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JTUJIATAIIMOHHASI KAPJJMOMUONATHS:
COBPEMEHHBII1 B3IJISI/] HA 3ABOJIEBAHUE
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Ps3anckuil rocy1apcTBEHHbIN MEAULMHCKAN YHUBEPCUTET
nMm. akan. W.I1. ITaBiooBa, . Psa3anb

JnjaaTtanoHHasi KapAMOMHONIATHS — IEPBUYHOE NOpaKeHHe MHOKap/a BCJIeACTBHE
Pa3JUYHBIX IPHYUH, XapaKTepu3yoeecs BbIPa’KeHHBIM paclIipeHHeM KaMep cepauna u
CHUKEHHEM CHCTOJHYEeCKON M auacTromyeckoil pynknuid. Cpean 3THOJIOrHYecKuX NpH-
YHMH Ha MepBoe MecTo cielyeT OTHeCTH IeHeTHYeCKYI0 Npeapacio/oKeHHOCTh. Jluarno-
CTHKa 3a00JIeBaHUSI TpelyCMaTpPUBaeT BbIAABJIEHHe clenMPUYeCKMX H3MEHeHWil mnpH
IxoKI' m uckjI0YeHHe UHBIX NPHYUH CEpPAEYHOIl HeJ0CTAaTOYHOCTH. Tepamus HOCHT
CUMIITOMATHYeCKUHl Xxapakrep. Takue Bonmpochbl Kak NPOrHO3MPOBaHMe 3a00j1eBaHus,
yJaydllleHHe BbIKHBAEMOCTH, NATOreHeTH4YecKasi Tepamnusi, elle *1yT CBOero peleHus.

Knrwouegvle cnosa: ounamayuonnas KapOUOMUONAmus, Gaxmopsli pucka, Muoxapo,

IMUoI02Usl, NPOCHO3 36160]168(1Huﬂ, mepanusi.

HecmoTps Ha TO, UTO TEPMUH «TUIaTa-
nuoHHas Kapauomuonarusy (AKMII) mos-
Buiics emte B 1957 1. (W.Brigden) u onpene-
JieHue 3a00JieBaHus, KiacCu(UKaIMs U Juar-
HOCTHKA HEOJHOKPATHO TIepecMaTpHUBAIINCh 32
MOCTIeIHUE JECATHIETHS, KaK B OT€YECTBEH-
HOH, Tak W B 3apyOeXHOW JHTeparype, IO
HACTOSIIEr0 BPEMEHH OCTAIOTCSI JUCKYCCHOH-
HbI€ BONPOCHI 10 3TUOJIOIMH, TEPMUHOJIOTHH,
JMarHOCTHYeCKUM KputepusM (MyxapisiMoB
H.M., Amocosa E.H., Elliot P., Maron B.).

B manHO#t paboTe HaM XOTEIOCH OCTa-
HOBUTHCSI HA HEKOTOPBIX OCHOBHBIX TOJIOXKE-
Husx JJKMII u npuBecTH HEKOTOPHIE COOCT-
BEHHBIE JIAHHBIC.

JKMII — nopakeHne MHOKapaa BCIell-
CTBHE BO3JICHCTBHS PA3TMIHBIX (HaKTOpOB (Te-
HETUYECKOW MpeApacloiIoKeHHOCTH, XPOHU-
YECKOTr0 BUPYCHOI'O MHUOKapJIUTa, HapyLIEHUi
AMMYHHOH CHCTEMBI) U XapaKTepH3yoIIeecs
BBIP&KEHHBIM pacIIMPEHUEM KaMep cepalia Co
CHIDKCHHEM CHCTOJIMYECKON (DYHKIHH JICBOTO
U TPaBOro eJyJA0YKOB W HAJIUYUEM IUACTO-
JIMYECKON JUCOYHKIMU PA3TMYHON CTETIeHU
[4]. B nanHOM, OJTHOM M3 TIOCJIEIHUX OTpE/e-
nennit JIKMII, ciexyer oOpaTuTh BHEMaHHWE
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Ha BBIIEJICHUE HACTOIMYECKONW JUCHYHKIMU
neBoro xemyaouka (JIK).

Snuaemuonorus. Vmeroniecs TaHHBIE
0 PpaCHpOCTPaHEHHOCTH M  3a00JIeBaEMOCTH
JIKMII BecbMa NMpPOTHBOPEYMBEI M 3aBUCAT OT
MO/IXOZI0B K Habopy OOJNBHBIX, KPUTEPHUEB MO-
CTaHOBKH JIarHo3a. 3a00J1eBaeMOCThb COCTaBIIS-
er 5-7,5 ciayyaeB Ha 100 000 Hacenenusi B rof,
pacnpoctpadeHHocts — 13,1-36,5 na 100 TbIC.
Hacenenust (M. Codd u coasr., 1989; S . Raker u
coaBT., 1997, u ap.). 3aboneBaHne MOXKET pas-
BHUTHCS B JIFOOOM BO3pacTe, y JIMI 00OHX MOJIOB,
70001 HAITMOHATBEHOCTH; Y MY)KYMH BCTpeYaeT-
cs B 2-5 pas yaire, 4eM y ke, JIKMIT sB-
JSIeTC NPUYMHOM XPOHMYECKOH CcepAedHOU
Henocrarounoct (XCH) B 0,8% ciyuaes, a B
cryqae XCH -1V dysKimonansHoro macca
(PK) 5,0-5,4% ciyqaes [3]. Cpeaun Bcex BHIOB
Kap/IMOMUONATUI JUIATAlMOHHASI BCTPEYAeTCs
HamnboJee yacto — B 60%.

Hamu o6GcnenoBano 98 manmeHTOB C
JKMII, npoxoauBmIuX JieueHue B Ps3anckoM
00JIaCTHOM Kap/IMOJIOTHYECKOM JIMCIIaHCepe C
2007 mo 2011 romer. Bo3pact mamueHToB — OT
25 no 73 ner, B cpemHem 43,5+2,7 ner, Hau-
OostbIIIee KOJMIMYECTBO OOJIBHBIX TPHXOUIINCH
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Ha Bo3pact 40-55 ner. B oOciexyemoii rpyn-
e mpeoOliaiany JIUIa MYKCKOro moja — 78
yenoBek (80%). JmUTeNbHOCTE 3a00JeBaHUS
C MOMCEHTa YCTaHOBKH JHarH03a COCTABMIA B
CpEHEM OKOJIO 7 JIET.

Kaacendpukanus. B 1980 r., 3atem B
1995 r. rpynmoii sxcieproB BO3 mpemoxe-
HBl KJIAacCH(UKAIIMH KapIUOMHOIIATHH, W3-
MEHHBIIHE TOAXOJ K mIpolieMe: 00s3aTenb-
HBIM TPHU3HAKOM 3a00JICBaHUI OMPEACICHO
HaJIM4Ke NUCQYHKIIMA MHOKap/a, Ompe/iee-
HBI U3MCHCHHUSI MUOKap/Ia, JICXKAIIHe B OCHO-
Be aucyHKumuU (aunatanus, runeprpodus,
pectpukuust ¥ T.1). COrNIacHO CyIIECTBO-

BaBiiel kiaccuduranuu 1995 r., JIKMII
MOApa3/eNsuiach Ha: NEPBUYHYIO (MM HIHO-
MaTUYeCKyl0) W BTOpHYHbIe (crenuduye-
ckue) (opMbl: HIIeMHYecKas, KIalaHHas,
THIIEPTCH3UBHAS, META00INIECKast, TOKCHIE-
CKasl, INEPUIOpTaIbHAS KapAHOMHUOIATHH H
KapJUOMHOTIAaTHH TPU CHUCTEMHBIX 3abore-
BaHMAX U MBIIICYHBIX JUCTPOPHUIX.

B nmanpreitmem B 2006 T. AMepukaH-
CKas accolMalus cepjaua omyOnMkoBaia
Hay4YHOE COIVIAIIEHHE C HOBOH Bepcueil
kiaccudukanuu kapauomuonaruit (Tabm.1),
cormacHo kortopoit JKMII otHOCHTCS K
CMEIIaHHOI rpymnme KapauoMuonaTuii [8].

Kapaunomuonarum

/

MepBuyHbIe KapaAMoOMUoONaTUK (Npenmy-
WECTBEHHOE NOPaxXeHne cepaua)

Y v

B

BTropuuxbie kKapamoMmmonaTtuu

* ADUTMOreHHan NPasoxXenyaoykoBan
KxapauMoMuonaTua/aucnnasmna

+ "HekoMnaxkTHbI Muoxkapa”

« "Naronorvs NPOBOASWEH CucTEMBL”
(Lenegre disease)

+ "MaToNorva MOHHbLIX KaHANoB™: CUHA-
pombl yanusennoro QT, Bpyrana; ykopo-
yenHoro QT; xarexonaMmmHoBan Nonu-
mopdHan XT; nanonartuyeckan XT u ap.

lenetnyeckune CMewanHbie NpuobpeTexHble
« BocnanurtenbHas
KMMN
rkMn A KapamoMuonarma
(MuoxapamT)
» Crpecc-
PKM CNPOBOUMPOBAHHARA
(Hervneprpodpuyeckan u KapAMOMMONATHA
HEeaMNaTaumoHHan) (“Tako-Tsubo")
* MepunapTansvHan
Kapauomuonarma

* UhayumposaHHasn
Taxvkapauen kapano-
MMONAaTHA

« Kapanomuonarms
mnageHues

marepein C UHCYNUHO~
notpebHbim auabeTom

Puc. 1. Knaccugukarus kapaAnoMuonaTuit

B cBoto ouepens B 2008 1. O6bu1a OMY0-
JUKOBaHA HOBas kiaccupukanus EBpomeii-
CKOTO 00IIecTBa KapUoIoToB [7], OCHOBaH-
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Has Ha pa3/ielIeHuH KapAHNOMHONATHH B 3a-
BHUCHUMOCTH OT MOpP(OJOTHYECKHX U (PyHK-
LIUOHAJIBHBIX U3MEHEHUI MHOKapja XKemy-
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JIOYKOB CepAna: rumneprpoduyeckas, Iuia-
Tal[MOHHAsI, PECTPUKTHUBHAS (OPMBI, apUT-
MOT€HHasl JMCIUIa3us TMPaBOTroO >KENyIouKa,
HekTaccupunupyemas. Bcee QeHoTHIIBI, B
CBOIO OYepelb, MOAPA3ACIAIOTCS Ha:

o damuibHBIC/CEMEliHBIE (TCHETHUYE-
CKHe):

O HEUJCHTU(PUIIMPOBAHHBII
nedexT;

O MOATHI 3a00JIeBaHUS.

e HedammnpHsie/HeceMelinple  (HETe-
HETUYECKHE):

O HONONATHYECKHE;

O MOATHI 3a00JIeBaHUSI.

IMomoOHOe pa3zmeneHue KapaHOMHOTMIA-
THH TPHU3BAHO IOBBICUTH HH()OPMHUPOBAH-
HOCTB Bpadeil 0 TeHETUYECKUX EeTCPMHUHAH-
Tax 3a00JieBaHHs W OPHUEHTHPOBATh MX Ha
MPOBEICHUE CIeNU(PUICCKUX JHATHOCTHUYIC-
CKHX TECTOB, BKJIOYAs TCHETUICCKHE.

JTHoJIOTHA, NaToreHe3. B reHermde-
CKUX HCCeIoBaHMAX uauonatudeckoit JJKMIT
B TPETH CITy4daeB ONpereieHa ceMelHas npef-
PacmoNOKEHHOCTh,  MPEUMYIIECTBEHHO  TI0
ayTOCOMHO-TIOMHHAHTHOMY  HAcCJEIOBaHMIO.
Taroke BCTpedaroTCst ayTOCOMHO-PELIECCUBHBIE,
X-CIeIUIeHHBIE I MUTOXOHIPHATEHBIC (DOPMBI
3a0oneBaHns. B HameM WccleoBaHNM Ha-
CITCICTBEHHBIX XapakTep 3a00JICBaHHS BBISB-
JICH TONIBKO y | marmeHTa, JaHHBIH pe3ylbTaT
MOYKHO B TIEPBYIO OUE€pEellb CBSI3aTh C OTCYTCT-
BHEM TMPHUIIEIFHOTO OOCICIOBAaHUS POICTBEH-
HUKOB nanueHToB ¢ JIKMIT.

B Tex ciydasnx, koraa ykasaHue Ha ce-
MelHbpIH aHamHe3 orcyTcTByeT, JAKMII Mmo-
JKET Pa3BUBATLCS B Pe3yJIbTaTe MEPEHECEHHO-
IO OCTPOrO MHOKapjuTa, KOIJa CHadajga Io-
pakaeTcsi MHOKapfA, a 3aTeM pa3BUBaeTCA
XPOHUYECKOE BOCHAJICHHE, KOTOPOE, B CBOIO
ouepenb, MPUBOTUT K PEMOACITHPOBAHUIO
cepaua u ero muchyskmmu [13]. Cremyer
OTMETHUTb, YTO B ITOJIABIISIOIIEM OOJBITHHCTBE
cemeiinbix Gopm JAKMII reHermueckue Ha-
PYLIEHHS COYETAIOTCS C AyTOMMMYHHBIMH, B
KayecTBE ITyCKOBOTO (hakTopa pa3BUTHSA
JAKMII y 511 ¢ reHeTH4ecKou Mpeapacmiodio-
JKEHHOCTBIO MOTYT JIEHICTBOBaTh BHUPYCHI.
Cpenu o0cCiieZIOBaHHBIX HaMU TAIIMEHTOB B 5
% cmy4aeB (5 OOJBHBIX) MOSBICHUIO CUMIITO-
MoB JIKMII mpeamecTBoBaI0 HHPEKIIHOHHOE
3a00JIeBaHHE HEU3BECTHOM ATHOJIOTHU.

T'€HHbBIN
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Hapymienne reHepanuun u nepenayuu
MBIIIEYHOTO COKpAILEHUs] — KIIOYEBBIE MO-
MEHTBI, JIeXKAIlUe B OCHOBE KIMHUYECKOH Kap-
tunbl IKMII. HecMoTps Ha pa3nuuHble MOje-
KyJIIpHBIE MEXaHU3MBI PA3BUTHS 3a00JICBaHUS,
TIOCJIEZICTBHA Ha KIIETOYHOM YPOBHE JIOCTaTOq-
HO CXOXH, YTO TOBOPHT O €IHOM ITyTH peallu-
3aIMH TATOJIOTHYIECKOTO MPOIIecca, BEI3BAHHO-
TO MYyTAIASIMH Pa3JIIHBIX TCHOB [6].

Ha Onoxumu4eckoM ypoBHE IPOHCXO-
JIUT yMEHBIIEHUE SKCIPECCUH TEHOB B3pPOCIIO-
TO OpraHM3Ma 3a CHeT aKTHBAalUH (eTaTbHOU
TEHHOW MPOrpaMMBbl, KOJIMYECTBO (YHKIIHO-
HAJIbHO aKTUBHBIX KapIMOMHOIIUTOB yMEHb-
II1aeTcs BCIIEICTBUE 3aITyCKa aromnTo3a.

Ha mepBbIx sTamax pasBuTHs 3a00J€Ba-
HHSl KOMIIGHCATOPHO TIPOUCXOJWUT AKTHUBALHSA
CHMIIATO-aAPEHAIIOBOM CHCTEMBI C Pa3BUTHEM
TaxWKapIuy, YBEIUYMBAeTCS MOTPEOHOCTH
MHOKap/ia B KHCIIOPOJIE C PAa3BUTHEM yJacTKOB
nmemuy, Kapamoguoposza. B mocnemyromem
MPOUCXOAUT KPUTHYECKOE CHIDKEHHE Hacoc-
HOM (DYHKLMK CepAla, MOBBIIIACTCS KOHEYHO-
JIMaCTOJIMYECKOE JIaBJICHHE B OKEIyJOUKax,
pa3BUBaeTCs MHOTCHHas JIUIaTalysl IOJIOCTeH
ceplia ¢ OTHOCHUTEIbHON HEIOCTaTOYHOCTHIO
MHUTPAIFHOTO U TPEXCTBOPYATOTO KJIAIIAaHOB.
Bospacraer mpen- M moctHarpyska Ha MHO-
KapJl, epepacnpesersieTcsi KOpoHapHbIi Kpo-
BOTOK, TIPOHUCXOIHUT 0OeJHEHNE KPOBOCHa0Xe-
HUS CyOdHIOKapIHaIbHBIX oOnacteit. [ToBTop-
HbBIE 3MU30/bl WIIEMHH CIIOCOOCTBYIOT 0O0JIb-
reit peayKuuu MHOGUOPUILT B MHOKape.

JuarHocruka. JmarsoctTuyecKkuMu
kpurepusimu JIKMII, mo mMHeHuio eBpomei-
CKHX 3KcrepToB, sBistorcs [10]: dpakius
BbIOpoca neBoro kemyaouka (JDK) menee
45% win ppakIMOHHOE YKOPOUYCHUE Hepe-
He3agHero pasmepa JDK menee 25% (mo
JnaHHeiM OxoKI', paguMOHyKIMIHOTO CKaHU-
poBauusi, aHruorpadumn); KOHEUHBIH TUACTO-
mueckuil pasmep JOK > 117% ot mpeny-
CMOTPEHHOI0 3HA4YEHUs C Y4eTOM BO3pacTa U
miomans Tena (> 2,7 cM/M° MOBEPXHOCTH
Tena). 1, Ha000poT, KPUTEPUH HCKIIOYCHHUS
— crnenyronipe 3a00IeBaHUS M COCTOSHUS:
aprepuanbHas runeprersust (AJ] > 160 u 100
MM CT. CT.), JOKYMEHTHPOBaHHas W IIOJ]-
TBEP)KACHHAS TIOBTOPHBIMH H3MEPEHHUSIMHU
WU HaIMYWEM TIOPaKEHHS OpraHoB-
mumeHeir MBC (obctpykmus OGomee 50%
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JraMeTpa TIJaBHOM KOpPOHApHOH apTepun),
XPOHMYECKOE YNOTpeOIeHUEe aKoros (exe-
naHeBHO Ooiiee 40 T 9TaHONA B CYTKH XKEHILU-
Hamu 1 6onee 80 T My)XYMHAMHU B TEUCHHE 5
netr u 6oxee, ¢ pemuccueit JKMII nocie 6
MecsIeB aOCTHHECHIIMN), CUCTEMHBIE 3a00J1e-
BaHUS, NEPUKApIUTHI, JIETOYHAs THIEPTCH-
37, BPOXKICHHBIC ITOPOKH CepAlia, JITUTEINb-
HBIE WM TAapPOKCH3MANbHBIE CYIPAaBEHTPH-
KYyJISIpHBIE apUTMHUHU.

KnuHuueckue CUMOTOMBI y MAlMEHTOB
¢ JAKMII He oTnuuaroTcst OT TakKOBBIX Y
OOJIBHBIX C CEepACYHOH HEIOCTaTOYHOCTHIO
npyroi atrosniorud. CUMITOMBI MOTYT HOS-
BUTBCSl paHblIe, YeM IPU HHCTPYMEHTAIIb-
HOM OOCIICTOBaHHU BBISBIICTCS KapIuOMe-
ranud. [losenenne cumntoMoB XCH Haum-
HAeTCs MMPEUMYIIECTBEHHO 110 MAJIOMYy KPYTY
KpoBooOparmieHus: (OIbIIKa, CepAeyHas acT-
Ma, OTEK JITKHX) C TPUCOCINHEHUEM 3aCTOS
U 10 OOJBIIOMY KpPYTy KpOBOOOpAIICHHS.
Cpenu o00ciieJOBaHHBIX HaMHU TAIEHTOB
[VIABHOU MPUYHHOM 0OpaIleHus 32 MEIUIIMH-
cKoil moMonIpio B nebroTe 3a0oaeBanus B 84
cny4asx (86%) sBUIaCh OJbINIKA P (HU3H-
4ecKoi Harpyske, y 12 manueHToOB — pa3iud-
HOTO BHJa apUTMHH U TOJBKO B 2 CIyJasx
OCHOBHOHM kano0OW OBUIH OTEKH HIDKHIX
KOHeuHOcTe. Ha MoMeHT Hamiero mccieno-
BaHUS BCE MAIMEHTHI MPEIBSIBIBLIN JKAT00bBI
Ha OJBIIIKY M YTOMIIIEMOCTh, a Tepudepu-
YecKue OTeKH mMend Mecto y 69 (70%) de-
noBek. Cpennee 3Hauenue @K XCH
(NYHA) cocraBuno 2,6. bonu B cepaue He-
CTEHOKapJUTHYECKOTO XapakTepa OTMeda-
muck y 52 (53%) 6onbubix JIKMII.

[Tpu nabopatopHoM 00ciIeI0BaHUH TIPU
uavonarnieckod Qopme 3aboneBaHusi He
0OHApYXKUBAIOTCS crenuUIecKue H3MECHe-
Hus. [IporHocTHYeCKUiT WHTEpeC MpencTaB-
JISIOT CIIEAYIOMKe Jab0paTOPHBINA MMOKa3aTe-
JIM: MO3TOBOM HAaTpHHypeTHUeCKUI MenTun,
BBIJICISIIOIIMICS B OTBET HAa pPAaCTSDKCHHUE
Kap/IMOMHOIINTA; ABYKPATHOE TI0 CPABHEHHUIO
C HOPMOH €ro TOBBIIICHHE KOHIICHTPAILUN B
IUTa3M€ KPOBH SIBJISIETCS TPEAUKTOPOM He-
OJarompUATHOTO TPOTHO3a Y MAIHEHTOB C
XCH [12]; npyroii npeauKTop BBICOKOH cep-
JIEYHO-COCYIUC-TOW JIETATHOCTH TPH CTa-
ounbHOI Tshxenorr XCH, xoppenupyromiuii ¢
TSDKECTBIO KIIMHWYECKUX CHUMIITOMOB 3a00-
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JIeBaHUA, — YPOBEHb MHTEpJIEHKHUHA-6 B KpO-
Bu [11]. CopmepxkaHue HOpaJpeHaJIMHa B
IU1a3Me KPOBH TAKXKE CUUTAIOT MPEAUKTOPOM
CEpACYHO-COCYANUCTON 3a00NEBAEMOCTH H
cmepTtHOCTH [1].

Wamenenns Ha OKI mpu AKMII moc-
TAaTOYHO HECTCHU()UIHBL: H3MEHEHUS CeT-
mentra ST, 3ybma T, cHIDKeHHE BOJBbTaXKa
3yomoB, pehopmarmsa xkomruiekca QRS, gac-
TO CHUHYCOBas Taxukapausi. Bo3HMKHOBeHUE
¢$uOprIsILMY npecepaAnii — NPOrHOCTHYe-
CKU HeOJIarONpUSATHBIN MpU3HAK, acCOLMHU-
POBaHHBI C TIOBBIICHHEM JICTAJbHOCTH,
nporpeccupoBanueM 3aboneBaHus. CHuxe-
HHE BapHabEeIbHOCTH CEPACYHOTO pPUTMaA
BCJICICTBHE TIOCTOSIHHOH Ype3MEepHOH CchM-
MATUYECKOH CTHUMYJISIIMM TaKXXe CBS3aHO C
HEOIaronpuATHBIM TIPOTHO30M, a YIJIMHEH-
Heli uHTepBan QT cuuTaroT MpeauKTOpOM
cmeptH [15]. YV 48% oOcnemoBaHHBIX HaMHU
6onpHEIX 10 JanHEIM ODKI' U X0ATepOBCKOTO
MOHUTOPUPOBAHUS PETUCTPUPOBATINCH JKE-
JyJOYKOBBIE HApyLIEHUS PUTMA BBICOKHX
rpagaiuii mo Ryan, a 'y 52% — dbubpwuisius
npeacepanii (mapokcu3ManbHas W IepMa-
HEHTHBIC ()OPMBI).

2D-DxoKI' ¢ mommureporpadudeckum
AQHAIM30M — BAXHEUIIMH METO]| TMarHOCTHKU
JKMIIL. [Ipu 3TOoM 3HAYUMBIMH NapaMeTpaMu
oueHkn pemonermpoBanusi JDK cuuraror He
TOJNIBKO €ro pa3mep U (opMy (COOTHOIICHHE
JUTMHHOM M KOpOTKO# oceif). Kpome Toro, mo
pe3yibTaTaM JomIuieporpaduIeckoro Hccie-
JIOBaHUSI MOXXHO OIPENeNNTh TSDKECTh MHT-
paJbHOM perypruTaliy ¥ MpeAcKa3aTh pa3BHU-
THE U BBIPAXXCHHOCTh CHMIITOMOB CEpIICUHOM
HEJIOCTaTOYHOCTH. MMuTpajibHasg HeJ0CTaTod-
Hocts Tipu JIKMII yxyamaer mporHos, Ho ee
XHpyprudeckoe JieueHne (aHHYJIOIUIaCTHKa B
couetanny ¢ miactukoit MK) yiydmaer mpo-
rHO3 3a0oneBanus. Cpean HalMX TManHdeHTOB
MUTpaJIbHas perypruranus 3-4 cT. AMarHoCTH-
poBanacb y 68%. CymiecTBOBaHHE CTOMKHX
HApYIICHNI TUACTOIMYECKOr0 HATONHEHHUS U
paccimabnennss Ha (OHE TMPOBEICHUS OINTH-
MAaJIbHOTO JICYCHUS B T€UCHHE 3 MECSIEB TaK-
e aCCOIMMPOBAHO C BBICOKOH JIETATbHOCTBIO.

MarHuTHO-pe30HAaHCHAA  TOMOTpadus
Cep/Iia MCIOJIb3YyeTCs ATl OIICHKH 00BhEMOB
JKETYZ0UKOB, (pakuuu BEIOpoca, Macchl
MHUOKap/la U PErHoHaIbHONU COKPAaTHUMOCTH.
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JIOTIOTHUTEIEHO MOXKHO OOHApYXKUTh Hapy-
IIEHUE PErHOHAIBHOIO COKpAIIeHUs U 00-
JIaCTH HEXXHU3HECIIOCOOHOTO0 MHUOKapja, st
KOTOPBIX XapaKTepHO ITO3/IHEE 3alOTHEHUE
KOHTPAaCTHBIM BerecTBoM [14].

JIns MCKITIOYeHHsT aTepOCKICPOTHIECKO-
TO TIporiecca B BEHEUHBIX apTePHsIX M HIIEMU-
YEeCKOM ITHOJIOTMH 3a00eBaHUs HEOOXOINMO
MIPOBe/ICHHE KOpPOHApOAHTHOrpauu U OpyTrux
WHCTPYMEHTAIBHBIX TPOLENYp Il 00CIIeno-
BaHMS KOPOHAPHBIX cOoCyA0B. B mporecce 3to0-
O BO3MOXHO MOJYYUTh JOMOJHUTEIBHYIO
UHGOPMALMIO O COCTOSHUM CEPAEYHOTO BbI-
Opoca, HamlpsHKEHUH CTEHOK MHOKapJa, a Tak-
e XapaKTepUCTHKAX JISTOYHON apTepHuH (pac-
[IApeHne, pacTsHKIMOCTh U NaBieHne). Cpenn
00CIIeTOBaHHBIX HaMHu mareHToB ¢ JIKMIT
KOpOHapoaHTHOrpadus ObUIa BHIIIOJHEHA Yy 6
TIAMCHTOB TEeMOJMHAMUYECKH 3HAYUMBIX
CTEHO30B BEHEUHBIX apTEpPHil HE BBISBIICHO.

B mmpokod KIMHUYECKOW MpPaKTHKE
naroMop(OJIOTHUECKHE UCCICIOBAHHUS MHO-
kapaa npu JIKMII He npoBoasTCs, THCTOIO-
ruyeckas KapTHHa 00pasloB, MOITYYEHHBIX
IIPU PHJIOMUOKapAUaIbHOI OMOIICHH, Heclie-
muduyHa: runeptpodusi KapIUOMHOLUTOB,
YBEJIIMYCHUE Pa3MEpPOB SIEP U MHTEPCTHUIIH-
TBHBINA GHOPO3.

Jleyenue. Tepanus IKMII npexne
BCETO0 IMOJIpa3yMeBacT YMEHbBIICHHE H yCTPa-
HEHHE CHUMIITOMOB CEpACYHOH HEIOCTaTO4-
HOCTH, TIPEIOTBpAILCHIE MPOTPECCHPOBAHMUS
1 Pa3sBUTHA OCIIOKHEHHMH, TaKUX KaK OpraH-
Hasl HeJJOCTaTOYHOCTh, aPUTMUH, B TOM YHC-
JIe )KMU3HEeYTpoXKaIue, TpoMO603MO0IHH.

MenukaMeHTO3Hast TEpamusi OCTaeTcs
OCHOBHBIM MeToaoM Jiedenust JIKMII. Hesa-
BUCHMO OT JTHOJIOTHHM 3a00JI€BaHHs U HC-
MTOJIb30BAHUS CIIEIU(PUIECCKAX METOAOB JIie-
4eHHs1 (T.e. TPOTHBOBOCHANUTEIBHOM, IPO-
TUBOBHPYCHOW W HWMMYHOMOIYJIHPYIOIICH
TEpanuu), Bce OONIUE NPUHIIMIEI JICYCHHUS
Cep/IeyHON HEIOCTaTOYHOCTH B PaBHOM cTe-
IIEHH TPUMEHHMBI M K JaHHOMY 3aboieBa-
HUIO, T.€. MMPUMEHSIOTCS NpemnapaTbl OCHOB-
HO# rpynmbl B nedennn XCH: uHrHOUTOPHI
aHTHOTEH3MH-TIpeBpaIamero  (gepmenra
(MATID), 6bmoxaTopsl penenTopoB aHTHOTEH-
suHa |l (BPA), B-agpenobnokatopsl, amype-
THUKH, AHTArOHUCTHI AallbJJOCTEPOHOBBIX pe-
LIENITOPOB, ceplieuHble TIUKO3u bl [2]. Tlo3u-
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THUBHOE BJIMSHHE Ha COKPATUTEIbHYIO (YHK-
o JOK ormeudeHo u y 1-3 moIuMHEHACHI-
HIEHHBIX XUPHBIX KucioT [9]. He pexomen-
IYIOTCS TpEeTapaThl, KOTOPBIE MOTYT YCHIUTh
CHMIITOMBI ~ CEPJACYHOH HEIOCTAaTOYHOCTH,
BKJIIOYast OOJIBIIMHCTBO aHTHAPUTMHUYECKHUX
CpencTB, OOJBIIMHCTBO OJIOKATOPOB Kallb-
IIMEBBIX KAaHAJIOB U HECTEPOHUIHBIEC IPOTHBO-
BOCIAJIUTENBHBIE ITPENapaThl.

3n0KayeCTBEHHbBIE KEJIyA0IKOBBIE
apUTMHUU — Beyllas NpUYMHA BHE3aMHOU
cepaeuHoil cmeptu y OonpHBIX JJKMII. Bo
BCEX CIydYasiX CPEJCTBOM BbIOOpa SIBIAIOTCS
B-anpenoOmoKaTOpHI, OOJamAONIHE yMe-
PEHHBIM aHTHAPUTMUYECKUM, HO BBIpaKEH-
HBIM aHTUQHUOPHIUIATOPHBIM  JIeiicTBHEM,
YTO IO3BOJISICT MM JIOCTOBEPHO CHIDKAThH
PHCK BHE3aIHOM CMEpTH, a IpU uUX HEdID-
(heKTHBHOCTH npenapatsl  III  kiacca
(ammomapon, cotamon, nodermwtun). bomb-
HeiM JIKMII mpu Qubpmmsamun mnpeacep-
Juil  peKOMEHJOBaHa AaHTHKOAryJISHTHas
Tepanus. B HacTosmiee BpeMs HET JocTa-
TOYHBIX JaHHBIX, CBHJETEIbCTBYIOUUX O
[I0JIb3€ AHTUKOATYJISHTHOW Tepamuu y ma-
nueHToB ¢ JIKMII ¢ cuHyCOBBIM PUTMOM.

IIpu JKMII B kauecTBe AONOJHUTEIND-
HOTO METOZAA JIEYEHHS MOXXHO IPUMEHSThH
PECHHXPOHU3UPYIOIIYIO TEPaINio, €CIU Cy-
IeCTBYeT OJIOKa/a JIEBOH HOXKHM mydka I'n-
ca, a IPOAOJDKUTENBHOCTh KoMmIuiekca QRS
npesbimaer 120 Mc Ha QoHE cepIeYHO He-
nocratounoctu III-IV ®K o NYHA.

Buezannas cepneunas cmepts (BCC) B
CeMEeMHOM aHaMHe3e — IOKa3aHue AN ycTa-
HOBKH MMIUIAHTHPYEMOTO KapAHoBepTepa.
Takxe cepbe3nbiM npeaukropom BCC mpu
JKMII  cumraror 0o6Mopoku. BombHBIX
JKMII MO>XHO OTHECTH K TpYIIE BBICOKOTO
pucka BCC, ecnu y HEX 0oOHapyKeHa HeEyc-
TOWYMBAs >KENYJOUYKOBasl TaXUKapAus, MOA-
TBEP)KACHHAs JaHHBIMH XOJITEPOBCKOTO MO-
HUTOPUPOBAHMsI, KOHEYHBI JIUacToIUue-
ckuit pazmep JOK >70 mm nim dpaknus BBI-
6poca <30%. B kagecTBe MeTO/a IEPBUIHOI
npodumnaktuka BCC ycranoska K] mmeer
MIPENMyIIEeCTBA 10 CPAaBHEHUIO C TPUMEHE-
HHEM aMHOJIapOHA y MAIEeHTOB C KapJuo-
MHOIIATHAMH HEWIIEMUYECKOH 3THOJOTHH U
ACHMIITOMHBIMU HEYCTOMUUBBIMHU JKEITyJ10U-
KOBBIMH TaxuKapausmu [5].
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CyIlIecTBYIOT pa3lIMUYHbIE XUPYypruye-
ckue BMmemarenbctBa npu JKMIL: nporesu-
pOBaHHE M IMJIACTHKA MUTPAIBHOIO KIaraHa,
00BeMpeTyIHPYIOIHE PEKOHCTPYKLUU
NpeACEepAUA U KEyIOYKOB, HUMILIAHTALUA
JUacTOJI0-0TPAHUYUBAOLIUX YCTpPOMCTB,
OWBEHTPUKYISIpHAS CTHMYILIIUS W TpPaHC-
IJIaHTauus cepaua. TpaHCIUTaHTaLus cepAaLa
JI0 CUX IO OCTaeTCs paAuKaJIbHbIM METOJOM
JiedeHus mauueHToB, crpananomux JKMII ¢
TEPMUHAJIBHOM CTaJuell CEepACYHOM Henoc-
TaTOYHOCTH, pedpaKTepHON K MPOBOIUMOU
tepanuu. VckyccrBennsiit JOK moxer moa-
Jepkath ero (yHKUUIO J0 MpPOBEICHUS
TpaHCIUTaHTaMU ("MOCT K TpaHCIUIaHTa-
oun'") Wik OO0 TeX IMOop, IMOKa He MPOU30iIeT
yCcToiiunBOE  yIydmieHHe ero  (QyHKIHUA
("MocCT K BBI3IOPOBICHAIO").

Bo mHOrmx pabortax OBLTO OTMEYEHO,
910 3(PPEKTUBHOCTE CHHIPOMHOU Tepanmuu
XCH y 6omeabix ¢ JKMII HemoctaTouHa.
WHuTepecHbl pe3ynbTaThl HUCCIEAOBAaHUM, B
KOTOPBIX HM3Yy4eHBI HOBBIE MOJXOIBI K Jiede-
HUto 3a0oneBanus. Tak Hampumep, S. Set et
al. BBINOJHAJIM WHTPAKOPOHAPHOE BBEIICHUE
ayTOT€HHBIX KJIETOK KOCTHOTO MO3Ta M c000-
o 00 ymepeHHOM 5% Bo3pacTtaHud (hpak-
UK BBIOpOCA JIEBOTO JKEITyJOYKa, YTO acco-
LUUPOBATIOCH C YBEIMYEHHEM COOTHOLUEHHS
KaIUBIPbl/  KapAUOMHUOIUTEL 10 JTaHHBIM
ouornicun Ha 6 Mecs1 HaOmoaeHus [16,17]. B
PaHIOMM3MPOBAHHOM  MCClE€JOBaHMM  B.
Vrtovec OBIIO IPOJEMOHCTPHPOBAHO, UTO
HHTpaKopoHapHasi uH(Qy3us MOOWIN30BaH-
HeIX [-KC® CD34+ kimeTok MOXET MpUBO-
JUTh K yIYYIICHHIO (QYHKIHHU JIEBOTO JKEIy-
Jouka U Oojee OIarompusATHBIM KIHHHYE-
CKUM HcxojaM y maruenTo ¢ JIKMIT.

3akiouenune

JKMII npencraiseT coOol cepbe3HYI0
aKTyaJbHYIO TPOOJIEMy COBPEMEHHOW Kap-
JIMOJIOTHH, MHOTUE BOIIPOCHI KOTOPOH, TaKkue
KaK IIPOTHO3HMPOBaHME 3a00JICBaHUSA, YIy4-
IIEHHE BBDKMBAEMOCTH, IATOTCHETHYECKas
Tepanws, eIie KIyT CBOETO PEIIeHUs.
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DILATED CARDIOMYOPATHY: A MODERN VIEW OF DISEASE
L.A. Zotova

Dilated cardiomyopathy — the primary lesion of the myocardium due to various reasons,
characterized by a pronounced expansion of the heart chambers and decreased systolic and diastol-
ic functions. Among the etiological causes in the first place should include a genetic predisposition.
Diagnosis of the disease involves the identification of specific changes in echocardiography and the
exclusion of other causes of heart failure. Therapy is symptomatic. Questions such as prediction of
disease, improved survival, pathogenetic therapy, still await solution.

Key words: dilated cardiomyopathy, risk factors, myocardium, etiology, prognosis, therapy.
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