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FREQUENCY OF HEART RHYTHM DISORDERS IN CHILDREN WITH RARE FORMS OF
CARDIOMYOPATHIES
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Summary: Rare forms of CMP in children include non-compact left ventricular cardiomyopathy and
restrictive cardiomyopathy. The difficulties in diagnosing non-compact and restrictive cardiomyopathy are
due to the paucity of sound symptoms, the variability of clinical manifestations and the possibility of an
asymptomatic course for a long time.
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Pe3ome:K penko Berpewaromumest popmam KMII y neteil oTHOCATCS HEKOMIAKTHAs KapAMOMMONATHSA
nesoro xenyaouka (HKMJDK) u pecrpuktuBHas kapauomuomnarus (PKMII). TpyaHoCTH IuarHoCTHKU
HKMJIXK u PKMII 06ycioBneHsl CKyZHOCTBIO 3ByKOBOW CHUMIITOMATHUKH, BAPUAOETbHOCTHIO KITMHUYECKHX
IIPOSIBJIEHUN ¥ BO3MOKHOCTBIO aCUMIITOMAaTHYECKOTIO TEYEHUS JUIUTEIIHOE BPEMSL.

KiarwueBble cjioBa: KapaAuoOMHUOIIaTus, HEKOMIIaKTHBII MHOKapJ, PCECTPUKTHUBHAA KapAUOMUOIIATHA,
cepacuHast HCAOCTATOUYHOCTb, TCMOJAUHAMUYCCKNUEC HAPYIICHU .

AxTyajabHOCcTh. OIHON U3 CepbE3HBIX MPOOJIEM NETCKOW KapIHUOJIOTUU SBISETCS YBEIMYEHUE YaCTOTHI U
pacnpoctpaneHHocTd kKapauomuomnaruii (KMII), wumeromux HEOIHO3HAYHYIO SIUIEMHOJIOTHYECKYIO
HAMpPaBIEHHOCTb, XapaKTepU3YIOUIUecs OONbIIMMU TPYJHOCTSIMH TMPWKU3HEHHOM U TOCMEPTHOMH
nruarHoctuku. [1,5,7]

HecmoTpss Ha 0OOIIHOCTH T€HETUYECKUX W3MEHEHUMU, XapaKTepHbIX ais Tod win uHo KMIL, u
MPEeCKa3yeMOCTh OOIIero xapakTepa TeueHHUs 3a0oJieBaHUs, WHIMBHIyaJbHbIE OCOOECHHOCTH [1e0roTa
KIIMHUYECKOW KapTUHBI, HauOojee 3HAYMMbIE CUMITOMBI M 3KajJoObl MAllMeHTa, a TaKkKe MX Pa3BUTHE C
T€UEHHUEM BPEMEHU MOTYT BapbUPOBAThH B ITUPOKOM JIHATIA30HE.

B uactHoctu, Tskecte TeueHus KMII, creneHb BBIPa)KEHHOCTH TUIHMYHBIX CTPYKTYPHBIX W3MEHEHUH,
CUMIITOMATHKA CEPACYHON HEJOCTATOYHOCTH U CKOPOCTh

MIPOrPECCUPOBAHUS MATOJOTMUYECKOT0 MPOLECCa BO MHOTOM OCTArOTCS ONpPEAETIsi€MbIMU HMHIUBUYAIBHO.
Xapakrep TeueHuss KMII u ee noirocpodsslii MIPOTHO3 TAaKKE OCTAIOTCA HENPEICKA3yEeMBbIMH B Ka)JAOM
OTJICIIBHOM CITydae, XOTs CYIIECTBYIOT JaHHBIC JOJITOCPOYHBIX MTPOCIIEKTUBHBIX HAOJIOICHUH, KaCAIOIIHECS
OOJIBIIMHCTBA CIIy4aeB JaHHOM MaTOJOTUU B 1iesoM. [1,5,7]

K penxo Bctpewarommmmcest ¢popmam KMII y nmereli OTHOCATCS HEKOMIIAKTHAS KapAHMOMHUOTIATHS
nesoro xenynouka (HKMJDK). Knunuueckue nposinenuss HKMJDK ouens BapuabenbHbl, HecrieupUIHbI
M OYCHb CXOXKM C JPYTMMH BapHaHTaMH KapAHOMHOIATUNA — OT CIy4yaiHOW MOCTAaHOBKU AMArHo3a IMpu
ACUMIITOMATUYHOW (dopMe 10 TsKENbIX mposiBiaeHu. [3,6] HecMmoTps Ha 3HAUMUTEIBHBIC JOCTHIKCHHS
|
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JETCKOM KapJHUOJIOTUHU, IO HACTOSAIET0 BPEMEHH HET OOIenpUHATHIX kputepueB quarnoctuku HKMJDK y
JeTeH, B CBSI3M C YE€M NPOTHOCTHYECKAs 3HAYMMOCTb BapbUPYET OT MOJIOKHUTEIBHBIX 1O HETaTUBHBIX
HCXOJIOB B CBSI3U C BBICOKMM YPOBHEM CMEPTHOCTH AETEH OT JaHHOU narojoruu. [3,4,9]

He w™enee Tsmkenoit wu gocrarouHo peakoid ¢opmoit KMII  sBrisieTcst pecTpUKTHBHAs
kapauomuonaTtuss  (PKMII). JImarHoctuka PKMII sBaseTrcs ClI0KHOHW — KIMHUYECKOW — 3a/ade,
(EeHOTHITMYECKUE TPOSBICHUS KAaK IMPABWJIO HEOJHOPOIHBI M HEOJMHO3HAYHBI JJISi OOBEKTUBHON OIICHKH
[2,4,9]. [Tourn HeBO3MOXXHO pacro3HaTh PKMII Tonbpko mo jkamobaMm ManueHTOB, TaK KaK KapauaibHbIC
CHUMIITOMBI MOTYT OTCYTCTBOBATbh, a IPU3HAKU CEPJICYHON WJIM MBIIIEYHON aHOMAJIMA MOKHO OOHApYKUTh
TOJIBKO B pe3yJibTare IIeJIEHANPaBIEHHOT0 U JIETAIbHOrO o0cienoBaHus. TpyaHOCTH AMATHOCTUKH ATOU
¢dopmel KMII 00yciioBiieHBI TakKe CKYIHOCTBIO 3BYKOBOH CHMIITOMATHKH, HEPE3KHM YBEIMYCHHEM
MEPKYTOPHBIX U PEHTI€HOJOTUYECKUX pa3MepoB cepaua. [2,5,8]

Kpome toro, Ha cerogusmHui 1eHb u3BecTHO, yTo pu PKMII o4eHb BBICOKHMN PHUCK Pa3BUTHSA y
JeTeN JKU3HEYTPOKAIOMIMX HApPYUICHUH CEpJIeYHOTO PUTMA M BHE3AMMHOW CMEPTH BCIIEJCTBHE TSXKEIBIX
JIe(PEKTOB MPOBOJUMOCTH; IOATOMY paHHSS BEepU(PUKALNUS 3TOTO JUATHO3a SIBISICTCS CTPATETUYCCKU
Ba)XHOM 3a/1aueii, BO MHOTOM OIPEEISAIONICH TPOTHO3.

CymMMupysl BBIIICU3JIOKEHHOE, CIEAYeT IOAYEePKHYTh, YTO JaHHBIC (OPMBI KapAHOMHUOIATUN
BCTpEYAIOTCA Yallle, Y€M AUArHOCTUPYIOTCS, IOCKOJBKY HEPEIKO CKPBIBAIOTCA IO MAaCKOW JApYrux
3a0oneBannid. I[IpuopUTETHBIMH OCTalOTCA TPOOJIEMbl paHHEH JWArHOCTUKM U JICYCHUS JIaHHBIX
3a0o0sieBaHUi U TPEOYIOT 0COOOr0 BHUMAHUS U TIOJXO0/Ia.

Ha ocHoBaHMu aHa/IM3a JaHHBIX JUTEPATYPbl HAMH ObLIa MOCTABJIEHA LeJIb: U3YYUTh YaCTOTY
HapyILIEHU pUTMa Cep/ilia y AETe ¢ HEKOMIAKTHOM U PECTPUKTTUBHON KapJAHMOMUOIIATUSMH.

O0béM u Meroabl HcciaenoBanus. lVccrnemoBanwe u cOOp Marepuana HPOBOIWICA Ha Oase
Angmxanckoro  OO0JacTHOrO JAETCKOrO0  MHOTOMPO(UIBHOTO MEAMIIMHCKOTO IeHTpa. B uccnemnoBanue
BKitoueHo 20 nereit B Bo3pacte ¢ 3 g0 10 ner (10 ¢ HKMJDK u 10 ¢ PKMII), nonyyaBmmx JiedeHue B
KapJMOpEeBMaTOJIOTMYECKOM OTJEICHUH.

I[Ipn Bepudukammu gUArHO3a  UCHOJL30BAIKMCH  JaHHBIC KIIMHUKO-UHCTPYMEHTAIBHBIX
uccnenoanuii u kiaaccudukanus KMII cormacao MKB-10.

B npomecce paGoThl ObUIM KCHOJIB30BAHBI AaHAMHECTHYECKHE JaHHBIC, MOJYyYCHHBIE B Pe3yibTare
Oecelpl ¢ POAUTENSIMU U BBIKOITMPOBKH JIaHHBIX U3 UCTOPHIl OOJIe3HHU.

OObexkTUBHOE HCCIIeIOBaHUE OOJIBHBIX MPOBOJWIOCH C KapAHOJIOTMYECKON HAIpaBICHHOCTHIO,
UCIOJIB3YS OOUIETIPUHATYIO METOAUKY.

KomrmnekcHoe wWHCTpyMeHTanbHOE oOcnenoBanne Bimouano: OKIT B 12-Tm  cTaHmapTHBIX
OTBEJICHUSAX U IXOKapAUOrpaduio ¢ JOMIUIEPOBCKUM aHAIIN30M.

Pesyabrarel. Jletu ¢ HKMJDK npeacraBimensl B Bo3pacTHOM —aAuamnasone 8-10  ger,
MIPEUMYILECTBEHHO MPEACTABUTEISIMU AKEHCKOIO I10J1a.

20%

B manbumkm

B peBouku

[Tpu moctymneHnn B cTaimoHap y 2/3 netel COCTOSIHME OICHMBAIOCHh KaK TKEIOE, a COCTOSHHE
KpoBooOpamieHuss y 1/3 coorBerctBoBaio II cremenn b npeumyiiecTBeHHO ¢ JE€BOXKETYJOYKOBON
HEZO0CTAaTOYHOCTBIO.
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IToBogOM Ui MOCTYIUIEHUS B CTaLlMOHAP OBUIM JKanoObl, BCTpEYaroluecs y BCeX JeTel ¢ JaHHOM
dopmoit KMII: ogppimika npu ¢usmueckorr aktuBHOcTH (100%), dyBcTBO HexBaTku Bo3ayxa (40%),
HaBsa3uuBbIi Kamenb (30%), 6onu B obnactu cepaua (50%), noBblieHHAs TOTIMBOCTh U ciaabocTh (100%).
@usukansHeiM  nposisieHneM HKMII saBwiics cuCTONMYECKMH IIyM pas3iiMYHOM WHTEHCUBHOCTH, C
JIOKaJIM3aluen B 00J1aCTH BEPXYIIKU CepaLa.

ITIpu mposenenuu DKI' obcnemoBanus B 80% ciydasx IHAarHOCTUPOBAaHA THUIEPTPOQUS JIEBOTO
JKEITyJI0UKa, B OCTAJbHBIX CIIydasX TMIEpPTpo(Us JIEBOTO JKEJIyI0uKa coyeTajach C Ieperpy3koi JIeBOro
npencepaus. Hapymienus putma y 2/3 aereid mpencTaBieHbl CHHYCOBOM Opanukapauein. HebmaronpusTHeIM
B IUIaHE NPOTHO3a SIBUJIACh BBIABICHHAS Y 2-X JeTel CHHOAYPUKYIIsipHas O10Kaja B cooTHomeHuu 2:1 u 3:1.

Kpome HEKOMIIAKTHOCTH CJI0€B pa3IM4HOM TOJIIMHBI U JIOKAJIU3allUU B MUOKAp/E JIEBOTO KEJly104Ka
Ha OxOKI' BBISIBICHBI: MOBBIIMICHBIII KOHEYHO-TUACTONMYECKUNA (47+2 MJI) U KOHEYHO-CHCTOIMYECKUN
(3843 mu1) pa3mepsl, CO 3HAYUTEIHHO CHIDKEHHON CHCTOIMYECKON (yHKIMEH MHOKap/ia JIEBOTO KETyI04YKa
(40+5%).

[Ipu nmoctymieHnu B cranuoHap coctostHue Beex aereit ¢ PKMII onenuBanocs kak Tsokénoe u
reMO/IMHaMHUYEeCKUe HapyleHus y 2/3 nereil ykiaablBalUCh B KapTUHY cepledyHoil HepoctatoyHocTH 11
CTENEHU A, IPEUMYILECTBEHHO IIPaBOKEIY104YKOBOM.

XKanobsl npeacraBiensl: y 40% pereil akpolMaHO30M, y BCeX JleTe UYyBCTBOM HEXBaTKU
BO3/yXa U OZBIIIKON, MpuuéM y 1/3 - 1o Tummy aucnHod, y 50% nereii ObuT BIpaskeHHBIN 00JIEBOI CHHAPOM
B obnactH cepaua u'y 20% npuctynamMu HaBSI34YMBOTO Kalllis.

AyckynpratuBHbld Tpu3Hak PKMII — ocnmabnenme | ToHa m cuctonmmyeckwii mym B 001acTH
BEPXYILKHU CEpJLA BBICIYIIUBAICA y BCEX ACTEH, a NPU3HAKOM JIETOYHOM I'MIIEPTEH3UU ABWICA akueHT [l
TOHA HaJ JIETOYHOW aprepuei. ['emaTomeranus, Kak MPOSBICHUE CEPJCYHOIO 3aCTOsl, OTMEUYAIacCh y BCEX
nereil. Pasmepsl neueHn HaXOIMIKCh B IIpeeax oT 2-X A0 4-X CM.

Ha DOKI', xpome MpH3HAKOB NEPErpy3KH Mpencepauii W TrunepTpoduH JEBOTO SKEITyA0YKa, HAMH
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BBISIBJICHBl METAa0OJIMYECKUE HW3MEHEHHMs W HapyLIeHHUs pEeNoJisipU3allud MHUOKapaa y BCeX JeTel.
Hapymenust putma npeacraBieHbl TaXUapUTMHUEH.

Kpome mpeBblmaronux mokasarend HOopMbl (ppakumu u3rHanusi, Ha OXoKI' y Bcex gereld Obina

BBISIBJICHBI TIPU3HAKH JWIATAIMH TPEICEpIUid ¢ MpeoOsiajaHueM JIEBOTO MPEACEPAHs, BTOPHYHAS
HEJIOCTAaTOYHOCTh MUTPAJILHOI'O KJIAIIAHA U 3XOINPU3HAKHU JIETOYHOM TMIIEPTEH3HH.

BeiBoabl. [IonydeHHBIE Pe3ysIbTAThI CBUIETEIBCTBYIOT:
1. O 3HaunTenbHBIX reMoauHamuueckux HapymeHusx npu HKMJDK u PKMII, nposiBisroniyecs: kak

JIEBO- TaK IIPABOKEITYIOYKOBOM CEPACYHON HEAOCTATOUHOCTBIO.

2. Cepb&3HOH CUCTONMYECKOM TUCHYHKIIMN MUOKap/a JIEBOTO JKeTy10uKa
3. O XU3HEYrpOKaeMOM B IJIAHE MPOTHO3a HAPYIICHHUEM PUTMa CEep/lla B BHJEC CUHOAYPHUKYJISPHON

omokazsl y neteit ¢ HKMJDK.
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