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AHHOTALNUA
Kapanomuonaruu (KMII) y nereit xapakTepu3yroTcst G0IbIINMH TPYXHOCTSAMH IPHKU3HEHHON M IIOCMEPTHON IMArHOCTUKH, a IIPOrHO3 OCTa&TCs
HEIpeJICKa3yeMbIMU B KaXJIOM OTJesIbHOM citydae. K penxo Berpeuatomumest popmam KMIT y pereii oTHOCATCS HEKOMITAKTHAS KapAUOMUOIIATUS
nesoro skenynouka (HKMJDK) u pecrpukruBras xapauomuonarust (PKMII). Tpymnoctn muarsoctnkn HKMIDK n PKMII o6ycnosnenst
CKYIHOCTBIO 3BYKOBOH CHMIITOMAaTHKH, BapHaOENIbHOCTBIO KIMHUYECKUX IIPOABICHUH M BO3MOXHOCTBIO ACHMIITOMAaTHYECKOTO TEYEHUS
JUIUTEIIBHOE BpEMsL.
KiroueBble c/10Ba: peCTPUKTHBHAS KapAHOMHUOIATHS, CEp/IeYHas HEJOCTATOYHOCTh, T€MOMHAMUYECKIE HapYIICHHS.
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THE NATURE OF HEMODYNAMIC DISORDERS IN CHILDREN WITH RARE FORMS OF CARDIOMYOPATHY

ANNOTATION
Cardiomyopathy (CMP) in children is characterized by great difficulties in life and postmortem diagnosis, and the prognosis remains
unpredictable in each individual case. 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.
Key words: restrictive cardiomyopathy, heart failure, hemodynamic disorders.

AkTtyaidpHOCTh. OpmHOH W3 CepbE3HBIX IPOOIEeM  JIETCKON
KapJIMOJIOTUH SIBJIACTCS YBEIMYECHUE YACTOThl M PACHPOCTPAHEHHOCTH
KapJAMOMHUONIATHH (KMII), HUMEIOIIUX HEOJHO3HAYHYIO
3MUJIEMHOJIOTTYECKY O HAIpaBJIeHHOCTb, XapaKTepHU3YIOIHecs

B uactHOCTH, TsDKecTh TeueHus KMII, creneHp BbIpaKEHHOCTH
TUIWYHBIX CTPYKTYPHBIX HW3MEHEHHH, CHMIITOMAaTHKa CepleYyHOH
HEJIOCTaTOYHOCTH M CKOPOCTH IPOIPECCHPOBAHUS MATOIOTHMYECKOTO
mporecca BO MHOTOM OCTAIOTCSl OIPE/ICIISIEMBIMH MHIMBHIYaJIBHO.

GONIBIINMHU TPYIHOCTSIMU NPYKU3HEHHOH M IIOCMEPTHOM AMarHOCTHKU
[1,5,7].

Hecmorpst Ha OOIIHOCTD F€HETHYECKUX W3MEHEHUH, XapaKTepHbIX
it Toi wmu mao KMII, u mpencka3yeMocTb OOLIero xapakrtepa
TeueHus 3a00NeBaHMs, MHAMBUIYyallbHbIE OCOOEHHOCTH Jie0roTa
KJIMHUYECKON KapTHHBI, HanOoJiee 3HAYMMbIE CHMITOMBI M )KaJIoObI
[ALMEHTa, a TaKXKe MX pa3BUTHE C TEUYCHHEM BPEMEHH MOTyT
BapbUPOBATh B IIMPOKOM JIHANa30He.

Xapakrep TeueHuss KMIT u ee 1onrocpousslii IporHo3 TaKkKe OCTarTCs
HEIPeICKa3yeMbIMU B KaJK/IOM OTJIEIIBHOM Cllydae, XOTs CyLIEeCTBYIOT
JIAHHBIE JIONTOCPOYHBIX HPOCHEKTHBHBIX HAOIIONEHHUI, Kacaroluecs
OOJIBIIMHCTBA CITyJaeB JaHHOW MaToioruu B menom [1,5,7,15-20].

K penxo Bcrpeuaronmmcess gopmam KMIT y merelt oTHocsiTes
HEKOMITaKTHasl KapJauoMuonarusi JeBoro xemynodka (HKMIDK).
Kmuamyeckne  npostBnenms HKMJDK — ouenp  BapuaOenbHBI,
HeCHeNM(pUYHBI U O4YEHb CXOXKH C JPYTUMH  BapHaHTaMu
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KapIUOMUONATUA — OT CJIydallHOM ITOCTaHOBKM JWarHosa Ipu
aCUMIITOMaTUYHOH QopMe 10 TsDKenbIXx mposiBiaeHuit [3,6,8,9,11].
HecMotpst Ha 3HauMTENBbHBIE NOCTHKEHHUS NETCKOH KapJIHOJIOTHH, 10
HACTOSIIET0 BPEMEHH HET OOLIENPHUHATHIX KPUTEPUEB AUATHOCTHKU
HKMJDK y nerei, B CBA3M C 4YeM INPOTHOCTHUYECKAs 3HAYMMOCTB
BapbUPYET OT MOJIOKHUTEIBHBIX [0 HETaTHBHBIX HCXOJOB B CBA3U C
BBICOKMUM yPOBHEM CMEPTHOCTH JET€H OT JaHHOW IaTOJOrMU
[3,4,9,13,15].

He meHee Tspkenoit u nocratouHo penxoit popmoit KMIT sBnstercs
pecrpuktrBHass kapauomuonatus (PKMII). Jmarnoctuka PKMII
SBIISICTCS ~ CIOJKHOW  KJIMHUYECKOH 3ajauell, (eHoTHnnuecKue
MPOSIBIICHUs KaK IPABMIO HEOJHOPOAHBI M HEOJHO3HAYHBI JUIS
o0bexTrBHOH oneHkH. [Tourn HeBo3MokHO pacriosHats PKMII Tonbko
0 ’kano0aM IMalMeHTOB, TaK KaK KapJHAJIbHbIE CHMIITOMBI MOTYT
OTCYTCTBOBaTh, a INPHU3HAKU CEPACYHON MIIM MBIIIEYHOH AHOMAIHU
MOXKHO OOHApY)XUTb TOJBKO B pe3yjbTaTe LEJICHAPaBICHHOIO U
JIeTalIbHOTO 00cneIoBaHusA. TPYyAHOCTH JMArHOCTHUKM 3TOH (OpMBI
KMII o0ycnoBieHbl Takxke CKy[JHOCTbIO 3BYKOBOW CHMIITOMATHKH,
HEPE3KUM  YBEJIMYEHHEM TNEPKYTOPHBIX M  PEHTI€HOJIOTHYECKUX
pasmepos cepaua [2,5,8, 10-14]

Kpome toro, Ha ceropHsHuil neHp u3BecTHO, yTo npu PKMIIT
OUEHb BBICOKMH PpHCK Pa3BUTUS y JETeH KH3HEYTPOXKAIOIINX
HapylIEHUH CEpPIEYHOr0 PUTMA M BHE3ANMHOW CMEPTH BCIEACTBHE
TSDKEIBIX J1e()eKTOB IPOBOJUMOCTH; II0O3TOMY pPaHHssA BepUUKalus
9TOTO AMArHo3a SBIIETCS CTPATErHnUECKH BaXKHOM 3a/1aueii, BO MHOTOM
OMpPEETAIONIEH MPOrHO3.

CyMMHpYS BBIIIEU3I0KEHHOE, CIEAYET IOJYEPKHYTh, UTO JAHHBIE
(OpMBI KapAMOMHUONATUH BCTPEUAIOTCS Yallle, YeM JUarHOCTUPYIOTCS,
IIOCKOJIBKY HEpEJIKO CKPBIBAIOTCS IOJ MACKOH Apyrux 3a0oieBaHU.
IIpuoputeTHsIMH  OCTatOTCA HPOOJIEMBbI pPaHHEH JMAarHOCTHKU MU
JIeYeHHs JaHHBIX 3a0oneBaHMM U TPeOyrOT 0COO0ro BHUMAHUA U
MOAXO0Aa.

Ha ocHOBaHMM aHanu3a [aHHBIX JIMTEpaTypbl Hamu Oblia
MOCTABJIEHA HeJIb: U3Y4YNTh XapaKTep FreMOANHAMHYECKUX HapyLIeHUI
y ZleTell ¢ HEKOMIIAKTHON M PECTPUKTTUBHON KapIHOMUONATHAMM.

O0bém um Meroasl mucciaenoBanmsi. lcciemoBanme wu cOop
Martepualia npoBouiIcs Ha 0a3e AHmkaHCKoro O0nacTHOro €TCKOro
MHOronpouiIbHOr0 MEIMIMHCKOro IeHTpa. B uccienoBanue
BkitodeHo 20 nereit B Bo3pacte ¢ 3 1o 10 xer (10 c HKMJDK u 10 ¢
PKMII), mnomyyaBmmx Je4eHHEe B KapAHOPEBMATOIOTHYECKOM
otnenenuu. Jleru c HKMJDK mpencrasieHs! B BO3pacTHOM Uana3oHe
8-10 yier, MpeMMYIECTBEHHO MTPEACTABUTENSIMH KEHCKOT0 11011a - 80%.

[loBomoM U1 TOCTYIJIGHWS B CTanuMoHap ObUIM  KaloOBbl,
BCTpeyaromuecs y Bcex aereil ¢ qannoi gpopmoit KMII: onpimka npu
(u3MYEeCKON aKTHBHOCTH, YyBCTBO HEXBATKM BO3JyXa, HAaBS3YHMBBIN
Kamenb, Oonmu B oOnacTH cepiua, IOBBIIMIEHHAs! IOTIMBOCTH W
c11ab0CTh. DH3HKaTBHBIM IIPOSIBJIEHUEM HKMII  sBuncs
CUCTOJIMYECKUH IIyM pa3I4HOM MHTEHCUBHOCTH, C JIOKaJu3alued B
obnactu Bepxymiku cepana. [Ipu nposenenun DKIT oOcienoBanus B
80% ciydasix QuarHOCTUpOBaHA TMIEpTpodus JIEBOTro >kelyJouka, B
OCTalIbHBIX CIIy4asX THHepTpo(dus JEeBOro JKelyZodyKa COYeTanach C
neperpyskoii Jiesoro npexncepiawsi. Hapymenus putMa y 2/3 nereit
TIpe/ICTaBIIeHbI CHHYCOBOM Opaykap/ueil. HeOnaronpusTHeIM B Iu1aHe
MIPOTHO3a SIBIJIACh BBIIBICHHAs Yy 2-X JeTedl CHUHOAYPHKYJSIpHAS
6nokana B coorHomenuu 2:1 u 3:1. Kpome HEKOMIAKTHOCTH CIIOEB
Pa3IMYHOM TONIIMHBL U JIOKAJIU3aLUU B MUOKap/E JIEBOIO XKelyJouKa
Ha DX0KI" BBISBJICHBI: MOBHIIICHBIN KOHEYHO-HACTOIMICCKUI (47+2
MJI) U KOHEYHO-cHcToNIdecKuid (38+3 mur) pa3mepbl, CO 3HAYUTEIHLHO
CHIDKCHHOM CHUCTOJIMYECKOH (yHKIMEeH MHOKap[a JIEBOrO KeJyHo4Ka
(40+5%). IIpu mocTyruleHMM B CTallMOHAp COCTOSIHUE BCEX JeTed C
PKMII onenuBanoch Kak TSKENIOE U FeMOANHAMUYECKUE HApyIIEHUs
YKJIaJIbIBAJIUCh B KApTUHY CepledHOoi HerocTtarouHocTH I ctenenu A,
MIPEUMYIIECTBEHHO IPAaBOXKEIyH0YKOBOU. JKaoObl mpescTaBleHsl: y
40% nerell akpoLIMaHO30M, Y BCEX AETEH UyBCTBOM HEXBAaTKH BO3IyXa
W onpIIKOW, mpruéM y 1/3 - mo tumy aucnHO, y 50% nereid Obu1
BBIPO)KCHHBI OO0NeBO cuHApoM B obmactu cepaua u y 20%
MIPUCTYTIAMU HaBSI3UMBOTO KaIlUIs.

AycxkynbratuBHblii npusHak PKMII — ocnabnenne I Tona u
CHUCTOJIMYECKHUH IIIyM B 00JacTH BEPXYIIKH CEpJla BBICIYIIUBAICS Y
BCEX JeTeH, a NMPU3HAKOM JIETOYHOM rumepreH3uu sBWiICs akueHT II
TOHAa HaJ JIErO4YHOH aprepueil. ['emaromeranus, Kak IpOsBICHHUE
CEeplIeYHOro 3acTos, OTMeyajach y Bcex Jneredl. Pasmepbl nedeHu
HaXOAWIKCH B npefenax oT 2-X 10 4-x cMm. Ha OKT', kpome npusHakos
Meperpy3Ky MpPeACepAniA U TUIEpTPO(UH JEBOTO JKENYJ0YKa, HAMU
BBISIBJICHBI META00JIMYECKe H3MEHEHHS M HapyIIeHUs PETOJIIpH3aiin
MUOKapia y Bcex jnered. Hapymenus puTma IpencTaBlICHbI
TaXHAPUTMHUEH.

Kpome npeBbIIIaromux noka3aresii HOpMbl QpakIiuy H3rHAHKS, Ha
OxoKI' y Bcex pereil Obla BBIIBICHBI IPHU3HAKU MIIATALMN
mpeAcepaAnii ¢ TpeobiiaflaHUEM JIEBOTO IIPEACEpPANs, BTOPHYHAS
HEJO0CTaTOYHOCTh MUTPAJIBHOI'O KJallaHa U JXONPU3HAKU JIErOYHOH
TUIIEPTEH3HH.

BoiBoabl. IlonmyueHHble  pe3ynapTaThl  CBHUIETENBCTBYIOT O
3HAUUTENBHBIX TeMOJMHaMH4eckux HapymeHnsx npu HKMIDK wu

ITpu noctynnennn B cranuonap y 60% neteit cocrosuue onennBaiocs  PKMII, nposBistromuecs Kak JIeBO- Tak  IPaBOXKENTyI0YKOBOM

KaK TsDKENOe, COCTOSHHME KpOBOOOpaIleHHs COOTBeTCTBOBanO II  cepledHoid  HENOCTaTOYHOCTBIO;  CEpPbE3HOH  CHCTOIMYECKON

CTENeH! A [PEUMYIIECTBEHHO c JIEBOXKEITYZI0OYKOBOH  IUCGHYHKLMN MHOKap/a JIEBOTO JKEIylI04Ka; O >KU3HEYIpOXKaeMOM B

HEJJOCTATOYHOCTBIO. IUIAHE  NPOTHO3a  HapylleHHMeM puTMa  cepiua B BHIE

CHHOAYPHKYJIApHOI Onokans y nereit ¢ HKMJDK.
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