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22 KAPJIUOMHUOIIATHUSA ITPABOTI'O JKEJYIOYRKA
C.M. Awun, A.10. Tymnuc, A.B. Baunwmeiin, 10.B. IIlyouk

KenynoukoBble TaXMapuTMUU ABJIAIOTCA OCHOB-
HOU NIPUYMHON BHe3aIHOU cepleyHOl CMepTH U B
OOJIBIIIMHCTBE CJIYUaeB MMEIT KOPOHAPOTeHHYIO
IPUPOY. SHAUNTETBHO PEKe BCTPEUAIOTCA 1 MeHee
U3YUYEHBI JKEeJYJOUKOBLIe HAPYIIIeHUA PUTMa, He
CBABaHHBIE C UIIEMUUECKOI 00JIe3HbBIO cepAlia, Ko-
TOpBIE Uallle HAOJIIOZAIOTCA y OOJBHBIX B IIOAPOCT-
KoBOM u MoJiogoM (o 35 jiet) Bospacte. Bosee 80%
9TUX HAPYIIEHUHN PUTMa BOSHUKAIOT B IIPABOM JKe-
Jypouke. B GOJIBITMHCTBE CIyUaeB 9TO TaK Ha3bIBa-
eMble “naronatTudyecKue” JKeJayJ0oUKOBbIE apUTMUN
13 BBIXOJHOTO TPaKTa IIPaBOTo Keaymouka. Pexxe
JKeJIyIOUKOBBIe apUTMUU BO3HUKAIOT Ha (GOHEe Ia-
TOJIOTUU, CBA3AHHON C 3aMellleHUEeM MHUOKapaa
GpuOPO3HO-KUPOBOY TKaHBIO, — TaK Has3bIBaeMOIl
apUTMOTEeHHO! AUCIJIA3UMN IPABOTO JKEJYJOUKa,
BKJIIOUEHHOM B HACTOAIIlee BPeMsA B TPYIITY Kapuo-
MUOIIaTUM.

9BOJIIONIUSA IPEICTABJEHUN

ITouarue “xupnoe cepame” (fatty heart), xax
OOWH W3 CUMBOJIOB 3Jia, CYIlleCTByeT B BeTxom u
Hosom 3aBere, corysacHo mocTyjgaTaM KOTOPBIX
CBsA3Bb cepAlla U AyInu ObLia HepasmeiauMma. K mep-
BOMY M3BECTHOMY M300paKeHUIO MaIlueHTa ¢ apuT-
MOTeHHOI AUCILIa3ueil IpaBoro KeJTyaouKa MOMKHO
orHecTu (hurypy CuieHna Ha TeTpagpaxMe ¢ IpeBHe-
rpeueckoro ocrpoBa Naxos (400 jser mo Harren
9pbI), U300pakeHrue KOTOPOTO MMeeT IMIPU3HAKU
crenuduUUIecKoro Keparosa croun u Jamoueii. Coue-
TaHUe KepaTosa JIaJoHell U CTOII C 3aMeIlleHueM MU-
OKap/a mpaBoro Keaygouka (Gubpo3HO-KUPOBOH
TKaubio (00osie3Hb Naxos) ABJasgeTCs HanboJiee N3Be-
CTHO# HacJemxyeMoil ()OpMOIl apUTMOTE€HHOM IUCII-
JIa3UU MIPABOTO JKeJyIoUKa.

TepMmun “apuTMOoreHHAasA AUCIIJIA3USI IPABOTO
keamymouka” (AIIIK) 6611 npenno:ken G.Fontaine
u coaBTopamMu B 1977 r. [22]. ABTOpPHI onucaan
IIEeCTDh CJAyYaeB JKeJYJOUYKOBON TaXUKapAuu y IIa-
IIMEHTOB C OTCYTCTBUEM SIBHOI CepaeuHOi maToJjo-
ruu. Tpoe nanmeHTOB OBLIN OIlePUPOBaHLI. Bo Bpe-
Ms OIepaluu y BCexX HMal[MeHTOB ObLJIO BHIABJIEHO
IMaTOJIOTUUECKOe YBeJnUeHNe Pa3MepPOB IMOJIOCTHU
IIPaBOro KeJyAoUuKa C MIapagoKCaJIbHBIM IBUMKEHU-
€M ero CTeHOK U HEeOOBLIUHBIM PACIIOJIOKEeHUEeM

JKUpa B cBOOOAHOM cTeHKe. CIpaBeIIMBOCTH paaH,
cjeayeT YIOMSAHYTbH O TOM, UTO IOLOOHBIE CIydYan
HAOJIIOLAINCH U paHee. I3BeCTHBI ONMUCAHUA Sergio
Dalla Volta ¢ coaBTopamu, natupoBanubie 1961 r.,
ciayuam “aypURyJApPU3AIUN KPUBOU MaBIEHUA B
npaBoM keaymouke” [17]. OgHaxko HWMeEHHO
G.Fontaine u F.Marcus cMorsiz 0600I1T1Th CBOY Ha-
OJIIOEeHUA.

ITocne onybnukoBanua padborsl G. Fontaine u
F. Marcus B 80-e rofbl IIPOIIJIOr0 BEKa BO BCEM
MUpe OBLIO IPESIPUHATO GOJIBIIIOE YKCJI0 UCCIELO0-
BaHWii, HAIIPABJIEHHBIX HAa ONKCAHUe HamboJjee Xa-
PAKTEPHBLIX KINHUYECKUX IIPOSABJIEHUN apUTMO-
TeHHOU Aucnaasuu. TakiKe OBIT OMyOJIMKOBAH
psan paboT, HANPABJEHHBLIX HA BBISIBJIEHUE CIIe-
nu(pUUECKUX JIEKTPOKapAuorpa)uuecKux IMpu-
3HAKOB JaHHOTO 3a00JI€BaHUA, AHAJINS3 JUATHOCTHU-
YeCKOM IIeHHOCTH TAKHX METOLOB MCCJIeIOBAHMUSI,
Kak sxoxapauorpadus, pagnon30TOIHAS U PEHTTe-
HOKOHTPACTHAS BEHTPUKYJIOrpadusi IpaBoro xe-
JIYAOYKa, 9HIOMHUOKAapAUaJIbHAS OMOIICHSI.

Hanpuwmep, B Urtanuu uccienoBatenu B 60Jb-
e crerneHn ObLIN CKOHIEHTPUPOBAHLI HA U3yUe-
HUUY SIMUIAEeMUAOJOINYA APUTMOTeHHON SUCILIA3UN 1
MOPGOJTOTUUECKUX NCCIEeTOBAHNN, MOCBAIIEHHBIX
M3YyUYeHUIO cy0CcTpaTa apuTMUY HA OCHOBAHUH TaH-
HBIX ayTOIICHH BHE3AIIHO YMePIINX OOJbHBIX. Pe-
3yJbTAThI MOP(OJIOTUUYECKUX MCCIAEJOBAHUU WTa-
JIbSHCKUX YUYEHBIX IIO3BOJIUJIN CHEJIATEH 3aKJIIOUe-
HUe 0 TOM, YTO TePMUH “Iucniasusa’ He BIOJHE
OTpakaeT BCe BAPMAHTHI IIATOJOIMUYECKOr0 IPO-
mecca, T.K. BO MHOTHX CJIy4asX ¥ OOJbHBIX C APUT-
MOT€HHOM AUCILIIa3uell IPU ayTOICUY BBIABISAINCH
BOCITAJINTEIbHBIE NU3MEHEHUS B MEKIKEIYI0UKOBOM
meperopogKe u cBOOOAHOI CTeHKe IPaBoro, a B
pAnme ciaydaeB, ¥ JEBOTO KeJaymoukoB. B 1982 r.
F. Marcus u coaBTODPHI IPENJIOKUIJIN TEePMUH
“apUTMOreHHAas IPABOMKENYL0UYKOBASd KapANOMU-
omatua”’, uau “apuTMOTeHHas 60Je3Hb IIPaBOTO
sKeaymouka” [42]. B HacTosIiee BpeMs OOIIenpu-
HATas KIacCu(puKamus o0beJUHIET B HA3BAHUU 1
CTapbIii TEPMUH — “aucinyiasusa”’ U HOBOE OIIpe[e-
JeHmre — “KapaAroOMHUOIaTUSa”, UTO B OIPeIeIeHHO
CTEIEeHU OTPAYKAET PA3HOIJIACUS B TPAKTOBKE DTHU-
OJIOTWY U TAaTOTeHe3a 3TOTo 3ab0JieBaHUA.
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IIINITEMHOJIOTIUA

B HacrosIee BpeMs apuUTMOTeHHasT KapIUOMUO-
maTus/AUCIIa3usa IPABOTO JKeJTyI0UKa OIpeaesis-
eTcs KaK IaTOJIOTUA MBIMIIBI CepAlla, TUCTOJIOTH-
YeCKU XapaKTePU3YIoNasica YaCTUUHBIM UJIU II0JI-
HBIM 3aMeIeHreM KapAUuOMUOIIUTOB }KUPOBOI NN
¢Gubpo3HOII TKAHBIO C IPEUMYIIECTBEHHBIM II0pa-
JKeHueM MHOKap/a IIPaBoro KeJyI0uKa, TMeroInas
B UaCTH CJIyUuaeB HaCJIEACTBEHHBIN XapaKTep U KJIu-
HUYECKU MPOABJISIONIAAC JKEJIyAOUKOBBIMU apUT-
MUSAMU U/UJN IIPABOKEJYIOUKOBON cepaeuHoi
HeJoCTaTOYHOCThI0. Pacmpoctpanernocts AT
MaJjo U3y4yeHa B CBA3U C TeM, UTO HauaJio 3aboJie-
BaHUA YacTO mpoTeKaeT 6eccumnTomMuo. B 80%
CJIyJyaeB IIATOJIOTUA BBIABJISETCS B BodpacTe a0 40 Jer,
yare y My;KUnH. ADUTMOTeHHAas QUCILIa3us 3aHN’-
MaerT CYII[eCTBEHHOe MeCTO B CTPYKTYpe BHE3aITHOH
cepaeunoii cmeptu. Tak, mo ganusiM G.Thiene u
coaBTOPOB, Vv 20% u3 60 marueHTOB B BO3pacTe 10
35 yer, yMepIInx BHE3AITHO BbIABJIEHBI THCTOJIOTH-
ueckue nmpusHaku AT [66]. D.Corrado u coas-
TOPHI B OAHOM M3 CBOMX M3BECTHBHIX pPabOT moKasa-
JIM, YTO apUTMOTeHHAas QUCILJIA3UA ABJIAIACH IPU-
YNHON BHe3amHOU cMmeptu y 26% mereit u
moApPocTKOB (zo 20 seT), He UMEBIIINX KaKUX-JI100
WHBIX CEPAEUYHO-COCYAUCTHIX 3aboseBanuit [12].
E. Larsson ¢ coaBToOpaMu BBIABUJIU NIPU3HAKU
apUTMOTEHHOUM AUCILJIa3WUU IIPABOTO KEJYyI0UKa Y
KasKJ0To 4eTBepToro u3 16 BHe3aIHO yMePIIIUX MO-
JIOABIX CIIOpPTCMeEHOB [37].

B npyroii uacTu creKTpa HaXOASATCS HalleHThI
C HepacIo3HAHHBIM HAaUaJIOM U OTHOCUTEJJIbHO “m100-
poKauecTBeHHBIM” TeueHHEM 3a00JIeBAHUS, UTO
TPUBOAUT CO BPpEMEHEM K Pa3BUTHUIO 3aCTOMHOM cep-
JeuHOIl HemZocTaTOUHOCTU. TaKkue caydaud 4acTo
OITM6OYHO TPAKTYIOTCA KaK IMPOABJICHUS UIAUOIIA-
TUYECKON MuIaTaliuoOHHON Kapauomuonatuu [9].

Yactora perucrpanuu AIIIK moxer 00bsc-
HATbCA HEe TOJBKO Pa3HOIl YacTOTOIl BCTpeYaeMoc-
Tu 3a60JI€BaHUSA B PA3JUUYHBIX reorpadUUecKux
30HaX, HO U HEJOCTATOYHO TOYHOI M CBOEBPEMEH-
HOII TMarHOCTUKOM, MPEKAe BCETO aCUMIITOMHBIX
dopm. Hanmpumep, BbICOKAs YacCTOTa BBIIBIECHUSA
AT B CeBeproit Utanuu — 6 cayuaes mHa 10000
JKUTeJIell — CBsI3aHA C MHTEePEecoOM HccJenoBaTes e
JaHHOTO PEermoHa K 9Toii mpobjemMe U 3HAUUTETHLHON
JIoJiell ceMell, BKJIIOUEHHBIX UMM B SIIUAEMUOJIOTH-
UyecKue UCCJIEJOBAHUA, UTO ITO3BOJISAET BHIABIATH
TaTOJIOTHIO eIlle M0 KJIMHUYEeCKON MaHudecTauu
6osnes3uu [51]. Emie 6osee Beicokast yactora AT
HabsiogaeTca Ha ocTpoBe Naxos, rlie oHa BCTpeda-
ercay 21 nmanuenTta Ha 20000 Hacesnenusa [61]. Otu
JaHHbIE He COBIAAAIOT C Pe3yJIbTaTaMU UCCJIeI0Ba-
HUil, mpoBenéHHBIX B CeBepHoit AMepuke. Ilo naH-
HBIM ayTOIICUI BHE3aITHO yMEPIINX IalieHTOB B
Bospacte no 50 net B mrate Mapuinenn, AT
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onLia BeiaBieHa B 0,55% ciayuaes. Cpenu amepu-
KaHCKMX IMAIlMeHTOB AO0JA KeHIIUH COCTaBUJIa
78% , uTo mouTH BABOE OoJbIe, ueM B Mramum —
42% [71].

ITHOITATOT'EHES3

CoryacHo meilicTByIoIel Kiaccupuramnuu Bee-
MUPHOI OpraHMBAIMU 3PAaBOOXPAHEHUA apUTMO-
TeHHadA AVCIJIa3UsA IPABOTO JKeJTYI0UKa OTHOCUTCS
K rpymnne KapamomuonaTtuii [63].

ITpruunsl pa3BUTUA 3TOU MATOJIOTUU L0 HACTO-
SAIero BpeMeHU BO MHOTOM OCTAaIOTCS HESCHBIMU.
BosuukHOBeHUE eheKTOB BO3MOKHO yiKe B IIEpU-
oJie BHYTPUYTPOOHOT'O PA3BUTHA IJIOLA, UTO MOYKET
BBIBBIBATH JIeT€HEPAIINI0 MUOKAap/Ja B PaHHEM JeT-
ctBe. “Teopus gucoHTOTEeHE3a UJIU BPOKIEHHOTO
IedexTa” (amiasuu WU TUIOIJIA3UM MUOKapaa
IPaBOTO JKeJyaouKa) Oblyia monyasapHa go 80-x ro-
moB XX Beka. OHa 00BSICHAET yTpaTy MUOKapAa
SKeJIYIOYKOB HAJIMYMEM BPOKIEHHOTO fedeKTa Me-
TaboausMa UIU YIABTPACTPYKTYPHON KJIETOUHOM
narojyorueii. IloagTBepKIeHEM 3TOI TEOPUU MOK-
HO cunTaTh aHomaano Yisd. B 1952 r. H. Uhl Buep-
BBIE OIIVICAJI BPOXKJEHHOE IIOJTHOE OTCYTCTBUE MUO-
KapJa IpaBoro KeJyLoUYKa Y JeBOUYKU 7 MeCAIEB,
yMepIIeil B pe3yJibTaTe IPOrpeccupyroIneii cepreyd-
HO¥M HENOCTAaTOYHOCTU. VIHTEPEeCHO, UTO KeJTynod-
KOBBIe HApPYIIeHUd PUTMa y 9TOU yMepIeil B MJia-
IeHdYecTBe OOJBHOM 3aperucTpUpPOBAHBI He OBIIU.
Mop@osornueckas KapTuHa IpelapaTa Cepaiia
(aKkTUUeCcKU TpeAcTaBIANIa co00M KpalHoo (hop-
MYy apUTMOTEHHON KapAUOMUOIIATUY IPABOTO Ke-
JIyIOUKa.

B 1982 r. F. Marcus u coaBTOpBI 00paTuI BHU-
MaHUMe Ha BO3MOYKHBIN CEMEIHBIN XapaKTep AUCILIa-
suu [42]. A. Nava u coaBTops! B 1988 r. nzyunan 72
uneHa 9 cemell B IByX—TpeX MOKOJEHUAX U BBICKA-
3aJI TUIOTe3y 00 ayTOCOMHO-TOMMHAHTHOM THUIIE
HacJIeZOoBaHUA 3a00JIEBAHNSA C PA3JIMUHOM CTEIIEHBIO
ero nposasieruda [50]. B HacTodAee BpeMa onucaHo
10 BapuaHTOB ayTOCOMHO-TOMUHAHTHOTO THUIIA HAa-
CJIeZOBAHUA U OOUH — ayTOCOMHO-PEIleCCUBHOTO
(tabu. 22.1). Ilo raHHBIM Pa3HBIX aBTOPOB, HACJE]-
CTBEHHBIN XapaKTep apUTMOTE€HHO! AUCIIJIa3UN BhI-
asiadgerca B 30—50% cioyuaes.

XapakTep MOP(OJOTUUECKUX U3MEHEHUN B MU-
okapze mpu AJIITIK mo3BoigeT TpeAnoS0KUTh, YTO
UX IPUYUHOHA MOTYT OBITH feheKThHI T€HOB, OIIpesie-
JIAIONIUX CUHTE3 0eJIKOB KJIETOUHBIX COEIMHEHUH
(mecmocoM): mUCTPOGUHCBAZAHHOTO TJINKOIIPOTEH-
Ha, JaMUHUH-TPAHCMEeMOPAHHOTO KOMILIEKCa, aJlb-
da-axkTuHA U aabda-aKTUHNHA, JeCMUHAa, JeCMOr-
JewHa-2, TecMOIlJIaKUHa, MIakoGUuIInHA-2 U TJIa-
KodmiinHa-4, naakoryioduHa. B mpomece myTamuii
MOTYT OBITH BOBJIE€UEHBI T€HbI, KOAUPYIOIIHe (QYyH-
KIIY alloITo3a, CUHTE3 O€IKOBBIX MOJIEKYJI BUPYC-
HBIX DPEIEIITOPOB U MOHHBIX KaHAJIOB.
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Tabauua 22.1

BapuanTsr HacregcTBeHHBIX hopm ALK

Tun Xapakrep Xpomocoma Fen DyHKuus
HacnepoBaHUs

ARVD1 AyTOCOMHO- 14924.3 TGFb3 Crumynsums ¢ubposa u
LOMUHAHTHbIi MOZYNALMS KNIETOYHOI

anresum

ARVD2 AyTOCOMHO- 1042-943 Peuentop ['omeocTas kanbLus
DOMUHAHTHBbIIA puaHoanHa

ARVD3 AytocomHo- 14q12-g22 HeussecTeH Heu3secteH
LOMUHAHTHbIi

ARVD4 AyTOCOMHO- 2032.1-q32.3 HeusBecteH HewnsBecTeH
[LOMUHAHTHbIIA

ARVDS AytocomHo- 3p23 HewnsBecreH HenssecreH
JIOMUHAHTHbIV

ARVD6 AytocomHo- 10p12-p14 Heu3secTeH Heu3secteH
LOMUHAHTHbIi

ARVD7 AyTOCOMHO- 10g22.3 HeusBecteH HeusBecteH
LOMUHAHTHbIIA

ARVDS AytocomHo- 6p24 DSP KnetouHas agresus
JIOMUHAHTHbIV

ARVD9 AytocomHo- 12p11.2 PKP2 KnetouHas agresus
LOMUHAHTHbIi

ARVD10 AytocomHo- 18q12.1 DSG2 KnetouHas agresus
LOMUHAHTHbIIA

ARVD11 AytocomHo- 17921 MnakornobuH KnetouHas agresus
PELeCCUBHbII

MyTamnusa resHa, OTBeUalolero 3a CUHTE3 MHUO-
KapauaiabHBIX ryanodine-pemnentopoB (RYR2),
Jokyc 1q42-q43, BeIsIBJIeHA Cpeau ceMeii ¢ TaK Ha-
3bIBAEMBIM BTODPBHIM TUIIOM Bpo:KaenHoit AJIIK
(ARVDZ2), xapaKkTepusyoleiica pa3sBuTUeM MOJIH-
MOP(MHOM KeJyTOUKOBOII TaxuKapauu Ha (poHe
Harpysku. B Kierkax muokapaa 6eaox RYR2 moc-
Jie aKTUBAIlMU MOHAMU KaJbIUA WHUIIUUPYET OC-
BOOOJKAEHNE KaJbIIUA U3 CAPKOILIA3MaTUIECKOTO
PETHUKyJIyMa B IUTOIIA3MY.

Myramnusa resa RYR2 MokeT HapyIIUThL CIIO-
COOHOCTh KaJbI[MEeBLIX KAaHAJIOB OCTaBaThCA 3aK-
PBITBIMU, UTO IPUBOAUT K M30BLITOUHOMY BBICBO-
0OKIEHUIO KAJbIIUA U3 CAPKOIJIa3MaTUUYECKOTO
peTuKyJyMa, HapyIIeHUo Ipollecca MHUIINAIIUN
COKpallleHusA U HocJelyoIleil rubeam KJIEeTOK.
Bepudukanua reaeruueckoro gedexra B 3TOH
TpyIIe MallueHTOB U HOCUTEJeil IMO3BOJIAET B
paHHEeM BO3pacTe HAUyaTh JieueHue 3a00JIeBaHUA U
TPOGUIAKTUKY OCJIOKHEHUI.

AyTOCOMHO-peIleCCUBHBIN TUII HACJIEeTOBaAHUSA
aputmorennoit gucmaasuu (NAXOS) BeIABIIEH cpe-
I sxutesiel ocrpoBa Naxos B I'peniuu u cBA3aH ¢
17-i1 xpomocomoii (17g21). ATOT BuA XPOMOCOMHOM
MyTallu¥ IPUBOAUT K AedeKTy o0pasoBaHUA IJja-
KOTJIOOMHA U JecMOIJIaKUHA, ABJSIONINXCA dac-
THIO KJIETOUHOTO aJre3nBHOTO KOMIIJIEKCA, UTO BhI-
3bIBAET IPOTPECCUPYIOIIYI0O THu6eJb KJIETOK C UX
hubpo3HO-KUPOBLIM 3aMelieHreM. [lanHaa opma

ATTITHK xapaKTepuayeTcs: COMyTCTBYIOIIEH aToI0-
ruel KoK’ — KepaTo30M JaJoHel 1 CTOII, a TaK:Ke
cuenuduyecKoi popmoit Bosoc (“IepcTsaHbie BOJIO-
cbl”’) — M HOCUT HasBaHme 00Je3Hb Naxos. B aroit
TMOTMYJIAIMY YacToTa 3a00JI€BaHUA CPEIY UJIEHOB ce-
mbu gocturaer 90% [47].

K cokasenuio, remeTuuecKuil aHaJIu3 IIOKa He
UMeeT OnpenesIsioIero 3HaYeHuA B JUArHOCTH-
Ke m/uam cTrpaTu@UKaAMUM PUCKA BHE3AMHON
cMmepTH y 6oabiiuHCcTBa 00sbHBIX ¢ AIIMK, ecom
y4ecTh HOJUMOP(PU3M XPOMOCOMHBIX MYTaIluil 1
Pa3IMYHYIO CTENEeHb UX MPOABJIEHUMN.

CoBpeMeHHBIE IPEACTABJIEHUA O IMaTOTeHe3e
APUTMOTEHHON KapAMOMUOIIATUU IIPABOTO JKEJTy-
IOYKa BKJIIOYAIOT B ce0s TP OCHOBHBIE STHOMIATO-
TeHeTUUYEeCKHNEe TEOPUM, B OTHOINEHUU KOTOPBIX
MMeeTcA JOCTATOYHO JOKA3ATEJIbCTB UX YUACTUS B
(G1OPO3HO-KUPOBOM MHEPEPOKIACHUN MUOKAPIA
JKeJTYIOYKOB — OCHOBHOTO TMCTOJIOTUYECKOTO IIPU-
suaka AJIIIWK: amonTos, MUOKapAUT, HEBOCHAJI -
TeJbHAA MUOKAPAUOAUCTPODUS.

ArnonTos, nau 3anporpaMMUpPOBaHHAS rudeib
KJEeTOK, B HaCTOAIllee BpeMsA paccMaTpUBaeTcCs
OOJIBIITMHCTBOM ITATOJIOTOB KaK OAWH 13 (DyHIaMeH-
TaJbHBIX OMOJOTMUYECKUX MEXaHNW3MOB CaMOpPEery-
JISIIUY, YYACTBYIOIIU, B YACTHOCTH, B IIOCTHATAJIb-
HOM OpraHHOM MoOp(oreHe3e, a TakKe (DU3UOJOTH-
YeCKOIi BO3PACTHOII MHBOJIIOIIY OPTaHOB U TKaHeIl.
JloxasaHHBIM TPUMEPOM (hUBMOJIOTUUECKOTO aIloIl-
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TO3a ¥ YeJIOBEKA SIBJISETCA ITOCTHATAJIBHBINA MOPQO-
reHes CUHYCOBOT'O y3Jia U aTPUOBEHTPUKYJIIPHOIO
coenuHeHUd [34]. PusHMoIOrNUECKas MOCTHATANb-
Hasd WHBOJIIOIMS ITPABOI0 JKeJyIoUuKa TaK:Ke obec-
meuYnBaeTcs, 10 COBPEMEHHBIM MIPeNCTaBIeHUAM,
MexXaHu3MoM amoiTosa. CorjiacHO JUTEPaTYPHBIM
maaHbIM mpu AIITMK npoucxoauT maTosornuecKas
MOBTOPHAS aKTUBAIUS alloIIT03a, IPUBOAAIIAA K
IPOTrPeCCUPYIOIEMY NCUe3HOBEHUIO KapIuOMUO-
IIATOB C 3aMellleHneM UX (pruOpPO3HO-KUPOBOM TKa-
HbI0 [40]. [IpUYMHBI TATOJIOTUYECKON aKTUBAIIUHU
aromnTo3a OCTAIOTCA A0 KOHIlAa HessicHbIMU. Hemas-
HUE MCCJEeIOBAHUA B 9TOW 00J1aCTH IPUBEJIN K OT-
KpeiTuio reHa DADI1, zamuniamoIinero KJIeTKH OT
rubesii B pesyJibTaTe alolTo3a, a TeHeTUUEeCKoe
KapTUpPOBaHUeE BbISBUJIO PACIIOIOMKEeHNe 9TOr'0 reHa
B 14-i1 xpomocoMe, CBA3aHHOW, KAK U3BECTHO, C Ce-
MeWHBIMU (popMaMu apUTMOTeHHOI KapAnoMuoIIa-
TUU TIPaBoro kesymouka [75]. Takike ObLIO MOKa-
3aHO, UTO aIlOITO3 MOKET 3alyCKAThCS BHEIITHUMU
TPUTTEPaMU, B POJU KOTOPBIX MOJKET BBICTYIIATh
BUpYyCcHad MHPEKIUA, ayTOUMMYHHOE UJIU NHOE
BOCITaJIeHVe MUOKapaa. BHe 3aBUCUMOCTH OT TOTO,
KaKoOM STHOIIATOTeHEeTUUYEeCKU MeXaHu3M HPUBO-
IUT K aKTUBAI[AY allONTO3a, IIOBTOPSIOIIAECS SIIU-
30[IbI IPOTPAMMUPYEMOii T0eIT KapAuOMUOIIUITOB
BeIyT K 3aMeIleHUI0 PaspyIlIeHHOro MuoKapma
(GubPO3HO-KUPOBOII TKAHBIO.

Poap MuokapauTa Kak OZHOTO M3 MEeXaHU3MOB
passutusa AIIIIGK mokasaHa BO MHOTHX HCCJIeOBA-
HuAX. Hanpumep, (POKaJTbHBIN MUOKAPAUT YACTO
Habaogaerca npu GUOPO3HO-KUPOBOM BapUaHTe
AT [2]. MUKDPOCKOTTMYECKY TIPU STOM BBISBJIA-
erca ()parmMeHTapHas rubesib KapAUOMUOIIUTOB C
BUIMMOY BOCHAJUTEIHLHON peaxIiiiell BOKPYT 30HBI
HEeKpOo3a U IocJIeaylneil (pruopo3HO-KUPOBON WH-
dunsTpanueii. B psge paboT BociiajieHIe OIpeese-
HO KaK BeIyIIUil MeXaHu3M B Pa3BUTUU apUTMOTeH-
Hoit kapauomuonaruu. Tak, C. Chimenti u coast. B
2004 r. onry6JIMKOBAJIN Pe3yJILTATHI AaHAIN3a SHIOMMU-
OKapaUaIbHBIX OMOIICUIT ITPABOTO U JIEBOTO JKeJIyI0U-
KoB y 30 mammeHTOB CO cmopaauuecKoi opMoii
AIIIK [10]. Jo npoBegeHuA 6GUONCUM AUATHO3
AT y Bcex maryeHTOB OBLI YCTAHOBJEH B COOT-
BETCTBUHU C OOIIENIPUHATHIMU “Kputepuamu’ [63] Ha
OCHOBAHUU IOJIHOTO KJIUMHUKO-UHCTPYMEHTAJIbHOTO
obcienoBaHusi. OTHAKO IIPU BBITIOJHEHUN SHIOMIO-
KapauajJbHBIX OMOIICUI 13 IPABOTO U JIEBOTO JKesy-
IouKOB rucrogoruyeckue npusHaku AT 6brmm
BBIABJIEHBI TOJBKO Vv 30% OGoapHBIX. B 21 cayuae
BBIABJIEHBI MIPUBHAKU MuUoKapaura. Jluirs mopdo-
MeTpUYecKasi OlleHKa OMOITAaTOB IPABOTO JKeJy-
IOYKa BBIABUJIA JOCTOBEPHYIO PA3HUILY B COmepIKa-
HUU KUPOBOI TKAHU U J0Jie KAPAUOMUOIUTOB Y
6oapubIx ¢ AT m MmuoxkapauToM, Torga Kak
mauabie OKT, sxokapaurorpadguu, peHTTeHOKOHTPa-
CTHO# BEeHTPUKYJIOrpaduu IpaBoro Keaymouka u
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MAarHUTHO-PE30HAHCHOM ToMorpaduu cepima He
no3Boauau auddeperniupoars AIIIH ot muo-
KapauTa y psana 6oJabHBIX. B mepuoa Hab 0IeHU A
(23+14 MmecsAIeB) Bce MAIIUEHTHI C MUOKAPIUTOM OC-
TaBaJNCh CTAOMJIBHBIMY HA aHTUAPUTMHUUYECKON Te-
panum B oTJimyue OoT rpynmbl 60abHBIX ¢ AT,
MSTU U3 KOTOPBIX MOTPeboBaach MMILJIAHTAIU
KapauoBeprepa-aedudbpuanasaropa [10]. B gpyrom
HUCCIeIOBAHUY MPOIEHT OOJBHBIX CO CIOpagUYec-
Kot popmoit AIIIIHK, y KOTOPBHIX OBIIYN BBISABIEHBI
MIPU3HAKY BUPYCHOM nMHMpEKIMY MUOKap/aa, cocTa-
Bua 58% [7].

B 1o xe Bpems B. Wozniewicz ¢ coaBT. mokasa-
an, 4To y 9 3 12 mammeHToB C TUCTOJOTUYECKUMU
npusHakamu AJIITHK B ocTaBiemesa Mmuokape mpa-
BOTO JKeJIYI0UYKa MMEJUCh MPU3HAKHU TEKYIIEero
muokapaura [75]. IlogTBep:kgeHeM BUPYCHOM
npupoabl AT MOKHO cUMTATH 9KCIIEPUMEHTHI
A. Matsumori u C. Kawai, KoTopble IPOJeMOHCT-
pUpOBAJM PA3BUTHE aHEBPU3M IIPABOTO KEJTyo0U-
Ka y MbIlIeit Ha ¢hoHe BUPyCcHOTro Muokapaura [46].
9THU pesyJbTAThI COTJIACYIOTCS C JaHHBIMU I[€JI0TO
pAma aBTOPOB, MOKA3aBIUX 00Jiee YacToe BhISBIIE-
HUe KapAUOTPONHBIX BUPYCOB y HAIMEHTOB C
AT mo cpaBHEHUIO CO 30POBOI MOMYIAIMEH.
Tem He MeHee, POJIb BUPYCHOII MH(MEKIINU B IIaTO-
remese apuTMOTE€HHON KapAMOMUOIIATUU IIPABOTO
JKeJIyIOYKa OCTAeTCsl He COBCEM SCHOI.

HeckoabK0 Teopuii GbLIIO IPEIJIOMKEHO A 00bsiC-
HeHUus poau BocnaseHus B pasButuu AIIMK: uH-
(hekIIMOHHOE, TOKCUUECKOEe, UMMYHHOE BOCIIAJIEHUE.
DPuOPO3HO-KUPOBOE 3aMellleHre MpeacTaBIIeTCs
OTAEJBLHBIMU aBTOPAMU KaK IIPOoIecc “3a’KUBIeHUST”
(healing process) yuacTkoB MHUOKapma, IOPaKeHHO-
ro xpoHnuyeckuM mumokapautom [2]. HesicHo, moue-
MY B OIHUX CJIyYasX MUOKAPIUT 3aKaHUNBAETCS BO
BpeMs MmepBoii )asbl BHI3LOPOBJIEHNEM IalIeHTa, B
IPYTUX — UCXOIOM OCTPO# (hashl ABIAETCA XPOHU3A-
U mpoiiecca ¢ GUHAJBHBIM PAa3BUTHUEM IUJIATAIIH-
ounoi kapauomuonartuu ([JKMII), a B yactu ciayya-
eB Muokapaut npuBogut K passututo AIITMK. Or-
KPBITBIM OCTAeTCs BOIIPOC O TOM, UTO SIBJIAETCS
IMYCKOBBIM MEXaHU3MOM I'M0ey KapauOMUOIIUTOB
mpu AIIIMK: ecoit MUOKapAuUT, TO ITOUEMY OH ITPO-
TexkaeT beccuMToMHO 70 ucxona B AIITIK? ITpuun-
HBI TOTO, uTO B ciyuae AIIMK moBpexgenmne Mmuo-
Kap/a JIOKaJIN30BaHO UMEHHO B IIPABOM KeJTyI0UKe,
OCTAIOTCS IMOKA He SICHBIMU.

HeBocnanurenbHas MUOKapauogucTpodusi, pac-
cMaTpHuBaloIascsad B KauecTBe OJHOI M3 TEOPUU
maTtoreHe3a apUTMOTEHHON AUCIIJIA3UU IPABOTO
JKeJIyIoUYKa, 03HAUaeT HeBOCIIAJUTENIbHYI0 I'ubesb
KapAMOMUOI[UTOB BCJIEACTBYE HETIOHSATHBIX 10 KOH-
1a MeTaboJINYeCKUX WU YIbTPACTPYKTYPHBIX Je-
(derToB. McxomoM HEBOCIIATUTEILHO MUOKAP IO -
cTpoduu ABJISETCSA IpOorpeccUpyrolee 3aMelleHue
MHUOKapaa K1UpoBoit Tkaubio [13]. PaccmaTpuBaerca
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rumnoresa “reHeTUYEecKH JeTepPMUHUPOBAHHON MUO-
KapauanabHoil arpodun” [50], mpu KoTopoil maToso-
ruvecKasi JUCTPOUs MUOKaPA IIPABOTO JKeJIYI0UKa
PpasBUBAaeTCs I10 CIIEHAPUI0, CXOMKEMY C TeM, KOTODBIH
HabJIIoaeTcs Ipu JUCTPOPUAX CKEJIeTHON MyCKYy.JIa-
TYpPbI, HAIIPUMED, IIPU TaK HA3bIBAEMOI AUCTPODUUN
Duchenne-Becker. B uactuocTu, Tpu JIOKyca, OTBET-
cTBeHHBIX 3a passutue AWK, 6b11M KapTUPOBAHBI
B 14-1i (aBa) u 1-i1 (ogmH) xpoMocomax. Crrerudruec-
K1e reHbl, oTBeuatomiue 3a passutue AT, Tak ke
KaK U KogupyeMble uMU ged)eKTHbIe 0eJTKHU, 10 CUX
IIOp He OIpe/eJieHbl, HO CJeAyeT OTMEeTUTD, UTO JIO-
Kyc cemeitnont AIIIIHK mepBoro Tuma, KapTUPOBaH-
HBIZT B XpoMocome 14q23-q24, comepKUT TaKKe
TeHBbI 3-CIeKTPUHA U Ol-aKTUHUHA, MyTaIlid KOTOPBIX
MIPUBOJUT K AUCTPOGUU CKEJIETHON MYCKYJIaTyPhI U
nedexTy spUTPOIUTOB. OTU I'eHbl TEOPETUUYECKU
MOT'YT BOBJIeKaThcsa B myTanuio npu AT, Ogua-
KO BOBJIeUEHUE CKeJeTHO! MYCKYyJaTyphl B IIaTO-
JIOTMYECKUH ITPOIlecC HUKOTIA He OBLIO OTMEeUYeHO P
apUTMOTEeHHOU IUCILIA3UH IIPaBOro Kexygouka [70].

Pesromupysi paccMOTpeHME OCHOBHBIX IaTOTeHe-
TUUYECKUX MEeXaHN3MOB, YUACTBYIOIIUX B PA3SBUTUU
ALK, cnenyer moguepKHYTh, UYTO HauboJiee Bepo-
SATHBIM SIBJISIETCS COUETaHUe PA3JIUUHBIX IIPOIECCOB.
BosmorkHO, BupycHas nHMGEKIINA CTAHOBUTCS BHE-
IIHUM OYCKOBBIM (DAKTOPOM, a KaKOI-JIru00 BPOK-
IeHHBIN qedeKT reHoB, OTBEUAOIINX, HAIIPUMED, 3a
CUHTE3 PerelnTOPHBIX 0eJIKOB KapAUOMUOIUTOR,
MIPUBOAUT K IOBBIIIEHHOH BOCIIPUUMYUBOCTU MUO-
Kap/[a K BUPYCHOI MHMEKIINU C IOCTAeAYIOINUM Pas-
BUTHEM MUOKAPANTa, MIOKaPIUAIBHOIO ITIOBPEXKIe-
HuA 1 puOpPoO3HO-KUPOBOTO 3aMellleHus. B cBoio
ouepenb, MUOKAPAUT MOYKET 3aIllyCKaTh IIATOJIOTH-
YeCKUH alloNTO3 IOCPEACTBOM BBICBOOOKIEHHS IIPO-
aIONTUYECKUX 0EJIKOB U ITPOBOCIAINTEIbHBIX ITUTO-
KUHOB. AIIONITO3 ¥ HEBOCHAJIUTEIbHAS TUCTPOMUS
MHOKapAa MOTYT ObITH TaK:Ke 00yCJIOBJIEHBI CKPBI-
THIMU BPOKAEHHBIMU FeHeTUUYeCKUMU Aed)eKTaMu.

HecoMHEHHBIM ABJISETCA JUIIbL KOHEUHBIN pe-
3yJIbTAT BCEX ATUX IIPOIIECCOB — 3aMellleHue MUO-
Kapga OpaBoro, a 3aTeM U JIEBOTO KeJyI0UYKOB
JKUPOBOM 1 /miu GuOPO3HON TKAHBIO, TPEACTABIIA-
[orie coboil cyocTpaT AJad JKeJTyJOUKOBBIX apuT-
muii [15].

ITATOJIOTUYECKASA AHATOMMUSI

AIITK xapakTepusyeTcs 3aMeIeHueM MIOKap-
Ia "KUPOBOIl mau GPUOPO3HO-KUPOBOI TKAHBIO.
BoJBMINHCTBO KINHNYECKNX M T'MCTOJOTMUYECKUX
OJAHHBIX CBUAETEJIBCTBYIOT O TOM, UTO IIATOJIOTHUYEC-
KHMH TpoIlecc HOCUT IPUOOPETEHHBIN XapaKkTep U
mmporpeccupyetT Bo BpeMeHu. OIHAKO 3TO HE UCKJIIO-
YaeT BOSMOXKHOCTY HAJIMUNSA I'eHeTUYeCKU 00y CJIOB-
JeHHON MUOKapANOAUCTPO(GUY, ITPOABIIAIONIENCA B
IEeTCKOM WJIM IIOJAPOCTKOBOM BO3pacTe. XapaKTep-
HBIM IIPUBHAKOM IIATOJIOTUU ABJAETCA JIOKAJIBHOE

unu gup@dysHoe TpaHCMypasbHOEe 3aMellleHrue MUO-
Kapzaa cBOOOIHOI CTEHKH IPABOTO JKeJYA0UKa KU-
PoBoOIi K PUOPO3HO-KUPOBOM TKAHBIO IIPU O0BIU-
HO HOPMAaJILHOM JIEBOM JKeJIyI0UYKe cep.ara.

ITpu pacupocTpaHeHHBIX (pOpMaxX apUTMOTeHHO
nucnaasuu puoépo3Hble NUBMEHEHUA MOTYT OBITH
BBISIBJICHBI U B SHAOKApZe. ¥ TOJIeHre dSHAoKapIa
B COUETAHUU C COXPAHHBIM MUOKaPIOM B TPabeKy-
JaxX U UX JereHepaliyeil IPUBOAUT K YBEJIUUEHUIO
MeKTpPabeKyJISPHBIX PACCTOAHUMN, UTO BLISABJIAET-
cda npu aHruorpaduu B BHUAE IIyOOKUX IeJeit
(pathological fissuration). Buomncus pubposHo-u3-
MEHEHHOTO dHAOKapaa 0e3 moaydyeHus pparMeHTa
MUOKAapAa MOKET He BBISBUTHh HaJIUUUE JKUPOBOH
TKaHU B OMOIITATe WM IIPUBECTHU K HEIIPaBUJIbLHON
TPAKTOBKE IMOJYUYEHHBIX JaHHBIX.

MakpocKOIMUYeCKH IOpakeHue JeBOro Key-
IOoYKa OOBIYHO He BBISABJISAETCS. B 3TOM KOBapCTBO
apUTMOTEHHOU AUCILIa3U1 — COXPaHeHe HAaCOCHOM
GYHKIIUU cepAlla U TOJEePAHTHOCTh K 3HAUUTEb-
HBIM QU3NUYECKUM HAarpysKaMm COUeTaeTCs C dJIeKT-
pUUeCKO# HecTaOMJIbHOCTBIO MHUOKAapAa, KOTopas
MOKeT OBITh NPUUYNHOII BHE3AITHOU CMepTH, o0yc-
JIOBJIEHHO Pa3BUTHEM (PaTAIBHBIX JKeJIYI0UKOBBIX
APUTMUM, TPOUCXOAAINX U3 ITPABOT0 MKeJyAouKa.
IIpu rucToIOrMYecKOM MCCIEJOBAHUM U IPOBee-
HUY MarHUTHO-PE30HaHCHOI ToMorpaduu cepara
IOJIS BKJIIOUEHUS B ITATOJIOTUUYECKU ITPOIeCC JIeBO-
ro JKeaymouka gocruraet yaxke 50%, a MexKeIy-
noukoBoit meperopoaku — 00 20% , 4To cBUAETE/Ib-
CTBYEeT O IPOTPEeCcCUpyIoIeM Ipolecce, MePBUIHO
JIOKAJIM30BaHHOM B IIPaBOM Keaymouke. OnHako
cyIiecTBYIOT nckatoueHus. Onucan cayuait AT
HacJeACTBeHHOTO XapaKTepa ¢ IUPKYJIIpPHOHi Gub-
PO3HO-KMPOBOII MH(PUJIbTPAIell MUOKapAa JIeBO-
T0 KeJIyIoUYKa, SIBUBIIEHCA NPUUYNHON BHE3aIHON
cmeptu 6osbHOTO [20]. KupoBasa nupuIbTpanua
npu AIITMK, Kak mpaBuio, He 3aTPAaruBaeT MeXK-
JKeJIYIOYKOBYIO IIePEerOpOAKY, MOCKOJbKY CKOILIe-
HUSA JKUPOBOI TKAHU HAXOAATCSH IIO]] SIIUKAPIOM, a
nmeperopoaka sSBJAeTcA CyOsHIOKaAPAUAJIbLHON
CTPYKTYPOIi.

B smrepaType omnmcaso aBa IMCTOJOTUYECKUX Ba-
puanTta AIIIIK. B 60% cayuaes mabatonaercs: ¢hub-
PO3HO-KMpPOBOE 3aMellleHrne MuoKapzaa, B 40% —
TOJIBKO JKMPOBOe. BTOpOil BapruaHT XapaKTepeH JJIs
nepeaHeIaTepaIbHO CBOOOAHOI CTEHKM U IIPUTOU-
HOTO OTZeJjia MPaBoro Keaymouka. Ciaenyer yuuThI-
BaTh, UTO "KMUPOBAsA MHMUIBTPAIINS MUOKaPAA IIPaBo-
T'0 JKeJIYIOUKa caMa I10 cebe He SBJISAeTCS CMHOHNMOM
IVCILIIA3UY U MOXKeT ObITh BApMAHTOM HOPMEI [9, 26].

s apuTMOTEeHHOU AMCIJIAa3UU XapaKTepPHBI
npu3HaKMW OJIOKaAbl IIPABO HOMKKM IIyuka ['mca
IpU 3JIEKTPOKAPANOrpadum, UTO MOKET ObITH CBS-
3aHO C JUCTAJbHBIM HapyIlIeHUeM IIPOBOINMOCTH B
mopakeHHOM MUOKap/e NI U3MeHeHreM IIpoBeie-
HUS B CENITAJBLHON YACTU HOXKKY nyuka ['uca. [lau-
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HbI€ TUCTOJIOTUYECKUX MCCIEeTOBAHUIN CBUIETEIb-
CTBYIOT, UTO B OOJIBIIIMHCTBE CJAydYaeB IIPOIecC He
3aTparvBaeT CIEeNUaJU3NPOBAHHYIO TTPOBOIAIIYIO
cucremy cepata. Ilpomeccy nucrpodun moaBep:ke-
Ha TOJBKO IIpaBas HOKKa myuka ['mca, He uMero-
mias 3HaUYeHUA B reHe3e BHE3aITHON CMepTH.

MEXAHHU3MbI HAPYIIEHUY PUTMA
CEPJIIA

ATpodusa Muokapza IpaBoro JKeJYAOUKa C ero
(uOPO3HO-KUPOBHIM 3aMeIlleHUueM ABJIAETCA CyO-
CTPATOM JJid BOSHUKHOBEHUA KEJTyIOUYKOBBIX Ha-
pyIIeHui puTMa y 60JbHBIX C apUTMOTEHHOI auc-
nJaasueil MpaBoro Keaygouka. MoKHO BBIAEJIUTD
TPU OCHOBHBIX (DaKTOPa apuUTMOTreHes3a Y 9TOMH rpym-
bl GOJMBHBIX:

1) nucnepcus pedpaKTepHOCTU, CBA3AHHAS C Ha-
JIMYMEM OCTATOUYHBIX YUACTKOB JKUB3HECIIOCOOHOTO
MHUOKapJa B CTPYKType (hr6po3HO-KUPOBOI TKAHU;

2) saMeyieHIIe BHYTPUIKEIIYJOUKOBO ITPOBOAUMO-
ctu Ha (poHe OJIOKAABI IPABOU HOMKKHU ITyuka ['mca;

3) HaIuume 3JIeKTPUIYECKON JeIOIIPU3aIiuu B I1-
acToJIy B 30HaX “MeIJIEHHOTO IIPOBefeHuA” (9TO AB-
JIeTCs MIPUYUHON PEeTUCTPAaIlAY ITO3LHUX ITOTEHIHA-
JIOB JKeJIYJJOUKOB Ipu curHaj-ycpenHennoi IKI).

WuBepcus 3y6mia T B IpaBbIX IPYAHBIX OTBEIEHU-
AX MOKeT OBITH CBs3aHa KaK C yBeJIWUYEeHUEM IIpa-
BOTO JKeJYyI0UYKa, TaK U C JUCTAJBHBIM Ie(eKTOM
TPOBOJAIIEH CUCTEMBI CePIla BCIEICTBUE aTPOMOUN
MUOKapa CBOOOIHOI CTEHKU IIPABOTO JKeJIyIouKa
U OTCYTCTBHEM CUHXPOHHOCTHU PEMOJAPUIAIUN
MEXKAY IPaBbIM U JIEBBIM JKeJTyIOYKaMU UJIU Pas-
HBIMHU OTJeJIaMU IIPaBOTO KeJyAouKa cepaia. [Ipu
ayrorncuu 6osabinuHcTBa nanueHToB ¢ AWK, mo-
rubIMX BHE3AIIHO, YaCTO BBISBJSIOT paciupocTpa-
HeHUe (PuOPO3HO-’KUPOBOYM MHGUJILTPAIINYU Ha Jie-
BBIH JKeJyI0UeK, YTO MOKHO CUUTATh CyOCTPATOM
3JIEKTPUUYECKON HeCcTaOUJIBbHOCTU U NMPUUUHOHK
CMepTH.

ITonumopdusM MaTOJOTUUECKOTO IpoIliecca Ipu
apUTMOTeHHOM TUCILIa3UY C BOBJI€UEHIEM HHTPAMY-
PaJILHBIX TAHTJINEB U U3MEHEHUEM PeruoHaJTbHOMR
WHHEPBAIlUU MUOKapAa IPUBOIUT K BOBSHUKHOBE-
HUIO 0YaroB aHOMAJIbHON aKTUBHOCTHU, JUCIIEPCUN
pedpakTepHOCTEe!l M BOBHUKHOBEHUIO 30H ‘“‘MeIJIeH-
HOU mpoBopumoctu” [64, 73, 74]. ANIIMK moxker
IPOABIATHCA PA3JIUYHBIMU BapUaHTAMU JKeJTy 10U~
KOBBIX HApPYIIEHUH PUTMAa — OT 9KCTPACUCTOJIUU
IO HEYCTONUYMBOU MU YCTONUYMBOU TaXxUKaApAUU
U GUOPUNIANUN KeJTYIOUKOB.

Krnaccuueckum npruMepoM apuTMUU IPU aPUTMO-
TeHHOH MUCILIAa3UU SABJIAETCA JKeJyTOoUKOoBas TaxU-
Kapaus ¢ MexaHusMoM pe-eHTpu. 06 sTOM cBUIE-
TeJIbCTBYIOT PETUCTPAIINA MO3THUX KEJIYI0UKOBBIX
TMOTEHITNAJIOB, IeMOHCTpanuA (h)eHOMeHa «BXOMKIe-
HUA» U UAEHTU(GUKAINA 30HBI « MEJIEHHOTO» IIPO-
BeZieHUs. B To JKe BpeMs afpeHepruiyecKue BIAUISHUIA
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(cTpecc, HarpysKu, BBeJleHIE M30IIPOTEPEHOJIa) MO-
I'yT IPUBOAUTDH K BOSHUKHOBEHUIO aPUTMUM C Mexa-
HU3MOM aHOMAJbHOTO aBToMaTuama [31].

PBOJIOIHS ITATOJOTUYECKOTO
IIPOIIECCA

Kaunnueckue nposasiaenus AIIIIK asiaarorcsa
MMPOUBBOJHBIMY BJIEKTPUUECKON HEeCTaOMIbHOCTHU
MUOKap/a M [MPOrpeccupyoileil TucHyHKINN Ke-
JIYOOYKOB CEpAIla.

JKesy1ouKoBbIe HAPYIIIEHUA pUTMAa (9KCTPaCHC-
TOJINSA, HEYCTONUNBAA UJIU YCTONUMBAA TaXUKap-
IUsI) MOTYT OBITH MPUUUHON GUOPUIAIINY JKeTy-
IOYKOB U BHE3aITHO!I CMepPTH Ha JIIoOoM aTare pas-
BuTusa narojoruu. IIporpeccupyrolee yXyaieHue
HACOCHOU (DYHKIMY MUOKAapa MPUBOIUT K Pa3BU-
TUIO MTPABOYKEJYTOUKOBON 1 OUBEHTPUKYIAPHON
cepaevHOii HeocTaToOuHOCTH 1 Habaogaerca B 20%
BCEX CJy4aeB IIPU AJIUTEIbHOM HaOaogeHuu [58].

BruifieIsif0T UeThIpe OCHOBHBIX ITePUO/ia PA3BUTHUS
3abosieBaHUA.

1. Ckpuimostil nepuod — xapakTepusyeTcsa HesHa-
YNTEJHHBIMU CTPYKTYPHBIMU U3MEHEHUSIMU IIPaBO-
ro JKeJymouKa IIPU OTCYTCTBUU WJIM MaJio BbIpa-
JKEHHBIX JKEJYIOUKOBBIX HADPYIIEHUSAX PUTMA.
BuesanHas cMepTh MOKET OBITH ITEPBBIM IIPOSBJIE-
HueM 3a00JIeBaHUs, YTO HAOJIIOLAETCA Y CIIOPTCMe-
HOB BO BpeMs MHTEHCUBHOUN ()M3UUECKOM HATPY3KHU.

2. AeHvle anekmpuyeckue HapyuleHus — TePUoL
BOBHUKHOBEHUS CUMIITOMHBIX ITPABOKETYTOUKOBBIX
ApUTMUHA ¢ BOSMOXKHON (pUOPUILIAIIMEHN KeJTyI0u-
KOB, CBA3AaHHBIX C OUEBUIHON (QYHKIIMOHAJIBLHON U
CTPYKTYPHOI aHOMAaJMeil IpaBoro yKeJIyIouKa.

3. HedocmamouHocmb npasozo x#eaydoiKa — OT-
paskaeT MporpeccrupoBaHNe U PACIpPOCTPAHEHWE
mmpoliecca B MUOKap/e ¢ pa3BUTHEM 001ei qucdyH-
KI[UM IIPABOTO KeJyLOoUKa IIPU OTHOCUTEJIBHO CO-
XPaHHOM JIEBOM JKeJIyJOUKe.

4. BuseHmMpuKyLApHAsL HeAO0CMAMOLHOCMb —
KOHeUHAas CTaausi, KOTopas PasBUBAETCA B Pe3yJib-
TaTe 3HAUNUTEJIHLHOI'O BOBJIEUEHUS B IIATOJIOTUYECK I
MIPOIIeCC JIEBOTO sKerymouka. [IposBisieTcsa 3acToi-
HOI cepieuyHOHM HEeIZOCTATOUHOCTHIO C PA3BUTHUEM
pUOPUNIAIINY TIPeACePANN U TPOMOOIMOOTUTUECKITX
ocyioxkHeHuH [32].

KJANHUYECKHUE ITPOABJEHUA AOILK

Kinnnueckas KapTuHA IPU apUTMOTEHHOI JUC-
mIasuu o0ycJIOBJIeHa XapaKTepoM U PacIipocTpa-
HEHHOCTBIO ITaTOJIOTUUECKOT0 IIPOoIlecca, OTparKaro-
IIAMU 9JeKTPUUECKYI0 HecTaOMILHOCTh MUOKAapaa
¥ MIPOTPEeCcCUPYIINYI0 TUCHYHKIINIO JKeIYI0UKOB
cepara.

Apurmuueckuii kommoneHT npu AITMK orinnua-
eTCs MOJIUMOP(U3MOM JKeJTYIOUKOBBIX HAPYIITeHUH
putMma cepamna. Hepeako y 00abHBIX HaO0mgaeTcs
TOJIBKO JKeJYIOUKOBas dKCTPACUCTOIUsI. B To Ke
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BpeMsA CHUHKOIIe MJIU BHE3amHas CMEPTb MOMKET
OBITH IIEPBBIM IIPOsABJIeHUEM OoJsie3un. Hanbosiee Tu-
nuaHbI 118 AIITYK stm3oabr HEyCTOMYMBOM UJIH YC-
TOMUYMBOM JKEJIyAOUKOBOI TaXUKaPAUU C IIPU3HAKA-
Mu 6J10KabI JIeBOM HOMKKM nmyuka ['mca (puc. 22.1).

ITo mamum HaOIIOLEeHUAM MOYKHO BBILEIUTDH JBE
rPYIOBI TAIIUEHTOB C KeJIYIOUKOBBIMU apUTMUSI-
Mu Ha (QoHe aucnuasuu. I[lepsasa zpynna, Kax
MIPaBUJIO, C OrPAHNYEHHBIM IIOPaKeHeM MUOKapaa
IIPABOTO JKEJYA0UKa, OTJUYAETCA HAJTUUYUEM II0JIU-
MOPQHOM SKTOIINUYECKON aKTUBHOCTHU C BAPUAIIUAMU
OT 9KCTPACUCTOJINH [0 SIIN3010B HEYCTONUNBON UJIN
YCTONUMBOI 9KTONUYECKON TaXUKAPIUH.

Onsa emopoil epynne. ¢ MaHUDECTUPYIOIIUMU
MPOABIEHUSAMU TUCHYHKIIUU MPABOTO JKEJIYI0UKa
TUONYHO HaJUUYNE ITapOKCU3MOB YCTOMUYMBOU JKe-
JIYIOUYKOBOY TaXUKAPAUY C MEXaHU3MOM pe-eHTPH.
Hapyiierre cokpaTuMocT MUOKapAa IPUBOAUT K
CHUIKEHUIO TOJIEPAHTHOCTHY K (DUBUUYECKOM Harpys-
Ke, IIOSIBJIEHUIO OABIIIKY, OTEKOB U IPYTI'UM IIPOSB-
JeHUSM 3aCTONHOI cepAedYHOil HeJOCTATOUHOCTH.
Onwucansl caydau o0pasoBaHus TPOMOOB B IIpaBOM

A
IV

’MM‘;\,J\,\_M
MM/L_,_/\_,__/\__

13,11 81 03:52:19 | ID: 18486/VT — ARVD Meme:
Puc. 22.1. ¥Kenyz0uKoBasn TaxuKapaua U3 061acTu MPUTOUHO-

r'0 OTAEeNA MPABOTo JelyaouKa y 6onbroro ¢ AIDK, 3aperucr-
pupoBaHHaa B 12 orBefleHuax mosepxHocruon KT

JKeJIyJIOUuKe C pa3BUTHEM TPOMOOSIMOOIUUECKUX
ocaoxkHeHUi [3].

ITpu 06'beKTUBHOM OCMOTpPE Yy OOJIbHBIX OOBIUHO
He BBIABJAIOT KaKUX-JI1u00 ocobeHHOocTeii. HOTIA
HajJauuue 3a00JIeBaHUSA MOKET ObITh 3aIlI0J03PEHO
IPY OTCYTCTBUU CUMIITOMOB II0 YBEJIUUYEHUIO Pas-
MEPOB cep/lia Ha PeHTTeHOrpaMMe.

JdaeKkTpoKapauorpagusa

12-kanaanvnasa SKT

JnexTpoKapauorpadusa sIBJISETCA MPOCTHIM U
nHGOpMAaTUBHBIM MeTOogOM auarHocturm AJIIVK.

KenynoukoBble HAPYIIEHUS PUTMA, U3MEHSAIO-
muecsa y namueraToB ¢ AIIIMK ot yacroit :Kemxygou-
KOBOII BKCTPACUCTOJIUU IO YCTONUUBOI KeJIyI0U-
KOBOU TaXWKaPAUU U (PUOPULIAIINN KeJTYI0UKOB,
UMEeIOT XapaKTePHYIO 3JIeKTPOKapAnorpaduuecKyo
kaptuny Ha OKI' B BuJie KOMILIEKCOB ¢ MOP(OJIOTH-
eii OJIOKAAbBI JIEBOM HOMKKM IyuKa I'mca u pasind-
HBIMHU BapHaHTAMU HAIPaBJIEHUS dJIEKTPUUECKOH
ocu cepaia (OTKJIOHEHUE BJIEBO, BIIPABO WJIU IIPO-
MeKYTOYHASA TMO3UIU). ITO CBSIBAHO C IPEUMYIIe-
CTBEHHBIM IIPOUCXOKIEHUEM JKeJTyIOUKOBBIX apUT-
MU U3 IPaBOTO KeJyJouKa.

KT y manmenToB ¢ AIIIMK Ha cuHycOBOM pUT-
Me TaKike MMeeT CBOU OTJIMUUTEJNbHbI€ UePTHI.
CTpyKTypHOE IIOBPEsKIeHne MUOKAaPaa, BLI3BBAHHOE
JKUPOBBIM MU (hUOPO3HO-KUPOBLIM 3aMellleHreM
3I0POBBIX TKaHel, xapakTepHoe mia AT, npu-
BOAUT K M3MEHEHUIO 9JIEKTPUUECKON aKTUBHOCTU
cep/Ia, Kak BO BpPeMs IeIoJspU3aliuil, TaKk U BO
BpeMs pemnoaapusanuu. IIporpeccupoBanue 3a60-
JeBaHUsd, yBeJInUeHne 00'beMa MopaKeHHol TKatu,
IuJIaTanus cepAedHbIX KaMep, MOBPeKIeHre IPOo-
BOASINE CUCTeMBbI cep/alla, BO3PACT IallMeHTa,
daza u gIUTEeNbHOCTH 3a00JIeBaHUS SIBJISIOTCA OC-
HOBHBIMHU (PAaKTOPaAMU, BIUSAIOIIUMUA HA CTEIeHb
narosgorunueckoro usmenenus IKI'. Haubonee xa-
pakrepabIME npusHakamu OKI' Ha cuHycoOBOM puUTMe
y nanueHToB ¢ AIIITMK aBiamoTcA: oTpuiiaTeabHasa
BosHa T B rpynubix orBenenusax (V,—V,), 6r1okana
IpaBoil HOKKU yuka ['uca, yBeInueHne IIpoJoKI-
TesbHOCTH QRS 60s1ee 110 Mc M30IMPOBAHHO B IIpa-
BBIX TPyAHBIX oTBemeHuAx (V,—V,) u BonHa “smcu-
J0H”. S3HAUNTEJILHO pexke BeTpeuaiorcs ORI -mpusHa-
KU yBeJUUEeHUsS IPABOTO IpeAcepaAuns, YAJINHEeHUe
uHTepBasia PQ, cum:keHue BosmbTaska QRS.

VYBenuuenune mpomosKkuTeNbHOCTH QRS B mpa-
BBIX TPYAHBLIX OoTBemeHusaXx 6osiee 110 Mc aBIsA-
erca ooavwum Kpurepuem AIIIMK. Ilo naHHEBIM
G. Fontaine u coaBTOpOB, IPOJOJIKUTEILHOCTD
QRS BV, 6osee 110 mc umesa 55% -HyI0 IyBCTBHU-
TeabHOCTb U 100% -HYI0 cuenu@UUHOCTDL AJIA TH-
arHOCTUKM apuTMoreHHOU aucnuaasuu [23]. Husa
yBeJUYEHUS YYBCTBUTEIHHOCTH JAHHOTO KPUTE-
pus S. Peters u coaBTOpHI NpOaHATIU3UPOBAJIN CO-
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OTHOIIIeHUe IPOaoKuTeIbHOCT QRS B mpaBbix u
JIeBBIX TPYAHBIX OTBENEeHUAX y MAIlUEHTOB C
ALK m uagmonmaTuYecCKMMHU KeJYTOUKOBBIMU
apurmuamu. OKasasioch, YTO OTHOIIIEHNE IIPOI0JI-
skureabHocTu QRS B oTBenennu V, K TaKOBOU B
OTBeleHUH V, M OTHOIIEHUE CYyMMBI IIPO/OJIAKU-
TeabHOCTell QRS B mpaBhIX I'PYAHBIX OTBEAEHUSIX
(V,+V,+V,) K aHaI0oruYHO! CyMMe B JIEBBIX OTBE-
nenusx (V,+V.+V.) 6onee 1,1 umeno 93% -uyio
yyBcTBUTEIbHOCTh 1 100% -HyI0 cenupuUHOCTD
nnsa quarsoctuku AIIIGK. B oriuyume ot aTux pe-
3yJIbTATOB, U30JMPOBAHHOE YBEeJIUUEHNEe MPOI0JI-
surenbHoCcTH QRS B oTBestenuu V, 6onee 110 mc
B TaHHOU paboTe 06Jiamaso ToJAbKO 76% -HOiT uyB-
CTBUTEJBHOCTHIO [54].

Emte ogun 6oavwoil smexTpoxkapauorpaduuec-
Kuil Kputepuii guarnoctuku AIIF — perucrpa-
WA BOJHBI “OIICUJIOH” B OTBeJleHuu V , BCTpedaro-
mieticst B 7-30% cayuaes. Boana “srcuson” mpep-
cTaBJseT cO00M MOTEHIMAaJ MaJIoi aMILJIUTYAbl Ha
BocxogsaineMm cermeHTe ST u oTpakaeTr 3amenJieH-
HYIO Jemojsapusanuio npasoro xkeaympouka (I1HK)
(puc. 22.2) [44].

151 TTOBBIMIIEHUS YYBCTBUTEJIbHOCTH 3TOTO IIPU-
suaka peructpanuio OKI' y 60J1bHBIX C IIpaBOKeTy-
IOYKOBBIMU apUTMUAMYU PEKOMEHIYIOT IIPOBOIUTH
¢ ycunenueM (20 mm/MB) u npu Mcnosb30BaHUUT
0c000i1 cXeMBbI YCTAaHOBKH DJIEKTPOIOB: 9JIEKTPOJ C
IpaBoil PYKH — HA OCHOBaHUE TPYAUHBI, C JIEBOHA —
HaJ MeUYeBUAHBIM OTPOCTKOM, 3JIEKTPOJ C JIEBOMH
HOTW — B IO3UIUIO OTBejeHuil V,—V,.

OnHOM M3 OCHOBHBIX 3JIEKTPOKapAuorpapuuec-
Kux Haxonok npu AT aBidercsa nameHeHue pe-
MOJIAPUBAINY B BUE HecrernupuuecKoll NHBEPCUN
3y611a T B mpaBBIX I'PYAHBIX OTBeAeHUAX (puc. 22.3).

Puc. 22.2. Perucrpauus BONHbLI “3MCUN0H" B CTAaHAAPTHBLIX U
YCUJIEHHLIX OTBeleHUAX MoBepXxHOoCTHbIX JKI
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Puc. 22.3. UuBepcusa 3y6ua T . 06paTute BHUMAaHMe HA TpeKap-
IVanbHble 0TBefeHUs moBepxHocTHOM KT

B cayuasax nuddysHbiXx GopM 3a00IeBaHUA dTU
M3MEHEHUSA MOTYT PETUCTPUPOBATHCA C OTBEeAeHUH
V, mo Ve’ pe:xe B orBemenuax II, ITI, aVF. Xora
MeXaHWU3M 3TOTO ABJIEHUA He MOJHOCTHIO MOHATEH,
OBLIM TPEAJIOMKEeHBI PA3JINUYHbIe 00hACHEHUA: BO3-
MOXKHOCTb U3MeHeHUA BOJHEI T BeseacTBue nedek-
Ta MPOBEJEHUs B IapUeTAJbHBIX OTAeJaxX IIPaBoro
sJKesynouka [24] uau BTOPUUYHBIN XapaKTep aHO-
MaJIbHOUM pemosiApm3aliuu, o0yCJIOBJIeHHBIH IJu-
TeJIbHBIMY SIIN30JaMU JKeJyTOUKOBOM TaXUKaAPIUN
[35]. A. Nava ¢ coaBTOpamu, mccjaen0OBaB U3MeHe-
Husa Boaubl Ty 24 nanuenTos ¢ AIIIMK, BeiaBuIn,
YTO yBeJIMUEeHNe HeraTUuBHOCTY BOJHEI T B I'pyAHBIX
OTBEIEHUAX UMEJIO IPAMYI0 KOPPEJIAINIO C YBeJIu-
YeHMeM IIPaBOro ‘Kesaymouka [52].

ABTODBI IPEATIONIOKUIN, UTO UBMEHEHUA PEIo-
JIAPU3AIUYU CBA3AHBI CO CMEIIleHUEM JIEBOTO JKeJy-
IOUYKa K3aau BCJEICTBUE AujaTanuu npasoro. Cie-
IyeT yuecTb, YTO JAAaHHBIN MPU3HAK CUUTAETCH Ia-
TOJOTUYECKUM U xXapakTepHBIM niaa AIINK y
MmanueHToB crapire 12 jieT Ipu OTCYTCTBUM TOJTHOM
OJI0KaIbl IPaBOi HOXKKY ITyuKa ['mca, a TakiKe mpu
UCKJIIOUEHUHU UIIEMUHU B 00JIaCTHU ITepefHel CTeHKNT
JIEBOTO JKeJIyIOUKa.
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Eire ogHuM IpOsBIeHNEM N3MEHEeHUS PEeIroJIsipu-
3aluu SBJsSeTCA noabeM cermenTa ST B mpaBbIX
rpyaabix orBefenusax. D. Corrado 1 coaBTOPHI BBISA-
Bun niogbeM cermenTa ST B MpaBbIX IPYAHBIX OTBE-
meHusax B 14% ciayuyaeB BHE3AITHON CMEPTH y MOJIO-
nbix oneii [16]. B 92% cayuaes o faHHBIM ayTOII-
CcHUU Y HUX ObLIa BBISIBJIEHA apUTMOTeHHAS JUCILIA3US
C IIpeodJIafaioniuM IopakeHreM IepeqHell CTeHKHU
IpaBoOro Keaymouka. Ilo JaHHBIM HcciemnoBaTe e,
[JIS 9TOr'0 BapMaHTa AWCILIA3UU ObLIO XapaKTepHO
pasBuUTHE B IIOKOE MOJIMMOP(HOI *KeTyJOUYKOBOH Ta-
XUKapAUU ¢ TpaHchopMaruein B GUOPUIIAIIAIO JKe-
JIYTOYKOB, UTO XapaKTepHO AJs cuuapoma Brugada.
BsauMocBs3b MEKIY 9STUMU IBYMS apUTMOT€HHBIMU
dopmMamMu ITOKa OCTAETCS HEsSCHOI.

HocTaToyHO YacTO HAXOAKOM y HMaIlMeHTOB C
AT asnserca nucnepcusa nurepsaia QT, orpa-
JKaroInas 9JeKTPUUeCKy0 HeCTaOUuJIbHOCTh MUO-
kapza. MTHGOpMAaTUBHOCTD JAHHOTO IIOKAa3aTeJIs 10-
craTouHa BbIicoKa. A. Nava ¢ coaBTopamMu mpoaHa-
JU3UPOBANHU 3TOT (DEHOMEH B TPeX Pas3JIHUUYHBIX
rpymnmax: 1) y MOJIOIBIX JIIOJIeH, YMePIITUX BHe3all-
HO, IO JAHHBIM ayTOICUU KOTOPBHIX OBLI YCTAHOB-
aeH nuarno3 AIIWK; 2) y manmueHTOB ¢ gucCIIasu-
eli, UMEBIIUX KeJYIOUYKOBbIe apUTMUU; 3) yV 3.0-
poBeIX Jiioneii [52]. Okasajiocs, uto aucrnepcuda QT
OBIJIa CTATUCTHUYECKU 3HAUMMO BBIINIE y JIIOAeH,
yMepIuX BHE3AIlHO, 10 CPABHEHUIO C IBYMS APY-
rUMu rpynnaMu. AHAau3 pasJudyHbIX KOMIIOHEH-
ToB uHTepBaja QT (QRS u unrepsan JT) BergaBui,
uro aucnepcus nHTepBasa QT obycioBieHa yBean-
YeHHEeM IIPOJNOJIKUTENIbHOCTH KoMIilmekca QRS B
MIPaBbIX TPYAHBIX OTBEIEHUSX, B TO BpeMs KaK UH-
TepBaJ JT 3HAUMMO He YBeJIUUUBAJICS, TO €CTh JUC-
nepcusa QT y manmuentos ¢ AIITHK obycimoBiena
nucnepcuei Kommiaekca QRS, u ee yBenuuenue oT-
pa:kaeT Bo3pacTaHMe 3JIeKTPUUECKOII HeCTaOuIbHO-
CcTU MHUOKapa.

B pa6orte P. Turrini u coaBTOpOB, HCCIETOBaB-
IIUX dJIEKTPOKapauorpapuuecKre XxapaKTepucTu-
KU MaIllMeHTOB C PA3JUUYHBIMU HPOABICHUAMU
AT (ot 3K mo ycroitumsoit JKT u BHe3amHOM
CMEPTH) U Y 3I0OPOBBIX JIIOJIeli, OBIIO0 II0KAa3aHO, UTO
nucnepcuss QRS > 40 mc aBasAIach HE3aBUCUMBIM
MIPeIUKTOPOM BHE3aIHOW CMEPTH y IaIlMeHTOB C
AJIIK c uyBcTBUTEIbHOCTBIO 90% U cienudpuyHO-
ctbio 77% . Cunkorne, gucuepcus QT > 65 mc u oT-
purarenbHas BosHa T B IpaBbIX IPYAHBIX OTBee-
HUAX CHYKUIN (PAaKTOpaMU PUCKA BOSHUKHOBEHU S
JKMB3HEOMACHBIX apUTMHUH y 9TUX HarueHToB [68].

Xoameposckoe moHumopuposanue SKT

CyTouHOe X0JITEPOBCKOE MOHUTOpUpoBanue ORI
(XM 9KT') urpaer J0oCTaTOYHO BayKHYIO POJIb B IU-
arHOCTMKe apUTMOTeHHOM JUCIIJIA3UU IIPABOTO JKe-
aynouka. JIBagmarudeTrsIipexdacoBas uiau 6oJee
mmrenbHad peructpanud KT remoncTpupyer, 4To

OOJILIIIMHCTBO KajJ00, UMEIOIUXCS Y MaI[eHTOB C
apUTMOTEHHOH AUCILIA3Wel IPaBoro >KeJydouKa,
TaKUX KaK BHesamHasi cJIaboCTh, IOJIOBOKDYIKeHUe,
yualleHHoe cep/iednenre, IPeCuHKOIe NI CUHKO-
e, B OCHOBHOM OO0YCJIOBJIEHBI HAJTMUYNEM yCTOMUM-
BOII MOHOMOD(MHOM KeJTyT0UKOBOM TaxuKapaum [8].

OnHaKO OCHOBHAsS AMArHOCTHUUYECKAs I[€HHOCTD
XM 9KT zakamuaeTca B BO3SMOYKHOCTU PErucTpa-
NN B IIOKOE KeJYAO0UKOBOM dKCTPACUCTOJNUU U
HEYCTOMUMBOU KeJIyJOUKOBOM TaXUKAPAUU, KOTO-
pwle MOTyT mpoTekaTh y manueHToB ¢ AT co-
BepIIeHHO 6eccuMIITOMHO. JKeTyIouKoBasa sKCTpa-
CHUCTOJIUSA SABJISIETCA YacTO HabJI0maeMbIM heHoMe-
"HoM y narnueHToB ¢ AIIIIJK, a BeiaBiIeHue 6osee
1000 :xeaymOUYKOBBIX 9KCTPACUCTOJ 3a 24 yaca pe-
ructpanuu OKI' ABiseTca MaJlbIM KPpUTEpUEeM IU-
arHOCTUKU JaHHOTro 3aboseBanusa. OguHOUYHBIE,
mapHble, IPYIIOBLIE JKeJTyI0UKOBbIe 9KCTPACUCTO-
JIbI UJIX SUU30bI HEYCTOMUNBON TaXUKaAPIUU Je-
MOHCTPUPYIOT, IPEUMYIIeCTBEHHO, MOP(OJIOTHIO0
OJIOKABI JIeBOII HOXKKHU IMyuKa ['ca 1 mMpoucxXomsaT
U3 MEKKeJyIOUKOBOI MeperopoagKu UM IIPaBoOro
Kesymoura. Mopdosorusa u 3JeKTpUUYecKasi oCh
JKeJIYIOYKOBBIX 9KCTPACUCTOJI B OOJIBIIIUHCTBE CJIY-
YyaeB aHAJOTMYHBLI TAKOBLIM BO BpeMs ITapOKCH3Ma
YCTOMUYUBOM KeJTyJOUKOBON TaXUKAPAUU U, COOT-
BETCTBEHHO, KaK SKCTPACUCTOJINS, TAK U TaXUKap-
IUs BOSHUKAIOT U3 OJAHOII apuUTMOTEeHHOII 30HBI,
XOTsI BCTPEUAIOTCS CUTYAIlUHU, KOr/Ja 9KCTPACUCTO-
JIBI ¥ YCTOMUYMBAS KeJYI0UKOBAA TaX UKAPIUS IIPO-
UCXOIAT U3 PA3INYHBIX (DOKYCOB. B ncciaemopannu
G. Fontaine u coaBr., usyuaBmiux ganubsie XM KT
y nmarueHToB ¢ AIIIIH, 601bIITHCTBO OOJILHBIX UMe-
JIA YaCTYIO JKeJIyTOUKOBYIO 9KCTPacucToauto (6oee
10 B uac) u 78% BTUX SKCTPACUCTOJ HOCUJIO TIOJIH-
MopGhHBIT xapaxkTep [24].

Cuenan-ycpednennas SKT

Curnain-ycpenaernHas OKI' mos3BosisgeT BBIIBUTH
HajJn4uye y IManmyeHTOB IIO3JHUX ITOTEHIINAJIOB Je-
aynoukoB (IITIIK). Ilo3gHuMe TTOTEHIIUABI JKeEJTY-
IOYKOB IPEJCTABIAIOT cO00M HUBKOAMILIUTYIHBIE
BBICOKOYACTOTHBIE ITIOTEHIINAJBI (hparMeHTUPOBAH-
HOM 3JIEKTPUYECKON aKTUBHOCTHU B KOHITE KOMILIEK-
ca QRS uiu ma cermenTe ST BO BpeMs AUACTOJIBI
JKeJIyIOYKOB, BOSHUKAIIIVE B 00J1aCTH 3aMe/IJIeH-
HOT'O TTPOBEIEeHUA BO3OYKICHUA IO yUaCTKAM MU-
oKapma, GOpMUPYIOINIUM apUTMOTeHHbIe 30HBI U
IPepacIIoIaTaloNIUM K IIOSABIEHUIO 3JI0KAYECTBEH-
HBIX JKeJYJO0YKOBBIX aputMuil (puc. 22.4). Cuura-
10T, UTO B OCHOBE BJEeKTPO(PU3UNOJIOTUUECKOTO (DeHO-
mena IIIIJK nexut JTokaabHaA 3aJep:KKa IpoBee-
HUS BO30YKIeHUA B 30HEe MITeMUU MHUOKapna,
BOCITQJINTEJILHBIE UJIN PYOIIOBBIe YUYACTKYU MUOKaP-
Ia, MECTHBbIe HapYIIeHUA 3JIeKTPOJUTHOTO OaaaH-
ca u apyrue (PaKTOPbHI, BBI3BIBAIOII[NE JOKAJbHEIE
HapyIIeHUuA IIPOBOAMMOCTU MW IIOABJIEHHE OUYAroB
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Vector magnitude ( XY Z )

46ms
! ; . : - LATE POTENTIALS -
Electrode conf:

Bipolar
Filter type:

FIR4

49 - 250 Hz
Correlation limit

0.98

Averaged beats: 246
Rejected beats: 12 (4%)
HR: -30000

E ; Acquisition dur.:085:45
;
| 3 Vector magnitude
1H i QRS duration: 132 ms (>120)
| ! f RMS40: 9 uv (< 28)
| : LAS40: 62 ms (> 38)
Noise RMS: 0.8 uv

: : Sl
16 ms/mm 100 uV/mm 10 ms/mm 1.6 uV/mm

i’) ms /mm i.9 i::ijm

Puc. 22.4. BriaBneHune mo3gHuX MOTEHLUAJIOB KeNYA0YKOB IPU perucrpayuun curian-ycpeagHenton IKI' 'y 6onbHoro ¢ ANINK

OTCPOUEHHON 3JIEKTPUUECKON aKTHUBanuu. Pacmo-
JIOKeHMe 30HbI IIOBPEKICHNS MUOKAPAA SABJISIETCS
OUeHb CYIIeCTBEHHBIM (DAKTOPOM [IJIs1 BHISABJIEHUS
MO3JHUX KeJYI0UKOBBIX IOTEHIINAJIOB.

WsBecTHO, UTO B ciIyuyae paHHeH aKTHUBAI[UU I10-
Pa’XeHHOT0 yYacTKa HU3KOAMILIUTYAHAS (DPaKIu-
OHMPOBAHHAS AKTUBHOCTH MOXKET PETUCTPUPOBATE-
cdA IIPU SHIOKAPANAJIbHOM KapTupoBauuu. OQHAKO
Ha nmoBepxHocTHOI OKI oHa OyzeTr He BugHA BCJIEI-
CTBUE ee MpeKpaIlleHns 10 3aBepiineHus (GopMupo-
BaHusa Komiiekca QRS. Takum oGpasom, paHHAS
aKTUBAIIUA MOBPEXKIEHHOM 30HBI OyAeT SABIATHLCS
CKPBITOM, IPUBOAA K OTCYTCTBUIO MO3JHUX ITOTEH-
IUAJIOB JKEeJYIOUKOB IIPU PErUCTPAIlN CUTHAJ-YC-
penuennoit OKT.

B nmacrosgmiee spemsa perucrpanusa IIIIK apas-
eTcs OSHUM M3 MAJbIX TUATHOCTUYECKUX KPUTEPU-
eB ANIIJK, onfHAKO YyBCTBUTEJIBHOCTH U CIEIU-
GUUHOCTh JAHHOTO KPUTEPUA OJA CKPUHUHTA
AIITK ocraerca HesACHO.

Ixorxapauorpadusa

Ixokapauorpadusa ABIAETCA OTHUM u3 Haubo-
Jiee MPOCTBIX U JOCTYIIHBIX METOLOB HUATHOCTUKU
3ab0JIeBaHUU CepIeuHO-COCYAUCTON cucTeMbl. Han-
0oJiee BAXKHBIMU IIapaMeTpaMy IPU TUATHOCTUKE
ApUTMOTEHHON MUCILJIA3UU IIPABOTO JKEeJYT0UKa C
IIOMOIIIBIO dXOKAPANOrPa(UU SBISIOTCA KOHEUHO-
IUACTOJIMUECKUN M KOHEUHO-CUCTOJNYECKU aua-
MeTPBI IIPABOTO JKeJIYA0UKa, a TAKKe COOTHOIIIeHIe
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KOHEUHO-INACTOJINYECKNX Pa3MepoB IIPaBOTO U
JIEBOTO KeJIyLOYKOB.

IIpu 06BIUHOI, PYTUHHOI TPaHCTOPAKAJbHOM
aXoKapauorpaguu apuTMOTeHHAas NTUCIIA3UA BhI-
SIBJISETCS TOJBKO B ABHBIX (hOpMax, mpudueM 6O0JIb-
1I10e 3HAUeHNe MMeeT OIIBIT UCCJIeN0BaTess B IPO-
BeJleHUU dXoKapaumorpaduu UMeHHO YV OOJBbHBIX C
ANIIYK. BaxkHBIM MOMEHTOM B BepuuKamum
apUTMOTEeHHOH AVCIJIA3UU ABJISAETCA OIleHKAa CEeKTO-
pPaJIbHOM COKPATMMOCTU IIPABOTO JKeJIYZOUKa, UTO
He BXOZUT B IIPOTOKOJI CTAHAAPTHOT'O 9XOKapAMOTpa-
(rueckoro uccienoBanus. IlosTomy mcrnosb3oBa-
HUe 3TOH METOAUKU AJA MEePBUUYHOTO CKPUHUHTA
6ospHBIX ¢ AIIIIMK npencraBisieTcss He opaBIaH-
HBIM [57].

MHOronpoeKnoHHass PEHTTeHOKOHTPACTHAA
BEHTPUKYJIOTPa(dUA MIPABOTO SKEJIYT0UYKA

BenTtpukysorpadusa npaBoro xeiaymgodka go Ha-
CTOAIIETO BPEeMEeHU paccMaTpuBaeTca OOJJIbIINH-
CTBOM 5KCIEPTOB KaK MeTOJ BbIOOpA B AUATHOCTH-
Ke apUTMOTeHHOH AUCIIIa3UU IIPAaBOT0 KeJlyLoUuKa.
PeHTreHOKOHTPACTHOE HCCJIeNOBaHNe II03BOJIAET
BBIABUTH HE TOJIBKO HaYaJIbHbIE CTPYKTYPHEIE MN3-
MeHeHUs CTeHOK IIPaBOTO KeJyZOouKa B BUIe Cer-
MEeHTapHOU AujaTaliuu, aHeBPU3M U MATOJOTHUYEC-
KOI'0 KOHTPACTUPOBAHUA MHUOKAapAa, HO U CHUKe-
HUe ceTMeHTapHOI 1 00Ieii HAaCOCHOM GYyHKIIUU
IIPaBOTo KeJyI0UKa, a TaKkKe ero 1udpys3Hyo qu-
aatamuio (puc. 22.5-22.7).
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Puc. 22.5. BenTpukynorpadua nmpasoro xenypouka. [latono-
ruyeckoe pacliupeHue MPUTOYHOTO OTAeNla IPaBOTo XeNyAouka
(oTMeueHO 3BE3704KO)

BaxxkubpIMU (pakTOpPaAMU MMOJYUEHUS aIeKBATHOTO
pesyJbTaTa IIPU MIPOBEAEHUN MCCIEIOBAHMS SIBJISA-
IOTCSA: KOHTPACTUPOBAHNE IIPABOTr0 JKeJIyI0UKa Ha
¢oHe cTabMIBLHOTO pUTMA (IIPU OTCYTCTBUU KEJTY-
IOYKOBBIX 9KCTPACHUCTOJ), OIEHKA KUHETUKU CTe-
HOK B (Da3y CHCTOJIBI ¥ TUACTOJIbI, OIIEHKA CerMeHTap-
HOI COKPATUMOCTU IIPABOTO Kesynouka (puc. 22.8).

OOBIYHO MCTOJIB3YETCsI METOAUKA, MPeII0MKeH-
Hada J.L. Ubago c coasropamu [69]. KauecTBenHubIE
BEHTPUKYJIOTPAMMBI II03BOJISIOT IIPOBECTU AHAJIN3

K®X cnermy
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Puc. 22.6. BenTpuKynorpadua npaeoro xenyaouka y 6onbHo-
ro c AITIK. MHOXecTBeHHEIE aHEBPU3MLL B 0071aCTU BEPXYLIKU Ipa-
BOTO XeNyAo4YKa (OTMeueHH! 3Be3L0YKaMu)
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Puc. 22.7. BeHTpuKynorpadusa npasoro Kenypouka y 6onbHo-
ro ¢ ANIDK. Inbdy3sHoe nopaxeHne MpaBoro xenynoyka

0011e#l 1 PernoHAIbHON MOP(OJIOTUN U COKPATIMO-
CTH CTEHOK IIPABOTO YKeJayZouka. B HopMe HUKHAS
CTEeHKA U BEPXYIIKAa NMEIOT FapMOHUYHYIO CTPYK-
TYPYy ¥ COKpaTuMOCTh. I[IpuTouHaa yacTb BEIXOHO-
ro TpakTa mpsaMas U HeCKOJbKO ma3oruyTa. Ilpu-
4yeM, HECMOTPA Ha HE3HAUUTEJIbHYIO aMIIJIUTYydy
COKpaIlleHNl, B 9TOI 30HE He BBLIABIAIOTCA aKUHe-
3UA U JUCKUHEe3Usd. BeIpasKeHHOCTb TpabeKyIapHO-
ro amnmapara 3aTPyAHsEeT aHaan3 MOPQOJIOTUN Iie-
peaHell CTeHKHU IIPAaBOTO JKeJTyA0UKa.

Baxkubim B guarsoctuke ATV aBasercsa ama-
Jau3 00'beMa MPaBoro KeJaymouKka. B HopMe KoHeU-
HO-IUACTOJNYECKUNA 00bEeM IIPaBOTO KeJNyIouKa
OoJibIlie, YeM JIeBOTO. 3HaUeHUue ob0beMa IIPaBoOTo
JKeJIyT0YKa, COOTHECEHHOTO C IJIOIaAbI0 Tesa, yBe-
JuYuBaeTcA ¢ Bo3pacTtoM. ¥ G6osbHBIX ¢ AT
HaOJI0aeTcs 3HAUNTEIbHOE YBeJINnUeHne 9TUX I0-
kKasareneii. ITo gamusim J. Dauber u coaBTOpOB,
KOHEYHO-IUACTOJNYECKUI 1 KOHEUHO-CHUCTOJINYUEC-
Kuil pasMepsl IPABOTO JKeJyJoUuKa y OOJbHBIX C
AJIIMK cocraBuam 134+26 u 76+34 mua/m? mo
cpaBHEHUIO ¢ 79+0 1 32+6 Mu/M? B KOHTPOJILHOM
rpynmne. [[ucyHKIUA IPABOTO YKEJIYyJOUKa IPU
AWK npuBoanIa K CHUKEHUIO (DPAKIIUU BBIOPO-
ca ¢ 59*+6% B rpymme KouTpoJssa go 43+12% y
60bHBIX ¢ maTosoruei [19].

OpHaKoO cjaeAyeT OTMETUTh UWHAUBUAYAJTbHBIE
0COOEHHOCTH B PA3JIUYHBIX Ipynnax 00JbHBIX. Jlo-
KanbHBIEe (popMbl AIIITHK MoryT OBITH He CBA3AHBI
CO 3HAUYUMBIM yBeJINUYeHNEeM PadMepOB IIPaBOIO JKe-
JTyAOUKA.

Ilo HacTOSAIero BpeMeHU MHOTHEe aHTuorpadu-
yeckue npusuaku AJIIIM HocaT omucaTeIbHBINR

05.05.2009, 18:23



NN T 1]

520 | YACTb Il

[naBa 22.

Ocb BbIXOAHOro TpakTa npasoro xenyaouka (BTIMXK)

-«——> Ocb NpuTOYHOro otaena npasoro xenyaouka (MOMXK)

MNMepenHesagHsaa npoekuns

ARYD? C(APost)
20-JuUN-03
14:04:12
Phys:Dum

v-B: 194

v-c: 47

JNleBas natepanbHas npoekums

RY syst (LLat)
Gy 15-HAY-03

Puc. 22.8. CxeMa npaBoro xenypouyka (paspeneHue mo cerMeHTam). 1 — CUHYCHBI OT/ie]l TPUTOYHOTO TPAKTa MPABOTO XENYA0UKa;
2 — TPaBeKYAAPHLIN OTAEN IPUTOYHOrO TPAKTA MPABOTO XKENYA0UKA; 3 — KOHYCHBIN OTAeN BLIXOAALLET0 TPAKTA MIPABOTO KENYA0YKa;
4 — 71eToyHas apTepus, CTBOJ; 5 — MIEPEropofouHO-KpaeBas Tpabekyna; 6 — MOLEPATOPHELA yY0K

XapaKTep, HeJOCTATOUHO CIeNMU(PUIYHLI 1 BO MHO-
TOM 3aBHUCAT OT OIbITA UCCJIeL0BaATEIA.

MarauTHO-pe3oHaHCHAA ToMorpadusd

MaruutHo-pe3onaucuaa romorpadusa (MPT) mo-
3BOJISIET HE TOJbKO OIEHUTL PasMephbl M COKPATH-
MOCTBH IIPABOTO JKeJyJouKa [5], HO 1 BBIABUTH II0-
BBIIIIEHHOE COJIePIKaHLe JKUPOBOM TKAHU B MUOKAaP-
e (puc. 22.9).

OaHAKO IpPaBBIH MKeIYAOUYeK MMeeT HeOOJIbIIYIO
TOJIIIINHY CTEHOK, UTO MOYKET BHECTU IIOI'PEIIIHOCTh B
OIIEHKY, a SINKAPAUAIbHBIN KD HAOGIIOLAETCA U B
HOpMeE, IIPUYEeM ero KOJHUUYECTBO YBEJINUYNBAETCS C
BoapacToM. J[0 HACTOSAIEro BpeMeHU OTCYTCTBYeT
CTAaHZAPTHBINA IPOTOKOJ MATHUTHO-PE30HAHCHON TO-
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Morpaduy y IarueHToB ¢ apUTMOTeHHON AVCIIa3U-
el mpaBoro xenynouka. IlepeunciaenHble (paKkTOPHI
MOTYT IOBJIUATH HA MHTEPIIPETAIINIO JaHHBIX, TIOJIY-
uyeHHbIX npu MPT. Ha coBpeMeHHOM ypOBHE TE€XHO-
JIOTMU METOJ MaTrHUTHO-PE30HAHCHOM ToMorpaduu y
6oabpHBIX ¢ AIIIIVK nMeeT OTHOCUTENIBHO HUBKYIO
YyBCTBUTEJbHOCTh U 3HAUEHUE ero B JUATHOCTUKeE
CKDBITBIX (hopM ocTaeTcs cnopHBIM. IIpaBUIBHOCTH
TPAKTOBKU IIOJYUEHHBIX NAHHBIX OIIPeJesseTcsa BO
MHOT'OM OIIBITOM HccJieffoBaTesdA. IloaToMy B HacTos-
m1ee BpeMd nanasle MPT nipu ycraHoBIieHUU JUarHo-
32 apUTMOTeHHOH AVCIIIa3UM UCIIOIb3YIOTCA TOJIBKO
B COUETAHUM C pe3yIbTaTaMu JPYTUX MEeTOLO0B UCCJIe-
IoBaHUA, HanboJjiee YacTO — PEHTT€HOKOHTPACTHOU
BEHTPUKYJIorpaduu IpaBoro Kexynouxa [14].
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Puc. 22.9. MPT mauuenrta c guddysson dopmon ANIK. Anes-
pv3Ma B BepXHEii TpeTU IPaBOTo Xenypouka (1); uposoe 3amelle-
HWe MUOKap/ia ITPaBoOro Xenynouka (2) (cobecreHHOe HabnoneHue)

IHIOMUOKAPIUAIbHAT OUOIICHA

dHIOMUOKapAUATbHASA OMOIICKS II03BOJIAET II0-
JYYUTh IIaTOMOP(OIornyecKre JaHHbIe O IIAaTOJIO-
TUYecKOM IIpollecce B IPaBOM KeJaymouke (puc.
22.10 u 22.11, coGcTBeHHBIE HAOJIIOMEHUS).

BroisiBiieHHBIE TP OMOIICHUH CIICIN(PIUEeCKIe N3Me-
HEHUS ABJSIIOTCA “O0JIBIINMYA KPUTEPUAMEI” IPU yC-
TaHoBaennu nuarnosda AITMK. MHTepecHb! JaHHBIE
D. Mehta u coaBTOpOB, KOTOPBIE BLIABUIN 3HAUNMYIO
KOPPEJIAINI0 MEXKAY BBIABJIEHHBLIMU IIPU OMOIICUH

Puc. 22.10. Tucronornyeckoe UccieaoBaHUe MUOKapAa y 60nb-
Horo ¢ AITDK. [le3oprannsanus MELIEYHEIX BOJIOKOH 3a CY€T pas-
DACTaHUN COELUHUTENBHOM TKAHU U 0YaroBOro JUIOMATo3a
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npusHakamu AT, perucrpamnueir ycToiumnBoi
JKeJIYIOYKOBOM TaXWKapAUU, aHOMAaJILHOM CUTHAJ-
yepepaennoit OKT' 1 yecTaHOBIEHHBIMU [IPU 9XOKap-
nuorpaduy N3MeHEeHUAMU IIPaBOro Keaynouka. Tak,
aHOMaJIbHAs 9XO0KapAMorpaMMa IIPaBoro JKeIyI0uKka
SABJISJIACh YyBCTBUTENBHBIM (73% ) u cuermuduuec-
KuM (94% ) MHIUKATOPOM BBISBJIEHNS XapPaKTePHBIX
THUCTOJIOTUUeCKUX n3MeHeHuli. Hamuune ycroiunBoit
JKeJIYIOUYKOBON TaXUKaPAUU IPU BHICOKOM UYBCTBU-
TesbHOCTH (90% ) MMeso HUBKYIO CHeu(PUIHOCTD
(56% ). HanpoTus, peructpaius *KeJayI0odKoBOi Ta-
XUKapAUU 1 aHOMaJbHadA curHajia-ycpenaernas OKT
OKAaBaJINCh MIOKA3aTeJIAMU BEICOKOH CIIEIU(DIIHOCTH
¥ HUBKOUW UYBCTBUTEJHHOCTH [JIsi aHOMAJbHBIX THC-
TOJIOTMYECKUX HAXOJOK B MUoOKapze [48].

CiyienyeT TOMHUTD, YTO 3HAUNTEJIbHASA KUPOBAs
UHOUIBTPAIIMA IPABOT0 JKeJIYJ0UYKa HaOII0LaeTcsa
y 6omee 50% MOKUIBIX JIOAEl, a UHTPAMYPAJb-
HBIH JKUD B IepefHEl YacTU BePXYIIIKU BLIABJIEH Y
15% manumeHTOB KOHTPOJILHOM rpynnsl [9]. Takum
00pa30oM BBIABJIEHUE *KUPOBOM TKAHU B MUOKapPIe
IIPaBOTO JKeJIYIOUKa caMo II0 cebe He ABJIAETCH CIIe-
mudUUECKUM IPUBHAKOM IJIA YCTAHOBJIEHUS UAT-
HO3a apuTMOTeHHO# gucniasuu. Crenyer yUuThI-
BaTh, UTO OMOIMCUA MATOJOTMYECKU U3MEHEHHOMH,
WCTOHUEHHON CTeHKU IIPABOTO0 JKeJTyJ0UYKa COIpH-
JKeHa C MTOBBIIIIEeHHBIM PUCKOM Hepdopaiuu u reMo-
nepuKapza. 3HaUueHNe 9TOW MeTOINKN MOKET ObITh
OTPAaHUYEHHBIM U B CJyUasX JOKAJbHBIX (GopMm
apUTMOTEeHHOM QUCILIa3uu, KOrJa IaTOJOTUUYECKN
W3MeHeHHAasd TKaHb MOYKEeT He MOIacTb B OMOITAT.

s quddepennmansuoii guarsocturu AINIIMK u
MUOKAapAUTa MOKEeT ObITh HeO0OXO0JUMO CpaBHEHUE
OMOIICUITHBIX TPOO U3 IIPABOTO U JIEBOTO KEJIYTOYKOB.

Puc. 22.11. Tucronornyeckoe ucciefoBaHue MuokKapaay 6onb-
Horo ¢ AJITDK. Paspacranus uposon U GubpPO3HOL TKaHW, Xao-

TUYHBIA XOJ, MBILIEYHLIX BOJIOKOH, HepaBHOMEpHAA UX I'MIIEPTPO-

Q)Mﬂ, KJIETOYHOCTb CTPOMBI, B]:'[pa)KeHHbIﬁ OTEK TKaHU
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C. Chimenty u coaBTOpBI, 06CIET0BAB GOJIBIIIYIO TPYTI-
1y GOJIBHBIX, BBIABUIN, UTO ¥ 48% GOJIBHBIX C IIPABO-
JKeJTyTOYKOBBIM MHOKAaPJUTOM IIPDUCYTCTBOBAJIU IIPU-
3HAKY JIOKAJIHHOTO BOCHIAJIEHUA U B JIEBOM JKeJIyI0Y-
Ke, B OTJIMYMe OT Ipynmnbl 60rbHbIX ¢ AT [10].

Pa;monymm,zmme MeTOoAbl NCCJIeTJOBAHUA

PanmoHyKJIMIHBIE METOIBI JUATHOCTUKHU SIBJISAIOT-
cA aIbTePHATUBOM MHBA3WBHOM BEHTPUKYJIorpadum
¥ TI0O3BOJIAIOT OIIEHUTDH CETMEHTAPHYIO 1 II00ATBHYIO
COKPATHUMOCTD JKeJYAOUKOB cepAlia. AHoMaabHAA
COKPATHMOCTh IIPABOTO JKEJNYA0UKA, BhIIBJIEHHAS
IpY PagMOM30TONHON BEeHTPUKYyJorpaduu, mMmeaa
100% -Hy10 crenmu(pUYHOCTD U MOJIOKUTEIbHYIO IH-
arHOCTUYECKYIO0 3HAUMMOCTb. [Ipu cpaBHEeHUU JaH-
HBIX PAJANOHYKJIUAHON BeHTPUKYJIOTPA(UN IPABOTO
JKeJIyIoUYKa ¢ JaHHBIMU dXOKapauorpaduu Bce ma-
IUEeHThI C APUTMOTEHHOI AUCILIa3uell IPaBoro Ke-
JYIOYKA UMEJV OTHOIIIEeHEe KOHeUHO-I1aCTOIuYec-
KUX 00beMOB IIPABOTO U JIEBOTO JKEJIYI0UKOB OoJee
1,8 u pparmuio BrIGpoOca MIPaBOTO JKEJIYI0UKA BO
BpeMs Harpysku menee 50% [41].

Hcnonb3oBaHMe TO3UTPOHHO-dMUCCUOHHOM TO-
Morpaduu MO3BOJIMJIO “BU3yaan3upPOBaATh” MHTPA-
MypaJbHbIe TAHTJINU U OIEHUTL XapaKTep WHHep-
Banuu Mmuokapga. ITo gauusim T. Wichter u coas-
TOPOB, ¥ OOJBHBLIX C APUTMOTEHHOM AUCIJIasuen
BBISBJISIETCSA 3HAUUTEJIbHOE CHUMKEHME IJIOTHOCTHU
OeTa-afipeHepPruYeCcKUX PeIlerTOPOB MUOKapAa mpa-
BOTO JKeJIyIouKa, UYTO IPUBOAUT K AUCIIePCUU ped-
paKTepHOCTeH U MOKeT ObITH OSHUM M3 apUTMOI'eH-
HBIX (DAKTOPOB B 3TOU IpyIIIie MarueHToB [74].

KPUTEPUHN NUATHOCTURHN ALILK

B HacrosIiee BpeMs JUarLos apuTMOTeHHOMN Iuc-
13U /KapAuOMHUOIIaTUH IIPABOTO KEeJYI0oUKa yC-
TAHABJIMBAETCS II0 COBOKYITHOCTH 00IbULULX Y1 MAJLbLX
IIPHU3HAKOB, 0A3UPYIOIINXCA HA CTPYKTYPHBIX, THC-
TOJIOTUYECKUX, DJIEKTPOKAPANOTrPaA(UUECKUIX, APUT-
MUUYeCKUX U reHeTrudYecKux (paxrTopax (rabm. 22.2).

O HaJIMYMY HATOJIOTUU CBUIETEJILCTBYET BBHISB-
JIeHWe y HalMeHTa ABYX 00AbliUX TTPU3HAKOB WU
OJTHOTO 00/1bUL0Z0 U BYX MAJLbLX, NI UETHIPEX MA-
JbLX M3 PA3HBIX TPYIIIIL.

Tabauuya 22.2

Kputepun 1MarHoCTHKU apUTMOTEHHOI AMCILIA3HH IPABOTO KEIyT0UYKa.
Mongudpuranus kaaccupuramuun W.J. McKenna et al., 1994; (D. Corrado et al., 2000)

1. CemeliHblii aHaMHe3
bonbLuoi npuaHak:

Manble npu3Haku:

Il. AHomanuun genonapu3aynn/npPoBeseHns
bonbLuoi npuaHak:
Manblii npu3Hak:

lll. AHomanuu penonspusaummn
Manblii npu3Hak:

nyyka vca).
IV. Aputmumn
Manble npuaHaku:

1 npoBbl C HarpysKoif;

bonblune NPU3HaKW:

— 3HayuTeNIbHagd CerMeHTapHaa gunarauusa X.
Manblie NPU3HaKW:

— YMepeHHas cermeHTapHas gunatauus DX
— pervoHanbHas runokuHesus MX.

VI. Xapakrepuctuka TkaHn cTeHoOK
bonbLuoi npuaHak:

— HaCneACTBEHHbI XxapakTep Natonoruu, NOATBEPXAEHHbLIA JaHHBIMW AyTONCUU WU NPU OnepaLyu.

— BHe3anHas cmMepTb B ceMbe (< 35 NeT) ¢ npearnonaraemoii aucniasuveil/kapauomuonarvei MX;

— [JaHHble CEeMEiHOro aHamHe3a (KNIMHUYECKMIA AMarHo3, OCHOBAHHBIA HA HACTOSLUMX KPUTEPUSX).

— BO/HbI 3MNCUIIOH WM IOKasbHOE YBENYeHmne nTenbHocTu (Gonee > 110 mc) komnnekca QRS B npasbix rpyaHbIX oTBeaeHmrax V,—V,.

— no3aHWe noTeHuuanbl Xenyao4ykoB npu cmrHan-ycpenHeHHoﬁ KT

— nnBepcns T-BONHBI B MPaBbiX rPyaAHbIX oTBeaeHnsx V, u V, (y naunenTos crapwe 12 net npu oTCyTCTBMM 6n0Kaabl NPaBoii HOXKM

— XT ¢ mopdonorueii 6nokaabl 1eBoii HOXKM nyyka MMca (ycToitumBas 1 HeycToiiumBast) no faHHbiM IKI, CYTOYHOrO MOHWUTOPUPOBAHUS

— yacTas X3 (> 1000/cyT) npu xonTepoBCKOM MOHUTOPUPOBAHMMU.
V. MobGanbHas n/wnm pernoHanbHas ANCOYHKUMUSA U CTPYKTYPHbIE U3MEHEHUs*

— 3HauuTenbHas aunaraums u cHuxenne ®B MX npn OTCYTCTBUN WU TONbKO HE3HAYUTENIbHOM BOBJIEHEHUW IEBOIO XENynouka;

— JI0OKa/lbHble aHEBPU3MbI X (aKI/IHeTVILIHbIe W JUCKUHETUYHBIE 30HbI C ANACTONINYECKUM Bbl6\/X3HMGM);

— ymepeHHas 06was aunataums MK n/unm chmxenne ®B npu HopManbHoM JIX;

— 3amMelleHne COeDMHI/ITeJ'IbHO-)KVIDOBOﬁ TKaHbi0 MKOKapaa npu SHHOMMOKapﬂ,M&ﬂbHOVI Huoncuu.

pymeyarme: * BoISBNIEHHBI MU 3XOKapaMOrpadum, BEHTPUKYNOrpaduy, MarHUTHO-PE30HAHCHON ToMOrpadun un paayon3OTONHON BEHTPMKYNOrpadum,
XT — xenymoukosasi Taxvikapams, MK — npasbiii xenynodex, ©B — dpakums Bbibpoca, X3 — xenyaoukosas akctpacuctonms, JDK — nesbii Xenyaouek
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XOTs1 UCTIOJIBb3YeMble KPUTEPUU U IIPEACTABISIIOT
c000i1 yIOOHBIN KJINHUUYECKUNA METOJ YCTaHOBKU
numarnoda AWK, onTumanbHaa olleHKa IeHHOCTH!
IUarHOCTUYECKUX IIapaMeTpoB TpedyeT IPOoCIeK-
TUBHOM OIEHKU OOJIBLIIION MOMYJIANUN C UCIIOJIb30-
BaHMEM JAaHHBIX MEXKIYHAPOJHOTO perucrpa. Bos-
MOKHO, (GeHOTUII apUTMOTeHHON AUCILIa3uu IIIupe,
yeM MBI IpeAIoaraeM, i HeaHaUnTeJIbHbIe ITPOSB-
JIEHUS CTPYKTYPHOI aHOMAJJIUU IIPABOTO JKeJaya0U-
Ka MOTYT OBITH IIPOSIBJIEHEM 00JIe3HU, OCOOEHHO B
ciaydasX OTATOIIEeHHOUW HacjeacTBeHHocTHu. Ilpes-
JIO}KEHHbIe TUAarHOCTUUYEeCKUe KPUTEPUU BBICOKO
cuenu@UIHBI, HO HeJOCTATOYHO UYYBCTBUTEIbHEI.

JEYEHHUE

MeI[I/IKaMeHTOSHaH Tepanusa

CroenuduuecKoro JeueHusi, HAIIPaBJIeHHOI'0 Ha
cam marojoruueckuii mporecc npu AIIIMK, B Ha-
cTosAIlee BpeMs He cylecTByeT. IIpu pasButuu
IUCOYHKIIUY MUOKApPa MPOBOAUTCA KOPPEKI[USI
cepaeuHoil HegocTtaTouHocTu. Ho onpemensaoonium
B JIEUEHUU dTUX OOJBHBIX SBJIAETCS aHTUAPUTMU-
yecKas Tepamus, HalpaBJeHHas Ha IpopUIaKTu-
KY U KYIUPOBAHUE KEeJYIOUKOBBIX apUTMUMH.

B Hacrosiiiee BpeMs HeT eJUHOTO MHEHUS OT-
HOCHUTEJbHO CTPATErnH JIEUeHUST Y AaCUMIITOMHBIX
MaIMeHTOB C He3HAUUTEJbHLIMU MOpPQOoJoruiec-
KUMU U3MEHEeHUAMH IIPABOrO JKeJymouKa u 0es
JKeJYAOUYKOBBIX apuTMuii. B aTuxX ciayuyasx om-
paBIaHO MCHOJIb30BaHue 6eTa-0JI0KaTOPOB O
CHUKEHUS PUCKA BOBHUKHOBEHUSA aJpeHepruyec-
KU CTUMYJHMPOBAHHBIX KeJIYIOUKOBBIX aDUTMUMH.
IIpu Hanmuuwmu y 6OJIBHOTO CUMIITOMHBIX KeJy-
IOUYKOBBIX 9KCTPACUCTOJI UJIU SIIU30J0B HEYCTOMH-
YNBOH JKeJYLOUKOBOU TaXUKAPAUM JIeUeHNe TaK-
JKe IeJiecoo0pas3Ho HAUMHATH ¢ 6eTa-6J0KaTOPOB.
ITamueHTHI ¢ mIapOKCU3MaMU yCTOMUYMBOM KeJy-
ITOYKOBOM TaXWKAPAUU IOJKHBI OBITH OIl€HEHBI C
TOYKU 3PEHUS HEOOXOAMMOCTH MMIIJIAHTAIUNA
KapamoBepTepa-aeuopuIaIaTopa Ipu 00a3aTesb-
HOM COXPaHEeHUU aHTUAPUTMUUYECKOH Tepamuu C
1[eJIbI0 YMEHbBIIIeHUST KOJUUEeCTBa PaspsmgoB.

IMIUpPUYECKOe MeINKAMEHTO3HOe JIeUeHNEe CUMII-
TOMHBIX KEJYIOUKOBBIX APUTMHUNA y OOJBHBIX
AT naxe ¢ “CIOIb30BaHMEM AaHTUAPUTMHUYECKUX
npemnapatoB III Kiacca Mo:keT OBITH 0€3yCIeTHBIM
UM CBS3AHO C PUCKOM Pa3BUTHUS MOOOUYHBIX SBJIE-
HUM. 9PPEeKTUBHOCTh UCHOJIHL30BAHUSA MEeIUKaAMEH-
ToB pasauuna. Ilo raunueim T. Wichter u coasTopos,
JIyUIlive pesyIbTaThl ObLIY MOJIYUeHBI IIPU UCII0JIb30-
BaHUU cotasosa (83% ) B cpaBHEHUU ¢ BepalaMuIoM,
athderTUBHOCTL KOTOpPOro cocrasuia 50% , amuoma-
pouoM (25% ) u Gera-6moraTopamu (29% ) [72].

Hcnonb3oBanne NporpaMMUPYyEeMOMA CTUMYJIS-
AU KeJYTOUYKOB, CYTOUHOTO MOHUTOPUPOBAHUS
IKT uim HArpy30UYHBIX IIPO0 AJIS TECTUPOBAHUS

AQHTHAPUTMHUUYECKUX IIpeIapaToB IIOBBIIIAET a(hpek-
TUBHOCTh MeJNKAMEHTO3HOI Tepanuu mn0 74—89%
C PUCKOM Pa3BUTUA PeIlUANBa TaXUKapAUU B OTJa-
JeHHOM mepuoze 10 12%.

B cayuasx Hea(pheKTUBHOCTU NN HEBO3MOIKHO-
CTU UCIIOJIb30BaHUA aHTUAPUTMUUECKUX TIpernapa-
TOB MOTYT OBITH IPUMEHEHBI XUPYPruuecKue UIu
KaTeTepHbIe METOAbI JIeUeHU .

Xupypruueckue MeTOIbI

ITepBoii MOTIBLITKOI BO3MeiCTBOBAThL HA cyOCcTpaT
TaXUKAPAUU XUPYPIrUUECKUM IIyTeM ABUJIACH BEH-
TPUKYJIOTOMUSA IIPABOTO KeJTyJO0UKa B 30He HAMUbO-
Jlee paHHEU SMUKaAPAUAIBHON aKTUBAIUU, BBITIOJI-
HenHasi G. Guiraudon c¢ coasropamu B 1974 rozy.
B mocsiegyroriem sTa rpyIa aBTOPOB IPEIIOKUIIA
A gedenus 6osapHBIX ¢ AIIIIVK onepanuio moaHOM
MB0JIAINYU CBOOOIHON CTEHKM IIPABOTO JKEJIYIOUKa
[30]. Ommako IMTUPOKOT0 PACIIPOCTPAHEHUS 9Ta OTIe-
palud He HAILIA 110 IPUYNHE YaCTOTO PA3BUTHUA OC-
TPOH IPaBOKEyA0UKOBOM HegocTaTouHOCTH. OTIN-
CaHBI OTJeJIbHBIE CJIyUYau AJUTEJBHOr0 apdeKTa
UB0JIAINY IIPABOTO JKEJIYI0UKA IPYU He3HAUNTE I b-
HOM CHUKEHUU ero QyHKIUU Ha (POHEe ABYXKaMep-
HOM sJeKTpoKapauoctTuMmyaanuu [65]. Moguduka-
A METOAUKHU C YACTUUHOM M30JIAIMe CBOOO HO
CTEHKU IIPABOTO JKeJyIOoUuKa He HAIlIa ITHUPOKOT0
IIPUMEeHEHHNA BCJIEACTBHE YaCThIX PEIIUINBOB TaXM-
kapauu [53]. OnHUM U3 BapUAHTOB XUPYPrUIECKO-
TO JIeueHuA apHTMOPeHHOfI AUCILJIa3UU MOMHO CUN-
TaTh TPAHCIIAaHTAIMIO cepana. Kaxk meron ieueHu A
CepAeYHO HeIOCTATOYHOCTU Y 9TOU IPYHIILI 60JIb-
HBIX BO3MOXKHO MCIIOJIb30BAHNE KAPAUOMUOILIACTH-
KU IIpaBoro Keaymouka [28].

KarerepHble MeTOABI

HKenynoukoBble HapyIIeHNUA PUTMA IIPU AaPUTMO-
TeHHOM AUCILIA3UU IIPABOTO KEeJYIOUYKA CBI3aHBI
UJIN C aHOMAJIbHOUM 9KTONMWYECKON aKTUBHOCTHIO,
WK C HAJIUYHEM 30H “MeIJIeHHOro” IPOBeAeHUA U
pe-eHTpU TaxuKapauaMmu. I'eTeporeHHOCTb MOpPdO-
JOTHUUECKUX M3MEeHEeHUH U IMIPorpeccUupoBaHUe Ta-
Tosiormueckoro nporecca npu AIIIM asaaiorca
NPUUYNHON TmOoJU(POKAJILHOTO XapaKTepa U TpaHC-
dbopmanuy MKesygoUKOBbIX aPUTMUM.

B 1984 r. P. Puech ¢ coaBTopamu BrepBbie CO00-
muJ 06 YCIeITHON KaTeTePHON JeCTPYKIIUU 30HBI
YCTOMUYMBOM KeJyJOUKOBOI TaxXuKapauu y 27-jer-
Hero malueHTa ¢ apuTMOTeHHON AUCILIasueil mpa-
BOTO Keaymouka [62].

B zaBucuMOCTH OT MeXaHU3Ma apUTMUU HaIpaB-
JEeHHOCTh ¥ MeTONMKAa KAaTeTePHON MeCTPYKIUU
pasnuunbl. MexaHu3M pe-eHTPU CBSA3aH ¢ HAJUYU-
eM 30HBI “MeIJIEeHHOTO IPOBeIAeHUsa’, KOTopasa SIB-
JsAeTcad KPUTUUYECKUM 3BEHOM TAaXUKapPAUU U Iie-
JIbIO KaTeTepHOro BoszeiicTBuA. Hepeako moaumop-
(GHOCTD KeJTYAOUKOBOU TaXUKaAPAUU 00yCJIOBJIEHA
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HaJIuuYneM HeCKOJbKUX TOUEeK “BBhIX0ma” BOKPYT
OIHOM obslacTu “mMemsenHoro mposefenusa”. Kak u
IPY KOPOHAPOTEHHBIX Pe-€HTPU KeJyIOUKOBBIX
TaxuKapaAuAx, Hanbogee s(pGHeKTUBHBI BO3AEH-
CTBUS B 30HY “MeiJieHHOTrO ImpoBenenud” [21, 36].

3amMmenyieHre MPOBEIEHUA B M3MEHEHHOH MaTo-
JIOTUYECKUM IIPOIECCOM TKaHU IIPOSBJISETCA B
BHUJe (hparMeHTalMi CUTHAJIA C HOBEPXHOCTU DH-
JoKapaa, n3BeCTHOEe KaK (heHOMEH “IIOCTBO30YIK-
nenus” (puc. 22.12).

CoxpaHeHue parMeHTaIMU BO BpeMs TaXUKap-
IUU MOXKEeT OBITH IIOATBEPIKIeHneM 0JIM30CTH 00.J1a-
CTU perucTpanuu K 30He Taxukapauu (puc. 22.13).

Hoctu:keHne heHOMEHA “CKPBITOTO BXOMKIeHUA
C perucrpamnueil IoCTCTUMYJISAIIMOHHOr0 NHTEPBA-
Jia, aHAJOTUYHOTO ITUKJIY TaXUKAPAUU, CBUAETEIb-
CTBYeT 0 HAXOMKJEHUU KaTeTepa B KPUTHUUYECKON
3oHe (puc. 22.14).

BosgeiicTBue TOKa BBICOKOI YaCTOTHI B BTHUX
ciaydasx, KaKk IPaBUJIO, KYIUPYeT TaXUKapPIuIio
(puc. 22.15).

HoBble BO3BMOKHOCTU B JieueHUU OOJBHBIX C
ATIK OTKPBIINCH IPU HMOABJIEHUU METOIUKU
2JIEKTPOAHATOMUYECKOr0 KapTupoBaumsa. Perucrt-
panusa aMIJINUTYIbI 1 HATTPABJIEHHOCTU CUTHAJIOB C
TMOBEPXHOCTH dHAOKAPA MO3BOJISAET He TOJbKO OII-
penesnTh MeXaHU3M TaXUKaPAUN, HO U BU3YaJIN3H-
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Puc. 22.12, deHoMeH “nmocTBo36yxaeHUA". CBepXy BHU3 Mpej-
crasnenst I, II, IIT, aVF, V,-orsenenua IKI, snexTporpammer u3 o6-
JlaCTU BEPXYUIKU MpaBoro xenynouka (RVd), BrixopHoro Tpakra
IIPaBOro Xenynouka (map 1, map 2). 3se3noukamu mokasax dexo-
MeH “mocTB0o36yaenua” y 6onsHoro ¢ ALIDK
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pOBaTh PACIPOCTPAHEHHOCTH IIATOJIOTUUECKOTO
mpoiecca. M. Boulos ¢ coaBTopamMu BBIIBUJIN KOP-
PENAINIO MEXK Y JaHHBIMY MATrHUTHO-PE30HAHCHOMN
ToMOTpapuUU 1 9XoKapauorpaduu 1 pe3yabTaTaMu
9JIEKTPOAHATOMUYECKOTO KapTupoBaHus [6].

9 HeKTUBHOCTD U OTHAJEHHBIE PE3yIbTaThI Ka-
TerepHOU gectpykuuu npu ALK oupemensior-
cs TpemMsa paKkTopaMu: IOJIUMOP(PHOCTHIO cyocTpa-
Ta TAaXUKAPAUU, CIOMKHOCTAMU HUACHTUDUKAIIUN
KPUTUUYECKOM 30HBI, a TAKKe JaJbHENIITNM Pa3BU-
tuem 3aboseBanusa. AT — mporpeccupyroiasa
TIaTOJIOTUSA C BLICOKOI BEPOSATHOCTHIO BOSHNKHOBE-
HHUS HOBBIX KeJYJIOUYKOBBIX apuTMuii. PacmpocT-
paHeHHOCTH cyOCcTpaTa U ero pasBUTHE IPU apPUT-
MOTEeHHO¥ JUCIIJIa3U1 HePEIKO JeJal0T HEBO3MOMK-
HBIM IIOJIHOE yCTPaHeHe apUTMOTeHHOI 30HBI, HO
MMO3BOJIAIOT €e MOAM(MUIIUPOBATD U JOCTUYUD YCTO-
YUBOTO MMOJIOYKUTEJIBHOTO KIMHUUYECKOTO s deKrTa.
Hepenxo 601bHBIM TPEOYeTCsI BHIMIOJTHUTD HECKOJIb-
Ko omepanuii. ITo garaeiMm G. Fontaine u coaBTo-
POB, 3(DEKTUBHOCTb NEePBOI OIlepaluy COCTaBUJIa
32% . Ilocuie BrOpO# onepariuu 3G(eKT JOCTUTHYT ¥
45% O6oabHBIX. 1 B pe3yabTaTe Tpex MpoIeayp ObLI
ITOCTUTHYT YCTOMUYMBBIN ITOJOMKUTEIbHBIA PE3yJIbTaT
B mepuoj Habogenus 5,4 roga [27]. Ciegyet oTme-
TUTh, YTO AaKe IPU COXPAHEHUU WHAYKIINU TaXU-
Kapauu mocje KarerepHoi omepanuu B 70—80%

lll /_/'_\\\‘ ; //‘“\\\ /‘\\

/’ \ ,'f \ ./
aVF
\/ j/-/\” //_\///J\
Vi1
e e o IR D L DI B o

RVd_ﬁJL I

map 1

CPEAHE-AHACTOAHIECCKHE MOTCHIHAABI

i 7 E 1

V 1 /

ID: 18486/VT - ARVD

Puc. 22.13. Perucrpanua cpefHeAnacTONUYECKUX MOTeHLUA-
noB y 6onbHoro ¢ AAINK Ha doxe pe-entpu XKT. CBepxy BHU3
npepncrasnenst IT, 11T, aVF, V -orsenenua IKI, anekTporpamMms u3
o6nacTv Bepxylku npasoro xenynouka (RVd), BerxopHoro Tpakra
IPaBoTo Xenyaouka (map 1, map 2)
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Puc. 22.14. lemoHcTpauua heHoOMeHa “CKPLITOTO BXOXAEHUA” B LUK TaXUKapPAUKN

5¢ nm/
ID: 18488/VT - ARVD

Puc. 22.15. Kynuposauue T Bo BpeMs BO3AeNCTBUA TOKA BbI-
COKOM YaCTOThI

ciiyuaeB paHee Oe3ycIelrHas aHTHaAPUTMUYECKast Te-
panusa craHoBUTCA 9PeKTUuBHOM [38].

HNMnnanTanusa KapauoBepTepoB-
ne(puopUILIATOPOB

Kaxk m nmamuenTtsl, nepeHecmine nHGapKT MUO-
Kapja, 00JIbHBIE ¢ ApUTMOTEHHOM AUCIIasuei mpa-
BOTI'0 JKeJIyZ0UKa NMeIOT BICOKUY PUCK BHE3AITHOM
cepaeuHoii cmepTu. ITaniueHTaM rpynnbl pucKa mo-
KasaHa UMILIaHTaIuA KapJuoBepTepPoB-aehuopu-
JATOPOB. B oTanuue oT miteMuuyecKoit 60ae3HN
cepana B otHorreHuu AJITIHK HeT eTMHOTO MHEHUS
0 HEOOXOAMMOCTY MMILJIAHTAIIUN KapAUOBEPTEPOB-
IeUOPUIIIATOPOB AJI MEPBUUYHON TPOPUIAKTUKYI
BHe3aIlHOU ceplleuHol cMepTu. B HacToamnee BpeMsa
9Ta olepanud KaKk Mepa IepBUYHON TPOPUIaKTUKYI
oIpaBJaHa y MAIleHTOB C OTATOIIEHHBIM aHaAMHe-
30M (Hamuume BHE3aIIHO MOTUOIMNX OJMKaANIITIX
POACTBEHHUKOB C BEPU(DUITMPOBAHHON apUTMOTEH-
HOU MUCILIasueil mpaBoro KeJayJ0uKa) U UMEeIOIInX
PU3HAKY 3TOM MATOJOTUH. [JOOJTHUTENLHBIM (DaK-
TOPOM MOTYT OBITh JAaHHBIE TEHETUUECKOT0 aHAJIN3a,
ocobenHo BhIABIeHUEe Tunia ARVD2 (AIITHK2), xo-
TOPBIN XapaKTepuayeTcsA BOSHUKHOBEHUEM IIOJIU-
MOP(HOM KEeJTyJOUKOBOA TaXUKAPAUYU U BHE3AITHOMN
CMepThIO B IOHOM BO3pacTe.

ITanueHTHI, IEpEeHECIINe STU30AbI PUOPUIIAIIUN
JKEeJIYJOUKOB UJIN UMelol[iie B aHaMHe3e YCTOHUu-
BBbI€ TTAPOKCU3MBI JKEJIYIOYKOBON TaXUKapIUU, SIB-
JIAIOTCS 0e3yCIOBHBIMU KaHIUAATAMU [JIA BTOPUY-
HO¥Y TpOo(UIAKTUKU BHE3AMHOM cepAeuyHoll cCMepTH
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C UCIIOJIb30BAHMEM UMILIAHTUPYEMbBIX KapInOBePTO-
poB-neubPUILIATOPOB. Vcmomb30BaHe 3TUX YCT-
POMCTB IT03BOJISET 3HAUUTEILHO CHUSUTH PUCK apPUT-
mMuyecKoi cMeptr. OgHaKO ¥ OOJIBIITMHCTBA IAIeHTOB
IPU 9TOM COXPAaHSAETCS MOTPEOHOCTDH B MOCTOSTHHOM
npueMe aHTHAPUTMHUUYECKUX MIPEIapaToB C IIeJIbI0
YMEeHBIIIeHUsT KOJIMYeCTBa Pas3psifoB 1euOpuLIsaTo-
pa[29, 39].

WmmnnaHTanusa KapauoBepTePOB-aeuopULIATO-
POB y OOJIBHBIX BTOI MPYIINLI, YUNTHIBAA U3MEHEHUS
B IIPABOM KeJIYIOUKe, MOYKeT ObITh COIIPSAKeHa C Ha-
pyllleHreM OeTeKIIUN M3-3a CHUKEeHHOUN aMILIUTYIbI
BOJIHBI R, BBICOKMMU ITOPOTaMU CTUMYJISIIUY U BBI-
COKMM PUCKOM Iepdoparuy MIOKapaa 3JIeKTPOIOM.

Br10op Jeue0HOI TAKTHKHN

W3-3a pa3nuuHbIX (POPM U BapUAHTOB KJINHUUYEC-
KOI'O TeueHud apI/ITMOI‘eHHOfI AUCILJIa3uU IIPaBoOro
JKeJyIouKa eIUHOTO aJropuTMa JieueOHO TaKTH-
KU He CYIIeCcTBYeT. ¥ CJIOBHO MOXKHO Pa3leuTh
TanMueHTOB C apUTMOTEeHHON NUCIIa3neil Ha Caemy-
IoIlue IIATH I'PYIII.

1. ITamueHTHI ¢ IOKAJIBHBIMU (pOpMaMy apUMTO-
TeHHOU AWCIJIAa3UU B COUETAHUU C aCHMIITOMHOM
UJIN MaJIOCUMIITOMHON KeJyIOUYKOBO dKCTPACH-
cToauei u 6e3 OTATOI[eHHOTO0 CEMEeMHOT0 aHaMHe-
3a. B 9TuX cayuyasax aHTHapUTMUUYECKasd Tepamnus,
3a UCKJIIoUeHneM 6eTa-0JI0KaTOpPOB, He OIIpaBaaHa.
BesycaoBHO, 3TUM MalueHTaM, KaK U BCeM 0O0JIb-
eIM ¢ AIITHK, caexgyer m3beraTh MHTEHCUBHBIX
pusnyecKUX HATPY30K U 3aHATUU CIIOPTOM.

2. ITantmenTs! ¢ JoKanbHEBIMU opmamu AT B
COUETaHUU C CUMITOMATUYHON JKEJIYTOUKOBOM 9KCT-
pacucroJsineii, MapoKCU3MaMy HEYCTOMUMBOU WU
yCTOMUMBOU JKeJIyL0UKO0BOM Taxukapauu. VM noka-
3aHa IJIaHOBasA aHTUAPUTMUUECKasa Tepanus. B ciy-
yaax Hea(pPeKTUBHOCTU UM HEBOZMOYKHOCTU MeIN-
KaMeHTO3HOTO JIEUeHUs I1eJIeCO00PA3HO BBITIOJHUTD
KaTeTepHYIO JeCTPYKIINIO 30HbI TaXUKAPAUN.

3. HaHI/IeHTBI C YCTAHOBJIEHHBIM THMAarHo3OM
AT, HO 6e3 BhIpAKEHHON AUCHYHKIIUU MUO-
Kap[a IIpaBoro Keaymouka. IM Mo:keT OBITH IIPO-
BeoeH HOI[60p AHTUAPUTMHNUYECKHUX IIPperrapaToB C
WCIIOJb30BaHUEM SHIOKAPAUAIBLHOTO 3JIEKTPO(U-
3MOJIOTUYECKOTO MCCIETOBAHUSA C IeJbI0 IPeayIl-
PeKIeHNA dSIIN30/I0B YCTOMUNBOM, TEMOAMHAMUUEC-
KU 3HAUUMOM pe-eHTPU KeJNyIJOUKOBOI TaXUKap-
nuu. [Ipy coxpaHeHUU PeIUANBOB JKeJyT0UKOBO
TaXUKapAUMU MOKAa3aHbl KaTeTepHas omepanud u
mocaenyioliaa UMIIJIaHTAIIUA KapAuoBepTepa-ie-
budbpunraropa.

4. ITatrieHTHI ¢ TAaPOKCU3MaMU YCTOMUMBOM JKeTy-
IOYKOBO¥ TaxmKapAuu Ha (hoHE BBIPAKEHHOU IUC-
GYHKIMYT MUOKAapPAa, PABHO KaK U ITepeHecITre KJIu-
HUYECKYIO CMEPTH BCJIEICTBHIE PA3BUTHUA MaPOKCU3Ma
JKeJIYTOYKOBOM TaXUKapAuU MIN (pUOPUILIAIIAN JKe-
JyAOoUYKOB. VIM abCOJIIOTHO ITOKa3aHa MMILIAHTAIU
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KapauosepTepa-aedubpuiiasaTopa Ha (oHe mpuema
AHTUAPUTMUUYECKUX IIPEapaToB U MeINKAMEHTO3HO-
T'0 JIeYeHUS CePAEYHOU HeIOCTATOUHOCTH.

5. [TamumenTs! ¢ pegkumu Bapuantamu AT,
KOr[a MpeBaJupPyIOT ABJEHUA AUCHYHKIIUU MUO-
Kapaa — 6osiesau Uhl iy OMBeHTPUKYIAPHOI IIa-
TOJIOTUU 0e3 SIU30/40B KeJYA0UKOBOU TaXUKapPIUN
NIU PUOPUILIANINY KeJYI0UKOB. OTUM HalleHTaM
TMOKa3aHa KOPPEeKIUA MPOABJICHUNA CepAeuHoll He-
JocTaTouHOCTH. IMILIaHTAIIA KapAuoBepTepa-Je-
bubpunaaropa MoOKeT ObITh PeKOMEHJ0BaHAa B II0-
ITOOHBIX CJyUYasiX, OMHAKO JOCTOBEPHBIX HaHHBIX 00
9P PeKTUBHOCTH UX IIPUMEHEHUS B 3TOH TI'PyIIIe
0OJBHBIX B HACTOSAIIEe BpeMs HET.

Oco0eHHOCTH COIMAJIbHO-0BITOBOM
aganTanmyuu

BesycioBHO, [MAarHO3 apUTMOTEHHOM JUCILIaA3UT
IIPaBOTO KEJYA0UYKa B OOJBIIMHCTBE CAyUYaeB MO-
JKeT OKas3aTh CYIeCTBEHHOe BJIWAHNE KaK Ha IICU-
XOJIOTUUECKOE COCTOSHUE MallueHTa, TaK U Ha ero
obpas 'KU3HU U Kapbepy. [IJ1sg HEKOTOPHIX M3 HUX
HaJIMUMe BPOXKIEHHON W, B 00IEeM, HEM3JIeUNMON
MaTOJOTUU MOJKET ObITh MPUUYNHON JEeNPEecCUuu.
HemanoBaKHBIM MOMEHTOM SABJIAETCS HEOOXOIU-
MOCTh 00CJIe[OBaHUS OJIMKANIIUX POACTBEHHUKOB
0OJIBHBIX C YCTAaHOBJEHHBIM nquaruozom AJIIMK,
YTO MOJKET YBEJUUYUTh YKCJIO MAIMEeHTOB WJIU BO3-
MOJYKHBIX CKPBITBIX HOCUTEJIEH 9TOT0 3a00IeBaHUA.
ITosTomy B guasiore ¢ GOJIbHBIMU U UX POJCTBEHHMU-
KaMU CJIeyeT YUYUTHIBATh Pl (GaKTOPOB:

— HacJIeIyeMbIll XapaKkTep 3a00JIeBaHUA BLISBIAET-
cst TosibKo y 30—50% mamueHToB, IPKU 9TOM CTEIeHb
MIPOSABJIEHUs 3a00JIeBaHUS MOYKET OBITH Pa3INyHa;

— IPYIIIy PUCKA COCTABJISAIOT OOJIbHBIE C OTSAIO-
IeHHBIM CeMEeMHBIM aHaMHe30M (91M130aMU BHe-
3aIIHOM CMePTHU cpeau OJMKAUIINX POACTBEHHUKOB
Ha poue AIIIIIK) n/unu BeIpaKeHHOHU TUCHYHKIH-
eli MUOKap/a;

— BaHATHUSA CIIOPTOM, NHTEHCUBHBIE (DUBUUECKIE
HATPY3KU WU IICUX09MOIMOHAIBHBIN CTPECC MOTYT
IIPOBOIMPOBATH JKEJIYIOUKOBbIE HAPYIIIEHUSI PUTMA
y 6osbHBIX ¢ AIITIGK.

CTPATUOURALIUS PUCKA
BHE3AIIHOM CMEPTH A ITPOI'HO3

Kpurepuu pucka BHe3aIHOW cMepTH

B CITA ANITHK aBideTca IPUUYMHON BHE3AITHON
cMmepTd B 5% cJiiyuaeB cpeau IMalleHTOB B BO3pacTe
o 65 jer [56] u B 3-4% ciyuaeB cMepTH Y MOJIO-
IBIX CIIOPTCMEHOB BO BpeMsA (DM3WUECKUX 3aHATUH
[45]. B uranbanckoit obsactu Benero AT aBmsa-
eTcd BeAyIllell IPUYMHON BHE3AIMHOW CePAeYHOM
CMepTH B BO3pacTHOi rpymnne xo 35 jet [66]. Exe-
rogHas cMepTHOCTh mamueHToB ¢ AT, He uc-
MMOJIb3YIONNX aHTHAPUTMUUYECKUe IIpernapaTsl, co-
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crasJsieT 3% B rox. cmoab3oBaHue MeIUKAMEHTOB
IM03BOJISIET CHUBUTH 3TOT PuUckK m0 1% [1].

JlaHHBIX TPOCIEKTUBHBIX MCCJIEIOBAHUN O BJIU-
AHUY UMILIAHTAIUU KapauoBePTepPOB-nedubOpuI-
JIITOPOB Ha BBI)KMBaeMocTh namueHToB ¢ AWK B
HacTosIllee BpeMsi HeT.

ITo mauubiM ayTomcuit B 80% caydyaeB mpudmHa
cmeptu 60abpHBIX ¢ AIIITYK cBaAsana ¢ BHesamHoOM
OCTAHOBKOII CepIeuYHOll MeATeJbHOCTH U JUIIb B
20% caydyaeB cMepPTh HACTYIIaeT BCJIEACTBUE Cep-
IeYHOW HeJOCTATOUHOCTH. B IMOJOBUHE ciIydyaeB
BHe3allHas CMePTh HACTYyIlaeT BO BPpeMs MHTEHCHUB-
HBIX (DUBUUYECKUX HATPY30K UJMU ICUXO0IMOI[UO-
HAJBHOTO CTPecca Y aCUMITOMHBIX MaIueHToB [2].

B HacrosiIee BpeMms mpobieMa cTpaTuGuKanum
PHUCKa PasBUTHUSA KUBHEYTI'POKAIOIIUX HAPYIITEHUH
puTMa y 60JbHBIX C aDUTMOTE€HHOU AUCILIas3uen mpa-
BOTO JKeJIYIOUKa JajieKa oT perenusi. HescHbI Kpu-
TepPUU OIEHKU aCUMIITOMHBIX IAI[€HTOB, BbISABJIEH-
HBIX BO BpeMs ceMeiHOro ckpuHuHra. OIHOM 13 Ipu-
YWH SIBJSIETCA OTCYTCTBUE JAaHHBIX, OCHOBAHHBLIX Ha
IINTEIbHOM HAOJI0IeHNN 3HAUYNTEIbHOM IOy ISAIINNI
6oabHBIX. VIMeromiasgcsa nHGopManusa U NOUBITKHU
IIOCTPOEH U IIPOTHO3a OCHOBAHbBI Ha PeayIbTaTax pa-
0OTHI OTZENBHBIX IIEHTPOB. B HacTosAllee BpeMs co-
3maeTcsa Me:KAYHapOIHBIN perucTtp OOJBLHBIX C
AT, KOoTOpHI ITO3BOJIUT CUCTEMATU3UPOBATH Pe-
3yJIbTAThl Pab0OThI PA3JIUYHBIX HCCJIeTOBaHUIA.

TeTreporennasa mpupoja apUTMOTeHHOM AUCILIA-
3UU BO MHOTOM SIBJISIETCA IMIPUYUHOI TOTO, UTO He
yIaeTcs CBSA3ATh KJIMHUYECKUE MPOSABJIEHUS C IPO-
ruo3oM. CHHKONIAJIbHBIE SIIN30bI IPUHATO CUUTATD
oTpakeHueM TsKecTu 3aboseBaHusa. OgHAKO IIpU
PETPOCIIEKTUBHOM aHa/n3e KOPPEeJANUN MeXKIY
CUHKOIIe I PUCKOM BHE3aIIHOII CMepTU He ObLIun
BBISIBJIEHBI. Bosee Toro, 10% mammueHTOB, yMep-
IIUX BHE3AIIHO, paHee He UMeJIU YKasaHUi Ha 91u-
30161 cuHKOMe [43].

IIpuuwunoit cmepru pu AIITMK B mogasasaiomniem
Yycie CJIydYaeB sBIAETCS KeJyIoUKoBas TaXxuKap-
Ius nan QUOPUILIANNSA JKeJIyIOYKoB. Bpaguapur-
MUY W PA3BUTUE BJIEKTPOMEXaHUYECKOH TUCCOIU-
Al MOTYT OBITh MPUUYNHON CMEPTHU y OOJBHBIX C
TepmuHaNIbHBIMU (hopmamu AIIITHK 1 6uBeHTPUKY-
JSAPHON HEeIOCTATOUYHOCTBIO.

XapaKTep KeJyJOUKOBOl apUTMUU He ABJAET-
Cs CTPOTUM MPEeIUKTOPOM PUCKA BHE3AIHOI cMep-
Ty 6oabHBIX ¢ AIIIIGK. OgHako perucrpamnus yc-
TOMYMBOI JKEJYNOUKOBON TaXMWKAPAUU OTPaKaeT
pacIpocTpaHeHHOCTh MIaTOJIOTUUYECKOro IpoIecca
B MHOKap/e, U 3TU MalueHThl UMeIoT 0oJiee HebIa-
TONMPUATHBLIA IIPOTHO3 B OTCYTCTBUE JEUEHUS.
IIporaocTuueckoe 3HaUeHNE SIIM30/I0B HEYCTOHUN-
BOII JKeJyJIOUYKOBOI TaXMKapAUU OO HACTOSAIIETO
BPEeMEeHU! OCTAeTCs HesSCHBIM.

Ha yBennueHune IPOTHOCTHUYECKOI 3HAUMMOCTH
BBIABJIEHHBIX JK€JIYIOUKOBBIX HAPYIIEHUN pUTMAa

cep/Ila HAIPaBJIeHO MPUMEHEeHNe MeTOAUKHU IIPO-
rpaMMUPYEMOH 3JIEKTPOCTUMYJISIINY KeJIYI0UKOB.
Mo:KHO ¢ YBEepPEeHHOCTHIO CKas3aTh, YTO 9TAa METOU-
Ka MM03BOJIAET BBIABUTH YCJIOBUSA [JIs BOSHUKHOBE-
HUSA Pe-eHTPU U, B MEHBIITeH CTelleH!, TPUTTEePHBIX
JKeJIYIOUYKOBBIX TaxuKapauii. Bocupousseaenue
YCTOMUMBOI JKEJTYTOUYKOBOM TaXUKAPANU IIPU IPO-
rpaMMUPYeMOil CTUMYJIAIUN KeJIYIOUYKOB COCTaB-
asiet ot 50 10 94% B rpyiumne 60JbHBIX C KINHUAYEC-
KUMHU SIU30JaMU JKeJyJOUKOBBIX apuTmuii. Ha-
MPOTUB, UHAYIIUPOBATh TAXUKAPAUIO ¥ OOJBHBIX,
nepeHecnx GUOPUILIAIUAIO JKeJTYI0UKOB, YIaI0Ch
auits B 18% ciyuyaeB, 4TO oTpaskaer pasjaudyue B
MeXaHM3Max UX BOBHUKHOBeHUA [55].

Ha o1meHKYy s1€KTpUUECKOI TeTePOTeHHOCTH M-
OKapja ¥ BO3MOJKHOI'0O MeXaHM3Ma apUTMUH IIPU
AIITHK HamrpaBiaeHO UCTIOIB30BAHNE CUTHAJ-YCPE -
HEHHOU 3JeKTpoKapauorpaduu u mccjaefoBaHue
BapuabesbHOCTu nHTepBaaa QT, a Tak:Ke IpoBee-
HUe cyTouHOoro MoHuTOopupoBaHusa OKI' u marpy-
304HBIX P006. Mcmoab3oBanme X0JITePOBCKOTO MO-
HUTOPUPOBAHUSA U HNPoO ¢ HATPY3KOH OKasajoCh
MMOJIE3HBIM IIPU BepuUKAIIUY JUATHO3A U OIeHKU
3G GEeKTUBHOCTH aHTUAPUTMUUYECKOI Tepanuu [ 72].
OmHaKoO MX 3HAUEHUE B IPOTHO3UPOBAHUU KU3HE-
YIPOMKAIINX apuUTMUI Y 60JbHBIX C apUTMOTEH-
HOU AUCIIIa3uel HeBeJINKO. Perucrparius mMo3aHuX
JKeJIyTOYKOBBIX IIOTEHIIUAJIOB IIPU CUTHAJI-YCPe-
HEHHOI 5JIeKTPOKapAuorpaduu CBUAETEIbCTBYET O
pacmIpocTpaHeHHOCTH IIaTOJIOTUUECKOr0 IIpoIlecca 1
ABJIIeTCA MPEeJUKTOPOM Pa3BUTUSA YCTONUUBOU
JKeJIYIOUYKOBOI TaXWUKaAPAUU UJIU PUOPUIIAILUN
JKeJIyIouKoB. JlaHHble 0 3HAUEHUU JUCIIEPCUU WH-
TepBasa QT B cTpatTudukamuym pucKa BHE3AIIHON
cmepTu y 60abHBIX ¢ AJIITHX mpoTuBOpeUYMBEI.
ITo muenur P. Turrini u coaBT., fucmepcusa
QRS (= 40 mc) aBAsieTcs JOCTOBEPHBIM IPEIUKTO-
poM pucka y 60JbHBIX C ADUTMOTE€HHOM AUCIIA3U-
et [68]. B To ;xe Bpemsa M. Benn u coaBTOpHI He Ha-
IIIJIV B3aMMOCBASU MEXKIY NU3MEHEeHUSIMU AUCIIEPCUL
QT 1 BOBHUKHOBEHUEM JKeJIYI0UKOBBIX HAPYIIIEeHU
putma cepana [4].

ITopaskenue J1€eBOTO KeJyJOUKa IPU apUTMO-
TeHHOU MUCIIJIAa3UU SBJSETCS HOCTOBEPHBIM KPHU-
TepueM PUCKa BHE3AMHON CMePTH U XapaKTepusy-
eTcs YYBCTBUTEJIbHOCTHIO 56% u cmernuduyuHoC-
Thi0 86% [54].

CoueTaHue Pa3JIUUYHBIX KPUTEPUEB ITO3BOJISET
YBEJUUUTL BEPOATHOCTH IIPorHo3a. S. Peters ¢ co-
aBTOPaMU BBISIBUJIN BBICOKYIO CTEIIeHb KOPPEIAIINN
MeXKIy OujaTaliueil IpaBoro Kejayaouka, amoMma-
JUAMU JeTOJSIPUSAUY U PEIoJAPU3aIlii, BOBJIe-
YeHMEeM B IIPOILECC JIEBOT'O JKEeJYJ0UKa U PUCKOM
BOBHUKHOBEHUS JKU3HEYTIPOKAIOIIUX JKeJTYI0UKO-
BBIX HapyIIeHUH puUTMa.

HecMmoTrpsa Ha peruanBhI sKeTyI0UKOBOI TaXUKap-
I1u, OOJIBIITTHCTBO O0JIBHBIX C APUTMOT€HHOI AVCILIA-
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3uell UMeIOT 0JIarOIPUATHBIA TporHos. OgHaKo cie-
IyeT IIOMHUTh, YTO AAaHHBIE 00 3(D(DeKTUBHOCTU Pas-
JIMYHBIX TIPEIIapaToB A1 TPEAYIIPEsKICHUA eIy 10U-
KOBBIX TaXWKAaPAUI NIV BHE3ATHOM CMEPTH OCHOBAHBI
Ha pesyJIbTaTaX PeTPOCIIEKTUBHBIX U ITPOCTIEKTUBHBIX
HEPaHAOMUSUPOBAHHBIX UCCIEIOBAHUI.

Kpurepunu crpatudukanuy prucka 1 IpopuiIakK-
TUKU BHE3AITHOI CepIeYHON CMepPTH COTJIaCHO PeKo-
MeHZanuAM EBporeiicKkoro o61ecTBa KapAnoaoros
npezacTaBiaeHbl B Tads. 22.3 [60].

Crnenyer OTMETUTH, UTO AAaHHBIE PEKOMEHIAIIUN
o cTpaTuduKaIuy PUCKa, paBHO KaK 1 IpejJara-
eMble MEeTOABI TPOPUIAKTUKY, TAKKe OCHOBAHBI HA
pesyJibTaTax HEePaHIOMU3MPOBAHHBIX MCCJIENOBA-
HUI MW HA MHEHHU dKcIepToB. IIpu aTom cienmy-
€T OTMETHUTh, UYTO IIPOBeJeHre NHBA3UBHOTO AJIEKT-
POGU3UOTIOTUUECKOTO UCCIEeAOBAHNS OMPAaBIaHO
TOJIBKO Y OOJIBHBIX C BBIPaKeHHOU MuUCHYHKIIHe
IpaBoro JKeJynouka. IIpuMeHeHUE METOAUKH
oleHKU aucnepcuu maTepBasa QT miau perucrpa-
MU KeJyI0UKOBOI dKCTPACUCTOJIUU Y OOJIbHBIX
apUTMOTEHHOU AUCILIa3uell MPaBOTO KeJYIouKa
COTJIACHO HACTOAIIUM PEKOMEHIAIMAM He MMEIOT
TIPOTHOCTUYECKOT0 3HAUEHNA.

BoJee Toro, mo MHEHIIO SKCIepPTOB EBPOIIECKOTO
00111eCTBa KapINOJI0TOB, A0 HACTOAIIETO BDEMEeHU He
CO3/IaHbl TPYIIIEI IPEIapaToOB MU METObI JIeUeHU A,
KOTOpbI€ MOYKHO OBLIIO CUUTATH 0€3YCJIOBHBIM CIIOCO-
0OM IIEPBUUYHOIO MPeAyIIPe:KIeHs BHE3aTHOI cep-
JIeUHO# cMepTH ¥ O0JbHBIX C APUTMOTeHHOII AMCILIa-
3mWel mpaBoro Keaynouka (taba. 22.4) [60].

Wmnanranusa KapauoBeprepa-neduopuLisaTopa,
10 MHEHUIO SKCIIEPTOB, MOKET OBLITH CIIOCOOOM IIep-
BUYHOM ITPOPUIaKTUKY BHE3AIHON CMEPTU y 0O0JIb-
HBIX T'PYIIBI PUCKA, OMHAKO AAHHBIX, ITOATBEPIKIA-

Tabauuya 22.3
Kputepun crpatuduganum pucka
BHe3amHoii cmeptu mpu AITIK

K . Knacc
putepum pekomeHpaumia
OnddysHas gunataums NpaBoro Xenymoyka lla
BogneyeHne neBOro xenyaouka lla
DucdyHkupms/munataums X + nHaykums lla
ycTonunson XT
OcraHoBka cepaua un dubpunisums lla
XENy04K0B
CeMeiiHblii aHamHe3 ALMK 1 BHe3anHoi lIb
cMepTy
Cunkone lb
losgHuWe Xenyao4koBble NoTeHUMaNbl + lIb
ancohyrkuma X
Xenynoukosas Taxukapaus lIb
lporpammupyeMas CTUMynSILMS XeNya04KoB lIb
Jvcnepeus uitepsana QT 1]
Xenynoukosasi 3KCTPACMCTONMS I}
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Tabauya 22.4
PexoMenmanuu 1mo mpeaynpeskIeHHI0 PHCKa
BHe3anmHO cvepTu nmpu AJIIIK

M Knacc
eToA, NeYeHus peKoMeHaaLii
epBuyHas npogunakTnka:
— MMMJAHTUPYEMbIE KAPAVOBEPTEPDI- lla
nedbnbpunngropsbl
— aHTWapUTMMYecKue npenaparbl 4]
— PYA Ml

Jns acuMTOMHbIX NAUMEHTOB rPYMIbI
BbICOKOrO PHUCKa:

— @HTWapUTMMYECKVe npenaparsbl i

— VIMMNAHTUPYEMblE KapanoBEpTEPbI- i

nedubpunngropbl

Bropnyxas npogunaktuka:
— VMNJIaHTUPYEMble Kapau1OBEpPTEPbI- I
nedubpunngropsl

— aHTMapUTMUYECKME Npenapathbl 11}
- PYA Il

FOIIUX 9TO ¥ OCHOBAHHBIX HA Pe3yJIbTaTaX PaHIOMU-
3UPOBAHHBIX UCCJIEIOBAHNUI, B HACTOSAIIIEE BpEeMsI HET.

IIpumeHeHUe aHTHAPUTMUYECKON Tepamuy Kak
criocoba mpeaynpeskaeHns (aTaJabHbIX aPUTMU TaK-
sKe OCHOBAHO Ha OITbITe PabOThI OTAEJIbHBIX IIEHTPOR C
PABIUMYHBIMY MOMYJIAIUAMEI O0JBHBIX U PA3INYHBIMU
MeToAuKaMu olleHKY s(peKTUBHOCTH Tepanuu. Mosk-
HO CKas3aTh, UTO MCIIOJIb30BAHUE COTAJIOJIA IIPU SJIEKT-
POohU3MOJIOTUUECKOM TECTUPOBAHUU MOKET OBITH
MIPeIIOUTUTEILHBIM B BBIOOPE MEeINKaMEeHTO3HOMH IIPO-
(burakTUKM prCKa BHE3AIHOH CMEPTH ¥ OOJIBHBIX C
ALK [72].

Omepanuu pagrodyacTOTHOI KaTeTepHOU HecT-
PYKIIUY TO3BOJIAIOT YCTPAHUTh KPUTHUUECKYIO 30HY
TaxXuKapaAuu U MOAUGMUIINPOBATEL CyOCTpaT, HO d(h-
(hbeKTUBHOCTH BTOII METOAMKU IJIs IpeayIpesKie-
HUSA BHE3AIIHOW CMepTU IIPU apUTMOTEHHOI TucH-
JIa3UM OCTaeTCsd HesACHOI.

Her equHoro MHEHUA 1 0 HEOOXOAUMOCTH U CIIO-
cobax mpoPUIAKTUKY ¥ ACUMIITOMHBIX TAIlUEHTOB
BXOIANINX B IPYHNOY PUCKA. ITU OOJbHBIE IIOMJIE-
sKaT 00CJIeJOBAaHUIO, BKJIIOUAOIEMY IPOBeeHune
HArpy30uYHBIX IPo0. MepaMu IpoPUIaKTUKU IJIA
HUX MOKHO CUHTATh OTpaHUUYEeHNe 3aHATUN
CIIOPTOM U AMHAMHUUYECKOe HaOJIoZeHUe B CIeIua-
JINBUPOBAHHOM IT€HTDE.

Yro KacaeTcsa BTOPUUYHON NPOPUIAKTUKU BHE-
3allHOM AapUTMHUUYECKOIl cMepTu y OOJBHBIX C
AT, To MeTomoM BbIOOpPa 6€CCIOPHO ABISIETCSA
UMILJIAHTAIlUS KapAuoBePTePOB-aedhubpuIaaTo-
poOB BceM OOJIbHBIM, MIEPEHECIITUM SIH30bI OCTa-
HOBKU Cep/Iia, a TaK:Ke IMaljueHTaM ¢ mapoKcusma-
MU YCTOWYMBOU KeJNyJOUKOBOU TaXUKapAUU, pe-
BUCTEHTHBIMHU K aHTHAPUTMHUUECKUM IIperapaTam.
OpHaKo HeT MOKAas3aTejlbCTB, OCHOBAHHBIX HA IIPO-
BeJleHUY PAaHJOMU3UPOBAHHBIX MCCJIEIOBaAHUI,
YTO UMILJIAHTAIIUS KapAuoBepTepa-aeduopuiis-
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TOpa C BBHICOKOM BEPOSITHOCTHIO CHUIKAET CMepT-
HOCTBH B 9TOU IpyIrine O0JbHBIX.

IIPUHITUILI CKPUHUHTA CPEIA
POJICTBEHHHUKOB ITAITMEHTOB,
CTPAJTAIONIAX ANILK

Craenyer oOpaTuTh BHUMAaHME Ha HEOOXOANMOCTD
o0ceqoBaHUSA POJCTBEHHUKOB OOJILHBIX, 0COOEHHO
B ClIy4yasiX 3JI0KQUeCTBEHHOT'O TeueHus 3aboJieBa-
Hus. CTaHgapTHOE CKPUHUHIOBOE o0OcJjesoBaHUEe
IOJI:KHO BKJIIOYATH perucrpamnuio 12 orBemeHuit
noBepxHocTHOU JKI' B moKoe, curHaj-ycpeqHeH-
HYIO 9JIeKTPOKapAuorpaduio, TpaHCTOPaKaIbHYIO
sxXoKapauorpaduio. PoacTBeHHUKAM II€PBOI JIU-
HUU IIPU JKeJaHUU 3aHUMAaThCs CIIOPTOM I1eJIecOo00-
Pas3HO BBLIIIOJHATL HATPY30UHBIE MPoObI. IIpu momo-
3peHNU HA apUTMOTeHHYIO AUCILIA3UIO, 0 JaHHBIM
CKPUHUHTOBOTO 00CJIeIOBAHNS, ITAI[MEHTAM AJIs Be-
puduKanuu fUarLo3a HeoOXOJMMO BBIMIOJHUTH
MarHUTHO-PE30HAHCHYIO TOMOTPA(UI0 cepara MIu
aHTUOKapAuorpaduio 1 PeHTTeHOKOHTPACTHYIO
BEHTPUKYJIOrpadUIo IPaBoro KeJayqodKa.

B mepcrnexkTuBe pasBuTHE MOJEKYJIAPHOIN IeHe-
TUKY IIO3BOJIUT IPOBOAUTEH PaHHEEe TeHEeTUYEeCKOoe
TUIUPOBAHNE Y aCUMIITOMHBIX MMAIMEHTOB U HAUU-
HATh UX MOHUTOPUHT U JieUeHUe [0 KINHUUIECKO
maHudecranum 3aboseBanusa [67].

BEJEHUE ACUMIITOMHBIX
ITAITUEHTOB

B Hacrosiree BpeMs HET eIUHOTO0 MOAX0a B TAKTH-
Ke BeJeHUdA MarueHToB — Hocutejei renoB AT
VI UMEIOITUX IPU3HAKY JUCILIA3UH 10 faHHBIM OKT
WU 9XOKapauorpadun, Ho 0e3 3aperucTPUPOBAHHBIX
HaPYIIIeHUN PUTMA CEePAIIA NI ABJICHUH AUCHYHKITAN
MUOKapaa. OTU 60JabHBIE TPEOYIOT AJINTEILHOr0 Ha-
OJIIOfIEHUS C IeJIbI0 PAHHEr0 BBISBICHUA MAaJIOCHMII-
TOMHBIX JKeJIYIOUKOBBLIX aAPUTMUI U TPOPUIAKTUKI
BO3MOJKHBIX OCJIOKHeHu. Kak u 1pyrum marueHTam
C IUCILIa3uel, UM ciieayeT n3deraTh 3aHATHUHN CIIOPTOM
U BBIPAKEHHBIX IICUX09MOITMOHAILHBIX HATPY30K.

SARJIOYEHHUE

ApuTmMorenHas JUCILJIa3UA IIPABOTO JKEJYA0UKa,
XapakTepusylolascsa 3aMellieHrneM Muokapaa Gpuo-
PO3HO-KUPOBOII TKAaHBbIO, ABJSIETCA OJHOUN M3 pac-
MIPOCTPAHEHHBIX MPUYUH HEKOPOHAPOTEHHBIX JKe-
JIYOYKOBBIX HAPYIIEHUN PUTMa cepzIa.

PacnpocTpareHHOCTE 3TOr0 3a00I€BaHUA OCTAET-
CcA HEesICHOM 10 MPUYMHE OTCYTCTBUSA €JUHOTO IIaTo-
TeHEeTUUYEeCKOro MexaHn3Ma pa3BuTuA 3aboieBaHUA
W HaJWUYUSA CKPBITHIX (popM. MauudecTupymoIiiue
MIPOSBJIECHUSA MIATOJIOTUY ABJISAIOTCSA OTHOMN U3 BEIY-
X OPUYNH BHE3AITHOU CepeuHOll CMepPTHU y MO-
JIOOBIX JIIOHEH.

Huarnoctuka AITHK ocHOBBIBaeTCs Ha COBOKYII-
HOCTU 00JIbWUUX W MQAJIbLX TIPUSHAKOB, BHIABJIEHHBIX

0 JAHHBIM KJIMHUYECKUX U MHCTPYMEHTAJIbHBIX HC-
caemoBanuii. IlarmeHTsI ¢ TOrPAaHUYHBLIMY (popMaMu
HaTOJIOTUU TPEeOYIOT AUHAMUYECKOr0 HaOIIONeH! s
JIJIs1 CBOEBPEMEHHOTO M3MEHEHU s JIeUeOHOM TAaKTUKU.
K rpymmne pricka BHe3amHO CMEePTHU OTHOCATCS HAaIlH-
€HTEI C OTATOINEHHBIM CEMEMHBIM aHAMHEe30M, YCTOIi-
YUBOM KEJIYJIOUKOBOI TaxWKapAuei Ha (poHe BbIpa-
SKeHHOU AUCHYHKIIMY MUOKAapAa U IePEeHECIITIe SIT1-
30/IbI OCTAHOBKHU cepAlia. OTUM OOJbHBIM IOKasaHa
UMILIaHTAIUA KapAuoBepTepa-aednopuIaTopa.

AnTuapurMuuecKkas Tepannus MOKeT ObITHL a(-
(GEeKTUBHBIM CIIOCOOOM JIeUeHUsS ¥ BTOPUYHOIN IIPO-
GuUIAKTUKY BHE3AITHOU CMePTU Y OOJBbHBIX C CHUM-
NTOMHBIMUA YCTOMYUBBIMU JKEJTYJOUKOBBIMU apPUT-
MuUAMHU 6€3 3HAUYMMOTO HApPyHIeHUA PYHKIUU
MHOKapa IIPaBoro JKeJyJouKa.

BricokouacToTHaA KaTeTepHAas NeCTPYKIIUA, Ha-
mpaBJeHHAA Ha YCTPaHEeHVe KPUTUYECKOI 30HBI apUT-
MUY ¥ MOZUMUKAIIMIO TaTOJIOTMYECKOTo cydcTpara,
SABJISIETCSA NOMOJHEHUEM aHTUAPUTMIUUECKOM TePATTUN.

YuursiBadg HEM3JIEUUMOCTb O0JE3HU U BO3MOMK-
HBIN HacJIeICTBEHHBIN XapaKTep 3a0ojeBaHus, He-
00X0MMO IIPOBeZeHNEe COIUATBHO-TICUX0JOTHUYUEC-
Kol peabuauranuu 00JbHBIX IIOCJTE YCTAHOBJICHUS
nuarHosa “apuTMOTeHHas AUCILIas3us’.

Hnsa nanpHERIero n3y4yeHns 4acTOThl Pacirpoc-
TpaHeHUud, (PAKTOPOB PUCKA, 9P(PEeKTUBHOCTUA METO-
OB JIeUeHU s HeoOXOAMMO CO3aHe HAIlMOHAIbHO-
ro peructpa 6oapHBIX AIIIM, ocHOBaHHOTO Ha
eIVHBIX KPUTEPUAX NUATHOCTUKU U CTAHAAPTH3Aa-
U METOJOB 00CJIeJOBAHMA.
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