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KAPIUOMUOIIATHN Y JETEN - KJIUMHUYECKUE, TEHETUYECKHAE
N MOP®OJIOTHYECKHUE ACIIEKTbBI

© O.11. Capwiesa, JI.B. Kynuoa, E.B. Ilpoyenxo, M.B. Manviwesa

®I'bY MBanosckuit HUM maTepunctBa u gerctsa um. B.H. 'opoakosa
Munsnpasa Poccuun, UBanoso, Poccust

Kapaunomuonaruu (KMII) sSBASIFOTCS OAHON M3 CEPHE3HBIX M CIOXKHBIX MPOOIEM IETCKOU
Kapauosiorui. MHOrMe U3 HUX — MPUYMHA BHE3AIMHOW CMEPTH U HOCST CeMEMHBIX Xapakrep. He-
yTEUINTENbHAs CTaTUCTHKA MOBBIMACT aKTyadbHOCTh Npobimemsl KMII u muktyer HeoOXomu-
MOCTb YIJIyOJIEHHOTO H3y4YeHHUsS 3THUONATOreHe3a, CTPYKTYPHBIX OCHOB M OIBITa KIMHHUKO-
MOP(OJIOTHUECKON TUATHOCTUKU JAaHHOH marosioruu y nereir. OcoOyro 3HaYMMOCTBh, C MpaKTHYe-
CKOHM TOYKHM 3peHHs], IproOpeTaeT pa3paboTka MPOrHOCTUYECKHX (DaKTOPOB MPU MEPBUYHBIX U
BropuuHbix KMII. B nannom nurepaTtypHoM 0030pe npeacTaBieHbl CBEIEHNUs 00 ATHOJIOTUH, Ma-
TOTeHe3e, KIMHUYECKUX MPOSBICHUSAX, MATOMOP(OIOrHYECKHX H3MEHEHHSIX M HCXO0JaX TaKuX
KMII kak runeprpoduyeckas, AUIaTallMOHHAsS, HEKOMIIAKTHBIA MHOKApJ JIEBOIO KEIyJI0uKa U
TUCTHOLMTOUIHAS KapauomuonaTus. [Tokazanbl 0COOEHHOCTH CTPYKTYPHOU MEPEeCcTPORKH MHO-
KapJa Ipy aHAIM3UPYEMBIX KapAMOMHMOIIATHAX U UX CBS3b C CHUCTOJIMYECKON M TMACTOJIMYECKOU
muchyHKIMer Muokapa. Jleraan3upoBaHbl MOJIEKYIISIPHO-TEHETUYECKHE ACIEKThl JUarHOCTUKU
STUOJIOTHH U TIATOT€He3a JaHHOM martosioruu y aerei. [lomuepkuBaercs HEOOXOAUMMOCTb CHUCTeE-
MaTHYECKOTr0 MaToMop(OIOrHuecKoro UCCle0BaHus cepiia ¢ Hauboee MOTHbBIM aHaJIU30M CO-
KpPaTUTEIbHBIX, MPOBOISAIINX MUKPOIUPKYIATOPHBIX U HEHPOBETETAaTUBHBIX CTPYKTYp MpPHU pac-
CMaTpPUBAaEMbIX BapHaHTaX CEPJCYHO-COCYAUCTON MAaTOJIOTUU. DTU JaHHBIE TOMOTYT CHOPMHUPO-
BaTh OyIyIIHE UCCIICIOBATEIILCKUE IPUOPUTETHI TTO 00CYKIaeMOl rpyIe 3a00JIeBaHUi IS TOC-
THXKEHHS 0oJiee paHHEW NUAarHOCTUKHU, YITYUIIEHUS KIMHUYECKUX PEe3yabTaTOB M MOBBIIICHUS Ka-
YeCTBA )KU3HU ITUX JIETEH U UX CEMEH.

Knrouesvie cnosa: xapouomuonamus, cunepmpoduueckas; 2UcCmuoyumouoHas, ounama-
YUOHHASL, 0emuU, HeKOMNAKMHbBIU MUOKADO.

CARDIOMYOPATHY IN CHILDREN - CLINICAL, GENETIC
AND MORPHOLOGICAL ASPECTS
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Cardiomyopathy is one of serious and complex problems of pediatric cardiology. Many of
them are the cause of sudden death and are familial in character. Disappointing statistics increases
the relevance of the problem of cardiomyopathy and dictates the need for in-depth study of the eti-
ology and pathogenesis, structural bases and experience in clinical and morphological diagnosis of
this pathology in children. Of particular importance from a practical point of view is the develop-
ment of prognostic factors in primary and secondary cardiomyopathies. This literature review pro-
vides information on the etiology, pathogenesis, clinical manifestations, pathomorphological chang-
es and outcomes of such cardiomyopathies as hypertrophic, dilated cardiomyopathies, non-compact
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left ventricular myocardium and histiocytoid cardiomyopathy. Peculiarities of restructure of the my-
ocardium in the analyzed cardiomyopathies and their relationship with systolic and diastolic myo-
cardial dysfunction are shown. Molecular genetic aspects of diagnosis of etiology and pathogenesis
of this pathology in children are given in detail. The necessity of systematic pathomorphological
study of the heart with full analysis of contractile, conducting microcirculatory and neuroautonomic
structures in considered variants of cardiovascular pathology is emphasized. These data will help
outline future research priorities for this group of diseases to provide earlier diagnosis, improve clin-
ical outcomes and the quality of life of these children and their families.

Keywords: cardiomyopathy; hypertrophic; histiocytoid; children; dilated; non-compact my-
ocardium.

Kapaunomuonatun (KMII) — Tepmum, ructrouuronHas kapanomuonarust (I'uKMII),
o0o3HavaroImui 3a00yeBaHUsI MUOKapAa, IpU ¢ubposnacto3 3H0KapAa u ap. Bropuunsle,
KOTOPBIX MPOUCXOAAT CTPYKTYPHO-(YHKIHO- wm cnenupuieckue, KMII Bxirouator nmaro-
HaJIbHBIE WM3MEHEHHS CEpPACYHON MBIIIIBl B JIOTHIO MUOKap/ia, COYETAIOILYIOCS C APYTUMU
OTCYTCTBHE IaTOJIOTUM KOPOHAPHBIX apTe- 3a00JIeBaHUsAMU cepAla MO0 CUCTEMHBIMU
puil, apTepHaIbHOM TMIEPTEH3MH, IOpaXe- nporeccamu. K HuUM OTHOCAT Merabonuye-
HHUI KJIAIIaHHOIO anmapara U BPOXKICHHBIX ckue KMII (manpumep, SHIAOKPUHHBIC WU
nopokoB cepaua. Kak mpasuno, KMII knu- CBSI3aHHBIE C AMUJIOU1030M), COTIPSDKEHHBIE C
HUYECKH MPOSIBIAIOTCS B MJIaJIEHYECKOM BO3- CHUCTEMHBIMU 3a00JICBaHUSMHU COCIUHUTEIb-
pacTe M 3a4acTyr0 3aBEPLUAIOTCA JIETAIbHBIM HOW TKaHU, MBIIIEYHBIMHU AUCTPOPUIMHU, TOK-
ucxogoM. HecmoTpst Ha 1OCTHXKEHUSI COBpe- CUKO-aJUIEPIrUUE€CKUMHU PEaKUsIMU U JIp.
MEHHBIX MEIULMHCKUX HAayK — TEHETHUKH, HeonHo3HayHast 3nuaeMuOIOrn4ecKas
MMMYHOJIOTMH, TaTOJIOIMYeCKOll aHAaTOMUU — KapTHHA JaHHOW TMaTOJOTHH OOBSCHSIETCS
KMII mno-mpexHeMy oOCTalOTCd HauMEHee TPYAHOCTSIMU NPUKU3HEHHOW M IIOCMEPTHOU
M3Y4YEHHBIM Pa3/elIoM AETCKON KapAUOJIOTHH. quarHoctuku KMII. 1o naHHBIM pa3HbIX aB-

Cornacno kiaccudukanuu BO3 (1995), TOpOB [3,4], yacToTa BBIABISIEMOCTH IEPBHY-
BBIICTISIIOT MEPBUYHBIE (BPOXKJIEHHBIE, UIHO- Heix KMII y nereit konebnercsa ot 0,65 no
naTU4YecKue) U BTOpUYHbIE (crenuduueckue) 1,24 cryuaeB Ha 100 000 nereit.

KMII. K mepBHYHBIM OTHECEHBI AMWIATAIU- KMII sBnstoTest cepbe3Hoit mpobiaemon
onHas (nanee — JIKMII), runeprpodpuueckas nerckon kapauosioruu: 40% manueHToB ¢ yc-
(mamee — 'KMII), pectpukTtuBHas (manee — TAaHOBJIEHHBIM JIMATHO30M B TEYEHUE IEPBBIX
PKMII) u apurMoreHHas KapAHMOMHOINATHS JIBYX JIET ¢ MOMeHTa MaHM(ecTaruu 3adoe-
(AKMII) mpaBoro »xemymouka (ITXK). Ilep- BaHUs HYXKJAKOTCA B OINEPATHBHOM JICUECHUU
BuyHble KMII sBisitorcss G0 reHeTH4yecku (TpaHCIIaHTaMu —cepiaua), 0e3 KOTOpOoro
JNETEPMUHUPOBAHHBIMH, JHUOO pa3BUBAIOIIN- yacTh OoyibHBIX moruOaet [3,5]. [Ipu panuei
MHUCS B p€3YyJIbTAaTE BIEPBHIE BO3HUKIINX I'€H- AQHTEHATAJIbHOW JUarHocTuke narosioruu 13%
HBIX MyTalui. B pgajpHeWeM 3T0 MPUBOIUT OepeMeHHOCTElN NpephIBatOT, a 0OJIbIIAs YaCTh
K JECTPYKLUHU COKPATUTEIbHBIX OEKOB MUO- (mo 63% mIom0B) — morubaerT B MepUHATAIb-
Kap/a ¢ MOCIEeAYIOINM HapylIIEHHEM HacoC- HOM Tiepuoje [4]. HeyremmrensHast cTaTUCTH-
HOW (pyHKIIMM cepala U JuiaTalued ero Imo- Ka TIOBBIIIAET aKTyadbHOCTH Mpobsiembl KMII
nocreil. Hamboree pacrnpocTpaHeHHBIMU B U JIUKTYeT HEOOXOJUMOCTh YIIIyOJEHHOTO
MOMYJISIIIUK, COTJIACHO JIUTEPaTypHBIM JlaH- W3yYEHHs] ITUOMATOreHe3a, CTPYKTYPHBIX OC-
HbM [1,2], sBisitoress IKMIT (mo 60% nuar- HOB U ONBITa KIMHUKO-MOP(OIOTHUECKON JTH-
HoctupoBaHHbIX ciayyaeB) u ['KMII (okono arHOCTHKY JAHHOM NaTOJIOTHH Y JIETEN.

40%). IloMuMO mNEpEeUnCIEHHBIX, BBIIEISAIOT L]env — OCBETUTH KIMHUYECKHE U MOp-
rpynny Hekinaccupuuupyembeix KMII, k ko- ¢donornyeckue acrekTsl Haubosiee pacrpo-
TOPBIM OTHOCSATCSI HEKOMIIAKTHBI MHOKapJ, CTPaHEHHBIX BapUAHTOB KAPIUOMHOIATHH Y
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JIeTel — TUIepTPOPUUECKON U AUIATAllMOHHOM,
a TaKXKe TaKUX PEJKO BCTPEUarolxcs 3a0oie-
BaHM KaK MMCTHOLMTOUIHAS KapIUOMHUOIIATHS
Y HEKOMITAKTHBII MUOKap/1 JIEBOT'O JKEITyI0UKa.
T'unepmpoguueckasn kapouomuonamusn
3a0oJieBaHuE, XapaKTEpU3YIOLEeCs TU-
nepTpodueil CTEHOK JIEBOTO W/MIU MPABOTO
JKEITYZI0YKOB, Yallle aCUMMETPUYHOM, M, Kak
MIPABUJIO, BOBJICKAOIIEH MEXIKETYJOYKOBYIO
neperopoaky (MIKII). 'KMII sBasercs ca-
MOH pacIpOCTPAaHEHHOW Cpear 3a00JIeBaHHMA
MHUOKapJa B JeTckoil mnpaktuke. CoriacHo
SMUAEMHOJIOTHYECKUM HCCIEOBAaHUSAM, MPO-
BEJICHHBIM B CTpaHax 3amnajaHoi EBpomnbl, AB-
ctpanuu u CIIA, exxeronnas yactora ciyda-
eB 3a0oneBanus koyeodnercs ot 0,24 no 0,47
Ha 100000 [2-5]. ITo maHHBIM pa3HBIX aBTO-
poB, ot 30% mo 60% I'KMII HOcAT cemeit-
HBI XapakTep, Yalle C ayTOCOMHO-IOMU-
HaHTHBIM THUIIOM HacjemoBanus [5,6]. Poct
Yrclia 3aperUCTPUPOBAHHBIX CIy4aeB JaHHOMN
[ATOJIOTUU CBfA3aH KaK C IIWPOKUM BHEIpeE-
HUEM B MPAKTUKY COBPEMEHHBIX METO/OB JIH-
arHOCTHKH, TaK U, BEPOSTHEE BCETO, C UCTUH-
HBIM yBeIHUeHUEeM uucia 6ombpHbIX [5,7]. K
HACTOALEMY BpEMEHU HACHTU(DULIHPOBAHO
14 reHoB, MyTalMu KOTOPBIX MOTYT IPHUBO-
nuth K ['KMII: MUO3MH-CBSI3aHHBIM MTPOTEUH
C (MYBPC3), [B-MHO3UH-TSKENbIE IETH
(MYH?7), cepaeunsiit Tporionur T (TNNT2),
a-tporiomuo3ud  (TPM1), cepaeunsiii o-
aktuH (ACTC) u np. IlepeuncneHHble TeHBI,
B OCHOBHOM, KOJUPYIOT O€JKHU KapAHaJbHBIX
CapKOMepoB M O€JIKM W3 CTPYKTYphl (huia-
MeHTOoB [3,5,8]. Haubonee vacto BcTpevaroT-
Csl MyTallH TeHa [3-MUO3WHA TSDKENBIX Henei
— 110 50% cemeit 0onbHbIX ¢ 'KMII. B nmaro-
TEHE3€ ONPEIEIICHHAs pOJIb OTBOAMTCA Mart-
puKcHbIM MetautonpoTtenHasam (MMII). V-
TAHOBJICHbI HapylleHHus OajaHca MEXAy KO-
nuyectBoM MMII u ux TkaHEBOTO MHTUOUTO-
pa (TUMMII-1) B Muokapze, KOTopble Npu-
BOJSIT, B CBOIO OYEpEe]b, K HAPYIICHUIO H30-
MEPHOI'O COCTaBa KOMIIOHEHTOB BHEKJIETOY-
HOTO MaTpUKCa, HAKOIUIEHHWIO KOJIJIareHOB U
pa3BuTHIO (prGpo3HOI TKaHM B cepaue [9].
I'KMII, pa3BuBaromyrocs Mnpu Hapyiie-
HUSX OOMEHa BEIIECTB, I'€HETUYECKHX CHH-
JpOMax M HEPBHO-MBIIIEYHBIX 3a00JIEBaHUSX,

OTHOCSAT K HereHetnueckum opmam. Crozia xe
oTHOCAT 1 Metabonmueckue popmel 'KMIL, Ha
JIOJIF0 KOTOpBIX npuxoautces 10 10% ciydaes.
OOMeHHbIE HapylIeHHUs, CONPSHKEHHBIE C
I'KMII, — 5T0 npenMyIiecTBEHHO TJIMKOTE€HO-
36l (B yacTHOCTH, Oone3nb [lomme), a Takxke
MYKOIOJIUCAXapuI03bl U HapyIIEHUs MeTado-
au3Ma JKUPHBIX KucnoT. 3audactyro ['KMII
CTaHOBUTCS TposiBiieHHeM cHHApoMOoB MELAS,
Barth, Sengers u np. MHUTOXOHIpPHAIBHBIX 3a-
6oneanmii [10]. XapakTepHbIMH OCOOEHHO-
CTSIMU TIOPAXXKEHUsI CepJilia IPU HUX SBIISIOTCS
CUMMETpPUYHAsl TUIEpTpopusi MUOKapaa, Obl-
CTpOE€  IPOIPECCHUPOBAHUE  CHCTOJIMYECKON
TUCYHKIMY U pa3BUTHE IWJIATAIUH.
Knunnueckue nposinenns 'KMII Ba-
puabenbHbl — OT JUIUTENBHOTO OECCUMIITOM-
HOTO TEYEHMsI 1O BHE3alHOM cepleyHon
cmeptu. Kak mpaBuio, 3a0osieBaHue TpOSB-
JSIETCSI OJIBIIIKON TIpU (PU3UYECKON HaArpy3Ke,
00JIeBBIM CHHIPOMOM, APUTMUSMH, TOJOBO-
KPY’)KCHUEM M CHHKOMAIbHBIMH COCTOSTHUS-
mu. Cnekrp aputmuid y aereit ¢ ['KMII mu-
POK, OHU XapaKTEepU3yIOTCs Kak Opaauapur-
MHSIMHU, TaK U Taxuaputmusamu [11]. Juarno-
ctuka ['KMII ocHOBaHa Ha WCMOJIB30BAHUU
anexrpokapauorpaduu (IKI') u sxoxapauo-
rpaduu (Ox0oKI'). ImenHo n3menenus, ooHa-
pyxennsle Ha OKI', 3auacTyo SBISIOTCSA OA-
HOM U3 OTIPAaBHBIX TOYEK B JUArHOCTUKE 3a-
6oneBanus. OJHUMH U3 caMbIX UHGOPMATUB-
HbIX mokazarened npu OxoKI' sBisgroTcs
tonmmHa MKIT u crenku JDK.
Knaccudpukauus 'KMII nogpazymena-
€T BBbIJIEJIEHHE CHMMETPUYHON M acHUMMET-
puuHoit dopm. [locnennss, B cCBOIO ouepenp,
nojapasaensercs Ha OOCTPYKTHUBHYIO, WIIU
UIUONATHYECKU runepTpouueckuii  cyo-
AOpTaAJIbHBIN CTEHO3, M BepxyueuHyr. O0-
ctpyktuBHass ['KMII mnposiBasiercs rumnep-
Tpoduel MPeuMyIIeCTBEHHO BEpXHEH YacTh
MOKTI, uHoria B cOYETaHUU C THNEpTpoduei
nepeiHe-00KOBOI CTEHKU JIEBOTO YKEIyA04Ka
(JOX) u compoBoxmaercss OOCTPYKIIUEH BBI-
HOCSIIEr0 TpakTa. BapmaHT BepXylIeYyHON
I'KMII xapaktepusyercs rumneprpopueii B
ocHOBHOM anukanbHOW vactu JDK. [Ipm Heit
OOCTPYKIIHSI BBIHOCSIIIETO TPAaKTa OTCYTCTBY-
eT. Acummerpuunyio gopmy 'KMII otnuuaer
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BbIpakeHHas runeprpodus muokapaa JDK u
MXII 0e3 punaranM IIOJIOCTEH Ccepila.
MakpoCKOIIUYECKH CepALE 3HAUUTEIBHO YBE-
JMYEHO IO Macce M pa3MepaM, OTMEYaercs
runeprpodus JOK u MXKII, rucromornuecku
OITUCHIBAIOT Xa0TUYHOE, OECTopsiI0uHOe pac-
TIOJIO)KEHHUE KapIMOMHOLIUTOB U YKOPOUEHHBIX
MBIIIIEYHBIX BOJIOKOH [6,12], a Takxke Kap-
IMOCKJIEepo3 U (poKanbHbIE HEKPO3bl KapIuo-
MHUOIMTOB. MHOTa BBISBISIOTCS BETBSAILLUECS
KapAMOMHUOLUTHI HEMPABUIILHOM WM 3BE3/14a-
TOI (hopMbI. M3MeHEHHE ITUTOAPXUTEKTOHUKH
MHUOKap/ia ¢ 4epeJOBaHUEM Y3KUX MPOJI0JIb-
HBIX ¥ HIMPOKUX MONEPEYHBIX MBIIICYHBIX BO-
JIOKOH aCCOLMUPYETCS C YBEIMYEHUEM ILIO-
maad CTpOMbl MHOKapaa. BreipakeHHas TH-
nepTpodusi ConpspkeHa ¢ HapylleHueM (PyHK-
MY KOPOHAPHBIX apTepuii (B IEPBYIO OYEpeh
nepeaHel JeBOW HUCXOMALICH BETBU) U, Kak
CJIEZICTBUEM, UllleMueit muokapaa [ 13].

Cummerpuunyto 'KMII otnugaer cy-
IIECTBEHHOE YBEJIMYEHUE MAaccChl cepila ¢
PaBHOMEPHBIM YTOJIIEHUEM €r0 CTEHOK, JIH-
JlaTamuei mpeacepauii ¥ yMEeHbIIIEHHEM 00b-
emMa mosocteil skenynoukoB. Ilatomopdoro-
THYECKYI0 KapTHUHY 3a00JIeBaHUsI ONPEIETsieT
COYETaHME 0YaroBOr0 CKJIEpPO3a MUOKapjaa U
(boKaNbHBIX HEKPO30B KapJAMOMHUOIIMUTOB Ha
¢oHe runepTpodUy MBIILIEYHBIX BOJIOKOH.
Ilocnennue MoryTt pacmnojiaraTbCsi B3aUMHO
MEePIEHIUKYISIPHO, POPMUPYST «Y3JIBD» U «3a-
BUXpeHUs». LluTomnasma KapIuOMHUOIIMTOB
COJIEP’KUT TEpPUHYKIICapHbIE BAaKyoJIHd, 00pa-
30BaHME KOTOPBIX CBS3BIBAIOT C HAKOIJICHUEM
aTUINHWYHBIX TpaHys riukoreHa [13].

[IporHo3 3a0oneBaHus  JIOCTaTOYHO
ceppe3eH — ['KMII accouumpyercs ¢ BbICO-
KUMHU TI0Ka3aTelssMM CMEpPTHOCTH. JlaHHbIE
pasHbIX HcCCIeloBaTeNeld O MokKa3aTensix Je-
TaJTbHOCTH NPOTHUBOpeUMBBI. COrjJacHO [aH-
HeiM B. Maron, et al., MakcumanbHBIA PHCK
CMEPTH HUMEIOT JHIa TOCTIyOepTaTHOTO U
MosioJ0r0 Bo3pacta [14]. PesynbpTaThl KpyIi-
HOT'O HAay4yHOI'O HCCIEAOBaHUs, MPOBEIECHHO-
ro MBEUITAPCKUMU YICHBIMH, TIO3BOJIIIIA YC-
TaHOBUTB, yTO cMepTHOCTH 0T ' KMII y nereit
B BO3pacTte oT 8 10 16 et conocrtaBuma C Ta-
KOBOM y B3pocibix U coctaBuia 0,112 Ha
100000. CmepTHOCTH y A€TeH 10 8 JeT Mu-

HUMaJbHA U cocTaBisgeT 1,6%, 3aTeM yBenu-
YUBaeTCs, JocTUras Makcumyma k 10 rogam —
9,7% [15]. B cTpykType HenocpeAaCTBEHHBIX
npuduH cMeptu 10 18% npuxogurcs Ha A0-
JII0 BHE3AIHON OCTaHOBKHU Ceplla, KOTopas
MOXET CTaTh MEPBBIM U €IMHCTBEHHBIM IIPO-
SIBJICHHEM 3a0oJieBanus [ 15].

Junamayuonnas kapouomuonamus

JAKMII xapakrtepusyercs pacliMpeHu-
eM monoctu JDK, cHmkeHHEM TIi100aabHOMI
COKPAaTHUMOCTH MHOKapja IpU OTCYTCTBUU
reMOJIMHAMUYECKON Teperpy3ku, KOTOpbIe
MOTJIM Obl BBI3BAaTh HAapyIICHHUE CHUCTOJIHYE-
ckoit ynxkuum JDK. Hamnas dopma KMII
JOMHHHUPYET B CTPYKTYpPE HHBAIUTHOCTU U
CMEpPTHOCTH JI€T€ M SBJISETCS OCHOBHOM
MPUYMHON pa3BUTHUSI XPOHUYECKOUW cepiaeu-
HOM HEIOCTAaTOYHOCTH B JIE€TCKOM BO3pacTe
[2,16]. Pacnpoctpanennocts JAKMII Bapbu-
pyer ot 3,8 ciydaeB Ha 100000 Hacenenus B
crpanax Espomnbl 10 40 ciydaes Ha 100 000
Haceneaust B CILIA [16]. 3aboneBanue garie
BCTPEUYAETCs Y MAIbUYUKOB, YEM y JIEBOYEK.

[To manHBIM pa3HbIX aBTOPOB, A0 30%
JAKMII sBastorcst cemeirtHoit (popmoit 3abo0-
neBanus [17,18]. Cauraror, uro 60Je3Hb 4Ya-
e HacJIeIyeTcsl MO ayTOCOMHO-JIOMHUHAHT-
HOMY IIyTHU, BMECTE C TEM BO3MOXHBI ayTO-
COMHO-PELECCUBHBIMA, CBA3aHHBIA €  X-
XpPOMOCOMOW ¥ MHUTOXOHJPHUAIBHBIN THUIIbI
HacienoBanus [17,18]. K wacrosimemy Bpe-
MEHHU HAKOIUIEHBI CBEICHHS O MyTal[iu F€HOB
KapJMadbHbIX OCJIKOB JECMUHA, TUCTPOPUHA,
namuHa A/C, NPUHUMAIOIIUX Y4acTHUE B M-
opuo-derorenese muokapaa [17,19].

Baxxnoe 3nauenue B matore”ese JIKMII
OTBOJIUTCSl aKTUBAIIUM arloNTo3a, TUCPYHKINN
SHJOTENMSI W M3MEHEHUSIM BHEKIIETOYHOI'O
Matpukca [19]. Hapymenuss crpykrypHO-
(YHKIIMOHAIBHOTO COCTOSIHHSI BHEKJIETOUHOTO
MaTpUKCa JUArHOCTUPYIOT TIO0 HAJIUYUIO JHC-
OanaHca B cOJepKaHUM MATPUKCHBIX METaJIO-
nporennas (MMII). IloBeiienHOE copepkaHue
MMII-1 B marpukce NpOBOLMPYET paciieriie-
HUE KoJulareHa | Tuma, compoBOKIaromieecs
JIcOaTaHCOM KOJUIar€HOB B CTOPOHY YBeINHue-
aug kotareHa Il tuma. Tlocnennuii, oOmamas
CBOMCTBOM TMOBBIIIEHHON 3JIaCTUYHOCTH, CTa-
HOBUTCS (DaKTOPOM, CIIOCOOCTBYIOLIMM DPACTSI-
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JKUMOCTH Muokapa u aunataruu JOK. VBenu-
YEHUE CO/ICP>KAHUSI BO BHEKJIETOUHOM MaTpPHUK-
ce MMII-2 u MMII-9 yka3biBaeT Ha aKkTHBa-
LUIO0 pacrajia KOMIIOHEHTOB MaTpUKCa, KOTO-
pbIil COCOOCTBYET MUIIATALUK KETYAOUYKOB U
IpeNCepInid, yCyryOssii CHUCTOIMYECKYI0 H
JUACTONIMYECKYIO TUChYHKIMIO cepana [19].
3HAYUTEIIbBHYIO JIOF0 B CTPYKTYpeE
JKMII 3anuMaroT HeHacleACTBEHHbBIE (DOPMBI
3a0oneBanus. [lpuunmHamu moOCHEAHUX SIBIIS-
IOTCS. MHOKapJIuT, HapylleHuss oOMeHa Be-
IIECTB U HEPBHO-MbIIeYHbIe Oose3nu. [lo-
ctmuokapautudeckas JKMII noarBepxknaer-
Csl JAHHBIMU SHIAOMHUOKAPAHATHHON OHOIICHH,
P KOTOPOHM MOKHO BBIIACIIUTH OMNPEIEIICH-
HBI TEHOM BHUpYCa, BBI3BABIIErO 3a00JieBa-
nue. Cpenu Bo30yauTenel mpeobialaloT H-
TepoBUPYCHI, BUpychl Kokcaku A u B, a Takxke
BUPYCHI reprieca. M3 HEpBHO-MBIILIEYHBIX 3a-
OoJneBaHUM, COMPOBOXKIAIOIIUXCS PA3BUTHUEM
JAKMII, BbIIENSAIOT MNPOTPECCUPYIONIUE JHUC-
tpoduu romenna u bekkepa [16].
Hebrotupyer JKMII cHuxenuem co-
KPaTUMOCTH MHOKap/a, CUCTOJUYECKON aK-
TUBHOCTH M JTMACTOIUYECKON IUCQHYHKIIHEH.
CuMNTOMBI XpOHHYECKON CEpAEUHOM Henoc-
TaTOYHOCTH HAYMHAIOT MPOSIBISATHCA C Majo-
ro Kpyra KpoBOOOpaIIeHHs C MOCIEAYIOIIUM
pacrpocTpaHeHHeM Ha OOJIBIIION KPYT.
[TaTomMopdonIOTHIECKUMH U3MEHEHUSI-
mu JIKMII siBistitoTcst kapimoMeranusi U pac-
HIMpEHUe MOJIOCTEeH cepAla (Jalie >Kemyaod-
KOB, PEK€ — B COUYETAHUU C TPEACEPIUSIMU).
[Tonoctn  XKenyAOYKOB TMPEUMYIIECTBEHHO
OKpyTJIOi (OPMBI, UX CTEHKH MOTYT OBIThH
WCTOHYEHBI, MUOKApP]l CTAHOBUTCS JPSOIIBIM.
Macca cepamna yBenuuuBaercs Ha 25-50% u
Oonee. CTBOpKH KJIallaHOB MCTOHUAOTCA. Ta-
KM€ U3MEHEHUsSI TUCTOAPXUTEKTOHUKHU COTIPO-
BOXKJAIOTCS CHUKEHUEM  COKpPAaTUTEIbHOMN
(GYHKIIMM MHOKapAa U Pa3BUTHUEM CEpACUHOU
HEJ0CTaTOYHOCTH. HakorieHue 3HauuTeNb-
HOTO KOHEYHOTO JHAacTOJIMYECKOro oObema
KpOBHU B MOJIOCTSIX CEep/lla BEIET K 3aCTOI0 U
00pa3oBaHUIO TPUCTEHOYHBIX TpomMOOB. B
ucxozne JKMII pa3zBuBaercs MHTEPCTHLIAAIB-
HBIA /WM CYOdHAOKAapAUAIbHBIN KapIuOCK-
nepo3 [6]. IIpu rucromoruyeckom uccieaoBa-
HUW OTMEYAlOT HEM3MEHEHHBIC WM THUIIep-

TpOUPOBAHHBIE KAPJUOMHUOLUTHI, JIOKaIb-
HBI{ MHOLMTONN3 C TEePUPOKAILHONW MakKpo-
(aranbpHOI peakiyeil, 03MHOPUINI0 KapIuo-
MHUOIIMTOB. MBIIlI€YHbIE BOJOKHA MpPEUMYIIIe-
CTBEHHO YIOPSJI0YEHHO PAaCIOJIOKEHBI, AHa-
MeTp MHOPHOPWIIT HE U3MEHEH, HO sapa Mo-
IyT OBbITh THIEPXPOMHBIMH KaK IpU THIIEp-
tpoduu. OuaroBas ne3opraHuzanusi MHOPHO-
pWLT TpeAcTaBisieTcs JMOO YepeaoBaHHEM
Y3KUX TMPOJOIBHBIX U IIUPOKUX TOMEPEUHBIX
My4KOB, MO0 UX TeperuieTeHrneM. Mopdoio-
TMYECKUI 3KBUBAIEHT MpoIecca TUIepTpopun
IyTeM aMHTO3a C 00pa30BaHUEM JBYSICPHBIX
MuoGuOpHUT HalMogaeTcsl MouTH B 2 pasa
pexe, yem B HopMe [6]. [Iporecchr nuctpodun
U LWTONU3a MOTYT pacHpOCTPAHATHCS Ha
KJIETKH TPOBOASIIEH CUCTEMBbl M SHIOTENUN
COCYJIOB, YTO BEJIET K Pa3pacTaHUIO COEAUHU-
TEJIbHOM TKaHU U (OPMHUPOBAHUIO KapIUOCK-
nepo3a. Ha ynbTpacTpykTypHOM YpOBHE B
KapJIMOMHOIIUTAX  OMHCHIBAIOT  M3MEHEHUS
MUOGUOPHIUT (B BHJIE JOKATBHON JECTPYKIIUH
WM JM3Kuca) U MuToXoHapuid [6,20]. TTocnen-
HUEe JHUOO0 TOABEPraroTCcs AUCTPOPUUECKUM
M3MEHEHHSIM, MO0 OTMEuaeTcs TUMepIuia3us
HauboJiee MEJIKUX OpraHeyl KaKk OTpa)KeHHe
SHEPreTUYEecKOro AehuIrTa B MUOKap/IE.
[Iporno3  3aboneBaHusi  J1OCTAaTOYHO
CEphEe3HBI M 3aBUCUT OT BO3pacTa JAe0roTa U
TSDKECTH  CcepledHor HemocrtatouHocTH. [lo
pesynbratam  10-1etHero HaOMIOACHHUS 32
JIETbMHU B BO3pacTe OoT 5 mecdAues 1o 15 ner,
OJaronpusiTHOE TEYEHHE IPOLEcca OTMEUYEHO
B 14% cnydaes, Kak IpaBWJIO, Y JETEN paHHE-
ro BO3pacTa, OTHOCHUTEIbHAs KIMHUYECKas
crabunuzanus — B 21,1%, HebnaronpusTHoe, ¢
JeTambHBIM ucxoaoM — B 64,8% ciyuaes [16].
OpHako B MOCIEIHUE TOAbl HAMETUJIACh TEH-
JICHITUS K YBEJIMYEHUIO BBDKMBAEMOCTH JIeTEH
Onmaromapsi Oojee HIMPOKOMY BHEAPEHUIO B
MIPAKTUKY TpaHCIIaHTauu cepaua [21].
T'ucmuoyumouonas kapouomuonamus
Ota ¢popma KMII u3 kareropuu «MuTO-
XOHPUAITBHBIX)» MUOTIATHH, KOTOpast SBISIETCS
oHOM W3 peakux ¢opM 3a00JIeBaHUIA MHO-
kapnaa. CornacHo kinaccuukanuu AMepUKaH-
CKOM KapJHOJIOTHYECKON acCcoHaliy (aHTII. —
American Heart Association, AHA) 2006 r.,
OTHOCHUTCSI K TIEPBUYHBIM, TE€HETHYECKH Jie-
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tepmuHupoBaHHbiM, KMII.  3aboneBanue
BIepBbIe ObLIO ornucano B 1962 r. D. Voth mox
HA3BaHUEM «apaxHOLIUTO3 CEPACYHOW MBbIIII-
up» [22]. B nureparype CyliecTByeT LeNblit
psan cuHoHUMOB Uit gaHHo KMII: mnanes-
yeckas, MJaJieHYecKas KCaHTOMAaTO3Has, OH-
KoIUTapHas, (oKajlbHas >KUPOBasi, M30JIHPO-
BaHHBIA KapAHAIBHBIN JHINI03, MYIETU(O-
KaJbHasg OMyXOJb cepiaua u3 kieTok [lypku-
HbE, ramMapToMa MHOKapAa U IpOBOJSAIIEH
CHCTEMBI cepjila, MEeHUCTas TpaHchopMaius
MUOKapaa. bonpmmHCTBO — MccnenoBareneit
oTtHOCAT AaHHyto ¢popmy KMII k renernvecku
JNETEPMUHUPOBAHHBIM  MHUTOXOHAPUAIBHBIM
KapauoMuonarusM. Beicokas yactota BCTpe-
9aeMOCTH JaHHOW (POPMBI KapAHOMHOIATHN
UMEHHO Yy Tpe/ICTaBUTENCH €BpPOIEeOUTHON
pacel (o0 80%) ¢ mpeoOnamanueM 3aboseBa-
HuUs y neBouek (3:1) aBnsieTcs noka3zaTeabHbIM
MOMEHTOM T'€HETHYECKON JETePMUHUPOBAH-
gHoct 'mKMII u X-cuemieHHoro HacleaoBa-
HUS C JIOKaIW3alueld reHa B cermente Xp22
[23]. AKTUBHBIA TOWCK JETEPMUHAHTHBIX I'e-
HOB W MYyTallMi{, HHIYLHUPYIOIIUX PA3BUTHE
['uKMII, BBISBHI T€HETHYECKYIO COCTaBIISIO-
Iyt Ae(heKTa MUTOXOHAPHAILHOTO TPAHCIOpP-
Ta 3JEKTPOHOB IPU JTAHHOM (opme Kapauo-
MHOINATUH, a UMEHHO MyTalusi B TEHE
G15498A wwmroxouapuanmsaoit JIHK, komm-
pPYIOILIEM MHUTOXOHJIPHAIIBHBIA LUTOXpoM B.
Nwmeercst npennonoxkeHue O MpsIMOM U OIIO-
CPEIOBaHHOM BIIMSHUM T€HHBIX MYTalUil Ha
aKTUBAIMIO aronTo3a KapAWOMHUOLIUTOB, pa3-
BUTHE THIEPTpoPUM U KapauopuOpoza mpH
JTAHHOM 3a00JIEBaHMM Yepe3 CHUCTEMY KOIU-
pyembix OenkoB |L-33/st2/p38-MAPK/S100A8
-S100A9. TloguepkuBaeTcst 3HAUYCHNUE TECTAIH-
oHHoro Bo3pacrta B pazsutiu [TKMII. Vka3el-
BaeTcsl CPOK recranyu 5-6 Henenb Kak dTarl 3a-
KJIQJIKK CHUHYCOBOIO, aTPUOBEHTPUKYIISPHOTO
y3710B U UG GEpEeHITUPOBKA SMOPHOHATBHBIX
BOJIOKOH [lypkuHbE B KIETKH NPOBOJASALIEH
cucremMbl [24]. ABTOpaMH TOIYEPKUBACTCSI
TIPOBOIMPYIOIIEE BIUSHIE TPOPUIAKTUISCKUX
MIPUBUBOK M BUPYCHBIX MH(EKLMI Ha 0OocTpe-
HHE U yTsDKeJIeHue Oome3nu [25].

[IposiBnenuss 3a0onieBaHus B OMpeje-
JIeHHO# cternieHn noiauMmopdHuel. JlanHas ¢op-
Ma KMII moxer ManudectupoBaTth CHHIPO-

MOM BHE3aITHOW CMEPTH, HO Yallle KIMHUYECKU
IIPOSIBIISIETCS. HAPYILIEHUSIMH CEPAECYHOIO PUT-
Ma B BHJI€ PE3UCTEHTHBIX K aHTHApUTMUYe-
CKOM Tepanmuu MeNyJO0YKOBBIX M CYIIPAaBEH-
TPUKYJISIPHBIX TaXUApUTMHUHA C BO3MOXKHBIM
pa3BuTHEeM (HUOPHILUIALINK JKETyJ04YKOB [26].
Hepenko wmanudectanus nmaHHOW  (Hopmbl
KMII cBs3ana ¢ IpOSBICHUSMU CEPACYHON
HEI0CTaTOYHOCTH Ha ()OHE MOITHOTO 3/I0POBbS,
a B 19-22% cny4aeB — neOOTHpYET CHHIPO-
MOM BHE3aITHOW MIJIaJIcHYeCKOrM cMmeptu [27].
I'uctnonmronanas KMII B 16% wnabmroaeHuit
coyeraercsi ¢ JedeKTaMu MEXOKeNTyI0UYKOBON
U MEXIPEJICEPAHON Meperopook, ¢pudposa-
CTO30M MHOKapJa U TUIIOIUIa3UeH JIeBBIX OT-
nenoB cepaua. B 17% cioyyaeB auarHoctupy-
eTcs JKCTpakapAualbHas MaTOJNOTUSA: MHK-
podTanpMusi, KartapakTa, adakus, ruaponeda-
nus, areHesusi moszosicrtoro tena [23]. B 7
HaAOJIIOACHUAX OIMCAHbI T€TEPOTONHMH KCTpa-
KapAUaIbHBIX THCTHOLUTONOTOOHBIX KIETOK B
AK30KPUHHBIX U 3HJOKPUHHBIX XKele3ax (Haj-
MOYEUHUKAX, IIUTOBUIHOMN XKele3e, mepeaneit
noJie runodu3a, Tpaxee U CIIOHHBIX JKeJe3ax).
Makpockonuuecku B 95% ciydaeB npu
nannoi (opme KMIT ormeuaercst kapauomera-
JIVisl, AMJIATAIS TIOJIOCTH U TIOBBIIIICHHAs Tpabe-
kymsipHocts JOK. CyOsHmokapauanbHO B Ma-
musipHbIX Mbimax JOK, Ha cTBopkax atpuo-
BEHTPUKYJISPHBIX KIAaHOB W B OOOMX Mpe.-
cepausix 0OHApYKUBAIOTCSI OKPYIJIbIE KEITOBa-
TO-0OeNble MITH JKEITOBAaTO-KOPUYHEBBIE MUKPO-
y3enku. Hepenko cTpykTypa y3eiIKoB Ipen-
CTaBJIEHa TaMapTonoJ00HON mponHdeparmeit
MOJUIOHAJIBHBIX TMEHHUCTBIX M TPaHyIHPOBaH-
HBIX KJETOK. Jlokanmu3anus mofoOHBIX CTPYK-
TYp BHYTPH NPOBOJSILEH CUCTEMBI cepAlia sB-
JsleTcs  TPOTHOCTUYECKH — HEOIaronpHATHBIM
¢daxtopom. [laTonormueckue M3MEHEHHs NpPU
nanHoM Bapuante KMII pa3BuBarorcs u B Kia-
naHHoM armapare. IIpu atom, ompenenstorcs
JIOTIOJIHUTENIbHBIE XOpJaibHbIE HUTU aTpPUO-
BEHTPHUKYJISPHBIX KJIAMAHOB, JUCIIa3Us TPH-
KyCIIUAATBHOTO  KJIamaHa, (UOpOTHATMHO3
TPUKYCIIUAATBHOTO U MUTPAIBbHOTO KIIATIAHOB,
0YaroBblil SHIOMHOKapIUaIbHBIN (rUOPO3.
XapakTepHOH yJIbTPacTpyKTYpPHOU OCO-
O6enHocThi0 KapauoMuouuToB mpu ['iKMIIT
ABIIIETCS HAJIMYKME 3HAUYUTEIBHOIO KOJINYECT-
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Ba aHOMAJIbHBIX J1€()OPMUPOBAHHBIX U YBE-
JUYEHHBIX MUTOXOHAPUN C JI€30praHU30BaH-
HBIMU TPEOHSIMU U KPUCTaMH, COJEPKALUMU
IUIOTHBIE BKJIFOUEHUS U HU3KOE COJEp’KaHue
nutoxpoma B. [Ipu anekTpoHHON MUKPOCKO-
MIMA BBISBIISIIOTCS YBEJIMYEHHBIE, THUIEPTPO-
¢dbupoBaHHbIE KapJIHOMHOLUTHI C HEOOJIBIIUM
KOJTHYECTBOM MUOGUOpUiLI [28].
NMMyHOrHCTOXMMHYECKAs HACHTU(DU-
Kallusg aKTHUHA, JeCMHUHA W MHOIJIOOMHA B
TUCTUOLMTOUIHBIX KJIETKaX JOKa3bIBAET HX
MBIIIEYHOE TMPOUCXOXKJeHue. B ux wnwuro-
IJ1a3Me ONPENENSIOTCS TPaHyJIbl TIIMKOTEHa,
JUOHUIBI U 3HAUYUTENbHOE KOJIMYECTBO pacce-
SHHOTO mnurMeHta. HeOosblue odvaroBbie
CKOIUJICHUSI TUCTUOIMTOUIHBIX KIIETOK COYe-
tatorcs ¢ (Gokycamu ¢ubpo3a B MHUOKapIe
[28,29]. lokazaHO HaJIM4YuWE apUTMOTEHHOTO
MOTEHIMaNa Y KJIETOK JaHHOTo Tuna. Mimenno
MO3TOMY yJaJ€HHE Y3EIKOBBIX CKOIUICHUN
3TUX KJIETOK MOKET IPHUBECTH K MCUYE3HOBE-
HUIO apuUTMUd. KIIMHUIKCTBI OTMEYaroT, 4To
npu orcyrctBuu jedenuss ['uKMII 3akanuu-
BAeTCs JIETAJbHO B TEYEHUE MEPBBIX JBYX JIET
*u3HU. OIHAKO B JINTEPATypEe ONUCAH CiIydail
CEMWJIETHEr0 KaTaMHe3a y MalUeHTKU C JIU-
arHozoM ['UKMIIL. Crnenyer oTmeTruth, 4TO
npu au¢dy3HOM pPaCIpPOCTPAHEHUU MATOJO-
TUYECKUX W3MEHEHUW W BOBJICUCHHH B MaTO-
JIOTUYECKHI TpolLecC 3HAYUTENbHBIX y4dacT-
KOB CepJilla OINEepaTUBHOE BMEIIATEIbCTBO
3a4acTyl0 OKa3bIBaeTCsl Oe3pe3yabTaTHBIM.
Hexomnaxkmnaa KMII
JlaHHas aHOManMs CTpOEHHUs cepala Xa-
PaKTepU3yeTCsl HAIMYMEM JBYXCIOMHOW CTPYK-
Typbl MUOKap/ia — BHYTPEHHEr0 HEKOMITIAKTHO-
0, WK TPpabEeKyISIPHOTO, U JISKAILETO M0JT HUM
KOMITakTHOTO cioeB. [Ipu ynomuHanmuu gaHHOU
NaToJIOTUM B JIUTEPAType MOXHO BCTPETUTH U
JpyTU€ CHHOHMMBL HEKOMIIAaKTHBI MHOKAap.l
JDK (HMJDXK), nepcuctupyroumii ryO4aThlii
MHOKap, (heTanbHbII MHOKapI.
HekoMmakTHBII ~ MHMOKapX  BIIEpBBIE
omucan S. Bellet B 1932 r. I'yOuaTast cTpyk-
Typa MHOKapja Oblla JAMarHOCTUPOBaHA UM
IIPY ayTOIICUM HOBOPOXJEHHOIO C aTpe3uei
AOpThl U KOPOHAPHO-KENyI0UYKOBOH (HUCTY-
aou. B 1984 r. R. Engderding u F. Bender

MMPUKMU3HCHHO JAUarHoCTUpOBAIA HEKOM-

MAaKTHBIA MHOKapA Yy B3pOCIOrO 4YeIOBEKa,
ucnoib3ys asyxmepHyro IOxoKI [30]. C 1995
r., cormacHo kimaccudukanuun BO3, HMJDK
OTHOCHUTCSI K TPYIIE HEKIACCHPUITUPYEMBIX
KMII. VMictuHHas pacnpoCTpaHEHHOCTh 3a00-
JIEBaHUSI HEU3BECTHA, YYUTHIBAS UTO JAUATHO-
CTUYECKHE KPUTEPUU HE CTaHIAPTHU30BAHBI.
ITo nanueM C. Lilje, et al. [31], pactipoctpa-
HEHHOCTb 3a0o0seBaHMsI B JETCKOM MOMys-
nuu coctasisieT 1,26%, a 110 JaHHBIM IIBEH-
napckux ucciaemosareneir — 0,014% [32].
VY ienpHbl BEC JAHHOW NMATOJIOTUH JOCTUTAET
9,2% oT Bcex Cily4aeB IMAarHOCTUPOBAHHBIX
KMII, 3aHMMas Tperbe MECTO IOCIE THIIEp-
Tpodudeckoil u aunaranonHoi [33]. Haps-
ny ¢ uzonupoBaHHo# dopmort HMJIDK, Bo3-
MOXHO €€ COYETaHHE C BPOXKACHHBIMH I1OPO-
KaMHu cepilla Wid HEHUpPOMBIIIEYHBIMH 3a00-
neBaHussMu. Cpeln BPOXKIEHHBIX TOPOKOB
cep/ra HanboJee 9acTo BeTpedaroTes aedek-
Thl MEXIIPEIACEPIHON M MEXIKETyI0YKOBON
MEPETOPOJIOK, BPOKIACHHBIA CTEHO3 JIETOYHOU
apTepHH, pexe — aHoManus JOmTelHa, Bpo-
JICHHbIE TIOPOKHU aOpTabHOIO KianaHa [31].
Jlo cux mop ocTaroTCs HEU3y4YEHHBIMU MEXa-
HU3Mbl BO3HUKHOBeHMsT HMJDK. HM3BecTHBI
KaK CIOpaJuvyecKue, TaKk U CEMEHHbIC Ciydan
3a00JieBaHUs C Pa3HBIMU TUIIAMU Hacle[oBa-
HUSI: ayTOCOMHO-JOMHUHAHTHBIM, ayTOCOMHO-
PELECCUBHBIM U CIEIUIEHHBIM C MOJoM [34].
AyTOCOMHO-IOMUHAHTHOE HacJe0BaHUE
BCTpeyaeTcs yaie, 4em X-cuerieHHoe. Cpe-
U JieTei ceMelHble (OpMbI HEKOMMAKTHOMN
KMII nabmonmatorcs B 50% cmyyaeB [35].
N3BectHO Gosee 60 TeHOB, MyTallMK B KOTO-
peIx npuBozAT k passuturo HMJDK. [To 20%
CEMEHHBIX CIIydaeB HEKOMIIAKTHOTO MHOKap-
na oOyCIOBJICHBI MyTallUSMHU B T€HAX, KOAH-
pyIOIIUX OENKH capKOMepoB. X-CIICTUICHHBIN
TUIl HACJIEIOBaHUs JAHHOU MaTOJOTUU Yalle
BCETO acCOIMUpyeTcs ¢ cuHiapomMoMm bapra —
MYJIBTUCUCTEMHBIM 3a00JI€BaHUEM, O0YCIIOB-
neHHeIM MyTanusmu B rene G 4.5 (TAZ).
Kpome Ttoro, y nun ¢ HekommaktHOM KMII
OTHMCAHbl MyTallMd B MUTOXOHJIPHUSX, IUTO-
ckenere, Z-TMHUU, a TaK)Ke XPOMOCOMHBIE
anomanmu [36]. IlaToreHeTHYecKyr0 OCHOBY
¢dbopmupoBanuss HMJIXK cocraBnsieT KoHIEI-
AT HECOBEPIIIEHHOTO AMOpHoreHe3a. B Hop-
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Me MEXIy S5-i u 8-if HenensiMu SMOproTeHe3a
IIPOUCXOJUT YIJIOTHEHUE I'y04yaToro ciosi u
(bopMHpOBaHNE KOMIIAKTHOTO B HaIlPaBJIECHUU
OT MHKapAa K dHAOKapry. MexTpabexysip-
HbIE IPOCTPAHCTBA YMEHBIIAIOTCS A0 pa3Me-
poB KanmwuisipoB. OOBEM HEKOMIIAKTHOTO
ryouaToro Muokapja B Ipejesax XKeiayaod-
KOB OINPEIEINIAETCS CPOKAMU HAPYLIEHUS M-
OpuoHanbHOro MopdoreHesa. YIJIOTHEHHE
TpaOEKySAPHOTO CII0S AKTHBHEE MPOHCXOIUT
B JDK, a MMoOKkapa mpaBoro >xemynodka B
HOpME HuMeeT Oosiee Ty04aTryro CTPYKTYpYy.
OpHako cCymiecTByeT TIHIIOTe3a, IOATBEP-
KJICHHas pAIOM HCCIIEI0BaHUM, MOJapa3syMe-
BalOlllasl BO3HMKHOBEHHE HEKOMIIAKTHOI'O
CJ0SI MHOKapJa B TEUYEHHUE KU3HU. Tak, 1Mo-
BbIILICHHAs TPaOeKyJsPHOCTb Yy MOJOABIX
CIIOPTCMEHOB MOYKET SIBUTHCSI CIJIEJICTBUEM
pemozenupoBaHus Muokapaa. ['mmeprpaOe-
kyisipHocts JDK mosker nabmomatbess Uy
OepeMEeHHBIX KEHIUH KaK OTBETHAasl peakLus
Ha yBeJIMueHue Harpy3ku [37]. AHoMaibHOE
CTpOeHHE HeKoMIakTHOro muokapaa JIK co-
CTaBJIIET CTPYKTYPHYIO OCHOBY €ro Juc-
(GYHKLIMU W NPUBOAMT K IPOTpeccUpyroleit
CepACYHON HEAOCTaTOYHOCTH. MaHnudecra-
1uusi 3a00JIeBaHUS MOXKET IMPOU3OUTU Kak B
HEOHATaJbHOM II€pHOoJie, TaK U B Oosiee Mmo3 -
HeM Bospacte. KimHuuyeckue mposBIECHUS
HMJIX cBonsTcs K HapyleHusIM puTMa (xKe-
JyJTOYKOBbIE U HAJPKETyIOUYKOBbIE APUTMHH),
caiwkennio  ¢QyHkuun JDK u  cucremnoi
TpombosMOosuu. [lpu sTom, y nerei 1omos-
HUTEJIBHO OTMEYAeTCs LMAHO3 KOXKHBIX IIO-
KpOBOB, OTpULATENIbHAs JIUHAMHMKA MAacChl
TeNna U au3Mopdudeckue npusHaku. J(uarso-
CTHKa OCHOBBbIBaeTCsl Ha pesynbratax IxoKI,
MarHUTHO-PE30HaHCHOW ToMorpaduu, aHruo-
rpaduu JDK. Tedyenuwe 3a0osieBaHUS MOMKET
ObITh BapHabeNbHBIM — OT aCUMITOMAaTHYe-
CKOTO 70 OBICTpO MpOrpeccUpyrolieil cep-
JeYHOH HEI0CTaTOYHOCTU. Tpom6osMO0IH-
YeCKUE OCJIOKHEHUS Pa3BUBAIOTCS JOCTATOU-
HO 4acToO, YTO CBS3BIBAIOT C 3aCTOEM KPOBU B
rIIyOOKHUX MEXTPaOeKyISIPHBIX IMPOCTPAHCT-
Bax. MHOKap/J MakpOCKONMHUYECKH T'yOuaToro
BHUJAa C MHOTOYMCIEHHBIMU TpaOeKkyiaamu u
MEXTPAOCKYISIPHBIMA ~ YTIyOJICHUSIMH, BBI-
CTJIaHHBIMHM JHJOTENIMEM, IMEPEeXOASIIUM Ha

sHAO0KapA. B Tpabekynax kanwiisipHas ceTh
MPEJICTaBICHA CUHYCOUJaMH, O00bEIUHEHHBI-
MU B €IMHYIO CUCTEMY. 3a4acTyl0 B SHIOKAp-
e HaOmoJaroT u30BITOYHOE OOpa3oBaHHE
COCIUHUTEIIBHON TKAaHU U  BOJIOKHUCTBIX
CTPYKTYp, THUCTOJIOTUYECKH HATIOMHUHAIOIIEE
¢ubposnactos. [Iporunos 3aboneBaHus 3aBu-
CUT OT oOBeMa MOpPaKEHHBIX YYaCTKOB, CO-
KpaTUTENbHON (YHKIIMM MHOKapAa, BpeMEHU
BO3HUKHOBEHHUSI W OBICTPOTHI HapacTaHUs
CUMITOMOB CEpJICYHON HEAOCTAaTOYHOCTU. B
paboTax pa3HBIX aBTOPOB MPOTHOCTHYECKAS
LIEHHOCTh OCHOBHBIX IPU3HAKOB HEOIHO-
3Hayna. Tak, B uccienosanuu S. Brescia, et
al. [38], HeOmarompusATHBIM POrHOCTHYEC-
ckuM (hakTOpoM siIBHJAch MaHHpecranus 3a-
OoneBaHusi Ha TEpBOM TroAy xu3Hu. I[lpu
3TOM B pabortax np. mcciemoBateneid [39]
BO3pacT mpu MaHuecTaly He KOppelupo-
Bl C MCXOAOM 3a0ojeBaHus. JleTanbHOCTB
6onpHBIX ¢ HMJDK B netckoil momymsmuu 3a
ouH roja HabmoaeHus, mo aanueiM C. Lilje,
et al. cocrauna 17,1% [31]. Oanoit u3 pe-
ATBHBIX BO3MOXKHOCTEH CHH3UTH ITOT IOKa-
3aresb, a TAKKE YMEHBIIUTh PUCK TPOMOOIM-
OO0JMYECKUX OCJIOKHEHUW U IPOSABIECHUN
CEepIeYHOM HENOCTaTOYHOCTU IIPU JAHHOMN
MATOJIOTUU CEepJlla, SBISIOTCS paHHSS qUar-
HOCTHKA M CBOEBPEMEHHO HAYaToe JIeueHHe.
3akioueHue

CymMMHpYS BBIIIEU3JI0KEHHOE, CIETYET
MOMYEPKHYTh, YTO AaHHBIE (OPMBI KapaHO-
MHUOTATHH BCTPEUAIOTCS 4Yallle, YeM JIUarHo-
CTHUPYIOTCS, TOCKOJIbKY HEPEIKO CKPBIBAIOTCS
1o/l Mackoil apyrux 3zabosneBaHuil. DTa nmaTo-
JIOTUSL OCTaeTCs MaJOM3BECTHOW HIMPOKOMY
Kpyry KIUHUIIUCTOB, HECMOTpPS Ha 3HAYH-
TeIbHOE KOJIMYECTBO HOBBIX PAa0OT, MOCBS-
IICHHBIX JaHHOW TemaTuke. TpeOyroT nanb-
HEHNIIero W3y4eHHsI BOIPOCHI STHOJIOTUU U
naToreHe3a KapAMOMHONATHHA, a Takke pas-
paboTka OCHOB  MEPCOHU(PHIIMPOBAHHOTO
MOJIX0/1a K JICYCHUIO JaHHOW TAaTOJIOTHUH cep-
JIEYHO-COCYIUCTON cucteMsl. [Ipu sToM npu-
OPUTETHBIMHA OCTAIOTCS TPOOJIEMBI paHHEH
JTUATHOCTHKU M JICUYEHHUS JaHHBIX 3a0oyeBa-
Huii. Takue OOnbHBIE HYXTAOTCS B Oosee
TIIATETFHOM JUCIIAHCEPHOM HAOMIOJEHUN U
TpeOyIOT 0COO0T0 BHUMAHUS U MOAXO0/A.
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