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Pernctp B3pocbix 60JIbHbIX C HEKOMNAKTHLIM MUOKaPAOM JIeBOrO Xesnyaouka: knaccudukauus
KNMHUYecKux GopM 1 NPOCNeKTUBHAS OL,eHKa UX NPOrpeccupoBaHus

MasneHko E. B.1, Bnaroga O. B.1, BapuoHuuk H. B.1, Hepoctyn A. B.1, Cepnos B. I'I.1, Monsak M. E.Z, SaknsabMuHckas E. B.2

Lenb. N3yunTb crnexktp kavHuyeckux $GOpM HekoMmnakTHoro muokapaa (HKM)
Y B3POC/bIX, 0COGEHHOCTUN WX NPOSIBNEHMS, TEYEHNS U NPOrPECCUPOBAHMS B NPO-
Llecce NPOCNeKTUBHOIO HABMOAEHUS.

Martepuan u metoabl. B vccnenosaHne BktoYeHsl 116 B3pOCHbIX NALMEHTOB
¢ HKM neBoro xenynouka (J1X), 67 myxuuH, cpegHuii Bodpact 46,3151 ropa)
1 42 B60NbHBIX C NOBbILIEHHON TpabekynspHocTbio (MT) JK (24 MyxXyuHbl, cpea-
HUi1 Bo3pacT 43,5+15,2 net). CpenHwii KOHEYHbI auactonuyeckuwii paamep JIK
coctasun 6,0+0,8 n 5,9+11 cm, dpakuma eeibpoca (PB) JIK 38,6%£14,0%
1 44,6+18,3%, cootBeTcTBEHHO. [narHo3 HKM nocTtaBneH npu nomoLy axokap-
anorpadun, MynbTUCINPANbHON KOMMLIOTEPHOW Tomorpadumn (n=77) n mar-
HUTHO-pe30HaHCHON Tomorpadum (n=51), amarHo3 MNT — NO AaHHbIM 3xokap-
anorpadun, MarHUTHO-Pe3OHaHCHON Tomorpadum (n=11), MynsTUCNMpPanbHoOn
KOMMblOTEpHO ToMorpadum (n=24). [IHK-anarHocTvka NpoBoaUnacs No MeToay
NGS ¢ nocnenyiowmm cekseHrpoBaHem no CeHrepy. O6cneaoBaHve BKOYano
onpefeneHne aHTUKapAuanbHbIX aHTUTEN, reHoMa KapAMOTPOMHbLIX BUPYCOB
meTonom MMLIP, kopoHaporpadwuio (n=29/2), cumHturpaduio (n=27/4). Mopdono-
rmyeckoe uccnefoBaHne Muokapaa BbiNoAHeHO 22/6 6onbHbiM ¢ HKM/MT
(14/6 aHpomuokapamanbHeix, 1 MHTpaonepauyoHHas 6uoncusi, 3 NccneaoBaHuUs
3KCMNAHTMPOBaHHOrO cepaua, 6 ayroncuit). CpefHuit cpok HabnioAeHus npu
HKM coctasun 15 [5;40] mec., npu NT — 6 [2;19] mec.

Pe3ynbratbl. MaTtoreHHsle MyTaumum o6HapyxeHbl y 12 (10,3%) 60MbHbIX B reHax
Taxenon uenn Geta-muosuHa (MYH7), Muo3uH-cBsidbiBaowero 6enka C
(MyBPC3), nu3ocoM-accoumMmpoBaHHOro membpaHHoro npotevHa 2 (LAMP2),
necmunHa (DES), necmonnakvta (DSP), TutuHa (TTN), BapuaHTbl C HEYCTAHOB-
NEHHbIM KNMHKMYeckum 3HadeHnem (VUCS) — ewe y 5 (4,3%); npu NT y 1 6onb-
Horo BbisiBfieH VUCS. O Hanuumm cemeitHol kapanommonaTim MOXHO aymatb 'y 24
nauveHToB (22%). Coyetanne HKM ¢ BpoxAeHHbIMI MOpOKaMu cepaua AnarHo-
cTupoBaHo y 11 (9,5%) 60nbHbIX. BblaeneHsl 6 KIMHUYECKUX BapraHToB (hopM,
cueHapmues auarHocTukun) HKM: 6eccumnTomHbIl (2% Bcex 60nbHbIX perucrpa),
aputMudeckuin (15%), nwemmyeckuit (7%), HKM y 6onbHbIX C aynatauyoHHoOM
kapaviommonatuein (42%), HKM y 6051bHbIX C OCTPBIM/NOAOCTPLIM MUOKaPAUTOM
(12%) » B coyeTaHun C APYruMy NEPBUYHLIMU KapauomwuonatusMu (22%) —
rmnepTpoduyeckort KapanoMMonaTuen, apuTMOreHHOW Aucnnasven npasoro
Xenynouka, PecTPMKTMBHON KapAMOMMONaTWEn, NEepBUYHON MUOAUCTPODUEN,
capkouni03om cepaua, 6onesHbto JaHoHa. MuokapanT auarHoctupoBaH y 51,7%
60sbHbIX C pasHbiMu dopmamut HKM n'y 59,5% 6onbHbix ¢ MT. Yac ToTa 0CHOBHbIX
knuHnyeckux nposienennii HKM (xpoHnyeckast cepaedyHas HefoCTaTO4HOCTb,
pasnuyHble HapylleHus putMma cephua, TPOMO603IMOONNYECKNE OCNOXHEHWS)
1 UCXOAO0B BapbvpOBany B rpynnax 60NbHbIX C Pa3HbIMW BapuaHTamy TeYeHusl
HKM. Y 6onbhbix ¢ MT JIX (He pocturatowein kputepues HKM) oTmeueHbl cxoa-
Hble KNMHWUYECKMe BapuaHTbl NPU MEeHee BbIPAXEHHOW CTeneHn AWNCOHYHKLMK
Muokapaa, 6onee peaknx XUSHEYrpoXaioLwmx aputMusx u ambonusx. AvarHo-
CTMPOBAHHLIE WUCXOAHO KMHWYeckne (OpMbl OTIMYANUCh CTabUABLHOCTbIO
BO BpemeHu. Mpu aHanu3e auHamvkn ®B 1 KOHEYHOro AMacToNMYECcKoro pas-
mMepa JDK OTMEYeHO [OCTOBEPHOE YNyylleHWe TONbKO B rpynne GoNbHbIX
C OCTPbIM/NOAOCTPEIM MUOKapauTom (PB Bospocna ¢ 27,3% no 39,2%, p<0,05),
6OMbLUMHCTBY M3 KOTOPbIX NpoBoAunacb 6asucHas Tepanusi MuoKapauTa.
B ocTanbHbiX rpynnax OTMEYEHO HeJOCTOBEepHOe ynydiweHue. [lokasatenb
“neTanbHOCTb+TpaHcnnaHTaums” coctasun 18% (21 60nbHONM).

3aknioyeHne. HKM moxeT ObiTb BbISIBNEH Yy nauveHTa moboro BospacTa kak
C AMarHoCTVPOBaHHLIM paHee 3aboneBaHnem cepaua (Mwemuyeckast 6one3Hb
cepaua, rmnepToHnyeckas 6onesHb, BPOXAEHHbIE MOPOKY CEpALA, kapAuoMmona-
TX, MOKAPAMT U MP.), Tak 1 B OTCYTCTBME BCKMX CUMNTOMOB. lMpeanoxeHa pac-
LUMPEHHas 1 JOMONHeHHas knuHnyeckas knaccmukaums HKM. ns BbioeneHHbIX
KIMHWYeCKuX GOpPM XxapakTepHa CTabunbHOCTb BO BPEMEHU C TEHAEHLMEN K ynyy-
LUEHWIo Ha OHe KOMMNEKCHOW MeIMKaMEHTO3HOM Tepanuu.
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OPUTMHAJbHBIE CTATbU

Register of adult patients with noncompact left ventricular myocardium: classification of clinical forms

and a prospective assessment of progression

Pavlenko E. V., Blagova O.V., Varionchik N.V., Nedostup A. V., Sedov V. P!, Polyak M. E.%, Zaklyazminskaya E.V.”

Aim. To study clinical forms of noncompact myocardium (NCM) in adults, the
features of their manifestation, course and progression.

Material and methods. The study included 116 adult patients with NCM of the left
ventricle (LV) (67 men, mean age 46,3+15,1 years) and 42 patients with increased LV
trabecularity (24 men, mean age 43,5+15,2 years). The mean LV end-diastolic
diameter was 6,0£0,8 and 5,9+1,1 cm, LV ejection fraction was 38,6+14,0% and
44,6+18,3%, respectively. NCM was diagnosed using echocardiography, multispiral
computed tomography (n=77) and magnetic resonance imaging (n=51), increased
LV trabecularity was diagnosed according to echocardiography, multispiral
computed tomography (n=11), multispiral computed tomography (n=24). DNA
diagnostics was carried out according to the NGS method, followed by Sanger
sequencing. The examination included the determination of anticardial antibodies,
the genome of cardiotropic viruses by PCR, coronary angiography (n=29/2),
scintigraphy (n=27/4). A morphological study of the myocardium was performed on
22/6 patients with NCM/increased LV trabecularity (14/6 endomyocardial biopsy,
1 intraoperative biopsy, 3 explanted heart studies, 6 autopsies).

Results. Pathogenic mutations were found in 12 (10,3%) patients (MYH7, MyBPC3,
LAMP2, DES, DSP, TTN genes), variants of uncertain clinical significance (VUCS) —
in other 5 (4,3%) patients; we detected VUCS in 1 patient with increased LV
trabecularity. Familial cardiomyopathy may be diagnosed in 24 patients (22%). The
combination of NCM with congenital heart defects was diagnosed in 11 (9,5%)
patients. We identified six clinical variants of NCM: asymptomatic (2%), arrhythmic
(15%), ischemic (7%), NCM in patients with dilated cardiomyopathy (42%), NCM in
patients with acute/subacute myocarditis (12%) and in combination with other
primary cardiomyopathies (22%) — hypertrophic cardiomyopathy, arrhythmogenic
right ventricular dysplasia, restrictive cardiomyopathy, primary myodystrophy,
cardiac sarcoidosis, Danon disease. Myocarditis was diagnosed in 51,7% of patients
with various forms of NCM and in 59,5% of patients with increased LV trabecularity.
The frequency of the main clinical manifestations of NCM (chronic heart failure,
various cardiac arrhythmias, thromboembolic complications) and outcomes varied
in groups of patients with different variants of the NCM course. In patients with
increased LV trabecularity, similar clinical variants were noted with a less severe
myocardial dysfunction, rare arrhythmias and embolism. A significant improvement

B Hacrosmiee BpeMsI HEKOMIIAKTHBIE MHMOKapH
(HKM) wamie Bcero paclieHMBaeTcs KaK TIepBUYHA,
TEHETUYECKM TeTepOoreHHas: KapAuOoMuONaTus, KoTopas
XapaKTepU3yeTcsT MHTCHCUBHO Pa3BUTBIMU KEIYIOYIKO-
BBIMU TpaOeKyJIaMH B COYCTAHUM C TTTyOOKMMM BHICTIIAH-
HBIMHA DSHIOKApIOM MEXTpPaOeKyISIpHBIMU JIaKyHAMM,
HE CBSI3aHHBIMH ¢ KOpPOHAPHBIM KPOBOTOKOM U TIpeapac-
nojaralIIMMu K oOpa3zoBaHUI0 TpoMOOB. B eBporeii-
ckoii ximaccudpukanum 2008r. HKM oTHeceH K paspsay
HekJaccuuuupyeMbix KapanomuonaTtuit [1]. Busyanb-
Hbele kputepun HKM poctaToyHo 4eTKO ompenesieHbl
MU C TOIAaMU JIMIIb YTOUHSIIOTCA [2], OMHAKO OHM MOTYT
BCTPEUYAThCS y MALIMEHTOB C APYTUMM, XOPOIIO M3BECT-
HBIMU (DEHOTUIIAMU — IWJIATAIIMOHHBIM, TUIIEPTPOGH-
YeCKHUM, PECTPUKTUBHBIM, YTO CTaBHUT BOIIPOC O CaMO-
crositeibHOCTM HKM. Ero BBISBISIIOT KaK y OeccUM-
NMTOMHBIX MalMEHTOB ©0€3 JIPYruxX CTPYKTYPHBIX
W3MEHEHMI, TaK M Y OOJIBHBIX C TSKEIOM CUCTOIMYECKOM
IrcyHKIMEN W BBIpaXeHHON mummaTtaumeil kamep [3],
4yTo To3BoJisieT roBopuTh 0 HKM kak omnpenenreHHOM
BapyaHTe HOPMBI JIMOO O €r0 BTOPUIHOM IIPUPOIIE.

in dynamics of EF and LV end-diastolic diameter was noted only in the group of
patients with acute/subacute, most of which received basic myocarditis therapy. In
other groups, there was an unreliable improvement.

Conclusion. NCM can be detected in a patient of any age with a previously
diagnosed heart disease (coronary heart disease, arterial hypertension, congenital
heart defects, cardiomyopathy, myocarditis, etc.), and in the absence of any
symptoms. Stable clinical forms are characterized by stability over time with a
tendency to improvement against the background of complex medical therapy.
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Bce mepeunciaeHHOE AefaeT OTHOIIEHUE K OUArHO3y
HKM BecbMa OCTOPOXHBIM U SIBJISIETCSI TOBOAOM pac-
CMaTpHBATh €TO JINIIb KakK cuHApoM. K rmpumepy, B eBpo-
MEeNCcKUil perucTp KapauoMmuonaTtuii nauueHTsl ¢ HKM
BKJTIOYAJICh TOJIBKO B TOM CJTy4ae, €CJIM OTHOBPEMEHHO
Yy HUX UMeJIicsl (PeHOTUIT KaKOM-Inbo u3 “kiaaccuduiim-
pyeMbIx” KapauomuonaTtuii [4]. BMecte ¢ Tem, mig HKM
XapaKTepHBI BCE IIPM3HAKM, OTIMYAIOIINE CaMOCTOSI-
TeJIbHBIC HO30JIOTMIeCcKIe (GOPMEL: OH UMEET OTIpeIeIcH-
HyI0 (TEHETUYECKYI0) 3TUOJIOTHIO, ITAaTOreHe3 (OITMCHI-
BAIOT IIPOIlecC HApYIIeHUsS “KOMIIAKTU3aNN~ MUOKapaa
B aMOpuoreHese, [5]), BecbMa TUIIMYHbIE KIMHUYECKUE
TIPOSIBJICHNSI, CBSI3aHHBIC C HapYIIICHNEM KPOBOCHAOXKE-
HUsI HEKOMITAKTHOTO CJIOSI M CAMUM €T0 HajaudueM (cep-
Ie9Hasl HeMOCTaTOYHOCTD, IIPENMYIIECTBEHHO KeJTyI04-
KOBBIE apUTMUU, TpoMOOAIMOOINU), CBOMCTBEHHBIC
TOJBKO €My OCJIOXHEHUS W HUcXombl. ajeko He s
KaXXIOM HO30JIOTMYECKOM (POPMBI M3BECTHO TaK MHOTO
110 BCEM TIePEUNCIICHHBIM COCTABIISIONIM.

OmHako B psSOy BechbMa CYMIECTBEHHBIX IPOOEIOB
B onucaHuu HKM Kak HO30JIOTUU OCTaeTCsl OTCYT-
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CTBHE €TO0 COMHOM KIMHWYECKOI Kiaccu(pUKAIIUH.
HKM, kak u MHOTUe Opyrue IepBUYHBIE OOJIE3HU
MUOKapaa, OTANYACTCS MCKIIOYUTESIbHBIM KIMHUYE-
CKUM pPa3sHooOpa3mueM U CITOCOOHOCThI0O UMUTHPOBATH
npakTuueckue amoboe 3aboneBaHue cepaua. K mpu-
Mepy, HaMH YCTaHOBJIEHA BBICOKAsl 9aCTOTA Pa3BUTHUS
nHpapKTa (HeKpo3a) Muokapma y 6ompHEIX ¢ HKM
[6], 0OyCIOBIIEHHOTO COYETAHMEM ILIEJIOTO psALa Mexa-
HM3MOB; B KauecTBe TunuyHoro mjist HKM ¢penomena
ONMCAaHO U MMPOaHAIN3UPOBAHO IIPUCOCTNHEHNE MUO-
KapAauTa, KOTOpoe ellle OOoJibllle YCIOXHSET MuarHo-
ctuky u JnedeHue HKM u cyliecTBEHHO yTSKEIsSeT
TeueHue 0one3Hu [7].

[MombITKN KiTaccuPUIIMPOBaTh KIMHNICCKIE TIPOSB-
nenusi HKM mnpennpuHuManuchk pasHbIMU TpyIIamMu
HCCIIeIoBaTelIei He3aBUCUMO YT OT Apyra W IPUBO-
VTN K cXOmHBIM pesynbrataM. B 2010r Towbin JA BeIge-
VT pas3TWYHbIC KIMHUYCCKHE BAapHAHTHI (ITOATHUIIBI)
HKM kak HOBOIi (pOopMBI cepaeyHOli HeqOCTaTOYHOCTHU
[8]; momomHEHHBIII BapMaHT TOM Xe KiacCHUOUKALINU
pa3pabotan B 2015t [9]. He 3Hasg o mepBBIX paboTrax
Towbin JA, B 2012r Mbel onmyOGIMKOBaIM COOCTBEHHBII
aHaJIN3 KIIMHWYECKUX TTpogBiieHnit cuHapomMa HKM y 25
B3pocibix [10]. ITocnenyromee mMTeNbHOE HAOMIONEHTE
3a 9TUMH OOJIBHBIMU, a TAKKE TOYTH IATHKPATHOE pac-
IIUPEeHNE COOCTBEHHOTO PETHCTPa ITO3BOJWIM HaM,
C OIHO1 CTOPOHBI, IIPOBEPUTH MEPBHIC BEIBOIBI U YTOU-
HUTb MHOTHE aCIIEKTHI IIPEIIOKEHHON KilacCH(MKAIIAN,
C IIPYTOI, COIOCTABUTDH 3TU JaHHBIC C TTOCIEIHEI Kirac-
cudukanueit Towbin JA 1 HaGIONEHUSIMU IPYTUX aBTO-
POB, B T.4. TIEANATPOB.

Kpome Toro, BaXXHBIMHM 3amadaMM C TOYKU 3PCHUSI
yTOYHeHUs Ho3oJorndeckoi npuponsl HKM mpeacras-
JISTIOTCS TIOMCK BO3MOXKHBIX TeHO(DEHOTHITMIECKUX KOP-
pensiuuit (4eTKMEe TeHEeTUYeCKre KPUTEepUU AuarHosa
HKM po cux mop He MHpenjaoxkeHbl BBUIY OOJBIIOrO
CIEKTpa MyTallMii, KOTOpEIE TIOTEHIINAIBHO MOTYT IIpH-
BOIWTH K €ro pa3BUTHIO, [11]) M aHANMM3 KIMHNYICCKOM
KapTUHBI IMOTPAaHWYHBIX (OpM — TaK Ha3bIBacMOI
noBbIlIeHHOW TpabekyaspHoctu (I1T) neBoro xemy-
nouka (JIZK), mpu KoTtopoii ToJllMHAa HEKOMITAKTHOTO
CJIOS HEe OOCTHUTAeT IPUHSITHIX HA CETONHS KPUTCPHUEB,
OIHAKO B OCHOBE MOTYT JIeXKaTh T€ e TCHETHUYECKUE
npuuuHbl, U mosBaeHue HKM wmoxeT OBITh JMIIb
BOIIPOCOM BpeMeHH. HakoHell, mpakTUYeCKH II0JI-
HOCTBIO OTCYTCTBYIOT paObOTHI ITO OIIEHKE CKOPOCTH IIPO-
IPECCUPOBAHNS KIMHNICCKHX ¥ CTPYKTYPHO-(PYHKIIHO-
HaJIbHBIX MIPOSIBJIICHUI ¥ OOJIBHBIX ¢ Pa3IMIHBIMU DOp-
mamu HKM wu paspaboTke moka3aHUil K €eT0 paHHEMY
JICYCHUIO.

Bce uzioxeHHOE AenaeT MpOBeNeHWE HACTOSILIETO
HCCIICIOBAaHMS BECbMa aKTYaJbHBIM.

Lenb: m3yunth cnektp kKiamHudeckux ¢popm HKM
Yy B3POCIBIX, OCOOCHHOCTH WX IPOSBJICHHS, TCUCHUS
W TIPOTPECCHPOBAHMSI B IIPOIleCCe IIPOCIEKTHBHOTO
HaOJIoIeHN.

Matepuan n metogbl

B uccnenoBanue BKIOYeHBI 116 B3pOCIBIX OOIBHBIX
¢ HKM JIXK, 67 myx4uH 1 49 XeHIIVH, CpeIHUIA BO3pACT
46,3%15,1 roga (ot 18 mo 78 siet). BkiiioueHue MaliueHTOB
nposoamitock B rrepron ¢ 2009 o 2018rr Ha 6a3e PaKyITb-
TETCKOM TepaneBTUYeckoi KimHuku uM. B. H. Bunorpa-
noBa I[lepporo MI'MY um. . M. CeueHoBa.

KpurtepussmMu BKJIIO4EHHUST OBIIM BO3pacT OT 16 jer
W HaJuuue Bu3syajdbHbIX NMpu3HakoB HKM no maHHbIM
XOTs OBI OTHOTO M3 TPEX METONOB MCCIICHOBAHUS. IBY-
cioitabIii MuokKapn JI2K ¢ cooTHomeHMeM TOJIIMHBI
HEKOMITAaKTHOTO CJIOSI K KOMITAKTHOMY OT 2:1 u Goiee
(tipu axokapomorpadpun (BxoKI') mmu ot 2,3:1 u 6omee
(TIp1 MyJIBTUCHIMPAIbHON KOMIIBIOTEpHOIT ToMoTpadumn
(MCKT)/MarautHOpe3oHaHCHOM ToMorpaduu (MPT));
CHHXPOHHOE IBMKCHIE HEKOMITAKTHOTO ¥ KOMIIAKTHOTO
cJI0eB; BEIABIeHUE Oojiee 3 Tpabekyn B JIK m Hammune
TIyOOKMX MEXTPAOCKYISIpHBIX JIAKYH C 3aTeKaHHEM
KPOBH; COIIacHe Ha y4acTHe B MCCIICIOBAHUM.

Kputepusamu MCKITIOUCHNST OBUIM HEITONTBEPKICHUE
nmocroBepHoctn HKM, BoigBiienHoro mpu OxoKI, mpu
npoBeaeHun MCKT unmm MPT; oTka3 oT yyacTtusd
B MICCIICIOBAaHUM.

Juarno3 HKM nonrBep:xaéH OqHUM BU3YaTIU3UPYIO-
muM MeTonoM y 27% 60abHBIX (TOJAbKO mpu DxoKI —
y 10%, Toabko npu MCKT y 11%, Toabko npu MPT 6%),
neymst MetomamMu — y 57% (OxoKI' 1 MCKT y 35%,
DxoKI' u MPT y 18%, MCKT u MPT y 4%), tpems
metogamMu y 16%. DxoKI BeimosHeHa BceM OOJIBHBIM,
HKM BoisiBiieH y 92 (89%). I1pu oTpuiiaTeIbHOM PE3yib-
tate DxoKI mmarHo3 cTtaBmiCS Ha OCHOBAaHWU ITaHHBIX
MPT u/umu MCKT, B OTOeIbHBIX CITyJastX IS YIIydIe-
HUs BU3yaIM3alliil HEKOMIIAKTHOTO CJIOSI MCITOJIh30Ba-
nmack KoHTpacTtHasg DxoKI. MPT mposenena 55 60ib-
HbIM, IMArHo3 moaTBepxXaeH y 51 (93%), y 4 cocrosiHue
pacuieHeHo Kak I1T mmokapna JIK. MCKT BeITIONHEHA
83 6onbHbIM, Hanmuune HKM noarsepxkneno y 77 (93%)
W3 HUX.

JlabopaTopHO-UHCTpyMEHTaJIbHOE OOCIenoBaHUE
BKJTIOYAJIO TaKKe aHajdnW3 KPOBM Ha aHTHMKapIUaJbHBIC
aHTUTeNIa — K aHTUTCHAM SIIep KapIUOMUOLMTOB (CITe-
HM(pUYECKU aHTUHYKJIeapHbIii (akTop), 3HAOTENuS,
KapIUOMMOIINTOB, TIAIKOM MYCKYJIATyphl W BOJIOKOH
TIPOBOIAIINCH CHCTEMBI METOOOM HEMPSIMOTO MMMYHO-
(bepMeHTHOTO aHANMM3a (JTa00OpPaTOPUSI UMMYHOTHCTOXH-
vy OHII TpaHCIIAHTOJIOTUM M MCKYCCTBEHHBIX Opra-
HoB uM. akaa. B.W. IllymakoBa u HUHM nenmatpumn
mMm. 0. E. Benprumena), Ha JIHK KapmmoTpoITHEIX BUPY-
coB MetomoM ITIIP (repmeTraeckas rpyima, ITapBOBUPYC
B19, HII® “IHK-texHoMOrMA”), 3JIEKTpOKApANOTPAa-
¢uro, cyrouHoe MOHWTOPHUPOBAHUE 3JICKTPOKApINO-
rpamMbl (DKI') mo Xonrepy. JIOOIHUTEIBHO 10 TTOKa3a-
HUSIM BBIIOJIHSUIMCH KOpoHaporpadus (n=29), cLuHTH-
rpacdusa muokapna (n=27). [emomnHAMITYeCKY 3HAYMMEIIA
KOPOHAPHBIA aTepOCKIepo3 BEIABICH y 11 obciemoBaH-

HBIX (9,5%).
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OPUTMHAJbHBIE CTATbU

Tabnuua 1

Knunuyeckas u axokapguorpaduyeckas xapakrepuctuka 6onbHbix ¢ HKM n noebiwieHHoi TpabekynspHocTbio JIK

Mpu3Hak/napameTp HKM JIK
Bcero 60nbHbIX 116

XCH (cTagum I-111) 82,7%

DK XCH (3-4) 35,3%

X3 6onee 500/cyT. 46,6%
Yctonumsas/HeycTtonumsas XT 491%

MA (niob6ast popma) 31,0%

ccey 10,3%
AB-6nokapa I-ll ctenexm 11,2%
CreHokapaus (1-3 PK) 20,7%
WHpapkT (Hekpo3) mmokapaa 13,8%
BHyTpucepaeyHbiin Tpom603 1 ambonmnmn 22,4%

KAP JIX, cm 6,0+0,8

KOO JIX, mn 155,99+65,5
KCO JIX, mn 92,0 [61;130]
DB JIX, % 38,6+13,9
dp/dt 765,9+260,0
VTI 12,02£3,61
Tonwwmxa MXI1, Mm 10,0 [8,0;11,0]
Jn, cm 4,37+11

Jn, mn 92,0 [65,0;118,0]
nn, mn 61,0 [47,0;86,0]
X, cm 2,91[2,5;3,4]
CLONA, MM pT.CT. 33,0 [23,0;44,0]
E/A 1,36 [0,9;2,3]
MwuTpanbHas peryprutauusi, CteneHb 1,0 [1,0;2,0]
TpukycnupanbHas peryprutaums, CTeneHb 1,0 [1,0;1,0]

B rpynny ¢ 11T JI2K Bominu 42 manyenTa (18 XXeHIIuH,
24 MyXYMHBI), cpemgHuii Bo3pact 43,5+15,2 mer. IIT
IUATHOCTUPOBAJIACH ITPY HAJTMINK HEKOMITAKTHOTO CIIOS
MMoOKapaa ¢ OTHOIICHUEM €T0 TOJIIMHEBI K KOMITAKTHOMY
ot 1:1 mo 2:1 (mpm DxoKI) mmu mo 2,3:1 (mpm MPT/
MCKT), T.e. Xorma He mocturanuch kputepun HKM.
Hcronp30Banich Te XKe METOIbI Ja00paTOPHOM 1 MHCTPY-
MEHTAJIbHOM AMAarHOCTUKU, 4TO U B rpyrme HKM: MPT
(n=11), MCKT (n=24), kopoHaporpadus (n=2, y 060ux
BBISIBJICHBI TEMONMHAMMYCCKHM 3HAYMMBIE CTCHO3HBI),
cuuHTHTpadus (n=4), SHOIOMUOKApIWAIbHAS OMOIICHS
(ODMB) npasoro xeaymouka (IT2K) (n=6). CpenHuii cpok
HaboneHus coctaBui 6 [2;19] mec.

bonbmmmucTBy manueHtoB npoBogutcs JHK-gua-
THOCTHKA (J1abopaTopus MeOUIMHCKOM reHeTnky PHIIX
uM. akan. b.B. [letpoBckoro) B maHenu reHoB MYH7,
MYBPC3, a-1 mermm TpomommosnHa (TPMI), Tpormo-
auHa [ (TNNI3), tpononmua T (TNNT2), a-akTthHa
(ACTC1), Tappasuna (TAZ), ZASP (LDB3), perymnstop-
HOM JNErKoit merm Mmo3mHa-2 (MYLZ2), nérkoil uemnu
muosnHa-3 (MYL3) Ha mnardopme lon Torrent ¢ MCTIONB-
30BaHMEM MaHeNM oJuTomnpaiiMepoB AmpliSeq ¢ mmocire-
IyIOIMM ceKBeHUpoBaHueM 1o Cenrepy. Mopdonoru-
YeCcKoe HMCCIIeIOBaHNEe MUOKapIa BBITOJHEHO 22 00Jb-

T JIK J0CTOBEPHOCTb Pa3nuyuni
42

5714% p<0,05
23,8% HO
31,0% HO,
26,2% p<0,05
14,3% HO
2,4% HO,
21,4% HO,
2,4% p<0,05
2,4% p<0,05
1% p<0,05
5,85+1,1 HO,
14775£69,3 HA,
79,0 [41;119] HO
44,56+18,25 Ha, p=0,06
796,5 [568;871] HA,
12,55+5/1 HO

9,0 [8,0;11,0] HA,
4,32+0,92 HO
81,0 [47;106] HA,
54,0 [39,25;67,25] p<0,05
2,55[2,2;3,2] HO
31,0 [27,0;48,0] HO

1,6 [1,1;1,97] HA,

1,0 [0,05;2,0] HA
0,51[0;1,0] p<0,05

HBIM, B T.4. 14 DMB, 1 unTpaonepanioHHas OMOIICHSI,
3 nccnenoBaHUS SKCIUIAHTUPOBAHHOTO Ceplia, B T.4. IBa
nociie DMB, 1 6 ayroricuii, B T.4. ogHa rmociie O9MBb.

Jleuenne n ucxonpl. [TaleHTaM Ha3Hayajaach CTaH-
JapTHas Tepamrsl XpOHWYECKOil cepaedHOM HemocTa-
touHoct (XCH), OOABHBIM ¢ BepUGUIUPOBAHHBEIM
Mo pe3yapraTaM MOP(dOJIOTrHIeCKOTO/KOMILIEKCHOTO
0o0cIemoBaHNUSI MUOKAPINTOM — €T0 0a3mcHasI Tepamus
(TIpOTUBOBUpPYCHAsI, MMMYHOCYIIPECCUBHASI, UX COYE-
Tanne). KoHeuyHBIe TOYKM WMCCICHOBAHMSI BKIIIOYAJIH
YacTOTYy ONpaBIaHHbBIX cpabaTbiBaHU 1e(UOPUILISITO-
POB, JIETAILHOCTD, IMTOKA3aTeNlb “CMEPTh + TpaHCILIaH-
tanusa”’. CpeIHU CpoK HaONIOOeHUS cOoCTaBWI 15
[5;40] mec.

CraTtuctryeckas 06paboTKa MaTepuraja IIpoBOIIIACH
¢ momouipio TporpaMMmbl SPSS Statistics 23. Komm-
YeCTBEHHBIC IIPU3HAKM IIpeNCTaBIeHB Kak M=d
(cpenHeetoqHO CTaHAAPTHOE OTKJIOHEHME) MO0 B BUIE
MeouaHBl ¢ yKa3zaHueMm l-ro m 3-ro kBaptwieit. Hop-
MAaJIbBHOCTh pacIpenecHUsT TPOBEpsIach C ITOMOIIBIO
tecta KommoropoBa-CMupHOBa, TOCTOBEPHOCTD pa3iy-
yuit — ¢ momombio KputeprueB CrblomeHTa, MaHHa-
YutHU, YAIKOKCOHA. Pasmmums cuutanich 3HAYUMMBIMU
nipu p<0,05.
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OcTpblii/nOnOCTpHIit
MUOKapIUT

ApUTMUYECKUI

JKMIT

Puc. 1. Knunnyeckne BapmanTsl (hopmbl) HKM.

WccrenoBanne BHITTOTHEHO B COOTBETCTBUU CO CTaH-
IapTaMM HauleXalne KimHudeckoil mpaktuku (Good
Clinical Practice) n mpuHImIaMu XeIbCUHKCKOM JleKma-
paunu. ITpoToKoi nuccienoBaHus onoOpeH DTUUYECKUMU
komutetamu Ilepsoro MI'MY um. U.M. CeueHoBa
n PHIX um. B. B. IetpoBckoro. Coracus Ha mpoBeJe-
HHE VUCCICIOBAHNS Y TTAIIMEHTOB TOJIyYCHBI.

PesynbTtaTthbl

O0mas KIMHMYECKAsd XapPaKTepPUCTHKA OOJbHBIX
¢ HKM. BonbuimHacrBo marueHToB (96, 82,7%) umenu
npusHaku XCH, moutn nonosuHa u3 Hux — IIA cragum
(43,1%); npeobnaganu 2 u 3 GYHKLMOHAIBHOTO Kjacca
(®OK) (tabm. 1). Cpenaune OxoKI mapameTps cCBUAETEb-
CTBOBAJIM O MPEUMYIIECTBEHHONU AUjaTallMy JIEBBIX
KaMep U CHUXXEHUU COKPAaTHMMOCTH: (pakiims BhIOpOca
(®PB) JIXX cocraBua 38,6%. [TouTu y MOJOBUHBI MALIM-
€HTOB BBISIBJICHA XEIyoouKoBasi akcrpacucronus (K9,
o6omee 500 B cyt.). XKemymoukoBast Taxukapmus (2KT)
yaiie Gbljla HeyCTOMYUBOI, HO Y 9,5% peructpupoBajiach
u ycroitanBas KT, B T.4. o tuiry “Timpyat”. Meplateinb-
Hast aput™musa (MA) oTMedeHa TTOYTH Y TPETH OOJTBHBIX:
rmapokcuaMajibHass — y 15,5%, mepcuctupyomas —
y 8,6%, noctostHHass — y 8,6%. W3 HapylleHuil IpOBO-
IMMOCTM dYallle APYrMX BCTpeyajach IMoOJjHas OJiokama
JeBoi HOXKM myuka ['mca (JIHIIL, 18%). Y tpetu 60Jb-
HbIX MMEJIUCh IPOSBIEHUS MIIEeMUU: CTeHoKapaus 1-3
®K y 20,7%, undapkr (Hekpo3) mMuokapaa y 13,8%.
VY 22,4% BbIsiBI€HBI BHYTPUCEPAECUHbIA TPOMOO3 U/WIK1
9MO0JINH.

O cemeliHoi (hopMe KapauOMUOTIATUN MOXKHO TyMaTh
y 24 nanuenToB (22%). Couetanue HKM c BpoxmeH-
HBIMM ITIOPOKAMH CepJLia TMarHOCTUPOBaHO y 11 marueH-
T0B (9,5%): 4 umenu nedekT MeXIIpeaCcepaHOi mepero-

/ beccumnromHblit

CoueraHue
c ap. KMIT

/ HNmemuueckumit

TKMII 8%

AIITX 7%

PKMII, capkonno3s 4%

Muomnarus 3%
B-Hb [laHoHa 1%

ponku (IMIIIT), mo omHOMY — M30JIMPOBAHHEIN Te(EeKT
MEXCKeITynouKkoBoii meperoponku (JIM2KIT) u couetanme
JAMKIT co cTeHO30M BBIXOMHOTO OTAENA TTPABOTO XKey-
mouka (I12K), 1 — HagkiamaHHBIA CTEHO3 JIETOYHOMN
apTepuu, 1| — TUIIOILIA3UIO YCThS A0PTHI, 1| — MepCUCTH-
PYIOIIYIO JIEBYIO BEPXHIOIO ITOJIYIO BeHy, | — (yHKImMO-
HaJIbHO IBYCTBOPYATHIM aOPTAJBHBII KJIAllaH C a0pTajb-
Hoii HemoctaTouHocThio II-III cTemenu B couyetaHuu
C YaCTUYHBIM AHOMAJIbHBIM NPEHAXOM JIETOYHBIX BEH.
Cpenu 6ombHBIX ¢ IIT BpoXIeHHBIE MOPOKM cepala
oT™MeueHbl ¥ 4 (9,5%): 1 — IMXKII, 1 — aHoManust myru
aopThI U ee BeTBeli, 1 — OTKPHITHII apTepUaIbHBIN MPO-
TOK, 1 — (PYHKIIMOHAJIBHO OBYCTBOPYATHIN a0pTaIbHBIN
KJIaTlaH, aopTajibHas HemocTtatouHocTh Il crerenu, 1 —
OTKPBITOE OBaJIbHOE OKHO.

ITo pesynvratam JIHK-nmarHOCTUKM maTOreHHbIE
MyTaluu BbIsiBIeHBL y 12 GonbHbIX (10,3%) B reHax
MyBPC3, MYH7, TTN, DSP, DES, LAMP2; BapnaHTHI
C HEYCTAaHOBJICHHBIM KmHIIeckKuM 3HadeHreM (VUCS)
B reHax MyBPC3, MYH7, ACTC1 — y 6 6onbHBIX (3,8%).
Y muorux JHK-guarsHoctrka npogokaercsl.

XapakTepucTHKa OTAEJNbHBIX KINHMYECKUX (OpM
HKM. B co0oTBEeTCTBUU C MPEIT0XKEHHON paHee KilacCu-
dukanmeir [10] BeimeneHbl 6 KIMHWYECKUX BapUaHTOB
(dbopm, cueHapmueB guarHoctnku) HKM: 6eccumirrom-
Hblii (n=2, 1,7% Bcex GOJBHBIX PETHUCTpa), apUTMUYE-
ckuit — HKM non mackoit uamonaTu4eckKux apuTMui
(n=18, 15,5%), HKM mnonm Mackoil HIilleMUYECKOM
6ome3uu cepaua (MBC) (n=8, 6,9%), HKM y GoibHBIX
¢ KapTUHOI nuiaTallmoHHOM Kapauomuonatun (JIKMIT,
n=49, 42.2%), HKM y GOJIbHBIX ¢ OCTPHIM/TIOAOCTPLIM
MuokapnutoMm (n=14, 12,1%) 1 B coueTaHUU C APYTUMU
MEepBUYHBIMKM KapauomuomatusmMu (n=25, 21,6%) —
rutieprpoduueckoit (TKMIT), pectpukruBHOM (PKMII),
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OPUTMHAJbHBIE CTATbU

TaGnuua 2
XapaktepucTuka rpynn naumMeHToB ¢ pa3HbiMU KJIMHUYeckumu sapmaditamm HKM
CueHapwii BeccrMnNTOMHBI ApUTMUHECKNIA Nwemnyecknin OKMI/xp. Octpebliit/ CovueTtaHne
MUOKapauT noaoCTPbIA ¢ apyrvmun KM
MUOKapAUT
N 2 18 8 48 14 25
Bospact 36,577 43,8171 53,5+16,45 49,1£15,0 44,0£12,8 42,3+14,5
MyX./XeH. 1/1 11/7 5/3 32/17 8/6 10/15
OB, % 48,0£9,9 53,4+9,0 48,0+10,8 33,3+10,5 29,3+116 40,5+15,5
KAP, cm 5,3+1,0 54+0,5 57%0,5 6,5+0,8 6,3+0,7 5,6+0,7
DKXCH 0 01[0;1] 1,5 [1;3] 2,5[2;3] 2,75[1,75;3,62] 2[1;3]
XT 0 6 (33,3%) 2(25,0%) 23 (46,9%) 8 (57,1%) 18 (72,0%)
Tpom603 1 am6onun 0 2 (11,1%) 2(25,0%) 11(22,4%) 7 (50,0%) 4(16,0%)
MM/Hekpo3 Mrokapaa 0 0 2 (25,0%) 6 (12,2%) 5 (35,7%) 3 (12,0%)
Mwokapaut 0 6 (33,3%) 0 28 (571%) 14 (100%) 12 (48,0%)
VimnnaHT. ycTpoiicTea 0 5 (27,8%) 1(12,5%) 18 (36,7%) 3(21,4%) 14 (56,0%)
TpaHcnnaHTaums 0 0 0 2 (4,1%) 0 4 (16,0%)
CmepTb 0 0 0 6(12,2%) 4 (28,6%) 6 (24,0%)

aputMmoreHHoit mucrutasmeit 11K (AIITXK), mepBuaHoii
MuomucTpodueit, capKommo3oM cepala, O00JIe3HBIO
Hanona (puc. 1). Cpennt cTpyKTypHO-(PYHKIIMOHATBHBIX
¢eHOoTUNOB TIpeobaagan auiIaTallMoHHBI. Ha ocHoBa-
HUU KOMIDIEKCHOTO 00C/IenOBaHMsI, BKIIIOUYABIIIETO MOP-
domormueckoe mcciienoBaHWE MUOKapHa, MUOKApIUT
JUarHOCTUPOBaH y 51,7% GOJNBbHBIX C pa3HBIMU (hopMaMu
HKM, B T.4. y 33,3% nauueHTOB ¢ apUTMUYECKOI (hop-
Moit, y 57,1% — ¢ JKMII, u 'y 48% npu HKM B couera-
HUU C APYTUMU KapIUOMHUOIATHASIMHA.

I[Ipr OeccmMnTOMHOM BapHMaHTe He HAOIIOOATIOCH
HapyIIeHWiT puTMa, 9MOOJIi1, HEOJATOMPUSTHBIX MCXO0-
nmoB, @B JIK 6n11a HECKOIBKO CHIDKeHa (Ta6i. 2). HKM
BBISIBICH CJIyJalfHO: MyX4YmHa 42 JIeT 00CIemoBaICs
o toBoxy nosbieHusa AJl go 160 m 100 MM pr.cr.,
y XXeHIMHBI 31 roma ogHoBpeMeHHo ¢ HKM guarHoctu-
poBaHa Ooine3nb Takasicy, HKM moarBepxaéH mpu
OxoKI' u MCKT. BapuanT HanboJiiee peakuii, 9To MOXET
OBITH OOYCIIOBJIEHO IIPEOOIafaHNEM B CTALIMOHAPE TSIKe-
JIBIX OOJIbHBIX.

ITpn HKM 1rom Mackoil “mamonaTH4ecKux’’ Hapyime-
HHUil pATMA apUTMUHU C CaMOTO Havaja BEIXOOAT Ha Iep-
BBII IIAaH U SIBJISIIOTCS. HE TOJIBKO OCHOBHBIM TOBOIOM
IJIST oOpaIleHnsT K KapauoJIory, HO M BEAYIIUM OOBEK-
THUBHEIM TposiBJIecHUeM Ooiyie3Hn. CpemHuUil Bo3pacT
6oNMbHBIX cocTaBui 43,8%+17,1 yer, My>X4MHBI TIpeobiia-
panu (61,1%). Pasmepnl Kamep cepilia OCTaBalUCh
O0m3KM K HOopMe (TaOir. 2), ObUIO HECKOIBKO YBEITUUCHO
neBoe npencepaue (JIIT) (B cpemrem 63,0 [58,0;86,0] mi,
y OOJBHBIX C MepuaTeabHOil aputmuein (MA) 65,0
[58,0;97,0] M1, 6e3 MA — 60,5 [53,5;67,5] mi1. MA oka-
3ayiach HanboJiee YacThIM BuaoM aputmuu (n=7, 38,8%);
KD 6buta OCHOBHBIM HapyILIeHWEM pUTMa ¥ 6 OOJBHBIX
(33%); neycroitunBast XKT ormeuena y 5 (27,7%) maum-
€HTOB, B T.4. II0 TUIIy “IIMPY3T’ B aHaMHe3¢ y OTHOM
6onpHOI. CiygaeB momHoi#t o6mokansl JIHIIT B aT1O0it

Puc. 2 (a, 6, B, r, A). Pe3ynbTathl BU3YanusupyloLwmx UCCNEA0BAHNMA Y 6ONbHbIX
C PasnnyHbIMK KnnHnyeckumm dopmamm HKM.

Mpumeuanne: a — MCKT cepaua 60ibHOrO 21 roga € Xenyao4ykoBOi aKcTpa-
cuctonuein (B 45-50%, cumntomoB XCH Het, VUCS B reHe MYH7); 6 — MCKT
cepaua 1 9xoKr naumeHTkm 21 rofa C OTArOWEHHBIM CEMEVHbIM aHaMHE30M
(curopom Mapdana y matepw), curapomom JKMI, natoreHHon MyTaumen B reHe
MYH7; B — MPT cepaua 6onbHOin 35 neT ¢ MOCTEneHHOW TpaHchopmaumnein
KM (TonwmHa mexxenynoykoBoi neperopoaku oo 16 mm) B HKM, natoreHHas
MyTaums B reHe MyBPC3; r — 9xoKI 60nbHOro 42 neT ¢ nepeHeceHHbIM NHbapk-
TOM MuoKapza, dopmupoBaHuem TPOMOMPOBaHHOW aHeBpuambl JIK (cTpenka)
N VHTaKTHbIMW KOpPOHapHbIMK apTepusimu; B, — MCKT cepaua 6onbHoit 40 net
¢ aputMudeckoin popmoii HKM (sactas X3), BUY-uHbekumein, HebakTepuanbHbiM
TPOMB03HA0KAPAUTOM (CTpenka).

rpyIIie He OBUIO, aTpUOBEHTPUKYISIpHas (AB) O6i1okama
oTMeueHa B 16% ciaydaeB, CMHAPOM CJIa0OCTH CHHYCO-
Boro y3ima (CCCY) — B 22%.

B omHoM ciygae (y GOJIBHOTO € ITapOKCHU3MAJIbHOM
MA ©6e3 Tepann) B aHaAMHE3€ BBISIBJISIICS TPOMOO3 YIIIKa
JIIT, em€ y omHOM 00JIBHOM — MaccUBHBII TpoM003 JI2K
B paMKax couetannss HKM ¢ HebakTepranbHBIM (MapaH-
THYEeCKUM) TPOMOOSHIOKAPANUTOM, aCCOMUMPOBAHHBIM
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Puc. 3. Pe3ynbtathl MHCTPYMEHTaNbHOrO 06cnenoBaHuns 60nbHON 46 neT ¢ nwe-
Muyeckvm BapyraHTom HKM.

Mpumeuanue: cnesa — IKI, ckopocTb 3anucn 25 MM/C (aByxdasHbie 3yOubl T
B OTB. Va'V4)' CnpaBa — cumHTMrpadus Mmokapaa (3eneHblii uBeT — aedekT nep-
dy3um); nccnenoBaHve BbIMONHEHO B OTAENEHUN PAAVOHYKIMAHOW AMArHOCTUKM
YKB N2 1 Mepsoro MI'MY um. U.M. CeyeHoBa (3aB. C.M. Mawa). KopoHapHbie
apTepun MHTaKkTHbI. LIBeTHOe n3obpaxeHne OOCTYMHO B 3MEKTPOHHOW Bepcun
XypHana.

¢ BUY-undexmueit (puc. 2m). KpoMe Toro, B pe3yabrare
KOMIUIEKCHOI'O HEMHBAa3MBHOIO 00CIIENOBAHUS Y TPETH 6
(33,3%) GONbHBIX MOATBEPXKIEH MTMATHO3 MUOKAPIMTA.
OnHoMy OOJIPHOMY YCTAaHOBJICH MMIUIAHTAPYEMBII Kap-
mnoBeprep-gedudbpumarop (MKJ), ¢ ompaBmaHHBIM
cpabateiBanreM 1o nosBomy KT, 371eKTpoKapImoCTUMY-
sstop (DKC) ycTaHOBIIEH YeTBEpHIM 110 ToBomy AB-6110-
Kambel M CHHIpOMA clabocTu cuHycoBoro y3ma (CCCY).
HeobGxommMocTh B Ha3HAaYCHUM aMHOTApOHa BO3HUKIIA
y 5 6oabHbIX (27,7%). B 33,3% Ha3HaueHbI aHTUKOAry-
JSHTHL. [IpeanpuHUMAINChH TIONBITKH Paguod4acTOTHOMN
abmarmm (PYA) y Tporx — y OMHOTO ITallieHTa 10 TIOBOLY
opToapomHOi TaxuKapaun (cuHmpoM WPW), B panHeM
ITOCJICOIIepallHOHHOM ITIEPUONe OTMEUCHO ITOSBIICHUE
yacToit ZKD; y Broporo mamnueHTa ¢ yactoii 2KD uepes 11
Mec. nociie mpoeaeHus PYA 3adukcupoBaH mapokcu3m
TpeleTaHusl Tpeacepanii, KyIMUPOBaHHBIN 3JICKTPONM-
MyJILCHOM Tepamueii; y mauueHTa ¢ MA — ¢ adpdexToMm.

CeMeliHBIIT aHaAMHE3 OTSTOINCH y 5 MAIMEHTOB:
BO BCEX CIIy4asiX Y POICTBEHHMKOB 3Ta ObLIa BHE3aITHAS
cMepThb 1160 BepuduiimpoBanHbiit HKM (ciyyaeB Tsoke-
sioii XCH ne 6bu10). Tak, manuenT 64 JeT T0aroe BpeMs
octaBajics beccuMnToMHbIM, nruarHo3 HKM mnocrasien
€My TOJIBKO IIOCJIe BHE3aITHOM CMEPTU ChIHA W PA3BUTHS
2KO. I1aToreHHBIX MyTallMii Ha TAHHBI MOMEHT HE BBISIB-
JIEHO HU Y KOTO 13 OOJIBHBIX ¢ ceMeitHOit (hopMoii. ¥ aByx
MMAIlEHTOB 03 OTATOIIEHHOTO CeMEMHOro aHaMHe3a
BoisiBiieH VUCS B rene MYH7 (puc. 2a).

HKM wmoxet npotekath nmoa Mackoii UBC — omun
W3 CaMBIX CBO€OOPAa3HBIX U PEIKUX KIMHUICCKUX Bapy-
antoB HKM. B a1y rpymniy Bolui TOJBKO T€ OOJIBbHBIE,
nrarHo3 MBC y KOTOphIX IeiCTBUTEIIBHO IPEACTABIISIICS
HamboJIee BEpOSITHEIM (XOTSI CTaBUJICS OH paHee W MHO-
ruM npyrum). CpemHUM BO3pacT OOJNBHBIX COCTABHII
53,5%16,5 s1eT 1 OBLT HECKOJIBKO BBIIIE, YEM Y OCTAIBHBIX
naueHToB ¢ HKM, 4t0 CcriocoOCcTBOBaNIO OIIMOOYHOM
nuarHoctuke. IlposBieHUSIMU HUIIEeMUM ObLIM 00U
AHTMHO3HOro xapakrepa (ctreHokapmus y 50%, B T.4u. 2
n 3 ®K), nmemumyeckasa mernpeccus cerMeHnTta ST 1pu

Harpy3ke, THGAPKT (HEKpOo3) MUOKaApIa y IBOUX, B TOM
YHClIe ¢ HeM3MEeHEHHBIMHU 110 TaHHBIM KOpOHaporpadun
apTepUsIMU Y OMHOTO M3 HUX (puc. 2r, puc. 3). bonpmmH-
CTBO MAILIMECHTOB C HEKPO30M MHUOKAapIa, Pa3BUBIINMCS
BCJICACTBHE MUOKApIWTa JTUOO TPOMOOSMOOINH, B TaH-
HYIO TPYIIIIy HE BOIIUIM, ITOCKOJBKY Y HMX OH HE OBLI
m1aBHbIM TIposiBieHueM HKM. MccnenoBanue kopoHap-
HBIX apTepuil IIPOBEOCHO BCeM OOJIBHBIM, 3HAUYMMEINA
aTePOCKIIEPO3 KOPOHAPHBIX apTepHili MMEJICS Y ITBOMX.

Cumnrombl XCH otMmeueHs! y 75% GOJIbHBIX, OMHAKO
TSDKEJION CUCTOIMYEeCKOM MUuchyHKUUKU He ObUIo (Cpem-
s OB 48%, Tabia. 2). XKenynoukoBble apuTMUM ObUIH
HE TaK 4acThl: 10 25% GosbHbIX uMenn XKD 1 HEYyCTOMYH -
By1o KT, MA He ormedeHa HU pasy. CTaOMIbHBIE OTPU-
natenbHble 3yonsl T Ha DKI oTMeueHBI y 3 OOJBHBIX,
30HBI TUnokuHe3uu pu IXoKI™ — y 5. MK uMmrmanTi-
poBaH OmHOII OOJNBHOM C WIIEeMUYECKUM BapUaHTOM
HKM. AntrarperadThl (aCIUPUH) MIOJydaeT IMOJTOBHHA
OoJIbHBIX, BapdapuH Ha3HAUYeH IIOCTUH(APKTHOMY
naiueHTy ¢ Tpom6oMm B Bepxyiuke JI2K u ®B 36% (nau-
XyHOIIei B 3Toit rpyrie). HUKTo W3 malmeHToB He yMep.
CeMeliHBIIT aHaAMHE3 y OOJIBIIMHCTBA HE OTSTOIIEH,
y modyepu OmHOHM maumeHTKU BhIsBieHa IIT mMmoxapma
JIZK. Mytauuu B 3To¥i Tpyriiie Ha JaHHOM 3Talle He BbISIB-
smeHbl. TakuM 00pa3oM, 3TOT BapHaHT XapaKTepH3yeTCs
OTHOCHTEIBHO OJIaTOIIPUSITHBIM TeYCHUEM C IIpeodama-
HUEM CUMIITOMOB MUKPOBACKY/IIPHOI MIIIEMUY HAI IPY-
TUMH, 0oJice TUITMIHBIMH TIPOSBICHUSIMU HEKOMITAKT-
HOII KapaumoMuomnaTuu (apuTMHUSIMHU, TPOMOOIMOOIM-
svu, XCH).

Hau6omnee yacro HKM BrIsiBisiics y OOJBbHBIX C CUH-
apomoM JAKMII (puc. 26). Cpenauii Bo3pacT OOJBHBIX
coctaBui 49 Jer, mpeobnamaniy MyXdYWHBI (Tadm. 1).
Cunmnrombl XCH nmenuch y Bcex O0JBHBIX, TTPENMYIIEe-
ctBeHHO IIA-IIB cramnu, 2 n 3 @K, cpennsasa @B cocra-
Buna 33,3%, cpennuit KJIP — 6,5 cm. Iloutu y moso-
BUHBI 00JBHBIX (n=23, 46,9%) 3adukcupoBaHbl K3,
HeycroitunBas KT (n=23, 46,9%), B TOM 4uciie o TUILY
“mpyaT” B aHAMHe3€ Y OMHOM MaleHTKN. YCTOMYNBOIM
KT ne nabmonanocs. MA 3apukcupoBaHa y TpeTH 00JIb-
Hbix (n=17, 34,7%), nmapoxcu3MajbHas 1 IIePCUCTUPYIO-
mas dopma mo 12,2%, nocrosgHHas — y 10,2%. Y 12
60bHBIX (24,5%) pasBuiach mosHast 6yokama JIHIIT.

Jnst manHoro Bapuanta HKM ObUIM TUITMYHBI TPOM-
6oambonnueckue ocnoxHeHus (n=8, 16,3%) — ocrtpoe
HapymieHne MO3ToBoro KpoBooOpamieHuss (OHMK)
y YeTBephIX; MH(MApPKT MHUOKapna (BeposiTHee BCETO,
9MOOJIMYECKOTO TeHe3a) Y IBOUX; amaurosis fugax BCem-
CTBHE SMOOJIUM B MCHTPAIBHYIO apTepHIO CETYATKU,
9MOO0NIMS B TOYEYHYIO apTepwio. BHyTpucepmedHBIi
TpoM603 BoisiBiaeH y 9 (18,8%) GonbHbIX. Bomee uem
Y MOJIOBMHEI OOJTBHBIX JUATHOCTUPOBAH TaKKe MHOKAap-
aut (n=28, 57,1%), koropsiii B 10 caydasx BepudHrLIupo-
BaH Mopdonorndecku. Y 4 60IbHBIX pa3BUiIcs MH(PAPKT
(Hekpo3) MUOKapma: y 2 Ipu MHTAKTHBIX KOPOHApHBIX
apTepusix, y 2 Ha (poHe 3HAUMMBIX CTEHO30B I10 JaHHBIM
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kopoHaporpadun. MKJl mMmruiantupoBaH 16 mammeH-
TaMm, oIlpaBIaHHEIC IITOKM OTMEUeHH! y 2 n3 HuX. lllecTepo
60abHBIX yMepan (12,2%), ABOUM YCIEIIHO IIpOBeIeHa
TPaHCIUIAHTAIIUS CepIIIa.

CeMeifHBIIT aHAMHE3 OTSTOLIEH Y 8 OOJIBLHBIX JAaHHOMN
rpynmiel. Ha ceromHsT BBISIBJICHO IBE ITATOTCHHBIC MyTa-
nu (B reHax DSPwu TTN) n omna VUCS B rene MyBPC3.
V 6oabHOrO ¢ Mmyranueii B reie 77N u3BeCTHO O HaJlU-
yun HKM y 6para.

HKM He Ob11 paHee TMarHOCTUPOBAH U CTaJl HAXO-
KOi1 y OOJTBHBIX ¢ OCTPHIM HJIM MOTOCTPHIM MHOKADIUTOM,
OIpeNeNIABIINM KapTUHY 3aboneBanus. CpemHuit BO3-
pact coctaBui 44 roma, IIpeob1amaay My>KYnHEI (Taoir. 1).
B sT10i1 Tpymme oTMedeHa HambOojiee HU3KAs MCXOTHAS
®B, y 11 u3 14 6onbHbIX (78,6%) oHa Obuta HyXe 35%.
JnarHo3 MUOKapIWTa COMHEHWII HE BBI3BIBAN. B €TI0
IIOJIb3Y CBUACTEIBCTBOBAIIM OCTPOC HAyajJo M JeTKas
cBs13b ¢ OPBU, GricTpoe pasBuTHE TSKEJIOM JEKOMIIEH-
catmu (XCH 3-4 ®K, cpegusaa @B 29,3%, KIAP JIK
6,25 cM) B COYETAHMU C XM3HEYIPOXAIOIMIMMU apUTMU-
amu (dactast KO y 43%, neycroituubasgs XT y 8 uz 14
60abHBIX (57,1%), ycroitunBas KT u AB-6okana 11-111
CTEIIeH! Y OTHOTO0); IIPU3HAKHN BBIIIOTHOTO TIepUKapINTa
y 3, oOHapyxXeHHMe B KPOBU TeHOMAa BUpYyca DIINTEHHA-
Bapp y 3, cybsnukapnuaibHOe OTCPOYCHHOE HaKOILIC-
aue npu MPT/MCKT; BbICOKHME TUTPHI aHTUKApANATIb-
HbIX aHTUTeNA. B To ke Bpems mapokcuzMmajibHas MA
ycresa pa3BUThCS JUIIb y 2 60abHbBIX (18,2%), uTo moxn-
TBEPKOAJIO OCTPOTY ACKOMIICHCAIIUW. JIMarHO3 aKTHUB-
HOTO MMOKAapIuTa TOATBEPXKICH MOP(OIOrnIecKr
y 7 60abHbBIX (50%), reHoM mapBoBupyca B19 BbissBieH
B MHOKapIe y 2 U3 HUX.

Y Bcex MalMeHTOB CaMOUYYBCTBHE U IEPEHOCHMOCTD
Harpy30K OCTaBaJIMCh XOPOIITUMU VTN YIOBICTBOPUTEIb-
HBIMU HertocpenctBeHHO 10 OPBU (oTMedeHa B mebrote
6ose3nn y 8 60mbHBIX), T.c. HKM mpakTtndeckn cebst
He TPOSBIISI. JIUIb TpouM OOJBHBIM paHee BBHITTOIHS-
nmack OxoKT, 3amomo3pena 'KMII, ognako ®B ocrasa-
Jack HopManbHOM. DKI' Obl1a 3HAUNTENIHHO M3MEHEHa,
OIHAKO TABHOCTb 3THUX M3MCHEHUI HEM3BECTHA: XapakK-
TepHbI Tpu3Haku runeprpodun JIXK (n=8, 57,1%), Heno-
cTaTouHOe Hapactanue 3youoB R (n=7, 50%), Huskuii
Bojibrax QRS u maronornueckue 3yoinl Q (n=3, 27,3%),
otputarenbHbie 3yousl T (n=7, 50%), moabeM cerMeHTa
ST (n=3, 21,4%). XapaKTepHbIM MPOSIBIIEHUEM MHOKAP-
nuta Ha ¢oHe HKM Obu10 pa3Butre ocTporo nHdapkra
(Hexpo3a) MUOKapma y 5 OONBHBIX, Y YETBEPHIX NP
WHTAKTHBIX KOPOHAPHBIX apTepHsIX, 9YeMy CIIOCOOCTBO-
BaJIM TPOMOO3BI MHUKPOCOCYIOB C YCYT'yOJICHMEM pac-
CTPOICTB MUKPOIUPKYIISIINH (puc. 4). HeTBepo mamnmeH-
TOB MAHHOM TPYMIIBI yMEpJo, B T.4. OBOEC BHE3aITHO
Ha ¢oHe uHdapKTa, ogHa OT TepMuHaIbHOIT XCH.
YV onHoii 605bHOM BEIIBIIEHB MyTaums 1 VUCS B reHe
MyBPC3, ceMeiiHBIN aHaMHe3 He OTSTOIICH.

JOBOJILHO YacTO HEKOMIIAKTHBIN CJI0Mf MMoOKapma
(mocturaromuii KpureprieB HKM) BeIIBIISICS Y 00JTB-

Puc. 4. dupommokapamanbHas 6uoncus MX y 6onbHoro ¢ HKM 1 myokapamTtom.
Okpacka remaToKCWUINH-303MHOM, 6onblioe yBenuyeHwe. MepuBackynspHas
N MexyToyHast UHGUALTpauMs nuMdoLumMTamMn, Hekpos, TPOMOOBACKYNNT, ymMe-
PEHHBbI MENKOOYaroBbI kaparocknepos. MeHoOM KapAMOTPOMHbIX BUPYCOB METO-
nom MUP B Mnokapae He BbisiBneH. Mukponpenapatbl U 3akniodeHne — npod.
E.A. KoraH.

HBIX ¢ JpYTHMH TEePBHYHBIMH KapIHOMHONATHSIMH
(puc. 2B). D10 BrOpoOli MO yactore BaprmaHT HKM: oH
IUaTHOCTHPOBAH y 25 YeJI0BeK, CPEIHUI BO3pacT KOTO-
pBIX cocTaBui 42 roma, mpeoOjamaay KCHIIWHEIL.
B rpymmy Bomum 9 mammeHtoB ¢ coderanumeMm I'KMII
un HKM, 8 — c coueraHnemM mOCTOBEPHOI WK BEpPOSIT-
Hoit AITTK u HKM, 4 — ¢ couetanuem PKMIT u HKM
(B onHOM ciydyae — capKouao3a cepaua), 3 — ¢ coueTa-
HuemMm HKM u nepBUYHON MHOAUCTPOPUM U OAUH —
¢ 6onesnpio Janona u HKM. CewmeitHbiii aHamMHe3
otsiroiieH y 10 6onbHbIX (40%). [laToreHHBIe MyTaluy
BbIsIBIIeHBL ¥ 9, ew€ y nBoux — VUCS (cymmapno 44%,
HaMOONBIINI TIPOIICHT MyTalldii CPeaId BCeX BapHMaHTOB
HKM), B 1.4. myranuu B TreHax MyBPC3 (GonbHEIC
¢ 'KMII, PKMII n Bepostroit AITTXK), MYH7 (y Toit Xe
6ompHOIT ¢ AIITXK), DES (2 GONBHBIX C MUOIHCTPO-
dueit) u LAMP2 (maumeHdT c 6onesnbio Jlanona). [Tpu
5TOM MHOKAPAUT AMATHOCTUPOBaH y 12 60sbHEIX (48%),
B T.4. BepuuuupoBad mopdonorndeckn y 4 (16%,
puc. 4).

Knuanyeckn M OBUIM CBOMCTBEHHBI BBIpasKeHHAsI
XCH (v 80%), npeumyiiectserto I1IA u 1Ib cramgum, 2
u 3 ®K, B coueTaHNM C aTrPeCCUBHBIMU XKeTYTOIYKOBBIMU
aputmusmu — KD (68%), HeycTOMYMBOM U YCTOMYUBOIL
KT (44 u 32%), B T.4. KIIMHUYECKAsI CMepTh (YCTIeIHast
peaHMMAaIus B ABYX CIIy4asix) y Tpoux, Tabnmiia 2. dedu-
OPWLIATOPE UMIUIAHTAPOBAHEI 13 OOJIBHBIM, OTIpaBoaH-
Heie mwokn MKJI 3adpukcupoBanbl y 6; yMmMepiuuii BHeE-
3armHo OonpHON ¢ AHNIZK, HKM wu Muoxkapautom
oT 3aMeHbI ctuMysisitopa Ha MK/ oTkasbeiBascs. B To xxe
BpeMs y 41,7% nauueHToB BoisiBieHa MA. TpoM603MG0-
JIMYECKUE OCJIOXHEHUSI pa3BMIUCh B 16% — y omHoit
6oabHOM ¢ TKMII Hannune HKM ocnoxxHMIOCHh pa3Bu-
THEM 3MOOJIMIECKOTO MH(MAPKTa W MHCYJIbTa, KOTOPBIC
cramu npuamHoii cMmeptu. OHMK »smbGomamndeckoro
reHe3a pasBWJICS y 2 TMAaIlMEHTOB, HEKPO3 MHOKapma —
y 1. TlpmynHaMu cmepTy 6 GOJIBHBIX OBIIM BHE3aITHAasI
aputMudyeckasg cMmepth y 2, OHMK y 1; couyeranue
OHMK wu uHpapkra y 1, remopparmyeckuii OHMK
TOCJIe TpaHCIUTaHTalMK, TepMuHaIbHass XCH ¢ mHeBMO-
Hueil. Eme 3 60JbHBIM TpaHCIUTAHTAIIMS CepaIa BEITION-
HeHa ycriemrHo. Takum oOpa3oMm, yacToTa HeOJaronpu-
SITHBIX MICXOIOB cocTaBwia 36%.
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Yactota Ha3Ha4YeHUs1 OCHOBHbIX KAPAUOTPONHBIX NpenapaToB ¥ UMMYHOCYNPECCUBHOW Tepanumn
y 60NbHBIX C pa3NIM4YHbIMK KNMHUYeckumu BapuaHtamu HKM v T JIXK

KnuHuyeckuii BapuaHTt ~ BeccrMnTOMHbIA - ApUTMUYECKUI NBC

MHrmbutopsl AMNd 0 33,3% 25,0%
B-6n0kaTopbl 0 44,4% 50,0%
CnnpoHonakToH/ 50,0% 0 25,0%
3nNepeHoH

AmM1OJapOH 0 22,2% 37,5%
BapdapuH/HOAK 0 33,3% 25,0%
AcnupuH 0 111% 37,5%
net 0 278% 0

Ta6bnuua 3

OKMN OcTpblit/ CoueTaHvie nr

noaoCTPbIA ¢ apyrumm KMI

MUOKapauT
79,6% 85,7% 40,0% 476%
79,6% 85,7% 56,0% 73,8%
73,5% 85,7% 64,0% 476%
44,9% 50,0% 52,0% 35,7%
571% 71,4% 40,0% 19,0%
16,3% 1% 20,0% 11,9%
42,9% 64,3% 28,0% 35,7%

Cokpaluenus: HOAK — HoBble opasbHble aHTuKoarynsHTel, MICT — MMMyHOCYnpeccuBHas Tepanus.

60

56
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40
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20

10

ApUTMUYECKUI “UBC” JAKMIT OCTpBIii/TTIOOOCTPHII CoueTaHue
MMOKapIUT ¢ npyrumu KMIT
Il ©®Bucx. [ ®Bok.
60 60
55
50
30 <005 p<0,05
45
40 40
p<0,05 35
30 — 30
25 —
20 — 20 —
15
10 — 10
5
0 — 0 —
OB menee 45% OB 45% w 6onee uAIll®/b-Ab  Be3 nAll® u b-Ab bes b-Ab Bes nAIl®
Puc. 5. InHamvka @B y 6onbHbIx ¢ HKM B 3aBUCUMOCTU KIIMHUYECKOV GOPMbI (BEPXHUI PSILL), HANMYMS CUCTONMYECKOW AMCHYHKLMM 1 06bema Tepanim (HUXHWIA psg).

JAuHaMMKa CTPYKTYPHO-(YHKIMOHAILHBIX MOKAa3aTeseil
npu pa3nmuHbix Kimamdecknx ¢dopmax HKM. Menuka-
MEHTO3HO€ JIEYEHUE MAlMEHTOB C Pa3IAYHBIMU KIVNHU-
yeckumu ¢popmamu HKM, a takxke ¢ I1T JI2K npeacras-

smeHo B Tabmmite 3. [Mpun ananmmze nuHamMuk @B 1 KIIP
JIK y GompHBIX C pasznuyHbiMU BapuaHTamun HKM
noctoBepHoe Bo3pactraHne DB oTmeueHO TONBKO
B TPYTIIE OOMBHBIX C OCTPHIM/TIONOCTPHIM MUOKAPIUTOM
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HNKI/CRT-D OrnpaBaaHHbIE LIOKU
0e3 orpaBIaHHbBIX nebubpusuisitopa
cpabaTbIBaHUI 5% YcneurHas
19% TpaHCILIAHTALIHSI
/ 4%
PUA
/4%
Cwmeptb or XCH,
UM, OHMK
7%
CMepTh
14%

BCC 4%

OTcyTCTBHE NCXONOB
U BMEUIaTeIbCTB
54%

Puc. 6. Vcxonpl 1 BMeluaTenscTea y 60nbHbix ¢ HKM.

(or 27,3% mo 39,2%, p<0,05, puc. 5). Ommuusa 3T0it
TPYIITEL OT OCTAJBHBIX COCTOST MMEHHO B TIPUCOCOUHE-
HUA MHOKAPIWTA, KOTOPHEIX B OOJBIIMHCTBE CIyJacB
aKTHUBHO JICYWJIN, Hapsiay ¢ ipoBencHueM Tepanuu XCH,
a Takke B HamMeHbIneir ucxomHoit @B (tabm. 2), uro
B COYCTAaHUU C OCTPOTOM pPa3BUTHUS OEKOMIICHCAILINU
obecreynio XOpoIlIme pe3ylbraThl JiedeHus. OmHaKO
1 TIPU BCEX OCTAIBHBIX KIMHNYECCKNX (PopMaxX BBISBICH
HemocToBepHBINT mpupoct ®B: mpu cpemHeMm cpoke
HaOmtogeHus 15 Mec. He OTMEYeHO TEeHAEHLUM K TIpo-
TPECCUPOBAHUIO CUCTOJIMYECKON NUCHYHKLUU y OOJIb-
Hbix ¢ HKM, pucyHox 5.

Hcxonpl 1 BMeHIATENLCTBA B IEJIOM Cpead OOJIbHBIX
peructpa (puc. 6). MK] ycraHoBieHBl 28 OGOJBHBIM
(24%), y 6 uenoBek (21% 0GONBbHBIX C YCTPOMCTBAMU WA
5% w3 Bcero uucia 00JIbHBIX) 3a(MKCUPOBAHBI OIPAB-
madubele moku. PYA mposeneHa B 4,3%. Y T10J0BUHBI
OOJIPHBIX HA JaHHBIIT MOMEHT MCXOIOB M BMEIIIATEILCTB
He oTMedeHo. JleTanbHOCTh cpenu Beex 0obHbIX ¢ HKM
MIpY CpeIHeM cpoKe HaboneHust 15 mec. cocrasuina 14%
(16 GonpHbIx). TpaHCIUIAHTALMS CEPALA BBIIOJHEHA
6 GonbHBIM (B cBsi3U ¢ TepmuHanbHOM XCH msarepbimM
1 B CBSI3U C MACCUBHBIM BHYTPHUCEPICIHBEIM TPOMOO30M
Ha (oHe HeKypaOelbHOIl MeplaTeIbHOM TaXMapUTMUU
omHoi1). Cpenu IIpUYMH CMEPTU Ha IIEPBOM MECTE CTOSIT
tepmuHanbHast XCH (7 GONBHBIX, HEIIOCPEACTBEHHOM
MMPUINHON CMEpPTH CTajJd ITHEBMOHMS W BKCTpECHHAS
abmoMMHAJbHAST OIepallis y IBYX OOJBHBIX) 1 BHE3all-
Hasg apuTMUYecKass cMepTh y 6. OgHa cMepTh pa3BUIaCh
BCJICACTBME SMOOJIMYECKOTO WH(MapKTa MHOKapaa
1 WUHCYIBTa, eng ogHa rmocie OHMK, ogHa mocie TpaHc-
IUTAHTAIIAY CepAIIa.

CpaBHHUTEIbHAS XAPAKTEPUCTHKA OOJNBHBIX C TOBbI-
menHoii TpadekyusapHoctbio JIZK. Boibie IOTOBUHBL

OmnpaBaaHHbIe
woku, cMepth oT XCH

2%

CwmepTtb nocie
TpaHCIUIAHTALIUKA

1%

6oabHbix ¢ IIT JIXK (57,14%) wumenu npusHaku XCH,
B T.4. 26,2% — 11b ctamuu, 9,5% — 1 cranuu n 19,0% —
IIA crapun, 1®K no NYHA — 9,6%, 2K — 23,8%,
30K — 21,4%, 4®K — 2,4%. B cpaBHenuun ¢ HKM
BeIpaxkeHHOCTh XCH B IIetoM oKazaiach JOCTOBEPHO
Menbire (tabdmn. 1). Cpenaue DxoKI mapameTpsl y 0071b-
HBIX, KaK 1 npu HKM, oTpaxanu nuiaatauuio Ipeumy-
IIECTBEHHO JICBBIX OTHEJIOB, OMHAKO CTCIICHL ee ObLia
HECKOJIbKO MeHbIle, a ®B — HemocToBEepHO BEHIIIE
(44,6%). Ilpaktuyecku B 2 pa3a pexe BCTpeYalIUCh
ycroiiunBas u HeyctoiuuBas KT (B omHOM ciiydyae 3To
ObUTa TaxWMKapAausg TUIA “TIMpYy>T” ¢ TpaHchopmalmein
B GUOPMIUIALINIO XKeTyIOYKOB, KYITUPOBAaHHAsI SJIEKTPO-
UMITYJIbCHOI Tepamueit), a Takke MA, KoTopasi BBISIB-
JIeHa JINIIb Y 4 TTaIMeHTOB (TpereTaHne Ipeacepauii —
emle y nsoux). [lonnas 6inokana JIHIIT BeisiBnenay 7,1%,
AB-6mokana (I-11I crenenn) y 21,5%, CCCY y omHOro

(2,4%).
[IposBeHMit nieMny MHoOKapaa B TaHHOM TPyIIIe
MOYTH HEe HAOIIOmalloch — CTEHOKApOWs OTMeYasach

Yy OHOTO 00JILHOTO, KJIMHMKA MH(apKTa MUoKapaa pas-
BWJIACH JINIIG Y 00bHOM ¢ cuHIpoMoM Yapmk-Crpocca
MPU UHTAKTHBIX KOPOHAPHBIX apTepusix. BHyTpucepneu-
HbIii TPOMOO3 BBISIBJIEH Y IBOMX, TPOMOOIMOOIMYECKUE
OCJIOKHEHUSI OKA3aJIMCh HEXapaKTepHbIMU JJISI TTallUeH-
TOB JaHHOI TPYIIIBI (KpOMEe OTHOM OOJIBHOI C peruaun-
BHUPYIOIIEH TpOMOO3MOOIMEH JIETOYHOM apTePUH).

CeMeiHBIN aHaMHE3 110 KapIUOMMOIIATUSIM OTSITO-
1IE€H Yy ABYX OOJbHBIX, B TOM YKCJI€ Yy MaTepU OIHOM Tal-
eHnTku BoIsiBIeH HKM. IlaToreHHBIX MyTallMii Ha IaH-
HoM sTane [JHK-guarHoctTuku He BBISIBIEHO HU Y KOTO,
b VUCS B rene MYH7'y omHOI OOTBHOIA.

B maHHOIi TpyIiie BCTPETUIUCH BCe 6 KIMHUYECKUX
BapuaHTOB (popM, clicHapHueB TMATHOCTUKH), BBIICIICH-
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Hbix ipu HKM: 6eccumnromusiii (n=1, 2,4%), aputMmu-
yeckuit y 13 6oabHbiX (n=13, 31,0%), uinemMudeckuii
(n=1, 2,4%), cungpom AKMII (n=19, 45,2%), IIT
y OOJIBHBIX C OCTPBHIM/TIOODOCTPHIM MUOKApOIUTOM (n=4,
9,5%) 1 B coYeTaHUU C OPYTMMU KapAUOMHUOMATUSIMU
(n=3, 7,1%) — KaTexoJaMUH-UHAYLHXPOBAHHOI (B pam-
Kax nBycTopoHHeH (eoxpoMonuTombl), TKMII. Cpenu
CTPYKTYPHO-(PYHKIIMOHAJBHBIX (PEHOTUIIOB IIpeobda-
nan, kak u B rpyrmne HKM, nunataliuoHHBIN ¢ SIBJICHU-
avu XCH, umremMudyeckuii BapuaHT oKa3ajicsd HauboJiee
penkuM. MHUOKapOWT AHUATHOCTUPOBAH y ITOJIOBUHBI
60abHBIX (59,5%).

IIpu olleHKe ITWHAMWKK y YacTH OOJBHBIX (n=12)
rpyrmmbel IIT 3a cpoxk 20,6+18,85 Mec. HaOmomeHUs
B CpemHEM OTMEUYCHO HOCTOBepHOe yBenmdeHue ®B (ot
39,9£14,96% no 44,42+13,57%, p=0,042), nocToBepHOIA
pasuaunsl B KIP JIK He BrIsIBIIEHO.

Kannanyeckas kiaaccudukanus HKM y B3pociabix.
C yd4eToM BCEro BHIIIEH3IIOKEHHOTO IIpeajiaraeM
HECKOJIBKO TIepepaOOTaHHBII 1 TOIIOJTHEHHBIN 1O CpaB-
HeHuio ¢ 2012r BapuaHT Halleil KIMHUYECKON KItaccu-
¢ukauuu HKM y B3pocibIx:

1. beccuMNTOMHBIN BapuaHT.

2. MzomupoBaHHBII apUTMIYECKUI BapHUaHT (C MUO-
KapAauTOM U 0€3 Hero):

* W30JIMPOBaHHAS MeplaTeIbHas apUTMUS,

* IKEJTYyOOYKOBAsT 3SKCTPACHCTOIUS/HEYyCTONUNBAs
XT;

+ ycroitunBas KT /pubpuiuIsims XKeTyI09KoB/BHE-
3aITHas cepacyHas CMEepTh;

* COYCTAHME XEIYITOYKOBBIX M HAIXKETYIOUYKOBBIX
ApUTMMUIA;

* CcoueTaHME HApYIICHWA pUTMA W IIPOBOIMMOCTHU
(6sokansl HoxXek, AB-6okana).

3. MmemMndecKkuii BApMAaHT:

* MMKpPOBACKYJISIpHASI CTeHOKapausl (C MHOKapIu-
TOM 1 O€3 Hero);

* uH@apKT MuokKapaa (3MOOIUUYECKUIA, BCIEACTBUE
MUOKapAuTa, aTepoCKIIepo3a);

* coyeTaHME MUKPOBACKYISIPHON CTeHOKApINU
" nH(apKTa MIOKAap/a;

* MIIEeMUYECKUE MposiBieHus Tpu couetanun HKM
1 KOPOHAPHOTO aTepOCKIIepo3a.

4. TpoMbOOSMOOIMUECKUIA BApUAHT.

5. OCTpBIN/TIOOOCTPBIII MUOKAPOINT y OOJBHBIX
C HEKOMIIAaKTHBIM MHOKApIOM.

6. Cunapom JKMII (“HekoMIIaKTHAas KapaXOMHUO-
matust”):

* ¢ MHOKapIUTOM;

+ 0e3 MHOKapauTa.

7. HekOMIaKTHBII MUOKapI B COYETAHUM C NIp. Kap-
THOMUOIIATHSIMY,/TIOPOKAMU CepIia:

* ¢ rurneprpodudeckoit Kapauomuonatueit (1 ee
deHOKOTIMSIMU)

* C PECTPUKTUBHOM KapaIUOMHOIIATHEH (IIepBUIHOM
1 BTOPUYHOI);

« ¢ AIITXK;

* ¢ CHCTEMHBIMU MUOTUCTPODUIMU;

* ¢ KaHAJOIMATUSIMU (CMHIPOM YIJTUHECHHOTO MHTEP-
Baa QT, bpyrama n mip.);

* C BpOXIeHHbIMUM mopokamu cepaua (JIMIIII,
JAMKII, cTreHo3 JIeTOYHOM apTepuu U TIp.).

OTHonornyeckne BapuanTel cuaapoma HKM:

1. IlepBuuHBIT (TeHETUYECKNA IeTCPMHUHUPOBAH-
HbIA):

* TeHETUYCCKU BepU(PUIIMPOBAHHBIM,

* TEHETUYECKU He BepU(DUIINPOBAHHBIN.

2. BropwuHbIil (BCIEACTBUE TsDKEIOit MUCHYHKIIUNI
MuoKapmna)?

Knaccudukanys no creneHu BBHIPAXKEHHOCTH HEKOM-
MNAKTHOTO CJI0A:

1. TloBbllIeHHas TpabeKyJSIpHOCTb MUOKapaa (COOT-
HomreHue oT 1:1, Ho MeHee 1:2).

2. HexoMmnakTHbIiI MUOKapn (COOTHOILUIeHHe OoT 1:2
u 6oee).

06cyxaeHue

B mipencTaBiaeHHBII pETUCTP K HACTOSIIIEMY BpEMEHN
BKJII0YEHO 116 B3pOCIbIX MALIMEHTOB, COOPAHHBIX B TEUe-
aue 10 et (c MOMEHTa TTOCTAHOBKM HAMM TIEPBOTO IMa-
rHo3a HKM) Ha 6a3e ogHoOi1, OTHOCUTEIbHO HEOOJIBIION
TepaneBTU4YecKoil KinHuku. B 70% nuarHos3 mocTaBiieH
HaMH BIIEPBBIC, B OCTAJIBHBIX CIyJasx OOJIbHBIC HATIPaB-
JIEHbl B KJIMHUKY YyX€ mocie BbIsiBIeHUs1 y Hux HKM.
B cBs13u ¢ 3THM B TIEepBYIO OodYepenb 3aciIy:KMBaeT 00Cy-
XKneHust Bormpoc o yactore HKM kak TakoBoro
1 00 3(p(PeKTUBHOCTH €T0 IMarHoCTUKU. B ob1ieii momy-
JISIAM €70 4acToTy olleHmBaioT Ha yposHe 0,05-0,25%
B ron, [12]. Ogxako npu ucciaeqoBanuu 1651 BomoHTepa
crapmre 40 JgeT 0e3 KapOWOJOTMYSCKOTO aHaMHe3a,
HO C TIOBBIIIEHHBIM ypoBHeM BNP udactoTa BBISBICHMS
3-x kputepueB HKM cocrasuna 4,3%, a Bcex 4-x — 1,3%
[13]. Cpenn manuenTtoB ¢ JIKMII 4yactoTra BBISIBIIEHUS
HKM nocruraer 24% [14]. Dtu umdpsl yxe BecbMa
OJIM3KM K TOMY, C YeM CTaJKMBaecMCsl MBI, IIeJieHAIlpaB-
JIEHHO 00CIenys MMOTOK OOJBHBIX ¢ “UAMONAaTHIeCKUMU”
HapymeHussMu putMma, cuHapomoMm JAKMIT um XCH.

Yucao ManmeHTOB B HAIIEM PETHCTPE COIOCTAaBHMO
C BEAYLIMMM MEXIYHAPOOHBLIMU PETUCTPAMM: aBCTPUIi-
ckuM (n=273 [3]), routaaackuM (n=327 [15]), uTanbsH-
ckuM (n=113 [16]), smonckum (n=82 [17]), amepukaH-
ckuMm (n=121 [18]) m mp. HabGop mammeHTOB B OXHOM
LEHTPe TaeT HECOMHEHHBIC IIPEUMYIIECTBA ¢ TOUYKHU 3pe-
HUS YHAGUKAIIIY 00CISIOBaHNS 1 TTOIXOI0B K BEICHUIO
OOJIBHBIX, BO3MOXHOCTH IJIUTEIIFHOTO HAOTIONCHUS; TIPA
3TOM pUCK TunepauarHoctuku HKM mumHMMuU3upo-
Bajicsl Onmarogmapst mpoBeaeHuio MPT cepaiia B pa3HbIX
IEHTpaX; B CIIOPHBIX CIyJasX OLIEHKAa MTAHHBIX MCCIICIO-
BaHMSI TIPOBOAMJIACH CICIHANNCTAMUA Pa3HBIX IEHTPOB
¢ 00OCyXXIeHIEM U BBIpaOOTKOM emmHOro MHeHMsI. Ode-
BuaHO, yactota HKM cpenn B3pOCIHBIX CYIIECTBEHHO
BBIIIIE, YEM 3TO IIPHHSITO CYUTATh — OIIMOKM B TMArHO3¢
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HKM pocrturaior 90% [19], uTo menaeT 0COOEHHO aKTy-
aJIbHBIM OITMCaHME KIIMHNICCKIX BApHAHTOB (CIIcHApUEB
nuarHoctukn) HKM.

B 2015t Towbin JA BeIIENMI Cleqyomne 7 MTOATUTIOB
HKM c paznuuHbIMH McXomaMu: n3oaupoBaHHblii HKM
JIK (6eccMMIITOMHBIN BapuaHT ¢ HOPMaJIbHOM (DYHK-
umeit JIXK, 25% cpenu nerteii); uzoiaupoBaHHbiii HKM
JIK ¢ aputMusIMu; auiaTallMOHHAsI, TUNepTpoduue-
ckasl, cmelaHHasl, pectpuktuBHast ¢opmbel HKM JIK;
HKM JIXX B coueraHuM C BpPOXIEHHBIMU ITOPOKAMM
cepama; IPaBOXEITYIOIKOBBIM WIIM OMBEHTPUKYJISIPHBIMA
HKM [9]. Beimenernne 6eCCUMITOMHOM 1 apUTMIYECKOI
¢dopM IPUHIINIIMAIBHO U COIIACYEeTCS ¢ HAIIUMM JaH-
HeiMu — HKM 6e3 oueBugHOi AuchyHKIMNA MUOKapaa
HE eCTb OCHOBaHME MJIs oTKa3a oT auarHoza HKM, stu
(G opMEBI TaKKe SBIISIIOTCS YaCThIO IIOHSTHUS “HEKOMIIAKT-
Hasl KapAMOMHUOIIATHSI”, KOTOPOE HEpEmKO IIpemiaraioT
KCIIOJIb30BaTh JIMIIb M0 oTHOIIeHUI0 K HKM ¢ cuHapo-
moM JJKMII.

B oroit xmaccupukanym Towbin JA TIOIHOCTBIO
OTCYTCTBYIOT MIIeMudeckue (Gopmbl 60yie3HU (B T.4.
HKM c undapkTomM Muokapaa), XoTst KIMHUYECKA OHU
OYEeHb CBOCOOpPA3HHI M MOTYT HE MMETh KaKOTO-JIM0O
orpenereHHOro MOpdOdYHKIIMOHATHLHOTO (hEeHOTHTA;
HE YIIOMUHAETCS] MUOKAPAUT, KOTOPbI OKa3bIBAET CYILIE-
CTBEHHOE BIMSHHE, KaK Ha (peHOTUNI OOJIe3HH, TaK
M Ha ee TCUYCHHWE U IIPOTHO3; HE HAXOMSIT OTPaKCHMS
IIOrpaHNYHbIC (DOPMBI, KOTOPBIC Y 3HAYNUTEITLHOM YacTH
OOJIBHBEIX MOTYT paccMaTpUBaThCs KaK 0Oojiee MSTKas
dopma HKM (TIT), a Takke BOBMOXXHOCTh BTOPUYHOTO
(mpuobperenHoro) cmHapoma HKM, KoTopyio MEI
HUCKITIOYUTH He MoxeM. He yrroMmHaeTcst 1 BO3MOXHOCTH
coueranuss HKM c AJITT2K, a Takke ¢ KaHaJIONaTUSIMMU.

bonbHbIX ¢ KaHanomatusimMu U HKM Mbl moutu
He HaOJTIoaIN, OMHAKO B INTEPAType UMEIOTCST YKa3aHMS
Ha BO3MOXHOCTbH coueTtaHusi HKM ¢ cunapomom Bpy-
rama, OoCOOCHHO YacTO B SIMOHCKOM Tmomyisunuu [20],
CHHAPOMOM yIMHeHHOro mHTepBaia QT, cBsI3aHHOTO
C MyTalueil B reHe a-CyObeIMHUIIbI KaJueBOro KaHaja
(KCNQI) [21], ¢ oOycoBICHHOIT MyTallneil B TeHe Kap-
ITWAIBHOTO PUAHOOTWHOBOTrO perenropa (RYR2) monu-
Mop(dHOI KaTexoJlaMUHEepTrUUecKoi Taxukapaueit [22],
ITO3TOMY TaKWe BapHUAHTBI MBI TOKE BHECII B KJIacCU(H-
Kaumio. B memmarpudeckoil MpakThKe KIacCH(DUKAIIMS
HECKOJIbKO YIIPOIIeHAa M BKIIOYACT W30JMPOBAHHBIN
(22,6% w3 155 nereit c HKM), nunaraumonnsiit (58,7%),
runeprpodudeckuit (11,0%), pecrpuktusHbiii (1,9%)
U IIpoMexyTouHblit (7,7%) denorursl, [23]. B aBcTpuii-
CKOM PETUCTPE BBIIEICHEI T¢ Xe 4 OCHOBHBIX (peHOTHIIA
0€3 PECTPUKTUBHOIO C 4acToToil 29%, 46%, 8% wu 17%
[3]. B 11e71oM 3T COOTHOIIIEHUST OYeHb OJIM3KU K HAIITNM.

Towbin JA cuutaer Bce ykazaHHbIE BapuaHThI (HoOp-
mamu camoro HKM, HekoMnakTHO#I KapaAMOMUONATUH,
1 He pacliecHMBAeT UX KaK IIPOCThIC COUYeTaHUs. MBI CUM-
TaeM, 4to y 60MbHBEIX ¢ [KMII (B T.4. ee peHOKOTIM-
sIMU — 00J1e3Hb10 JlaHoHa, HanpuMep) 1 PKMIT (B T.4. ee

BropuyHbiMu ¢dopmamu, PKMII B pamkax OoJbIINX
TCHETUYCCKNX CUHIPOMOB HaIlpuMep, CUHApOMA
Hynan), a takxxe IKMII B pamkax AIITT2K, mepBUYHBIX
MHUOTUCTPOGHiT MOXHO TOBOPUTH O COYECTAHUSIX IOBYX
KapauommoraTuii. CkazaTh, B KaKoil CTEIICHM OmHA
MYTAaIIs MOXET OIIPENeIsATh cpa3y Bech (PEHOTHII, OYCHD
crmoxHo. OmHAKO WMEHHO Y OOJNBHBIX C COYCTaHHEM
HKM u npyrux kapauoMuonaTuii okasajgach HauOOIb-
el 9acTora ceMeHHBIX (POpM U ITOISI CapKOMEPHBIX
MYTAaIlii, 9TO ITONTBEPKAACT eNMHCTBO MX IaTOTcHe3a.
B snonckom peructpe HKM mosst capkoMepHBIX MyTa-
uuit cocraBuna 27% [17], B romnanackom — 71% cpenu
Tex 32% GOJBbHBIX, Y KOTOPbIX BepU(ULIMPOBAHBI MyTa-
muu [15]. ¥V 6ombHbIX ¢ TIT Hamu Toxe BeIstBIeH VUCS
B CapKOMEpPHOM TeHE, OTMEUCHBI CITyJan ceMeifHOiT Kap-
TOMMOTIIATHM.

VY namuenTtoB ¢ cemeiiHoit ¢opmoit HKM MmoxHO
MPOCIIEANTh HEKOTOPEIE 3aKOHOMEPHOCTH B HACJIEIOBa-
HUU (EHOTHIIA: ¥ OOIBHBIX C AaPUTMUYECKIM BapUaHTOM
HKM B cembsix HaOMIOMAINUCh TOJIBKO CIy4yan BHE3aITHOM
cmeptr (He XCH), y manueHToB ¢ dheroTuriom JKMIT —
cmeptu ot XCH m, TIpedrtooXuTenbHO, BHE3aITHbBIC
cMepTH (4TO TUIIMIHO M IS OOJBHBIX C BBIPAXKCHHOM
XCH). B cembsix ¢ 6 popmoit (HKM B coueranuu ¢ apy-
TUMM KapINOMHUONATUSAMU) OTMEUYCHEI HE TOJIBKO CITydan
BHe3aImHoIt cMepTy U cMepT oT XCH, HO 1 coueTaHMs
I'KMII (y 6omee MoJompix pomcTBeHHMKoOB) 1 HKM
(y 6osee cTapIiimx) B OMHOIT ceMbe, a TAKKE IIOCTETICHHAS
TpanchopMmauus ¢peHoruna 'KMII B HKM y ogHoro
¥ TOTO Xe OOJIBHOTO. DTU (PAaKTHI TOBOPAT O HECOMHEH-
HOIi TEeHETUYECKOI MPeapacnoyioKEeHHOCTH K Pa3BUTUIO
TOM MU WHO# KimmHM4YecKoit dopmer HKM.

C npyroii CTOPOHBI, CYIIIECTBEHHBIM MOIN(MDUKATOPOM
KapTUHBI 00JIe3HN SBJISIeTCI MHOKapauT. B mureparype
onucanus coueranuit HKM ¢ Muokapautom emMHUYHBI
[24, 25]. CymecTByeT MHEHHME, 4TO IIPU MWOKApIUTE
HKM BTOpMYEH U yXOOUT MO MEpE pa3pelleHns] MUOKap-
nuta. OmHAKO HAIIKM JTaHHBIC TOBOPSAT O TOM, 4TO IIPH-
3Haku HKM coxpaHsoTcs gaxe MpU yCIIEITHOM Jieue-
HUU MOPDOIOrMYECKN BepUDULIMPOBAHHOTO MUOKap-
nuta, nepBuuHasi npupoma HKM y yactu 6G0JbHBIX
JoKa3zaHa OOHapyXeHMeM MaTOreHHBIX MyTauuii [7].
B T0 Xe Bpems ycmenrHoe JiedeHre MIOKapANTa JaBajio
BO3MOXHOCTh CYIICCTBEHHO YIYYIINTH CTATyC OOJTBHBIX
¢ HKM (Bkmouast moctoBepHoe Bo3pactanue DOB).
VY GonbHBIX 0€3 MHUOKapaAUTa TaKOro pe3epBa AJsl yiaIyd-
1LIeHUST He ObLIO.

Tem HE MeHee, HEOOBIIOE M HEMOCTOBEPHOE BO3pa-
craaue @B oTMedeHO HaMU TIPU BCEX MTPOYMX KIMHUYEC-
ckux ¢opmax (6e3 HemaBHero Muokapauta). Ilpu sTom
W3 aHAJIN3a UCKITIOYAINCh OOJIBHBIC, OBICTPO BEIOBIBIIIHE
W3 PETHCTPAa B CBSI3M CO CMEPTBHIO WM BHITTOJTHCHUEM
TPaHCIUIAHTAlMU cepala. BaXHO OTMETUTH, YTO HEKOTO-
poe yAyqIIeHe OTMEUYCHO He TOJIBKO Y ITAIleHTOB C CH-
apomoM JKMII (¢ @B <45%), HO u y UcxooHO GoJjiee
GJaroronydHbix 00nbHBIX (¢ DB 6onee 45%), a Takxke
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y 6oonbHBIX ¢ IIT. B 3amauy mcciegoBaHus HE BXOmuja
olleHKa 3G (GEKTUBHOCTH MEIMKAMEHTO3HOM TepaItnu
y OOJIBHBIX C YMEPEHHO CHIDKCHHOU 1 HOpMabHOIT DB,
OIHAKO TIPOBEICHHBI HAMW aHAJIW3 TWHAMHUKU CTPYK-
TypHO-(YHKIIMOHAIBHEIX ITOKa3aTeJIeii ToKa3all, 9To Kak
MHUHUMYM HeHa3HadeHHEe [3-0JI0KaTOpOB MPEISITCTBO-
BaJIO TOCTOBepHOMY IiprpocTy PB.

Takum oOpa3oMm, BBISIBIEHBI TpU (paKTopa, KOTOPHIE
OKa3bIBAJIM BIMSHHE HAa CTEICHb VIYUYIICHUS CTPYK-
TYPHO-(YHKIIMOHAJIBHEIX IapaMeTpOB Y OOJIBHBIX
¢ HKM: BBIpaXkeHHOCTh MCXOTHOM TUCHYHKINN; HATTA-
Y1e WX OTCYTCTBHE MUOKApAUTa; Ha3HaYeHNe,/HeHa3Ha -
yeHne HHIruouTopoB AP n/mm B-610kaTopoB. Baxk-
HBIM PE3YJIbTaTOM TIPEACTABIISACTCS OTCYTCTBHE IOCTO-
BEPHOIO VXYAIIEHWS BO BCEX ITOATPYIIAX OOJBHBIX
HKM, kxoropoMmy, KakK CUMTAETCsI, CBOMCTBEHHO HeEYy-
KJIOHHO TIporpeccupylolnee TeueHue. B mureparype nme-
IOTCS CBEICHMS O CTAaOWIHLHOM TECUCHHH T.H. M30JIMPO-
BaHHOro (6e3 cucronnuyeckoi nuchyukunun) HKM [26],
OIHAKO TaKWX ITAaIlMEHTOB B HAIlEM PETUCTPE SIBHOE
MEHBIIMHCTBO. Hambosiee TUNWYHBIMM BapuUaHTaMU
IUHAMUKU OBIIM JIMOO YMEpEeHHOEe YiydllleHue, Judo
CTAaOMIIM3AIINS COCTOSTHUS. Y YacT! OOJIBbHBIX HAMH OTME-
YeHO TaKKe HEeOOJBIIOe CHIKCHHWE WCXOTHO HOPMAJb-
Hoit OB.

INokaszarenpb “meTaJbHOCTh+TpaHCIIAHTALIMsSI” B Ha-
1meM peructpe 6bu1 BeicokuM (18% 3a 15 Mec. Habiome-
HUSI), OTHAKO COIIOCTaBMMBIM C €BPOICMCKUMM HaH-
HbeiMu (31% 3a 7 ner HabmoneHus, [3]). Bo BcskoM ciy-
yae, MOXHO TOBOPHUTb O TOM, YTO COBpPEMEHHAasl KOM-
IUIeKCHAas MeOWKaMEHTO3HasI Tepals B COYEeTaHWU
C XMPYPTUYECKUMU METOMAMU JICYCHUSI CIIOCOOHA B 3HA-
YUTEJIbHOW CTENEeHU CaepXaTb MPOrpecCUpOBaHUE AUC-
GyHKIIMM MUOKapa.

3aknioyeHue

HKM wMmoxeT OBITh BBISIBIEH Y MalMeHTa JI000ro
BO3pacTa Kak ¢ JUAarHOCTUPOBAHHBLIM paHee 3a0ojieBa-
HueMm cepnna (MBC, rumreprormyeckast 60J1e3Hb, BPOX-
NEHHBIE MOPOKU cepAlia, KApAMOMUONATUN, MUOKAPAUT
M TIp.), TaK M B OTCYTCTBHME BCAKUX CUMIITOMOB. OTSTO-
IIEHHBIA CEMEWHBIA aHAMHE3 W MaTOTeHHbIE MyTallin
He IBIAIOTCI 00s13aTeNbHBIMU M1 nuarHoctTuku HKM
U Ha CETOMHSIIIHUI NeHb BBISIBJISIIOTCS Y MEHBIIIEH 4acTu
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ctBeHHo, VUCS eme B 4%). Kimuanuecku HKM moxket
npoTeKaTh B 6eCCUMIITOMHOI hopMe (0OHapYyKUBaeTCs
caydaitno — 1,7%), mom Mackoil “MaMONaTHYEeCKHX”’
aputMuii — 15,5%, UBC (creHokapauu, uHbapKra
muokapaa) — 6,9%, cunapoma JKMIT — 42,2%, moxeT
OBITH BIICPBBIC TUATHOCTUPOBAH Y OOJBHEIX C TSKEIBIM
OCTPBIM/TIOAOCTPBhIM MuOKapauToM (12,1%) u npyrumu
TCHETUYCCKH JeTePMUHUPOBAHHBIMU KapINOMMOIIATH -
amu (FTKMII, PKMII, AOIT2K, cucteMHble MUOAU-
crpoduu u np.) — 21,6%. C yueToM BbISIBIEHHBIX MyTa-
U 1 TaHHBIX CeMEeITHOTO aHAaMHe3a MOXKXHO IIpearoia-
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