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pUTMOTeHHas AUCIJa3us NPaBoro »eJsyAodyka
(AAITK) npexncraBasier cob6oit 3abosieBaHUE
HesICHOM 3THOJIOTHHM, YacTO ceMelHOoe, Xapak-
Tepusymwllleecsl JIOKaJbHOM WM TeHepaJrl30BaHHOHN
JlereHepaleil MUoKap/a npasoro xkenaygouka (I1XK) c
3aMelleHUEM ero XUPOBON WM PUOPO3HO-KUPOBOHU
WHOQUIbTpalMeld U NposiBJsAIOILeecs ey 04KOBbIMU
HapylleHUsIMM pUTMa pa3JUYHON CTeleHU TSKECTH,
BKJII0Yast GUOPUISALIUIO XKEeJYA04KOB [3, 6, 7].

Ha no3gHux craguax 3a6oeBaHusI NaTOJ0TMYECKUH
MPOLLeCC MOXKEeT PaCHpOCTPaHATbCS W Ha JIeBbIM >xe-
aynodek (JIXK). MexokenynoukoBasi eperopojka mnpu
AJITK npakTHyecKu HUKOTZA He MopaXkaeTcsl.

Tepmun AJITK 6611 ipeasioxkeH G. Fontaine B 1977
roay [28]. B 1982 r. EI. Marcus [41] npeaJioxkua Tep-
MUH «apUTMOTeHHas NPaBOXeJayJ0uKoBas KapAuoMHu-
omnaTHs» WU «apuTMoreHHas 6osie3Hb [12K». Pacnpo-
crpaHeHHocTb A/IIT2K Masio u3ydyeHa B CBA3U C TEM, UTO
HayaJio 3a60JIeBaHHs YaCTO NpoTeKaeT 6eCCUMITOMHO.
O61enpUHATON CTAaTUCTUKU MO PACHPOCTPAaHEHHOCTH
AJZITK B Mupe He cyuwectByeT. UMetoTcsl fJaHHble aMe-
PUKAHCKUX aBTOPOB 0 pacnpoctpaHeHHocTH AAIK - 1
Ha 5000-10000 nacenenus [21, 22, 24]. laHHOe 3a60-
JleBaHUe BCTpevyaeTcs yallle Y MOJIOJbIX JIUL, MY»XCKOTO
10J1a, XOTsI MOXeT ObIThb JUAarHOCTHPOBAHO B JIIOOOM
BO3pacTe y 060ux nosoB. My>k4uHbl 60J1el0T B 3 pasa
yaule >KeHUIMH. COOTHOLIEHWe MY»KUMHbI/KeHIIUHbI
coctaBJset 2,7/1. AAIIK o6bI4HO AUArHOCTUPYETCS B
Bo3pacte Mexay 20 u 50 rogamuy, B cpe/iHeM B 33 roja.
Tosbko y 10% nanueHTOB JMarHo3 ycTaHaBJIHUBaAeTCs
Zio 20 sieT (BO3MOXHO, B CBSI3U C AJUTEbHbIM JIATEHT-
HbIM TeyeHUeM 3ab6osieBaHus ). B 80% ciiyyaeB oHa BbI-
ABJigeTCd B Bo3pacTe A0 40 seT, yaie y My»4yuH. Ya-
CTOTa BCTpeYaeMOCTH B 001el MOMyJIAL MY COCTABIsIEeT

20-50 Ha 100000 nacenenus. B 80-x romax k AJINK
OTHOCWJIM TaK)Xe aHOMaJIMIo Yiisl, O3TOMY OblLIU BbI-
JleJleHbl pa3/JM4yHble BO3pacTHbIE MOATPYNINb! JaHHOHN
natosioruu [38, 40, 46].

[lo nauHbIM G. Thiene u coaBT. [58] y 20% nanueHTOB
13 60 yMeplIMX BHE3aHO B Bo3pacTe /10 35 JeT BbIsiB-
JieHbl ructosorudeckue npusHaku A/IINK. D. Corrado u
COaBT. [23] cuUTalOT apUTMOTEHHYI0 JUCIJIA3UI0 NpU-
4yhHOU BHe3anHou cmeptu (BC) y 26% peTteit u noj-
pocTkoB 10 20 JIeT, yMepLIUX OT CEpPAEYHO-COCYAUCThIX
npuuuH. E. Larsson u coaBT. [36] npoaHasM3upoBas
JlaHHble ayToncuu 16 BHe3allHO YMepIUIHUX MOJIOJbIX
mBeJcKkux cnoprcMeHoB — AJITDK guarHoctupoBaHa y
KaXXI0T'0 YeTBEPTOI0 U3 HUX.

dTHOoImaTOoreHes

[IpyynHa 3a60JieBaHUsA OCTAaeTCs A0 HaCTOSILEro
BpeMeHHU HesiCHOH. IMeloTcsl JaHHblE O Hac/le[CTBEH-
HOM XxapakTepe gucmiasud. B 1982 roay FI. Marcus u
COaBT. [42] o6paTu/iyM BHUMaHUe Ha BO3MOXHBIU ce-
MelHbIN xapakTep Aucmiaazuu. A. Nava u coaBT. [49]
B 1988 roay o6cnesoBanu 72 4ieHoB 9 ceMell B IBYX-
TpeX MOKOJIEHHUAX U BbICKa3a/Ju TMIOTe3y 06 ayTOCOM-
HO-ZIOMWHAHTHOM THIIe HacJe[0BaHUsA C pa3JUYHbIMU
TUIIAMU HacJ/eICTBEHHOMN Nepejadyu U NeHeTpaHTHO-
CTbI0, IOCTUTAIOIIEN B ollpeie/IEHHbIX peruoHax 90%.
B nocsneayouieM Gb11M BbIsIBJIEHbBI FeHETHYECKHE HApy-
meHud B nTU ceMbsix ¢ AJIIIXK B xpomocome 14q23-24
[55]. D. Li 1 coaBT. [37] cyUTaIOT NPUYHUHOMN MATOJOTUU
HapylieHue B xpoMocoMe 10p12-p14. Tem He MeHee,
60JIbIIMHCTBO NalMeHTOB He UMEIOT ceMeHHOro aHaM-
He3a wid ¢akToB BHe3anHou cMepTu (BC) y 6smkaii-
IIUX POACTBEHHUKOB.
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BeiaensioT creayowme npeanonioxXuTenbHble
natoreHeTu4deckue sapuaHtbl AOMX [18].

1. AAIIXK - 3TO BpoXJeHHasi aHOMaJIusl pPa3BUTHUS
Muokapza IDK ¢ kJMHUYeCcKHM NpoOsiBJeHHeM - BHe-
3amnHo# CMepThIo.

2. Bo3HUKHOBeHMe JHCIIJIa3UM CBSI3aHO C MeTab0J1u-
YeCKUMH HapylleHUusMH, nopaxawouumu [12K u BbI3bI-
BaIOIIUMHU NPOrpeccupylolliee 3aMellieHue MUOLIUTOB.

3. BocnasuTenbHas Teopus: [AMUCIJIAa3Hs MOXET
ObITb pe3yJbTaTOM MHUOKapAUTa, KorAa UHQeKLUs He
OCTaBJISIeT C/1e[J0B IEPBUYHOI0 BOCa/IeHHUS.

AJZIITXK - pe3yabTaT 04HOTO UM HECKOJIBKUX BhIllIe-
NepeyrcleHHbIX npoleccoB. KOHeUYHbIM pe3y/bTaToM
ABJISIeTCA 3aMellleHMe MHOKapZa NpaBoro, a 3aTeM U
JIEBOT0 2KeJIYZ,04YKOB XXUPOBOU U/uau pubpo3HON TKa-
HblO, ABJSAW0OLIENCA CyOCTPAaTOM [JJs YKeJyA0YKOBBIX
apuTMui [6, 18, 22].

Ha ceropHsimiHUM JleHb UJeHTUUIUPOBAHO 60JIb-
1I0e KOJIMYeCTBO TeHeTHYeCKUX MyTaldi, NpUBOAS-
LUIMX K pa3BUTUIO 3aboJsieBaHus [17, 43, 48]. B noaa-
BJISIIOLIEM GOJIBIIMHCTBE CJIyYaeB, 3TO MyTallMU FeHOB,
KOAYpYOIMX OesIKH, BXOAsALIME B COCTaB JeCMOCOM.
MyTauuu B reHe, OTBETCTBEHHOM 3a PalHOAMHOBbIH
pelilenTop, Hal/leHbl B YeTbIpeX pa3/IMYHbIX CEMbSX B
CeBepHoil UTanuu. PalHOAUHOBBIN pelenTop, sBJs-
SICb BHYTPUKJIETOUYHBIM KaJbliMeBbIM KaHaJIOM, pac-
MOJIOXKEHHBIM Ha MeMOpaHe CapKoIMJIa3MaTH4YeCcKOro
peTUKy/lyMa, UrpaeT K/K4YeBYH pOJib B CONPSKEHUU
BO30Y>KJleHHs U COKpallleHusI MbILIbI cepAna. OH KOH-
TPOJIUPYET BbIXOJ, KaJIblUsl U3 CApKOIJIa3MaTU4YeCKOTO
peTHKyJyMa B IUTOMI1a3My [54, 57].

JedekT sToro penenTtopa BeJeT K HapylIeHUIO
KaJIbLIUeBOI'0 TroMeocTa3a C NocjeAywolield rubesbio
KapauoMuonuToB. MyTtanus c.2157-2158delGT, BbisiB-
JIeHHasl B TPeyecKUX ceMbsXx ¢ ocTpoBa Hakcoc, nmpuBo-
JUT K pa3BUTHIO cnienjidudeckoro ¢peHoTHIIa, IPU KO-
TopoM AZIIIXK coyeTaeTcs ¢ He 3aNUJEPMOJUTHYECKUM
MJIAHTOIJIAaHTApPHBIM KepaTo30M U crneluduiecKuMHU
HW3MEHEHUSIMU CTPYKTYpPbl BOJIOC («LIEpCTSHbIE» BO-
Jiockl). /laHHasa ¢dopMa 3a60s1€eBaHUSI HOCUT Ha3BaHUeE
- 60s1e3Hb Naxos [12, 32]. OHa 6bL1a onvcaHa B 18 ciy-
yasx cpeAu JIML, NPOXKHUBAOLIMX HA IPEYECKOM OCTpPO-
Be Hakcoc. Mosieky/nsipHbIA aHa/INU3 NMokasal JedeKT B
reHe, OTBETCTBEHHOM 3a IJIAaKOIVIOOMH B O HOH ceMbe
Y 3a JleCMOIJIOOMH B TpeX CeMbsiX. JTO MyTallUU I'eHa,
KOJIUPYIOILETO MJIAKOIJIOOUH — 6eJIoK, BXOASIIUHN B CO-
cTaB fAecMocoM. [l1akorsio6MH M JecMOrJI06UH ABJIS-
I0TCsl IPOTEeNHAaMHU, o ep>KUBaIOIUMU CBA3b JeCMO-
COMaJsIbHBbIX KJeTok. HapymeHue ¢yHKIMM AecMocoM
MOKeT BeCTH K rnbesid KapZMOMHUOLIMTOB 110J, BO3/el-
CTBUEM MeXaHH4yeckoro cTpecca [13].

HenaBHO B HEMeIKOM ceMbe ObLIa UJEHTUDUIUPO-
BaHa Apyras MyTalds TeHa, KOAUPYIOLIero njaakorao-
6uH (p.Ser39-Lys40insSer), npy1 KOTOPON OTCYTCTBYIOT
KO>XHbIE U BOJIOCSIHbIE MOosiBJeHus [15].

CnepyomyM 6e1KOM, aHOMaJIMM CTPYKTYPbl KOTO-
poro npuBofAT K passututo AIIK, saBiaserca gecMmo-
IJIAKMH — 4JIeH ceMeMcTBa MJIaKUHOB, BXOAAIIUHN B CO-
CTaB /1eCMOCOM U BBINOJHAKUUNA QYyHKIMI0 B3aUMOC-
BSI3U JIeCMOCOM C NPOMEXYTOYHBIMU (pUIaMeHTaMHU.

MyTtauus c.7901delG, BoisiBieHHass B cepefguHe 90-x
ro/l0B B CeMbsIX U3 JKBal0pa, aCCOLMMPYETCs C pa3BU-
TueM $peHOTHUNA aHaJorMyHoro 6oJie3HU Hakcoca, Ho ¢
NperMyllleCTBEHHbIM [TOpaKeHUEeM JIEBOTO XKeJyA04uKa
(cunapom Kapsasina). [losgHee 6b1IM UAEHTUGUIUPO-
BaHbI U JIpyrve MyTallUM reHa JleCMOIlJIaKMHa, HEKOTO-
pble u3 KoTophIX nposBasauch AJIIK 6e3 uaMeHeHu
KOXKH U BOJIOC, @ HEKOTOpPble, HA060POT, KOKHBbIMHU U
BOJIOCSIHBIMY aHOMaJIUSIMU 6e3 mopakeHUs cepzna [10,
13, 32].

I'ennl, oTBeTcTBeHHble 3a A/IITNK, He 70 KOHIIA UJeH-
TUGULUPOBAHBI, OJHAKO BbISIBJIEHO CLiellJIeHHe JAHHO-
ro 3aboJieBaHUs C 7 JIOKyCaMH, KApTUPOBAHHBIMU Ha 1,
3,10 u 14 xpomocomax [11, 32]. CeMbu c AByMS U 60-
Jee 6oabHbIMU AJITIXK 6bLIM BbIIBJAEHBI B A3uu, fdmno-
Huy, CeBepHoii EBpone, Appuke u CeBepHoit AMepuKe.
B HacTosiee BpeMs ellje He pa3paboTaHO PYTHHHOIO
Tecta aaa JHK-guarHoctuku AJIIK. T'eHeTudeckoe
KOHCy/nbTUpOBaHue naupueHToB ¢ AJAIIK nmoppasyme-
BaeT 06c/ie/joBaHUe BCeX YIeHOB UX ceMell Ha npegMeT
Ha/IMuMs y HUX JAHHOM maToJioruu. B pomosHeHue k
HacJeJCTBEHHOW TeOopUH HMEIOTCA JUCOHTOreHeTH-
yecKas, JereHepaTuBHasi, MHPEeKIMOHHAas UM BOCIa-
JIMTeJIbHasA, alONTOTHYeCKasl TEOPHUH, a TaKXkKe TeopHUs
TpaHcAubdepeHUPOBKU KapJUOMUOLUTOB. /IUCOHTO-
reHeTHU4ecKass Teopusl B 6oJibLlel CTeNeHU SIBJSETCA
rvcTopuveckoi [4, 8].

K pasButuio AAIIK npuBogAT Takxke MyTalLUu I'eHa,
KOJUPYIOLEro MIaKoPUANH-2 - ECMOCOMHBIN GeJIoK,
B3aHMMO/IeCTBYIOIIUHN C MJIaKOTJIOOMHOM U JleCMOILIa-
KMHOM. Ha ceropgHsIllHUM JileHb CYUTAEeTCs, YTO MyTa-
LJMY TeHa [JIakopuIMHa-2 - HauboJjiee yacTas IpUYMHA
pazsutusa AJINK (o 43% Bcex ciyyaeB 3a60s1eBaHuUsA).
[Ipy 3TOM U3MeHeHUH KOXHU U BOJIOC, KaK NPaBUJIO, He
Habmonaetcs [30, 33, 37].

CnepyoumuyM 6eKOM, MyTalMi reHa KOTOpPOTo Npu-
BoaAT K passuturo AJIIK saBiaserca fecMmoryienH-2
- J1eCMOCOMHBIN KaJirepHvH, SBJSIOIIMICA OCHOBHBIM
TpaHCMeMOpaHHbIM KOMIIOHEHTOM JileCMOCOMBI. [Ipu
JIAHHOM BapuaHTe 3a6o0J/ieBaHUsI HabJOJaeTcs M30-
JIMpOBaHHOe NopaxkeHHe cepAla. CylLlecTBYIOT TaKXe
JJaHHble 0 TOM, YTO Haju4ue AedeKTHOro JecMOrJo-
6aHa-2 accolMUpyeTCcs C MOBBbIIIEHWEM YacTOThI paka
x)enyaka [30, 33].

AZIDK Takxe pa3BUBaeTcsd NpU MyTaLuax TCeHa,
KOAUpPYIOLero eCMOKOJHH-2 — MeMGpPaHHOro JecMo-
COMHOTO0 KaJirepyHa. /laHHas NaToJIOTUsl BCTpedaeTcs
penko [33, 42].

Pa3BuTee usmeHeHu#t cepaua mno tuny AJINK Bos-
MO>KHbI TaKKe U IIpU MyTalUAX reHa JleCMHHa — 6eska
OTHOCALLErocsi K ceMelCcTBY NPOMEXYTOYHbIX ¢uja-
MEHTOB, YTO CONpPOBOXJAaeTcss GOPMHUPOBAHUEM €ro
BHYTpUILJIa3MaTH4YeCKUX arperatoB. 3aboJieBaHUe
NpOsIB/IsAETCA TaKXXe MOpaKeHHWeM CKeJIeTHOW MYCKY-
JIATyphl C MblLIeYHOH cabocThbio. CiieiyeT OTMETUTh,
YTO BCE Xe OOJIbIIMHCTBO aBTOPbI CKJOHHBI Ollpeje-
JIITh JaHHYI0 NIaTOJIOTHIO KaK OT/e/IbHOe 3a60JleBaHUe
- «/leCMUH-CBSI3aHHAasi MUOMNATHUSA» WJIU «MHUOPUOPUII-
JspHast MuonaTtus» [33, 37, 58].

Kpowme Toro, 3a pazsutue AJIIIK MOTyT GBITH OTBET-
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CTBEHHBI TaK)Ke MyTallU1 HEKOTOPBIX T€HOB, KOAUPYIO-
LIMX HeleCMOCOMHbIe 6esiku [55, 57]. 3To:

e MyTallM{ FeHa KapJUaJbHOI0 pailaHOJHMHOBOIO pe-
LenTopa 2 TUIA, IPUBOASIINE K Pa3BUTHUIO KaTexoJia-
MUH-3aBUCHMOUN NOJUMOPGHON KeNTyLOUKOBOM Taxu-
KapAuH, KaK IpaBuJIo, 6e3 MaKpOCKOMMMYECKUX U3MeHe-
Hui [1XK, Ho ¢ HaMyueM $UOPO3HOKUPOBOTO 3aMellle-
HUS ero TKaHH, OIpesiesIsieMOro IpHU rUCTOJI0THYECKOM
HCC/IeJOBAHUY;

e MyTaluu reHa TpaHcpopMmupymoero pakropa poc-
Ta (33;

e MyTallMU reHa pelenTopa JaMUHUHA 1 TUNa;

e MyTallMU reHa MPOTeUH-TUPO3UH-PocdaTazanooo-

Horo 6eJKa.
Kpome Toro, orBeTcTBeHHBIMHU 3a pa3Butue AJINK

npeJoJaralTcd M3MeHeHUsI B ydacTKaX XpOMOCOM
2q32.1-q32.3, 14q12-q22 u 3p25. OfHaKo B JAAHHBIX
c1y4asix KOHKpeTHble MyTallMy [T0Ka He UJleHTUPUI -
poBaHnsbl [33, 55,57, 58].

Takum o6pasom, A/lII/l npexacraBJisieT co6o, mpe-
KJle BCero naToJioruio gecMocom [4, 6, 13]. lecMocom-
HbIH anmnapaT KapAUOMHOLIMTOB BbINOJHAET PsAJ BaX-
HbIX QYHKUMN: obecrieueHUE MeXaHUYECKHUX MEeXKJie-
TOYHBIX B3aWMOJENCTBUMN; yyacTUe B 3J1eKTPUYECKOM
NPOBEJleHUHU MeXy KJIeTKaMHU; yyacThe B paboTe BHY-
TPUKJIETOYHBbIX CUTHaJIbHBIX CHUCTEM, PeryJaupyouiux
aJiunoreHes ¥ BbDKMBAeMOCThb KJIETOK; yyacTHe B pery-
JISILMU KaJIbliMeBOTo roMeocTasa. Kpome Toro, B ciay4ae
MyTallMi reHa NJIaKOTJIOOMHA, JAHHBINA OEeJIOK B 60JIb-
II0M KOJIMYEeCTBE OTILeNIseTcs OT JJeCMOCOMHOI'0 KOM-
IJIeKca ¥ NepeMellaeTcs B 1Apo, rAe nojgasiaseT Wnt/
[B-KaTeHUH, TeM CaMbIM Jlepenpeccupys afunoreHes u
JnddepeHIIMPOBKY KJIETOK MUOKapAa B aJUIIOLUTHI. B
pe3yJibTaTe aHOMaJIbHOro QYHKLHOHUPOBAHHUS eCMO-
COMHOTO annapaTa IPOUCXOAUT HapylleHHe BCex yKa-
3aHHbBIX IPOLLECCOB, YTO U IPUBOAUT K POPMUPOBAHUIO
cnenududeckoro ¢penoruna AJAINNK ¢ xapakTepHbIMU
CTPYKTYPHBIMU U3MEHEHHUSMHU CTEHKH MUOKap/a U ero
BBICOKOM apuTMorenHoctu [13, 30, 35].

AJIIIXK saBasetca ¢opmoit «meprameHTHOro [1K»
WJIM aHOMaJIMU Yiisl. B ocHOBe flereHepaTUBHOM TeOpUHU
AJITIXK s1exyT moJioxKeHUe o TU6ed KapAUOMHUOLIUTOB
BCJIe/ICTBMEe MeTab0JMYecKoro WU YJAbTPacTPyKTYp-
HOT0 HacJleICTBeHHOTo JedeKkTa. BoaMoxxHbIl fedeKT
OBl KapTHUpoBaH Ha 14 xpomocoMme (14q23-q24) [55].
JTa 06/1aCTh KOAUPYET I'eH, OTBETCTBEHHbIH 33 a-aKTHH,
KOTOpBbIA CTPYKTYPHO TOMOJIOTHUYEH C KOHLIEBBIM J10-
MeHOM AucTpoduHa. ITa HaxojKa MOATBepXKjajaa Te-
OpHI0 O reHeTHYeCKU JleTepMUHUPOBAHHON aTpoduy,
CXOHOM ¢ TakoBod mpu amuotrpoduu /JlolieHa WU
MbllledHOM fucTpodumn bekkepa. HekoTopble aBTOPEI
npegsaranu onpefensatb AJAIDK, kak «Muokapauaib-
Hyto auctpoéuto» [32, 33, 55]. B ganbHeieM 6bLa1
onucaH cay4yait AJIITK B mBeiCKOM ceMbe C BOBJIEUEHU-
eM CKeJIeTHBIX MbIIL] CO cLemnieHueM ¢ 10 xpomocomoit
(10g22.3). UndekumoHHasA UM BOCHA/JUTEbHAs TeOo-
pus noJsaraet, 4TO B ocHoBe AZIITK sexkuT MUOKapAUT.
BocnanuTtenbHas HMHOUABTpaLUs SBJSETCS 4YacToH
rucrosiorndyeckor Haxogko# npu AZJIIK. G. Fontaine c
CO0aBT. [28] HalL/IK BOCMATUTENbHbIe UHOUIBTPATHI V 8

u3 27 nanueHTtoB ¢ AJIITXK.

Y TpaHCreHHBIX Mbllllel, UHOULUPOBAHHBIX BUPY-
com Kokcaku B3, pasBuBasach ceseKTHUBHasi rubesb
kapauomuonutos 1K, octpas MoHOHYyKJ/leapHas KJje-
TOYHas MHPUJIbTPaLus c opMUpPOBaHHEM aHEBPU3MbI
[IK. B panbHeliuieM sHTepoBupycHasa PHK, romouso-
ruyHas Bupycy Kokcaku tun B, HalineHa y 3 u3 8 nanu-
eHToB ¢ AAIIK uy 7 u3 23 nanjdeHTOB C MUOKapAUTOM
WM AWJaTallMOHHOM Kapauomuonatueit (JKMIT) [9].
AnonToTHuyeckas Teopusl NMOATBePK/eHa BbIsBJIeHUEM
anomnTo3a U BbICOKOI'O YPOBHS MpOTea3s, He06XOAUMBIX
A5 anonrto3a, B Muokapze [IK y 6 u3 8 nanueHTOoB C
AJIIK mo cpaBHEHUIO C KOHTPOJIbHBIMU OGpaslaMu
6e3 natoJsioruu cepana [12, 14, 60]. Teopus TpaHcaud-
depeHIIMPOBKY KapZJMOMHOLIMTOB OCHOBaHa Ha THUIO-
Te3e BO3MOXXHOCTU NepepoXJeHUsl MHUOKapAUaJbHbIX
KJeTOK W3 MbIIIeYHbIX B >XUPOBble U OOHApYyXeHUU
KJIETOK, 3KCIIPeCCUPYIOLIUX JeCMUH, KaK IPOMeXyToY-
HBIX M@X/ly MbIIIEYHbIMH U )XUPOBBIMM KJIeTKaMU [17,
43].

[TaTomop¢ororus

[Ipu aytoncuu y 6osbHbIX ¢ AJIIIXK onpenensioTcs
cleAyolie U3MeHeHusl.

Makpockonuiecku y 60abHbIX ¢ AJIIIK BbisBASAIN
JIOKaJIbHY!0 WJIM FeHepaJvM30BaHHY AujaTauuio DK
C UCTOHYEHUEM MHOKapjAa B 3THUX ob6jacTax [18, 21].
Tunu4Has JloKaau3alnus U3MeHeHUH — BepXyllKa, IpU-
TOYHBIA OTZeJ W 33JHe-6a3ajibHasl CTEHKA, YTO COOT-
BETCTBYET OINHCAHHOMY «TPEYTrOJIbHUKY JHUCIJIa3UU»
[6]. Makpockonuyecky ompejesseTcss 3HaYUTeJbHOe
yBesndeHue pasMepoB [IDK 1 HcTOHUeHUe ero CTeHOK,
KOTOpble MOKPBITHI KMPOBOM TKaHbIO. YacTo uMMeT
MecTo aHeBpu3Mbl [I2K. NUHorga nopaxkaeTcs Takxke U
crenkd JIXK, Ho Bcerga B MeHbllel cteneny, yeMm 1K
[22, 24].

[Ipy MUKpPOCKONIMYECKOM HCCJIe[J0BaHUH BbIEeJISI0T-
€Sl ABATUCTOJIOTMYECKUX BapHaHTa apUTMOTeHHOU Jiuc-
miasuu [43, 57]. [lepBblit BapuaHT - IUIOMATO3HBIH, C
NepBUYHON AMJaTaluel NPUTOYHOr0 OT/Jesa UId 06-
el aunatauued K. Bropoit BapuanT - ¢ubpo-au-
NOMaTO3HbIN, IPY KOTOPOM Ha6JII0Jal0TCsl aHEBPU3MBI
CTEeHKU NPaBOro >KeJyJ0uka B 00J1aCTH HMKe-3aJHel
CTBOPKHM TPEXCTBOPYATOrO KJallaHa, BEPXYLIKU U/HUJIH
npuTouyHoro tpakra [54, 57]. [Ipu BTOpOM BapuaHTe
BbISIBJIEHbl NpPHU3HAKU aKTHBHOTO BOCHAJWTEJIBHOIO
npouecca. BoaM0oxxHO, 3TOT BapHUaHT CBsI3aH C UHeK-
IJMOHHBIM U/WJIM UMMYHHBIM [1aTOT€HE30M.

[Ipy rucTONIOTMYECKOM HCCAe[,0BAHUM BbISBJSA-
eTcs JKUpoBasl JlereHepalnys MUOKapZa C pa3BUTHEM
WHTepcTULHalbHOro ¢ubposa. [lepBoHayaibHO IpoO-
1lecC UMeeT 0YaroBbIM XapaKTep U pacnpoCcTpaHseTCs
OT 3MMKapJa K 3HAoKapAy. B mosaHux crajusx npo-
HCXOJUT C/AUsIHUe OT[eJIbHbIX o4yaroB. Beigensercsa 2
BapuaHTa A/IIK: sMmomaTos, compoBOXAaroLiviics
NperMyllleCTBEHHON JUIaTallell BbIHOCSALIEro Tpak-
ta DK 1160 reHepasn3oBaHHOM ero AuiaTtanueill u
dubposMIIOMaTO3 CONPOBOXKAAIININCA GOKATBHBIMU
a"eBpusMamu [I2K B 06/1acTH BepXyLIKY, HUXKHEH CTeH-
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Puc. 1. TpeyronbHuk ancnnasmn. (RA = npasoe
npeacepane, RV = npasBbiii xkenygoyek;. LV = nesoro
xenypoyka)

KU, CyOTPUKYCIUJANbHON UIU UHPYHAUOYISPHOMU 30H
[10, 57]. Haubousee yacto npu AZIIIXK nopaxkaeTcs BbI-
xopaHou TpakT I1K, Bepxyiika U UHYHAUOYAYM. ITU
TpH 06J1aCTU GOPMHUPYIOT «TPEYTOJbHUK JUCIIa3NU»
(puc. 1).

OnHako HeGoJsblIasl YacTh XUPOBOW TKaHW B 3MU-
KapAuaJbHOM cjoe U B MUoKapZe II’K npucyTtcTByeT
B HopMe. [Ipu ucciaegoBanuu 140 ayTONCUHHBIX 06-
pasLoB C OTCYTCTBHEM CTPYKTYpPHOro 3aboJsieBaHus
cepaua B 50% ciy4yaeB »KMpoBasi TKaHb IPUCYTCTBOBA-
Jla B Muokapze [12K u ee npoijeHT yBeJIMYUBaJICS C BO3-
pactom [13, 18]. BcieacTBue 3TOro ruCTOJOTUYECKUN
auarHo3 AZIIIK MoxeT 6bITh 3aTPyZHEH B MOrpaHUY-
HbIX ciayyasx. C 1jesblo NpeJoTBpalleHUs runepauar-
HocTuku A/IIIK 66111 pejyioXKeHbl TUCTOJIOTUYECKUEe
kputepuu AJITK, K KOTOpPBIM OGbLIO OTHECEHO HAIMYUe
6osiee 3% ¢ubpo3HOU TKaHU U Gosee 40% KUpoBOH
TKaHU B Muokapze 1K [22, 48].

Hanbosbllylo LeHHOCTb [JJs1 THUCTOJIOTHUYECKOTO
JlMarHo3a UMeeT HaJlMule MUOKapAHaJIbHOro $pubpo-
33, KaKk Mapkepa JaHHoro 3a6osieBaHus. 1o pasHbIM
JaHHbIM, npu A/IIIXK BoBJsieueHUe B MaTOJIOTUYECKHUM
npouecc JK npoucxogut B 40-76% caydaes. B cay-

Puc. 2. NMNocmeprHblie cepaya y nauyneHros ¢ AQIMK.
DK n sHAOKapA 3ameLlyeHbl XXMPOBO#H TKaHbIO.

yae BoBJsiedeHUs JIK ¢ubpo3HO-)xMpoBOEe 3aMeleHUe
NPOUCXOAUT KaK B CBOOOJJHOM CTeHKe, TaK U B 06J1aCTH
MeXoKesy0uKoBot neperopoaxu. MHoraa HaboaeT-
cs1 nuddy3Hoe, a HauboJiee YaCTO — JIOKAJbHOE 3aMe-
LIeHUe B 3aJlHECENTAJbHON U 3aJiHeJlaTepaslbHON 006-
Jactax (puc. 2) [46, 54].

Penko »xupoBbie BkaoyeHus npu AAIIK moryT Ha-
XOAUTBCA B 06JIaCTU MeXOKeNy,0UKOBOM NeperopoiKu
WJIM B NIPaBOM IpejicepAud. Ha ocHoBaHMHU rHUCTOMOp-
domeTpudeckoro aHanu3a 70 ayToncUMHBIX 06pasLioB
Muokapga 1K oT siun, ymepiiux BHeE3alHO B BO3pacTe
17-56 jieT, ObLI cAeslaH BbIBOJ, 00 OTCYTCTBUU SIBHOU
KOppeJssiiud MexXAy cpeJiHel TspKecTH JIMIOMaTo3a
6e3 fpyrux Mopdosioruieckux usmeHenuit v BC [6, 44].

[lo pe3ysbTaTaM MHOIOLLEHTPOBOTO HCC/Ie0BaHUA
6osbHbIX ¢ A/IIIMK, Mo JaHHBIM ayTOICHUU, BbIJeJeHbI
cleayolie KIMHUKO-IaTOo0rMYecKye BapuaHThl [43,
61]:
® «HeMble» MHUONATHYECKHe aHOMaIuH B I1K;

e «MaHueCcTUpYIOLIAsi»  MATOJIOTHUS,  XapaKTepH-
3YIOIAACA CerMeHTapHbIMM WJIM  [VI06AJbHBIMHU
CTPYKTYypHbIMU u3MeHeHusMu [1K, npossasiomasca
KeJIyZJOYKOBbIMHA apUTMUAMM, IPU OTCYTCTBUM NOpa-
keHud JIOK;

e «KoHeuHas ¢aza» GUBEHTPUKY/ISPHOTO MOpPaAXKEHHS],
npe/CTaBJ/IAIILEro CO60H JUIaTalHOHHYI0 KapAuOMHU-
onatuo (JKMII), npuBoasLyo K mporpeccupyoliei

Cepae'moﬁ HeJOCTATOYHOCTH.
MHorue ABTOPbI CYHUTAKT, YTO OCHOBHOU NNPHUINHOU

rubesiy KJeTOK U YHUBepCaJbHbIM 00bSICHEHHEM IIPO-
rpeccupymollel yTpaTbl MMOKap/a 000UX XKeayA0UKOB
npu AZJITK siBasieTcs anontos [6, 18, 23, 60].

B nocsiefHee BpeMs pa3paboTaHa TeopHs, KOTopas
nonbiTajJach 00bSACHUTh NpUYUHBbI pasButusa AJIIK.
OHa ocHOBaHa Ha u/iee 06 anoInTo3e, T.e. 3alPpOrpaMMHu-
poBaHHOU KJieTouHOM cMepTu npu AJIIIK BcieacTBue
HapylleHUH KaJbllMeBOro roMeocTa3a M MeXKJIeTOoY-
HbIX KOHTaKTOB. /loKa3aTe/bCTBOM HaJM4YHs aNomNTo-
3a OblJJa UMMYHOTHCTOXUMHYECKasd HJeHTUPUKaL U
anonTO3HbIX KJETOK B MHOKap/e MJajeHla c 6oJies-
Hb1o Yii4. [loxoxxHe pe3y/bTaThl ObLIM MOJYyYeHbl U IPU
3HJ0MHUOKApAUaAbHON 6uoncuu nanueHTtoB ¢ AJJIDK
[14, 16].

Knaccupukanusa AAINK

['pynna y4eHbIx Bo raBe ¢ G. Fontaine [28] Ha npoTs-
JKEHUU 23 JIeT UcciaefoBasia 6osee 250 nanueHTOB He
TOJIbKO BOo ®paHIMY, HO U 3a ee NpeJesiaMy, BKIKOYas
Anonuto, CIIA, ABcTpanuto. Ha ocHoBaHUM HabJoze-
HUS UMM OblIa peaJioxkeHa kiaaccuukauus AJIDK.

U3onupoBaHHas gucnnasua MXK

1. Yucras ¢popma AJIIK: Mmakpockonudyeckuit obpa-
3el, COAEPXKUT B cebe auaTtayuio 11K ¢ BeinsgunBaHU-
sIMM B 006J1aCTU «TpeyroJibHUKA Jucniaszuu» (pubpos-
Hasl U )KHpOBasi TKaHb OKyThIBaloT [I0K B BHJe nsTeH,
pacnpocTpaHsisch Ha 06JIaCTh BEpPXYLIKH, BOPOHKHU U
TPUKYCNIUAANIBHYI0 06JacTh B GpOpMe TpeyroJbHHUKA.
Bosibliasi yacTh Macchl MHOKapZa 3aMelleHa >KHPOM.

40

KT>XX 2012, N1



KpuMCbKMN TepaneBTUYHUN XYPHan

TUNUYHBIA TUCTOJIOTUYECKUM o6pasel JaeT BO3MOX-
HOCTb BBISIBUTb 3aMellleHHe CpeZiHero M Hapy:KHOTO
cinosi muokapaa K (menee muoxkapp JIXK) xupoBoit
TKaHbI0 U GUOPO3HBIM OrpaHUYeHUeM. YToJlllleHHas
MeJiUs AUCTAJbHOM YacTH KOPOHApPHBIX apTepuil 06'b-
SICHSIeT MOsIBJeHHe Yy TaKHUX MallMeHTOB aTUINHUYHOHN
60J11 B 06J1aCTH TPYAHOMN KJETKH, KOTopasi OTHOCUTCS
K MapkepaM cuaapoma X [7, 10, 28].

2. bone3np Hakcoca - yHMKa/IbHasg ayTOCOMHO-pe-
neccuBHas ¢opma [IKMII, yacTo npeacTaByieHa B BU/e
3/I0KaYeCTBEHHBIX »eJYA0YKOBBbIX apUTMHUH. CTaTu-
cTUdecku: 25 manueHTOB U3 12 ceMmel, NeHETpPaHT-
HOCTb — 90%. Y Takux 60/IbHBIX UMeeTCs1 XapaKTepHbIH
dbeHOTHUN: JIaZJOHHO-CTOMHbIN KepaTo3 Mo TUIY eMbHU-
rouzia, lepcTUCThIe BoJOChl. KiIMHNYeckue NpU3HAKY,
JlaHHble 3yiekTpokapauorpaduu (IKT) u pesynbraThl
OGUONCUU CXOIHBI ¢ TakoBbIMU npu AZIITXK [13, 50].

3. BeHenpaHcKass KapAMOMHONATUA TNpeACTaBJsIET
cob6oit HaubGobmul cumnromokomiiekc AAINK. Tpu
atoit popme JI)K BoB/IekaeTcs yallle, YeM NPU NpeJbl-
ayued. CeMeliHasi NeHETPAHTHOCTh cocTaBiseT 50%.
3aperucTpyupoBaH JieTaJlbHbIA UCXOJ B BO3pacTe 7 JIeT
[27,58].

4. bosesHb IloKKypH, THUCTOJIOTUYECKH COOTBET-
creytomasg AJIIDK, onucana B I0ro-BocTtouHoil Asuy,
fAnonnu. HekopoHapHasi npekapAua/bHasi 3JeBalus
cermeHTa ST B o6J1actu [1)K BbisiBJIEHa Yy TOAPOCTKOB, Y
KOTOpBIX BO BpeMs CHa UJIU OT/bIXa ObLJI PUCK BO3HHUK-
HOBEHUsI BHE3aMHOW CMePTHU. Y HEKOTOPbIX NALlUEHTOB
BbIsiBJIeHbl TUNUWYHble KT -npusnaku AZIITK [20, 26].

5. U3osnupoBaHHas Taxukapaus, ucxoasauas us [HK:
MoJIy4eHHble NPHU BBINOJHEHUU S€PHOTO MAarHUTHO-
pe30HaHCHOI0 UCC/IelOBaHNUS U aHTMOKOHTPAaCTUPOBA-
HUU JlaHHble noATBepxAaT Hanrnuue AJITK, nokanu-
30BaHHOU B 06/1aCTH BOPOHKHU [62].

6. [lo6pokauecTBEHHbIE IKCTpacUCTObI. [Ipeanona-
raloT, YTO OHU UCXOAAT U3 06J1aCTU BOPOHKH. ['McTo10-
TUYEeCKU OIpe/iessiIoCh 3HAaUMTebHOe pacnpocTpaHe-
HUe GUOPO3HOUN TKAaHU B 06J1aCTU BOPOHKH, aCCOIUU-
poBaHHOe ¢ BocnaseHueM. [lo MHEHHIO aBTOPOB, pH-
YHUHBI CMEPTU TAKUX OOJIbHBIX — MUOKapAuUTHI [1, 51].

7. AHOManusa Ynd - peIKO BCTpedyaeMas NaTOJIOT U,
NpUBOJSILAS K cepAiledHON HeJ0CTaTOYHOCTH B MOJIO-
JlOM BO3pacTe U B TeueHHe HeCKOJIbKUX JHell/HeJesb
- K cMepTH. [IpyyrHa cMepTH TaKUX NaLMeHTOB — nepe-
rpy3ka cepjla, cepfiedHass HeJ0CTaTOYHOCTb M /WU
apuUTMUU. B Takux ciydasx MUOKap/ XapaKTepU3yeTcs
MOJIHBIM OTCYTCTBHEM MbIIIEYHBIX BOJIOKOH, a 3HJO-
KapJ ¥ 3aNIMKap/, NPOTUBONOCTaBJIeHbl. MaKpocKonuye-
CKU IIpU 60J1e3HU YISl ONpe/iesisieTCsl «llepraMeHTHOoe»
cepaue. bosie3Hb Yas sBasieTcsl pe3yJbTaTOM 3KCTeH-
CHMBHOM U 3aBepllleHHON alONTOTUYeCKON JeCTPYKLUU
muokapza IIK, B otiuuyue ot [IKMII. Ha gaHHbIN Mo-
MeHT aHoMaiud Yna u AJINK paccMaTpuBaroTca Kak
MaToreHeTUYECKU CXOAHbIe 3a601eBaHus [59].

8. HeaputmoreHnunie popmbl AJITIK corstacHo HOBOM
kjJaccupukanuu BO3 paccmaTpuBaroTcsa Kak ¢dopma
AJZITK. B aToM ciydae npezoJiaraeTcs HaJlMuMe apuT-
MOTeHHOro cy6cTpaTa B «CIsIeM COCTOSHUU», KOTO-
pbIii BBIAABJISETCS NPU CleljMajbHbIX UHBa3UBHbIX/He-

VHBa3UBHbIX UCCel0BaHusX [1, 2].

Oucnnasua c BoBneyeHuem JIXK

1. BUBeHTpUKYy/IsIpHasl [AUCIJIa3Usl XapaKTepusy-
eTcs Nopa)keHHueM 000MX KelyJ04KoB. TUIIMYHAsA T'U-
cTosioruyeckas cTpykrypa JIXK: 3aMeleHue )KUpoBoi
TKaHblO, GUOPO3HBIM OrpaHUYEHHEM. ITO COCTOSIHUE
NPUBOJUT K CepAevyHOM HeJOCTAaTOYHOCTH, B CBSI3U C
ype3MepHbIM yYMeHblleHHUeM Muokapza /DK u MoxeT
OBbITH OIIMO0YHO JUArHOCTUPOBAHO KaK WAMONATHYe-
ckag JKMIL. /[uddepeHnuanbHo-AUArHOCTUYECKUM
KpUTEpPUEM sIBJIsIeTCS HaJU4YHe KUPOBON UHOUIbTpa-
U Muokapza [34, 39].

2. /lucniasus, ocl0XKHeHHass MUOKapAUTOM — B Ta-
KOM CJlyyae BOBJIEKAIOTCA 00a >KesyLo4Ka, NMPOrHO3
Heb6JIaronpuUsTHhIA. B 6G0/MBLUIMHCTBE C/ydyaeB B CTPYK-
TypHO# ocHoBe A/III’K MUOKapAUT reHeTUYECKU IMpe-
jJonpezeseH. [Ipy MUokapAuTe ¢ BOBJeYeHUEM 060UX
»KeJIyZJ0UKOB BO3HUKaeT cepJleyHast HeJJoCTaTOYHOCTD,
NpPUBOJAILAA K CMEPTebHOMY UCXOAY, YHOCALIAS XKHU3-
HU 1% nmanueHTOB B rog [8, 41, 43].

C/10>kHOM ABJISIETCSI IOCTAaHOBKA JIUarH03a B C/y4asax
HeapUTMOT'eHHbIX $OPM, OCJI0’KHEHHBIX MUOKApAUTOM.

KivMHMKa M AUAarHoCcTukKa

Kak 661110 cka3aHo Bblle, A/ITINK 6osteroT yalie Myx-
4yuHbl. [lo KJIMHUYECKON KapTHHE BbIAENAIT 4 TUIUY-
Hble GOPMBbI TedyeHHUs 3TOro 3abosieBaHUs: CKpbITas
¢dopma, npu kortopoit BC BcaefcTBue PUOPUIAALUU
JKeJIyZJOUKOB fBJISIETCSl NepBbIM NposiBJIeHHWeM 3a6o-
JIeBaHUs; apUTMUYecKast popMa, XapaKTepHu3yroLiascs
HaJIUYMeM [JJOKYMEHTHPOBAHHBIX CHMIITOMATUYHBIX
JKeJIyZ,0UKOBBIX TaXMapUTMUI (3Kes1y04KOBOM 3KCTpa-
CUCTOJIMU Y XKeJyA04KOBOU TaxUKapAuHn) c KoHUrypa-
nuei komiiekca QRS mo Tuny 6/10KaAbl JIeBOM HOXKHU
nyudka ['uca; «paicisymptomatic form» - ¢opma ¢ cum-
NTOMaMHU cpeJiHel CTelleHU TSAXKeCTH, TAKMMHU KaK pu-
CTyIbI cepAlebreHus, 60b B 06J1acTu cepla; popma,
nposiBJsOILAsACS cepAedyHor HeocTaTouHocThio (CH),
NperMylleCTBEHHO MPaBOXeJIyZ,04KOBOH, C HaJUYHeM
WJIM OTCYTCTBUEM HapylleHU# puTMa cepaua [6, 11].

Haubonee vacTteiMu nposiBjeHusmu AJIDK saBas-
10TCa KenyaoykoBble aputMuu ¢ IKI' Mopdosiorueit
no Tuly 6J10KaJbl JIeBOM HOXKM Nydka ['Mca, nu3MeHe-
HUA JienoJIsipU3aliui U penosisipusaliid MUOKapAa xe-
JIYZJ0OYKOB, BbIsIBJsieMble B INPaBbIX NPeKOpAUaJbHBIX
OTBEJIeHHUSX, a TaKXKe HapylLIeHUs I106aabHON U/Uau
JIOKaJIbHOU cokpaTuMocTH [I2K 1 u3aMeHeHUs CTPYKTY-
pbl ero MUOKapAa Mo JaHHbIM 3JIeKTpoKapAuorpaduu
(9%0KTI"), MarHuTHO-pe30oHaHCHOM ToMorpaduu (MPT).
CnefyeT OTMETUTD, UTO CyL|eCTBYeT HeMaJso Cay4aeB
6ecCUMIITOMHOIO TeyeHUs 3abosieBaHUs, Korja mnep-
BbIM U, BO3MOXXHO, €IMHCTBEHHbIM €ro NposiBJIeHHeM
ob1BaeT BC [5].

[lepBble KJIMHUYECKHE NPOSIBJIEHUS 3a00JeBaHUs B
BU/IE KeJ1yJ0YKOBbIX HapylleHUH pUTMa OTMeYalTCs B
MO POCTKOBOM WJIM IOHOLIECKOM Bo3pacTe. Horaa 3a-
6osieBaHUE Je6I0THPYET BHE3ANTHOM OCTAaHOBKOM KpoO-
BOoOOpallleHus1. B no3gHux cTaguax MOryT HabJ1l0JaTh-
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csl IpU3HaKU XpoHUdeckoil CH, mpenMylecTBeHHO MO
MpaBoXeayA0uKoBoMy TUly [6, 10, 18, 45].

BC MoxeT 6bITh NEPBbIM M €/JUHCTBEHHBIM IIpOsIBJIe-
HueM AJITTK, oco6eHHO Y MOJIOJbIX JTI0/iel U CIOPTCMe-
HOB. Bce manueHThI ¢ y»xe aAuarHoctupoBaHHoi AZITIK
WJIH C MO/03pEHHEM Ha TAKOBYIO JOJIKHBI paclieHH-
BaTbCH, KaK JIMLa C MOBBIIIEHHbIM puckoM BC, paxe
MIpY OTCYTCTBUHU JJOKYMEHTHUPOBAHHBIX YKeJIYA0YKOBBIX
HapylleHUl puTMa cepAua. [lo JaHHBIM aMepUKaHCKUX
aBTopoB, AJIII’K nocMepTHO AUAarHOCTUPyeTCs INpPH-
MepHoO B 5% caiyyaeB BC cpepu Jiun Mosioxe 65 JieT U B
3-4% cay4yaeB CMepTH MOJIOJbIX CIOPTCMEHOB BO Bpe-
Msl COpeBHOBAaHUU WJIM TPEHUPOBOK [5, 27, 36].

B peruone BeHeTo B UTanuy, aBadwiemMca 3H/e-
MUYHBIM AJis 3Toi natosoruu, AJAINK B 20% ciayyaes
CIYXXUT MPUYUHONW BHE3allHON CMepTH y Jiojeil Mo-
Jgoxe 35 jyeT. logoBas yactora caydaeB BC npu AJIIK
JocturaeT 3% 6e3 JieueHUSI U MOXKeT OBbITb CHM)XKeHa
Jlo 1% mpu ycJoBUM NpOBeJleHUs1 ee NEPBUYHOMN WU
BTOPUYHOUN MpPOPUIAKTUKU cpeAcTBaMU dapMakoTe-
panuu. B nozjasisomeM 60JbIIMHCTBE CIy4aeB MeXa-
Hu3MoM BC aBnisetcs akcenepauus putma KT u TpaHc-
dopmanus ee B UOPUILISALIUIO KeJTy04KoB. S. Olsson ¢
co0aBT. [51] npoaHasu3upoBaiu JaHHble 121 nanueHTa
¢ BepudunMpoBaHHBIM AuarHozoM AJIIINK u BeigBUIN
cleAyoliye MapKepbl NOBBIIIEHHOTO PUCKA Pa3BUTHA
YKU3HEYTPOXKaIIIMX >KeJyJ04KOBbIX apuTMui u BC:
MYXKCKOW M0JI, MaKCHUMaJbHasd INPOJAOKUTENbHOCTh
koMIsiekca QRS B mpaBbIx NpekopAuaibHbIX OTBeJe-
HusAX >110 Mc, yBesinyeHue pa3MmepoB 12K no gaHHbBIM
IxoKI, peHTreHKOHTPACTHOW BeHTpPUKyJ0Trpaduy,
NpM3HAKU BOBJIEYEHHUS B MATOJOTHYECKUH Ipoliecc
muokapga JIXK, pucnepcus untepsaJa |T B seBbIX npe-
KOpAMaJIbHBIX OTBeJleHusix > 30 Mc, HHBepcus 3y0OI0B
T B npexkopauanbHbix oTBefeHuax IKI nanee V3, nuc-
nepcusi NpoAoKUTeNbHOCTH KoMiliekca QRSi 50 mc.
BoisiBlleHHMe 3THUX NPU3HAKOB IpeJCTaBJseTCs Hau-
60Jiee 3HAYMMBIM /151 GECCUMIITOMHBIX NalLMEeHTOB C
AJIIIK. CBoeBpeMeHHOe Ha3HAYeHUE TaKUM GOJIbHbIM
cpeAcTB NPOPUIAKTUKUA Pa3BUTHSA (aTalbHbIX apUT-
MUM NO3BOJIIET CYLIeCTBEHHO YJAYUYLIMTh MPOTHO3 UX
KU3HU [44, 49, 54].

[TaguenTe! ¢ AAIIK MoryT LeMOHCTpUPOBAThL CHUM-
NTOMBbl H30JMPOBAHHOM MNpPaBOXKeJNyJOUKOBOH, pexe
6uBeHTpPUKYIApHON CH, KOTOpble MOSABJAIOTCA, Kak
npaBuio, B Bo3pacte 40-50 set. AJIK - nepBuyHOe
3abosieBaHMe MHOKap/a, NPUBOAsllee K MpaBOXKesy-
JIOYKOBOM HEeJJOCTAaTOYHOCTH B OTCYTCTBHUE JIETOYHOH
runepreHsud. [laToreHes pa3aBUTHS PABOXKeEYA0YKO-
BOW He/I0CTaTOYHOCTH [TPY JAHHOU [TaTOJIOI MU COCTOUT
B AWJaTalluy, UICTOHYEHUH CTEHKU U NpPOTPecCUBHOM
CHWXKEHHUU cokpaTuMocTu Muokapza IIK BcienctBue
ero atpoduu. BoByeueHue B npouecc ManuUIAPHBIX
MBIIII, COMPOBOX/JAETCS Pa3BUTHEM TPUKYCNHAAb-
HoM perypruTtanuu [54, 58].

[Ipv3Haky NpaBOXeJYAO0YKOBOM HeAO0CTaTOYHOCTH
MaHUEeCTUPYIOT, KaK NpaBUJIO, yepe3 4-8 seT mnocie
MOsIBJIEHUs] TOJHOM G6JI0KaJbl MPaBOM HOXKH Iy4yKa
['Mca - ogHOrO M3 XapaKTepHbIX 3JIeKTpOoKapAHorpa-
duyeckux MapkepoB nopaxeHust Muokapza I[IK u ero

CTPYKTYp NpOBOAAIIeN cucTeMbl cepAua. JlucniacTu-
YeCKUH Mpolecc MoXeT 3axBaThiBaTh U MUoOKapy, JIK,
NpPUBOJSA K CHUXKEHHUIO er0 COKpaTUTeJbHOH Crnocob6-
HOCTH, OJIHAKO JIEBOXeJYyA04YKOBasl HeJ0CTaTOYHOCTh
MeHee CBOWCTBeHHa JJaHHOMY 3ab6oJ/ieBaHUI0. Pa3BuTHeE
JIeBOXKeJIyZJOUKOBOM HeJOCTaTOYHOCTH MOXKeT COo3Ja-
BaTb MNPEANOCHUIKM AJI AUArHOCTUYECKUX OLIMOOK.
Hanpumep, yacto BMmecto AAIIDK suarHocTupyoT uau-
onatuyeckyw JKMII, nin6o JJKMII, kak ucxo BUPyCHO-
ro MHOKapAuTa [6, 9].

JleBoxkenynoukoBas aucoyHkuus npu AJAINK oTpa-
’KaeT OUBEHTPUKY/ISIPHYIO AUCIJIA3HUI0 U 0JKHA ObITh
IuddepeHMpoBaHa OT JIOOBIX APYTUX MEPBUYHBIX
3a60s1eBaHUM MHOKapAa, NPOTeKaWIHUX C BOBJIeYEHHU-
eM B [AaTOJIOTMYEeCKUM Ipolecc 060UX KeNyJ0uYKOB U
NpPOSIBIAIIMXCA Pa3BUTHEM JAWJIaTallud U CHU>KeHU-
eM COKpaTuMOCTHU. JloctoBepHasa guarHoctuka AJINK
VMMeeT IPUHLUIINAJIBHO Ba)KHOE 3HaUeHHe BC/Ie/ICTBUE
BbICOKOW NpeJpacnosoKeHHOCTH MNalUeHTOB C 3TOU
naToJioruel K BOSHUKHOBEHMUIO 3/10KauecTBeHHbIX KT,
KOTOpble HepeJKo ObIBAIOT Pe3UCTEHTHBIMU K MeJu-
KaMEeHTO3HON Tepalmuu U TPeOYIOT B 3HAYUTEJNbHOHU
YaCTH CJlyyaeB UCNO0JIb30BaHUA ClelHabHbIX METO/0B
HeJleKapCTBeHHOro JiedeHus [11, 14, 52].

B HekOTOpBIX C/ay4asx [ONOJHUTeJbHble JUarHo-
CTUYECKUe TPYAHOCTU Yy GosbHbIX ¢ AJIIK cospatoT
60s11 B 06J1aCTH cep/ilia, KOTOpble JlaJleKo He BCeraa
BO3HUKAIOT IPU Harpy3Ke, HO TOPOU MOTYT OBbITh Kyl H-
pOBaHbI NPUMeHeHMEeM HUTPATOB. Y TaKUX NMallUeHTOB
TMCTOJIOTHYEeCKHe UCCIe[J0BaHUs BbIABJSIOT Npoande-
panyo Meuu C IOYTH NOJHONU 06CTPYKLUEN TUCTab-
HOT'O KOPOHApHOI'0 pycCJa, OTPY>KEHHOTO B XKHPOBYIO
TKaHb. /laHHble U3MEHEeHUsI MOTYT CJIYXXUTb 06bsICHe-
HUEM pa3BUTHUSA CHHJpOMa cTeHoKapauu npu AJIDK
[47, 49].

TeyeHue ¥ NpOrHo3

Ba)XHOM KIMHUYECKON 0COOEHHOCThIO 3a60J1eBaHU4,
onpefesAwIledl MPOTHO3, SABJAITCA KeJayLoYKOBble
apUTMHUM U TIPABOXKEJNY[0UYKOBass HeAOCTaTOYHOCTD.
[To nanubiM C. Basso u coaBT. [18], npu 3¢ dekTUBHOU
AHTHApPUTMHUYECKON TepaluHy, a TakKe NPU HCNOJIb-
30BaHUU XUPYPrudecKux MeTo/|0B JiedeHUs (absanus
apUTMOTeHHbIX 30H) 10-7eTHAS BBIKUBAEMOCTb CO-
craBasiet 77%, neranpHocTb npu AJAIIK cocraBisieT
9% 3a 5 netT. [Ipy 3¢pPeKTHBHON aHTHAPUTMUYECKOU
Tepanuy, MO JaHHBIM CEpPUHHOro 3JeKTpoPpu3n0J0-
TMYEeCKOT0 TEeCTUPOBaHUs, 60JIbHble UMEIT XOPOIIHH
JI0JITOBPEMEHHBI NPOTHO3 NpPH MNPOJOJHKAIOILEMCS
npyueMe aHTUAPUTMHUYECKOTO NpenapaTa U OTCYyTCTBUU
NporpeccupoBaHUs naTojoruyeckoro npoecca B DK,
NpaBOXKeJyA0YKOBOM HeAOCTaTOYHOCTU. [Ipy HeKoH-
TPOJIUPYeMOM 3MNUPUYECKON Tepanuu JieTaJbHOCTb
Bo3pactaeT A0 20% Bnepsrle 10 set (2,5% B roa). Oc-
HOBHasl NpPUYMHA CMEPTHU GOJIbHBIX — QUOPULIALUSA
XKeJy04YKoB [24, 51].
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Kputepuu AMarHoCTUKHU

[pynmno#t akcneptoB EBpomneiickoro kapauosioruye-
CKOro 00l1ecTBa ObLIM IMpeaJioKeHbl KPUTEpUU Jua-
rHoctuku AJIITK [1, 6, 11]. Heo6xoquMOCTb CO3/AaHUSA
KpUTEepUEB MPOJAUKTOBAHA TPYAHOCTSMU B JUarHo-
ctuke AZITIXK: HeBbICOKOH crieliuPpUIHOCTBIO IPU ITOU
natosiorud JKI' n3MeHeHUH, MOJUITHOJOTHYHOCTbHIO
»KeJIyI0YKOBBIX TaXUKapAuH, npoTekaromux c IKT kap-
THHOU G6JI0OKaZbl JIeBOM HOXKKHU IMydka ['nca, MeTonu-
YeCKUMU CJO0XKHOCTSMU HHCTPYMEHTAJbHOU OLIEHKU
CTpyKTyphl ¥ PyHknuu [IK 1 UHTepHIpeTanuu JaHHBIX
3HAOMHUOKapAHanbHOU 6uorncuu. CoryiacHO peKoMeH-
JauusaM skcreptoB BO3 guarnos AJIIXK nosnkeH ocHo-
BBbIBAaTbCSl Ha HAJIMYUU MaJbIX U GOJIbIIUX KPUTEPUEB,
o6 benuHALIINX reHeTudeckue, JKI, apuTMuueckue,
MoppoPyHKIIMOHANbHBIE M TUCTONATOJIOTUYECKHUE
MPU3HAKHU.

Kpurepuu aguarsocruxku AAINK
(Pabouas epynna no A/[IDK Eeponetickozo
obwecmea kapduo.s10208 u HayyHozo
cosema no kapduomuonamusm npu BO3,

2000 2.):

e CeMelHbIM aHaMHe3

v BoJsiblive: ceMeiiHass 60Jie3Hb, MOATBEPKIAEHHASA
JaHHBIMHU Ay TONCUHU WU XUPYyPrUIeCcKOTOo BMella-
TeJIbCTBA.

v'Masible: ceMedHbIM aHaMHe3 BHE3alHON CMEﬁ)TI/I
B Bo3pacTe o0 35 zeT c nogospeHueM Ha AJIDK;
cemelHbIM aHaMHe3 A/IITK, yctaHoBIeHHOM Ha oc-
HOBaHUU JaHHBIX KDUTEPHUEB.

o Hapymenus genossipusanuy / npoBeeHUs

v'BoJibliike: €-BOJHA WJIM OFPaHUYEHHOE paciiupe-
Hue kommiekca QRS (cBeiie 110 mc) B mpaBbIx
IpyJHBIX OTBesieHusX (V1-3);

v MaJible: HaJIMYHe T03HUX OTEHITUAJIOB KeJy104-
KOB.

o Hapyumenus penossipusanuu

v'Mausible: unBepcust 3y6ua T B V2-3 pu OTCyTCTBUH
6/10Ka/bl MPaBOM HOXKKHU my4dka ['Mca y suly B BO3-
pacre ctapiue 12 jeT;

. A‘})I/ITMI/II/I .
Mauible: xeJyflouKoBasi TaxUKapAusa ¢ rpadukoi
6Ji0Ka/ibl JIEBOW HOXKKU Ny4Ka ['Hca; yacThle xeuy-
JlOYKOBbIe 3KcTpacucTobl (6osee 1000 3a CYTKI/I%.

e CTPYKTypHble U aHOMaJIu1

cepana
v BoJiblliMe: BbIpaXKeHHas JUJIaTalda U CHUKeHUe
OB 1K npu OTCYTCTBUH WJIM MUHUMaJbHOM BO-
BjedyeHuu JI2K; ouarosbie aHeBpu3Mhl I12K; Bbipa-
>KeHHas cerMeHTapHas guaaranuda [DK;

v Mausible: yMmepeHHas o6wast ausiatauus [DK v/uau
cHmkeHHe ero @B npu HensmenénHoM JIXK; yme-
peHHas cerMeHTapHas auaatauus [DK; pernonap-
Haga runokuHesus [1K.

JyHKLMOHA/NbHbIE

e MopdoJsiornyeckasi XapaKTepHUCTHKa MUOKap/a

v Bosibliyie: GpUOPO3HOXKUPOBOE 3aMEIEHUE MHUO-
Kapza (qaHHble OUOTICHH ).

Jnsa puarHoctuku AJIIIXK pocraToyHo Haauyus
JIBYX, TaK Ha3blBaeMbIX OOJIbLIUX KPUTEPUEB, JTUGO Of-
HOT0 60JIBIIOrO U ABYX MaJbIX, TUOO YeThIpex MaJsbIX
KpuTepueB. UHPOPMATUBHOCTD W JUarHOCTUYECKas
3HAUYUMOCThb NpeJIJIOKEHHBIX KPUTEPUEB TPeOYeT Npo-
BEPKHU B YCJOBUSAX AJUTENBbHOT'O MPOCHEKTUBHOIO Ha-
OJII0JleHMS 33 OOJILIIMM KOJIUYECTBOM OO0JIbHBIX.

JJekTpoKapauorpadgus

HapyuieHus penosisipMsalyu NpU 3TOH NMaTOJOTHUU
NposIBAAIOTCA WHBepcrel 3y610B T B OTBeeHHUAX C
V1 no V3 npu oTcyTCTBUH ([0 BO3MOXKHOI'0 pa3BUTHSA)
MOJIHOW 6JI0Ka/ibl IPaBOM HOXKKU my4ka ['nca. 3To Ma-
JIbIM AMAarHOCTUYECKUN KpUuTepul, BcTpeuaeTtcs B 54%
cay4yaeB. [JlaHHbIM NpU3HAK TpyAHO AuddepeHUUpO-
BaTb OT HOPMBI Yy ieTell U JIML, MOJIOA0r0 Bo3pacTa Y,
C/efloBaTebHO, KaK AUArHOCTUYECKUN KpUTEepUN OH
MOXeT OBbITb HCIOJb30BaH TOJIbKO mocae 12 jetT. Y
CTIOPTCMEHOB HepeJKO PEruCTPUPYIOTCS aHAJIOTUYHbIe
M3MeHeHUa $a3 penoJssipUsaluu IpU OTCYTCTBUHU Ka-
Koro-a1u6o 3abosieBaHus cepaua. MuBepcus 3y6uos T
BO BCeX NpPeKOpAHaJIbHBIX OTBeJEeHUAX KOoppesjupyeT
C BOBJIeYeHHeM B naroJsiorndeckuii npouecc JIXK u npu
Hasinuuu KT yka3biBaeT Ha BBICOKMH PUCK UX peliuu-
BUpOBaHus [26, 29].

Muorue nanuenTtsl ¢ AAIIK geMoHCTpUpPYIOT NpU-
3HAaKU HapylleHUH JenossAlU3alid MHUOKAapAa >Kesy-
JIOYKOB BILIOTh [0 pa3BUTHUSA moJyiHOH (15%) uiau He-
nosHo# (18%) 6s10kajbl MpaBoOM HOXKHM mydka [Hca.
OpHako 6s10kaZia MpaBoOi HOXKU Ny4ka ['Mca camocTo-
ATEeJbHO He MOXKeT UCI0JIb30BaThCs KaK JAHarHocTuye-
CKUM KpUTEepPU BBUJY TOTO, YTO HEPeAKO BCTpedaeTcs
Y YV 3/l0pOBBIX JIIOJlel, U P APYTUX BUJAX NaTOJOTUH.
[To 3TOM NpuyKHe 6JI0KaZja MpaBoOM HOXKKHU Ny4ka ['mMca
He BKJIIOYEHa B IepeyeHb JUarHOCTUYECKUX KpHUTe-
pueB. Hapsany c 3ame/iieHueM U NpepblBaHUEM Jelo-
Jspusanuu (610KaZbl) MOXKET OTMeYaThCsl CHUXKeHUe
BosibTaka QRS-koMIIekca, oTpaxarolee yTpaTy sJeK-
TpoB036yauMoro muokapza 1K [35, 47, 50].

Yuiupenue kommiekca QRS > 110 Mc B oTBeJjeHUsX
3KT c V1 o V3 saBasieTcs 601bLIINM KPUTEPUEM U MIPU-
obpeTaeT 0co6y0 3HAYMMOCTh, €C/IU AUCIEPCUs NPO-
JIOJDKUTENIbHOCTU KoMILiekcoB QRS mpeBsbitaeT 50 Mc
NpY HaJIW4YUHY 6JI0KaZbl IPAaBOM HOXKKHU Ny4Ka ['nca. In-
CUJIOH-BOJIHA SIBJsIeTCS OOJIBIIMM JAHArHOCTUYECKUM
kputepueM AJZIIIK u BcTpeuaetcsa 6osiee yueM B 30%
c/1y4aeB JJAHHOTO 3a60JieBaHUs. JNICUIOH-BOJHBI — 3TO
HHU3KOAMILJIMTYAHBIE 3/IeKTpUYeCKHe TOTeHIMabl, KO-
TOpble PErMCTPUPYIOTCS B BUJe 3a3yOpHUHBI B KOHIlE
QRS-koMniekca v B Hauase cermedTa ST (puc. 3). OHu
BbIcOKOcniennouuHbl s AJIXK U aBas0TCS oTpaxe-
HUeM 3aJlepKaHHOH Aenossipu3anuu Muokapza K.

CurHan-ycpegHeHHasi anekTpokapauorpadus.

[lo3gHue noTteHyanel xeaypodkoB (II2K) Ha cur-
Han-ycpeaHeHHou JKI sBasiioTcs HepeAkuM dpeHOMe-

Puc. 3. 3ncnioH-BOIHa
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HOM, HO M3-3a HU3KOH CrneludUUYHOCTH OTHOCATCA K
MaJibiM KpuTepueM guarHoctuku AIIK. Xopowo us-
BecTHO, uTo [III2K MoryT 6bITh 0O6HAPYKEHBI HE TOJIb-
KO y HalMeHTOB € JpyrUMU popMaMu NepBUYHBIX 3a-
60JieBaHUN MHUOKap/a, Y NMOCTUHPAPKTHBIX GOJIbHBIX,
HO B OIpe/ie/IEHHOM INpPOLeHTe CJAy4YaeB U Y 3/J0POBBIX
sun, [II12K, kak ¥ ancuioH-BoJIHA Ha cTaHAapTHOH JKT,
OTpaxaloT 3aJiepKaHHYI0 AeNoJsprU3aluo MUOKapAa.
Kak u apyrue usmenenusa IKI' npu AJIIK, nameHeHus
curHan-ycpeagHeHHod JKI' 6os1ee BbIpaXkeHbl B TPaBbIX
MpeKopAHaNbHbIX OTBEeJleHUsX, 4YeM B JeBbIX [20, 52,
56].

[IpumepHo 50-80% 60abHbIX AAIIK 1 JoOKyMeHTH-
poBaHHOU nmapokcusMaibHOW KT MMeOT U3MeHeHus
curHaji-ycpegHenHoit JKI. IIIXK moryt He o6GHapy-
YKUBATbCS NPU JIOKAJbHOM IMOpPaXKEHUU HebO0JIbIIOTO
cermeHTa Muokapza IIDK, ofHako Takue nanyeHThl He
JIMIIeHbl pUCKA Pa3BUTHSA KU3HEYTPOXKAIOIIMX apUT-
Muil. U3aMeHeHus curHaji-ycpegHeHHout IKI' Haubosee
4acTo 0O6HApYKUBAIOTCS1 Y MallUEHTOB C OoJiee BbIpa-
KEHHbIMM QUOPO3HBIMU U3MEHEHUSIMM MMUOKapJa M
CHIDKeHHEeM IobasnbHoU cokparumoctu [1K. IIITK saB-
JISIIOTCS NIPeIMKTOPaMH BO3HHMKHOBEHHs] yCTOMUMBOH
)kesynoukoBoit Taxukapauu (PKT) y 6oabnabIx ¢ AJIIK
Y JOKyMEHTHPOBAaHHBIMU HEyCTOWYMBBIMU NApPOKCH3-
mamu KT [6. 11, 52].

Axokapaunorpadums

IxoKI npumeHsieTcs AJisl OLleHKU QYHKIUU U pa3Me-
poB ITXK u JI?K. Haubosiee xapakTepHbIMU U3MEHEHUsI-
mu npu AZIITK aBaSI0TCA TMNIOKUHE3USA U AUjaTalus
[DK, npy 3TOM cHeKkTp JaHHBIX, I0Jy4eHHbIX C IOMO-
b0 IX0KT, MoXeT Kosie6aThcsl OT «HOpMaibHOro» [12K
Jl0 IPU3HAKOB TSKEJIOT0 MOpaXKEHUS CO 3HAUUTEbHOH
JWNaTalveldl U HapylUleHUsIMH COKpPaTUTEJbHOH CIO-
co6Hoctu IDK. Y6eautensHeiMu IxoKIT kpuTepusamu
CUMTAIOTC 3HaYuTebHas AuaaTtauus [DK (puc. 4), Jio-
KaJIbHble aHeBPHU3Mbl U 06J1aCTH AUCKUHE3a C JUacTo-
JINYeCKUM BblOyXaHHEM, KOTOpbIe Yallle ONpeessoTcs
B HIXKHeb6a3anbHoM cermeHTe [12K [10, 56]. Hapymenus
CTPYKTYphI U GyHKIUM MUoKapa [1XK fo/mxHbI onleHu-
BaTbCA B HECKOJIBKUX 06JIACTAX, BK/II0OYass IPUTOYHbBIH
OTZeJ1, TeJIO ¥ BBIHOCAILUM TPAKT, T.K. TOpaXkeHHe, 0COo-
6eHHO Ha Haya/JbHOM 3Tale, HOCUT O4aroBbIN Xapak-
Tep.

Jpyrumu BaxkHbIMU napaMeTpaMu IXoKT aBisroTca
KOHEYHO-CUCTOJUYECKUH U KOHEYHO-AUACTOINYECKUH
pasMmepsl [12K, a Takke COOTHOIIEHME KOHEYHO-1acTo-
audeckux pasmepos [1K u JIXK. CooTHoutenue > 0,5 06-
JlaflaeT YyBCTBUTEJBLHOCTbIO 86%, cnenudUUHOCTbIO
93% u npeackasywoleil eHHOCTbI0 86% AJis JUarHo-
ctuku AJITDK. HeratuBHasa npefckasymonias 4eHHOCTb,
paBHast 93%, AeslaeT AaHHBIA NapaMeTp UCKJII0YUTeEb-
HO BaXHbIM. boJjiee «TOHKHEe» IPU3HAKH, BbISIBJIsIEMble
npu IxoKI, BkitovyaroT usaMeHenud nosoctu 1K, Takue
KaK yCcuJleHHe UHTEHCUBHOCTH OTPa)KeHUs1 MoJepaTop-
HOTO Ny4yKa U pesibedHas TPabeKyJApPHOCTb B 06J1aCTH
Bepxyiuku [12K [47, 52, 56] .

Puc. 4. 3xoKI 6osnbHoro AAQIMK. OTrMe4aeTcs Bbipa-
xweHHas gnnaraunsa INM)XX, pazmepbl ocrtasibHbIX KaMep
B ripegesiax HoOpMbl.

PeHTreHoKoHTpacTHasA BeHTpuUKynorpadua

PeHTreHOKOHTpacTHas BeHTpuKysorpadus (PB) mo-
npeXHeMy pacCMaTpUBaeTCsi MHOTMMHU aBTOpPaMH, Kak
MeTo/| BbI60pa /151 OLleHKH CTPYKTYphl U yHkmu [1HK
[13, 18]. [IpaBas u JsieBas nepejHUE KOCble MPOEKIUU
MaKCUMaJbHO HHPOPMATHBHBI [IJ151 OLJeHKH COCTOSTHUSA
HauboJiee 4acTO BOBJIEYEHHBIX B Ipoliecc o6/acTel
[12K, Takux kak UHQYHAUOYIYM, IepeHsiss CBO6OAHAs
CTeHKa U HWKHSAS CTeHKa, 0CO6eHHO 06J1aCTh MOJ, TpH-
KyCNUJaJbHbIM KJIAIaHOM.

PB nosBosseT BoIABUTb Takue usMeHeHus 1K, xa-
paktepuble s AJIK, kak UHGYHAUOYASIpHbIEe aHEeB-
pU3MBl, yToJLleHUe Tpabekysn Gosee 4 MM, BbICTyIa-
IOLIMHA MOJEepaTOpHbIM TsK, aHEBPU3Mbl BePXYIIKH,
MHO)XeCTBeHHble MeLIKOBU/Hble BbIOyXaHHUs B 06Jia-
CTU HIDKHEU CTEeHKH, B CYyOTPUKYCNIUAANbHON 06J1aCTH
[12K. B GoJiee TsKesbIX CaydasiX BbISIBJASETCS MpOJIAIC
Y HeJ0CTaTOYHOCTb TPUKYCHUJAJbHOrO KiaanaHa. Co-
yeTaHUe BbIOyxaHUs nepefHeit creHku DK, cy6Tpu-
KycnujaibHON ob6JjlacTh U runeptpoduu Tpabekys
xapakTepusyeTcs 96% cnenuduinoctbio 1 87,5% 4yB-
CTBUTEJIbHOCTbIO B OTHOUIeHUHU AuarHosza A/IIDK [10,
23, 46].

KomnbroTepHas Tomorpadus (KT) u MPT - nBa Hau-
6oJiee COBpeMeHHBIX MeT0/a, MO3BOJISIOIINEe BU3ya-
JIN3UPOBaTh NATOJIOTMYeCKHe W3MeHeHHUs MHOKapAa,
cBoiictBeHHbIe A/III)K. XapakTepHbIMU HaxoKaMU IpU
3JIeKTpoHHO-1y4eBoH KT sIBiAIOTCA U3OBITOK 3NMUKaAp-
JIMaIbHOM XKMPOBOM TKaHH, BBICTYNAOIHe TpabeKy/Ibl,
decToHyaThIX BU/J, cBOOOAHOM cTeHKH 12K 1 uHTpaMu-
OKap/ha/bHble XKUpOBble oT0xKeHUs. MPT nosBossieT
XOPOUIO pa3/InyaTh XXUPOBYIO TKaHb U MUOKap[ [16, 19,
61].

OfHaKO MPUCYTCTBHE B HOPMe 3MHUKapAUaJbHOTO U
NeprUKapA1aJbHOTO XHUpa CO3/iaeT TPYLHOCTU B UJEH-
TUPUKALUK UHTPAaMUOKApAUAJbHON KUPOBON TKaHHU.
MPT B KHHO-pexuMe o06ecleurMBaeT XOPOLIYH KOH-
TPAcCTHOCTb MY TOKOM KPOBU U MUOKap/lOM CTEHKH
[IXK, 4yTo mo3BoJisieT MOJYyYUTh AOCTOBEPHYIO MHOp-
MalMio o pasMepax noJocty 1K, moaBMXKHOCTH ero
CTeHOK, HaJIMYMH JIOKaJIbHbIX aHeBPU3M U CerMeHTap-
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Taéa. 1.

AugppepenyuanvHo-duazHocmuyeckue kpumepuu 60.1e3Hu Yas u AJIDK

BonesHb Ynsa

ALMK

CeMeliHbili aHaMHe3 -

+ (HekoTopble 6onbHbIE)

Hauano MnageHubl-aeTn

NoApPOCTKU U CTapLue

OObIYHbIA TUM KNUHUKK -

apuTMuna, CUHKone

BHesanHas cmepTb peako

He 4acTo

Matonorusa

NPOTMBONOCTAaBI1EHbI.

30HbI NOMHOro OTCYTCTBUA MMOKapaa
cteHkn MK, aHaokapa v anukapg,

3amelLeHne napuetansHon cteHku MXK xupom
C Tshkamu Mmokapaa, OKpyXeHHbIMU hnBpOo3HOI
TKaHbIO.

HOM JUJIaTalllY, a TaKKe OLleHUTb COCTOSTHUE COKpaTH-
TeJibHOU QyHKIMU MUoKapga [1XK [16, 19,26].
JocTtoBepHble auarHoctuyeckue kputepuu AJINK
MOJIy4eHbI IPU 3HJOMHUOKapAHaIbHON GUOIICUH, KOTO-
past MPOBOAUTCA B 06J1aCTH MeXOKeNy0UKOBOM nepe-
rOpoAKU KU CBOGOAHOMN cTeHkU. Kpurtepuem puarHo-
CTUKHU SIBJIsIeTCS 10J1s1 GUOPO3HOM U :KUPOBOM TKaHU B
6uonTare. [Ipu AJITXK nosis xkupoBo#t TkaHu 60J1ee 3%,
a ubposHoii — meHee 40%. [1o ganHBIM A. Angelini u
C0aBT. [14] 4yBCTBUTENBHOCTb 3TOM METOJUKH COCTAB-
JasieT 67%, a cnenuuaHoOCTh — 92%. OHAKO 3TO Ucce-
JloBaHUe BbINOJIHSIETCS B € JUHUYHBIX KJIUHUKaX MUpa.

AuddepeHuuanbHas JUarHOCTUKA

Iudbdepennuanbias pguardHoctuka A/JIDK npo-
BOAUTCA C 3a60JIeBaHUSAMH, NPU KOTOPBIX MPOMUCXO-
JUT yBeJUYeHHe NPaBoro »eJsyAodyka (B YaCTHOCTH, C
BPOX/JEHHbIMU NIOPOKaMU CepAlia), a Takxe JpPyTrUMHU
BUJIAMHU KapJHUOMUOINIATHUH U 60sie3HbI0 Yas. [Ipu npo-
BeZleHUU JuddepeHMaIbHON JUAaTHOCTUKH YIUThIBA-
I0TCSl CUMIITOMAaTHKa 3TUX 3a00JIeBaHUMN U BblLIENpH-
BeJleHHble JUarHOCTUYeCKHe KpUTepHUH.

Odenb TpygHa AuddepeHIMasbHasl AUArHOCTHKA C
60J1e3HbI0 Y11 onMcaHHOU aBTopoM B 1952 1. [59]. 3To
3ab0JieBaHMe XapaKTepHU3yeTcs U30JUPOBAaHHON Aua-
Talyel NMpaBOTO >KeJyJouyKa C Ype3BblYallHO TOHKOH
CTEHKOH U COeIMHUTEe/IbHOTKaHHBIM ee NTepepoK/AeHu-
eM, B CBSI3H, C YeM NIPaBbIH JKeJly/0ueK Ha3bIBAIOT «Ilep-
raMeHTHbIM». HekoTopble aBTOpbI OTOX/eCTBJsAET 60-
JIe3Hb Y1 U apUTMOTreHHYI0 AUCIJIa3uI0 NPaBOro e-
aypouka [43, 49]. OnHako, 60J1e3Hb Y51 OT/IMYAETCA OT
apUTMOTEHHOH AUCIIA3UH IPABOr0 XeyL04Ka JBYyMs
BaXKHEHMIIMMU 0COOEHHOCTSIMU: NPU Hell pe/Ko BO3HU-
KaloT apUTMMH, XapaKTepeH TpaHCMypaJibHbIN ¢pubdpo3
MPaBoro eJyAo4yka. MakpoCcKONM4YecKU Npu 60JIe3HU
Yna onpefesieTcsi nepraMeHTHOe cep/lie, KOTOpoe B
1905 roay omucan Osler W.L.M. [53]. OcHOBHbIE OT/IH-
Yyus «neprameHTHOro ceppua» u A/JIIK npesactraB/ieHbl
B TabJI. 1.

JledyeHue

HanpaBsieHO Ha JIMKBUJALUIO U NpeAynpexAeHue
HapylleHuH cepAiedyHoro puTMa. MeJuKaMeHTO3HOe
JleyeHUe — 3TO NMPOTUBOAPUTMHUYECKAs Tepanus yrpo-
YKAIIUX KU3HU TaxuapuTMmuil. [lo fanubiM T. Wichter
U COaBT. [62] Ayuylive pe3yJbTaThl ObLIU MOJy4e€HbI
MpU UCIOJIb30BaHUU coTasoa (83%) B cpaBHEHUH C

BepanaMusioM, 3PpPeKTHUBHOCTb KOTOPOTO0 COCTaBH-
n1a-50%, amuogapoHoM (25%) u GeTa-60KaTOpaMu
(29%). CaMbIM 3pdeKTUBHBIM SIBJISIETCSA ONepaTUBHOE
JleyeHUe — TpaHCIJIaHTaLusa cepzua. [log6op npenapa-
TOB 11eJ1eCO006Pa3HO NPOBOAUTD C MOMOIIbIO 3J1€KTPO-
dusnosornyeckoro ucciaefoBanusA. Yame Bcero 3d-
deKTUBHBIM OKa3bIBatoTcs: cotasnon (80-320 Mr B cyT-
ku), amuonapoH (200-400 Mr B CyTKH) B COUETAHUHU C
B-azpeHo6sokaTopoM. Kpome Toro, B psifie ciydaeB 3¢-
$EeKTUBHBIMH OKa3bIBalOTCS COUYeTaHUs penapaTos Ic
rpynnbl ¢ aMUOZAPOHOM MU C [3-aipeH06JI0KaTOPOM,
BepanaMuia c (-agpeHob6sokaTtopoM. IlpenapaTst |
IpyIIbl B BUJle MOHOTepanuu Mano3dpdekTuBHbI [31,
42].

MeToi paAuMo4YacTOTHONM KaTeTepHOU abJsaluu
(PYKA) mMoxeT 6bITh HUCNOJIb30BaH y 60bHBIX € KT,
BOCIIPOU3BOAUMOM C MOMOIbI0 3JIEKTPOCTUMYAALUU
NpU NPOBeJeHUU BHYTPHUCEPAEYHOI'O 3/1eKTpodH3H0-
JIOTU4eCcKOoro HucciaefoBaHusl. HaHeceHue paauoua-
CTOTHOIO BO3/eHCTBUSI HAa MMOKAap/, HalpaBJieHO Ha
paspylieHHe apUTMOTeHHOH 30HbI TaXMKapAuU. MeTo[,
MOXXeT paccMaTpUBATbCsl KaK ajJbTepHaTHBa dapMa-
KOTepanuy NpU OTCYyTCTBUHU 3ddeKTa OT NpUMeHeHUs
AHTHApPUTMHUYECKHUX NpenapaToB UJIM WX HellepeHOCH-
MOCTH y GOJIBHBIX C YaCTbIMU peLiUAUBAMM TaxuKap-
Juu. HenocpeacTBeHHbIM 30 deKT BBINOJIHEHUS 3TOU
NpoLeAypbl COCTaBJsET, 10 JAHHBIM pa3HbIX aBTOPOB,
oT 60% 1o 90%.

BMecTe c TeM 0TMeuyaeTCs U BbICOKAsi 4acTOTa OTCPO-
yeHHbIX peuAnBOB XKT (f0o 60%), uTo TpebyeT poBe-
JleHUs IOBTOPHLIX poueayp. Fontaine u coaBT. [29] co-
061atoT 06 a¢pdekTuBHOCTHU Npoueaypsl PYKA B 32%,
45% u 66% cay4aeB 1ocje MepBOro, BTOPOro M Tpe-
Tbero BMellaTe/bCTBa COOTBETCTBEHHO y 50 GOJIbHBIX.
[IporpeccupoBaHue NaTOJOrMYECKOTo Ipolecca Npu-
BOJUT K BO3HHUKHOBEHHIO HOBBIX apUTMOTEHHBIX 30H,
YTO U SBJSETCS NPUYUHOMN GOJBbUINX PA3TUIUN MEXAY
HenocpeACTBEHHBIMU U OTAAJeHHBbIMU pe3yJbTaTaMU
PUKA. /laHHbIe 0 BJMSHUU 3TOr0 MeTo/ia JieueHHsl Ha
MPOrHO3 *XU3HU nauueHToB ¢ AJIIIDK oTCyTCTBYIOT.

Hau6onee 3pdeKTUBHBIM METO/IOM aHTUAPUTMUYE-
cKol Tepanuu y 6osbHbIX AJIITK sAABAsieTca UMILIaHTa-
us KapauoBepTepa-aedudpusisatopa [28, 31, 51].

PesynbTaTaMy MeX/AyHapOAHBIX PaHJLOMHU3UPOBaH-
HBIX HCC/eJJ0BaHUM [J0Ka3aHO, YTO MMILJIAHTHpYeMble
KapauoBepTepbl-aedudpunatopsl (KB/) saBastoTca
3pPeKTUBHBIM METOJOM BTOPUYHOU MNPOPUIAKTH-
ku BC. B 3Tu uccnefoBaHus BK/IOYaJUCh NALUEHThI
¢ UBC, B nojasJsitoneM GOJIBIIMHCTBE C/y4YaeB Mepe-
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Hecuive UHGAPKT MUOKap/a. PaH0MU3MpPOBaHHBIX HUC-
cJ1eJ0BaHUH 110 IPUMEHEHHI0 3TOr0 MeTo/ia JIeYeHUs Y
nayureHToB ¢ AJIIXK He npoBoAXIOCE.

Y 6osnbHbIX AJAIDK aauTenbHOe TedyeHHe 3a60JieBa-
HUS MOXKeT NPUBOJUTH K Pa3BUTHIO TSXKeJIOM IpaBo-
JKeJIyZJ0UKOBOH, pexxe OUBEHTPUKYJIAPHOM CHUCTO/IMYe-
CKOM JUCHYHKIIMU MUOKAp/a, YTO CONPS>KEHO C MOBbI-
LIEHHbIM PUCKOM TPOMOG03MOOIMYECKUX OCT0KHEHUH.
JleueHue 3acTOWHOM cepAeYHONW HEeJOCTATOYHOCTHU
MPOBOJSAT OOLENPUHATBIMU MeToaMU. OcobeHHO 3-
deKTUBHBI KapBeAuio U uHru6uTopsl AlIO [6, 10, 54].

[Ipu 6pasuKap/yy, B TOM YMC/ie U MHAYIIMPOBAHHOM
aHTUApUTMHYECKOHW Tepalvel, peKoMeHAyeTcs yCTa-
HOBKa 3JIEKTPOKapUOCTUMYIsATOpA [6, 23].

Y 60JBHBIX C YIOPHBIMH NOTeHLUaJbHO aTalb-
HBIMU KeJIYZJOYKOBBIMHU apUTMHUSIMH, OCOGEHHO B CO-
yeTaHuU c fuchynknuent JIK u 3acToiiHOM cepfeqyHOM
HeJl0CTaTOYHOCTb10, 3P PEeKTUBHO XUPYypruieckoe Je-
YyeHHe — BEHTPUKYJI0TOMHUS, obeclieyrBaroLias npepbl-
BaHUe LIUMPKYJSALHUHU NATOJOTHYEeCKON BOJIHBI BO36YX-
Jenus B IDK [18].

Cpeay MeTO[0B oNepaTUBHOIO BMellaTeJbCTBA Ca-
MbIM 3)PeKTUBHBIM ABJSAETCSA TPaHCIJIAaHTALUsI Cepl-
1a. OgHaKo, BBUAY MHOTUX IPUYMH, OHA TPOU3BOAUTCS
KpaliHe pe/iKo, U JaHHbIe [10 5TOMY [T0BOAY B INTepaTy-
pe BcTpeyarwTcst HedacTo [25].

Hapsapgy c tem, uto B usyyenuu AJIIK foCTUTHYTHI
onpe/ie/ieHHble pe3y/bTaThl, NIPUCYTCTBHE «OeJbIX M-
TeH» B 3TUOJIOTMH 3TOT0 3a60/1eBaHUs CBU/IETE/IbCTBY-
eT 0 He06X0AUMOCTH NPOBeJleHUs AaJbHeHNIINX Hcce-
JOBaHUH 110 JAHHOU TeMe.
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ApI/ITMOI‘EHHa AI/ICI'IJTaBiH I[MpaBOr'o MJIYHO4YKa

LA. Topsinceka

BuknazneHo cyyacHi gaHi Ipo eTionaroreHe3 apuTMOT€HHOI TUCIIIA3ii MPaBOro MUTyHOYKa,
PO3IIAIAIOTECS KpUTEPii ii AIarHOCTHKY Ta JTIKyBaHHSI.

Arrhythmogenic dysplasia of the right ventricle

LY. Goryanskay

The article considers the modern data on etiology and pathogenesis on the arrhythmo-
genic dysplasia of the right ventricle, discusses criteria for the diagnosis and treatment
of arrhythmogenic dysplasia of the right ventricle.
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