAPOMOM
WPW. V 48 001bHBIX BBISIBICHBI 52 TOMOJTHUTEIHHBIX
MyTU MPOBEACHUS, KOTOpbIe Ha CBOOOIHOI TpaBoOii
CTEHKE IIPaBOTO XeJIyJodKa pacrosiaraiuch y 65%
MAlKXEeHTOB U I10 3aIHEi CTEHKE ITPaBOro XeJya04Ka —
y 29%. JonoJHUTENbHbBIE IIYTU MPOBEAEHUS B JIEBOM
KeJyI0YKe OB OOHAPYXEHBI TOJIBKO Y 6% GOJIbHBIX.
Bce myTi ycTpaHSIIIM XMPYPIHYECKH BO BpeMs oIlepa-
muu. B 37 cayyasgx BBINOJHSUIACH ITIJIACTUKA TpeX-
CTBOpPYATOro KJjamnaHa, B 11 — mpoTe3upoBaHUE C TO-
MolbIo Guonporesa. B cpeatem yepe3 94,3 Mec HUKTO
M3 HUX HE OIEPUPOBAaH IMOBTOPHO, XOTS HEKOTOPHIC
HYXIAJIKCh B IOBTOPHBIX OIEpaLUsiX.

HenaBHo crieliajibHOE MCCIeTOBaHUE, ITOCBSILEH-
HOE U3YYEHMIO HAPYLIEHUIA pUTMa CEPALIA Y OOIBHBIX C
aHomanueit DomTeitHa, mpoBean J. Reich u coaBT.
[35]. ¥V 65 GOIbHBIX C aHOMAIMEH DOIUTERHA BhIsIBIIE-
HbI 82 TUIUYHBIX JOMOJIHUTEIBHBIX ITyTU IIPOBEACHUS
(62% w13 HUX OBUIM JIOKATM30BaHbI B CBOOOIHOM CTEH-

Ke TIpaBoTo Xenynouka, 34% — B meperoponke 1 4% —
B JIEBOM Xenynouke). B 17 ciydasix Oblii BBISIBJICHBI
JIpyTye HaIXeTynoYKoBble Taxukapauu (1 ciaydait —
SKTOINMWYECKas MpeAcepaHast Taxukapausi, 7 — aTpHuo-
BEHTPUKYJIIpHAs. TTIOBTOPHOTO BXOAa, 5 — 4epe3 MyTH
Maxeiitma u 4 — BHyTpHUIIpeACEepIHAs IOBTOPHOTO BXO-
J1a) ¥ B OMHOM CJIy4yae TaXMKapaIuu ObUIM XKeJTyJ0uKO-
BOTo npoucxoxmeHus. [1o omHOMY TOIIOJTHUTETEHOMY
IyTU npoBeaeHus umean 34 (52%) GONbHBIX, MHOXE-
CTBEHHEIC NOIOJTHUTEIbHBIC IYTH IpoBemeHus — 19
(29%) n npyroro npoucxoxaeHus — 6 (9%).
Hecmotpst Ha mpoBeneHUe THIATEILHOTO 3XOKap-
nuorpauyeckoro M aHrmoKapauorpauueckoro uc-
cJeoBaHMS, METOMI KOPPEKIIUK KJIAITAHHOM I1aToJIo-
ruu ObUI OCHOBaH TJIaBHBIM 00pa3oM Ha HaHHBIX
WHTPAOIEPAIlMOHHOM OIICHKU: CTEIeHW peryprura-
MM Ha TPEXCTBOPYATOM KJjlallaHE W BEJIUYMHE
JIMIIII, a Takke cTeneHu BhIpaskeHHOCTHU aTpUuajin30-
BaHHOI 9acTH IIPAaBOrO XeJlyoouka. Tak Kak BakHOE
MPOTHOCTUYECKOE 3HAYEHHE MMeeT BO3pacT OOJIbHO-
T0o, TO Yy O0JBHBIX 0 15 JIeT, Tpu BO3MOXHOCTHU, Mpe/-
MMOYTEHME OTAAETCS TUIACTUIYECKOM, KJIallaHOCOXPaHsI-
oulei omepauuu. B nHamem Ilentpe no 1984 r
oIepaluy Mo YCTPaHEHUIO TOMOIHUTEIbHBIX MyTei
npoun3BoIH B ycstoBusix MK v mosib3oBasinch n3Be-
CTHBIM MeTonoM Cuiau n1ub0 MomupUIUPOBAaHHOM
METOAUKOM, IOIOJHSS OTlepaluio pas3aeieHUs
Ipeacepaust 1 Kejyaodka B 00JIacTH IIPeICcepIHO-
JKEJTYIOYKOBOI 0OOpO3abl KPUOAECTPYKILIMEN Key-
JIOYKOBOM €€ 9acTH B 00JIACTHU JIOKAJIM3AIINU TOTIOJ -
HUTeJbHOro nyTu. B 1984 . B KIMHHYECKYIO
MPaKTUKY ObUT BHenpeH pa3padboraHHsiii B HIICCX
uM. A. H. BakyneBa MeTton anukapauaabHON 3JeKT-
pouMITyJIbCHOM aecTpykKuuu (DO W) nonoIHUTENb-
HBIX IIpeACepAHO-XEIYIOUKOBbIX COCIUHEHUM.
Omnepaiio D3N] npoBoAWIN MOC/E BBEIEHUS ap-
TepuajJbHOM M BEHO3HBIX KaHIOJb IM0O IO 3Tara Ka-
HIOJISIIIUM, TIPOU3BOJISI MHOTOKPAaTHOE 3JIEKTPOUM-
NyJILCHOE BO3MEHCTBHE Ha IpEICepIHYIO YacThb
MpencepaIHO-KeTyT0UYKOBO OOpPO3Ibl C 3HEPruei
50 Ixx (3—4 pa3psima) u aHeprueit 100 Ix (3—4 paz-
psioa) Ha KeJydo4yKOBYIO 4acThb Ooposnbl. BHenpe-
HIe HOBOTO ITOAXOAa K YCTPAaHCHUIO TOIIOITHUTEIb-
HBIX TIpPeACcepaHO-KEJTYIO0UKOBBIX COCIUHEHUIA,
PACIIOJIOKEHHBIX B CBOOOTHOI CTEHKE, ITO3BOIMIIO
ymeHbIINTH Bpemst MK ¢ 110,6£15 1o 84,511 MmuH
(»<0,05) 1 cokpaTuTh BpeMms MepexXaTusi aopThl B
cpenHeM ¢ 65 1o 37 MuH. JlaHHOE 0GCTOSITEIBLCTBO Chi-
rpajo BaxkHYI0 POJjib B UBMEHEHUM XapakTepa TocJie-
OIIEepalIMOHHOTO TepHOaa U YMEHBIIUJIO YMCIO OJIu-
>KaWIIMX MTOCIe0epallMOHHBIX OCIoXHeHni. OmHaKo
OCHOBHOE TIpeuMylIrecTBo MeToma DDOU]I cocTtout B
BO3MOXHOCTHU HEMOCPEACTBEHHOTO KOHTPOJIsT 3 heK-
TUBHOCTH YCTPAaHEHMS IOITOJIHUTEIHLHOTO ITYTH IIO
MCYE3HOBEHUIO NIeJIbTa-BOJHBI Ha 3JIEKTPOKapauo-
rpaMme, YCTpaHEHHUIO ITapOKCU3MOB TaxXUKapIUU W
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PETPOTrPaTHOTO KETyTOIKOBO-TIPEACEPIHOTO TIPO-
BeaeHus1. OgHako DOU] nmpuMeHMMa TOJBKO TIPU
napuetaabHOU (CpeaHe- U 3aAHEOOKOBOI) JIOKAIU-
3aM JTOMOJTHUTEIBHBIX IIPEICePIHO-KETYI0IKO-
BBIX coennHeHui (83% ciydaeB B Halllell cepur Ha-
OIomeHUIT), TaK KaK IPH CeNTaIbHOM JIOKAIN3AlINKI
SMUKapAvagbHasg IeCTPYKIUS MOXET OCIOXHUTHCS
AB-6n10okanoit II-III crenenun (maHHbIe UccaeaOBa-
HUI y OOJIBHBIX C HM30JUPOBAaHHBIM CHUHIPOMOM
WPW), uto kpaliHe HexXeJIaTeJbHO Yy OOJbHBIX C aHO-
Majuei DO1TeitHa, KOTaa UCXOJHO Pe3KO CHIMKEHA
KOHTPaKTWJIHHOCTD MPABOTO Xeayaouka. [1pu nepe-
ropogouyHoii nokanuzauuu JAI2KC Mbl ucrmoib3oBa-
J1 ToJIbKO MeToa Cuiiv, U JIMIIb B OOHOM U3 5 ciy-
yaeB B IIOCJICOIIEPAlIMOHHOM IIEpHOIE pPa3BUJIACh
AB-61okana Il creneHu, morpedGoBaBIIasi UMILIaH-
tauun DKC B pexxume VVIMP.

HecMoTps Ha 3aMeTHBIE YCIIEXU B XUPYPIrMUECKOM
JICYCHU aHOMaJIMK DOIITeifHA, TTOCIeOoIepallioOHHasT
JIETAJIbHOCTb OCTaeTCsl OTHOCUTEIBLHO BHICOKOI [5, 34,
38]. 1o manHBIM M. M. MaxmymoBa [6], Ha 427 onepa-
LU, BBIITOJIHEHHBIX B MUpE, JIETAILHOCTh COCTaBUJIa
22,9%. B HICCX um. A. H. bakynesa PAMH c 1965
1no 1976 r. BBIIOJHEHO 23 omepaluy U30JIMPOBAHHOM
paauKaJIbHON KOPPEKIIMU aHOMAJTUM DOIITeliHa ¢ 00-
et aeraabHocThio 47,8%. OnHako ¢ 1977 mo 1992 .
Ha 109 omepanmii neTaabHOCTE coctaBmia 11,04%, a ¢
1992 o 2000 r. — 6,8%, 4TO, B YACTHOCTH, 10 MHEHUIO
JI. A. bokepusi u coaBr. [1, 2], ObLI0 00yCJIOBIEHO AU -
(bepeHIIMPOBaHHEIM OTOOPOM OOJIBHEIX.

Hdo 1995 . Bce onepalivu Mpu coYyeTaHHOI MaToJIo-
TUH BBITIOJHSUIACH B YCIIOBUSIX MCKYCCTBEHHOTO KpO-
BooOpamieHus (MK), runorepmMuu u ¢gpapmMakoxoso-
noBoit kapauoruiernu  (OXK). OpHako mocie
paspabotku S. Huang u coaBt. [20] B aKcriepuMeHTe
HOBOTro MeToja panuodactoTHoit abnaunu (PYA) cra-
JIO BO3MOXHBIM 10 TToKa3aHusIM yctpaHeHue JITT2KC
3aKPBHITHIM METOAOM. PanmnovyacToTHyto abaliuio, Bbi-
TIOJIHSIEMYIO B YCJIOBUSIX KaTeTePU3AIlMOHHONW TEXHU-
KW, CTaJIN IIMPOKO MCITOJH30BaTh B KAUECTBE JICUCHUS
OOJIBHBIX C TAXMAPUTMHSIMHU TPU OTCYTCTBUHU IPYTHUX
HapylleHui B cepaue. Takoil momxoa Bce IIUpe UC-
ToJIB3YIOT U 'y 60mbpHEIX ¢ BIIC [3].

PanurouacroTHast abiaiuys yCIeluHoO UCIIOIb3YyeTC s
B JeyeHuu cuHapoma WPW y GOJBHBIX ¢ aHOMaJTUel
JoureitHa, 3POEKTUBHOCTL 3TOM MPOLEAYPHI CO-
ctaBisieT 95%. Yacto oHa SIBASIETCS MPOIO/KEHHEM
D®OU u BBHINONHSETCS B paMKax OJHOIO MCCJIeaoBa-
HUs. B HacTosIIee BpeMsT aKTUBHOE pa3BUTHE WHTEP-
BCHIIMOHHBIX METOMIOB JICYCHMSI ITO3BOJISIET BBIMOJI-
HATb PYA [ONMOTHUTEIBbHBIX TpeacepaAHO-XKeaya04-
KOBBIX COCIIMHEHUI, B TOM YHCJIC Y ACTeil Ha TICPBOM
TOIY >KW3HU TIPU HAJTMINUK aOCOJTIOTHBIX ITOKA3aHUi K
mpoleIype.

T. Misaki 1 coaBT. [29] cuMTarOT, YTO OTHOMOMEHT-
Hasl XUpypruaecKast KOppeKIIns aHOMaJINN DOIITeiiHa

u cuHapomMa WPW gsisiercst rapaHToM 3 GheKTUBHO-
CTH KaK B paHHHE, TaK W B TTO3IHUE CPOKU. TaKoro xe
MHeHus npunepxupatorcsa u JI. A. bokepusi U CoaBT.
[1, 2], V. V. Lazorishinets 1 coaBT. [28]. Peunnus Heyc-
TpaHEHHO! BO BpeMsl OMepalliy TaXUapUTMHUU SIBJISI-
€TCsI CaMBbIM TPO3HBIM OCJIOXHEHHEM ITOCTIC OTHOMO-
MEHTHO KOppeKLMM aHoOMaluu DOimTeiiHa U
cuagpoma WPW. BTo ocioxkHeHUe B OOJBIIMHCTBE
clyyaeB MPUBOAUT K JeTaJbHOMY ucxomy. Yacrora
BO3HMKHOBEHHS PEIUANBOB HAPYIICHUS PUTMAa BO
MHOTI'OM 3aBUCHT OT IPaBWJIHBHOCTU TOITMYECKON Aua-
rHoctuku. Ha ocHOBaHMM aHaIM3a MOCAEONepaluoH-
HbIX ocnoxHeHwuii JI. A. bokepus u coasr. [1, 2] ycra-
HOBUWJIM, 4YTO BO3BpaT cuHapoma WPW B onHux
cllydasix ObLJ1 00YCJIOBJIEH AMAarHOCTUYECKUMMU OLLIMO-
KaMM (HeBbIsIBJIeHHbIe, MHoOXecTBeHHble JI12KC),
a B Ipyrux — HeaIeKBaTHBIM YCTpaHCHHEM apUTMO-
TeHHOTO oyara.

B Hacrostmmee BpeMsI MMOMHMO BBEIXKMBAcMOCTHU
0oJIbIlIOe BHUMAHUE YAEJSIETCSl MOHSATUIO «KayeCTBO
Xn3HN». Hambosee BaXKHBIMA KOMITOHEHTAMM OIICH-
KU KauyecTBa XXU3HU CUMTAIOTCS ompeneiacHue QyHK-
LIMOHAJBbHBIX BO3MOXHOCTEI 00JIbHOTO, OLIEHKA CYyOb-
€KTUBHOTO BOCIIPUATUS UM COCTOSIHUSI CBOEro
310pOBbsI, CYOBEKTUBHAS OLIEHKA OOJIbHBIM BbIpaXKeH-
HOCTH CHMIITOMOB Ooiyie3Hn. CeromHs B MEOWIIAH-
CKOM MpaKTHKE OlIEHKA KauyecTBa XXU3HU MpruoopeTa-
eT OoJIpIlIoe 3HAYCHUE, CTAaHOBUTCS KPUTCPHUEM
OLIeHKU 3¢ (HEKTUBHOCTU JEYEHUST U TTO3BOJISET BbI-
SIBUTH JOITOJTHUTEIbHBIC IIPEUMYIIIECTBA M HEIOCTAT-
KM IIPOBOAMMOTO JieueHus1. Jlo HacTos1ero BpeMeHu
HE MMPOBOAUJIOCH UCCIIEIOBAHN, TIOCBSIIICHHBIX WH-
TerpajbHON OLIEHKE KayecTBa >KU3HU MallMEeHTOB,
ONEpUPOBAHHBIX MO MOBOIY aHOMaMIUU DOLITeHA U
cunagpoma WPW. Mexny TeM OIHOMOMEHTHAsI XU-
pypruueckasi KOppeKius cCoYeTaHHOMW MaTOJOTHUM SIB-
JISIETCS TOCTATOYHO 3 (PEKTUBHBIM CIIOCOOOM Jiede-
HUSI, CYLIECTBEHHO MPOJJIeBaeT XU3Hb OOJBHBIX, B
OOJIBIIMHCTBE CJIy9aeB IIPUBOAUT K IIOJIHOMY BOCCTa-
HOBJIEHUIO TPYAOCITOCOOHOCTH U K OTCYTCTBUIO Orpa-
HUYEHUU B (PU3NUECKON aKTUBHOCTHU.

B Hauane XXI B. MOHATHE «KAaYeCTBO XU3HU» CTa-
JIO TIpeIMETOM HAyJIHBIX HcciemoBaHmil. KadecTBo
JKU3HU — 3TO HaAEXKHbI, UTHOOPMATUBHBINA U DKOHO-
MUWYHEI METOM OLIEHKHU 3I0POBbsI OOJIBHBIX, KOTOPBII
SIBJIIETCSI TOMOJTHUTEbHBIM KpUTEpUEM IIJIs TToadopa
WHIWBUIYATILHOU Tepanuu U 3KCIEePTU3bl TPYIOCHO-
COOHOCTH, aHa/lIu3a COOTHOIIEHMS 3aTpaT U 3PdeK-
TUBHOCTU MEAULIMHCKOU TTOMOIIIN.

ITo muenwuto JI. A. boxkepus, cyObeKTUBHOE BOC-
MpUsITUE SIBJISIETCS YYBCTBUTEIbHBIM ITOKa3aTeseM
93¢ GEeKTUBHOCTA BMEIIATEIbCTBA IIPW YCIOBUM, UTO
OHO OyneT olieHeHO HayuyHo. OlLieHKa KauyecTBa KU3HU
OOJIPHBIX MOJDKHA BKIIIOYATH TPU 00S3aTEIbHBIX KOM-
MOHEHTA: oImpeaejeHue (GYHKIIMOHAJBbHOTO KJjacca,
OLIEHKY TOJICPAHTHOCTH K (PU3MUYCCKUM Harpy3KaMm,
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OLIEHKY CYOBEKTUBHOTO BOCIPUATHUS TallMeHTaMU
CBOETO COCTOSTHUS.

Hacrosias pabora, Kak HaM KaxeTcsl, — 2Tall B
aHaJIM3¢ HAaKOTUIEHHOTO OIThITa M CKPOMHas ITONbITKA
OLIEHKM XUPYPIrUYECKUX MOAXOAOB MPU JIEUEHUU CO-
YeTaHUS aHOMaJIMK DO1ITeitHa 1 cuHapoMa WPW.
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OILIEHKA CEPIIEYHOTO PUTMA Y ITIAITUEHTOB
IIOCJIE OIIEPAIIIA HA MUTPAJIbBHOM KJIATIAHE
M PEJYKIIVU JIEBOT'O IIPEJICEPINA

JI. A. Boxepus 1%, C. I. Cyxanos?, O. P. Apycaanosa?, E. H. Opexosa?

THayuHblii LeHTP cepaevHo-cocyaucTon xmpyprum um. A. H. Bakynesa (aup. — akagemuk PAMH J1. A. Bokepusi)
PAMH, Mocksa; 2NHcTUTYT cepaua (amp. — npodeccop C. I CyxaHos), punnan HLICCX um. A. H. Bakynesa

PAMH, r. NepMb

Obcyxncdaemces OUHAMUKA cepOeYHO20 PUMMA 8 PAHHEM U OMOANeHHOM NOCACONePayUOHHbIX NEpUooax y na-
YUEHMO8 C y8enuteHHbIM NebiM npedcepouem nocie KoppeKyuu nopoKka MUmMpAanbHo20 KAGNAHA U mpex oc-

HOBHBIX U008 nﬂuicauuo;moﬁ 16011 ampuonaacmuKku.

Kawuesvie caosa: pedykuyus ne6oeo npedcepoust, cepOeUHblil pumm, MUmMpanbHolil KAANaH.

Cardiac rhythm improvement in the early and late postoperative periods in patients with enlarged left atrium
after mitral valve defect correction and three main types of plication left atrioplasty are discussed.
Key words: left atrium reduction, cardiac rhythm, mitral valve.

OCTVZXKEHUS B XUPYPTUIECKOM KOPPEKIIVH TT0-

POKOB MUTPAJIBHOTO KJIallaHA HECOMHEHHBI,
YTO XapaKTepu3yeTcs 3HAYUTEIbHBIM CHUXXKEHUEM
OITepallMOHHOM JIETATLHOCTH, YBEIMICHUEM OTHAICH-
HOI BBDKMBAa€MOCTH M YIYYIIIEHUEM KauyecTBa XU3HU
OIePUPOBAHHBIX OONBHBIX. OTHAKO aKTyaJTbHBIMU
OCTaloTCsl TPOoOJIeMbl 0OpaTHOTO peMOACTUPOBAHUS
TOJIOCTE cepiiia Mocie PeKOHCTPYKIIMY MUTPATLHO-
ro KJIallaHa 1 JICYCHUS XPOHUYECKOM CEeplIeyHON He-
nocrarouHoctu (CH), accollumMpoBaHHOI CO CTPYK-
TYPHBIMA W TEOMETPUIYCCKUMU H3MECHCHHUAMU
cepaua. OmnHoil U3 npuuuH coxpaHswoueiics CH B
TTOCJICOTIEPAIIMOHHOM TICPUOMAE SIBJIICTCS XPOHUIEC-
Kasg puopmmsauus npencepauii (PIT), koropas Ha-
omonaercst y 40% GOJIbHBIX ¢ MUTPAIbHBIM CTEHO30M
1y 75% GOJBHBIX C MUTPAIbHOM HEIOCTATOYHOCTHIO
[4, 15, 16]. OOLIEN3BECTHO, YTO AMJIATALIUS JIEBOTO
npeacepaus (JITT) sBasieTcss mpeauKTOPOM MOSIBJICHUS
®IT: yBenmmueHre pa3MepoB Mpeacepars Ha S MM yBeJTu-
yuBaeT puck Bo3HukHOoBeHMst DI Ha 39% [4, 7]. TIpn
3HaunTeIbHOM yBemaeHuu JIIT 1 nossiennn @I1 ot-
CYTCTBYET CHMCTOJIA TIpEICEPOniA, YMEHBIIAeTCS HAIOoJI-
HeHue JIK (0coOeHHO y OOJIbHBIX ¢ MUTpPAJIbHBIM CTe-
HO30M) U CEepICYHBIl BBIOPOC, pa3BMBACTCS JICTOUHAS
TMIEPTEH3MSI, TIPUCOSINHSIETCS AWIaTalls paHee He-
IIaTupoBaHHOTrO IipaBoro mpencepaus (ITIT), dro
COIPOBOXIAETCS YXYAIIEHUEM KIMHUYECKOIO COCTOSI-
HUS OOJTBHOTO M CIIYXXKUAT HEONAronpusTHbIM (haKTOPOM
nporpeccupoBaHust xponudeckoit CH [3, 4, 7]. Xupyp-
TUgecKast KOPpeKIs 3TUX OTPHUIIATENIEHBIX 3¢ (eKToB

®I1 B X0ome peKOHCTPYKTUBHBIX BMEIIATEILCTB HA MU~
TpaJbHOM KJIallaHe — CJI0XKHAas ¥ He pellieHHasl 10 Ha-
crosiiero BpeMeHu 3agava [ 1, 4]. Knaccuyeckum meto-
oM yMeHbIIeHHs pa3mepa JIII M BocCTaHOBICHUS
CUHYCOBOTO pUTMa clyXKuT mpoueaypa «Cox-Maze»
(1978 1) u ee MomudUKaK, HO OHA SIBJISIETCS JOCTa-
TOYHO MPONODKUTEIBHOM NaXe y XUPYProB BBICOKOM
KBayMUKAIMN, Yrpoxkaema 1o KpOBOTEUEHUIO, a T10-
TOMY BBITIOJTHSICTCSI B OTPAaHMYCHHOM YHUC/IEe KIMHUK
mupa [1, 9, 10, 14, 15]. B To Xe BpeMsi, MO MHEHUIO
B. A. UBaHOBa U COaBT., CBO€BpeMEHHasl IIOCTAaHOBKA
MOKa3aHUI K XUPYPTruIecKOMYy JICUeHUIO, KOTa JieBast
aTpHOMeTaJIvsI He TOXOIWT A0 KPaifHMX CTeTIeHEeH, 1T03-
BOJISIET YJIyYIIIUTh BHYTPUCEPIACYHYIO TEMOAMHAMUKY U
KpPOME TOI0 BOCCTAaHOBUTh CHUHYCOBBIA pUTM y 25%
OOJIbHBIX, YIYYIIUTh KayeCTBO XXU3HU B OTIAJICHHbIE
cpoku [5]. [ToaTOMy MOMCK ONTUMATBHBIX METOIOB XM~
PYPTAYECKON KOPPEKIIMU YBEJIMYEHHOIO WM TUTaHT-
ckoro JIIT u myteit npemynpexaeHus: BOZMOXHBIX OC-
JIOXKHEHWI MOXHO CUUTATh aKTyaIbHOU MPOOJIEMOIA.

Llenb vccnenoBaHus: OLIEHKA CEPACYHOIO pUTMA Y
OoJIbHBIX ¢ AuiatipoBaHHbIM JIIT mocie Koppekuuu mna-
TOJIOTMM MUTPAJIBHOTO KJIallaHa U TUTMKAIIMOHHOM JIEBOI
aTPUOILIACTUKH.

Marepuan u MeToabI

EnuHuuHble neBble TUIMKAIMOHHBIE aTpUOILIAC-
TUKU MPU KOPPEKIIMKA TOPOKA MUTPATIBHOTO KJlanaHa
B UHCTUTYTE cepnua (dprmman HIICCX um. A. H. ba-
kynesa PAMH, r. [lepmb) Hayanu npumeHsTs ¢ 2000 r.,

* Anpec 11 repenucku: e-mail: leoan@online.ru
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a ¢ 2002 r. penyuupymolme npoLeaypbl CTau pery-
JsipHBIMU. Ha ceromHsIIHMiT JeHb MBI MCITOJIb3YeM
naTh BUIOB peaykiuu JITT: yimuBaHue yiika, TidKa-
IO MEXIIPEICePIHON MEPETOPOIKH, TTapaaHHYJISIP-
HYIO PEIyKLMIO JIEBOTO TPEACEPIUsi, LUPKYJISIPHYIO
PEOYKIINIO U IMPKYJSIPHYIO PEAYKIINIO C TUTMKAIUEH
MexBeHo3Ho# momaaku (MBIT). HakorieH onbiT
6oiee 2000 omepalimii ¢ UCIIOJB30BAHUEM 3TUX BUIOB
KaK B M30JMPOBaHHOM, TaK U B KOMOMHMPOBAaHHOM
BapuaHTe (Harpumep yimbaHue ymka JIIT u miuka-
LM MEXTpeACcepaHOl Teperopoaku). st Kaxagoro
TATA PEAYKIIMOHHOW aTPUOTUIACTHKMU OIIpeeIeHb
TOKa3aHMsl, KOTOPbIE UCITOIB3YIOTCS Ha MpakTuke. B
JIAHHOM CTaThe paccMaTpUBAETCs TOJBKO TPYIINa Ta-
LIMEHTOB (#=61) B paHHUE U OTAaJICHHbIE CPOKHU I10-
cJie KOPPEKIIMHU MaTOJIOTMU MUTPAJIBHOTO KjlalaHa U
OCHOBHBIX TUIOB peaykiuu JIIT (rmapaaHHyIsIpHOM,
LIMPKYJISIPHOM, LIUPKYJISIPHON ¢ IUIMKaLMed MeXBe-
HO3HOMH IUIOIIAIKN), OTIEPUPOBAHHBIX 110 ITOBOLY I10-
poKa MHUTpaJbHOTO KjamnaHa Ha (oHe XpOHMYECKOM
®I1. Cpennuit BO3pacT MAlMEHTOB COCTABUII
59,94£6,9 rona, cpeau Hux 6b110 17 (27,9%) MyK4uH.
[TareHTOB ¢ M30JIMPOBAHHBIM MUTPATBLHBIM CTEHO-
30M He ObLJIO, Y 8 OOJIBHBIX ONpeAessiach MUTPAIb-
Hasi HeIOCTaTOUHOCTh B TSIKeJION hopme, Tpedyrolas
€€ XMPYpPruyecKor KOPpeKUMU. Y OCTaJbHBbIX OO0Jb-
HBIX MUTPJIBbHBII CTEHO3 COYETaJICSI C Pa3IMYHOMN
CTEIICHBPI0 MUTPAJIbHON HETOCTATOYHOCTH. Y OOJIb-
muHCTBa (57 60nbHBIX — 93,4%) M0 ornepaliuu peruc-
TpupoBasack moctostHHast dopma PII mpomomrku-
TEJIbHOCTBIO OoJsiee NBYX JieT (CpemaHsisi MPOmOJIKU-
TeNIbHOCTD 56,418,1 Mec). CpenHee 3HaueHUe (HYHK-
muoHanbHoro kiiacca CH nmo knaccudukanny NYHA
coctaBwio 3,1+1,1.

Bcem mainueHTaM BBITIOJTHEHO CYTOYHOE MOHMTO-
pupoBanue DKI' nmo Xoatepy (XM BKI') ¢ ucnosb-
30BaHMEM allllapaTHO-KOMIIBIOTEPHOTO KOMILJIEKca
Kapauorexnuka-4000 no metonuke Cankrt-Ilerep-
OypPrCKOTO HayYHO-HCCJIEIOBATEILCKOIO MHCTUTYTA
KapIMUOJIOTUM 10 orepauuu U 4epe3d 1,5 roga mocie
onepauuu (B cpegHeM yepes 24,016,1 mec).

ITo pesynsratam XM DKI' B goornepalliOHHOM Tie-
puoze B 74% cityyaeB 3aperuCTPUPOBAH TAXUCUCTOJIM -
yeckuii BapuaHT PIT co cpeaHeit 4acToTOM Keaymnod-
KoBbIX cokpameHuii (Y2KC) 136126,8 B MUHYTY (MU-
HuManbHast — 96+19, makcuManbHass — 1611289 B
MUHYTY) B Te4eHUE BCETO BPEMEHU HAOIIOIeHUS.

Y yeThIpex MallMEeHTOB ¢ CUHYCOBBIM PUTMOM B Te-
YeHUe CYTOYHOTO MOHUTOPMPOBAHUS 3aUKCUPOBa-
HBI 3TTU30/I6l MUTPALIMY BOIUTESI pUTMa (B IBYX CIIY-
yasx), aTpPMOBEHTPUKYJIApHON Ojokansl I creneHu c
yacToToi cepneuHbix cokpamenuii (HCC) 58 yo/Mun
(B onHoM chyyae) u Il creneHu (B omHOM ciyyae).
B kaxmoM citygae (puKcHpoBaInCh mapokcu3Mbl OI1
JITUTENbHOCThI0O 25119 MuH 3a 24 4 HaOJIIOACHMUS.
Cpennsigs YCC 3a cytku coctaBuia 89+12,6 ya/MuH.

Tab6nuuma 1
IxoKT-knaccudmnkamus auaatamuu JIIT
Crenienb aunatauuu | OoweM JIIT, | Tlepenne3amHuii
JITT MJT pasmep JIIT, cm
I cT. (He3HauMTebHAS) <100 <4
IT ct. (yMepeHHast) 100—150 4—6
III ct. (3HauUMTETHLHAS) 150—-300 >6
IV ct. (ruranrckoe JIIT) > 300 >6
Tabnuuma 2

ITokazare;m DxoKI' 1o onepamyn

Hokasarenb | 1-s rpynma | 2-si rpynna | 3-s1 rpynma

O6bem JIIT, M 174,6+60,6* 178,8+24,5* 389,7+289,2*
KOO JIK, mn  143,6£78,2* 130,7£30,7* 113,3£42,5*
JI1/KJO 1,5+0,7* 1,6+1,3* 3,8+3,6*
DB JIXK, % 50,6x£17,0 57,1%6,3 60,3+9,3
Cucroanueckoe

naBieHue B JIA,

MM PT. CT. 43,0+£12,9 35,5£20,9 69,0%30,1

*Paznuuust Mexay rpynnaMu 1octoBepHbl (p<0,05)

Bcem nainreHTaM MpoBeaeHO TpaHCTOpaKaJIbHOE U
ypecnuuieBogHoe 3xokKapauorpadudeckoe (DxoKI')
nccaegoBanue Ha anmapate ACUSON ASPEN c uc-
MOJTb30BaHUEM pEeKOMeHAAIMii AMEpPUKAHCKOTO 3XO0-
Kapauorpacdudyeckoro obiiectsa [6]. CpaBHUBAINCH
pesyabrathl DKI' 1 OxoKI' 10 onepaluu, mpu BHITTUC-
Ke n yepes 24,016,1 mec mociie Xupypruaeckoro Jeue-
HUs. MBI Ucnojb3yeM 4YeTbipexcTeneHHylo OxoKI -
knaccudukanuio (Tada. 1), OCHOBaHHYIO Ha CTETIEHU
nunatauuu JIIT: I crenens — yBenuueHue oobema JIIT
1o 100 ma; IT crenens — o6bem JIIT ot 100 go 150 mut;
III crenens — ot 150 mo 300 mu; IV creneHs (ruraHTt-
ckue npeacepausi) — 6onee 300 m.

VYV Bcex OONBHBIX aHAIM3UPYEMOI TPYIIbLI ObLIa
3HAYUTEJIbHAs] U TUTAHTCKasl CTETNeHb AWIAaTalluy Jie-
BOro Tpeacepaus ¢ 3GhEeKTOM CIIOHTAHHOTO KOHTpa-
ctupoBaHusi. OcHoBHble DxoKI'-mokazarenu mauu-
€HTOB 110 OTICpalliy IIPEICTABICHBI B TAOIUIIC 2.

CraTuctryeckyo 00paboTKy JaHHBIX TPOBOIMIIU C
ITOMOIIIBIO TTAKeTa MIPUKIIATHBIX CTATUCTUISCKUX IIPO-
rpamM Statistica («StatSoft», version 6.0) [2]. docTo-
BEPHOCTh pa3IW4YMsI OLICHMBAJIACH IO f-KPUTEPHUIO
CrbioneHTa. JIocTOBEpHBIM CUMTAJICS YPOBEHb 3HAUM -
moctu p<0,05.

PCSYJIbTaTbI u O6CY)K[[CHI/IC

B 3aBrCMMOCTH OT BBIIIOJIHEHHOTO BUIA PEIYKIINI
JIIT maimeHTOB pas3neauiav Ha 3 rpynnsl: 1 rpynna —
napaaHHynsipHast peaykius JITT (n=14), 2-ga rpymnma —
LIMPKYJISIpHas arpuoruiactuka (n=40), 3-a rpynna —
umpkymsipHas pexykiums JIIT ¢ mmkamnmeit MexXxBeHO3-
HoI1 TIomanku (n=7).

Mo onepauuu ObUT 3HAYMTETBHO YBEJIUYEH OOBEM
JIII (ot 174,6 mo 389,7 mMi1) ¥ aTpUOBEHTPUKYJISIPHOE CO-
oTHoienue (ot 1,5 a0 3,8) y mauueHToB Bcex rpymil.
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Ta6numa 3
Cepaeunblii pUTM y NAIMEHTOB 10 onepanun (n=61)
. [MapaanHynsipHas LlupkynspHas LupkynsipHast peayKiust
CepedHbLi puT™ penyKius penykius JITT +MBIT
CHHYCOBBI 4 —_ _
OubpwIISAIUS TIpencepauii 10 40 7

Putm BKC —

Cucronmaeckas (yHKIMS JICBOTO Xeymodka (dpak-
s BbIOpoca) Oblla HE3HAYUTEJIbHO CHUXEHa
(50,6+17,0%). OTMe4YeHO HEKOTOPOE YBEIMYEHHME KO-
HEYHOTro auacTojndyeckoro oobema JIZK y 6onbHBIX 1-i
M 2-1 TPYIIII, 9TO, BEPOSITHO, OOYCIIOBJIEHO BEIPAXKEHHO-
CTbIO MUTPaJIbHOI HenocTaTouyHOCTH. [0 onepauuu mo
JaHHbIM OKT 1 XM OKI' crHYCOBBIN pUTM 3apeTUCT-
PUPOBAH TOJBKO Y 4 MAIIMEHTOB U3 TPYIIIIHI C TapaaHHy-
JIIpHON peaykuueit geBoro npeacepaus (tada. 3).

Bce omepaiiiu BBITTOJIHEHBI Yepe3 CPEAUHHYIO CTEP-
HOTOMUIO B YCJIOBMSIX MCKYCCTBEHHOTO KPOBOOOpaIiie-
HUs Ha ¢oHe yMepeHHo# runotepmun (33,5+2,0 °C).
Bpems HCKycCTBEHHOTO KpOBOOOpalleH!sI B CpeaIHEM
coctraBuiio 70,83+15,0 MuH, BpeMs TiepexXaTus aop-
Thl — 56%14,5 muH. U301MpoBaHHOE BMENIATEILCTBO
Ha MUTpaJIbHOM KiiamnaHe u pexykums JITT mpoussene-
HBI 30 GONBHBIM. Y 26 MallMeHTOB BHITIOJHEHA JABYX-
KJIaITaHHAasI KOPPEKINs, Y 5 — TpeXKJIalmaHHasl peKOH-
crpykuus. IIpy MHOrokigamaHHOW KOpPpeKIUW Iijia-
CTUKa aopTaJIbHOTO KJlanaHa BhIMoJIHeHa B 3,2% ciy-
YyaeB, IpoTe3upoBaHue — B 29%, MacTMKa MUTpallb-
HOro KjanaHa — y 22,6% GOJIbHBIX, IPOTE3UPOBAHIE —
y 77,4%. I1pu KOppeKLUK NaTOJOTUN TPUKYCIIUAAb-
HOTO KJIallaHa BBITTOJTHEHA TOJIBKO eTo TutacTuka. Ko-
pOHApHBIE apTepUM IIYHTUPOBAHBI B COYCTAHMU C
yKa3aHHbIMM TpolenypaMu B 9 caydasx (3,2+0,75
IIIyHTa Ha OTHOTO OOJBHOTO), TIACTUKA BTOPHMYIHOTO
JAMIIII BeinosnHeHa B 4 ciiydasix (tadi. 4).

ITo 3aBepIIeHMM OCHOBHOTO 3Tamra OIepaluy Ha
MUTPaAJIbHOM KJlallaHe BBINOJHEH OAWH U3 BUIOB pe-
IYKIIAW JIEBOTO TIpesicepansi. MeTon JieBoi TuKaiu-
OHHOI aTPUOIUIACTUKU TEXHUYECKHU MPOCT U Oe3oma-
CeH TIpW TIPaBUJILHOM WCIIOJJHEHWW W 3aHWUMaeT He
oonee 10 muH. HecmoTps Ha To uto penykuus JITT He
SIBJISIETCSl aHTMAPUTMUYECKON MpOLEAypOid, OMUH 13
MOMEHTOB IIpH €€ BBIITIOJTHEHUM KacaeTcs apUTMOTECH-
HBIX YYaCTKOB, a MMEHHO, B IIIOB JTOJDKHBI 3aXBaThl-
BaThCSI YCThsI JICTOUHBIX BEH, TIE¢ HAXOMSITCS MBIIICY-
HbIe MY(DTHI, SIBJISIOIIMECS] aHATOMUYECKUM CyOCTpa-
TOM, TCHEPUPYIOIINM MEPIATSIbHYIO apUTMUIO. MEI
npearosaraeM, 4YTo UX MeXaHM4ecKoe pasaaBiiMBaHue
B IIIBE C TTOCeAYIONINM (hOpMHUPOBAHUEM pyOIIa acco-
LIMMPOBAHO C BOCCTaHOBJIEHMEM CHUHYCOBOTO pHUTMA.
Btopoit MexaHu3M, BEpOSITHO, CBSI3aHHBIN C BOCCTa-
HOBJICHHEM CHHYCOBOTO pUTMa, — 3TO HOpMaIu3alys
aTPMOBEHTPUKYJISIPHOTO COOTHOILIEHUST M BHYTpUCEP-
NEYHOM TeMOIMHAMUKY HapsILy ¢ yCTpaHEHUEM TaTo-
JIOTUM MUTPAJTBHOTO KJlalaHa.

[Ipu perucrpaumu peryasspHOTO pUTMa Ha OIepa-
LIMOHHOM CTOJIe Ha3HavyaJICsl KOpAapOH 10 OOIIeTpy-
HsTOM cxeme [3].

B paHHeM mocieonepalliOHHOM Iepuoae o0beM
KpPOBOIIOTEpH II0 ApeHaXXaM COCTaBMJI B CpeIHEM
637,0£85,4 mi. OgHOMY 0OJILHOMY BBIITOJIHEHA pec-
TEpHOTOMHMSI TIO TTIOBOAY KpoBoTeueHNsA. MCTOUHMKOM
KPOBOTEUEHUs OblIa BETKa ayTOBEHO3HOT'O IITYHTA.

BpeMs HaxoXOeHUSI B OTOEICHUN peaHUMalud U
WHTCHCUBHOM TepalMy COCTaBUJIO B CpEeIHEM
18,7+4,0 u. Tlocne aKcTyOalMKU Yepe3 CyTKU-ABOE U
MpU MOJHOK CTAOMIM3ALIMU COCTOSIHUSI BCE OOJIbHbIE
MepeBONWINCh B OTAEJICHUE paHHEH Toceoneparu-
OHHOW peadMIUTALIUU.

B paHHue moceornepalliOHHbIE CPOKU 10 JaHHBIM
Ox0KI oTMedeHa IOIOXUTENbHAS JMHAMUKA: 00beM
JITT y manmeHTOB 1-1 TpyIIIbl yMEHbIIMICS Ha 58,6%
OT ITOOITEPAlIMOHHOTO YPOBHS, BO 2-i TpyIme — Ha
61,1%, B 3-i1 — Ha 82,2%. Perpecc oobema JIK cocTa-
Bun 17,4; 7,3 u 6,2% coorBerctBeHHO. COOTHOLIEHKE
obweMoB JITT n JIZK cTano MeHblIe HOPpMaJbHOTO 3HA-
YeHUs BO Bcex Ipymmnax. Y Bcex OOJbHBIX Ucue3 3dh-
dexT crioHTaHHOro KoHTpactupoBaHusg B JIII, 4rto
CBMIIETEJILCTBYET O BOCCTAHOBJICHUM CKOPOCTHU M3THAa-
HUS KPOBM U3 MIPEIACEPANSI.

JnHaMUKa CepAeYHOro pUTMa y MaIMeHTOB T0CIe
mupKyIsipHoit pexykiuu JIIT B paHHeM Iocieornepa-
LIMOHHOM TIeprojie MpeacTaBieHa B Tabaulie 5.

[lepen BBIMMCKOI U3 cTalOHAPa Y 6 GOJIBHBIX I10-
cJie mapaaHHYJISIpHO# 1 y 18 — moce HUpKyIsipHOM pe-
nmykuuu JITT 3aperucTpupoBaH CUHYCOBBIN pUTM. JIByM
MalyeHTaM B KaXIoi M3 3TUX TPYII UMILIaHTUPOBAH
MOCTOSTHHBIN BOOWUTENF PUTMA II0 TOBOAY ITOJTHOM

Tabnuma 4
Buabl onepanuii, Bo BpeMsi KOTOPBIX
BbINOJIHAJIACH peaykuus JITT

Yucno 601bHBIX
BMmemiarensctBo
aobc. | %
OnnokamanHast Koppekuus (MK) 30 49,2
MpOTE3MPOBaAHUE 23 37,7
TIaCTUKa 7 11,5
JIByXKJIaniaHHasi KOPPEKITUSI: 26 42,6
MK+TK 21 34,4
MK+AK 5 8,2
TpexknanaHHas KOppeKLUs 5 8,2
JloTOJTHUTETbHBIE BMEIIIATEILCTBA!
mractuka JMIIIT 4 6,6
KOPOHapHOE LIYHTUPOBAHUE 9 14,8
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Tabnuuma 5
JIunaMuKa cepaeunoro putma o u nocjae (7—10 cyT) peaykiuuu JieBoro npejacepaus
CHHYCOBBII pUTM DOubprIILMS peacepanii Putm BKC
Penyxkuus

/0 | n/o /o | /o /o | /o
[MapaannynsapHas (n=14) 4 6 10 6 - 2
Hupkynsapnas (n=40) — 18 40 20 — 2
Hupkynsapnas +MBIT (n=7) - — 7 7 — —

Tab6auma 6

JIunamuka o0bemHubix nokaszareeii JIII u JIZK no u mocae (24,01+6,1 mec) peaykiun JieBoro npeacepaus

Oo6bem JIIT (M) KO JIZK (m) JIIT/KOIO
Penyxkuust
/o | mn/o /o | /o /o | /o
[MapaannynsipHas (n=14) 174,6160,7 61,2+21,72*  143,6178,2 109,0+12,7 1,514+0,7 0,5610,02
LupkynsipHas (n=40) 178,8+24,5 86,7+ 26,4*  141,0+46,0 122,7+£52,3* 1,6+1,3 0,710,1*
HupkynspHas +MBIT (n=7) 389,7+289,2  76,9+19,2* 113,3142,5 106,0+21,5 3,77£3,6 0,67+0,12*
* p<0,05
Tabnuma 7
JluHamMuKa cepaeyHoro purMa 1o u nocjae (24,016,1 mec) peayKuuu JIeBOro npeacepaust
Peaykuus CHHYCOBBII pUTM DOubprLISALINS TIpeacepIuii Putm BKC
/o | mn/o /o | mn/o /o | /o
[MapaannynspHas (n=14) 4 10 10 2 — 2
Hupkynsapnas (n=40) — 25 40 13 — 2
Hwpkynapuas +MBII (n=7) - - 7 7 - -

AB-6nokanpl. Hu y ogHOlM 13 MaliMEeHTOK IOCe [Up-
KyJsipHOW peaykuuu c mrkanueir MBI He BoccTaHo-
BWJICSI CUHYCOBBII pUTM (CcM. Tabi. 5). Bce mamueHTh
BBITTMCAHBI B YIOBJIETBOPUTEILHOM COCTOSTHUU.

Yepes 24,0£6,1 mec 0obem JITT y marmeHTOB mocie
MapaaHHYJIIPHON peayKIMU cTajl MeHblle Ha 64,9%
OT MCXOIHOTO, TOCJIE INPKYIIpHOi — Ha 48,5%, 1p-
KynsipHoit v mikauuu MBIT — Ha 80,3%. Takast xe
TEHICHIIMS OTMEUYeHA 1 B OTHOIICHWY KOHEYHOTO 1A~
CTOJIMYECKOTO0 00beMa JIEBOTO KedymouyKa: peryKIIus
obbema cocraBuia 24,1; 14,9 u 6,4% cOOTBETCTBEHHO
y MallMeHTOB CPaBHMBAaEMBIX IpyII (Tab. 6).

JuHamMuKa cepaeyHOTo pUTMa B OTIAJIEHHOM TTOCTIe-
oIepallMOHHOM TIEpUOIe MpeacTaBieHa B Ta0IuIIe 7.

Bo 1-i1 u 2-ii rpynnax mpocieXuBaeTcsl TeHACH-
LM K yAep>XKaHUI0 CMHYCOBOro puTMa. Ilo maHHBIM
XM BKIT, y 10 (71,4%) GonbHBIX ¢ MapaaHHYISIPHOM
penykiimeii 3a 24 4 HaOJII0IeHUST PeTUCTPUPOBAJICS CH-
HycoBblii put™M ¢ YCC 75+16 yo/MuH, HaIKeIyI0u-
KOBBIE 3KCTPACHUCTOJIBI B HETIATOJIOTMIECKOM KOJIIUe-
ctBe (B cpeaHeM 49120 3a BpeMsl HaOJIOACHUS),
HapyIICHUI TPOBOIMMOCTH HE BBISIBIICEHO. TsDKecThb
cumntomoB CH 3HauntenpHo cHusumiaack; ®K 1o
NYHA cocTtaBun no omnepauuu B cpenHeM 2,9+0,9,
nocie onepauuu — 1,8+0,5 (p=0,001).

VY 15 mauueHToB rpymnmbl ¢ UUPKYJIIPHONA peayK-
mueit JITT mo ganaeiM XM DKI' 0ocCHOBHOI pUTM B Te-
yeHue cyTok Obl1 cuHycoBbIit ¢ YCC 85+31,2 yn/MuH.
VY 0mHOrO BBISIBICHBI XXKEJTYIOYKOBBIE 3KCTPACUCTOJIBI
(32 Buac). B ogHOM ciiydyae B HOUHBIE YacChl peTUCTpU-

pOBalvCh BMU30AbI Y3J0BOM Taxukapauu (Bcero 4),
JUTUTENTbHOCTBIO 8§ MUH cymMapHo, ¢ YCC 90 yu/MuH.
Kak u y 00nbHBIX 1-ii TpyImbl, CpeaHU (YHKIINO-
HanbHbI Kjaacc CH mocToBepHO yMeHbIIMJCS (C
2,98+0,3 mo 1,9£0,41; p=0,018).

B rpynne manpenToB ¢ rurantckum JIIT He 3aperu-
CTPHPOBAHO BOCCTAHOBJICHNE CUHYCOBOTO PUTMa, He-
CMOTpS Ha peayKILuIo o0beMa npeacepaus coiee 80%.
Cpenauii ¢pyHKIMOHANRHBIN Kiace CH cHu3miCS ¢
3,310,28 mo 2,7£0,25 (p=0,049).

JlOTIOTHUTETbHBIM (DaKTOM YIYYIICHUSI BHYTPH-
cepaeuHOl reMoauHaMuKu Tmocyie peaykuuu JITT
CITY>KUT CHVDKEHUE MaBJICHUSI B JIETOYHOU apTepuu.
B oTmaneHHOM mepuone yMeHbIIIEHUE TaBICHUS TIPO-
n3omio Ha 14,4% B 1-i1 Tpymme (IIpA MCXOTHOM
43,0+12,8 MM pT. cT.), Ha 30,4% — BO 2-ii rpymIe (mpu
ucxomgHoM 35,5%£20,9 Mm pr. cT.), Ha 63,5% — B 3-i1 rpy1m-
e (mpu ucxogHom 69,0+£30,1 mm pt. c1.). Hu B omHOM
cliydyae He ObLT 3apernucTpupoBaH 3(pdeKT CTOHTaHHO-
ro koHTpactupoBanust JII1.

3axaroyenue

TakuM oOpa3zoMm, penykKLusl JEBOro Mpeacepaus
ONTUMU3UPYET T€OMETPUIO JIEBOTO Tpeacepausi U mna-
paMeTpbl BHYTPUCEPACYHOM TeMOOUHAMUKHM, 9TO CO-
37aeT OJaronpusTHbIE YCJIOBUS IS BOCCTAHOBJIEHUS
CHHYCOBOTO pATMa. MOXHO IPEIIOJI0XHUTh, YTO pe-
IyKius yBeardeHHoro a0 300 My ieBoro npeacepaust
COIJIACHO HaIlleil TeXHWKEe WCIIOJHCHUSI, KOTIa MBI-
LIEYHBI KOMITOHEHT CTEHKM ellle COXpaHeH, odecIie-
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YMBAET 3HAYMTEIbHBIA mpoueHT (39,3% B paHHuUE
cpoku, 57,4% — B OoTHalEHHbIE) MOJOXUTEIbHbBIX Pe-
3yJIBTATOB 110 BOCCTAHOBJIEHUIO CUHYCOBOTO PUTMA.
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NWHTEPBEHIITMOHHOE JIEYEHUE

IIPEJCEPTHBIX APUTMHUH Y IIAITUEHTOB

ITOCJIE OIIEPAITUH ®OHTEHA

A. I1I. Pesuwsunu®, B. I1. Ilodsoaxos, E. A. Apmioxuna, JI. 10. Bamyprun,
K. A. Muedruwweuau, T. I. {ncumasa, H. C. Mopcras

Hay4HbIli LLEHTP cepae4yHO-cocyaucTom xupyprum nm. A. H. Bakynesa (aup. — akagemmk PAMH J1. A. Bokepwuisi)

PAMH, MockBa

B cmamuve npedcmasnennt pezyavmamot u 0ocobenHocmu npogedeHuss paduouacmomHoil abaauuu npedcepo-
HblX maxuapummuil y 18 nayuenmoe nocae pazauunoix moougurxayuti onepayuu Ponmena. s snexmpo-
AHAMOMUYECKO020 KAPMUPOBAHUS 8 8 CAYHASAX UCNOAb308ANACH CUCEMA HeDAIOOPOCKONUMECK020 KAPMUPO-
eanuss CARTO («Biosense Websters, USA). Obwas 3¢pgpexmusrocms paououacmomuoli abaayuu ¢ y4emom

noemopmuix npouedyp cocmasuna 67%.

Knwuesvie crosa: onepauus (DOHmeH(l, paauowacmomﬁaﬂ KamemepHas 06/1{1141/!}1, mpenemanue nped—

cepouii.

We present results and the features of radiofrequency ablation of atrial tachyarrhythmias in 18 patients after
different modification of Fontan operation. Nonfluoroscopic system CARTO («Biosense Websters, USA) was
used in 8 cases for electroanatomic mapping. Overall effecacy including second procedures was 67%.

Key words: Fontan operation, radiofrequency ablation, atrial flutter.

* Anpec 115 iepenucku: e-mail: ruspace@rol.ru
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I I a4yaJio KOPPUTUPYIOIIUM OTIepaLUsIM TIpHU 1ie-
OM psiZie TIOPOKOB, OCOOCHHO COIPOBOXKIA-

IOIIUXCS «OJHOXENYI0UYKOBO» T'eMOIUHAMUKOM,
ObIIO TIOJIOXKEHO B 1968 T. paHIly3CKUM XUPYProM
®pancucom PonreHoM. OH NPUMEHUT OPUTHHAb-
HYI0O METOOUKY KOPPEKIINN aTpe3ny TPHUKYCITHIATb-
HOTO KJIallaHa, COYETAIOIIEMCsT C JIETOYHBIM CTEHO-
30M, KOTOpas He YCTpaHsIa aHaTOMWYECKUE H3Me-
HEHUSs, IIPUCYIIUE TOPOKY, HO MPUBOIMIA K Pa3o0-
IIEHWIO TIOTOKOB BEHO3HOM M apTepHabHON KPOBH,
HarpapJisieMbIX B MaJIblii ¥ OOJIBLIONA KPYT KpOBOOO-
paimeHus. B ¢cBA3M ¢ 3TUM METOIMKA OITepaIiy TTOJTY-
YJla Ha3BaHUE <«TeMOOWHAMMUYECKasT KOPPEKIIMS»,
wiu «orepanus @oHTeHa».

IlepecTpoiika TeMOOWHAMUKY OITCPUPOBAHHBIMU
OOJIbHBIMU, JaXe MPU OTCYTCTBUM MOIOTHUTEIbHBIX
(akTOpOB pHCKa, MEPEHOCUTCS OUYEHb TIKEIO, a
ajanTalMsl CUCTEMBl KPOBOOOpAILEHUSI MOXKET IpO-
JIOJIKAThCsl AOCTATOYHO AOJITO.

OmHUM U3 MyTell YMEHBIICHUs pUCKa OIepaluu
MOXET CIYXHTb paslelicHue TeMOIWHAMHICCKON
KOPPEKIIMM Ha 3TaIbl, IPEAIeCTBYIONINE COOCTBEHHO
caMoii omnepalyM: CUCTEeMHO-JErOYHbIA aHACTOMO3,
orepauust Miojuiepa, PeKOHCTPYKIIUS ITyTe OTTOKa
MPaBOTo KeIymodyKa, JBYHAIIPABIICHHBIA KaBOITYJIb-
MOHAJIBHBI aHACTOMO3, a TAKKE Pa3IMIHBIC SHI0BA-
CKYJISIpDHBbIE BMEIIaTeIbCTBA.

C TeyeHMEM BpEMEHHM HE TOJBKO PaCIIMPUIICS
CIEKTpP MOPOKOB, IMPU KOTOPHIX MPUMEHSIETCS TaKas
orepalns, 1 U3MEHWINCH TIOKa3aHUS K €€ BHITIOJTHE -
HUIO0, HO U TIOSIBUJICS LIEJIbI PsII MOAUMUKALIVI OTIe-
pamun MoHTeHA: IpeacepIHO-XKeIyIOYKOBBIN aHaC-
TOMO3, MpPaBONpPEACEPAHO-JIECTOYHBIM aHACTOMO3,
MpaBoIpeaCepAHO-JIETOYHbIA aHACTOMO3 C JBYHa-
IpaBJICHHBIM KaBOITYJIbMOHAJIPHBIM aHAaCTOMO30M,
MOJIHBIA KaBOITYJIbMOHAJIBHBII aHACTOMO3, 3KCTpa-
KapIMaJbHbBII 00X0/ IMpaBhIX OTAEIOB cepaua [2].

Hapyienust putma SIBJASIOTCS YaCTbIM OCJIOXHE-
HUEM T1ociie onepanny PoHTeHa U, TT0 JaHHBIM pa3-
HBIX aBTOpOB, Bo3HMKaloT B 20—40% ciyyaes [11],
IpUIeM YacToTa BCTPEYAEMOCTH apUTMUIl YBEIMIN-
BaeTcs B cpoku 0ojiee 10 et rmociie onepaiuuu.

Puc. 1. BapuaHThbl npoBeAeHHBIX orepanuii @oHTeHa:

Ay

[TpyuriHOW BO3HWUKHOBEHUS OTHAJIECHHBIX apuT-
MW SIBJIIETCS TUTIEPTPO(US TPaBOTO TpEACepaAns,
KOTOpasi COMPOBOXIAETCSl TMATOJOTMYECKUMU H3Me-
HeHusiMU B Muokapzne [17]. Haubonee yacTeiM Hapy-
LIEHWEeM pUTMa SIBJSIETCS TpereTaHue MpeAcepauit,
KOTOpPOE HE TOJIbKO TPUBOIUT K CHUXXEHUIO Cepiey-
HOTO BBIOpOCA, HO M YBEIWYUBAET PUCK TPOMOOIMOO-
andeckux ocnoxHeHuit [13]. I1pu HeadbheKTUBHOCTH
KOHCEPBAaTUBHOTO JIEYEHUSI, BKIIOYAIOIIETO AHTU-
apUTMUYECKYIO Tepaluio W Tpernaparhbl, CHUXKaIOIINe
CepIeYHO-JIETOYHOE COTIPOTUBIIEHUE, TTOKA3aHO TIPO-
BeJleHUE 3J1eKTPOo(U3UOIOTMYECKOTO JIEYEHUSI U pa-
JIMOYACTOTHOM abnauuu [5].

Marepuan u MeToabI

B otneneHnmn Xupyprudeckoro JedeHus TaxuapurT-
vuit HHCCX M. A. H. Bakynesa PAMH 3a nepuon ¢
1998 mo 2009 1. 6bUIM BBIMOJHEHBI 3JIEKTPODU3NOIIO-
rudeckoe uccienoBanue (DMOU) u pamrovactoTHas
abnauus (PYA) 77 mauueHTaM, pooIepupoOBaHHBIM
no nosonay BIIC, B Tom uncne 18 mauneHTam (U3 HUX
8 MyuuH, 10 >keHIIWH) ObUTK TPOBEICHBI pa3TUUYHbIE
MoaMUKAIIMY OTepallii TeMOIMHAMUYECKOW KOp-
PEKIINU CJIOXKHBIX BPOKICHHBIX ITOPOKOB 10 METOIM -
ke DoHTeHa: aTpe3usi TPUKYCIUOAIBHOTO KjalaHa
(n=8), criss-cross cepaua (#=3), eIMHCTBCHHBIN XKe-
Jyaoudek (n=3), ABOMHOE OTXOXIEHWE COCYIOB OT
IIPaBOTO XeJynouka (n=4).

Bcem mainveHTaM BBIMIOJIHEHB! pa3IWYHbIE MOIU-
¢ukanun omepanuu MoHTEHA: MIPSIMOU IIpaBOIIPEI-
CepAHO-TIPABOXETYIOYKOBbIA aHACTOMO3, COEIUHEe-
HUE MPaBoOro Mpeacepauss € JIETOYHOW apTepuci
3aIjIaTol, COeAMHEHUE MPaBOTo Mpeacepaus C JIeroy-
HOM apTepueil KOHAyUToM (puc. 1).

CpenHnii Bo3pacT 60JbHBIX cocTaBII 26,6 £ 6,4 ro-
na. Bce Taxukapany BO3HUKAIW B OTIAJIEHHOM ITOCTIe-
OIepalMOHHOM Ilepuoae B cpoku oT 7 mo 19 et (B
cpenHeM 14 = 5,2 rona).

JIBeHAOIaTh MAIMCHTOB WMEIN IIOCTOSTHHYIO
aCUMNTOMHYIO (OpMYy TaxvKapauu, 6 — TMapoKCHU3-
MaJIBbHYIO.

a, 6 — psIMOIA TIPaBOMPEACEePAHO-TIPABOXETYI0YKOBbII aHACTOMO3; 8, ¢ — coeaquHeHue I1T1 ¢ JIA 3amnatoii; 0 — coenuHenue II1 ¢ JIA

KOHIOYUTOM
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XapaKTepl/[CTI/lKa NAINUEHTOB C TAXUAPUTMUAMH NOCJIC onepaunﬁ ®Dontena

N | mon [ P [ Ocgmon | Snepemee T Bt ] N T oo
1 X 28 ATK On. ®oHTeHa ATII ITapokcusm. CepauebueHne
2 X 38 To xe To xe ATTI-3 » »

XK 25 » » ATII, ITocrosiHHOE AcuMIIT.
OIT*
4 X 30 Criss-cross cepatia » ATIT* ITapokcusm.  CepaledueHue,
YTOMJISIEMOCTD
5 M 28 ATK » ATII, IMocTosiHHOE AcUMIIT.
oIT*
M 26 To xe » TI1 To xxe To xe
M 25 » » ATII-3* » »
M 17 Criss-cross cepaia » ATII, ITapokcusm. OppllIKa,
TIT* YTOMJISIEMOCTh
9 XK 31 ATK » ATIT* ITocrosiHHOE ACUMIIT.
10 X 29 JOC ITXX » ATIT* IMocTosiHHOE »
11 X 10 ATK » ATII ITapokcusm. CepniiebueHue
12 M 30 EX » ATII-2, » »
oIl
13 X 23 Criss-cross cepaiia » ATII-3 ITocTosiHHOE AcuMmnr.
14 M 31 JOC ITXK » ATII To xe To xe
15 M 19 EX » » » »
16 X 33 » » Putm » »
ABC
17 M 30 OOC ITX » ATII, » »
TII
18 X 26 » » ATII » »

ITpumeuanue. BIIC — BpoxaeHHbI mopok cepaua; ATK — arpe3us TpukycnuaaibHoro kiamnaHa; EXK — enMHcTBeHHBIIM
xemynodek; TMC — TpaHCIO3uIust MarucTpaibHbIX cocynoB; TI1 — Tpenetanue npencepauii; ATl — atunnaHoe TpereTa-
HHe npeacepanii (2 1 3 Buga TpereTtaHuit), CBI3aHHOE C IocIeonepalliOHHbIM pyorioM; PI1 — ubpwiIsaLmus npeacepauii;
JOC ITK — nBoitHoe oTxoxkneHue cocynoB ot [12K; 3Be3n0ukoii momMeueHbl crydau ucnosibdoBanus cucteMbl CARTO.

YauThIBasI CJIOKHOCTh aHATOMWM ITOPOKA U TIO-
clienyloleil ero Koppekuuu B 18 ciaydasx ajist 91eK-
TPOAHATOMHYECKOTO KapTUPOBAHMS MCITOJIb30Ba-
Jlach cucTeMa HedII0OOPOCKOIIMYECKOro KapTHUpo-
BaHUusd CARTO («Biosense Webster», USA) (cMm. Ta6-
JULLY).

HccrnenoBanue mpoBOIMaN 101 KOMOMHUPOBAH-
HOM aHecrte3meil (mporadosl + MecTHasl aHeCTe3Us
0,5% pacTBOpOoM HOBOKauHa/muaokauHa). 1o mMeTo-
nuke CenbauHTEpa MPOM3BOIWIN ITYHKIIMU OcIpeH-
HBIX BEH U JICBOW MOIKITIOYMYHOM BeHBI. Yepe3 mon-
KIIOYMYHYI0 BeHYy IpoBogwin  10-moTIOCHBII
3JIEKTPO 1 110 BO3MOXHOCTH YCTaHABIMBAJIU B KOPO-
HapHBIN CUHYC WJIM 00JIaCTh KOPOHAPHOTO cHHYca (0H
HCITOIb30BAJICS B KayecTBe pehepeHTHOTro 3JeKTpoaa
npu ucnonb3oBaHuu cuctembl CARTO). Yepes neByto
O6eapeHHy0 BeHy npoBoauau 10- wnm 20-IOJIOCHBIH
3JIEKTPOJ B BBICOKWE OTIENbl MPABOTO TMPEACEPIUSI.
Yepes npaByto 6e1peHHYI0 BeHY IPOBOIWIN KapTUPY-

ol abmannoHHBIN  9nekTpon  Termo Cool
(«Biosense Webster», USA).

Ilepen Hagamom D®U manmeHTaM BBIITOTHSIIN
KOHTPACTHYIO aHTHOTpaduIo MpaBbIX OTIEIOB cepalla
JIJISI YTOYHEHUsI aHaTOMMU U pa3MepoB MCCeayeMOit
KaMephl, B KaueCTBe KOHTPACTHOT'O BEIIIECTBA UCITOJIb-
30BaJICSI OMHUIIAK (pUC. 2).

DnekTpoU3nN0JIOrnIecKoe UccienoBaHne MpoBo-
JIMJI0CHh Ha 64-KaHaJbHOM 3JIEKTPOMU3H0IOIMYECKOM
koMmiutekce Pruka Cardiolab-4 («General Electric»,
USA).

IIpu oTCYTCTBUM TaxmKapaIWy BO BpeMs MCCIIEHO-
BaHUS TPOM3BOAMIACH €€ MHAYKIIMS MPOrpaMMUPO-
BaHHOM WJIM YacToil ctTuMyssiveit. Ha uHaynMpoBaH-
HOM Taxukapauu Ipou3Boauiach overdrive-cTu-
MYJISIIMST — BXOXIEHWE B KPYT TaxuKapauu (entrain-
ment) U3 HECKOJILKUX obnacTeii mpeacepaus (puc. 3).

IIpu ucnonabzoBanuu cucrembl CARTO kaptupo-
BaHME IPABOTO Ipencepiausl MPOBOIUIOCH C ITOMO-

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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Puc. 2. AHrnorpamma manueHTa mocie onepanuu @onteHa. [psMast mpoeKimst

1LIbIO YETHIPEXITOJIOCHOTO 3JIEKTPOJA C YEThIPEXMMUJI-
JIMMeTpoBoii rotoBkoit Navi Star uim Navi Star Termo
Cool («Biosense Webster», USA).

DNeKTPOAHATOMUYECKOE KapTUPOBAHUE TaxuKap-
UM TIPOBOIMJIOCH C IIOMOIIIBIO CUCTEMBI TPEXMEPHOTO
HaBuranmoHHoro kaptupoBaHuss CARTO («Biosense
Webster», USA). I1pousBoguiack aHaTOMUYECKas pe-
KOHCTPYKIIYS MPaBOro Npencepaus U 00J1acTy KOHIY-
uTa. B mepByto ouepenb KapTa aKTUBAlLIMK CO3IaBaIach
JUTSL TIOJTyJ4eHUST OOIIeil KapTMHBI PaclpOCTpaHEHUs
BO30YXIEHUS B TIpeaceparsax 1 0003HaYeHusI pyoO1o-
BBIX I0JIEH, 3aTeM BBIITOJTHSIOCH AeTaIbHOE KapTUPO-
BaHUe 30H nHTepeca (puc. 4). [IpoBoauincs omHOBpe-
MEHHBbIE 3allMCU MHTPaKapAUaIbHbBIX 3JIEKTPOrpaMM U
OKT B 12 orBenenusix (CardioLab, «Prucka Engene-
ering, Inc.», USA). KoHTposab 3anuceii AByX CUCTEM
MPOBOJIUJICS BPYUYHYIO.

BpeMs akTuBanuu B KaXA0M ydyacTKe oToOpaka-
JIOCh B 11BeTe (HauboJjee paHHee — KPaCHbIM, TTO3IHEE —
(b10IeTOBBIM). AMIIUTYA CUTHAJIA B KAXKIIOM U3 y4a-

CTKOB TaKXXe perucTpupoBajiach B 1LBeTe (HauboJsiee
HU3Kasl — KPacHbIM, BbICOKasl — (proaeTOBBIM). Yua-
CTKHM, B KOTOPBIX TPEACEPAHBII MOTEHLMAT HEIb3s
ObLIIO OTIMYUTH OT «wyma» (MeHee 0,05 mB), pacle-
HUBAJIUCH KaK PyOLIOBbIE 30HBI U OTOOPAKAIUCH Ce-
PBIM IIBETOM.

J1ns1 panno4acTOTHOM abjlalli UCTOJIb30BaJICs Ie-
Hepatop paauovacToTHoro Toka Shtockert («Biosense
Webster», USA) mim Atakr-3 («Medtronic», USA). Pa-
JIMOYACTOTHAsI abjialys MPOBOAMIIACE MEXIY pYyOII0-
BBIMU MOPaXEHUSIMU MUOKaApa, C HAYaJIbHBIMU 3Ta-
MaMu B 30HAaX, TJIe UMEJOCh CKPBITOE BXOXIEHHE B
LIMKJI TaxukKapauu (entrainment). B 3oHax mexay pyo-
LIOBBIMU TOJISIMU MPOU3BOJIUIUCH HENPEPBIBHBIC JTU-
HeliHble Bo3aecTBus ¢ sHeprueii 30—50 Bt u temme-
parypoit 54—58 °C npu KOHBEKLIMOHHOI TeXHUKE U
42—44 °C — npu xojonoBoii. PaguoyacrotrHas abnia-
LM TIPOBOAMIIACK IO YMEHBIIECHUST aMTUTUTYIbI TIpe.-
CepaHOM 3yekTporpaMMbl Ha 80% OT UCXOOHOM WIK
JI0 PETUCTPALIU JABOWHOTO MOTEHIMANIA HA TUCTAThb-
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Puc. 3. Dnekrporpamma nauueHTa nocie onepauund P@oHreHa. [TonoxuTenbHbIA entrainment B TOYKE CTUMYJISLIAN:
BBIXOTHOU UK (274 mc) Mmenbiue, yeM JAL taxukapouu (300 mc). 1, 11, 111V, — oteenennss DKI; ABL — anexTpo-
rpaMMa ¢ abiaroHHoro anektpona, CS 1—10 — ajeKTporpaMMa ¢ 3JIeKTpo/ia, YCTAaHOBJICHHOTO B KOPOHAPHOM CHUHY-

HBIX TTOJTI0CaX a0JIALIMOHHOTO 3JIEKTPO/IA, IEMOHCTPH - Pesan,TaTm
pymolIeil TpaHCMypaabHOE ITOBPEXACHUE MHUOKapAa.
MunumanbHoe Bpemsi PHA B oHOI TOUKe COCTaBIIsI- KapTtupoBaHue IpOBOAWIOCH Ha CUHYCOBOM PHT-
7o He MeHee 40 c, majee KareTep CMeEINAICA BIONb  Me WIM Ha Taxukapauu. [lanyeHTaM GbUIM TOCTPOEHE
«Iepeleiika». BHe 3aBUCMMOCTH OT KyITMPOBaHUS Ta- KapThl [IPABOTro MPEACEPANSI, KOTOPhIE CONEPXKAIU WH-
XUKapAWU MOCIEN0BaTEIbHO U30JIMPOBAINCH BCE BO3- dopmaumio ot 126 go 190 Touex (B cpeaHeM 160 To-
MOXHbBI€ KaHaJlbl «MEIJICHHOTO» MPOBENEHUSI B MUO-  yeK). Y JaHHBIX MAlMEHTOB ObLJIM OTMEYEHBI OYEHBb
Kapie TMpaBoOro MNpeACepAus, JUHUKM abJlalMM  QOJIbIIME Pa3Mepbl IPAaBOro IpeACepAus CO 3HAYM-
COENMHAIU PYyOLIOBbIE T10JIs1 IMOO IOCAEAHME C AHATO-  TeJbHBIMM YYACTKAMM HU3KOAMIUIUTYIHON aKTUBHO-
MUWYECKUMM MPEHSATCTBUSAMU (HVKHEN I0JI0i BEHOM, ctu. Pasmep mpaBoro mnpeacepamsi Mo JaHHBIM 3XO-
BEpPXHEN IIOJIOM BEHOM, KOPOHAPHBIM CUHYCOM, TPHU- Kapauorpaduu COCTaBMJI B cpegHeM 6 cM, 00beM
KYCIUAANIbHBIM KJIAIIAHOM). MpaBoro npencepaus no gaHHbIM cucteMbl CARTO —
biok nposenenus kanana BepuduIMpoBaICs 1Mo- B cpenneM 181 mui. Ha kapte pacnpocTtpaHeHUs BO3-
BTOPHBIM ITOCTPOCHUEM KapThl HA CHHYCOBOM PUTME  QYKIEHUS «IIPOPBIB» OTMEYAJICS MEXKIY 00JIacThIO 3a-
JMOO HAa CTUMYJISILUNU NPOKCUMAIIBHBIX OTAEJIOB KO- IUIATHl TIPABOTO TIPEACEPAUS U TPUKYCITUIATEHBIM
POHApHOroO CUMHYyca. B 30Hax mpopbiBa BO3OYXIEHUS  KJIAllaHOM, IO MepeIHeOOKOBON CTEHKE IPaBOro
HaHOCWJIMCH IOTIOJTHUTEIIbHBIE PAAUOYACTOTHBIE BO3- Mpeacepansi, MeXIy JIESTOUHOU apTepueil U 00J1acThio
JIeicTBUsA 00 BepudUKaluu OJoKa TPOBENSHUS B KaHIOJISILIMU HUXKHE 001 BEHHBI.
JNaHHOM 30He. IS MONHOTEI KApTUHbI MTOCJIE paayro- Llenbro paguovyacToTHON abiaiuu ObLIO Co3MaHue
YaCTOTHOW abjaliMy NPOBOAWIMCH IPOrpaMMUPO- JIMHEWHBIX BO3IEHCTBUIT B 00JIACTU IpaBOro Iiepe-
BaHHas, yyallamouas U cBepxyacras CTUMYJISAIUNA C 1IeiiKa, OT 00J1aCTH 3aIliaThl 40 HUXKHEM I10JI0i BEHBI
LIEJIBI0 MHIYKIUKA KIIMHUYECKN 3HAYMMOM TaxuKap- U 10 TPUKYCIIMIAJIBHOTO KJIallaHa, a TaKXKe B ciydae
Jvu. IIpy BOCIIPOM3BENCHUM TaXMKapIWUW WIMA NPU  MHAYKUUU TaXUKAPIUU MEXIY PYOLOBBIMHU IOISAMMU
HaJIWYUU [PYTOM MPEeNCepIHON TaxuKapauu C JIJIv- (puc. 5).
TeJabHOCThIO 1Kia (L) He meHee 220 Mc Bed npole- V naumeHToB mnocie onepaunu MoHTeHa BO Bcex

Aypa IIOCTPOCHMA TPEXMCPHBIX KapT IOBTOPAIACh B cllydasix mpy BO3AEMCTBUU B 00JaCTH MPaBOTO Mepe-
MOJTHOM 00BbEME. LKA OTMEYaJI0Ch HAapaCTaHUE IJIUTEIIbHOCTU LIMKJIA
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Puc. 4. N3oxpoHHasi KapTa IpaBoro npeacepaust nauueHTa mnocie onepaunn ®@oHteHa. CepbiM LIBETOM OTMEUYeHa
00J1aCTh OTCYTCTBUSI MPENCEPAHON aKTUBHOCTU — Scar, KpacHasi 30Ha — 00J1acTb MEIJIEHHOTO TPOBEACHUS

TaxuKapauu B cpemHeM Ha 20 Mc. BoccraHoBneHme
CHHYCOBOTO pUTMa MPU PaarMovYacTOTHOU abianuu B
o0JtacTu MPaBOTO Mepelieiika HabaIoAAIoCh Y S alu-
€HTOB, B 4 cyJyasix — IIpYU CO3MaHMUM JIMHUM OT 3aIljia-
THI 1O HAKHEN TTOJION BEHBI, B OTHOM — JI0 TPUKYCIIH-
JIAJIBHOTO KJ1arnaHa.

OnHako B 6 cilydasiX WHAYLIMPOBAHO IPYroe aTh-
MUYHOE TpereTaHue MpeAcepAuil, YTo MOTpedoBalo
HOBOTO KapTUPOBAHMSI U MPOBEACHUS JOTOJIHUTEb-
HBIX paI04aCTOTHBIX BO3ACUCTBUIA.

VYV 4 nanMeHTOB CUHYCOBBI PUTM HE BOCCTaHO-
BWJICSI, @ TIPYW MONBITKE KYMUWPOBAThb TaXWKapauio
yacTol CTUMYJISLMEN BO3HUKJIA ycTol4yuBasi puod-
PWLUISILMS TIPEACEPANA MIIN TaXUKapAUs C MEHSIIO-
1Iecsl AIUTEIbHOCTBIO 1IMKJIa U (POHTOM aKTHUBaA-
MU, 4YTO TOTpedOBaO MPOBEAECHUSI HapyXHOM
KapJIUOBEPCUU.

Bce mauueHTsl mocsie mpoueaypbl ObUTM BbIMUCA-
HBI HA CUHYCOBOM pUTMe. [1alieHThl ocie mpolery-

PbI pafKOYaCTOTHOM abiaLuu B TeueHre 4—6 Hell 1o~
syyanu Tpom6o ACC B no3ze 100 Mr/cyT.

OcIOXHEeHHNH, CBSI3aHHBIX C TIPOBEICHUEM IIPOIIe-
Jyphl, B HallIel cepuu UCClIeqoBaHuii He ObL10. ObIIee
BpeMs (DITIOOPOCKOTINH, BKIIIOYAs pa3MelleHre Iua-
THOCTMYECKUX KaTeTepoB, coctaBwio 41,9 £ 13,8 muH,
BpeMsI KapTUPOBAHUS TPU UCTIOIB30BAHUM CUCTEMBI
CARTO — 160 % 20 muH, a o01IasT IIUTEIbHOCTD IIPO-
Leaypol — 275 = 46 MUH, TIpU 3TOM BpeMs paarodac-
TOTHOTO BO3z€eicTBUs cocTtaBwio 29,1 = 11,5 muH.

B omHOM ciydae y mallMeHTKM TIOCJe OIeparuu
®oHTEeHA C HATMIMEM ITOCTOSHHOTO TeMOIMHAMMNYEC-
K{ 3HAYMMOTO YCKOPEHHOrO0 PUTMa 13 aTPUOBEHTPU-
KyisspHOTO coenuHeHmst (ABC), 6e3 addekra or Me-
IUKAMEHTO3HOM Tepamnuu, MPOM3BOIUINCH DPAIMO-
yacToTHBIE Bo3nelicTBus B oomactu ABC (Ha anexTpo-
rpamMMme (pUKcUpoBaach MUHUMAaJIbHAS 3alliCh ITyYKa
Tuca) c uenbio MogudUKaIUY aTPUOBEHTPUKYIISIPHO-
IO IMPOBEAEHUS. DTO COMPOBOXAAIOCH TEXHUYECKUMU
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Puc. 5. M30xpoHHas KapTa IpaBoTo Mpeacepauns mamreHTa rmocie onepaunn @onreHa. CepbiM LIBETOM OTMeYeHa 00-
JIaCTh OTCYTCTBUS MPEACEPIHON aKTUBHOCTU — Scar, KpaCHbIe TOUKM — MECTa PaMOYacTOTHOM amnIIMKaluu: B Mpa-
BOM IepellIeiKe, MEXy 3ar1aToi U TPUMKYCTIMAAJIbHBIM KJIallaHOM, MEXIY 3aIlJIaTOM U HUKHEM I10JIOM BEHOM:

a — TIpsMast IIPpOCKIUA, 0 — neBast Kocast poeKU A

CJIOXKHOCTSIMU TIPHM TIPOBEACHUN W YCTAHOBKE DJICKT-
pona B obnacts ABC, cBsI3aHHBIMU C aHATOMUYECKU -
MM OCOOEHHOCTSIMU, U MPOBEACHUE PAAUO4acTOTHON
absaly MPUBEJIO K BO3HUKHOBEHUIO aTPHUOBEHTPU-
KyJisipHOI 6710Kans! I creneHu v npexosiieil NoJTHON
norepeuHoii 6oxkanpl. [TalimeHTKe B 9KCTPEHHOM MO-
psiKe UMITIAHTUPOBaH 3nukapauanbHbeiii OKC.

ITepBuuHasa 3 HEeKTUBHOCTh PAANOYaCTOTHOI a0-
Jauuu cocraBwia 77%. 3a nmepuon HaOJIIOAEHUS B Te-
YeHMeE 5 JIeT y ABYX MAIlMEHTOB BO3HUK PEIIUINB TaXu-
Kapauu. M Obl1a mpoBefeHa MOBTOPHAs MpoLeaypa.
Takum obpa3om, obmias 3¢p¢GEeKTUBHOCTh pagnodac-
TOTHOM abnaruu coctaBuia 67%.

O6cyxnenne

B psime ncciaenoBaHmii, IpoBeIeHHBIX Y MAIIMEHTOB
NPEUMYILIECTBEHHO MOJIOAOTO BO3pacTa, KOTOPBIM
BBITIOJTHEHBI OIepalliy 1O TTOBOAY Pa3IMIHBIX BPOXK-
IEHHBIX TTOPOKOB cepalia, 3(pOeKTMBHOCTE abiaalnu
cocTtasiisiia ot 12 mo 50% 1ipu HaOIIOAEHUHY B CPeTHEM
CBBILIE ABYX JeT [4, 6, 8, 11]. OcHOBHOE TIPEITSITCTBHAE
B olleHKe 3(MGEKTUBHOCTU JIEYEHUST WHIIM3UOHHBIX
TaxXMKapIuii — HETOCTATOK KIMHNYECKNX MCCIIeI0Ba-
Huii. IlpekpaleHue MHIU3MOHHON TaXUKapIUU MpU
MPOBEICHNUN a0JIAllMK YSI3BUMOTO yJacTKa TaXWKap-
U HE BCErIa 4BJISIETCH ANEKBATHOW KIMHUYECKOW
TOYKOM paguKaJbHOTO JiedeHUs. YacToe pelnanBU-
pOBaHME TaXUKAPIWUU TIOCJIE YCTICITHOM a0Ialy yKa-
3bIBACT HAa HEOOXOAMMOCTD B TOMOJTHUTEILHOM OLICH-
Ke ee appexkTuBHOCTH [14].

BoinonHeHue abnanuu 0e3 MCIOJb30BaHUS He-
(hITFOOPOCKOIMMIECKIX CUCTEM, HE OLICHUBAsI PacIIpo-
CTpaHeHUsI BO30YKIEHMS 110 MpeAcepaAusiM, KOHEUHOMU

TOYKOI MMEJIO MpeKpallieHre TaXuKapAuu 0e3 MOIbl-
TOK TOKYMEHTUPOBATh 0JI0Kaay MPOBEACHUS B YSI3BU-
MoM yuactke. [lo manHbiM CeBepoaMepHKaHCKOTO
MeIMaTPUUECKOTO PEerucTpa paamodyacTOTHOM abja-
LIMM OKa3aJloch, 4yTo B cepearHe 1990-x romos moso-
JKUTEJIbHBIM pPEe3yJIbTaT 3TOM MPOLEIYpPbl COCTABJISLI
TONIBKO 55%, a B mpyrux neHtpax — g0 78% [10, 12,
16]. Ilpu nByxJIeTHEM HaOJIIONEHUH 3a MallMeHTaMU C
YCITEITHBIM YCTPaHEHWEM TaXWKapIUK BBISIBJICHO, YTO
pPeLMIMBUPOBAHME IPOUCXOIUT MPUOIUZUTEILHO B
50% ciydaes [14].

P. Dorostkar ¥ cOaBT. OIuUcaIu 3JIeKTPOaHATOMM-
YeCKOe KapTUPOBaHUE KaK CHUCTEMaTUYSCKMI TTOAXOM
K JICYCHWIO UHIIU3NOHHBIX TaxuKapauit [9].

YV nmanyeHToB mocie onepanuu @oHTeHa B 00JIb-
IIMHCTBE CIy4YaeB 30Ha MEIJICHHOTO MPOBEACHMSI JIO-
KaJu3yeTcsl MeXIy pyOoLIOBBIMU MOJISIMM (pexke Ipa-
BBIM aTPUOTOMHBIM pPYOLIOM) YW HWXHEW MOJI0U
BeHoI [7].

3axiouenue

Bo3HUKHOBEHNE U TsKEJIOe TeYeHWE WHLM3MOH-
HBIX aPUTMUI Y TTALIMEHTOB TTOCJIE OTepalnii TeMOIM -
HAMUYECKON KOPPEKIMU 00YCIOBIEHO HE TOJIBKO XU-
PYPTMYECKOI omepalyeil, HO UCXOAHO COCTOSTHUEM
camoro nopoka. HeobxonuMo oTMETUTH SIBHOE Ipe-
WMYIIECTBO CUCTEMBbI HE(IIOOPOCKOMUYECKOTO Kap-
TUPOBAHMS TPU WHLMU3UOHHBIX TIPEICEPIHBIX TaXu-
KapausiX, 4TO TO3BOJISIET TIPOBECTH PEKOHCTPYKIINIO
AHATOMUM KaMep CepAla, BUSyaIn3upoBaTh aHATOMMU -
YecKHe CTPYKTYPhl, MACHTUGUIIMPOBATh PYOLbI, 00-
Jactv 6;10Kanbl mpoBeneHus (double potential) 1 Tipo-
BOJSIIIUX TyTEW, JOKaJW30BaTh 00JIaCTb PUEHTPH,
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MOCTPOUTh M3OIMOTEHLIMATbHbIE KApThl BO BpeMsI CH-
HYCOBOTO PMTMA, a TAaKXKe JIMHUU MPeaIiojaraeMoii ad-
nauuu (design line) ¢ BepuduKkaluein 10CTOBEpHOCTU
0JIOKA TIPOBEACHMS ITOCTIC PATMOYaCTOTHOM abIallim.
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MHTEPBEHIIIOHHOE JIEYEHUE JKEJIYTOYKOBOM APUTMHU
C MCII0JIb30BAHUEM HEMHBA3HUBHOI'O
3JEKTPO®HU3NOJIOTHYECKOTO KAPTUPOBAHU A

Y IIAITUEHTA C APUTMOTEHHOM JUCILIA3UEN

ITPABOT'O JKEJIYTOYKA (k1uHu9ecKoe Ha0II01eH1E)

A. I11. Pesumsunu*, T. P. [{scoposcuxus, O. B. Conos,
I'. IO. Cumonan, M. B. Hockoea, C. A. Arexcandposa

Hay4HbIlh LEHTP cepaedyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

Ha nueHT X., 31 roma, NOCTYITUJI B OTIEJICHUE
XUPYPTUYECKOTO JICUCHUS TaxUapUTMUMA
HIICCX umM. A. H. bakyneBa PAMH c xano6amu Ha
TIOCTOSTHHBIE OIIYIIEHUS TepeboeB B paboTe cepala,
KOTOPBIE COIPOBOXIAINCH CTA00CTBIO U CHIDKCHHEM
TOJIEPAaHTHOCTHU K (PU3MYECKOI Harpyske.

M3 aHamMHe3a M3BECTHO, YTO KEIYIOYKOBAsT IKC-
Tpacucrtoaus (2KD) peructpupyercs ¢ 5-I€THEro BO3-
pacta. B neTrcTBe manyeHT He ObUT oOCjienoBaH, He
neunics. TlepBblil MapoOKCHU3M XKeIyIOouyKOBOM Taxu-
kapauu (XKT) Bo3HuK B 15 yieT Ha ¢oHe dusnyeckoi
Harpy3Ku, IMPOAO0JIKaJICS HECKOJbKO MUHYT, KYITHPO-
BaJICSI CAaMOCTOSITeTbHO. B manbHeiieM — oBTOpPHEIE
napoxkcusmbl KT, yacTh U3 KOTOPBIX COIIPOBOXKIAIACH
CHHKOITAJTbHBIMU COCTOSTHUSIMMU.

B 1999 r. 6ombHOI ObUT oOciaemoBaH B HIICCX
uM. A. H. bakynesa PAMH, emy npoBeneHbI ABe OIle-
panuu pamrodactoTHoit abnannu (PYA) aputMoreH-
HBIX OYAaroB XXEJYIOYKOBBIX TaXUKapAuil U3 BbIBOI-
Horo otaejsa mnpaBoro xenymouka (BOIIXK) wu
MepeaHEeNeperopoIoYHOro OTaeia BEpXYIIKU ITpaBoOro
xkenynouka (IT2K) 6e3 cymecrBeHHoro addekra. Beu-
Iy Hea(P(PEeKTUBHOCTH TTPOBOAMMOI aHTUAPUTMUYEC-
koii Teparmuu (AAT) B 2001 r. maneHTy ObLT UMILIAH-
TUpOBaH KapauoBeprtep-aedpudbpuiisstop (UKJ).
B kaudecTBe MpOGMIAKTUIECKON aHTHAPUTMUYECKOM
Tepanuy 00JIFHOI TPUHUMAJI KOPIApOH, NU30NTHH, 3T-
MO3uH 0e3 apdexra. [TonodpaHa aHTUapUTMUYECKAS
TepaIms: aTeHOJIOJ, MEKCHUTHWJI, 3aTeéM — COTaJIeKC,
MEKCUTHJI C XOPOLIUM KIMHUYECKUM 3(PdeKkToM (KO-
JIMYECTBO XKeJTyIOUYKOBBIX 3KCTPACHCTOJ He TIPeBHIIIa-
J10 5—6 ThIC. B CyTKH, cpabaTeiBanuiit MKJI He OBLIO).
B 2004 . BeinonHeHa maHoBast 3ameHa MK,

VxynieHue cocTosiHUsI oTMedeHo B MapTe 2009 .
TocJie TepeHeCeHHO BUPYCHOI MH(EKINH, KOTIa Ha
¢oHe miaaHoBoit AAT mpousollao cpadaTbiBaHUE
HK]I (xynupoBanue mapokcuzma KT aHTUTaxXuKapam-
THUYecKoU ctumyssuueit). [lauueHT ObUT rociuTaaIu-
supoBaH B HIICCX um. A. H. bakynesa PAMH, 0bI-
JIO TIPOBEAEHO IIPOTUBOBOCHAIUTEIbHOE JIEUCHUE
TIPETHU30JI0HOM U AuKiodeHakoMm. B TeueHue roma
0OJIbHOW TPMKIBI MPOXOAWI KypC MPOTHUBOBOCIATM-
TEJTBHOM Tepanuu, OTMedal He3HAUYNUTEIbHOE KIMHU-
YeCcKoe YIydJIlIeHUE CaMOYYyBCTBMS, OJHAKO TIPH CY-
TOYHOM MoHuTOpupoBaHuu DKI' ObL10 3apeructpu-
pPOBaHO 22 THIC. XKEJIyTOYKOBBIX 93KCTPACUCTOJ IIECTH
Mopdosioruii (0OCHOBHOE KOJIMYECTBO IKCTPACUCTON —
20 478 u3 BeiBogHOTO oTaena I12K), B ToM uncie mpo-
oexxku KT uz 4—5 kommaekcoB. I[IpuHsTo pelieHue
IIPOBECTH JIEKTPODUINOIOTNICCKOE NCCICIOBAaHNE 1
pPaAMoOYacTOTHYIO abNaluio 3KTOMUYECKOTo odvara B
BBIBOJHOM OTZEJIC IIPABOTO XKETyI0UKa.

Ha snexrpokapauorpamMmme Mpu NOCTYIUICHUU pe-
TUCTPUPYETCA MHBEPCHUS T-BOJIHBI B NpaBbIX V,—V;
TPYAHBIX OTBEACHUSIX NP OTCYTCTBUM OJIOKAIbl Mpa-
BOW HOXKM ITyyka [uca, a Takke JacTast XeTyI09KOo-
Basl OKCTPACUCTOIMS MO TUIY OMTEMMHHWHU U3 BBIBOI-
HOTO OTHaeJa IpaBoOTo XeJyaouyka — JBa MaJbiX
Impu3HaKa apuTMoreHHoi qucruiaszum [1K [5] (puc. 1).

ITo naHHBIM MYJBTUCTUPAIBHONM KOMITBIOTEPHOM
ToMorpacduu ¢ aHruorpadueii KOHTYpHl cepama J9eT-
KH€, OHO PacCIOJI0XEeHO TUIIMYHO, HECKOJIBKO YBEJu-
yeHo B pazmepax (KTU 54%) 3a cuet npaBbIX OTIEIOB.
Otmeyvaetcs paciuupenue IT2K, B Tom unciae BOTITXK
o 38 MM, B KMHOPEXKMME BBISIBIICHBI BHIPaKCHHEIC
MUKpoaHeBpu3Mbl 110 Bcemy 12K (6onbinoit mpu3zHak

* Apec 11 Tepenucku: e-mail: ruspace@rol.ru
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Puc. 1. [loBepxHOCTHAs 2/1eKTpoKaparorpaMmma namnyeHTa X. (IIossICHEHUE B TEKCTE)

aputMoreHHoi nucruiazuu I12K), Muokapa mo nepea-
Heii creHke 12K ncronuyeH go 1 MM, oTMeuaeTcst yTo-
LIEHUE MMKapIUaIbHOTO X1Upa, MAKCUMaJIbHO BbIpa-
KeHHoro no IIK B auadparMaibHBIX OTHEaaXx.
INepukapm HECKOJIBKO YILIOTHEH, XXUAKOCTh B €T0 110~
JIOCTU HE OMpenessieTcs.

[NanreHTy BBITIOJTHEHO BRIYUCIUTEIBHOE DJIEKTPO-
dusmonormueckoe wmcciaegopanme (DDU) cepaua.
[lepBbIM 3TarIoM IpoBeaeHA MHOTOKAHAIbHAS PETHIC-
Tpauus OKI' B 240 omHOMOMIOCHBIX OTBEACHUSIX C MO~
BEPXHOCTHU TPYTHOM KJIETKU C WCIIOJIB30BAHUEM CHC-
TeMbl KapTUPOBaHUSI TPM  IOMOIIU  HOBOTO
BOKTI-pernctparopa AmMukapa-01K (Poccus). Kapru-
pPOBaHUeE BBIMOJTHSUIU C TOMOIIBIO OTHOPA30BbIX XJIOP-
CepeOPSIHBIX 3JIEKTPOIOB, MIPUMEHIEMBIX B CUCTEMax
cytrouHoro MmoHutopupoBanus DKI. INamuenTy ¢ yxe
HAJIOKEHHBIMH TTOBEPXHOCTHBIMM 3JIEKTPOJAMM TIPO-
BOIWJIN CIHPAJIbHYI0 KOMIIBIOTEPHYIO TOMOTIpaduio
TPYIHOM KJIIETKH ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHM -
em. Mcnonp3oBanu 1mar cnupaid 5 MM JJIs1 CKAHUPO-
BaHMs BCeil TPYIHOM KJIIETKM U 1 MM — JUIST CKaHU-
poBaHus obnactu cepaua. Ha tperbem stane ocyie-
CTBIsIIach 00paboOTKa pe3yabTaTOB MHOTOKaHaJbHOM
peructpannn DKI 1 KoMIbloTepHOI ToMOorpaduu ¢
ucroJjib3oBaHueM KomIiekca AmMukapa-01K. ITo gaH-
HBIM KOMITBIOTEPHOI TOMOTpachni OBUIH ITOCTPOCHEI

peaTMCTUYHbIE BOKCEIbHbIE 1 MOJIUTOHAJIbHBIE MOJIe-
JI TOpCa U CepAlia, a IIpU HEOOXOOUMOCTH — pa3Ind-
HBIX OTIEJIOB cepiua (KeayIOoYKOB, MEXXKEIyI0uKO-
BOIi MEPETOPOAKH), a 3aTeM OIpeIeSIeHbl TPEXMEPHbIE
KOOPIMHATHI LIEHTPa KaXkI0ro 3JIeKTpoaa IIsl TOBEPX-
HOCTHOTO KapTHpoBaHUS. Ha oCHOBe 3THX HaHHBIX
BBITTOJTHEHBI PEKOHCTPYKIINS TTOTEHIIMAIOB JIEKTPH-
YeCKOro IoJisl cepalla U MOCTPOEHUE U30MOTEHIMATb-
HBIX ¥ NU30XPOHHBIX KapT Ha TPEXMEPHOM MOIEIH TOP-
ca U cepaua.

[To moryyeHHBIM PEeKOHCTPYUPOBAHHBIM SITHKAp-
JTHUATbHBIM U30MOTEHIIMATbHBIM U U30XPOHHBIM Kap-
TaM Ha TpeXMEPHOM MOAEININ cepAra ObUIa oIlpeaeicHa
00J1acTh paHHEl aKTUBAllMU, COOTBETCTBYIOIIAS MPO-
eKIIMU SKTONMYCCKOTO MCTOYHHWKA B IIepeaHenapue-
TanbHOM obOmactu BOITXK mop knamaHoMm JerodyHoit
aprepun (puc. 2). BbIsIBI€HHYIO JIOKAJIM3ALMIO 9KTO-
MUYECKOTO MCTOYHMKA CPAaBHUBAIM C JAaHHBIMU BHYT-
puUCcepAeYHOr0o MHBAa3MBHOTO 3JIEKTPOGU3NOTIOTUYEC-
KOTO MCCIeOBAHMSI.

dmexTpopH3N0IOTHIECKOE HCCIeJOBAHIE
M pauo9acTOTHAs abianus

BonbHOI MOCTYNUA B PEHTTEHOOMEPALIMOHHYIO C
CHHYCOBBIM PUTMOM (4acTOTa CEepACYHBIX COKpalle-
Huit 70 ya/MUH), ¢ 4aCTOI TTPaBOXETYTOUYKOBOM 3KC-
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Puc. 2. PCByJIbTaTbI HCCIea0BaHMA C UCITOJIb30BAHUECM CUCTEMBI IJId HEMHBA3MBHOI'O ITIOBEPXHOCTHOTO KapTUPOBaHUA

Amukapn-01K:

a — U30IIOTCHIMaJIbHas KapTa B paHHefI 30HEC aKTUBAalLlMM Ha SKCTPACUCTOJIMU (yKa3aHa KpaCHOﬁ TOHKOfI); 6 — 30Ha paHHeﬁ aKTUBallM Ha

TpeXMEpHO MOJIeNU cepalia (YKa3aHa KPacHOM TOYKOM)

Puc. 3. Bentpukynorpadus cepaua. Busyanuzupyercs
BBIBOIHOM OTIEJ MpaBoro Xeaynouka. KpacHoii cTpe-
KOM yKa3aHO aHeBpu3MaTtudeckoe paciinperHue BOITK
MoJ, KJIanaHoM JierouHoii aprepuu (JIA); 6emoit cTpe-
KOU — y4acTOK AUCKMHe3nu B obiaactu BOITXK

tpacucroaueit. ITox mectHoi aHecte3ueit (0,5% pac-
TBOp HOBOKaunHa) 1o MeToauke CeabauHIepa IyHKTH -
poBaHbl 00e GenpeHHble BeHbl. [IpoBeneH 10-mostoc-
HBII AuUarHocTuyeckwii sjexktpon B  BOIIXK.
BrimonnneHo kontpactupoBanue [12K/BOIITXK, mpu
KOTOPOM OTMeYaeTCs IIUPKY/IIPHOEe aHEBPU3MaTHUIEC-
KOe pacllupeHue ToiakiaamaHHoro otaeina BOITXK
(puc. 3).

[anee kK 60JbHOMY OblLIa MOJACOSAUHEHA TPEeXMeEp-
Has HaBuranmoHHas cuctemMa CARTO XP («Biosense
Webster», CIIIA) 1 BbInosHeHa 3JIeKTpoaHaTOMUYeC-
Kasi pPEeKOHCTPYKIUSI MCCIIeAyeMOl KaMephl Cepala,
TIOCTPOEHBI M30XPOHHAS ¥ M30MOTCHIIMAIbHAS SHIO-

Puc. 4. MuBa3uBHOE 371eKTpO(PU3NOIOTMIECKOe HCClie-
IOBaHUE Cep/lla C MCITOJIb30BaHUEM TPEXMEPHON He-
dmoopockonunueckoii cucrembl CARTO XP («Biosense
Webster», CILIA). PanHsist 30Ha 1 061acTh 9 heKTUBHOM
PYA ykazaHbI CTpesIKO¥:

TK — TpuKycnuaajibHblii KianaH, JIA — jierouHast aprepust

KapauaiabHble KapThl (puc. 4). 1o JaHHBIM CUCTEMBI
oobeM ITK cocraBun 120 M. Hanbonee panHssa 30Ha
KEJTyI0YKOBOM 9KTOIMMYECKOM aKTUBHOCTHU BBISIBIIEHA
B IlepeqHeNapueTaIbHONM 00JIacTH IO KilarmaHoM JIA
(aHeBpu3MaTHUecKoe paciupeHue). B naHHoit o6a-
CTH MaKCHMaJbHOE OIepexeHre OT pedepeHTHOTO
anekTpona (II craHmapTHOe OTBeAeHME) COCTAaBUIIO
80 Mc, ¥ BBISIBJICHO TTOJIOKUTEIBHOE CTUMYJISIITMOHHOE
KaptupoBaHue (puc. 5). [1pu nHULIMAIbHON abnauuu
B BBIILIIEYKA3aHHOW 00JIACTU HAOJIIONAEeTCS UCYE3HOBE-
HHUE BKTONMUYeCKOol akTuBHOCTU. Ilapamerpbl abma-
uu: MoiHocTh 35 BT, Temmneparypa 38 °C. OOGuiee
BpEMSI BO3IEMCTBUS COCTAaBUIIO 3 MMH.
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Puc. 5. UuBa3uBHOE 271€eKTpOohU3NOJIOTNUECKOe UCCIeI0BaHUE:

a — HauOosiee PaHHSISI 30Ha SKTOMTMYECKOM KeTyT0YKOBOM aKTUBHOCTH (00macTh addekTuBHOI PYA), peructpupyercs onepexeHue oT pe-
¢depenra (otBeneHue V, OKI') 46 mc (nokasano crpenkamu); 1, 11, 111, V| — kaHansl nosepxHocTHoit DKI; ABL d — abnalMoHHBIi 3/1€KT-
pon, RVot-1— RVot-5 — anekrpon B BOITXK; 6 — monoxurenbHOE CTUMYJISILIMOHHOE KApTUPOBAHUE (CTUMYJISIIMOHHBIE KOMIUIEKCHI QRS

WACHTUYHBI CHOHTaHHHM)

B mocrneornepatnoHHOM TIepHoe MO JaHHBIM Cy-
TouyHOro MoHutopupoBaHust DKI' 3apeructpupoBaH
CHUHYCOBBII PUTM CO CpPeIHE YaCTOTOM CepIeYHBIX CO-
KpauieHuit 59 yi/MuH, MUHUMaNbHOI — 47 yn/MuH,
MakcUMajabHOU — 96 ya/mMuH. 2KenymoukoBast 9KTO-
MU4YecKas aKkTUBHOCTh TpeacTanieHa 190 onMHOYHBI-
MM KEJTYTOUYKOBEIMH SKCTPACUCTOIAMH YETHIPEX MOP-
¢dosioruii, B OCHOBHOM W3 BEPXYILIKWA IPaBOIo
xenynouka (134).

O6cyxaenue

ApUTMOTEeHHAsI OWCIUIa3KWsI IIPABOTO KeTymodKa
(AQITXK) 3aHMMaeT BaxKHOE MECTO B CTPYKType MpH-
YWH BHE3AMMHOM CEPIEYHON CMEPTU Y MOJIOABIX IO
n cnoptcMeHoB [2, 6]. PacripoctpanenHocts AITTK
MaJIOM3y4YeHa B CBSI3U C TEM, UTO Havyasio 3a001eBaHus
yacTo npoTekaer oeccumnrToMuo. B 80% ciyyaeB oHa
BBISIBJISIETCSl B Bo3pacTe 10 40 JjeT, yauie y My>KUuH.
OCHOBHBIMH IIPUYMHAMU CMEPTH SIBIISIIOTCS JKETYyI0Y -
KOBBbIE HapyIlIeHWs pUTMa U Mporpeccupymolias cep-
JIeIHast HeIOCTAaTOYHOCTbD.

JleyeHue HampaBieHO Ha IPeAOTBpallleHUE BHeE-
3aITHOM CepAeYHON CMEPTH M BKITIOUACT aHTHAPUTMU-
YEeCKyl0 Tepanuio, MMIUIAaHTallMI0 KapauOoBEepTEPOB-
nedudpusaropos (KB/I), panroyacToTHyo abianuio
U Apyrue Xyupyprudeckue BmelnareiabcTBa [1, 3, 4].

XKenmymoukoBele HapyIICHUSI pUTMa KOHTPOJIHMPYIOT C
TTOMOIIBIO TAKWX MTPEIapaToB, KaK COTAJION WA aMHO-
IapoH, TNOO TIperrapaTaMu, OJIOKUPYIOIINMU aapeHep-
TUYecKye pelienTopsl B cepaLe (-aapeHob10KaTopsl).
IMammenTaM TPYMIIIEI BHICOKOTO PHICKA, MMEIOIINM B
aHaMHe3¢ KeIYIOYKOBYIO TaXMKapAu0 WUiau puopui-
JISILMIO KeNTylI0uKoB, mokazaHa umiutantauuss KB/,
MHTepBeHIIMOHHOE JIeUeHIEe HEOOXOAMMO TMallueHTaM
€ XKeJIyIOYKOBEIMU HapyIIEHUSIMU pUTMa, pedpakTep-
HBIMU K aHTUAPUTMHUUECKOM Teparuy 1/WInd MpH Jac-
ThiX cpabaTbiBaHusIX KB/I.

B mpencraBieHHOM KIMHUYECKOM ciIydae Head-
(GEeKTUBHOCTh aHTUAPUTMUIECKOM Teparuy U TIPeIbI-
OYIIUX PamgroYacTOTHBIX BO3IEHCTBUI, CIIOKHOCTH
Tonuyeckoil nuarHoctTuku 2KO /KT B yClIoBuUsIX peHT-
TEeHOOITCPALIMOHHO, YaCcThIe M BBICOKOCHMITTOMATHY -
HbIE XEJIyIOUKOBbIE HapylleHUs pUTMa, a Takxke
CTpeMJICHHE VAYYIIATh KadecTBO JKM3HM ITalleHTa
SIBWIMCh OCHOBHBIMM MPUYMHAMU JUISI BBITTOJHEHUS
MPOLEIyPhl BBIYMCIUTEILHOTO 3JIEKTPO(MU3NOIOTH-
YeCKOI0 KapTUPOBaHUS M PaIuoOvacTOTHON abialuu
apUTMOTCHHOTO OYara.

Hamu Obl1M MCNOAB30BaHbl MPUHLMIMAIBHO HO-
BbI€ BO3MOKHOCTH TUAarHOCTUKY CepACUYHBIX apUTMUIA,
KOTOpBIC OTKPHIBAIOT METOABI BEIYUCIUTEILHON 3JICK-
TPOUNOJIOTUM CepAlla, OCHOBaHHBIE, B YACTHOCTH,
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Ha pelIeHNM OOpaTHOM 3amadd >JIEKTPOKapauorpa-
¢um. OOparHO# 3amadeil snekTpokapauorpadpum (B
TepMHUHAX SMUKApAUATBLHBIX MOTEHIIMAJIOB) Ha3bIBa-
€TCs 3a/a4a BbIYUCIUTEIbHOM PEKOHCTPYKLIMU 3JIEKT-
porpaMM Ha SMUKapIAabHON W 3HIOKapIWaIbHON
TOBEPXHOCTSIX CepAlla M0 JAaHHBIM MHOTOKaHAIBHOM
peructpauun DKI' ¢ MOBEpXHOCTU TPYyIHON KIIETKU.
Ha ocHoBe aHanmM3a 3HIO- W STTUKApANATIbHBIX DJICKT-
porpaMM, HM30MOTEHILIMAIbHBIX W M30XPOHHBIX SIIH-
KapOuaJdbHBIX KapT, ITOJIYYCHHBIX BBIUYUCIUTEIBHBIM
IyTeM, BO3MOXHO TOYHOE OIlpejesieHue obyacTeit
paHHEM aKTUBAlIMU MHOKapza (B TOM YHCJIe HECKOJIb-
KHX), COOTBETCTBYIOLIMUX IPOCKIIMN apUTMOIEHHOTO
ovyara. TakuM oOpa3oM, 3JeKTPOPU3UOIOTUYECKUE
METOIMKM Ha OCHOBE OOpaTHON 3afaud 3JIeKTpOKap-
nrorpaduy IO3BOJISIOT HEMHBA3UBHBIM MyTEM TTOJTY-
4UTh MHGOPMALIMIO, 110 AMATHOCTUYECKON LIEHHOCTH
CONOCTaBUMYIO C pesyjbraTaMud MHBa3uBHoro DU
cepaua.

B Haiem ciyyae maHHasi METOAMKA ITO3BOJIMJIA C
BBICOKO# CTEIIEHBIO TOYHOCTH BEIIBUTH 30HY paHHEH
aKTUBALIMM U JIOKAJIM3aIMI0 SKTOIMMYECKOTo oyara B
nepenHenapuetaibHoil obnactu BOITXK mnopa knana-
HOM JICTOYHOM apTepuu, YTO 3HAYUTEJIbHO YMEHbBIIIM -

JIO BpeMsI (DIIIOOPOCKOITMH W WHTEPBEHIIMOHHOTO
BMeIIaTeIbCTBA.
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U3BPAHHBIE JOKJIAAbI 10 NPOBJIEME
«XUPYPIrM4YECKOE JIEHEHUE HAPYLLUEHUA
PUTMA CEPALIA»

CEKUMOHHOE 3ACEOAHUE 2.6
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Bokepus J1. A., bokepus O. J1., Ctynakos C. U., ba3aes B. A.,
bunaroB A. I'., SixesieB 5. b., Lllagaxus 5. P., Koeanes A. C. (Mocksa)

OCnoXHEeHNs NpY UMNAaHTaUMM GUBEHTPUKYIAPHbBIX 9NEKTPOKAPONOCTUMYIATOPOB

Yy MAUMEHTOB C TAXENON CePAEYHON HEAOCTAaTOYHOCTBIO

CEKUMOHHOE 3ACEOAHUE 2.7

NWHTEPBEHLUMOHHOE U XMPYPI'MYECKOE NNEHEHUE
TAXVAPUTMUW

MNMpeacepnarenu: B. A. basaes (Mocksa),
A. X. Menukynos (Mockga)

Pesuiusunun A. L., Ceprynaase C. [O., LLimynb A. B.,
Pawbaesa I". C., Kaia b. Y.

lMokazaHuns 1 pesynbTaTbl XMPYPruyeckoro Ae4eHns N30npPOoBaHHbIX
TaxmapuTMUN Ha OTKPLITOM cepaue
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OC/IOKHEHUA ITPYU UMITVIAHTAITIN
BUBEHTPHUKY/JIAPHBIX JIEKTPOKAPTUOCTHMY/IATOPOB
Y ITAIIMEHTOB C TAKEJION CEPIEYHOU HEJOCTATOYHOCTBIO

JI. A. Boxepus, O. JI. boxepus, C. H. Cmynaxos, B. A. basaes, A. I. Puaamoe,
A. b. Axvses, A. P. llladanus, A. C. Kosaaes (Mockea)

B ocHoBe cepaeuHoil HemoctarouHoctu (CH) ne-
KUT OUcYHKIIAS MUOKapaa, KOTopasi IPUBOIHWT K
CHIXEHUIO cepaeuyHoro BoiOpoca. [1pu aToM BKIII0Ua-
€TCS psIi KOMIICHCATOPHBIX MEXaHU3MOB, TaKMX KakK
aKTUBallMsl PEHUH-aHTMOTEH3UH-aIbI0CTEPOHOBOM
CHCTEMBI, CUMIIAaTUYECKOM HEepBHOM CHUCTEMBbI, Ha-
MpaBJieHHAas Ha MoAAepXKaHUe HapyIlIeHHO (hyHKIIMU
CEpIEYHOI MBIIIIIEI, HO BMECTE C TeM BIMSIIOIIAS U Ha
IpYrue OpraHbl M CHCTeMbl opraHusma. CepaedyHas
HEJIOCTaTOYHOCTh MOXET OBITh OCHOBHBIM ITPOSIBJIE-
HUEM MPAKTUIECKM BCeX 3a00IeBaHUI cepria, BKIIIO-
Yasi KOpOHApHBII aTepOoCKIIepo3, MH(MAPKT MUOKap/a,
KJIaITaHHBIE IIOPOKHU, apTepHaJbHYI0 TUIICPTCH3HIO,
BPOXIEHHBIEC IOPOKW U KApANOMHUOIIATH.

PacnpoctpanerHocts CH cpemm HacereHus
ctpaH 3anagHoit EBponbl KoseOyieTcss B Ipeneaax
0,4—2%, yBeanumnBasiCh ¢ BO3pacToM (CpeaHMil BO3-
pact 6oabHBIX — 74 Toma). Hacenenue ctpaH, npea-
craBisieMbIx EBpomneiickuM 0OOIIecTBOM KapauoJIo-
ruu, coctapisier 6ojee 900 MIIH YeoBeK, Cpeau HUX
no kpaitHeit mepe y 10 miH otmeuaercas CH. Takxke
HeJb3sl 3a0bIBaTh O OOJBHBIX ¢ AUCHYHKLIMEN MHO-
Kapna 0e3 BBEIpaskeHHBIX KIMHWYCCKUX TPOSBICHUIN
CH, 4uclio KOTOpBIX MOYTHU CTOJIb Xe Beluko. Ha-
npumep, B CIIJA exeromHo BbIIBISAIOT A0 400 ThIC.
HOBBIX CITy4aeB CEPIEeYHOI HEIOCTaTOYHOCTU, U OTHU
IUdPBI pacTyT OTYACTH M3-3a CTApEHUsI HaceJeHMS,
OTYaCTH M3-3a TOTO, YTO COBPEMEHHOE JICUCHHUE T103-
BOJISIET MPOJIJIEBATh KU3HB MOCJIE TaKUX 3a00JIeBaHU
cepalla, Kak OCTphI MH(apKT MUOKapaa, KOTOPBIA
SIBJISIETCS YPE3BBIYAMHO BAaXXHOM KapauOJIOTMYeCKOM
MpO0JIEMOIi KaK B CBSI3U C IITMPOKON PacIpoOCTpaHEH -
HOCTBIO 3TOTr0 3a00JIeBaHMsI, TaK U B CBSI3U CO 3HAUU-
TEJTHHOM JOJiell pacxXoloB Ha JIeUeHUE TaKuX OOJIb-
HbIX. Eciu Bo BceM MHUpe XpOHMYECKOW cepaedyHoi
HenoctatrouHocThbio (XCH) cTtpamarot okosio 22 MJIH
0601bHBIX, TO B Poccum ToabKO 1o gaHHbIM Ha 2002 .
ObLTIY 3aperucTpupoBaHbl 8,1 MJH 6onbHBIX ¢ XCH,
W3 KOTOPBIX 3HAUYMTeNIbHAs 4acTh (3,4 MJIH) MMenIn
III-IV ®K o NYHA, 4To 03HayaeT ux mpaKTUIECKHU
HOJHYI0 HeTrpymocnocodHocTh. bompabie ¢ XCH
HYXIAI0TCS B JOCTATOYHO YAaCThIX TOCIUTATIM3ALIMSIX
B CBSI3M C JeKOMIICHCAIINEeH KIMHUYECKOTO TeUCHUS
3aboseBaHus: B TeueHue 2003 . B eBpoOIeicKUX cTpa-
Hax okosio 50% ot o6iero yucia 6ompHbIXx ¢ XCH
OBUIM TOCIIMTAIM3UPOBAHBI B KAPAUOJIOTUYECKHE OT-
JIeJICHYsI CTallMOHAPOB.

CMepTHOCTh Xe TP KIMHWYECKU BBIpaXKeHHOMN
XCH B Poccun gocturaer 26—29% exXeromgHo mpu oT-
CYTCTBUY 3HAUMMOM TEHAESHIINY K €€ CHUKEHHIO B TT0-
CJICTHUE TOMIHI.

3acTroitHas cepneyHas HeI0CTaTOYHOCTh SIBJISIETCS
IIPOTPEeCCUPYIOINM 3a00JIeBaHNEM Cepalla, IpH KO-
TOPOM pa3BUBaeTCS AWjaTallys JEBOIO Kelymouka,
CHIXAeTCS COKPAaTMMOCTh MHMOKapaa, HapylIacTcs
MEXCKETYI0YKOBasl MPOBOAMMOCTh C Pa3BUTUEM OHC-
cuHxpoHuu muokapna. Haubosee yacto nmpu CH npo-
HUCXOOUT yBeandeHue u aedopmanus QRS-KoMIUIeK-
ca, 4TO TPUBOOUT K IIPOIPECCUPOBAHMIO TWCCHH-
XpOHUU pabOTHI KaMep CepALa U K elle O0oIbLIeMY Ha-
PYIIEHUIO TeMOTWHAMUKH W YCUJICHWIO CHUMIITOMA-
Tk CH. Iupokuit kommieke QRS saBisercs He-
3aBUCUMBIM (DAKTOPOM CMEPTHOCTU (CM. PUCYHOK).
B HacTtostiee BpeMst omHUM 13 3G (GEKTUBHBIX METO-
JIOB yCTpaHEeHUs TUCCUHXPOHUM KaMmep cepila U Je-
YEeHUS XPOHWYECKOU 3aCTOMHOU CEpACYHOM HEAOCTA-
TOYHOCTH SIBJISIETCS] OMBEHTPUKYJISIPHAS CTUMYJISILIMSL.

Pesynpratel TpuMeHEHUS OWBEHTPUKYISIPHON
CTUMYJISILIMUA B MHOTOYMCJICHHBIX MEXIYHapOIHBIX
MHOTOLIEHTPOBBIX MCCIICAOBAHMSIX ITOKa3alid, 4TO Y
nauuentoB ¢ CH 111 u IV ®K no NYHA 3Hauurtesnb-
HO YBEJIMYMBAJIACh TOJCPAHTHOCTH K (PM3MIECKMM Ha-
rpy3kaM, yBenmuuBaiach ®B JI2K, mpomoikutenb-
HOCTb U KauecTBO XW3HU (TadJ. 1).
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MpoooMKUTENBHOCTL UCCNEA0BaHUS, CyT
OlieHKa BBDKMBAEMOCTHU B 3aBUCUMOCTH OT IJIUTEIbHOC-

™ QRS-KOMIUIEKCaA TT0 JaHHBIM MEXIYHApOIHOTO HC-
crnenoBanus (VEST study analysis)
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Ta6numa 1

Pe3ynbraThl MeKIYHAPOIHBIX HCCIeI0BaHMI 3G ()EeKTUBHOCTH KapauopeCHHXPOHU3UPYIOIEH Tepanuu

Hccnenosanuie ®B JIXK

®K no NYHA | KauecTBo XU3HK

Tect ¢ 6-MUHYTHO# X0AB00M CMepTHOCTh
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Tem He MeHee OMBEHTPUKYJISIPHBIE 3JIEKTPOKApP-
auoctTumyasatTopbl (DKC) saBIsitoTCSl CIOXHBIMU TeX-
HUYECKMMU YCTPOMCTBAMM, IPU UMIIJIAHTAIIMU U pa-
00TEe KOTOPBIX MOTYT BO3HUKATb OCJIOXHEHUS Yy
MaIMeHTOB.

OcoXXHEeHUs TPU UMIUTaHTallu OUBEHTPUKYJISIP-
Hbix OKC gengrcsa Ha 3 Buna.

OcnoojicHerus, césa3anHble ¢ npoyedypoil UMNAAHMA-
Yuu 31eKmpoKapouoCmuMyAsimopa:

— MYHKIMWOHHBIE OCIIOXHEHUSI — 00pa3oBaHUE re-
MaTOMBbI, MOJKOXHas 3M@ur3eMa, MTHEBMOTOPAKC, re-
MOTOpAaKC, MpeAcepaHO-KeIyI0uKoBas dhuctynaa, mo-
BpeXX/IeHUE IJIeYEBOIO HEPBHOIO CILIETEHUSI;

— nepdopanms cepana MPOBOIHUKOM MWW 3JIEKT-
ponom;

— TpoMOO03 BEHO3HOW CUCTEMBI (BEPXHEU MOJIONH
BEHBI, TONKJIIOUMYHOW BEHBI, MPABOTO Mpeacepaus
WM TPABOTO XeJyI04yKa);

— JUCJIOKalMs 31eKTPoa;

— CYIPaBEHTPUKYJSIPHBIE U XETyIOYKOBBIE apUT-
MUU;

— 2JIEKTpUYECKAsT CTUMYJISILIUST TPYAHON MBIIIIIBI
W/WIM 1uadparMsl;

— uHbekI1ms B MecTe uMrutantauuu DK C.

OcnooicHerus, C8s3aHHbIE C HEKOMOPbIMU PEHCUMAMU
IKC:

— DKC-cunmpowm;

— WHAYKUUST HAKETYI0YKOBBIX WM XeTyI04YKO-
BbIX apuUTMMIi (acMHXpoHHBIE pexxuMbl VOO , AOO,
DVI).

Hapywenus HopmansHoii pabomsl 21eKmMpoKapouo-
cmumMyasamopa:

— CHWXXEHUE WU TMOBBIIICHUE YYBCTBUTEIBHOCTH
BOCIIPUSITUSI UMITYJIbCOB, TEHEPUPYEMBIX MUOKAPIIOM;

— HapylIeHue XeTyI0YKOBOTO WU MPeacepaHOro
3aXBaTa;

— yTpara JIeBOXKeJIyI0uKOBOro 3axBaTa.

Hamu nienu v 3amaumt: BBISIBUTH U IPOAHATU3UPO-
BaThb BO3MOXHbBIE OCJIOXHEHMWSI, BO3HUKAIOIIWE TIPU
MPUMEHEHUN KapAMOPECUHXPOHU3UPYIOIIENH Tepa-
UM y NALMEHTOB C 3aCTOMHOM CEpIeYHOM HENOCTa-
TOYHOCTBIO.

B nabopaTopum 31eKTpo(pU3NOIOTUN U PEHTTEHO-
XUpPYypruyeckux MetronoB jeyeHus aputmuiit HIICCX

uM. A. H. bakynesa PAMH 3a nocinenHue msiTh JeT
ObLJIO UMILIaHTUpoBaHO 105 OMBEHTPUKYISIPHBIX
BOKC, n3 Hux 72 — MyX9rHaM U 33 — XEHIITMHAM.

Cpenu 00JIbHBIX TTALIMEHTOB C MOCTOSIHHOM (hop-
Moit dubpusuuu npeacepauit (PI1) 6buto 36
(OMBEHTPUKYJISIpHASA ABYXKaMepHasi CTUMYJISIINSA),
C CUHYCOBBIM PUTMOM — 69 (TpexkamepHasi CTUMY-
JISIMs).

ITpeobnanaronieii STUONMATOTEHETUYECKOW TTPUYU-
Hoit CH gBisutach guiaaTallMOHHAS KapIWOMMOIIa-
™ — 42 (40%) manueHTa; gajee clIeqoBaIy MIIeMU-
yeckasi 00JIe3Hb cepra, MIIeMHIecKass KapaIuoOMHO-
natust — 34 (32,4%); nprobpeTeHHbIE TOPOKU BCIIEI-
CTBHUE PEeBMATUYECKOTO U MH(PEKIIMOHHOTO SHIOKAp-
nutoB — 19 (18,1%) 601bHBIX; BPOXICHHBIC TTOPOKHU
cepaua — 10 (9,5%). DHaokapauaabHBIA 3JIEKTPOL
st ctumynsiuuu JIK ycraHaBauBanu: B nepeaHe0o-
KOBbIE BeTBU KopoHapHoro cunyca (KC) — 25 um-
IiaHTauii; B 3agHe00KkoBble BeTBU KC — 71 uMIiaH-
Tauusi; B O0okoBble BeTBU KC — 8 umMmImiaHTauuii;
B 00JIACTh BEPXYIIKU — 1 UMIUTaHTALIMS.

Ocnoncnenus. Y 16 (15,2%) naimeHToB HaOmo1a-
JIaCh CTUMYJISIIINS AruadparMsl MPpY UMIUTAHTALINH JIe-
BOXEJyI0UYKOBOTO 3JiekTpoaa (Tabu. 2). ¥V 13 mauueH-
TOB 3TO OCJIOXHEHHE YHOAJIOCh YCTPAaHUTH BO BpeMs
MpOLIeTyPhI IEPEYCTAaHOBKOM 2JIEKTPOa B APYTUe BET-
Bu KC. ¥ Tpex malmeHTOB M3-3a OTCYTCTBUST KPYITHBIX
BeTBeil KC peMMmiaHTUPOBaTh 3JEKTPOJL HE YIAJIO0Ch.
HarnoeHnue omepallmOHHOW paHBI BO3HUKIO Y 3
(2,8%) mauueHTOB. Y ONHOrO IMallMeHTa B OTHAJICH-
HOM TMocjeornepallMOHHOM Mepuoae (4epe3 2 rojaa)
HaOJII0IAJICS CBUILL B MeCTe pyOlia ¢ pa3BUTUEM IIPO-
JIEXXHST 1 HaTHOEHMEM, TOoTpeboBaach penuMILIaHTa-
mua OKC. Hucnokammsa JIXK-3mekrpoma (mmonHas),
HaOmomaeMas y 3 (2,8%) mameHToB, OblJIa yCTpaHeHa
peuMILiaHTauuei snexrpona. OcraabHbie 12 (11,4%)
clydyaeB Mukpoauciaokauuu JIZK-anekrponaa sBasiuCh
HEKPUTUICCKUMHU, XapaKTePU30BAIUCh YBEIMICHUEM
nopora ctumyisiuuu ¢ 0,5 no 2,0 V u He TpeboBaiu
ITOBTOPHOTO XUPYPTUUECKOTO BMEIIIATE/IHCTBA.

Pesynbrarel 1 06cysxaeHne

KonuuectBo OCHO)KHGHHﬁ, CBsI3AaHHBIX C UMILJIAH-
Tanuen KapaAnopeCMHXPOHMU3aTOPOB, IO HAIIUM OaH-
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Ta6auma 2

OcJ10KHEeHUS NPY UMILIAHTAIMA OMBeHTPUKYJIApHBIX DKC 1 MeToapl nx ycrpanenus (n=105)

Yucno 60JabHBIX

OcnoxHeHue MeTton yctpaHeHust
abe. | %
Crumynsius auadparmol PeumnnaHrtauus anekrpona 16 15,2
Muxponuciokanus JIZK-snekrpona [MepenporpammupoBanue DKC 12 11,4
Tematomsl sioxka DKC [MyHkuus, apeHupoBaHue 11 10,4
[MonHas nucnokaius JIXK-3nekrpoaa PeumnnaHTtanus anekrpona 3 2,8
Nudunuposanue Peummnnanranus DKC 3 2,8

HBIM U JaHHBIM MUPOBOM CTaTUCTUKM, HE3HAYNUTEIIb-
HO OTJIMYAIOTCS OT TaKOBBIX MPU UMILJIAHTALUU IPY-
rux pasHoBugHocTeir DKC. B meiicTBUTEIbHOCTH
KapAWHAJIbHOE OTJIWYMe OMBEHTPUKYJISIPHBIX CTUMY-
JsTopoB oT Apyrux DKC 3akmodaeTcs B UMIUIAHTH-
PYEMOM B KOPOHApHBIN CUHYC 3JIEKTpOJe ISl JIEBO-
KeNTyaoYKOBO cTuMydassuuu. BcneacrBue ocoboro
CTPOEHUSI KOPOHAPHOTO CHHYCa 3JIEKTPOJ MOIBEP-
KeH auciiokauusM. B 00JbIIMHCTBE CyyaeB Mbl Ha-
OTIoav Tak Ha3bIBaeMble MUKPOIUCIOKAIIMU, TIPO-
SIBJISIIOLIIMECS] YBEJUMYEHUMEM Topora CTUMYJSIHUU U
He TpeOyolliMe peuMIUIaHTauuu 3aekTpona. s
OpeaynpexXaeHus] 3TUX OCJIOXHEHUI B 00si3aTelib-
HOM TIOpSIIKE HEOOXOAMMO BBIIIOJIHSITH KOHTPACTHU-
pOBaHME KOPOHAPHOIO CHHYCa BO BpeMsl OIlepallvu.
DTO MO3BOJSIET OLICHUTh WHIWNBHUAYyAJIbHYIO aHATO-
MUIO KOPOHAPHOI'O CUHYCA U BhIOPATh €ro ONTUMAaJIb-
HYIO BETBb [IJISI UMIUIAHTALIMU 3JeKTpoaa. Takxke npu
YCTaHOBKE JIEBOXKEIYIOUKOBOIO 3JIEKTPOJAa Mbl IPH-

MEHsIEM MHOTOKPAaTHOE U3MEpPEeHUE ITapaMeTPOB CTH-
MYJISIIIMM, OOBIYHO TECTUPOBAaHME ITOPOTOB 3JIEKTpOaa
BO BpeMsI OTIepaliiy BEITIOJTHSIETCS HE MEHee TpeX pas.
st mpenynpexXaeHus CTUMYJISIIUM JuadparMaibHO-
TO HepBa MBI BBITIOJHSIEM TECTUPOBAHNE CTUMYJISIIIN -
et 5u 10 V, mpu 3TOM ¢ MOMOIIBIO peHTreHorpahun
HaOogaeM 3a ABMKEHWEM auadparMbl, B ciaydae
CTUMYJISILIUM AuadparMbl Mbl TIEPECTaBIsSIEM DJICKT-
poI B IpYTYIO BETBb KOpoHapHOro cuHyca. [loaTtomy
OOJIBIITMHCTBO OCJIOXHEHWM, BOSHUKAIOIIUX TIPU M-
IUIaHTaUUMKU OUBEHTPUKYISApHbIX OKC, Hampumep
CTUMYJISAIIAIO ITradparMbl, OUCIOKAIIUMIO JICBOXKEIY-
JTOYKOBOTO 3JICKTPOa, OOBIYHO YIaeTCsl YCTPAHUTD B
MOMEHT BBITIOJTHEHUSI TIPOLICIYPHI.

Xopouasi KTuHu4eckasi 3(pHEeKTUBHOCTb OT MPU-
MEHEHMS OMBEHTPUKYIISIPHOM CTUMYIISIIINN ¢ HU3KAM
KOJIMYECTBOM OCJIOKHEHUI MO3BOJISIET UCIIOJIb30BaTh
STOT BU TePAIINU Y TALIMEHTOB C TSKEJIOM 3aCTOMHOM
CepAeYHOI HeIOCTAaTOYHOCTHIO.

ITOKA3AHUA U PE3YJIBTATBI XUPYPTUYECKOI'O IEHEHUA
M30IMPOBAHHBIX TAXUAPUTMHI HA OTKPBITOM CEPIIIE

A. I1I. Pesuwsuau, C. 0. Cepeyaadse, A. B. IlImyas, I. C. Pawbaesa, b. H. Keawa (Mocksa)

B teyenue nocienHeit yetBeptr XX BeKa XUPYPIrust
APUTMUI Cep/lia ChIrpajia BaXXHYIO pOJIb B TOHUMaHUK
aHaTOMUYECKUX U DJIEKTPODUINOIOTUIECKUX MPOLIEC-
COB TPU PE3UCTEHTHBIX (opMax HaIKeTyqOYKOBBIX
(H2XT) u xenymoukoBsix Taxukapauii (XKT). Ycoep-
IIEHCTBOBAaHUE 3J1€KTPODOU3NOTOTUIECKUX CUCTEM TS
MHTPAOIEPAIIMOHHOIO KapTUPOBAaHUS, a TaAKXKe pa3pa-
0OTKa HOBBIX XUPYPTUUYECKUX MOAXOJ0B MO3BOJIWIN C
YCIIEXOM YCTPAaHATh OOJNBIIMHCTBO PE3MCTEHTHBIX K
MeIUKaMEHTO3HO Tepanuu aputMmuit (bokepus JI. A.
u coasT., 2008; Cappato R. u coaBrt., 2008). YcnemnrHoe
MpYMEHEHUE JeKTPODU3NOIOTHIECKMX METOAOB MPU
XUPYPrUYECKOM JieueHuU cuHapoma Bonbha—Ilap-
kuHcoHa—Yaiita (BITY) u aTprOBEHTPUKYISIPHBIX y3-
JIOBBIX PUEHTPH TAaXUKApAMii MO3BOJIIIO IIMMPOKO HC-
T10JIb30BaTh SHIOKAPAUAIbHbBIC KATeTEPHBIE TEXHOJIOTUM

U BO MHOIO pa3 CHMU3UTh XMPYPTUUECKYI0 arpeccuio
(Jackman W. M. u coasr., 1991; Lee M. A. u coasr,,
2000). DT MHTE/IEKTyaJllbHbIE U TEXHOJOTUUYECKME
pa3pabOTKM, HApSIAy C TTOCTOSTHHBIM YCOBEPIIEHCTBO-
BaHWEM IPUOOPOB IS 3JIEKTPOKAPIUOCTUMYJISILIUN
(BKC) 1 uMmIaHTUpPyEMbIX KapArMOBEpTEPOB-aAehuro-
pumisitopoB (MKJII), cymiecTBeHHO Cy3MIM ITOKa3a-
HUSI JUTSI ICTUHHO XUPYPTUUECKOTO JICUSHUST apUTMUI
cepnua (bokepus JI. A. u coasr., 1998; Kamata J. u co-
aBT., 1997; McCarthy P. M. u coant., 2000;
Schaff H. V. n coasr., 2002; Geidel S. u coanrt., 2005;
Shemin R. J. u coasr., 2007). OnHako, HECMOTPS Ha
MIPOTPecC MHTEPBECHIITMOHHBIX METOIOB TePAITNH, X1 -
PYPTMYECKOE JIEUEHUE CTAJI0 BaXXKHEMILEN MOIENIbIO,
no3BoMBIICH B XX BeKe pacKPBITh MEXaHU3MBI YCT-
paHeHUS CepAeYHBIX APUTMMIA.

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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Lespto MTaHHOTO MCCIIEOBAHUS SIBUJIOCH OTIpE/ie-
JICHUE TIOKa3aHWM 1 OIIEHKA Pe3yJIbTaTOB XUPypPrudec-
KOTO JIcUeHUS] N30 IMPOBAHHBIX TAXMAPUTMUI B YCITO-
BMSIX OTKPBITOTO cepara Iocie nX Hea(pdOeKTUBHOToO
MHTEPBEHIIMOHHOTO YCTPaHEHMSI.

MATEPUAJI 1 METO/bI

Kimanyeckas xapakTepHcTHKa 00JIBHBIX

B oTneneHuun Xxupypruuyeckoro Je4eHus Taxuapur-
muit HHCCX um. A. H. bakynesa PAMH 3a nepuon ¢
sHBaps 1998 1. mo urosb 2010 1. ObLIM 00CIeI0BaHbl U
MPOOTIEPUPOBAHbI 42 TallMeHTa C TaXUapUTMUSIMU
0e3 opraHMYecKoil TAaTOJOTMU cepala, TpeOyloliei
XUPYypruyeckoi Koppekuuu (tadi. 1). Pacipenenenue
OOJILHBIX MO HO30JIOTMSIM ObUIO CAEAYIOUIUM: MaHU-
dectupyrommii cunapom BIIY aumarHocTupoBaH y
5 (11,9%) nauyeHTOB, UHTEPMUTTUPYIOIINI CUHAPOM
BITY — y 1 (2,4%) nmauueHTa, JaTCHTHBIA CUHAPOM
BIIY — y 1 (2,4%), ckpwithiii cuHapoM BITY — y
18 (42,9%) maumeHTOB, IIepcucTupylomias hopma pu-
opwuisiuyu npeacepauii (PI1) —y 7 (16,7%), nocro-
ssHHas1 hopma PIT — y 8 (19%), skronuyeckasi mpei-
cepaHas TaxuKapaus W3 YIIKa MPaBOTO TIPEACepIusT
(ITIT) — y 1 (2,4%) nauueHTa 1 XKeJyI04KoBast 3KCTpa-
cuctonus (KKD) u3 obaacT OCHOBaHUSI MeAUabHOM
MaNMWIISIPHONM MBIIIIEI JIeBoro Xenygouka (JIDK) — y
1 (2,4%). BceM manueHTaM Tepea XUPYPrUYECKUM
BMEIIIATEIHCTBOM HapSTy ¢ OOIICKIMHIIECKUMU METO-
JIaMU VICCJIETOBAHMST BBITIOJTHSIUCH 3JIEKTPOKapArOrpa-
duueckoe (DKI), axokapmmorpadmueckoe (BxoKI)
(Tabm. 2) u anekrpodusnoiaornueckoe (DDUN) uccie-
nmoBaHUs, a manueHTaMm ¢ @I1 — MmynsTHCIMpaIbHAS
koMnbloTepHast Tomorpadpus (MCKT) neBoro mpen-
Cepaus M JIETOYHBIX BEH C TPEXMEPHON PEKOHCTPYK-
LIMei 1 u3MepeHueM oobeMa 1 MHAeKca 00beMa JIEBO-
ro npeacepaus (JIIT).

ComnyTcTByOIIME HApYIIIEHUSI pUTMa Cepiiia ObUTH
y 10 (23,8%) mauuenTton: ®I1 ¢ aHTerpagHbIM MPOBE-
JIEHUEM TI0 TOTIOJTHUTEIFHOMY TIPeACePIHO-KEIy 109~

Ta6numa 1
KimHuyeckas XapakTepucTHKA 00JIbHBIX
(n=42)
ITokazaTenb | 3HayeHue

CpenHuil BO3pacT, JIeT 24+12 (ot 11 mo 76)

Ion:

MY>KYMHBI, a0c. (%) 25 (59,5)
KeHIUHBI, abc. (%) 17 (40,5)
Hetu mo 16 ner, abe. (%) 3(7,2)

AHaMmHe3 Taxukapauu, JIET

Yucno naureHTOB ¢ YaCTOTOM
TIPUCTYTIOB TaxUKapanu, ade. (%)

5,1£3,5 (ot 1 mo 15 ner)

HECKOJIBKO pa3 B HELEJI0 9(21,4)
HECKOJIBKO pa3 B MeCSI1L] 30 (71,4)
HECKOJIBKO pa3 B rofl 2 (4,8)

HeTIpePBIBHO-PEITUANBUPYIOTIAST
TaXuKapaust

KomaectBo HeahGEeKTUBHBIX

rpenaparon

Yuciio MauueHToB, MOTyJYaionnx
npodunakrnueckyto AAT, a6e. (%):

1(2,4)

2,1+£0,9 (ot 1 no 4)

1A rpynnst 35(83,3)
11 rpymibt 39 (92,8)
111 rpymmbr 37 (88)

Yucio naiueHToB ¢ xanobamu,

aoce. (%):
Ha yyallleHHOe cepaledreHue 41 (97,6)
00111y10 CJ1ab0CTh 9(21,4)
OJIBIIIKY 6 (14,3)
TOJIOBOKPYXEHUE 6 (14,3)
CHHKOTIAJTbHBIE COCTOSTHUS 3(7,1)

Yucno nauueHToB

C HEI0CTaTOYHOCTbIO

KkpoBooOpaitieHus (mo NYHA),

aoce. (%):
1 ®K 5(35,7)
11 ®K 26 (61,9)
111 &K 1(2,4)

koBomy coeauHeHuio (JATTKC) —y 2 (2,4%), TI1 1 tu-
na ¢ gaureabHocThio Hukia (A1) ot 240 oo 280 mc —
y 4 (9,6%), cuHApOM cl1abOCTH CHHYCHOIO Yy3Jja
(CCCY) — y 1 (2,4%), arpuoBeHTpuKkyasipHasi (AB)
onokana I crenenu —y 1 (2,4%), HapyllleHHUsS] BHYTpU -
KEJTyI0YKOBOI MPOBOAUMOCTU — ¥ 2 (4,8%) OOJIbHBIX.
IMo nanubM Ox0KTI' 1 (2,4%) nanueHTKe ¢ 9KTOIMUYE-

Tabnuma 2
PesyasraTel DXxoKI' y manmueHToB ¢ H30JIMPOBAHHBIMA TAXHAPATMHAIMHA
DOubprLIAITS ®doxkycHast XKenynoukoBas
INokazaTenp CMHHPSEASB“Y npeacepauit TpencepaHast 5KCTPaCUCTOIUS
(n=25) (n=15) Taxukapaus (n=1) (n=1)
JleBoe mpeacepaue, cM 4,02+0,4 5,7t1,4 5,3 —
Pa3zmepnr JIXK:
KCP, cm 2,8+0,45 4,2+0,74 4,7 4.4
KIP, cm 4,41+0,4 5,6%1,5 5,9 6,7
KCO, mn 29,3+14,8 60,13+14,8 104 87
K10, mn 86,1+£26.4 148,461+26,4 123 229
®B JIXK, % 61,5£5,6 57+6,3 15 57
CrerneHb peryprutaiyu:
MK 1+ — — — +
MK 4+ - — + —
TK 2+ — — — +
TK 3+ - — + —
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Puc. 1. YIT DxoKI. Tpom6 B yIilIKe JI€BOTO IIpeacepaus y
MalMEeHTKU C TepMaHeHTHoW ¢opMoil GubpusIunmn
npeacepauin

CKOI TIpeIcepIHOM TaXUKapAuel IMOCTaBIICH JUAarHo3
ApPUTMOTCHHOM KapAUOMUOTIATUU.

ITo nanueim MCKT cpenHue 3HaYeHUS 0O0BEMOB
JITI ¢ yueroMm yiika u nHaekcoB oobema JITT y mauneH-
TOB C TIEPCUCTUPYIOLIEH 1 TTOCTOSTHHOM (hopmamu DI
cocraBuin 146133 1 170240 mit, 94434 1 96+35 mu/m?2
COOTBETCTBEHHO.

Iloxazanusa u BHU/IbI ONE€PATUBHbBIX
BMeIIaTe/JIbCTB

By BeITIONHEHBI 42 M30IMPOBAHHLIE OIepalnn
10 TOBOJY TaXMApUTMUU Y 42 OONBHBIX, HE UMEIOLIUX
OpPraHMYECKOl MaTOJOTUM cepilia, TpeOylolen Xu-
PYpPTAYECKOM KOPPEeKLMHU. Y BCeX MAIlMEHTOB B Kaye-
CTBE JOCTYIA MCIOJIb30BajJach CPpeIMHHAS CTEPHOTO-
mug. Ilamuenram c¢ cunapomom BIIY BcienctBue
pedpakTepHOCTH K aHTUAPUTMHUYECKOM Tepamuu
(AAT) 1 BOBHUKHOBEHUS MPU3HAKOB HEIOCTATOUHOC-
T KpoBooOpatieHus (HK), a Takxke u3-3a LIUTeNb-
HOTO aHaMHe3a apUTMUU 1 He3(PPEKTUBHOCTU UHTEP-
BEHIIMOHHOTO METO/la pPanvovYacTOTHOW abjanuu
(PYA) Beimonnsinack onepauust Cunu. Jis1 mossbile-
HUS 3D GEKTUBHOCTUA JaHHOU omepaiyy OHa BBIMOJI-
HSJIACh B COYETAHUU C APYTMMM METOAMKaMM (4alle
BCETo C 3MUKApAMAIBHONW U SHI0KApANAIbHOM KpHUO-
nectpykuueit). JaHHass MeTomIMKa HPUMEHSIACH Y
18 (42,9%) malnuMeHTOB ¢ HWKHEW 3MUKapIUaJIbHOU
JIOKaJIM3allieil TOIMOJTHUTEIBHEIX TIPeACcepPIHO-KEIy-
JIOYKOBBIX COCAMHEHUI, B TOM YMCIIe B MMUpaMuiaib-
HOM TIPOCTPAHCTBE.

V 4 nmauueHToB ¢ mepcucTupylomein hopmoir OI1
BCJIECTBHE HAIMYMS TpoMOa B yike JITT, uro mokasza-
JM JaHHble TpaHcTopakaiabHoit DxoKI, YIT DxoKT
(puc. 1) u MCKT, u y 11 maniueHToB (2 U3 HUX MocCJe
HeahheKTUBHOI KaTeTepHOoit mpouenypsl PYA) c
6onbmMu oobemamu JIIT (6onee 160 M o JaHHBIM
MCKT) BeimonHsiiack PU-momudukanus mo cxeme
onepamuy «T1adUPUHT» B JIEBOM M ITPABOM IIPEACEPAM-
ax (puc. 2).

Puc. 2. bunonsipHast snuaHaokapauaibHas PU-abnamus
(cxema omepanum):
a — B JIEBOM MPEACEePAnM; 6 — B IPABOM MPEACEPIUN

Hcnonp3oBanack TeXHUKA SMUKAPIUATIBHON U 3H-
JNOoKapAuaabHOU XOJ0A0BOI MOHOIIOJSIPHOU U OUIO-
qnspHoii PYA (puc. 3) ¢ pesekuueit ymika JIIT B yeThI-
pex ciayyasix M C yUIMBaHWEM €ro OCHOBaHHUS CO
CTOPOHBI 3HIOKAPAUAIbHON MOBEPXHOCTU JIMOO €ro
JIMTUPOBAHMEM JBYMS JIABCAHOBBIMU JIUTaTypamMu B
OCTaJIbHBIX cyvasix. OMHOM malMeHTKe C 3KTONMruYec-
KOI TIpeAcepaHON Taxukapaueil nocie HeapdeKTus-
Ho#t mpoueaypbl PYA 13-3a MoBbIIIEHHON TpabeKy-
asgpHoctu yuka IITI, a Takxe ¢ yBeJIMYEHHBIMU
ITOJIOCTSIMU CepAlla U CHIDKEHHMEM HACOCHOM (yHK-
uuu JIZK BciencTBue cepaeyHON HeaO0CTaTOYHOCTHU
BBITNIOJIHEHA OlepaLmsl pe3eKIUHU ylliKa MpaBoro npeai-
cepaus B ycioBusax UK.

OnpHomy manueHTy ¢ KD nocie HeahGHEeKTUBHOTO
KaTeTEepPHOI0 YCTPAHEHUS IKCTPACUCTONIUH IO TPUYK-
HE SMUMUOKApAUAIbHON JIOKAJIU3aluu apUTMOTEH-
HOTO oYara BbINIOJIHEHA KPUOAECCTPYKIIUS TTOCIETHETO
B ycinoBusix crepHotomuu u UK. Tlpu pesusuum JIZK
BBISIBJIEHO AHOMAJIbHOE KPETJIEHUE XOPJ MUTPAIbHO-
ro KjamaHa K MeOWaJbHOW MaNmWUISIPHOU MBIIILIE
JIK. ITpu unTpaonepallMOHHOM KapTUPOBAaHUU apUT-
MOTEHHBII OyYar pacnoJjiarajicsi B HUXXKHECENTaIbHOMN

AHHAJIBI APUTMOJIOMNN, N2 4, 2010
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Puc. 3. bunonsipHast snusHaokapauanbHass PY-uzons-
LIUST JIEBBIX JIETOYHBIX BEH B YCJIOBUSX UCKYCCTBEHHOTO
KpoBooOpalieHus1 (MOMEHT OTepalim)

JIB — nerouHbie BeHbl, AOJ — YCTPOMCTBO ISl XMPYPruueckoi abia-

iV

creHke JIZK. BBINOJHEHO HECKOJBbKO KpHMOAIIIMKa-
U CO CTOPOHBI SHAOKApIa ¥ OCHOBaHUS Meauallb-
Ho#l manwuisipHoil Mbemubel JIXK mpum Temreparype
-190 °C (Kpuo-01, «Enamen»), a Takxke 1Ba KpUOBO3-
JIEUCTBUS B TIPOEKIIMK SKTOIMMYECKOTO O4ara co CTO-
POHEI 3nMKapaa (puc. 4).

Cmamucmuueckuii anaau3. OLEHKY KIMHUUYECKUX
pe3yJIbTaTOB MPOBOOWIN B BUAEC CPEHHUX 3HAUCHMI
(X) 1 cTaHaAPTHOTO OTKJIOHEHUS (S) IJIs1 aOCOMIOTHBIX
3HAYCHU TepEeMEHHBIX M B BUAC YHCIIA CIyJdaeB WU
MPOLICHTOB /151 KaU€CTBEHHBIX TTPU3HAKOB U IMXOTO-
MHWYECKUX XapaKTepUCTHK Tpyrm. CpaBHEHHE Cpell-
HUX BBITTOJTHSUIM C TIOMOIIBIO CTAaHAAPTHBIX METOIOB
BapUallMOHHON CTATUCTHKHN MEINKO-OMOJIOTMIECKOTO
npodus.

PE3YJIBTATDI

HemnocpeacTBennbIe pe3yabTaThl
XHPYPrU4€eCcKOoro Je4eHus

CpenHsis IIuTeNbHOCTh onepanuii Cuiiu cocTaBu-
na 4,25%0,3 4, cpennee Bpemst MK — 90£16,2 muH,
cpenHee BpeMs IepexaTtust aopTel — 62,517,5 MuH.
CpenHsist nauteabHocTh PY-momudukamuu onepa-
un «J1abupuHT> coctaBuia 4,6+0,5 u, cpenHee Bpe-
mst UK — 109£16,5 MmuH, a BpeMs TiepexkaTust aOpThl —
72,5+7,2 muH. Bpems, 3aTpauycHHOE Ha MPOBEIACHUE
abnauuu, coctaBuio 12 + 2,2 MmuH. JIJIUTEIBHOCTD
omepaumu pe3ekinu yimka [1I1 y manmueHTKH ¢ hokyc-
HOM NpeacepaHOl TaxuKapaueii coctaBuia 4,1 4, Bpe-
M UK — 35 muH, BpeMd TiepexxaTtust aopThl — 17 MUH.
JAnuTeabHOCTh Ollepalliid KPUOJECTPYKIIUM SKTOIM-
YeCKOro oyara B 00JIaCTM MeIUaJbHOI HaIIISIpHOI
mbiisl JIZK y namuenra ¢ KO cocrasuna 4,9 4, Bpe-
Mg MK — 126 mMuH, BpeMsl TiepexaTusi aopThl —
82 MuH. Bce aTanbl KapAuoOXMpypruyeckux BMellla-
TEJbCTB MPOXOAUIIN 0€3 KaKUX-I100 OCTOXHEHUI.

<%

KpunosoHp,

¥

*

Puc. 4. DnukapavaibHOe KpPUOBO3JEHCTBUE B MPOEK-
LIMY OCHOBAHMSI METMAIbHOM MANTMJUISIPHON MBIIIIIIBI JIe-
BOTO XXeJIymouyka y nauueHTa ¢ 2KD (MOMEHT oIepaiinm)

IMocne M30MMpPOBaHHON KOPPEKIIMM CHHIpPOMA
BITY B ycnoBUsSIX OTKPHITOTO cepaiia (n=25) B OTee-
HUU peaHuMalui W WHTeHcuBHOU Tepanuu (OPUT)
y 16 (64%) naureHTOB OTMEYAJICs CUHYCOBBIA PUTM,
y 8 (32%) — y3noBoii put™ 1 y 1 (4%) nauueHTa Ha-
Oromanach MOCTOSTHHASI pad0Ta UMILIAHTHPOBAHHOTO
HWCKYCCTBEHHOT'O BOAMTEJISI pUTMa.

IMocne PU-mMomudpukannm onepauny «Ia0MPUHT»
(n=15) B paHHeM TNOCJEOINEepPallMOHHOM IIepUoIe Y
8 (53,4%) nanmeHTOB OTMEYAJICSI CHHYCOBBIN PUTM, Y
4 (26,6%) — y3noBoii put™M 1 y 3 (20%) mauueHToB —
Taxu-Opamucucroanyeckas ¢opma GUOpWLIAIIUN
npeacepauii. Y NalildeHTOB C Y3JIOBBIM PUTMOM U Opa-
nucucronmieckoit popmoit PIT 1o BoccTaHOBICHUS
CHHYCOBOT'O PUTMa MPOBOIMJIACH BpeMEHHAsT ITUKap-
nraabHas 0MoKaTbHas JIEKTPOKAPIUOCTUMYIISIIHS.

VY 1 mauMeHTKHY Iociie oIepaly Pe3eKIMY YIIKa
II1 B ycnoBusax MK no noBony pokycHo# npeacep-
Hoit Taxukapauy B OPUT peructpupoBalicsi CHHYCO-
BBI pUTM c yacToToit 80 yn/MUH, MPOOEeXKKU HamXKe-
JIyTOYKOBOM TaXxWKapIuu He HAOTIOAANCh.

¥V 1 mauueHTa mocJje onepauuyu KpUuoaecTpyKIuu
aputMoreHHoro ovara B JI2K B ycJI0BUSIX OTKPBITOTO
cepaila B paHHEM IOCJEONepallMOHHOM IIepHOIe
pEeTUCTPUPOBAJICS CUHYCOBBIMI PUTM C YacTOTOM
85 yn/muH, 2KD He oTMeUaochk.

CpenHee Bpems nipedbiBanuss B OPUT noce one-
pamuu coctaBuiio 2,0+ 1 meHb, cpenHee YUCIIO0 KOMKO-
nHeun — 15+7.

KuszHeyrpoxawlinux ocioxHeHuit, AB-61okan
cepalla U CMEpPTHOCTU B paHHEM M OTIAJICHHOM Tepu-
olIax y MalleHTOB ¢ M30IMPOBAHHBIMH TaXUaPUTMHUSI -
MM TOCJIe XUPYPIrUYECKOro JeYeHUs B YCIOBUSIX OT-
KPBITOTO cep/iia He HabJTIoaaIoCh.

B cpoku HaGmoaeHus1 10 6 MeC XOpOoIlne pe3yJibra-
THI TIOCJIE XUPYPTUYECKOTO YCTPAaHEHUST TaXMapUTMUi
Ha OTKPBITOM cepJLie ObLIM IToaydeHbl y 24 (96% ) maiu-
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eHTOB ¢ cuHapoMoM BITY, Bce oHM M30aBUIIMCH OT MpU-
CTYIOB TaxuapuT™Muu 1 cu"apoma BITY. YV 1 (4%) naiu-
eHTa ¢ MaHudecTupyomuM cuHapomMoM BITY u um-
tanTupoBaHHBIM paHee DKC mocne onepanyn Cumm
HaOJII01aJIOCh MHTEPMUTTHUPYIOIIEe TPOBEIECHUE 10
ATKC.

B rpynne mauueHTtoB mocie PY-momuduxkaunu
onepaluy «I1a0UPUHT» XOPOILIME PE3YJIbTaThl ObLIN
nojiydeHsl y 10 (66,7%) mauueHTOB. YIOBJICTBOPU-
TeJIbHBIE PE3YJIBTaThl MojydeHsl y 5 (33,3%) mauueH-
ToB: y 2 (13,3%) nauyeHTOB HAabII0AAI0Ch aTUITUYHOE
JIEBOTIPENICEPIHOE TPETIeTaHUE CO CPEeNHEeil 4acToToit
JKEJTyIOYKOBBIX cokpareHuit 120—150 ya/MuH, KOTO-
poe KymnmupoBajioch CaMOCTOSITeIbHO K 8—10 cyTkam
nocje onepauuu, y 2 (13,3%) naunreHTOB OTMEYaINCh
KOopoTKHe apoKcu3Mbl PI1, mo moBomy KOTOpOil OHU
MOJIYyJaoT aHTHapuTMHYecKue TipemapaThl (AAI)
IIT" rpynmel. HeynoBieTBOPUTEAbHBIX PE3YIbTaTOB HE
nojryueHo. 1o maHHBIM IOIIUIep-3XOKapauorpadun,
aHaJIN3 Ype3MUTpaiabHoro notoka y 7 (70%) mauueH-
TOB C CHUHYCOBBIM PUTMOM M3 JIECSITH ITOKa3all BOCCTa-
HoBJIeHUe MexaHudeckoit pynkuuu JITT yepe3 1 mec
TocJie orepaium.

V nmanuenTtku nocine pesekuuu ymka III1 B ycno-
Busix MK mo nmosomy (okycHOl mpencepaHoON Taxu-
Kapauy B paHHUE CPOKM IOCIIC OTepallii PeTUCTPH-
pOBaJjiC CUHYCOBBI PUTM C 4YacTOTOH 75 ya/MUH,
npobexku HXKT He HaGmonanuce.

Y nauueHTa mocie onepanyuy KpUoaeCTPyKIIMU
apuTMoreHHoro odara B JIZK B yCITOBUSIX OTKPBITOTO
cepaiia mo mosoay KO B CpokKd HaOIOAEHUS OO
6 Mec Ha noBepxHocTHOM DKI perucrpupoBacs cu-
HYCOBBI PUTM C yacToTol 72 ya/muH. I1anueHT Ha-
xoawics Ha mpoduiaktuyeckoi AAT cotaiekcom
(160 mr/cyt). ITo nanubiM XM BKI: 0CHOBHOI pUTM
CHHYCOBBII, C 9aCTOTOM 75 yI/MWH, MaKCUMaJIbHas
YCC — 138 yo/MuH, MUHUMaibHasI — 45 ya/MUH.
KerymoukoBoii 9KTOMMYECKO aKTMBHOCTH HE 3ape-
TUCTPUPOBAHO.

K I ®K o NYHA otnocumnuch 15 (35,7%) geno-
Bek u ko 11 ®K — 27 (64,3%).

OTZIaJIeHHbIe PE€3yabTaThbl
XHPYPru4€CKOro J€4€HuA

B oTnaneHHbIe CpOKU MMOCTE XUPYPTrU4eCcKOro yCT-
paHeHus Taxuaputmuii B yciousix MK (ot 62 go
152 mec, B cpemHeM 621+14 Mec) Ton HaOIIOOEHUEM
OCTaBaJIMCh Bce MalMeHThl (n=42, unu 100%).

V 24 u3 25 nanueHToB ¢ cuHapoMoM BITY xano6
Ha HapyILIEHWS PUTMA HET, pELIUANBOB PETYJISIPHBIX
H2KT ¢ yyactuem JITIT He otMeueHo. OnHoMy (4%)
MALUMEHTY C UHTEPMUTTUPYIOIIUM IIPOBEICHUEM 1O
JATI2KC gepes 6 mec nocie onepauuy CHIN BBITTOJ-
HeHa 3(deKTuBHasg paauo4yacTOoTHas adJialus
(PYA) JAITXKC mpaBoii HUXKHEN ITapacenTaJlbHOMI
JIOKaJI3a1niu.

YV GosbIIMHCTBA MalMeHToB Tmociie PY-moauduka-
LY OIlEpaLU «IAOUPUHT» —y 13 U3 15, i y 86,7%, —
>Xajio0 Ha HapyllIeHUs] pUTMa HeT, ITpu 24-4aCcOBOM XOJI-
TepoBCKOM MoHUTOpupoBaHun DKI permcrpupyercs
CHUHYCOBBIM pUTM. PellMINBOB TaXMapUTMWIA U HOBBIX
TpOoMOO3MOOIMYECKNX COOBITUIA B OTHAJIECHHOM IIEPUOJIC
He 3aperucTpupoBaHo. Y 1 (6,7%) mauyeHTa Xanob Ha
HapyIIeHWsI pUTMa HET, OJHAKO IIpA CyTouyHOM XM
OKIT szapeructpupoBanbl mapokcn3Mbl @IT B HouHOE
BpEMSI, B CBSI3U C YEM TAITMEHT TTOJTy9aeT MpohrIaKTH -
yeckyio AAT.

CyMMmapHble pe3yabTathl 3ddekTuBHOCTH PY-MO-
InpUKauud orepauuu «JIabUPUHT» B OTHAJIEHHBIE
CPOKM OLIEHUBAJIMCH 110 1iKane Santa Cruz. boabliuH-
CTBO MauueHToB — 13 (86,7%) — oTHOCSTCS K rpade 4,
WMEIOT CUHYCOBBIII PUTM U YIOBJICTBOPUTEIBHYIO CO-
KpaTUTEIbHYIO (PYHKIIMIO TIpeacepanii. ¥ 1 mamueHTa
(rpada 0) coxpaHsieTcst pUOpUILISLINS TIpeACepanil, 1
y 1 maumenTa (rpacda 1) mMmeeTcs peryIsipHBIA PUTM,
HO (bYHKIMS MIpeAcepanuil He TOKyMEHTHPOBaHa.

VY manmMeHTKU II0CjIe ONepaldy Pe3eKIIUH YIIKa
11 B ycnoBusix MK mo moBony ¢hoKycHoI Tipeacepa-
HOU TaxuKapIuu PEeTUCTPUPOBAJICS CUHYCOBBIM PUTM
¢ yactoroit 80 yn/mMuH, nipooexku HXKT He Habmona-
smck. [To nanabiM XM DKI: ocHOBHOI pUTM — CHUHY-
COBBIH, ¢ YacToTOM 75 yn/mMuH, MakcuManbHast HCC —
138 yn/mMuH, MuHuManbHas — 45 yn/muH. Hamkeny-
IOYKOBAsI SKTOIMMYECKAas] aKTUBHOCTDH IIpeACTaBIcHA
M30JIMPOBAHHON MPENCEPAHON SKCTPACUCTOUEN.

V manmeHTa mocie ornepaliy KpHOIeCTPYKIIY apyT-
MoreHHoro oyvara B JI2K B yCIOBUSIX OTKPBITOTO cepilla B
OTHAJICHHOM ITOCJICOTICpAIllIOHHOM TIEPHOIE PETUCTPUPO-
BaJICSI CUHYCOBBII PUTM C YacToToi 85 yn/mMuH, KD He oT-
Meyaiach. AHTHAPUTMUYECKYIO TEPATTMIO HE TTOTy4aeT.

Takum obpazom, o61as 3PHeKTUBHOCTh OIepa-
LIUH XAPYPrMYECKOTO JICYEHUST U30JIMPOBAHHBIX Ta-
xraputmuii B yeinosusix UK cocrasuna 97,6% (41 ma-
LIMEHT) B CPOKU HabmoaeHus 10 152 mec (B cpeaHeM
62 = 14 mec).

OBCYKIEHHUE

Jlyuyiue pesynbTaThl B XMPYPrUYECKOM JIeUeHUU
MU30JIUPOBAHHBIX TAXMAPUTMMUI B YCIIOBUSIX OTKPBITOTO
cepala JOCTUTHYTHI B jedyeHuu cuHapoma BITY. Pes-
KO€ yJIydIlIeHrEe Pe3yIbTaTOB BO BCEX KIIMHMKAX MUpa
ObLJIO OOYCIOBJIEHO BHEIPEHMEM HOBOW M OTHOCHU-
TeJIbHO YHU(ULIMPOBaHHOI onepauuu Cuiau (puc. 5).
Oto mossonuno W. Sealy (1982 1) B cepunu u3 90 ome-
paumii moouthbest ycrpanenust 99% JAIT2KC u ymeHb-
IUTh JIETATBHOCTH 10 2,5%. Xopoliue pe3yinsTaThl B
MOCJIeAYIOIIMNX cepusix onepauuit ormetwau T. Iwa
(1983 1) — 94 (92%) ycriemHo ycrpaHeHHbIX JTT2KC
u3 102, D. Baird (1982 1) — 95 (88%) u3 108. Jdanb-
Helilliee COBEepIIEHCTBOBAHNE METOAUKHU YCTPAHEHUS
JTITKC B Haleit KIMHUKE OBbLIO CBSI3aHO C MCITOJIb30-
BaHUEM METO/Ia JIEKTPOKayTepr3alluy TPy BBITTOTHE -
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Puc. 5. Onepanuu, Ucroib3yeMble 51 yCTPaHEHMS TOTOJHUTEIbHBIX MPEACEPIHO-KETYIOUYKOBBIX COSAMHEHMI

HUM TpeThero 3Tara ornepaunu Cunu. [Ipu sTom Ha-
psIy ¢ OTCEYEHHEM MOBEPXHOCTHBIX MBIIIIEYHBIX BO-
JIOKOH OT (pMOPO3HOro KOJIBIA K KETyIO0YKOBOU MO-
BEPXHOCTH IIPEICEPIHO-XEIYIOUKOBOM OOpPO3IbI
(ITXXDB) ¢ moMo111bI0 HEPOBHOTO OJHO3Y0OIr0 Kplouka
MPOM3BOIWIN X 2JIEKTPOKAYTePU3AIINIO, YINTHIBAS
HEoOXOIMMOCTb TIIATEIbHON U TIPEeLM3UOHHON Mpe-
napoBku B oonactu IT2KB, a Takxke BO3MOXHOCTb I10-
BPEXIEHUSI MEJIKUX BEHEUHBIX COCYIOB, SIMKapAU-
aJJbHOTO JINCTKA M TPYOIHOCTU C XMPYPIUUCCKUMU
MaHUNYJISLIASIMA B HOPMaJbHOM (MaJIeHbKOM) Jie-
BoM npencepauu. Kpome toro, mo muenuto V. Conti
(1978 r.), P. Smith (1983 ) u G. Guiraudon (1986 1.),
mnutenbHOoe BpeMst MK Tipy BBEITTIOJIHEHUH OITepaliuu
Cunu (mo 354 MUH) ¥ TIPOIOJDKUTEILHOE BpeMs IIe-
peXaTHst a0PTHI MOTYT OBITH MPUYNHOM HU3KOTO cep-
JIEYHOTO BBIOpOCca, (pUOPMILISIINN TIPEACEPINNA B ITO-
clieolepallMOHHOM IIepUoie M Jaxe JEeTaJIbHOI'o
ncxona. JomonxHus omnepaninio CHIM METOIOM KPHO-
BO3JECUCTBUSI JIMOO M30UpaTebHO MNPUMEHSS I0-
CIIeAHWI, yIaJloch COKpaTtuTh BpeMst MK 1 yaydimuTs
pe3yJIbTaThl OTepallvH.

Hauunas c 1981 roma Mbl TakxXe MCHOJb3yeM
KPHOBO3AEICTBUS B 00JACTU IIPENCepIHO-XKETyI0U-
KOBOIT 00po3abl mpu atoboii jgokanuzauuu HITXKC,
MIpY 3TOM OTAEssIeM XUpoBylo KiaeTtyaTtky B I[12Kb u3
SHIOKAPANATBLHOTO WJIM PeXe SMUKApANAILHOTO T0-
cryma. B 1982 . G. Guiraudon 1 CoaBT. IPEITOXIIN
METOAUKY 3MUKAPANATBLHOU KPHOISCTPYKIINU JIEBO-
croponnux JAIT2KC ¢ nmpenBapuTeIbHBIM BhIIEJIEHUEM
JKMPOBOI KJI€TYATKH M BEHEYHBIX COCYIIOB, UYTO ITO3BO-
JISUTO MCKJTIOUUTD UX TTOBPEXICHNE WU CYXKEHHE B OT-

JaJIeHHBIE CPOKU. YCOBEPIIIEHCTBOBAB METOIUKY SITH-
KapauanbHoro gocrtyna, G. Guiraudon pagukanabHO
yerpanua JTI2KC B 168 (97%) cayyasx u3s 174, a ¢ yde-
TOM TIOBTOPHBIX omepauuii — B 173 (99%) ciydasx.
Ornepanyy BBITIOJTHSIJINCH B YCJIOBUSIX HOPMOTEpPMUIE-
ckoro MK nmu6o 6e3 MK, 4To mo3BOJISI7I0 KOHTPOJIMPO-
Bath DKI M uckioyaao HeOOXOMUMMOCTh TepexKaTus
A0PThI, XOTS MPU NAapaceNTalbHbIX U MePeIHEBEPXHUX
JATTKC npennoyTuTenbHee BBIMOJHATL OIepalnio
Cunu. B 1o xxe Bpemsi J. Cox B cepuu u3 118 oneparuii
paavKalbHO YCTPaHWJ 3HIOKApAUAIbHBIM JTOCTYIIOM
99,3% JAITXKC, ucKIIOYUB HEOOXOAUMMOCTh IOBTOP-
HbIX OIePALMii U CHU3UB CIy4au UCKYCCTBEHHOTO CO-
snanus AB-Osokansl 10 0,8% c 0011el JIETATbHOCTBIO
5% (npu uszonupoBaHHoM ycrpaHeHuu IITXKC je-
TaJbHOCTh cocTapistia 0,8%). T. Iwa (1986 r.) BbImo-
Hua 160 pagyKaibHBIX BMELIATEILCTB C 9(D(HEKTUBHO-
cteio 87%, neranbHOCTBIO 4% UM ATPOTEeHHOM
AB-6mokanoii y 7 (4%) 6onpHbix. Cam W. Sealy ¢ 1968
no 1983 r. paguxkanbHO ycTpanua 275 (90%) ATITKC
u3 304, TOBTOpPHBIE ONEpaIMU BHIMOJHUI Yy
14% GONbHBIX, a BRIHYXICHHAS WIM ATPOreHHas 0J10-
Kajia BO3HUKJIA y 6% nauureHToB (0011as JIETAIbHOCTh
coctaBuia 2,6%). Takum o0pa3oM, XUPYPrUYECKOe
yctpaHeHue JATI2KC naet paaukajibHOe U3JIeUeHUE U
yctpaHeHue npuctynoB HXKT y GonbHBIX ¢ CUHIOPO-
MoM BITY B 95% cnydaes.

B omiume oT XMpypru4ecKoro JeueHus CMHAPOMa
BITY xupypruueckoe neyeHue @I1 mpogosrkaet Haxo-
JIATHCS B HEOIITUMAJIbHBIX YCIOBUSIX, HECMOTPS Ha TO,
YTO BO3MOXHOCTb XUPYPrMUECKOTO JICYCHUSI JTaHHOTO
3a00/IeBaHUsI CYLUECTBYET Oojiee OBYX AECSTUIECTHUIA.
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Pesyneratel xupyprudeckoro jeueHus DIT cBuae-
TEJIBCTBYIOT 00 YIYYIICHUN Ka4eCcTBa XXKNU3HU MallMeH-
TOB, YMEHBIIIEHUN KOJIMYECTBa TPOMOOIMOOTINIECKUX
COOBITHI W yIYYIIICHNN BbDKMBAEMOCTH ITAIIICHTOB B
OTIAJIeHHOM IocjieornepalimoHHoM rnepuoje (Ad N. u
coaBT., 2000; Arcidi J. M. u coaBr., 2000; Lonnerholm S.
u coaBrt., 2000; Stollberger C. u coasr., 2003). B Teue-
HUE TIOCTICAHETO ACCATIIICTHUS TIPEIUIOKEHBI ajbTep-
HaTUBHbIE BapUaHThl, OOJIeTYAIOLINE XUPYPTUYECKOe
nedeHue @OI1 v yMeHbIIaOIIME KOJTUIECTBO MHTPA- 1
nociaeornepaluoHHbIX ocioxkHeHuit (Cox J. u coaBr.,
2000; Williams M. R. u coasrt., 2000; Khargi L. K. u
coaBT., 2003; Bagge L. u coaBrt., 2009).OCcHOBHBIC YCH-
ST OBUTM HAaIlpaBJIEHBI Ha 3aMEHY XUPYPrUIeCKUX
pa3pe30B JTUHUSIMH a0Ialliy ¢ UCIIOJIb30BaHUEM pa3-
JIMYHBIX ICTOYHUKOB SHEPTUH, BKITIOYAsT MOHOTIOJISIP-
ayto u ounomspayio PYA (J. Cox m coast., 2000;
Damiano R. G. u coaBr., 2003; Gaynor S. L., 2004).
Mnes ncmonb30BaHUST MHTPAOIIEPAIIMIOHHOTO METOIa
PYA nns cozgaHus nabupuHTta npuHaaiaexur J. Melo
n3 rocriutaig Santa Cruz B [loptyranuu (Melo J. u co-
aBT., 1999). K 2000 roxy y HuUX ObLT HAKOIUIEH OIIBIT
64 Takux onepauuii, apbekTUBHOCTL cocTaBuaa 70%.
XOTs Bce BBIIIEIIEPEYMCICHHBIE METOINKH T0KAa3aIn
cBOI0 3(PDEKTUBHOCTD, IKCTIEPUMEHTAIBHBIE PAOOTHI
B nabopatopuu S. C. Lall moka3zanu, 4To UMEHHO OM-
noasgpHass PYA mnpuBogut K Haubosiee CTOMKOMY
TPaHCMYPAJIBbHOMY TOBPEXICHUIO MHOKapna Ipen-
cepnuit (Lall S. u coasr., 2007). DdbeKkTUBHOCTD OTe-
pauuu «I1abUpUHT» Npu u3oaupoBaHHoi PII mox-
TBep:KAeHa pe3yjbTaTaMu 3TOW oOIepaluvu B IPYTUX
MEIWIIMHCKUX IIEHTpaX MHUpa: BOCCTAHOBJIICHUEM CH-
HYCOBOTO pUTMa y 75—95% mpoonepupoBaHHbBIX Ia-
LUEHTOB, HU3KOW 4YacTOTOW NEepUONEePaALlMOHHON
CMEPTHOCTH U YMEHBIIEHUEM PUCKa Pa3BUTHUS TPOM-
003M00IMYECKUX COOBITUI B OTAAIEHHOM ITOCJEOTe-
parmmonHoM tmiepuoae (Khargi K. u coast., 2005;
Melby S. u coasrt., 2005). B kapauoxupypruiyeckom
nenrpe Kmusnenga ¢ 1991 mo 2000 . BBIITOJHEHO
312 onepauuii «J1abupuHT». Onepauuu NPOBOAUINCH
naleHTaM ¢ M3oJMpoBaHHOI Gopmoit PII, B Tom
qyciie ¢ KIIMHUKOM SMOOINYECKOTO UHCYJIbTA, a TAKXKe
namueHTaM ¢ @I1, KoTopsIM TpeOOBAIOCH BEITIOTHE-
HUEe APYTUX KapAuOXUPypruyeckux oreparuuii. O0-
1asi rOCIMTAaIbHas JIETaJIbHOCTh cocTaBuiaa 1,9%. B
TpyIIIie, COCTOSsIIEH U3 82 oneprpoBaHHBIX MallMEH-
TOB ¢ M30MpoBaHHOMI opmoit DI, neTaTbHOCTD OT-
cyrcTBoBasia. YacroTa ycrmexa orepaiuy «Ia0upruHT»
(TIo ycriexoM MOHUMAJIOCh HaJTMYKMe CUHYCOBOTO PUT-
Ma Iocie 6-MeCST4HOIO «CJIIOro» rneproaa Hab o ae-
HUs) cocTtaBuia 98% B TpyIiIie MAlMEHTOB ¢ U30JIMPO-
BaHHoI hopmoit PI1, 94% — B rpynne OI1+1acTrka
MK, 95% B rpynne ®@II+mnporesupoBanue MK u
100% B rpyrme OIT+AKII. Y 3% nauueHToB BCae-
cTBUE pa3BuTusl y HUx peuuansa @I1 uaum TIT moHa-
IOOMIOCH TIPOBEICHNE MHTEPBECHIIMOHHOM ITPOLIETY-

pul. HeobxonumocTs B uMruiantaiuu OKC Oblia y
9,6% 6oabHBIX. Kak U B ciiyyae cepuii oneparuii, Ko-
Topnie TipoBeau J. L. Cox 1 coaBT., HEOOXOOAUMOCTbD B
nMIutantanu OKC y 3TUX NamMeHTOB BO3HMKIIA
CKOpee 10 TMpPUYMHE AUCHYHKINUM CUHYCHO-TIPEI-
CEepIHOTO y3JIa WJIM Pa3BUTHS IIOJHOM ITONEPEIHOMN
Onokaabpl Kak OociaoXHeHUs orepauuu Ha MK, yem
HEIIOCPEICTBEHHO II0 IMPUYMHE OIepalluu <«JI1adu-
puHT». OTHajJeHHbIe cIy4au dMOOIUIYECKUX NHCYIb-
TOB, TPAH3UTOPHBIX UIIEMUYECKNX aTaK WU IPYTUX
TPOMOOIMOOJIMYECKUX OCTOXKHEHUI HAOMIOJAINCh Y
3 (0,9%) mammentoB (McCarthy P. M. u coasr.,
2000).

3AK/IIOYEHHUE

B nHameit cepuu HabmoneHuit (n=42) nmoxkasaHusi-
MM K OTKPBITOH OTIiepalliyl y MMAlleHTOB ¢ CHHAPOMOM
BITY Obuiu pedpakTepHOCTh K aHTMAPUTMUUYECKOI
Tepanu W Hed3(h(GEKTUBHOCTh MHTEPBEHIIMOHHOTO
MeTtona PUA BciencTBue anmmMKapaIuaibHOM JIOKaIN3a-
muu JTTXKC. V¥V nmaumentoB ¢ PI1 mokaszaHUAMU K
onepauuu B ycinoBussx MK Obutn: IJIMTEIBHO CYIIECT-
Bylommas repcuctupyiomass ®I1, Tpombo3 ymka JIIT,
HeahheKTUBHOCTh KateTepHoit PHA 1 6onbiine 00b-
embl JITT (6onee 180—200 mu) mo manHeiIM MCKT.
Y maMeHTKA ¢ SKTONWYECKON TIpeACepaHON Taxu-
Kapaueit u3 obsactu yiika ITIT mokazaHueM K Xupyp-
TUTYECKOMY YCTpaHeHUIO B yenoBusax MK asnsiace He-
3¢ HeKTUBHOCTh MHTEPBEHLIMOHHOTO METO/IA JIEUEHUST
BCJICACTBUE BBIPAXXCHHOM TPaOeKyISIpHOCTH YIIIKa
I1T1, a Takxe MOSIBIEHUE CUMIITOMOB CEpACYHOI He-
JIOCTaTOYHOCTU BCJIENCTBUE JIUTEIBHOTO CYIIECTBO-
BaHUS apuUTMUM. Y mmarenTa ¢ 2KD mokazaHueM K OT-
KPBITOI OIlepallui SBISJIach Hed(POEKTUBHOCTH
KatetepHoi PYA BciiencTBue 3MMMMOKapIMaIbHOMN
JIOKaJau3aluu apuTMOreHHoro ovara. O6uias sddek-
THUBHOCTh OIIEpalldii XUPYPruIecKOro JICYeHUS M30-
JIMPOBaHHBIX TaxvapuTMuii B yciaoBusix MK coctaBuiia
97,6% (41 mauyeHT) B CpPOKU HabmoaeHUsT 10 152 mec
(B cpeaHeM 62+14 mec). Mcnonb3oBaHMe KpUOTEHHOM
TEXHUKH BO BpeMms omepanuu CHiM y HallMeHTOB C
cunapomoM Bonbda—ITapkuHcona—VYaiita, ocobeH-
Ho ¢ AIT2KC mapacenTtaibHO JIOKaIU3alUu, MO3BO-
nstet B 100% ciyvaeB ycTpaHMTb CyOCTpaT TaxXUKapauu
u cokpatuth BpeMst MUK ¢ 137,7+34,3 no 90£16,2 mun
(p<0,01) u Bpems mepexatust aopThl — ¢ 88,5+58,8 mo
62,5+7,5 muH.

BoabHBIM ¢ HIDKHE# 3ITMKapaIraIbHOM JIOKAI3a-
uueit ITT2KC, B ToMm unciie B nupaMugabHOM IIPO-
CTpaHCTBe, IIEJIECOO0PAa3HO MOIOJIHSITH OIICPAILUIO
CuM 3HI0KapAUaIbHBIM 1 3MMKapIUaIbHbBIM KPHO-
BO3JIEICTBUSIMU.

Hayunviii pedaxmop doxaadoé no meme «Xupyp-
euuecKoe aeveHue HapyuleHuil pumma cepoua»
kanoudam meodununckux nayk C. FQ. Cepeyaaose
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K ceedenuro asmopos

Ilpasuna oghopmaenus cmameii, nanpasasemuvix 6 Mzoamenvcmeo HI[CCX
um. A. H. bakysresa PAMH 0as onybaukoeanus 6 ycypHane

Cmambu, npucvinaemvie 6 pedaKyuro, 00ANCHbI UMEMb 8U3Y HAYHHO20 PYK0BOOUMENs U CONPOBOOUMENbHOE NUCLMO
PYK080OCMBA yupedcOeHUs 6 peOaKyuio JHcypHaia.

Cmambs doajxcHa 6bimb HANEYAMAHA HA KOMAbIOMeEPE C AA3ePHbIM RPUHMEPOM HA 0OHOU CIOPOHe Aucma Yepes 06a UHmep-
eana (na cmpanuye 30 cmpok, 60 3Hakoe 6 cmpoke). Cmamos npedcmassemcs 8 08yX IK3EMAAAPAX, K Hell NPUKAAObIea-
emcs INeKMPOHHbBLI HocUmenb. 3anuce Ha INeKMPOHHOM HOCUMene 00ANCHA ObiMb UOeHMUYHA OpUSUHALY Ha OyMaee.

Obsem cmamwu He doadicer npesvtuiams 10— 12 cmparuy, omoenvHble Kazyucmuueckue coooueHUs U 3aMemKy 00ANCHbL
Obimb He bonee 3—4 cmpanuy,

B nauane 1-ii cmpanuypt yKaswiearomes uHUYUANLL U Pamuiuy agmopos, Ha3eanue CMamol, yupedncoenue, u3 Komopo-
20 8bluina paboma, UHULUAALL U pamuaus pyKkosodumens yupescdenus. Kaxcoas opueunanbras cmamos 00A4CHA CONPO-
800IC0ambCsl pe3rome U nepeuHem KAUeabix 106 (Ha PYCCKOM U aHeaulickom s3vikax). O6sem pestome He 00adiceH npeabl-
wamy 1/2 cmpanuypsl. B cmamoe doaschbr 6bims pazdensi: mamepuan u Memoosl, pe3yabmamsl U 00cyxcoerue, 3aKai-
ueHue UAU 68bl600bl NO NYHKMam (045 opucuHanbHblX cmameil). B konue cmamou 0oaxcuot cmosmo noonucu ecex
agmopos ¢ yKazanuem noAHOCHbIO0 (044 pazmeuwieHus Ha cailme X*CypHAAa): UMEHU, OM4ecmEa, 00AHCHOCHU, MO4YH020
aopeca ¢ noumogsiImM UuHOeKcom opeanuszauuu. /[ia pasmeuienus 8 cypnaae neooxooumo npeocmasums E-mail nepeoco
asmopa. Jl1a ceéazu 0oaxcHbl Obimb yKazanvl Homepa meaegonos (cayxicedHozo u MooOuabH020).

Pucynku moeym 6vimv npedcmasnenvt @ eude OpUSUHANO8 UAU HA IAEKMPOHHOM HOCUmMeAe, Npu 5Mom 0053aMmenbHO
00121CHa ObIMb NPUNONCEHA pACheYamKa pucyukos. Pucynku u gpomoepaguu (uzobpascenus) mozym 6vims npedcmasne-
Hbt 6 gpopmamax TIF (*.tif) aubo EPS (*.eps). Paspewenue uzobpasicenuii doaxicHo 6vims He menee: 1) 300 mouek Ha
Orolim 04151 UBeMHbIX U YepHO-0enblx NOAYMOHO8bIX uzodpaxceruil; 2) 1200 mouek na Owiim 015 UepHO-0enbiX WMPUX0BbIX
pucynkog. Hzobpasicenus 0012cHbL Obimb «00pe3aHbl> N0 KPASIM U OYUUEHBL O <NbLAU» U <UADANUH».

Koauuecmeo epagpuueckoco mamepuana 0oaxcHo 6vimv Munumanvivim. Pomoepaguu 004x4cHb ObiMb KOHMPACMHbIMU,
DUCYHKU YemKUMU.

Tloonucu k pucynkam, Ha36anus mabauy U CCoLAKY HA HUX 8 MeKcme 00513ameabHbl, 6ce YCA08Hble 0003HAUEeHUS D0NMNC-
Hbl Obimb packpvimol. B nodnucsx k mukpogomoepaghusm HeobXo0UMo yKaswleame yseauueHue oKyaapa u obsekmusa,
Memo0 oKpacku (uau UMnpecHayuu cpe3os).

Damunuu omeuecmeeHHbIX ABMOPOE 8 MeKCHe CMAMbU 0AMCs 0053aMeAbHO ¢ UHULUANAMU, amMuauU 3apyOedcHbIX a8mo-
D08 — Makice ¢ UHUYUANAMU, HO 8 UHOCMPAHHOU mpanckpunyuu. bubauoepaguueckue ccolaku 6 mexcme NPUBOOAMcs 8 K8a-
Opamubix CKOOKAX C YKA3aHUEM COOMBEMCMBYIOU|e20 HoMepd No CRUCKY AUMepPamypbl.

Cokpawenus cno8, umer, Ha38anuil (Kpome 00UeNPUHAMBIX COKPAUEHUL Mep, PUUHECKUX, XUMUHECKUX U MamemMamu-
YeCKUX 6eAUMUH U MEPMUHOB) He 00Ny CKAIOMCAL.

Cneyuanvrvie mepmuHbsl caredyem npueooums 6 mekcme 6 pycckoil mpaucKpunyuu.

B konye cmamou daemcsa chucok aumepamypul 8 CHpO2OM COOMEEMCMEUU CO CAeOYIOUUMU MPeO08AHUAMU: €20 006eM
8 OpUUHANbHBIX CIMAMbsX He 00a%ceH npegvluiams 25, 6 o63opax — 50 ucmounuxos. Crauana é argasumuom nopsoxe
(pamuaus, 3amem uHUYUANBL) NPUBOOAMCA OMeEUeCHEeHHble A8mMopbl, homom 3apybexctoie. Tlpu ogopmaenuu cnucka
aumepamypul 004%cHbL cOONr00ambcs npasuna bubauoepaguueckoeo onucanus (IOCT 7.1-2003).
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Pedaxyus ocmaeazem 3a codoil npago coKpauwsams U UCNPagAsams NPUCAGHHbIE CIAMbU.

Ha cmamosax, npunamuix k neuamu 6e3 nepepabomru, cmasumcs dama nepeoHauanbHo20 NOCMYNAeHUsA 8 pe0aKyuio, Ha
CMambuAxX, NPUHAMBIX 8 NEYAMb Nocae nepepadomku, — 0ama NOCMYNAeHUs nocie nepepadomxu.

IInama 3a onybauxoeanue 015 6cex Kameeopuil agmopos OMCymcmayem.

Hanpaenenue 6 pedakyuro pabom, Komopbsie yice 0biau OnyOAUKO8AHbI UAU Jce 20MOBAMCA K NYOAUKAYUY 8 OpyuX U3-
Oanusx, He JONycKaemcs.

Cmamou Hanpaeasmoe no adpecy: 119049, Mockea, Jlenunckuii np., 8, HIJCCX um. A. H. bakyieeéa PAMH, Omoea un-
meaiexmyaavHoii cobcmeennocmu. He npunsamoie Kk neuamu pyKonucu asmopam He 8036pauiaromcs, A8mopam Hanpae-
AAemcsi MOMUBUPOBAHHbLIL OMKA3.

C npasusamu, écemu U3MeHeHUAMU U OONOAHEHUSMU MOXCHO o3Hakomumbces Ha caiime HIICCX um. A. H. Bbakynresa
PAMH: www.bakulev.ru, na cmpanuye uzoamenscmea.



