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Abstract. Summary. The article asks about the clinical course of various forms of
cardiomyopathy (dilated, hypertrophic, restrictive) in children. The data obtained are of
interest to cardiologists, general practitioners and pediatricians in family clinics.

Purpose of the study: to study the characteristics of clinical cardiomyopathy
in children, to obtain treatment tactics to improve the quality of life and optimize the
prognosis.

Material and methods. 36 children aged 0-17 years were examined. Among
the surveys, the frequency of forms of various cardiomyopathies of the group: dilated -
61.1%, hypertrophic - 33.3%, restrictive - 5.6%. Anamnestic data, severity of the course,
features of ECG, echocardiography, and radiography for each form of cardiomyopathy
were studied.

Research results. A latent, mild course of the disease is possible, but more often
it is a moderate and severe course of the disease. Patients with DCM and HCM often
experience various rhythm and conduction disturbances. Clinical observation and timely
(continuous) treatment of CHF are indicated for children with cardiomyopathies. In severe
cases of HCM with obstructive forms, HCM raises the question of surgical intervention.

Key words: dilated, hypertrophic, restrictive cardiomyopathies, children, chronic
heart failure.

AxktyanbHocTb. CepgeyHo-cocyaucTasi natonorns B 4ETCKOM BO3pacTe cYnTaeT-
€Sl cepbe3HOo Npobremon B CBA3M C pacnpoCTPaHEHHOCTbIO, TPYAHOCTSMM pacno3HaBa-
HUS, 0COBEHHOCTAMMN TEYEHUS, NeYeHnsa n ncxogamu [1-6]. Kapamommonatnm B JETCKON
KapAmMonorMm ocTalTCca HanmeHee N3y4eHHON 1, K CoXaneHuto, He nogaatLLencs neve-
HWUIO NaTonoruen cepaua. Bbicokas nHBanuamsaumsa u CMEpPTHOCTb, HECMEeLMPUYHOCTb
KNMHWKO-NTabopaTopHbIX MapkepoB, OTCYTCTBME 3D(PEKTUBHbBIX METOOO0B feYeHns, Tpya-
HOCTW TpaHCnnaHTauuMm cepgua B OETCKOM BO3pacTe ONpeaensloT akTyanbHOCTb npo-
fnembl. B nocnegHve rogbl OTMEYEH POCT YaCcTOTbl BCTPEYAEMOCTU PasfnyHbIX opm
KapamomuonaTui y AeTen, 1 3To B NepByto odepedb CBSA3aHO C yryylleHneM AMarHoCTu-
Kn. He ncknovaeTcs n NCTUHHOE yBENMYeHne YacToTbl kapguomuonatui [4, 7-15].

OvnaTtaunoHHas kapgnomuonatusa (OKMIM) — camas pacnpoctpaHéHHasa copma
KapamomuonaTui Kak y B3pocnbix, Tak n'y geten. KMl y geten - nepsBuyHoe 3abo-
neBaHve MuoKapaa HeyCTaHOBIIEHHOW 3TMOMOIMMM, XapakTtepusyloweecs gunaraumen
NPeMMYyLLECTBEHHO MEeBOro Xenyaodka CO CHMXEHMEM KOHTPaKTUIBbHOW CrnocoBHOCTU
Muokapga. Ckopee Bcero, IKMIT nonnatnonornyeckyo reTeporeHHyo Nnpmupoay, Bkroya-
IOLLYI0 NEPCUCTMPOBaHNE BUPYCOB, FrEHETUYECKYI0 AETEPMEHNPOBAHHOCTD, ayTOUMMYH-
Hble gakTopbl [7-13,15,17]. YactoTa B aetckom Bo3pacTte 0,5%. MeHeTu4eckme opmbl
OKMI coctaenstoT npumepHo 30%. 3aboneBaeMoCTb He 3aBUCUT OT Mona u Bo3pac-
Ta. CpeagHuii Bo3pacT geTen K MOMEHTY YCTaHOBNEHUsT AuMarHosa coctaenser 6-13 ner
[8,13,16].

Mneptpodnyeckas kapgmomuonatus (FTKMI) - reHeTnyeckn obycnoeneHHoe 3a-
bonesaHve MbILWLbI Cepaua, XapakTepusytoweecss MacCMBHON runeptpoduren muokap-
[4a vallle NeBoro >xenygovka ¢ obssaTenbHbIM BOBMEYEHMEM B NMPOLIECC MEXOKeNyaou-
KoBOW neperopogku. onynsaunmoHHasa YyacTtoTa cpeam AeTCKOro HaceneHusi coctaBnsaeT
2,5 Ha 100000. No gaHHBIM MHOTOYMCMEHHbBIX MCCNEAOBaHUIA B pa3Hbix reorpadunyeckmx
TouKax 3eMHoro wapa yactota 'KMI coctaenget 0,2-1,1%. CumnToMbl 0BCTPYKLMM Bbl-
asnatTes nuwb 'y 20% nuy, ¢ FKMIM [7-9,13].

PectpuktnBHas kapgnommonatus (PKMI) — HaMmeHee pegko BeTpevatoLascs 13
BCeX kapguomwmonatun. B ocHoBe 3aboneBaHus NexXuT pacnpoCTpaHEeHHbI MHTEPCTU-
umanbHbii hrnbpos, codeTaroLWMNCA C Pe3KUM yTomLweHnem aHgokapaa Npu atom Trne
KapamomuonaTum cTpagaeT avactonmyeckas yHKUMS Muokapda npyu Manou3mMeHeH-
HOW CUCTONMYECKON. ATuonormsa 3aboneBaHnss HEM3BECTHA. Y AeTeN MOXET BO3HUKHYTb
B Ntobom Bo3pacTe, OT- MevaeTcs npeobnagaHune y oeBoyek. YacToTa cocTaBrnsieT OKOMo
5% cpeawn Bcex hopm Kap- guommonaTnin. HYactota CMepTHOCTM y AeTel C MOMEHTa Mo-
CTaHOBKM AnarHo3a coctaBnseT 63-75% ot 3-6 neT cooTBETCTBEHHO OT Havyana 3abone-
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BaHus [7,8,13].

CnepoBaTtenbHO, Bce POpMbl KapaMOMMONaTUN, YYUTbIBAs UX Manoudy4YeHHOCTb,
yBeNnMYyeHne YacToTbl BCTPEYAEMOCTU, TSXKECTb TEHYEHUS], OTCYTCTBUE 3PPEKTUBHBIX Me-
TOOOB Tepanuu, BbICOKas CMEPTHOCTb, HYXXAalTCs B AaNbHENLLEM U3YHEHNN.

Lienbto vccnenoBaHus SBUNOCh N3ydeHne 0COBEHHOCTEN KITMHNYECKOro TeYeHns
KapavMomMuonaTui y AeTew, COBEPLLUEHCTBOBAHUSA TaKTUKM NEYEHNS ANS ynyYlleHns Kadve-
CTBa XM3HW 1 ONTMMM3aLUn NPOrHo3a.

Martepuan u metoabl. O6cnenoBaHo 36 OONbHbIX, HAXOAMBLUMXCS Ha CTaLMOHap-
HOM fe4YEeHUN B OTAENEHUUN KAapAMOornn 1 AarnbHenwem aMoynaTtopHoM HabnogeHum B
OOMML], ¢ 2019 no 2024 rogbl. Habntogaewmnecs getn 6oinm B Bo3pacTte oT 0-17 neT, 13
Hux 19 manbuukoB (52,8%), 17 gesovek (47,2%). Bcem getam Obinm npoBeaeHbl: IxoKT,
OKIT, peHTreHorpadms rpygHow knetku, Y3W opraHoB GproLIHON MONoCTH, 0BLLEKNNHM-
Yeckre aHanmabl.

OCHOBHbIMW KpUTEPUAMU X onpegeneHns no gaHHbIM AXoKI (y 4 6onbHbIX — go-
nonHutensHo n MCKT cepgua v cocyoB C KOHTPacToM) ABMASIOTCS: Hanv4ve aunartaumm
NonocTn Unu rmnepTpomn MrMokapga neeoro (B psAe CryyaeB M MpaBoro) Xenyaoudka,
npeobnagaHue nopaxenusi npegcepann (y 6onbHbix ¢ PKMIT) unm xxenyaodkos, cTeneHb
N3MEHEHNs1 nokasaTenen (yHKLUMOHANBHOIO COCTOSIHUS cepaua (CHWXeHue dpakumm
BbIOpoca).

Pe3ynbratbl u o6cyxaeHue. [pu n3y4yeHnr aHamHe3a OTAroLLEHHas Nno Kapamo-
MMoNaTUsIM HacNeLCTBEHHOCTb BbisiBreHa y 8 (22,2%) pneten, npudem Bce 6binm ¢ FKMIT,
¢ BHyTpuyTpobHOM TOPY-nHpekunen — 2 (5,6%), yacto bonerowme getm coctasunm 12
(33,3%). Mbl B HawweM HabnwaeHNN He CTaBUIKM LiENbio NPOBEAEHNE reHETUYECKOro 06-
cnefoBaHus, No AaHHbIM aHamHesa Halumx nauueHtos ¢ OKMIT cemeiHbIx cnyvaes He
Obino BbisiBNeHo. OgHako, Mo AaHHbIM nutepatypbl okono 30-40% cnyvaeB ceMerHowm
nsonuposaHHon JKMIT nmvetoT ycTaHOBNEHHOE reHeTuyeckoe NpoucxXoxaeHue, BblsiBre-
Ho 6onee 50 accouMMPOBaHHBIX FTEHOB, M 3TO YNCINO MOCTOSIHHO YBENUYNBAETCS MO Mepe
OTKPbITUS HOBbIX reHoB [8,10,13]. Y Bcex 06cneaoBaHHbIX AMarHo3 KapanommonaTum obin
BbICTaBIIEH HE MEHEE YEM YEPE3 HECKOIbKO MECSHLIEB OT MOSBIEHNSI MEPBbLIX CUMMTOMOB,
nocne HeadEKTUBHOM Tepanuun No NoBoay Apyrux 3abonesaHu (OCTpbIX U peunansu-
PYIOLLMX MHADEKLNA BEPXHUX OblIXaTeNbHbIX NyTen, MHEBMOHWI, KapanToB). 1o TsxecTn
3aboneBaHus THKenoe TedeHne oTMevanoch y 24 (66,7%), cpeaHen Tsxectn 7 (19,4%),
nerkoe n 6eccumnToMHoe y 5 (13,9%) naumeHToB. TsKenoe TevyeHue oTMeyarnochb npe-
nmyLecTBeHHO y G6onbHbix B OKMI, nerkoe n 6eccumntomHoe — y 5 geten ¢ FKMIT.
KapgvomuonaTtnm y geten conpoBOXAanmcb HEAOCTAaTOMHOCTBIO KpoBoobpalleHus HK |
ctenenun (PK1) -7 (19,4%), HK Il ctenenn (®PK2-3) — 19 (52,8%), HK Ill ctenenmn (PK4) —
5 (13,9%). MNocne npoBeaeHNs KIMHUKO-MHCTPYMEHTarbHOro 06cneaoBaHns BblSBMEHbI
cnegytowme opmbl kapanomuonatuin: AKMIMN — 22 (58,3%), PKMIT - 2 (5,6%) n TKMI
—12 (33,3%), cpeam nocnegHux o6¢cTpykTMBHasa dopma —y 5 (13,9%) geten. OTu gaH-
Hble COOTBETCTBYIOT NIUTEPATYPHBLIM UCTOYHMKAM O 4acToTe BCTPEYAEMOCTU Pa3NMNYHbIX
dopm kapamomuonaTuin [7,8,12,13]. PacnpegeneHune no nony BbImageno cnegyowmum
ob6pasom: cpean naumeHToB ¢ JKMIT mansumkoB 6bino 10 (45,5%), nesovek 12 (54,5%),
8 manbumkoB (66,7%) n 4 (33,3%) aesoukm ¢ FKMI, 1(50%) maneyvk n 1(50%) aeBoyka
¢ PKMTT.

Ha 3KI 6onbHbix ¢ OKMI1 BbISIBNSTCA NpU3HAKu runeptpodunn (paclumpeHunst)
nesoro xenygoyka (100%), neperpysku npeacepavn (72,7%), HapyLleHne npoLeccoB
penonsapu3aunm, 4acTo uemm4eckoro reHesa (59,1%). VI3 HapylieHnin putma BbiSiBIs-
nacb Taxukapams cuHycosas (77,3%), cynpaseHTpukynspHas (18,2%), murpaumns Bogu-
Tensa putMma (4,5%), akctpacuctonus xenygodkosas (40,1%), y 1 naumeHTKM nonmTonHas
(4,5%), Tpenetanue npeacepann (4,5%) (pnc.1). Ha SKT npu FKMI1 Mbl BbiISBUNK Npu-
3HaKM rMnepTpodmn NeBOro xenyaovka ¢ ero neperpyskon (100%), HapyLweHus peno-
napusaummn B Buge genpeccun ST n rmybokne otpuuateneHble 3youbl T (puc.2) (58,3%)
— xapakTepHbin npuaHak FKMI, 6nokagbl Hoxek nyyka [vca B Buae Gnokagbl nepeaHen
neson (25%), 3agHen nesou (8,3%), Gnokaabl NPaBOM HOXKWN Mbl BbIABASANN Y (25%),
akcTpacuctonum — y (16,7%). Mpn PKMIT npuaHaky BbipaXKeHHON rmnepTpodmmn npaBoro
npencepansi Hambonee xapakTepHbii NpuaHak (100%), B Hawmnx HabnwgeHnsix y 6onb-
HbIX OTMEYanucb HapyLleHWs pUTMa ToNnbKO B BuAe cuHycoBown Taxukapgun (100%).
YacTtota aputMuiA y OeTen ¢ kapanoMuMonatusaMy nokasaHa u B paboTax 3apyOexHbix
aBTopoB [8,10,12,13,14]. IMeHHO apuTMUn SBRSIHOTCA Hanboree 4YacTon NPUYMHON BHe-
3anHoun cMepTun Npu kapamomuonaTusax [8,13,16,17].
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PucyHok-1.
9KTI naumeHTkn M. c IKMI1. Pe3koe oTknoHeHue 30C BnpaBo, XKenyao4KkoBble
3KCTpPacuUCTONbl, NPU3HAKN Neperpy3kn o6oux otaenoB cepaua, U3MEeHeHus B

MUoOKapze Xernyao4KoB, CHUKEeHHbIA BOJNbTaX

PucyHok-2.
OKI 6onbHom A. c TKMIN. JleBorpamma. MNpusHakn BoipaxkeHHoun neperpy3sku JTXK,
rMraHTcKkuMe oTpuuartesribHble 3youbl T.

| |
b

Mo paHHbIM peHTreHorpadun npu OKMI cepglue 3HauyMTeNbHO pacLuMpeHo B Mo-
nepeyHuKe 3a cyet nesoro wnm oboux xenygo4ykos (puc.3). KTW cocrasun 0,60-0,71.
Ceppoue xapakTepHOW LuapoBMAHOM unu TpaneumBugHon copmbl. Y (52%) GonbHbIX
oTMevanuch siBrneHus BeHo3Horo 3actod. [pu N'KMI1 TeHb cepgua pacwmpeHa B rnone-
peyHuKe npenmyLlecTBEHHO 3a cyeT neBoro xenygodka. KT go 0,66. MNpu PKMI Ha
PEHTreHorpaMme fiero4HOM PUCYHOK He oboralleH. TeHb cepaLa HECKONMbKO pacluvpeHa
B nonepeyHuke. KTW - go 0,60. Jyru crnaxeHsbl.
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PucyHok-3.
PeHTreHorpacpus 6onbHon M. ¢ OKMI1. BbipakeHHas Kapguomeranusi, 3a-
CTOWHbIE ABMEHUSA B NErkux.

[
ey

Y naumeHToB, CO BCEMMU TpeMsi hopmMamu, HE3ABUCUMO OT TSHXKECTU COCTOSIHUS
nauMeHToB, OTMeYanacb XpoHU4eckas cepgedHasi He4oCTaTOYHOCTb Pa3nMYHON cTene-
HU. Y 3 (25%) 6onbHbix ¢ TKMIT npu onpoce 1 oCMOTpe XpoHWYecKkas cepaedHasi He-
AOCTaTO4MHOCTL OTCyTCTBOBana, y 2 (16,7%) - coorsetctBoBana ®K1. Bce 6omnbHbIE C
OKMIT nmenun XpoHUYeCcKyo cepaedHyo HeagocTaTovHoCTb. [py NoCTynneHun B ctaumo-
Hap PK3-4, npu Bbinucke — ®K2. BonbHble ¢ PKMI1 noctynanu B ctauymoHap ¢ XCH ®K3,
ambynaTtopHo B AanbHenwem obpawanmcek ¢ XCH OK2.

B craumoHape getn ¢ AKMI1 nony4anu KapanoTOHUYECKYHO Tepanmio cepaeydHbl-
MW MMKO3MAaMK, NO NOKa3aHMsAM - 4OaMUHOM, NHrMbutopsl AlN®, 6eta-agpeHobnoka-
TOpb! (KApBEAMWIIOI), MOYETOHHYI0, KApPAMOTPOUYECKYIO U CUMMTOMATUYECKYHO Tepanuio.
Ha doHe npoBefeHHON Tepanuy B CTauMOHape oTMedvanacb MonoXuteneHas AMHamu-
ka. OgHako, nocne BbIMMCKU, HECMOTPS Ha ambynaTopHoe nedeHue, XCH nocteneHHO
BHOBb nporpeccupoBana. 2 (9,1%) gesoyvku ¢ OKMIT ymepnu. Ctax 60nesHn y Hux co-
ctaBun 6onee 5 net. OctanbHble OETU B KaTaMHE3€e Haxo4dATCs Ha AMCMaHCEPHOM y4e-
Te MO MECTYy XWTenbCTBa U Nofy4arnT cuMmnToMaTuydeckyto Tepanuio XCH. MNMauyueHTsl ¢
'KMI1 nony4anu nevenvne 6eta-agpeHobnokatopamu (3arnnok) amoynatopHo. 1 pebeHok
ObIn onepupoBaH B oTaeneHumn kapguoxmpypruv OOMML, coctosiHne nocne onepauun
3HAYUTENBbHO YNYYLIUIOCh, NPOAOIPKAET nonyyaTb arunok. 2 getenn ¢ PKMIT nonyvanu
Tepanuio XCH, Ho 6e3 ncnonb3oBaHMs MHOTPOMHbBIX NPenapaToB, UM OCYLLECTBASNAach
Tepanus COBMECTHO C raCTPO3HTEPOSIONOM, TaK KaK 3aCTOMHbIE SIBMIEHWSI B NEYEHN U ac-
LUMT NPVBOAMIIN K HAPYLLEHUSAM PYHKLUN NULLEBAPUTENBHOTO TpakTa. Bcem naumeHTam ¢
OKMIM n PKMI npoBoamnack aHTMKoarynaHTHas Tepanusi.

Taknm 0b6pa3om, B HacTosILLee BpeEMS YBENUYMBAETCS YacToTa pasnmyHbiX hopm
Kapguomuonatui y geTer B obLEen CTPyKType CepAeqHO-COCYyAWUCThIX 3aboneBaHui.
YnyJywmnacek guarHocTuKa, a, crefgoBaTernbHO, U BbISBNSEeMOCTb Bcex dopm. Paspa-
GoTaHbl NPOTOKOIbI NIeYeHns KapanoMuonaTtun. BonbLNMHCTBO NaLMEHTOB C TsPKENbIM
TEeYEeHEeM KapamoMmonaTuin npy NpaBuibHOM HabMOOAEHUN U NEYEHUN UMEIOT CTaxX 3a-
boneBaHus 6onee 5 net. OgHako OOMbLLIOE YNCIIO OCMOXHEHUI TPeDyeT OTHOCUTL 3Ty
naTonoruio K 3abonesaHusaM ¢ HeGNaronpUATHLIM MPOrHO30M.

BbIBO[Obl:

1. Cpean obcnenoBaHHbIX YacToTa pasnuyHbix (hopM KapaAMOMMONaTUii CoCTaBu-
na: AKMI - 61,1%, TKMI - 33,3%, PKMI1 - 5,6%.

2. lMpakTnyeckn Bce POpMbl Kapgmomuonatui (3a ucknwodeHmem 3 BonbHbIX C
KMIT) conpo- BOXOanucb CPeQHETSKENbIM U TSHXKEMNbIM TEYEHUEM  NEPCUCTUPYHOLLEN
XCH.

3. BavacTyto no3gHee BbisiBieHne 3aboneBaHuns y 60nbLUMHCTBA OOMNbHBIX AUKTYET
HeobXoAMMOCTb Kak MMHUMYM eXerogHoro obcnenoBaHus Bcex geten metogom IxoKIr.

4. Y 6onblnHcTBa NauneHToB ¢ JKMI n FTKMI1 BbiSBnstTCSA pa3nuyHbie HapyLue-
HWUst pUTMa 1 NPOBOAMMOCTH.

5. MNokasaHo ancnaHcepHoe HabntogeHne 1 CBoeBpeMeHHas (HenpepbiBHasA) Te-
panusa XCH getam ¢ kapaMoMmonaTusiMu.
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6. BonbHbIM ¢ 06CTPYKTUBHBIMK dhopmamu T'KMIT paccmaTtpuBaeTcs BONpoC O Xu-
PYPruyeckoM feveHum.
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