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THE FREQUENCY OF COMPLICATIONS IN CHILDREN WITH
DIFFERENT PHENOTYPES OF CARDIOMYOPATHY

Annotation Cardiomyopathy in modern pediatric cardiology remains one

of the least studied heart diseases, despite advances in diagnosis and

understanding of the mechanisms of myocardial dysfunction and damage. Of all
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the varieties, cardiomyopathies with dilated and hypertrophic phenotypes occur
with the greatest frequency in children. Insufficient information on the problem
of cardiomyopathy in children dictates the need for further study of possible
complications in terms of prognosis and outcome of this disease.

Keywords: cardiomyopathy, dilated phenotype, hypertrophic phenotype,
heart failure, rhythm disturbances.

AKTyanbHOCTh. 13 Gonpimoro uucna nopaxkenuss CCC y nereit, ocoboe
MmecTo 3aHnmaeT kapauomuonatuu (KMII) - ato rpymmna 3a0oeBaHMid B OCHOBE
KOTOPBIX JIEKAT HE BOCHAIUTEIbHbIC M3MEHEHHUS B MUOKapJE, MPUBOMSIINE K
HapyILIEHUsIM B CEPJECYHOM MbIIIIE U MpoldiaeMaM KpoBooOpaiueHus B Hell. [1o
JAHHBIM Pa3HbIX aBTOPOB YACTOTa BBIABISIEMOCTH KApJIAMOMHUOIIATHA y HETel
konebnercs ot 0,65 mo 1,24 ciaywaee Ha 100 000 nereld u HeEpeako
3aKaHYMBAIOIIUECS JICTAIbHBIM HCXOJOM, B CBSI3M C MPOTPECCUPYIOIINM
pPa3BUTHEM TaKHX OCJOXHEHUW KakK CEpJIEYHasl HEJOCTATOYHOCTb, HAPYUICHUE
pHUTMa Cep/lia aCCOIMMPOBAHHBIX C PUCKOM BHE3anmHoH cmepTH. [4,7,12]

Kapanomuonatum B COBPEMEHHOM JETCKOW KAapIWOJIOTUUA OCTAKOTCS
OJIHUIM W3 HauMEHee U3YYCHHBIX 3a00JIeBaHUN cepalla, HEeCMOTps Ha
JIOCTUKEHUSI B TMArHOCTUKE U NMMOHUMAHUSI MEXaHU3MOB Pa3BUTUS NUCYHKIIUN
U TOBpeXAeHUs Muokapaa. OgHAaKo MO JUTEpaTypHbIM JaHHBIM, IPOTHO3
KapJAUOMHUOIIATUH Yy NIE€TEH OCTAETCSd HEYTCIIMTEIbHBIM BCIIEJACTBUE BBICOKOH
aeranpHOCTH. [6,8,16]

Bricokuii uwHTEpec K mpodiieMaM KapJUOMHONATUNA Yy JAETe MOXKHO
OOBACHUTH MHOTOOOpA3HeM U HE CHEIU(PUUYHOCTHIO KIMHUYECKUX MPOSIBICHUH,
a TaKXKe TMOJUATUOJIOTUYHOCTBI0 UX TIPOUCXOXKAEHUSA, B TOM YHCIE H
BO3MOKHOCTBIO pa3BHTHUs TeHeTHUeCKUX AedekToB. [1,12,15]

Ha cerognsimiHuii  JeHb  SIBJISIETCA  aKTyaJlbHBIM BBIJICTICHUE
MOpPQOJOTUYECKOTO WU (YHKIHOHAIBHOTO (eHOTHMa KapaumoMuonatuii. Kak
MOKA3bIBAIOT PE3yJIbTaThl 3apyOEKHBIX HCCIAEJOBAHUM M3 4YHCIa BCEX

Pa3HOBUIHOCTEH C  HAWOOJBINEH YacTOTOM y  JEeTell  BCTPEYaroTCs

"IkoHomuka u commym" Nel0(113) 2023 WWW.Iupr.ru



KapIUOMHONIATUU C JHJIATAlMOHHBIM U TUNEPTPOPUYECKUM  (EHOTHUIIOM.
[2,9,13]

Tak, B OCHOBE JUJIATAIMOHHOTO  (CHOTHIA KapIUOMHUOIATHN JICKUT
IUiaTans KaMep CepAla, CUCTOJNIMYECKash M JUACTOJIMYecKas TUC(YHKIHS
MHOKap/Ja, TeMOJUHAMUYCCKHE HApPYIICHUs TpPH KOTOPOH MPOSBISIOTCS
CHWKCHHOW  (pakmmedl BbIOpOCa, C OTCYTCTBHEM WJIM HE3HAYHTEILHON
runepTpodueit MHOKapia 0JJHOTO MM 000UX Kelry109KoB. [3,5,10]

'mneprpodudecknit GEHOTHI, KOTOPBI MOXXET ObITh CHUMMETPHYHBIM,
HO Yallle acCUMETPUYHBIM, C BBIPAKEHHOW rumneptpodueil Muokapaa OIHOTO
Wi OWBEHTPUKYISIPHON THUMEPTPOPHH , OTCYTCTBUEM JWJIATAIIMUA TIOJIOCTSH U
reMOJIMHAMHYECKUMHU  PACCTPOICTBAMU  OOYCIIOBIEHHBIMU  JHACTOIUYECKOM
muchynkiueit muokapna. [4,11,14]

He3aBucumMo  OT  TPHYUHBI  Pa3BUTHS  KApAUOMHONATHN  TPH
IpOTpecCUpOBaHUM 3a00JI€BaHUS B MHOKaplle HEaJeKBaTHOE COKpallleHHe,
pa3BUBACTCA, YTO MPHUBOAWT  CUCTOJIMYECKOW WM  JIMACTOJIMYECKOU
TACHYHKITUH.

YuuteiBasg pazHooOpazue (GEeHOTUIIOB KapAUOMHUOMNATUN, AJIS TOITY4YCHUS
OJarompusATHOTO MPOTHO3a, HEOOXOJUMO paHHSS JAMATHOCTHKA W JICUCHHE.
OnHako, Kak MOKa3bIBAIOT PE3YJIbTAThI, BCICACTBHE CIONKHOCTH KIMHUYECKOTO
pacro3HaBaHHs KapIHOMHUOIATHIH, HE BCe (HOPMBI MOIIAOTCA JICUCHHIO.
Hepenko oTcyTcTBHE BO3MOKHOCTEH NMPOBENCHHS MATOTCHETHYECKOW Teparnuu
KapIUOJIOTUH OTPAHUYHMBAIOTCS CHMIITOMATUYECKUMU MEPaMH, YTO TPUBOJIUT K
OCJIOXKHCHUSIM, TAKUM KaK CepJie4Hasi HeJOCTATOYHOCTh W HApYIICHUS PUTMA
cepaua. [5,7,10,12]

B HacTosiiee BpeMs MOJTHOE W3JICUCHHE JOCTHYb HEBO3MOXKHO, OIHAKO
HEKOTOPHIMH CHMIITOMaMHU MOKHO YIPAaBJISATh U KOHTPOJIUPOBATH C MOMOIIBIO
KOHCEPBATUBHOM W ONEPATUBHOM TEpAIUHU.

Takum 00pa3oM, Ha OCHOBAHHH BBIIIC M3JI0KEHHOTO MaTepuaia CIeayerT,

4TO KapJAHWOMHOIIaTHHU Y I[eTefl BCTPCHANOTCA Yamc, 4YeM JHAIHOCTHUPYROTCH,
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MOCKOJIbKY KJIIMHUYECKUE CUMIITOMBI HEPEIKO CKPBIBAIOTCS MO MACKOW JPYTHX
3a00J1eBaHUM. Henocrarounas MH(GOPMATUBHOCTD 1o npoOaeme
KapJIMOMHOIIATUH Yy JETeH AUKTYeT HEOOXOJUMOCTh HabHEUIIEro H3y4eHHUs
BO3MOYKHBIX OCJIOKHEHUH B TJIaHE MPOTHO3a U UCX0/1a JAHHOTO 3a00JIeBaHMSI.

Hear wuccaenoBanus. BpIIBUTH 4YAaCTOTY OCIOKHEHHA Yy JE€TEN C
Pa3IMYHBIMU (PEHOTUITAMH KapAMOMUOMATHH.

Marepuansbl u MeToabl. VcciienoBanue u cOOp MaTepuaia MPOBOAMICS
Ha ©Oa3e AHamxaHckoro OONacTHOrO  JETCKOTO  MHOTONPOGUIBLHOTO
MEIUIMHCKOTO I1eHTpa. [Ins pemeHus NOCTaBIEHHBIX 3aJlad HACTOSIIEH
paboThI HaM# o0cJie10BaHbI JIETH, MOJTy4aBIlINE JIeUeHHE B
KapJIMOPEBMATOJIOTMYECKOM OTJICJICHUH, a TaKke MIPOBOANIOCH
pPETPOCIEKTUBHBIE HU3y4YeHHEe ucTtopuili Oone3nu. OoOcienoBano 60 geteil ¢
nunataioHHbIM (40 gereit) u runeprpopuyeckumu (20 nereit) peHoTUnamu, B
BO3pacTHOM nuamna3zoHe | roma mo 18 ner. Ilo reHnepHON NpUHALIEKHOCTH
npeobJiaiaiyi MaJIbUUKH, IPEUMYIIIECTBEHHO CPEIU IETEH C TUIIEPTPOPUUECKUM
dbenoturnom. [Ipu otd6ope nereit ¢ KMII, B uccnenoBanus He BKIIOYEHBI ICTH, Y
KOTOPBIX pa3BUTHE KAPJUOMHUOINATHH ObUIO CBSI3aHO C BPOXKJICHHBIMU MTOPOKAMHU
cepamna. IlomydyeHHble HaMM JlaHHbBIC OCHOBBIBAJIUCh Ha pe3yJibTaTax
KIIMHAYECKOTO o0cienoBanust Kaxaoro pebenka, kpurepusix OKIT B 12
OOLIENPUHATHIX ~ OTBEIEHUSX, a  mHapameTpbl  MOpP(OJIOTrHYECKOTO U
(GYHKIIMOHAJIBFHOTO OIICHUBAINCH HA OCHOBAaHUU dXOKapauorpaduu B pexumax
«M» u «B», ¢ wucnogs3oBanueM pgomieporpaguu. HenocratouHOCTH
KpOBOOOpAIIICHUSI OMpPEAesIoch € YYETOM KIMHUYECKUX CUMIITOMOB B
COOTBETCTBHH C Kiaccudukanuent, npeaioxenHon H.A.benokons.

Pe3yabTarhl ucciaenoBanus. Bece oOcienoBaHHble JETH pa3feiieHbl Ha
JIB€ TPYMIIBI B 3aBUCUMOCTU OT (peHOTHUTIA. [IepByto rpymnmy cOCTaBWIA JETH C
JTuIaTallioHHBIM (peHoTunom (40 nereit).

C nepBuuHOM rocnutanu3amnuen coctaBwim 85% nereit;10% - ¢ BTopoi

rocriutanu3amuen u 5% - ¢ Tperbeil rocnurtanmzanuend. Y 16 (40%) nereit
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3a00J1€BaHUE Pa3BUBAJIOCH IMOCTENEHHO, MPU 3TOM NPUYUHY (HOPMUPOBAHUS
TUIATallMOHHOTO (EHOTHMA YCTAaHOBUTH HE YAAIOCh, y OCTalbHBIX (60%)
YCTAaHOBJICHA CBA3b C  TEPEHECEHHBIMH  OCTPBIMHU  PECHUPATOPHBIMHU
3a0oneBanusAMU. [10 COBOKYIMHOCTH kao0 U KIMHUYECKOW OLIEHKH B JIBa pasa
Jame JeTH MocTynanu B Tsokénom cocrostaun  (67,5%), ¢ cummToMamu
cepaeunoir Hemoctarounoctu II-A (47.5%) wu Il-b (52,5%) crenenu, kak
IIPOSIBJICHUN YK€ PAa3BUBIIMXCS OCIOKHEHWMM. HamMu BbIAEIIEHBI ClenyrOIINe
CUMIITOMBI CEpPACYHON HEJAOCTATOUHOCTH: OJIbIIIKA, TPEUMYIIECTBEHHO B
coctosaun 1okosi (80%), HaBsizumBbIM Kamienb (80%), 4yBCTBO HEXBATKU
Bo3ayxa (55%), kapauanrus (27,5%) u y 1/3 nereit oTMeuanoch CHUXKEHHE
Jypesa, COIPOBOKIAAIOMIEEC OTEKAMU HUKHUX KOHEUYHOCTEMN.

VY Bcex eTer 0TMEYaNoCh YBEIMYEHUE OTHOCUTEIBHOM TYNMOCTH CEpAla
BIIEBO, NpruuéM y 8 (10%) pacmupeHue rpanui] cepia B 00€ CTOPOHBI.

HezaBucumo oT Bo3pacTa u mojia, Ha (POHE MPUTITYIIEHHOCTH CEepAEeUHBIX
TOHOB BBICIIYIIMBAJICSI CHUCTOJIMYECKUM IIyM Ha Bepxymke. PeHOMEH “‘purma
rajiona” BbISIBIEH y 16% nereil, mpenuMylleCTBEHHO B CTapuiei BO3PACTHOM
rpyIIIe.

N3menenus Ha OKI' npexncraBneHb! Ha pucyHKe 1.
OKI' mnpu3dHaKku TNOpakeHWsl MHUOKapaa y JAeTeil ¢ JIMJIATAIMOHHBIM

dpenoTunom

* neperpysKa n1eBoro npeacepava 1 1€BOro
Yenyaouka 14 (35%)

* runepTpodmra N1eBOro KenypouKka 18 (45%)
* runepTpodura 060UX }KenyaoUuKoB 2 (5 %)

* runeptpodura nesoro npeacepamna 1
NeBOrO XeNnypouka 6 (15%)
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AputMHuM cepAlla 3HAUUTEIBHO OTATOLIAIOT U OCJIOKHSAIOT TEUEHUE
JUIATAllUOHHBIX KapAUOMHUIATHH M HEPEIKO MOTYT OBIThb NPUYUHOW CMEpPTH
JEeTEN.

W3 nonydeHHBIX peE3yJbTaTOB B CTPYKTypE HApYLIEHUS aBTOMaTH3Ma
HamOoJiee 9acTo BCTpedaiach cuHycoBas Taxukapaus (65%). V3 Hapymenwmit
IOPOBEJACHUS HUMIyJbca OcCOOyr0 03a00YEHHOCTh, B IUIAaHE MPOrHO3a
nanbHeimero tedenus, Bbi3biBaeT WPW cungpom (7,5%), KOTOpBIA MOXKET
yCYryosIATh KIMHUYECKOE TEYEHHE CEpJACYHOM HEIOCTATOYHOCTH U OBIThH
IPUYMHON JIETAILHOTO UCXO/Ia.

Kpome Toro, B 35% cnydyaeB y nerei ¢ nUaaTallMOHHBIM (DEHOTUIIOM Ha
OKI' nuarHoctupoBaHa CyO3HJOKapAualbHas MIIEMHUs MHUOKapJa JIEBOTO
KEIy0YKa, YTO SBIISCTCS HETaTUBHBIM (DAKTOPOM B JATBHEUIIEM MPOTHO3E
JIKMITI.

VY Bcex oOcnenyeMbIx AeTel Ha DXokapauorpapuu BbIsIBICHA AUIaTalUs
JIEBOTO >KETyJAOYKa C OYeHb HU3KMMH 3HAUCHUSMHU (pakiuuu u3rHaHusg (24-
32%), uTO fABIAETCA NMOKA3aTeJIEeM CHUCTOJUYECKOW AUCPYHKIMH y JIEeTed C
JMITaTalliOHHBIM (PEHOTHUIIOM.

B rpynne nereit ¢ runeprpopuueckuM penotumnom (20 aereit) MamTbUMKOB
Obio B nBa pasza Oousbmie (70%), 4TO coBmajaeT C JaHHBIMH MHUPOBOM
JUTEPaATYPHI.

[Ipy TIATENIBHOM HM3yYEHUM aHaMHe3a HaMH ObUIO YCTAHOBJIEHO, 4TO
MHTCHCUBHBIA CHUCTOJNMYECKHI IIymM oOpamianm Ha ce0s BHMMAaHHUE YXKe Ha
MEePBOM TOJly JKM3HM, OJHAKO, 3XOKapauorpahuyueckoe HCCIeIOBaHUE ObLIO
IPOBEJCHO 3HAUMTENbHO Mo37Hee. /luarnocTuka 3a0osieBaHus Oblila CBsI3aHa C
MOSIBJICHHEM Yy JeTe aKTHBHBIX JKalo0 Ha OBICTPYI0 yTOMIISIEMOCTb,
cepaleOuenre, OAbIIIKY WiM 00iau B 00JlacTU cepAla, MOSBISIIOUIUXCS TpU
¢usznyeckoil Harpyske WIM SMOLMOHAIBHOM HAamNpsKEHUH. 3aciy’KUBaeT
BHUMAaHHUE TO, YTO TOJILKO Y OJTHOUM TPETH U3 3TUX OOJNBHBIX JKaJI00bI MOSBUIUCH

Ha (OHE OTHOCUTEIHHOTO Onaromonyuusi. B OCTambHBIX CiIydasx KajaoObl
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BO3HHMKJIM TIOCJIE€ HEJABHO TNEPEHECEHHOro WH(MEKIIMOHHOTO 3a00JIeBaHMs,
COMPOBOXK/IAFOIIETOCS MOBBIIIEHUEM TEMITEPATYPHI.

[Ipu mnocrymiennn B cTanuoHap oOIIee COCTOSHUE BCeX JeTei
OLICHMBAJIOCh KaK TSDKEJIOE C Pa3HOM CTENEHBIO BBIPAXKEHHOCTU CEPJICYHOM
HEJIOCTaTOYHOCTH, puueM yaie co |1-b crenensro.

JlocTaToyHO MOJHYI0 UH(POPMALIUIO O COCTOSIHUE MUOKap/a KeNyA04YKOB,
npeacepanil, MEXKEITYJOUKOBOU NEPETOPOJIKH, a TAKKE COCTOSHHE BBIXOJHOTO
OTBEpCTHUS M3 JIEBOIO OJKEIyJ04YKa Mbl TMOJYYWIM 1O  pe3ylibTaram
XOKapaAuorpauyeckoro 0O0CIEAOBaHUs, COIJIACHO KOTOPHIM B  HAlllUX
uccinenoBanusix B 4 paza  dyamie ObUla  BBISIBJIEH — ACCUMETPUYHBIN
runepTpopuyeckuii GeHoTurt ¢ OOCTPYKUHMENW BBIXOJHOTO OTBEPCTHS JIEBOTO
MKEITyJO0UYKa U BBICOKUM HHIEKCOM aCUMMETPHYHOCTH, Oosee 1,5. Hapymenus
JTMACTOJIMYECKOM pelaKcallii JIEBOTO JKEIYJI0YKa OIIEHMBAJIMCh MO BBICOKUM
nokazarensasm KJIP (4518 mu) u KCP (36+16 mn). ®pakuus uzrnanus (78+7)
yKa3blBaJla Ha BBICOKYIO COKPATHTEJIbHYIO CIIOCOOHOCTh MHOKapJa y AETEH C
rUnepTpoPuIecKuM (HEHOTUTIOM.

IleHHBIM HE HMHBA3UBHBIM METOJOM JMArHOCTHUKU THUIEPTPO(YUUYECKOTO
¢denotuna y aereit sBnserca DKI'. M3menenuss Ha OKI' He peako MOTyT OBITH
paHHUM  JUArHOCTUYECKUM  KpUTEpUEM JaHHOTO  3a0oJeBaHUS,
MPEALIECTBYIOIINE PA3BUTHIO TUIIEPTPOPUN MUOKap/Ia.

[Ipy wW3yyeHUM YACTOTHI PETUCTPAIMU TPU3HAKOB THUNEPTPOPUU
MHUOKapJa Mpeacepauid U >KeTyJOYKOB Ha OCHOBAHWU pE3yJIbTaTOB aHalIHU3a
oObryHOt OKI' B nmebrore 3a0osieBaHMsl YCTAHOBJIEHO, YTO HauboJsiee
XapakTEepHOU i OOJBHBIX, HE3aBUCUMO OT (OpMbl 3abojeBaHus, OblIa
W30JUpOBAaHHAs  runeprpoduss MHOKapaa JieBoro kenyaouka  (50%).
CoueranHass runepTpo@usi pa3IM4HbBIX OTIEJIOB CEpJlla BCTpEYanach,
MPEUMYIIECTBEHHO y OOJBHBIX C OOCTPYKTHBHOM (hopMOit 3a00JIeBaHMUS.

Haunbonee yacThiM HapylleHHEM pUTMA Cepla SBISUIACH TaXUKapIus

(80%), pexe Opamukapaus (20%), oOycioBieHHas MOJHOW OJIOKAION MpaBoi

"IkoHomuka u commym" Nel0(113) 2023 WWW.Iupr.ru



HoXxKkH mydka ['mca (20%), Giokana neBoit Hoxxku mydka ['uca (10%) u WPW-
cunapoM (10%), 4To Mo JaHHBIM JUTEPATYPBI MOKET YKa3bIBaTh Ha TSHKECTh U
HEOJIaronpUsITHHIA MTPOTHO3.

BriBOALI.

Takum 00pa3oM, MOITydeHHBIE HAMH PE3yJbTaThl CBUACTEIBCTBYIOT O
TOM, UTO MPOTrpeccUupymomias cepjeyHass HEAOCTaTOYHOCTb, a TaKkKe
KU3HEYTPOKAEMbIE  HAPYUIEHUS pPUTMAa U TPOBOJAUMOCTH  SBISIOTCS
HeOIaronpusITHHIMUA (PaKTOpaMU B IJIaHE MIPOTHO3a Y JeTed C AMIATaAllMOHHBIM
U TUnepTpoPuieckuM (HEeHOTUTIOM KapAUOMUOTIATHH.
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