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ANALYSIS OF CLINICAL MANIFESTATIONS OF NON-
COMPACT LEFT VENTRICLE MYOCARDIAL IN CHILDREN
Abstract. The true prevalence of left ventricular noncompaction myocardium
remains unknown to date and varies significantly depending on the patient sample.
The absence of universally accepted diagnostic criteria, difficulties in verifying the
diagnosis of noncompaction cardiomyopathy in children, and the diversity of
clinical manifestations—often presenting under the guise of other types of
cardiomyopathies—create the need for further study of this group of patients.
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AHAJIN3 KJIMHUYECKHUX NPOSBJEHU HEKOMIIAKTHOI'O
MHMOKAPJIA JJEBOI'O KEJYJTOUYKA Y JETEN
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Annomauyusn. Vicmunnas pacnpocmpanesHHocms HeKOMNAKMHO20 MUOKAPOQ
JDK na cecoOHAWwHUI Oenb HeuzgeCmHa U 8apbupyem 6 3Ha4umenbHoU cCmeneHu 8
3aucumocmu om 8v100pxu nayuenmos. Omcymcmeue 00uWenpuHsAmsiX Kpumepues
ouaenocmuxu IIT, crosxcnocmu sepugpuxayuu ouacroza nwexomnaxmuou KMII y
Odemeti, pazHoobpasue KIUHUYECKUX NPOsGIeHUll, HepeOKO NPOMeKaruux noo
MAcKoU Opy2ux 6apuaHmos KapoOuoMuonamuti, co30aiom HeoOX00UMOCMb
U3Y4eHUs Mo 2pynnvl NAYUeHmos.

Knroueewvie cnosa: xapouomuonamus, HEKOMNAKMHBIU MUOKAPO, J€Bbll
aHrcenyoouex, cepoeunas He0oCMamoyHOCMb, CUCTONUYECKUL ULYM.

AKTyaJbHOCTBh. B mociiennue roapl uHtepec Kk kapauomuonarusm (KMIT)
HEYKJIIOHHO pacTéT ¢ KOJUYECTBO BBISBISIEMBIX CIy4aeB MPOrPECCUBHO
YBEJIMYUBAETCH, 4TO OOyCJIOBIEHO  pAaCIIUPEHUEM  JHUArHOCTUYCCKUX
BO3MOXXHOCTEH KaK HMHCTPYMEHTAIbHBIX, TaK M MOJEKYJISIPHO-TEHETUYECKUX
MeTon0B uccaenoBanus, npu 3rom KMII ¢ HekommakTHbiM Muokapaom (HM)
OCTaIOTCSl OJJHOM M3 HamboJee 00CYKIaeMbIX HO30JIOTHIl B COBPEMEHHOMN JETCKOM
KapIMOJIOTHH, TTIOCKOJIbKY OJTHO3HAYHBIC OTBETHI Ha BOMPOCHI 00 ITUOIATOTEHESE,
AMUAEMHUOJIOTUH, KJIacCU(PHUKAIMK U TIPOTHO3aX 3a00JIEBaHMS B HACTOSIIEE BpEeMs
He nojydensl. [1,5,10]

Bonpoc o rpaHmie «HOpMBD» W «maTosoruw» OoTtHocuTenabHo HM m
noBeimieHHON — TpabekynsapHoctr  (IIT) ocTtaércss OTKPBITBIM W IIHPOKO
JTUCKYTaOENbHBIM, OCOOCHHO TMPUHHMMAas BO BHHMAaHUE XapaKTEpPHBbIE YEPThI
CTPOCHUSI MHOKapja JETCKOro Bo3pacTta. OTCYTCTBUE OOMICIPUHSATHIX KPUTEPUEB
muarHoctuku 1T, croxuocTn Bepudukamum auarHo3a HekommnakTHo KMII y
JIeTel, a TakkKe pa3HooOpa3ue KIMHUYECKUX  IPOSBICHUI CO3/aI0T
HEO0OXOMMOCTh U3YUYEHHUS ITOUW TPYIIBI MAIUEeHTOB. [3,6,8]

HctrHHass pacnpoCTpaHEHHOCTh HEKOMITAakTHOro Mwuokapaa JDK Ha
CErOJIHSIIIIHMI JICHb HEW3BECTHA U BapbUPyeT B 3HAYUTEIHLHON CTENEHU B

3aBHCHMOCTH OT BBIOOPKH IMAIIUEHTOB. [5,9]
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Yacrora BeisiBiieHus HM cocraBuna 0,14%. Ilo MHEHUIO ApYTrUX aBTOPOB,
yKa3aHHBIE TIOKA3aTeNM CYIIECTBEHHO 3aHMKEHbBI, IOCKOJIbKY OOJIBIIMHCTBO
MAILMEHTOB HE JI0KUBAIOT JIO CTAPIIETO BO3PACTA U HE YUUTHIBAKOTCS CTATUCTUKOM.
[Ipu stmmaemuonornyeckoM uccienoBanuu jaereid ¢ KMII, yacrora BbIsiBICHUS
HEKOMITAKTHOCTH MHUOKapaa coctaBuia 9,2 % u B crpykrype KMII okazanace
TpEeThel mocie runepTpoPUIECKon U TUIaTalluOHHOM. [2]

B OonbiinHCTBE ciydaeB NpyU HEKOMITAKTHOW KapAUOMUOTIATHHU TTOPAKAETCS

JDK. Bosneuenue B mpolecc 00OMX KEIYJIOYKOB — PEIKOE SIBJICHUE.
HexomnaktHocTe Muokapaa JDK Moxker BO3HUKAaTh H30JIMPOBAHHO WA B
COUETAaHMU C BPOXKIACHHBIMM TMOPOKAMH  CEpJIla, TaKUMU Kak JedeKT
MexokenygoukoBoid neperopoaku  (AMOKII)  wunm  creHO3 MyJbMOHAIBHOTO
KJIallaHa, TeHETHMYECKUMH CHHAPOMAMH W HEHPOMBIIICUYHBIMU 3a00JICBAHHSIMU.
[4,7,10]

Bo3spact, B KOTOpOM BIIEpPBBIEC BBIABISETCS JaHHAS MMATOJIOTUS, YPE3BBIYANHO
BapuabeneH. B nuTeparype omucaHbl Cciydad, JIMarHOCTHUPOBAHHBIE u
BHYTpUYTPOOHO. [3,5]

Knunnyeckue nposiBnenus HekommakTHoro muokapaa JIXK paznooOpasusl u
Mano crnenuduyHbl. 3a0olieBaHWE JUIMTEIBHOE BpeMsS MOXET MPOTEeKaTh
0EeCCUMITOMHO. B knaccuueckyro Tpuamy OCIOXKHEHUM HEKOMIAKTHOIO
muokapaa JDK Bxomdar: cepaedHas HEIOCTATOYHOCTh, APUTMHM, BKIIKOYAs
BHE3AITHYIO CEPJICUHYIO CMEPTh, CUCTEMHBbIC SMOOINH. [2]

Takum 00pazoM, HECMOTpPss Ha TO YTO HEKOMIIAKTHOCTh Muokapaa JDK
ABJISIETC TEMOM MHOTHMX HCCIIEIOBAHUN HA MPOTSKEHUU TMOCIECOHUX 25 JIEeT,
KJIMHUYECKUE YE€PThl, OTHUOJOTHWS, NPOTHO3 M JIAKE OIpPEJCICHUE 3TOro
3a00JIeBaHUsl IO CUX TOp SIBJISIIOTCA MpeaMeToM auckyccuu. OIHAKO B CBS3H C
OTCYTCTBUEM CHEINU(DUUHOCTH KIMHUYECKUX MPOSBICHUM YacThIM COYETAHHEM
JAHHOW MATOJIOTHM C APYTHUMU MEPBUYHBIMUA KapAUOMHONATUSIMU, BPOKICHHBIMU

IIOPOKaMH, Pa3INn4YHbIMH CHHAPOMAMH <«HO3O0JOIMYCCKad CaMOCTOATCIbHOCTDL)»
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HEKOMIIAKTHOTO  MHOKapJa  NOPEACTaBISECTCS  HAa  CErOAHSIIHUM  JECHb
COMHHTEIIbHON. AKTYaIbHOCTbh MPOOJIEMBI JIETJIO B OCHOBY HAIlIUX MCCIIECOBAaHUM.

Heas ucciaenoBanusi. IlpencraBuTh pe3ysbTarsl aHAIN3a KIMHUYECKHUX
MPOSIBJIEHN HEKOMIIAKTHOI'O MUOKap/1a JIEBOTO JKEJIYI0YKa y JIETEN.

Marepuanabl u MetToabl. VccinenoBaHue NmpoBeneHO Ha 0asze OTACIICHHUI
KapauoJoTuM W (YHKUMOHAJIBHOM  JuarHocTukd  OOJacTHOTO  JIETCKOTro
MHOTOIPO(HIBLHOTO MEIMIIMHCKOTO LIEHTpa ropoaa Anawkana. B uccnegoBanue
ObUTK BKJTIOUEHBI 20 J1eTeil B BO3pAcTHOM jJuamna3oHe 8-16 JieT ¢ yCTaHOBJICHHBIM
JIMarHO30M HeKOMITakTHOU kapauomuonatun (HKMIT).

Jnarnoz HKMII ycranasimBancs npyd HAUIMYUM KIMHUYECKUX NPU3HAKOB
CEpACYHOM HEAOCTATOYHOCTH W KAPJHOMETalIWU, a TAaKXKE IPU CHUKECHUU
COKPATHTENIbHON (YHKIIMA MHOKap/Ia.

Juarnoctuka HKMII ocHoBbIBalaCh Ha KOMIUIEKCHOM OIIEHKE JaHHBIX
aHaMHe3a, IMIOJIYyYEHHBIX MPH ONPOCE POJAUTENEH M aHAIN3E MEIUIMHCKON
JOKYMEHTAIlMM, a TaKke Ha pe3yJibTarax KIMHUYECKOro 00cieqoBaHus,
anektpokapauorpadpun (IKI'), sxokapauorpaduu (OxoKI) u pentrenorpaduu
OpPraHoB I'PYIHOU KJIETKHU.

Perucrpanus snekTpokapIuorpaMMbl OCyILIECTBiIsIach B 12 cTaHAapTHBIX
OTBEJICHUAX C UCIIOJb30BAHUEM IIECTUKAHAIBHOTO  AJIEKTpOKapauorpada.
Mopdonornyeckne u GyHKIHOHATBHBIC IMMapaMeTPhl Cep/Iia OICHUBAIUCH II0
JTAHHBIM 3XOKapAUOTpapUIecKoro UCCIeTI0BaHUs, BHITIOIHEHHOTO B pexkuMax «M»
u «B» (ogHOMEpHass M JBYXMEpHasl BU3yalu3aius), ¢ MPUMEHEHHEM JOMILIep-
sxoKapauorpaduu sl aHaIu3a BHYTPUCEPACUHON T€MOIMHAMUKH.

PesyabTaThl uccienoBanms. [Ipy npoBeaeHUM MCCIIENOBAaHUS JIEBOYEK C
HEKOMITAKTHBIM MHOKApJOM JIEBOTO JKeNMyJodyka Obulo B 4 pasza OOJbIe, YeM
[IPEACTABUTEIIEN MYkKCKOTO I0JIa.

Pucynok 1. I'enoepnoe pacnpeoenenue oemeii ¢ HKMII.
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[Ipu nocrymienuu B crauuonap y 60% nereid COCTOSHHE OLEHUBAJIOCh Kak
TSDKEJNOE ¢ KIMHHUYECKMMHU MPOSIBICHUSMH cepledHor HexpocrarouyHoctu I b
CTCIICHH.

CyObeKkTUBHbBIC MPU3HAKU 3a00JIeBaHUS MPHU TOCIUTAIN3AIMU B CTallMOHAP
MpejcTaBIeHbI B TabuIe 1.

Taonuya 1. Cy6vekmuenvie npusnaxku 3aoonesanusn (n=20)

KanoObr abs %

Onpimika 20 100%
UyBCTBO HEXBATKH BO3/1yXa 20 100%
HaBs34uuBbIii Kalienb 4 20%
CHM>XEHUE TOJIEPAHTHOCTH K (pu3nyeckum | 18 90%
Harpy3Kam

bonu B oGnacTu cepaua 4 20%
[ToBblllIEHHAS] TOTIUBOCTD 20 100%
Cnaboctb 20 100%
YTomMnsieMocTh 20 100%

Pe3ynbTaThl 00BEKTUBHOT'O OCMOTpA JIETEH BBISIBUI Y BCEX JIETEH HAU4He
CUCTOJIMYECKOTO IITyMa, Pa3IMYHON MHTEHCUBHOCTH, C JIOKAJIU3aIel B 00JacTi
BEPXYLUKH cepALa.

Taonuya 2. Oovekmuenvle npuznaxu 3adonesanusn (n=20)
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JlaHHBIE KIIMHAYECKOTO OCMOTpPa abs %
brnennocThs KOXHU 20 100%
MpaMOpHBIN OTTEHOK KOXKHBIX ITOKPOBOB 3 15%
[Muano3 16 80%
OnpIika 20 100%
['myxue TOHBI cepala nmpy ayCcKyJabTalluu 20 100%
Cucronuueckuii nrym 20 100%
Taxukapaus 18 90%
bpanukapaus 2 10%
I'emaromeranus 16 80%

BriBoabl.

1. V OonblIMHCTBa JeTel C HEKOMMAKTHOW kapauomuonatueit (60%) mpu
MOCTYIJIECHUM B  CTAllMOHAD COCTOSIHUE OLEHUBAJIOCh Kak TAKENOE, C
BBIPOKEHHBIMU TIPU3HAKaMHu cepliedyHo HenmoctatouHoctu Il b cremenu, uto
yKa3bIBAa€T Ha MO3/IHEE 0OpalieHue U Mporpeccupyrollee TeueHue 3a001eBaHusl.

2. Benymumu CyObEKTHUBHBIMU CHUMIOTOMaMU Yy MAIMEHTOB SBISUIMCH
OJIBIILIKA, YYBCTBO HEXBATKM BO3/lyXa, IOBBIIIEHHAs MOTJIUBOCTb, CIA0OCTh U
yTomisieMocTb, Bcerpevarommuecss 'y 100% oOcnenoBaHHBIX, UYTO OTpa)Kkaet
xapakteproe 1t HKMII camxenne HacocHON (hyHKIIMM MHOKap/a.

3. 'V 90% pnereii OTMEUEHO CHUXEHUE TOJIEPAHTHOCTH K (U3HUECKUM
Harpy3kaMm, a y 20% — Oosu B oOnacTu cepAlla M HaBA3YMBBIA Kallledb, YTO
MOJKET CBUJETEIHCTBOBATh O (POPMHUPOBAHUHU 3aCTOMHBIX SIBJICHUI B MaJlOM KpyTe
KpOBOOOpAIICHHUS.

4. Ilpu OOBEKTUBHOM OCMOTpE y BCEX MAIMEHTOB OIpPENESUINCh TIyXHe
TOHBI CEpJilla U CHUCTOJMYECKUHA IIyM pa3JIMYHOW WHTEHCHUBHOCTH, Y 90% —
taxukapaus, y 80% — remaroMeranus W mnepuepuUuyecKdil IMaHO3, YTO
YKa3bIBa€T HA BBIPAXKEHHbIE HAPYIICHUS BHYTPUCEPACUHON r€MOJUHAMUKH.

5. TlonmydeHHble JaHHBIE MOATBEPKAAIOT, YTO [JII HEKOMIAKTHOMN

KapJAMOMHUOIIATUHU Y JETEW XapaKTEPHO TIKEIOE KIMHUYECKOE TEUCHUE C PAHHUM
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Pa3BUTHEM CHMIITOMOB XPOHUYECKOW CEepJIeYHOM HETOCTATOYHOCTH U TPU3HAKOB
CUCTEMHOMU ruronepdy3uu.
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