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HekoMnakTHbIN MUOKapA: OT KOPPEKTHOMN
ANArHOCTUKU K nepcrnekTuBam fevyeHus
N NpodouNakTUK1U OCNoXHEeHUM
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Hexomnaxmuwiii muoxapo nesoco sucenyoouka (HKMIDK) — peoko ecmpeuaiowascs pa3nosuonocms nepeudtbix
2EHEeMUYECKUX WU HeKTAcCuduyupyemvlx kapouomuonamuil. Hekomnaxkmuocmo (2y64amocms) Muokapoa xapax-
mepu3yemcst 2unepmpadbexyIspHOCMbIO 6 COYemanuu ¢ 2nyooKuMu mexempabexyiapuvimu cunycamu. HKMJDK
Mooicem Oblmb He MOIbKO U30IUPOBAHHOU NAMON02Uel, HO U COCIABHOU YACIBIO OPY2020 BPONCOCHHO20 NOPOKA
cepoya mbo cucmemnou anomanuu. Mopgonozuueckue eapuanmol u kiunuyeckue nposienenusi HKMJDK eapu-
abenvhvl. B mpemu ciyuae meyenue HeKOMRAKMHOU Kapouomuonamuu deccumnmomuoe. Kpumepuu ouaznosa
HKMJIDK npodonicaiom ymounsmocsi. Tpancmopakanvhas 3Xokapouocpagus u MazHumno-pe3oHancHas momo-
epaghusi — CKPUHUH2O0BbLE GU3YATUUPYIOWUE MEXHOIO2UL NEPBO20 GbLOOPA 6 PedlbHOU KAUHUYECKOU NpaKkmuxe.
Buisignenue niamenmuvlx HapyuleHutli COKpamumenbHol GYHKYUU 1e8020 HelyOOUKd NOCPEOCMBOM OYEHKU €20
oehopmayuy y OOIbHLIX ¢ ACUMNIMOMHBIM MedeHuem 3a001e6anus No360Jsem CB0e6PEMEHHO UHUYUUPOBAMD
JleueOHo-npouIarmudecKue Meponpusmus. BadjcHvlm dnemenmom OUaeHOCMU4ecko20 npoyecca CHumaemcst
eenemuyeckoe mecmuposanue. Ilpoenos nayuenmos ¢ HKMJIDK onpedensemcs pazsumuem 0cCioxicHenul,
8 YACMHOCIU, JHCETYOOUKOBLIX APUMMULL BBICOKUX 2PA0AyUll, npocpeccupyloujell cepoeytol HedoCmamoyHoCmu,
mpomboambonul. Haxoxcoenue HeKOMRaKmHOU KapOUOMUONamuu akmuyecku e OuanasoHda 0OKa3amellb-
HOU MeOUYUHBL 8 U3BECTHOU Mepe 3ampyonsiem onpeoeienue ONMUMAIbHLIX N00X0008 K Ge0eHUI0 nayueHmd.
Tonvbsa docmynHbix 6 Hacmosujee 8pemst N1eKAPCMEEHHbIX U MEXHOZEHHBIX NO0X0008 K KOPPEKyuu cepoeyHol
HeOOCMAamo4HOCMU, HAPYUEHUL CePOeUHO20 PUMMA U MPOMOOMULECKO20 CIMAMYCd, d MAK#Ce MenModos8 NPeseH-
Yuu BHE3aNHOU CepOey Ol cMepmu mpebyem YmouHeHus 6 peaibHOU Kiunuueckou npakmuke. Ouesuona neob-
XOOUMOCMb IKCNEPIMHO20 KOHCEHCYCA NPUMEHUMETbHO K 00cyacoaemoti npobreme. Ocho8otl 0Jisk 000CHOBAHHBIX
peKomeHoayuil no OUAeHOCTUKE U 1e4eHUio HeKOMNAKMHOU KapOUOMUONAMUY MO2 Obl CMamv KPYRHbIU MeHCcO)-
HapoOHblLL pecucmp.

Kniouesvte cnosa: nexomnaxmmulii MUokapo, HEKOMAAKMHASL KAPOUOMUONAMUSL, NAMo2eHe3, Mopponous.,
KAUHUYECKUE NPOSIGIEHUsL, KAPOUOBU3YANUZAYUS, TIeUeHUe, UCXOObL 3A001e6ANUSL.

Non-compact myocardium: from correct diagnosis to prospects for treatment and prevention
of complications

Barsukov A.V., Borisova E.V., Kozlov P.S., Rud S.D., Yasenovets M.\V.

Left ventricular noncompaction (LVNC) is a rare variety of primary genetic or unclassified cardiomyopathies.
Myocardial noncompaction (sponginess) is characterized by hypertrabecularity in combination with deep inter-
trabecular sinuses. LVNC can be not only an isolated pathology, but also an integral part of another congenital
heart disease or systemic anomaly. Morphological variants and clinical manifestations of LVNC are variable.
In a third of cases, the course of noncompact cardiomyopathy is asymptomatic. Criteria for the diagnosis of LVNC
continue to be refined. Transthoracic echocardiography and magnetic resonance imaging are the screening imag-
ing technologies of the first choice in real clinical practice. Identification of the left ventricular contractile func-
tion latent disorders by assessing its deformation in patients with asymptomatic course of the disease allows
timely initiation of therapeutic and preventive measures. Genetic testing is considered an important element
of the diagnostic process. The prognosis of patients with LVNC is determined by the development of complica-
tions, in particular, high-grade ventricular arrhythmias, progressive heart failure, and thromboembolism. The fact
that noncompaction cardiomyopathy is actually outside the range of evidence-based medicine to a certain extent
makes it difficult to determine the optimal approaches to patient management. The benefits of currently available
drug and technogenic approaches to the correction of heart failure, cardiac arrhythmias and thrombotic status,
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as well as methods for the prevention of sudden cardiac death, require clarification in real clinical practice.
The need for expert consensus in relation to the problem under discussion is obvious. A large international
registry could serve as the basis for informed recommendations for the diagnosis and treatment of noncompact

cardiomyopathy.

Keywords: left ventricular noncompaction, noncompact cardiomyopathy, pathogenesis, morphology, clinical
manifestations, cardiac imaging, treatment, outcomes.

EeKOMIAKTHBI MHOKapJ] JIEBOTO JKEIYJ0YKa

(HKMJDXKX) wimm HEKOMIaKTHAs KapIuOMH-

omarusi (KMII) — crpykrypHas aHOMamus
MHOKap/a MpenMyIIecTBEHHO JeBoro xemynouka (JIDK)
HEOTIPENIETICHHON ATHOJIOTHH, OOBIYHO CYHTAIOIIA-
sicsl TEHETUYeCKOi 1mo cBoeil mpupone. KiunHuveckas
3HAYUMOCTh HEKOMIIAKTHOTO (Ty04aTroro) MHOKapiaa
OTpeneNsieTcsl PUCKOM BO3HHUKHOBEHHS CEpIeYHOU
HE/JIOCTATOYHOCTH, AaPUTMHUH, MO3TOBOTO HWHCYIETA,
BHE3aIlHOM cMepTH. Y 4YacTU NALUMEHTOB OTMEYaroT
COITYTCTBYIOIIME IMOPOKH PA3BUTHS CepAlla U COCY-
JIOB, HEPBHO-MBIIIEYHBIE PACCTPOICTBA H XPOMOCOM-
Hele aedextsl [1, 2]. BunepBele ry0yarocth MuOKapiaa
B IMOCTHaTaJIbHOM Iepuone Oblia ommcana J. Dusek
B 1975 1. mpu aytomnicun [3], a B 1984 1. R. Engberding
n F. Bender npmxu3HeHHO AOKa3adM HaJIHYAE HEKOM-
naktHoctu Muokapaa JDK ¢ momouipro JByXMepHOM
TpaHCTOpaKaILHOM dX0oKapauorpaduu [4].

HKMJDK umeer AByXCIOIHYIO CTPYKTYpY, OOBIYHO
HaOIIIOJacMyI0 B alMKAIBHONW W JIATEPATbHON YacTsIX
9TOH KaMephl cepila, AWCTajJbHEe II0 OTHOIICHHUIO
K MamWUIPHBIM MbIam. [laTonornueckas AByXcioii-
HocTh creHku JDK BbIpakaeTrcst B HaNM4YUK YTOJIICH-
HOTO Ty0Yaroro 3HJIOKApAHAIBFHOTO M YIUIOTHEHHOTO
WMCTOHYEHHOTO H»NHKapAnansHOro ciost. Ilpu Hexowm-
naktHoM KMII sHaokapauanbHblid ClI0M XapaKkTepu3sy-
eTCsI CBOC0OPa3HOM 3y0UaTOCTHIO B BUJIC BBICTYTIATOIITIX
B monocTh JIXK Tpabekyn (mmaipiieoOpa3HBIX MOJIOCOK
WIH BBIPOCTOB) B COYETAaHWHU C YIIyOJNeHHUsIMH (CHHY-
caMu) MeX/Ty HAMHU.

ComtacHo pexkomeHjanusM BcemupHoW  opraHu-
3anuu 3/paBooXpaHeHus / MexIyHapogHoro ooie-
ctBa n Qeneparuu kapauonorun (WHO/ISFC, 1995)
n EBpomneiickoro obmectra kapauonoruu (ESC, 2008),
HEKOMIAKTHBI MHOKapJl OIpenenéH KaK HeKJac-
cudpupyemass Kapauomuomnatus [5, 6]. OkcnepTs
Awmepukanckolt accommanmm cepama (AHA, 2006)
npuuucauin HKMJDK k nepBUYHBIM TeHETUYECKHUM
kapauomuonarusm [7]. I'ybuaras mopdonorus Moxer
OBITH BBISBIICHA CpPEOH JIMIl JIFOOOTO BO3pacra, Hesa-
BACHUMO OT TEHAEPHOW IMPHHAUIEKHOCTH, B KaueCTBE
HE TOJBKO M30JMPOBaHHOM marosiorun muokapaa JDK,
HO W OJIHOTO W3 KOMIIOHEHTOB KapIWaJbHOTO WA
BHecepeuHoro 3aboneBanus. [lo 1OCTyTHBIM JaHHEBIM,
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y 35% manuenros ¢ HKMJDK ne nabmonaercs cepued-
HOM HEJIOCTAaTOYHOCTHU, APUTMHH, AWIATAIIMU Kamep
cepama, W3MEHEHHWS TONIIWHBI CTEHOK, HapyIICHUS
CUCTOJIMYECKOH U quactonmdeckoit Gpynkiuit JOK [2].

Omcano [8] 1Mo MeEHBIIEH Mepe CeMb pa3ind-
HBIX MOP(OJIOTHYECKUX BAPHUAHTOB HEKOMITAKTHOU
KMII, koTopbie BCTpeuaroTcsi Kak B JIETCKOM, Tak U BO
B3pocioi momyrsiusax: 1) m3ommpoBanabii HKMIDK
C HOPMaJbHBIMU CHUCTOJMYECKOH W JIUACTOJIMYECKOU
(hyHKIMAMEU 6€3 KIMHUYECKHUX TPOSBICHUN; 2) HEKOM-
MaKTHBIA MMOKApJl, aCCOLIMMPOBAHHBIN C JWIaTallden
n guchynkuueit JIK yxe B HauanpHOU (aze 3abore-
Bauus; 3) HKMJDK B coueTanum ¢ HaaudueM JHarHo-
CTHUYECKUX KPUTEPHEB AMIATAIlMOHHON, TUTIEpTpOdHye-
ckoil, pectpuktuBHoM KMII unu aputmorennon KMII
npaoro xemynoudka (IDK); 4) HKMJDK, accormmupoBan-
HBIN C BPOXKAEHHBIM MTOPOKOM CEPJIIIa, Jalre ¢ 00CTPyK-
TUBHBIM (aTpe3us JIETOYHOW apTepHHl C CHHYCOHIIAMH,
OTKPBITBI apTEePHATBHBIA TTPOTOK, MSHEKT MEXKIpe-
CEpIHOM MM MEXKEIyI0UKOBOM MEPEropojKy, aHoMa-
mus DOmITeliHa, TUIOINIA3Ws JIEBBIX KaMmep Cepara);
5) HacieACTBEHHBIE WM CIIOPAJHYeCKue CHHAPOMBI,
MIPU KOTOPBIX HekomnakTHast Mmopdomorus JIK sBisercs
OITHOM M3 KapJHaIbHBIX 0COOCHHOCTEH, CBA3aHHBIX KaK
C MOHOTEHHBIMH Je(eKTaMH, TaK M XPOMOCOMHBIMU
anomamusmu  (Oome3am  ArmepcoH-Dabpu, JlaHOH);
6) mprOOpeTEHHBIC U MMOTCHIIMAIBEHO 00paTHMBIE H30JTH-
posannble BapuanTel HKMJDK y cioprcmenoB, nanues-
TOB C CEPIHOBUJIHO-KIETOYHON aHEMHUEH, MUOMATUSIMHU,
XPOHHUYECKON IMMOYEHHOH HEIOCTATOYHOCTHIO, OepeMeH-
HBIX; 7) HeKoMHakTHbI Muokapa 11K, cymecTByrommii
M30JTUPOBAHHO WIIM B COYETaHUM C TryOuaroir Mopdoro-
ruert muokapaa JOK. Bmecte ¢ TeM, Hellb3s UCKITIOYUTh
U JIpyTHe, MPOMEKYTOUHbIE (PeHOTHUITHI HEKOMITAKTHOTO
MHOKap/ia, KOTOpbIe, O€3yCIOBHO, TPEACTaBISIOTCS
BOXHBIMH C TOYKH 3pEHHS BHIOOpA CTpaTETHH BEICHUS
TakuX OONBHBIX. B KaKIOM OTIENBHO B3STOM Cliydae
HekoMrtaktHoi ~ KMII  kimmHHKO-MOpdoorndeckme
MOKA3aTeNld cepliia MOTYT TPETepIeBaTh W3MEHEHUS
CO BPEMEHEM, UTO, B CBOIO OUEepe/ib, BIHSAET Ha MPOTHO3
U CTIeIIU(UKY JTCUCHHUSI.

Dmuonozun u namozeunes, pacnpocmpaneHHOCHb

Otuosorusi  HekoMmraktHo KMII  npomomkaer
aKTUBHO wm3yd4arbcs. Cumraercs, dYTro TyO4aras



B [TOMOLLb NTPAKTUYECKOMY BPAYY

Moposorust  SBISETCS  PE3yNBTaTOM HAapYIIEHHOTO
Trporiecca yIioTHeHUS ((HOopMHPOBaHUS KOMIAKTHOCTH )
muokapaa JIK B mepron smOproHanbHOTO pa3BuTHs [9].
B HOpMe MHOKap/1 TOCTETIEHHO YIUIOTHSIETCS, 8 MEXKTpa-
OexymsipHble CHHYCHl CkuMmaroTcs. [lpomecc wumer
B HAITPaBICHUH OT dIIUKap/a K SHIAOKAPILY, OT MEXIKEITy-
JIOYKOBOMU TTEPETOPOAKH K OOKOBOW M HIDKHEH CTCHKaM,
oT 0azajmbHBIX OTHENOB MKEIMYIOYKOB K AalrKaJIbHBIM
BHYTPb. DTOMY YIUIOTHEHHUIO CITIOCOOCTBYET €CTECTBEH-
HOE pa3BUTHE MHOKapja W MOBBIIICHHE BHYTpPHUCEP-
JIEYHOTO JaBJIeHUS. B (GopMHpOBaHWN KOMITAKTHOCTH
BAKHYIO POJIb UIPAET COCYAUCTBIA 3HIOTEIUAIbHBINA
(haxtop pocta niau anruonodTuH [10]. HezaBepmEnnubii
MIPOIIECC YIUIOTHEHHUSI CTEHKH CEepIla IPUBOIUT K MOSIB-
JICHUIO YDIyONeHWH MEXAy aHOMalbHBIMH TpabeKy-
nmamMu. B oKcriepuMeHTaNbHBIX W KIMHHYECKUX HCCIle-
JOBaHUSAX ITOKa3aHbl MHOTOYHCIICHHBIE MyTAIlN T€HOB,
KOTOphIE BOBJICYEHBI B KapJHalbHBIA MopdoreHes
¥ TIporecchl (POPMHUPOBAaHUS KOMIIAKTHOTO MHOKapia
B mepuona sMOpuoHansHOTo passutus [10-16] (Tadm.).
B Gonpmieit wactu cirydaeB 3abosieBanue nepenaéres mo
ayTOCOMHO-/IOMUHAHTHOMY THILY, IIpy 3ToM reH MY H7
OTBETCTBEHEH TMPUOIM3UTEIHFHO 32 TOJOBHHY CapKo-
MEpHBIX TeHHBIX MyTaluii. Hepenko B ceMbsx marueH-
toB ¢ HKMJDK BCcTpeuarorcs reHeTHUeCKHe AeeKTHI,
ACCOIMUPOBAHHBIE C pPa3BUTHEM THIEPTpoduIecKon
nmu gutararnorHor KMIT, a Mopdoorndeckn MOxKeT
AMETh MECTO Pa3IuYHbI (PEHOTHN B IMpeaesiax OXHOU
CEMBbH M OJTHOTO TeHOTHTIA.

[lomynsamonHas 4acTora BCTPEYaeMOCTH I'y04aToro
MHOKapaa B IEJIOM CYHUTAETCs HU3KoH. OgHako co00-
maercs, uro Ha nponro HKMJDK npuxomurtces oxoso
10% ot Bcex cmydaeB nepBuaHbIx KMII y nmereit [17].
Hexommnaktabiii Muokapn BeisiBisgercs 'y 0,01-0,3%
B3POCIBIX, HAITPABIEHHBIX TI0 Pa3IUYHBIM TOKAa3aHUIM
Ha sxokapauorpaduio [18-20]. Bmecte ¢ tem, cpenn
MAIMEHTOB C CEPJIEYHON HEeIO0CTaTOYHOCTHIO PacIpo-
CTPaHEHHOCTh YNbTPa3ByKoBbIX INpu3zHakoB HKMIDK

cocrasimsieT 3-4% [21, 22]. Bo B3pocnoii nomymisimun
opueHtupoBoyHasi Bcrpedaemocts HKMJDK cootet-
ctyeT 0,05% [23]. Cpean HOBOPOKAEHHBIX MJIAICHIIEB
HKMJIX perucrpupyercs ¢ gacroroit 0,8/100000/rox,
cpenu nmetelt 6osee crapmero Bo3pacta — 0,12/100000/
ron [24]. O4eBHAHO, YTO HA YaCTOTy BBISBICHUS
HKMJDK  BmusaoT  TpyOZHOCTH  HIACHTHU(HUKAIHH
U uHTepnperanuu Turneprpadexyaspaocta JDK npwu
WCTIOJIh30BAHNN HE TOJBKO TPAHCTOPAKAILHOW AXOKap-
nuorpadun, HO ¥ Jake MarHUTHO-PE30HAHCHON TOMO-
rpadun u BeHTpuKyIorpaduu. Jlons MyXduH cpenn
B3pOCIBIX NalMeHToB ¢ HekomnakTHo KMII cocras-
nseT 56-82% [23, 25, 26]. Meanana Bo3pacTa, B KOTO-
pom auarnocrtupyercs HKMIDK, cpenu B3pocibix
HaxojauTcs B auarnazo”e 40-50 ser, a cpenu jaered —
5-7 net [27, 28].

MMuaznocmuka

JuarHoctnyeckne  TOAXOABI K  BepH(HUKAINAA
HKMJDK B menoM oTpa®oTaHbl, OIHAKO C yYETOM
pasnuuuil B KPUTEPUSX TPAJAUIMOHHBIX W WHHOBAIU-
OHHBIX KapIHOBU3YaJTU3UPYIOIINX METOJOB, pa3HOBE-
COMOCTH JITHX KpPUTEpHEB M CHENU(UKH ITHUYECKUX
TPYMII, B KOTOPBIX aBTOPBI MPOBOAMIN COOTBETCTBYIO-
M€ HMCCIIEOBaHMsI, BOMPOCH BEPUPHUKAIIMH HEKOM-
MAaKTHOTO MHOKap/a 3a4acTy0 IPOIOJKAIOT OCTaBaThCs
OTKpHITBIMH. Ba)kHOoe 3HaueHHWe WMEIOT TIIATEeIHHO
M3yYeHHBI aHaMHE3 C aKIEHTOM Ha HEOObSICHHUMBIC
CHHKOTIAJIBHBIE COCTOSHUS W MOApPoOHOEe (hH3UKAIHHOE
nccienoBanne. COop ceMelHOTO aHaMHE3a M TeHETH-
YecKoe KOHCYJIBTHPOBAaHHE — OO0s3aTelIbHBIE KOMIIO-
HEHTHl KOMIUIEKCHOTO OOCIIEIOBaHMS TaKUX OOJHHBIX.
PonocnoBras momxHa OBITH IPOAHATU3NPOBAHA B TPEX
MoKoJIeHUsIX. POICTBeHHNKaM TTepBOM JIMHUY TTAI[UeHTa
MOKa3aH WHCTPYMEHTAIBHBIN KapIHOBH3YaIH3HPYIO-
W CKPUHUHT Ha MIPEIMET JTUArHOCTHUKH HEKOMIIaKT-
HOTO MHOKapnaa. B ciydae HeoOHapykeHHUsS yiIbTpa-
3BYKOBBIX TPU3HAKOB TIATOJOTHH Yy POJCTBEHHHKA
MEPBON JTMHUH, IXOKapAHOTrpaduio cieayeT OBTOPHO

leHbl, BOBNeYeHHbIe B NaTONOrM4Yeckum npouecc npu HEeKOMMNaKTHOM KapanomuonaTtum

Tabnuya

[eHbl

MyTauumn B reHax

CapKoMepHble reHbl (KOHTPaKTUIIbHbIE
Y HEKOHTPAKTUMbHbIE CTPYKTYPbI)

MYH7; MYBPC3; ACTCL1; TNT, TPM1; AN2; ACTN2; DES;

LDB3; MYL2; NEBL; OBSCN; TNNC1; TNNI3

[eHbl, accoumnmpoBaHHblie C apUTMUaMmn

HCN4; RYR2; SCN5A; ABCC9; ANK2; CACNA2D1; CASQ2; KCNE3 KCNH2; KCNQ1

[eHbl HecapKOMepHbIX
N HEapUTMMUYECKMX KapAuoMmuonaTun

MMPK; DSP; DTNA; FKTN; HFE; JUP; LMNA (Lamin A/C);

PKP2; PLEC; PLN; PRDM16; RBM20; SGCD

X-CLEenneHHbIe reHbl

G4.5 (TAZ), DMD; FHL1; GLA; LAMP2: RPS6KA3

['eHbl, accoummnpoBaHHble C
BPOXAEHHBIMM MOPOKaMu cepaua

MIB1; MIB2; NKX2.5; NOTCH1; NSD1; PTPN11; TXB20; TBX5

[eHbl MUTOXOHAPMANbHOW ANCHYHKLMN

HADHB; HMGCL; MIPEP; MLYCD MT-ATP6; MT-CO3; MTFMT;
MT-ND1; MT-ND2; SDHA; SDHD; TMEM70; VARS2

KoMnreKkcHble reHOTUMbl (MHOKECTBEHHbIEe
MyTaLuMW Y OQHOTO NaumeHTa)

Komnnekc MYBPC3 MyTauuii ¢ TSXXENbIM KIMMHUYECKUM

heHoTMNOM, HabntogaeMbi TONMbKO Y AETEN
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BBITIOJTHATH Yepe3 TP rojia Indo paHee, B Ciiydae MaHU-
(dbecTanuy COOTBETCTBYIONINX CHMITTOMOB [29].

Ho 40% ciay4yaeB HEKOMIIAKTHOTO MHOKapa HMEIOT
HACJIEICTBEHHYIO OCHOBY, IO3TOMY CEMEHHBIA CKPUHUHT
HEOOXOMM TIPY BBISBJICHHMH COOTBETCTBYIOIIUX H3Me-
HeHUi cepana y pedénka [2]. HKMJDK — reteporenHoe
3a0o0yIeBaHMEe, a TEHETHYECKasT CTpaTU(hUKAIMS HUTPAeT
BaYXHYIO POJIb B OTIPEIEIIEHUH CTPATETHH KITMHUYECKOTO
BEJICHHUA TAIEHTOB ¢ MaHU(ECTHBIM U OECCUMITOM-
HBIM TedueHueM 3aboneBanus [30]. JAnddepennmanms
TeHETUYECKOTO W HETeHETHYECKOro ciy4as HEeKOM-
naktHO KMII moxker comelicTBOBaTh BHIOOPY OITH-
MaJbHOTO  JICYEOHO-ITMATHOCTHYECKOTO  PEIICHHS.
['eneTnyeckoe TECTHPOBaHWE C JIOCTATOYHO BBICO-
KOW BEPOSITHOCTHIO BBISBISIET MYTallMH CapKOMEPHBIX
OenmkoB. JlmarHoctudeckas BBITOAA TE€HETHYECKOTO
TECTUPOBAHMS Yy B3pPOCIOTO TMAIMEHTa C W30JIWPOBaH-
aeiM HKMJIXK 6e3 kapnnanpHO#H UCOYHKIINT U ceMeii-
HOTO aHaMHe3a [aHHOTO 3a00JIeBaHHUS CUYUTAETCS
HH3KoW. Hamboree 1ieHHBIM TIPEICTaBIICTCS N3YICHHEC
TeHOTHIIA Y JIETei ¢ HEKOMITAKTHBIM MHOKapJIOM, CoYe-
TAIONUMCSI C JPYTUMH KapAHaJbHBIMH aHOMAJIHSMHU
WJIH DKCTpaKapAHaIbHBIMU CHHApoMaMu [31].

B tunnuneix cinyuasx HKMJDK nuarnoctupyercs
MPH TIOMOIIM TPAaHCTOPAKAIBLHOW 3XOKapAHOTpaduH.
Cpenu npeayioKeHHBIX Pa3IMYHBIME TPYTIIaMy HCClie-
JTOBaTeNIel YINBTPa3BYKOBBIX JHATHOCTHYECKUX KpHUTeE-
pueB m3omupoBanHoro HKMJDK, nanbomee mmpokoe
nmpuMeHeHue Hanum kKputepun R. Jenni et al. (2001).
TaxoBbIe BKIIOYAIOT: 1) OTCYTCTBHE COMYTCTBYIOIIUX
KapAWAJIbHBIX aHOMAJWi; 2) OTHOIICHHWE TOJIIIHHBI
HEKOMIIAKTHOTO MHOKapJa K KOMIIAaKTHOMY =>2:1
B KOHEYHOH YaCTH CHCTOIIBI; 3) CETMEHTApHOE YTOJIIE-
Hue muokapaa JIDK ¢ TOHKUM KOMIIaKTHBIM 3TUKap/I-
AJBHBIM CIIOEM M TOJICTBIM HEKOMITAKTHBIM JHIOKaPIH-
aJBHBIM CIIOEM C TPaOeKylTaMi U MEKTPaOeKyISIPHBIMA
TTyOOKMMH CHHYCaMU; 4) HaJIMIUe XapaKTEPHOTO I[BET-
HOTO JIOTITUIEPOBCKOTO TIOTOKA B MEXTPAOEKYIISPHBIX
MPOCTPAHCTBAX; 5) MPEUMYIIECTBEHHAS JIOKAIN3AIINS
HEKOMIAKTHOCTH B AalHUKaJIbHOM, CpEIHEe-IaTepahb-
HOM U cpenHe-HmwkHeM oTnenax JDK, Ho He B obnacTh
MEXOKETYJOYKOBOM Tieperoponku [32].

He norepsinu cBoell akTyalabHOCTH KPUTEPUH, IIPE.I-
noxkenusie T. Chin et al. (1990). B coorBercTBHH
¢ takoBbiMu, HKMJIXK omnpenensercss npu cooTHOIIe-
Huu X/Y <0,5 Ha CpeTMHHOKETYIOYKOBOM YPOBHE, T/Ie
X — paccTosiHHE OT dIHUKapia A0 MEXTPaOeKyIIpHBIX
mpocTpaHcTB ((PaKTUIECKH — TONIIMHA KOMIIAKTHOTO
cinosi), a Y — pacCTOsTHHE OT dIUKap/a 0 MaKCHMalIbHO
BBICTyHArOIEH TpaOeKylbl. DTOT KPUTEpHHd paccMma-
TpPUBAETCS KaK B OTHOIICHUH TPAOEKYIIbI, pacIoararo-
mieiics B obnactu Bepxymku JOK u3 mapacrepHambHON
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MO3ULIUHU 10 KOPOTKOM OCH, TaK U B BEPXYLLIECUHOHN M03U-
uuu. s pacuéra Ha3BaHHBIX IIOKa3aresied aBTOPbI
PEKOMEHIOBAJIM  M3MEPEHHE TOJIIMHBI CBOOOIHOM
crenkn JK B xonme awmacronsl [27]. Ha ocHOBe 3THX
kputepueB C. Lilje et al. (2006) pazpaboTanm xonmuye-
CTBEHHYIO CTPaTU(UKAIIUIO CTETIEHH TSHKECTH HEKOM-
MaKTHOCTH MHOKap/a IO COOTHOIIEHHWIO HCTUHHOTO
(TUTOTHOTO) CITOSI MHUOKapaa K TOJIIHHE BCEH CTEHKH
cepaua Ha ypoHe Bepxywku JIK: 0,33-0,26 — msirkas;
0,25-0,2 — ymepennas; menee 0,2 — Tsoxenas [33].

Ecnu pesynbrarbl TpaJUIMOHHOW TOBEPXHOCTHOM
aXOKapauorpaguu Ha TpeAMeT HaIW4Hus Ty04daToi
MOp(HOJIOTUH MHUOKAp/a TPENCTABISAIOTCS COMHHUTEIh-
HBIMH, TO B TaKHX CIydasxX IIeJIeCOO0pa3HO paccMo-
TPeTh TPOBEJIEHNE KOHTPACTHOW TpaHCTOpaKajb-
HOM W/WMIM  YPECHUIIECBOTHON  3XOKapauorpadum.
B mocnenHee nmecsTwieTHe CTanmM JOCTYIMHBIMU TaKHe
YABTPa3BYKOBBIE METOAMKH KaK TpEXMEpHas dXOKap-
muorpadus B pexXMME pPeaTbHOTO BPEMEHH W aHAIN3
JBIDKEHUS CITCKIIOB (TIITEH) B CEPOITKATLHOM H300pa-
xernn (“‘speckle tracking”) [34]. Tpé€xmepHast sxokap-
muorpadus, MO0 CpaBHEHHWIO C JBYXMEpHOH, oOecre-
YUBAaeT IYYNIyI0 OIICHKY CHCTONMYECKOW (DyHKIHH
JIX (mipu cpaBHennn ¢ MPT cepama B xadectBe pede-
PEHCHOTO MEeTOo/]a) W KOJIM4YecTBa Tpabekys. Meroauka
“speckle-tracking” nemoHCTpupyeT He (HU3HOIOTHY-
HYIO OJIHOHAIIPAaBIEHHOCTh AaNWKaJbHOW M 0azajb-
HO porauuu JIK, cBUIETENBCTBYS O paccTpPOUCTBE
Mexanuku JDK, monyduBIIeM Ha3BaHUE «PUTHIHOE
Bpamenue tena» (rigid body rotation). JlelicTBuTensHo,
y OompHBIX HexommakTHOW KMII mo cymiecTBy mcue-
3aeT MexaHu3M ckpyuuBanus JOK B cucrony. B onHoM
W3 HCCIIEIOBAaHUM, B KOTOPOM NpHUHSIM ydactue 60
MAI[EHTOB C HEKOMITAKTHBIM MHOKAapAOM, OBLIO ITOKa-
3aHO, YTO 32 M3 HUX XapaKTEePU30BAIUCH BBIPAKEHHOM,
a OCTaJbHbIE 28 — YMEPEHHOU PUTHIHOCTBIO LUPKYM-
(hepeHTHOTO KOMITOHEHTA CUCTOIMYECKOH MedopMarnu
JDK [35]. ABTOpBI OTMETHIIH, YTO CTENIEHb HApPyIICHHHA
nedopmarmn JIDK xoppenupoBana ¢ yHKIMOHATEHBIM
KIIACCOM CEp/ICYHON HEJJOCTaTOYHOCTH.

B peanbHOM KIMHUYECKOW MTPAKTUKE OKOHYATEIbHAS
npwkn3HeHHas Bepudukamuss HKMJDK ocymecTsis-
€TCsl C TIOMOIIBI0 MarHUTHO-PE30HAHCHOH ToMorpadun
(MPT), nmpumeHeHne KOTOPOH B KapAHOBACKYISIPHOU
MEJIMIIMHE 3HaYMMO BO3pOCO B ocieanue roasl. MPT
cepama y JeTed IenecooOpa3HO BHINONHATH B YCIIO-
BUSAX CeMallid JUIS TIONYYEeHHS BBICOKOKAYECTBEH-
HOTO HW300pakeHus. lmarHocrtmdaeckue MP-kputepnn
HEKOMIIAKTHOTO MHOKapfa (W3BECTHBIE KaK KpHUTe-
puu S.E. Petersen et al., 2005) Bxmrouaror: 1) Hamu-
YyHhe JIByX OT/AEIBHBIX CJIOEB MHOKAapAa — KOMITAKTHOTO
SMUKAPIUAIBHOTO W Ty0uaToro SHAOKapIUAIBHOTO;,
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2) HaMW4YHAe TPaOCKYIIPHOCTH M TIIYOOKUX MeEXTpade-
KYJSIPHBIX CHHYCOB B HEKOMIIAKTHOM CJO€; 3) OTHO-
IIeHUe TyOuaToro MuoKapAa K KOMIakTHOMy >2.3:1
B KOHIIe AMacToIbl [36]. JlOmOoTHUTEIbHBIC THATHOCTH-
geckue MP-kpurepun, paspadoranasie M. Grothoff
et al. (2012), mpenrmonararoT KOJHISCTBEHHYIO OIICHKY
JOJM HEKOMITAKTHOTO MHOKapja, a TakKe OTHOIIe-
HHE Ty0JaToro K KOMIAKTHOMY MHoKapmy >3:1, moiry-
YEeHHOE TI0 MEHBIICH Mepe B OTHOM (HE alMKaJILHOM)
cerMeHTe MuoKapna [37]. MarHuTHO-pe30HaHCHAs
ToMOTpadus UACAUTHHO JOMONHICT dX0Kapauorpaduro,
€CJIM TIOCTIeNTHAS HE TO3BOJIIET 00ECIIEYHTh XOPOIIYIO
Bu3yanu3anuio. Kpome toro, MPT crmocoOHa BBISIBHUTH
BOCHAIUTENBHBIN MPOIIeCC B MUOKAP/ie, WHOT/IA COITYT-
cTBytomnii HekommnakTHo KMII u BeicTynatomui
TpUIrTEpOM €€ KIMHWYecKol MaHupecTarmuu. B wHTE-
pecax IMAarHOCTHKH W YTOYHEHHUS IMPOTHO3a CIEHyeT
VUIHTBIBAaTh, 9TO Tepdy3uss TyO0daToro cios OOBIYHO
Xyxe, gueM nepdy3us komnaktHoro [38]. C yaérom sToi
ITaTOTCHETHYECKOH 0COOEHHOCTH, Ae(PeKThl mepdy3nn
HEKOMIIAKTHOTO CJIOS MHOKap[a OBLIM yCTaHOBIICHBI
METOJaMH MAarHUTHO-PE30HAHCHOW W MO3UTPOHHOU
SMHUCCHOHHON TOMOTpadwu, CHUHTUTPA(GHH ¢ TAJITHEM,
rucTojorudeckoro uccienoBanus [39]. Ilpu nposene-
HuU T1-KapTUpOBaHUS MOXET OBITH BBISBICHO YBEJH-
YeHHe BHEKJIETOYHOTO 00beMa COeMHUTEIFHONW TKaHH
(3a cuer muddys3Horo Gudpo3a B Muokapae 6e3 gpeHo-
MEHa ITO37JHETO HAKOIUIEHHUS TaJOJHHUS), OKa3bIBAfO-
IIeTO BIWSHWE Ha (PYHKIIUIO MHOKapaa W KEITyIOYKO-
BYIO 9KTOIIMYECKYIO AKTHBHOCTb.

Ha puc. 1-3 npencraBieHsl (pparMeHTH yabTpa-
3BYKOBOTO HCCIICIOBAHWSI, OTPAXKAIOIINE CTPYKTYypPHBIE
O0COOCHHOCTH, a TaK)Ke JIATCHTHBIE HApYIICHUS THACTO-
JIMYECKOM U cucTonmmdeckor ¢pyHkiuu JOK y manueHTkn
C. 55 ner ¢ acumnroMHol HekoMmakTHOW KMIT.

Ha puc. 1 oToOpakeHa oleHKa KOMITAKTHOTO M HEKOM-
MMaKTHOTO (TpabeKyIIIpHOTO) CIIOEB MHOKapAa (YKa3aHO
CTpENIKaMH) B KOHCYHO-IHACTOIIMIECKOM ((pparMeHT A)
1 KOHEYHO-CHUCTONMYEeCcKoM ((parmMeHT b) kampax mpwu
napacrepHaiibhoM cedenun JDK mo kopoTkoit ocw.
B coorBerctBun ¢ moaxomom T. Chin et al. (1990)
B KOHIIE IMACTOIIBI OTIpeeicHo cooTHOIeHue X/ Y (Tae
X — paccTosiHHE OT dIHUKapaa A0 MEXTPaOeKyIIpHBIX
MPOCTPAHCTB, a Y — PACCTOSTHHE OT dMUKap/Ia 10 MaKCH-
MajJbHO BBICTYITAIOMICH TpaOEKyabl) M ITOATBEP)KICHA
yMepeHHasl CTeleHb HEKOMIIAKTHOCTH MHOKapja Ha
YPOBHE alMKAJIBHBIX cerMeHTOB (5 MM/21 MM = 0,24).
B cootBerctBum ¢ momxomom R. Jenni et al. (2001)
B KOHIIE CHCTOJBI PACCYMTAHO COOTHOIICHHE HEKOM-
MMaKTHOTO ¥ KOMITAaKTHOT'O MUOKap/ia, COCTaBuBIiIee 2,8.

JBycioiiHasi CTpyKTypa MHOKapja C UCTOHYEHHBIM
KOMITAaKTHBIM W YTOIIIEHHBIM HEKOMITAKTHBIM CJIOE€M
y nanuentku C., 55 neT HasAHO TTOKa3aHa Ha puc. 2.
B pexxnme nByxmepHoit (2D, ¢pparmeHT A) u Tpéxmep-
Hoit (3D, ¢parment b) sxokxapmuorpadun OTIETIHNBO
BHUIHBI TIPU3HAKU TUTNEPTPAOEKYISIPHOCTH B arnKajb-
HBIX U cpelIMHHBIX cermenTax JDK.

Ha puc. 3 00BEKTHBH3UPOBAHKI YIIETPA3BYKOBEHIC
MpU3HAKK JIATEHTHBIX HApPYMIEHWH JIHaCTOIMYECKON
n cucronmdeckor pyuknmii JDK B pekmMe TKkaHEBOM
Jorieporpau U CepOUIKAIBHOTO aHalu3a CHUCTO-
nrdeckoi mpomoisHO medopmammu JIDK (“speckle-
tracking”). Ha ¢parmente A mpuBeneHsl TaHHEIE,
CBUJICTEIILCTBYIOIINE O CHIDKEHUH MUKOBOH CKOPOCTH
paHHETO TUACTOINICCKOTO CMEIICHHS (€”) CenTaabHOM
(6,0 cM/c) m marepanpHOU (4,0 cM/C) bacTeil KoJbIia
MHTpaibHOTO Kianana. Ha ¢pparmente b Tomorpadude-
CKH TIPEJICTABJICHBI PE3yJbTaThl MPOJOIHHOTO aHAIIN3a
nedopmarmu B cermenTax muokapaa JOK (bull’s eye —
MuImIeHs). Onpenensercs 3HAYUTEIHHOE CHIDKCHHE

Puc. 1. Ynompaseykosas susyaiuzayus HeKOMRAKIMHO20 MUOKAPOA 18020 HCETYOOUKA 8 NAPACMEPHATLHOM CedeHUU
no kopomxou ocu. B koneuno-ouacmonuyeckom (¢ppaemenm A) u koneuno-cucmonudeckom (ppaemenm b) kaopax npusedeHuvl
Nn00X00bl K KOIUYeCmMBeHHOUl oyeHke Hekomnakmuocmu muokapoa no T. Chin et al. (1990) u R. Jenni et al. (2001)
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Puc. 2. Ynvmpaszseykosas eusyanuzayus HEKOMIAKMHO20 MUOKAPOA 1€8020 HCENYOOUKA (ANUKATbHBIL OOCMYN,
uemvipexxameproe ceuenue). Ha ppaemenme A — pesrcum 2D, na gppaemenme b — pesrcum 3D sxoxapouoepagpuu

MPOIONIEHON  tehopMaIiiy, MPEHMYIIECTBEHHO Ha
ypoBHE 0a3albHBIX U CPENHHBIX CETMEHTOB, U CHIDKE-
HUE TI00ATBHOTO MPOAOJBHOTO CTpeliHa, 3Ha4YCHHE
KoToporo coctaBuiio 14,5% (Hopma — Boitre 20%).

Ha puc. 4 orpaxeHa KapTHUHAa HEKOMIIAKTHOTO
MHOKap/a, TONydeHHas y JTOW JKe MAIMeHTKH Nph
MarHUTHO-pe30HaHCHOW Tomorpaduu. Ha dparmente
A TIpuBeneHO HAaTHBHOE H300pa)kKeHHE MOJBMYKHOTO
MHOKap/a B pekuMe «0etoil KpoBU» (YeThIpexKamep-
Hasg To3WIMs, (pasa IUACTONBI); BHUIHA BBIpaKCHHAS
TpabeKyIAPHOCTh MUOKap/a B alUKaIbHBIX U CPETHUX
oTmenax O00O0WX JKEeMyHOYKOB (yKa3aHO CTPEIIKAMH);
B INACTOJIy OTMEYAeTCs SBHOE MTPe00IafaHue TONIINHBI
HEKOMITAKTHOTO cJios MEOKapaa. Ha ¢parmente b mano
M300pakeHUe IMO3AHETO KOHTPACTUPOBAHHUS MHOKap/a
JODK mocne BHYTpPUBEHHOTO BBEACHHUS TaJIOJIMHUIN-
COJIepIKAIllero KOHTPACTHOTO BeIecTBa (AByXKamep-
Has To3unus, (asa JUACTONBI); CTPEIKAMH YKa3aHBI
y9acTKH (puOpo3a B HEKOMIIAKTHOM YaCcTH MHOKap/Ia.

Crnemyer OTMETHTBH, YTO HEKOTOpbIE 3a00JIeBaHUS
cepama, TPOTEKAIONIHe ¢ TIOO0ANBHONW (MHOKApIWT,

munarannonHas KMII, oosémuas neperpyska JIK) wmm
JOKaNbHOU (amukanbHas aneBpm3Ma JIK) munarammeit
nosocty JDK, mepBuyHOro mposanca MUTPaIbHOIO
KJIalTaHa, MOTYT COIIPOBOXKIATHCS TIOSBICHUEM YIbTpa-
3BYKOBBIX WJIM MAarHUTHO-PE30HAHCHBIX IPU3HAKOB
HekommakTHocTH JIK, umutupys HekommnaktHyo KMII.

Cpenu JOCTYIHBIX OMOMapKepOB, B aCIEKTe JHarHO-
cruku HKMJDK, 3aciyxuBaroT BHUMaHUsI N-KOHIIEBOU
MPEIIECTBEHHUK  MO3TOBOTO  HaTpUHYpPETHYECKOTO
nentuga (NTproBNP) u tpomonmna [40]. YpoBeHb
MEPBOTO OTPa)kaeT BHIPAKEHHOCTh MHOKApAHAIHLHON
TUCHYHKIAN, KOPPEITHUPYS C PUCKOM JIETAILHOTO NCXO0a
U CIOCOOCTBYS ONpEICNICHUIO MOKa3aHWid ISl TpaHC-
TUTAHTAIUHN Cepalla. YPOBEHb BTOPOTO MOXKET CITY)KHUTh
WH/IMKaTOPOM BOCHIAIUTEIBHOTO TIPOIIecca B CEPAeTHON
MBIIIIE, HO U OBITh TIOKa3aTelIeM arpecCUBHOCTH Tede-
Hust camoit HekommakTHOU KMII. DHiomMmuokapanaibHas
OMOTICHS TIPOIOIDKAET OCTaBaThCS 30JIOTBIM CTaHAAp-
TOM JIETEKIIMM BOCTAJICHUs] MHOKapaa. Muokapaut —
MOTEHIMABHBIN T depeHInanbHbI AUarHO3, aKTy-
AJBHBIN TPU BBISIBICHUN HEKOMITAKTHOCTH MHOKapa.

O6w.nedh=-14.5%

Puc. 3. lannvie mrxarnesoii donniepozpaghuu (ppacmenm A) u yiempazgykosoui oyeHKu npoO0oIbHOU CUCIOIUYECKOU

Odegpopmayuu muoxapoa (¢ppazmenm b)
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Puc. 4. Jlannvie MPT cepoya ¢ namusnom uzobpasicenuu (ppaemenm A) u 6 pedxicume Konmpacmnozo ycuienus (ppaevenm b)

JlanHple OWOTICMA MOTYT ONTHMH3UPOBATh TEPAIEBTH-
YeCcKue PEelIeHHs, OCOOCHHO B CITydae TUTaHTOKJIETOY-
HOTO MHUOKapANTAa WA CAapPKOUI03a.

Knuangeckoe Teuenne ryouaroit KMII BapuabensHo.
Hepenko HeKOMIIaKTHBII MUOKAp/ 0Ka3bIBaCTCA CITyvai-
HOW HaXOAKOW TIPH BBITOJIHCHUH BXOKapAHOTpaQUH.
B TummuHBIX ciydasx 3a0oseBaHUE XapaKTepu3yeTcs
CUMIITOMaMH U TIPU3HAKAMU CEPJICYHON HEZ0CTaTOIHO-
CTH. Y MAIMeHTOB C HEKOMITAKTHBIM MHUOKAapAOM MOTYT
HaOJIronaThCs pa3HOOOpa3HbIE ApUTMUH B TPOMO03MO0-
JUYECKUe COOBITHA. Y NBYX TpeTel OONbHBIX TaHHOM
MaToJIOTUEN pa3BUTHUE CEPJACYHON HEI0CTATOYHOCTHU
oOycnosieno aucdynkiueit JOK [23, 25]. Cauraercs,
YTO CHUCTONHMYECKas MUCHYHKIHMA TPU HEKOMITAKTHOM
KMII cBs3ana c¢ rumonepdysueit cyOsHmokapaa Ha
(hoHE HOpPMATHLHOTO KOPOHAPHOTO KpOBOTOKAa [27, 39],
a auactonuyeckas AUC(YHKINS pa3BUBAaeTCs B CBS3U
C PECTPUKTUBHBIM ITaTTEPHOM HATIOJHEHHUS W aHOMallh-
HOM  pelakcalmud W3-3a  TUNEpTPabeKyIsIpHOCTH
JDK [41].

Y B3pOCHBIX C HEKOMITAKTHBIM MHOKap/IOM CHCTO-
nmuaeckast nuchynkmus JOK u cumritomHas cepreunast
HEJOCTAaTOYHOCTh PETHUCTPUPYIOTCS, TIO Pa3IHYHBIM
oueHkaMm, B 58-76% wu 53-73% ciyuaeB COOTBET-
ctBeHHO [23, 25, 26]. dmacronmdeckas auc(yHK-
U OTMEYaeTcss y KaKJOro BTOPOTO B3pOCIOTO
naiueHTa ¢ HKMJDK, npu stom B 36% ciyuaes
HaOIONAeTCsl PECTPUKTUBHBIA MATTEPH HapyIICHHUH
muactonsl [25]. ¥V merett ¢ HKMJDK cucrommyeckas
muchynkuus JOK u cumnTomHast cepaeyHas HemocTa-
TOYHOCTbH BbIABIIIOTCA B 60-63% n 30-63% ciryuaes
cootBeTcTBeHHO [27, 42]. Ilpm mexommaktaoir KMII
PECTPUKTHUBHBIN MMATTEPH HAPYLICHUM AHACTOINYECKOM

¢yuakmmu JIK pexe BcTpeuaeTcs cpeau neTeil, Hewxenn
cpenu B3pocibix [42, 43].

Hexommaktaas KMII wmoxker MaHH(ECTHPOBATH
OOJNBI0O B TPYAHOH KIJIETKE, CEepAlCeONEeHHUSIMHU, CHHKO-
MAJTHHBIMHU COCTOSIHUSIMU, TIEPUPEPUIECKUMHU OTEKAMH,
CHIDKEHHEM TOJIEPAHTHOCTH K (DM3MUYECKOW Harpyske,
SMOOJIMYECKUMH MHCYIBTOM M HH(APKTOM MHOKap/a,
BHE3aITHOW CepleYHOl cMepThio. OTIHMYUTEIHLHOM
OCOOCHHOCTHIO HEKOMITAaKTHOW KapJAHOMHONATHH OT
JIPYTUX KapIMOMHUOMATHH SBISETCS TO, YTO 3aboieBa-
HHE TIPOTEKACT C PEMUCCHIMH U peruauBamu [44, 45].
Jersm ¢ HKMJDDK o0co0eHHO CBOHCTBEHHO BOJIHOO-
OpazHoe TedeHHe 3a00NeBaHUs, BCIEJCTBHE CMEHBI
MEPUOJIOB THUNIEPKOHTPAKTHIBHOCTH THIIEPTPOPHUPO-
BaHHOTO MHOKap/ia IepruoJaMy II00aTbHON TUITO(YHK-
uun JDK. Perpecc HeKOMNaKTHOIO MHOKapja accollu-
WpOBaH C yioydlieHneM cuctonmmdeckor ¢ynkmmn JDK
M MOXET OKasaTh OJarompusATHOE BIMSHHUE Ha OOIIHH
MIPOTHO3 TarueHTa [46].

Hapymiennss putmMa ¥ TPOBOJMMOCTH Y TAIlUEH-
toB ¢ HKMJDK Bcrpeuatorcst ouenp dacto — B 90%
ciyqaeB [39]. XKenymoukoBble apuTMUH, 110 PA3THYHBIM
oueHkaMm, HaOmopmatorcst Ooinee uem y 40% B3poc-
meix u 30% nererr [39, 42]. Ilo apuTmmueckomy
MEXaHM3My BHE3alHO ymuparT a0 20% B3poCibIX
u 10 15% nereil ¢ HEKOMITAKTHBIM MHOKapaoM [39].
CynpaBeHTPUKYISIPHBIE  apUTMHH H  HapYIICHHS
MIPOBOUMOCTH BBISBISIFOTCS TIOYTH y YETBEPTH JIHII
¢ HKMJDK, Brmouas GuUOpWUISIIINIO W TpPEICTaHHE
MpeICepanii, MapOKCH3MaJbHBIE  CYNPaBEHTPHUKY-
JSpHBIE TaxWKapAWH, TOJHYIO aTPHOBEHTPHUKYISP-
Hyto Omokanmy. Cuaapom Bombga-Ilapkuacona-Yaiira
(BITY-cunapom) ommcan y 3% B3pocisix u 15% nereit
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¢ HKMJIX [39]. ducdysKimm cMHYCOBOTO y3i1a TpH
HEKOMIIAKTHOM MHOKapJe PEeruCTPUPYIOTCS JIOCTa-
TOYHO PEAKO, a OIOKaIbl HOKEK IMy4Ka [ mca oOHapyxu-
BatoTcs 6oee ueM y 50% B3pocibix u 25% nereit [39].

[Ipobnema TPOMOOIMOOTHICCKUX COOBITHH IIPH
HKMJDK  akryanpHa, y4YuTBIBasS OOYCIIOBICHHBIC
WMHU BBICOKHE PHCKM WHBAJUIW3AIWNA W JIETAIbHO-
ctu. Yacrora TpomOosMOonmii coctapmsieT 13-24%
Yy B3pOCIIBIX W OY€Hb BapbHUPYeT y NETeH, COCTaBIISI
0-38% [39, 47]. TpomOodMOOMMUECKHI CHHAPOM
MOXET MaHH(eCTUPOBaTh HMHCYIBTOM, TPaH3UTOPHOU
HIIIEMUYIECKOU aTakol, H()ApKTOM MHOKap/Ia, Me3eHTE-
pUaTBHBIM HHpAPKTOM, dMOOIHEH B nepudepruyeckue
aprepun. TpoMOBI MOTYT (DOPMHUPOBATHCA B IMOJIOCTH
JDK o0cobeHHO B YCNOBHAX AWJIATAMN WA TSKEIOH
CHUCTONIMYECKON AUCRYHKINH, B MEXTPAOCKYIISIPHBIX
KapMaHax, ylke JjieBoro npeacepaus npu OII, B moso-
CTH TIPAaBOTO JKEITY04YKa WM TPABOTO MPEACEPIs pH
HAJMYUH COITY TCTBYIOMIETO Ie(PEeKTa MEXIKEITYIOUKOBON
WJTH MEXKIIPEICEPIHON MEPETOPOAKH COOTBETCTBEHHO.

Jleuenue

Crnenmnduaeckoid Tepanuu HekommnakTtHOW KMII
He CcymecTByeT. JledeOHas TakTWKa HaleJeHa Ha
yCTpaHeHHe KIMHUYECKOW CHMITOMATHKH, MpoduiIak-
TUKY OCJIO)KHEHHMH W YIydllleHHE IporHosa. /[aHHble
o seyenuu nanueHToB ¢ HKMJDK HocaT orpaHuyeH-
HBI XapakTep. [IpUHIHIIMATBHBIM CIeIyeT CYUTaTh
MOJIOKEHHE O Tepalluh XPOHUYECKON Cep/IeYHON Hello-
cratoudoctn  (XCH), Bkmogas TpaHCILIAHTAIIHIO
cepana, W HapyIIeHUH CepAeYHOTr0 pUTMa (BKITIOYAs
abnarroHHbIe TEXHOJIOTHH W MMIUIAHTAIMIO Kap/ano-
BepTepa-neuoOpmmIaTOpa), a TakkKe MPOo]HIaKTHKE
TpOMOOAIMOOTHYECKUX OCIOKHCHHH ¢ TPUMEHCHHEM
MepPOpaTBHBIX aHTUKOATYISTHTOB [48—51].

Perynsprast ¢usuveckass akTHBHOCTh, CHUCTEMaTH-
YecKre a’poOHbIe JTMHAMHUYECKHE TPEHHPOBKH J103U-
POBaHHOM HWHTEHCUBHOCTH — Ba)KHBIA KOMIIOHEHT
JIedeHNs ¥ TPO(PHUIAKTHKY OOJBIITIMHCTBA KapIHOBACKY-
JSIPHBIX 3a00JIeBaHU, aCCOIMHPOBAHHBIA CO CHIDKE-
HHeM cMmeptHOoCcTH. B pexomenmammsax ESC (2020) mo
CIIOPTUBHON KapIMOJOTHH YKa3aHO, YTO K YYacCTHIO
B COPEBHOBAHUSIX MOT'YT OBITh JIOMYIIEHBI TOIBKO MaIH-
eHTHI (BKITro9as TakoBbix ¢ HKMJIXK) 6e3 kimmHnYe KX
CUMITTOMOB 3a0osneBanus npu Haamanu OB JIDK Gonee
50%, OTCYTCTBUH apuUTMUHN. B 0310pOBUTENBHBIX CIIOP-
THUBHBIX MEPONPUATHSIX MOTYT y4acTBOBarh juia ¢ ®B
JIK Gomee 40% [50].

Koppekuust cucTtolMueckod U JIMACTOIMYECKOM
TUCHYHKINY, KIMHWYECKUX TPOSBICHUNA CEpIeIHOM
HEA0CTaTo4YHOCTH Npu HekomnakTHOW KMII ocymect-
BIISIETCS C HCITOJIb30BAHHWEM IpenaparoB, 3¢ GheKTHB-
HOCTHh KOTOPBHIX yCTAQHOBIIEHA Yy TAI[MEHTOB C JIPYTHM
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KapIMaJIbHBIM CyOCTparoM W OTpakeHa B TEKYIINX
pexoMeHmarusax [52]. bera-0mokaTopbl, HHTHOHUTOPHI
ATI®D, capraHbl, aHTarOHUCTHI aJIbJIOCTEPOHA, WHTH-
ONTOp aHTMOTEH3WHOBBIX PELENTOPOB M HENMPUIN3NHA,
TUYPETHKH MOTYT OBITh Ha3HA4YeHBI JUIA peaji3alliu
oroi 3amaum [53]. Taxke mpeAcCTaBISICTCS IMaToreHe-
THYECKH IeJIeco00pa3HbIM TPUMEHEHHE WHTHOHTO-
POB  HATPUH-TIIFOKO3HOTO KO-TPAaHCHOPTEpPA BTOPOTO
tuna. [lepopanbHble aHTUKOATYISHTHI TIOKA3aHBI MPH
BBISIBIIGHUN TPOMOOB B TIOJIOCTSX CEP/Ia, a TaKkKe Ipu
(hubpmnnanuu npencepauii. B mepBoM ciydae moxa-
3aHBl MPEUMYIIECTBEHHO aHTaroHWCTH BUTamMuHa K
(B9acTHOCTH, Bap(hapuH), a BO BTOPOM — IIPSIMBIC OpaJihb-
ueie anTukoaryistHTel ([IOAK) (puBapokcaban, ammk-
cabaH, smokcabaH, mabwratpan). B mocnmemame Tomel
MOSIBIJIOCH JTOCTATOYHO MHOTO MyONUKAINH, comeprKa-
IIMX Pe3yJabTaThl OTACIBHBIX MCCICIOBAHUN U JTaHHBIC
MeTa-aHaJN30B, CBHUJETEIHCTBYIONINE O BBICOKOU
s dexTuBHOCTH M Oe3omacHocTH [TOAK mipu Tpombo-
3ax JDK. TlanmeHTam C XKM3HEYTpOXKAIOIMMHU apUTMHU-
SIMH HeoOXoMMa MUMILTAHTAIM KapauoBepTepa-achu-
opmmsatopa. CTpOruM MOKa3aHUEM K 3TOW MPOIeaype
CUMTAETCS TAapOKCH3MaJIbHAs JKEIyJOYKOBasi TaxuKap-
must. Kak Obwio ycraHosieHo, y 7% u 8% nauueHToB
C HEKOMIIAaKTHBIM MHOKapZOM W HMMIDIAHTHPOBAHHBIM
kapauoBepTep-aehudopmmistopom (MKJI) B wmHTEpe-
cax TEpPBHYHON M BTOPUYIHOW MPOPIIAKTHKH COOT-
BETCTBEHHO, PETHCTPHPOBAIUCH ITAPOKCHU3MBI JKEITy-
moukoBor Taxukapamm (OKT) 1pm  XOaTepOBCKOM
MOHHUTOPUPOBAHUU pUTMa [54].

He crnemyer mpeymeHbIIaTh BO3MOXKHOCTH KOHCEP-
BatuBHOM Tepanuu XCH mnpu HexommaktHOM KMIIL.
[lonTBepkaeHWEM 3TOM KOHIIETIIMH MOTYT OBITH
nmanueie G. Fazio et al. [55], commacHo kotopeM y 10
n3 11 manMeHToB C 3acCTOMHOW CepJieYHOM HeaocTa-
TOYHOCTHIO  (papmaxoTepanus 3HAYUTEIBHO  yIyd-
mraja HapymieHHYI0 BHYTPHCEPICYHYIO TeMOJIWHa-
MUKy (BKIIO9ash HOpMalH3aIuio (pakiuu BeIOpoca),
a CHUMIITOMBI CEPJEYHONW HEAOCTATOYHOCTH PErpecCH-
poBanu [56]. C y4eToM MOSBICHHS B MTOCIEIHHUE TOJIBI
BBICOKO 3(p(pEeKTUBHBIX JIEKAPCTBEHHBIX MTPETIapaToB s
neuennst XCH (Bancapran/cakyOWUTpHi, WHTHOUTOPHI
HATPUH-TITIOKO3HOTO KO-TPaHCIIOPTEPa 2 THIIA) CIEIyeT
OYKU/IaTh TIYOTUKAIM O BIMSHHUH T.H. HOBOH Teparnuy Ha
TeyeHue U Nnporuo3 npu HekommnakrHot KMII. Bonpoc
0 KOJIMYECTBE W JI03aX MPEnaparoB IS JATbHEHIIIETO
MIpUMEHEHUs, Ha (POHE KOTOPBIX TIOCTUTHYT OTYETIUBBIN
perpecc cepaeuHO HeIOCTaTOYHOCTH (IO CYIIECTBY,
pemMuccus 3a00IeBaHus), OCTAETCS OTKPBITHIM M pela-
eTCsl, IO-BUAMMOMY, B KQXKJIOM CITydae HHINBUIYaIbHO.

KapnnopecuuxpoHnsupyromasi ~ Tepanusi — IPUBO-
IUT K yAy4IIeHuIo (QyHKIHOHANBHOTO coctostHus JDK
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P TIOJTHOM OJloKaze JieBoi HOKKHM mydka ['wmca [48].
NmmnanTtanus uckyccrseHHoro JOK qokyMeHTHpoBaHa
B HECKOJBKUX ONMHMCAHHUAX KIMHUYECKUX ciaydaeB [49].
[Ipu pedpakTepHOl CcepACYHON HEITOCTATOYHOCTH
MOXET OBITh PACCMOTPEH BOIPOC O TPaHCIUIAHTAIHH
cepaua. Jlepaiicel IOAAEPKKHU JIEBOTO KETyA0UKa yCTa-
HaBJIMBAIOTCS Ha dTarle, IPeAIIeCTBYONEM TpaHCIIIaH-
tanuu cepana [57]. HekoMImakTHBRI MHOKap — PeaKoe
MOoKa3aHWe K TpaHCIUTaHTaruu cepana. llo maHHBIM
OJTHOTO IIEHTpa TPAHCIUIAHTAIMH Cep/Ia, JOJIS JIAIT
¢ HKMJIX B cTpykrype BCeX NAUUMEHTOB, KOTOPBIM
MIPOBOJIMIICS ATOT BHJI JISUeHUs, cocTaBmia 2% [49].
OC0OCHHOCTH aHTHAPUTMHUYCCKON TEepari 3aBUCIT
OT KJIMHMYECKOH cuTyauuu. KarerepHsle MeToIbI Jieue-
HUS JKETYIOYKOBBIX apUTMHUH OKa3alMCh YCHEIIHBIMH
y OOJIBHBIX C HEKOMITAaKTHBIM MHOKapAOM. B mureparype
MIPUBEIEHBI CITyYan YCHEIIHOTO TMPUMEHEHHs adiaru-
OHHBIX TEXHOJIOTHH MPHU CYNPaBEHTPHUKYISPHBIX (B TOM
gucne, npu cuHapome Bonbda-Ilapkurcona-YaiiTa)
u XKT, uMrutanTanuy BoAUTENS pUTMA U KapIMOBepTepa-
nepubpmsaTopa y manuestoB ¢ HKMJDK [58, 59].
Tepamus GUOPHILIAINN TIPEICEPANA TP HEKOMITAKT-
Hoit KMII Taxke mpoBOAUTCS C YUETOM TEKYIIUX PEKO-
Menaanui [60]. [Tonk3a MTOCTYHBIX B HACTOSIIEE BPEMS
JIEKAPCTBEHHBIX U TEXHOTEHHBIX ITOIX0/IOB K KOPPEKITUT

CepACYHON HEAOCTATOYHOCTH, HAPYLIEHUI CEpACUHOrO
pUTMa U TPOMOOTHYECKOTO CTaryca, a TakKe METOJOB
MpO(MITAKTHKY BHE3aITHON CMEPTH TPeOyeT YTOUHEHUS
B peallbHON KIMHWYECKOW mpakThke. OYeBHIHA HEOO-
XOJIMMOCTh JKCIEPTHOTO KOHCEHCYyCa MPUMEHHUTEIHHO
K o0cyxmaemoni mpobmeme. OCHOBOM ISl peKOMEH/Ia-
LUK IO JUATHOCTUKE U JICUCHUIO HEKOMIIAKTHOM Kapau-
OMHOTIATHU MOT OBl CTaTh KPYIHBIA MEXKIyHApPOIHBIH
peructp.

Ha puc. 5 orpaxén anroputM KIMHAYECKOTO MEHEIK-
MeHTa pu HekomrraktHoi KMIT (amantupoBan mo [51]).

Hcexoown

IIporno3 mnamuentoB ¢ HKMJDK onpenensercs
Pa3BUTHEM OCIIOKHEHUH, B YaCTHOCTH, JKEITyTOYKOBBIX
apUTMUM BBICOKHUX Tpajalui, cepJeqHol HeaoCcTaTou-
HOCTH, TpomMOosMOomnuii. IlokazaHo, 4To mMocie BepH-
(buKaIy HEKOMIIAKTHOTO MHOKap/a y 0€CCHMITTOMHBIX
miageHueB B 90% ciaydaeB B TEUCHHE HOCIECAYIOLIMX
10 et pazBuBaercs nuchynkmmst JOK [42]. [To manHBIM
S. Brescia et al. (2013), u3 242 nereit ¢ HKMJDXK,
nmuchyaknmto JOK umenn 62% u KIMHAYECKH 3HAYH-
MbIe apuTMuH — 33%, Ipu ATOM 00a IMoKazaTens CHILHO
KOPPETUPOBAIA C PHUCKOM JIETAIFHOTO HCXOJa MpH
mmuTeibHoM HaomonaeHnu (p<0,001 m p=0,002 coot-
BeTcTBeHHO) [61]. B xome wuccmemoanms National

®apmakoTepanus; no nokasaHuam: KPT,
— Tepanna CH N
WCKYCCTBeHHbIV JIXK, TpaHcnnaHTaums cepaua
Tepanmq (MapmakoTepanus; abnauma npu BMY-cuHagpome, OI;
Apntmun M3KC npun 6paankapamu; umnnanTauus MK npu KT n OXK
| AnTUKOarvRsLMA OueHKa prcka TpoMb60oamMboNUiA: HU3Kaa dyHKLUMA JTXK,
OcHoBHble ynag ®nN, Tpom6 B JTXK, sM60NUN B aHaMHe3e
HanpaBneHunsA
BeAeHUA NK[ B nHTepecax nepBnYHON NPOGUNAKTUKI
MpeBeHumna BCC (npu ®B<35%; HeycToNuMBbIX Napokcusmax XK T; 60MbLmx
nawlueHToB
. oyvarax nosfHero KOHTPaCcTMPOBaHWA Mo AaHHbIM MPT)
C HEKOMMNaKTHOM
KM, oco6eHHO CemenHbIN Ixokapamnorpadus, IKI y uneHOB ceMbl; reHeTnYeckoe
npn XCHHOB CKPUHWHT TeCcTMpoBaHMe POACTBEHHVKOB NPV N3BECTHON MyTaLun
[eHeTnyeckoe MopTBepxaeHve / NCKNOYeHVe ArarHo3a y nauueHTa
TecTnpoBaHue Ny POACTBEHHUKOB; CTpaTUdMKaLMA pUCKa
n n"a:,,',ng,'?,.(;g?;me OnpepeneHune perynspHOCTY NoceLleHns cneumanmcTa
HabnogeHNs B 3aBUCMMOCTYU TAXKeCTV 3aboneBaHus

Puc. 5. Ocrognvlie Hanpagnenus 1euedHO-npoQuUIaKmMuLeckoll maKmuKky y NAyueHma ¢ HeKOMIaKmHoU Kapouomuonamuetl.
Obosnauenusn: CH — cepoeunas nedocmamournocmo, UK/ — umnianmupyemsiil Kapouosepmep-0epuopuiiamop,

KT — scenyoourosas maxuxapous, KMII — kapouomuonamus, @K — pubpunnayus sxcenyoouxa, @I — pubpunnayus
npeocepouti, BITY — Boasgpa-Ilapkuncona-Yaiima (cunopom), BCC — enezannas cepoeunasn cmepmo, XCHH®B — xponuueckas
cepoeunas HedoCmamoyHOCmb ¢ HU3Kol gpaxyueti eviopoca, MPT — macnumHo-pe3oHancHas momozpagus,

OKI" — anekmpoxkapouozpagus
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Australian Childhood Cardiomyopathy study BHe3anHast
cepeuHasi CMepTh ObLTa KOHCTaTHpoBaHa y 23% nerei
¢ HKMJDX nipu cpemHeit TpoaoHKUTETEHOCTH Ha0ITTO-
nenust 11,9 mer [62]. YcTaHOBIEHO, YTO y TAIIMEHTOB
¢ HexommtaktHoit KMII Hu3kas ¢paxius Beiopoca JIK
uMeeT OoJblliee MPOTHOCTHYECKOE 3HAYCHHE, HEKENH
TUNEPTPaOeKyIIPHOCTD [63].

[lo maHHBIM paHHUX MyONMHWKaNWd, B Te4eHHE 6 JeT
nocie nocrtaHoBku guarHoza HKMJDK nonoBuna
B3pOCIBIX ymupana, a 12% manueHTOB CTaHOBWIIHNCH
permnuenTamMu toHOpekoro cepana [23]. C. Stollberger
et al. (2011) mpuBenn pe3ynbTaThl HAOIIOACHUS 32
MaIMeHTaMd ¢ HEKOMIAKTHBIM MHOKapAOM (OoJbImast
4acTh KOTOPBIX CTpajajia HEeHPOMBIIIEYHBIM 3abole-
BaHHEM), TIOKa3aB, YTO B TeUYCHHE 4,5 JET OT MOMEHTa
WHUIMANAY HAOMIONeH s 00Ias CMEpTHOCTh COCTaB-
nsuta oxoro 6% [64]. F. Peters et al. cooburm o Tom,
4yto u3 55 B3pocubix nanuentoB ¢ HKMJDK u cucro-
muaeckoit nuchynkmmen 12,7% ymepnu 3a 17 mecs-
1IeB Tocieayomero Haomonenus [65]. [Ipenukropamu
JIETABHBIX COOBITUH OBLIM Ha3BaHBI CepedHast HeNlo-
CTaTOYHOCTh, (PHOPMILIAIINS TIPEICEPANA U CaXapHBIHA
nuabet. VIMeroTcst mpecTaBieHns: O TOM, YTO UMILIaH-
THPOBATh KapIuOBEpTEP-IePUOPHUILIATOP B HHTEpPECaX
CHIDKEHMSI CMEepTHOCTH BceM marueHTam ¢ HKMJDK
HeIesIeco00pa3Ho, OJTHAKO STOT METOJ CIIEYET PacCMo-
TPETh NPU HAJTHIUHU 3HAYUMBIX PUCK-(PAKTOPOB — CUCTO-
mmaeckoit aucdynkmn JK nmpu yaoBieTBOpUTEIEHOM
CTaTyce CEpIEYHOM HEJOCTAaTOYHOCTU, HEYCTOHYMBOM
JKEITyI0YKOBON TaXWKapAWW, CUHKOMAIBHBIX COCTOS-
HUSAX KapAWaJbHOTO WJIM HEW3BECTHOTO TeHe3a [53].
R. Verma et al. (2018) ycTaHOBHIHM, YTO TAIMEHTHI
C HaJM4YMeM >5 CerMEeHTOB HEKOMIIAKTHOTO MHOKapa
XapaKTePHU30BAIIMCh JOCTOBEPHO MEHBINCH (pakmueit
BBIOpOca [10K, GombITeit SKTOMMYIECKON JKEITYIOUKOBOM
AKTUBHOCTBIO W XYIIIMM TIPOTHO30M, IO CPaBHEHHIO
C JIMIIaMH{, UMEBIIAMH 710 4 CErMEHTOB HEKOMITAKTHOTO
Muokapaa. [IpumeyarenpHO, YTO IPOTHO3 CYIIECTBEHHO
HE pazjauyajcs Cpeau MalueHToB ¢ Haauyuem 0-2
n 3-4 cerMeHTOB HEKOMIaKTHOCTH [66]. [Ipu obecte-
YEHUH JOJDKHOW PEryilsipHOCTH BHU3WTOB W COOMIIOME-
HAW BpadeOHBIX TMPEANHCAHUN 110 JICICHHIO, OOIIas
JIETAIBHOCTh MOYKET COCTaBIISITH TONBKO 2% B Teue-
Hue 15 mer mabmomenus [67]. Bo3moxkHO, MoJoIbIe
JIONM C TIOBBIIEHHON TpabexymspHocThio JIXK Takxke
TpeOyroT 0co00T0 BHHMAaHUS, MOCKOJBKY C TEUEHHEM
BPEMEHH Y HUX MOTYT TOSBIATHCS MPU3HAKH «TyOua-
TOTO» MHOKapaa [68].

3axnrouenue

Mmuoroo0pa3ue Mopdosorndeckux W (QyHKIIHO-
HaJIBHBIX TMATTEPHOB, BAPHAHTOB KIMHUYECKOTO Teue-
HUS, HAONIONAaeMBbIX y TAlHMEHTOB C HEKOMITAKTHBIM
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MHOKapioM, TpeOyloT TECHOTO  B3aUMOACHCTBUS
pa3IMYHBIX CIEIUAINCTOB B OOJNACTH KapIHOJIOTHH,
KapIMOBU3YAIM3AlNH, KapIUOXUPYPTUH, TETUATPHUH,
reHeTHKH, maroMopdororuu. [Ipodirema cBoeBpeMeH-
HOM NHMarHOCTUKM W OKa3aHUs CIELHUAIU3UPOBAHHOU
Y BBICOKOTEXHOJIOTUYHOH MTOMOIIY MAIEHTaM C HEKOM-
MAKTHBIM MHOKap0M IPOJIOJHKAET OCTABATHCS aKTyallh-
HOM M HE BIOJIHE MOHSATON MPAKTUKYIOIIMMHU BpadyaMmH.
OTcyTCcTBHE KOHCEHCYCHBIX JOKYMEHTOB IO 00CYyK[Ia-
€MOI TaTOJIOTHU CITOCOOCTBYET PAa3BUTHIO SMITUPHYE-
cknx noaxonoB. Co3maHne HAIMOHANBHBIX U MEXITy-
HApOJIHBIX PETUCTPOB TMAIMEHTOB C HEKOMITAKTHOU
KMII MoxeT yCKOpUTh IIPOBEAECHUE MHOTOLIEHTPOBBIX
KOHTPOJHMPYEMBIX PAaHJOMU3WPOBAHHBIX HCCIENOBA-
HUW 110 orleHKe A(H()EKTHBHOCTH JICYCOHBIX ITOIXOI0B
1 JIOJITOBPEMEHHOTO MTPOTHO3a IIPX ATOM 3200JIeBaHUH.
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