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Pesiome

ApuTMmoreHHas kapamvomuonatna (AKMI) - TpyoHO AMarHocTupyeMas HacneAcTBeHHas KapAMoMMonaTus, 4ebiT KOTOpoW, Kak
npasuao, NPUXOAUTCS Ha MONOA0M BO3pacT. KnuHuueckme npossieHus 6onesHu y aeteit penku, Tonbko 15% 3abonesumnx — noa-
pOCTKM. [103TOMY AMATHOCTMKA ee B 3TOM BO3pacTe Bbi3blBAET OMNpeLeNneHHble CI0KHOCTU. B cTaTbe NpoBefeH aHanun3 6-neTHero
KaTaMHecTnyeckoro HabntoaeHns 3a nauneHToM ¢ AKMIT, koToporo Mbl KyprpoBanu ¢ Bo3pacta 13 net. [peacraBneHHbIi KAMHK-
Yyeckui cnyyan uHTepeceH HabnloaeHUeM 3a CTaAMMHOCTBbIO pa3BUTUS 3aboneBaHns — OT MAMONATUYECKON 3KCTpacucTonum bes
CTPYKTYPHbIX M3MEHEHWI 0,0 TSXKENOM KAapAMOMMONaTMM, CONPOBOXAALLENCS CEPAEYHON HELOCTaTOYHOCTbIO M CMHKONAbHbIMM
cocTosHUAMM. [epBble CMMNTOMBI B BUAE XKENYA0UYKOBOM IKCTPACUCTONMMN BbISIBNEHBI CTy4alHO NPW NAAHOBOM 31€KTPOKapamo-
rpauyeckom nccnenoBaHuu B Bospacte 13 net, npoBefeHHOM N0 NOBOAY 3aHATUIM cnopToM. Hannume rnybokux oTpuLaTenbHbiX
3ybuos T B otBeseHmun V1-V3 Ha IKI, 3annoB nonnMMOp@OHOM Harpy304HOW Xenyao4KOBOM 3KCTPACUCTONNM, NOSIBNIEHWE 3aNMOB
XenyLo4YKoBOM TaxXmMKapAuM Npu XONTEPOBCKOM MOHUTOPMPOBAHMUM, AONOAHUTENbHBIX MAapKEPOB 31eKTPUYECKON HeCTabuabHOCTH
MWOKapAa (3NM3040B MUKPOBOMLTHOM anbTepHauum 3ybua T, peaykumm TypOyneHTHOCTM pUTMa CepALA), HannyYmne NO3LHUX NOTEH-
LmanoB xenyao4koB npu KT BbICOKOro paspeLleHuns no3Bonuau 3anofo3puTb, @ 3aTeM U NoATBepAUTb Npn MPT-uccnenoBaHum
cepiua peakyto kapamvomuonatuio — AKMI. HasHayeHHas aHTMapuTMmyeckas Tepanus no3sonuna ctabunmsnposatb COCTOSIHUE
naumeHTa. OgHako B Bo3pacTte 18 neT B CBA3M C HeadekBaTHbIM NMPMEMOM Ha3HaYeHHbIX NpenapaToB 3aboneBaHWe nporpec-
CMPOBaNo, MOSBUAUCH 3MN30A4bl MOTEPM CO3HAHUS, NALMEHTY UMMNNAHTUPOBAH KapanosepTep-aedunbpunnatop. Mcnonb3osaHune
COBPEMEHHbIX METOAO0B AMArHOCTUKM MO3BOSIUNIO BbISIBUTb HEGMArONPUATHLIN XapakTep apuUTMuUK, BbICTPO NOCTaBUTbL AMATHO3
M Ha3HaAYUTb TEpaNMIo, KOTOPas NpeaoTBpaTMUIA Pa3BUTUE CUHKOMANbHbLIX 3MUM3040B U BHE3aMHY0 CMepTb B ETCKOM BO3pacTe.

KntoueBble cnoBa: BHe3anHas cMepTb, AeTH, SKI BbICOKOrO pa3peLleHus, Xenya04koBas Taxmkapans, Kapamoseprep-
nedubpunnatop

Ans untupoBanua: Komongroea BH, PoanoHosckas CP, Kucenesa MW, BuHHKKoBa BI, Makapos JIM. CnoXHOCTM AMArHOCTUKM
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Abstract

Arrhythmogenic cardiomyopathy/right ventricular dysplasia is a rarely diagnosed hereditary cardiomyopathy that seldom debuts
in the prepubertal period. Therefore, its diagnosis at this ages certain difficulties. We present a clinical case of this disease,
which we have been observing for 6 years. The first symptoms of the disease in a thirteen years old teenager were ventricular
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premature beats that detected during a routine electrocardiographic examination. The presence of deep negative T waves
in leads V1-V3 on the ECG, the presence of stress induced of polymorphic ventricular tachycardia, the appearance of additional
markers of electrical instability of the myocardium during Holter monitoring (heart rate turbulence, microvolt alternans) and
ventricular late potentials made it possible to suspect and then confirm a rare cardiomyopathy - arrhythmogenic cardiomyop-
athy during an MRI examination of the heart. The antiarrhythmic therapy allowed stabilizing the patient’s condition. However,
at the age of 18, the disease progressed with inadequate intake of drugs, episodes of loss of consciousness appeared, and
a cardioverter defibrillator was implanted in the patient. The presented case of observation of a patient with cardiomyopathy,
rare for the pediatric population, with a progressive unfavorable course of the disease, the use of modern diagnostic methods
made it possible to identify the unfavorable nature of arrhythmia, quickly make a diagnosis and prescribe therapy that prevent-
ed the development of syncopal episodes in childhood.

Keywords: ventricular tachycardia, sudden death, children, signal-averaged electrocardiogram, cardioverter defibrillator
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BBELOEHME

CornacHo CoBpeMeHHbIM MpeacTaBieHUsM, apUTMOreH-
Has kapgnomuonatus (AKMI) - 3aboneBaHue, 4acTo reHeTu-
yecku 0bycnoBneHHOe, KOTOpoe NposBASeTCs rmbenbio Kie-
TOK MMOKapaa C NocneayLwmnM ux 3amellennem GubposHon
n/unn GUBpo3HO-KMPOBOM TKaHbio [1]. PaHee 3TOT TepMuH
MCMNoNb30Bancg Ang onpeneneHus obpaTuMon aunatauuu
nesoro xenygnouka (J1K), BosHukatowen Ha GoHe 4acTbiX Ha-
pyleHuit putMa. Cedvac sKcnepTbl CXOASTCS BO MHEHUM, YTO
B 3TOM Cly4ae Hafo MCMOAb30BaTb TEPMUH KapUTMOreHHas
avnataumsa», a TepMuH «AKMI» octaBneH ang 3abonesaxus,
KOTOpOE HOCUT HeobpaTUMbIV XapakTep M CONMPOBOXAAETCS
Pa3NNYHbIMK, Yalle XKenyoo4YKOBbIMU, HAPYLWEHUIMU pUTMA,
NPUBOAALMMM K BHE3AMHOM CMEpPTH.

PacnpoctpaHerHocTe AKMIT ouenmBaetca ot 1:1 000 no
1:5 000 B 3aBMCMMOCTM OT reorpaduyecknx pasnunumin [2-4].
PaHee 310 3a60n1€BaHME ONUCHIBANOCH KAk apUTMOreHHas anc-
nnaswus/kapamomuonaTus npasoro xenynoyka (MX). OgHako
3a nocnenHue 10 neT, B CBS3M C Honee WUPOKUM BHeAPEHUEM
B KJMHWYECKYIO MPAKTUKY MarHWTHO-Pe30HAHCHOW TOMOrpa-
¢dun (MPT) cepaua, CTanu BCe Yalle perncTpupoBaTbes heHo-
TMNbl C NopaxeHneM He Tonbko XK, Ho u JIK, uto notpebo-
Ba/I0 M3MeHeHWs Ha3BaHus bone3nn Ha AKMI1 n BHeopeHus
HOBbIX AMAarHOCTUYeckmx kputepues [5]. JebtoT 3a6onesanus,
Kak NpaBwio, MPUXOAMUTCS HAa MONOAOM BO3PACT, HO KIMHMUYe-
CKWe nposiBneHuns 6onesHu y getent penku, Tonbko 15% 3a-
6oneBWwmMx — NOApPOCTKM [6]. To4Has pacnpoCTpaHeHHOCTb
aToro 3abonesaHuns B PO HewnsBecTHa, B MTepaType cylue-
CTBYIOT Wb eAuHUYHbIE onncanmua AKMI y geteir. B aton
CTaTbe Mbl NPOBEU AHANU3 6-7IeTHEr0 KaTaMHEeCTUYEeCKoro
HabnaeHWs 3a NauMeHTOM, KOTOPOro Mbl KYpUpOBasu C BO3-
pacta 13 net. ®opMynMpoOBKa ero AMarHo3a MeHsnach BMe-
CTe C npencraBneHnamMu o6 3ToM HO3010MMKU: NePBOHAYab-
HO Mbl MCMONb30BANM TEPMUH «apUTMOreHHas AMCNNA3US
[MK», B AanbHemwemM B COOTBETCTBUM C COBPEMEHHBIMU KPU-
TEPUSIMU U3MEHMCS M HAW AMarHo3 Ha «AKMI». YTobbl He
BHOCWTb NyTaHMLYy B OMUCAHME KAMHUYECKOTO ClTyyas, Mbl UC-
Nonb3yeM B CTaTbe COBPEMEHHbIN TEPMUH «apUTMOreHHas
KapaMoMMUONaTUs.

KJIMHUYECKUIA CNYYANA

Bnepsble Manbumnk Hbin HanpaBneH K kapauonory B LleHTp
CMHKOMANbHbIX COCTOS\HWUI M cepaeyHbix apuTmmin ®HKL, ge-
Teit M nogpoctkoB ®MBA Poccum B Bospacte 13 neT B CBS-
3K ¢ BbisiBNeHHOM Ha JKI xenyno4ukoBOM 3KCTPACUCTONNEN,
NpOBeAeHHOW nepepn HayanoM 3aHaTui HacketbonoM. Xa-
nob pebeHOK He npeabsaBnan, o6Mopoku, cepauedbueHms
OH W poauTenu otpuuanu. PaHHWIA aHamHes 6e3 ocobeHHo-
CTeil, BaKLMHMPOBAH MO BO3PaCTY, HAa yyeTe y ApYrux cnewu-
anucToB He cocTtoan. [NepeHeceHHble 3aboneBaHus: penkue
oCTpble pecnmpatopHble nHbekumn. Co CoB poauTenen, ce-
MENMHbIN aHAMHE3 MO CJTy4asiM BHE3AMHOM CMEPTU He OTro-
LLeH, B CEMbeE elle 3 feTei, Bce 3L0POBbI, OTeL, CTPaAaeT uLle-
MUYeckorn 6onesHbio cepala.

Mpu oCcMOTpe acTeHMYeckoro TenocnoxeHuns. Pusnyeckoe
pasBWTHE Bbllle CpeAHero C HeLoCTaTKoOM Beca: pocT 174 cm,
Bec 50 kr, SDS pocta 0,97, UMT 16,51,SDS UTM 2,12. Pazme-
pbl CepALa NepKyTOpHO He yBEeMYEHbl, TOHbI CEpPALLA SICHbIE,
HEPUTMWYHBbIE, BbICTYLUMBANNCh IKCTPACUCTONbI KaK B MOJO-
XEHWUM Nexa, Tak U B MONIOXKEHUM CTOS, NAaTONOTUYECKMX LY-
mMoB HeT. YCC 60-78 ya/muH, AL 105/80 mMm pT. cT.

Mpu npoBegeHMn anekTpokapamnorpadum onpenensnmcb
HOpMaNbHOE MOJMIOXEHWE 3NeKTPUYECKON OCK cephua, CU-
HYCOBbIM pUTM, yMepeHHas bpaamkapamsa ¢ YCC 65 ya/MuH
(Hopma - 70-90 ya/mMuH), yanmHenune nutepsana QT (QTc -
456 mcek, npu Hopme g0 440 mcek), NpaBOXenyao4koBas
3KCTPaCUCTONMUSA, HapYLIEHNS MpoLuecca penonspusaunm
B BuAe rnybokux oTpuuaTenbHbix 3y6LoB T B NpaBbiX rpya-
HbIX 0TBeAeHumsx (puc. 1).

Mpu IKT Bbicokoro paspelweHus (IKI-BP), meToma, KOTO-
pbIf UCNONB3YETCS A5 BbISBNEHMS MO34HUX NOTEHLMANOB Xe-
NYA0YKOB — OAMH 3 KpuTepmes AKMIT, no3gHue noteHumans
3aperncTpupoBaHbl He Bbiin. [Mpu IXO-KT pa3mepsbl cepaua co-
otBetcTBOBaNM Hopme (JDK: KOP 44 mm, KCP 27 mm, OB 62%,
X He yBenuyeH, pacyetHoe aasnerue B DK 32 MM pT. CT.).
CokpatutenbHas cnocobHocts JIK 1 MK B npegenax HOpMbl.
B knunHKMueckoM aHanu3e KpoBu He3 M3MeHeHUI, ypoBEHb Kap-
numonornyecknx mapkepos (KOK, KOK-MB, TponoHuH |, npo-Ha-
Tpuiypetnyeckunii N-KOHLEBOW NenTua) B Npeaenax HopMbl.
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MNpun xonTepoBCKOM MOHMTOpPUpPOBaHUK (XM) Ha doHe
yMepeHHoW bpaankapann perMcTpupoBanmCh yMEPEHHO Ya-
CTble OMHOYHbIE M NapHble XeNyao4YKOBble 3KCTPAaCUCTONbI
(mo 15% 3a cyTku), NpenMyLLeECTBEHHO OAHOM MOPQONOrum,
€AVMHWUYHbIe COKPALLEHUS OTAIMYHOM MOPdONOruu, peakue Ko-
pOTKME NPOBEXKM HEYCTOMYMBOM XKENYLOYKOBOW TaXMKapanm
(KT) npoponxuTtenbHocTbio o 3 QRS-komnnekcos. Hapy-
LIEHWS pUTMA HOCWUAWM AHEBHOMW LMPKAAHbIA TvM. Takxe OT-
MeyeHo yanuHeHue uHTepBana QT npu MaHyanbHOM U aB-
TOMaTM4eckoM aHanusax. [lpu BenosapromMeTpum BbiSBIEHO
HapacTaHWe NpeacTaBAeHHOCTM 3KCTPACUCTONMKU HA QOHe
bU3MYeCcKOor Harpy3ku, C POCTOM Harpysku nosiBASAUCH Nap-
Hble XXeny404YKOBble 3KCTPACMCTONbl U Npobexkn XT.

Ha ocHoBaHuu pe3ynbraToB NpoBefLeHHOro obcnenosa-
HWs Bbln BbICTaBNEH AMArHO3: HEYCTOMUYMBAs Harpy3oyHas XT,
nomMonaTmyeckas Xenyao4koBas 3KCTPacmMcTonms. XpoHuye-
CKas ceppeyHas HepoctatoyHocTb O.

Hanuune nonnmopdHOM enyLo4koBOM 3KCTPACKCTO-
UK, HapacTaHWe NpefCcTaBIeHHOCTU apUTMUK Ha Harpyske
C NosiBNEHMEM 3aNnNoB HeycTonumeon XT 9BUMAKUCb NOKa3a-
HMEM K Ha3HaYyeHWto nekapcTBeHHOW Tepanuu. [posoamncs

PucyHok 1. CranpaptHas IKI naumenTa C., 13 neT, ¢ AMArHO30M «apUTMOreHHas Kap-

avoMuonaTusa»

Figure 1. A standard 12 lead ECG of 13-year-old patient S. diagnosed with arrhythmo-

genic cardiomyopathy

noabop aHTMAapUTMUYECKON Tepanuu (aTeHoNon, coTarekcan),
Hauny4wwas 3ddeKTMBHOCTb Bbla [OCTUIHYTA NPU Ha3Have-
HWM 3TaUM3MHa 3 MI/KI/CyT B 2 NpueMa, CyTouHas npeacras-
NEHHOCTb apPUTMUU CHU3UNACh A0 3%, UCHE3NM NapHble Xe-
NYLOYKOBbIE 3KCTPACcKCTONbl. PebeHoK BObla BbIMMCAH AOMOM
C peKoMeHalumelt NPOAOMKUTL aHTUAPUTMUYECKYHO Tepanuio
M NPOMTM NNaHoBoe 06cnefoBaHME Yepes 3 Mec. C NpoBefe-
HueM MPT ceppaua.

[pn NOBTOPHOM rocnMTanM3aumm yepes 3 Mec. xanobsl
OTCYTCTBOBA/IM, COMAaTUUYECKMIA CTATYC OCTABANCA MPEXHUM.
Mo pe3synbtaTam 06cnefoBaHMS BO3HUK BOMPOC O HU3KOM
KOMMNAEeHTHOCTU K nNpoBoAnMoi Tepanuu. Ha IKT coxpa-
HANUCb U3MEHEHMS, BbisiBNeHHble paHee. MNpu IKI-BP peru-
CTPMPOBANMUCh NO34HME NOTEHLMANbI KENYLOYKOB MO 3 KpU-
Tepuam (puc. 2A).

Mpu XM oTMeueHO HapacTaHue NpencTaBleHHOCTU Xe-
NYA0YKOBbIX HApYWeHUH putMa (8o 21% 3a cyTku), noau-
MOP@HbIX XenyaouKoBbIX 3KcTpacucron, 3annos XT ¢ YCC
no 220 ya/MuH (puc. 2B), coxpaHanocb yaIMHEHWE UHTEP-
Bana QT. Mbl TakXXe OTMETMAM MATONOTMYECKME U3MEHEHMS
Lpyrux napameTpoB npu XM, ykasbiBatoLLime Ha Hebnaronpwm-
STHbIM XapaKTep >enyao4KoBbIX Hapy-
WeHWIA pUTMa U Hanuuue NpusHakoB
3NEeKTPUYECKOM HeCTabunbHOCTU MUO-
Kapaa: penykums TypbyneHTHOCTU puT-
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Ma W 3NU30/4bl MMKPOBOBTHON ansTep-
Hauuum (puc. 3).

lMpoBeneHa KOpPpPeKLMUS aHTUApUT-
MWYEeCKOM Tepanuu. ITaumsmnH bbin oT-
MeHeH. HecMOoTps Ha YANUHEHWE WUH-
Tepsana QT, B Tepanuio 6bin gobasneH
amuopgapoH (5 mr/kr), u TonbKo B CO-
yeTaHuu c 6eta-6nokaTopoM aTeHo-
nonom (0,5 Mr/kr) yoanocb BOCTUYb
CHUXEHUS NMpeacTaBNeHHOCTU Xeny-
[LOYKOBbIX HapyleHuin putMa go 14%.
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Bnepsble Obina nposeaeHa MPT cepa-
ua ¢ KoHTpactupoBaHunem (HMUL, CCX
um. H.A. bakyneBa), KOTOpoe BbiIBU-
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HopmanbHoe nonoxeHue anekTpuyeckoit ocu cepaua. CUHycoBblit puTM, yMepeHHas 6paavkapams, YCC 65 ya/MuH, MOHOMOpGHbIe
3KCTPACUCTONbI C WMPOKUM QRS-KoMnnekcom ¢ Mopdonorveit 6nokaabl N1eBoit HOXKM nyyka li1ca (npaBoxenynoykosble). HapyweHue
npouecca penonspusauuu (rybokue oTpuuatensHole 3y6upl T B otBeseHusx V1-V3). YonuHeHne untepeana QT (QTc - 456 mcek).

no MP-npu3sHakn AKMI: AnCcKnHesuno
M aknHesumto cteHok DK B npoekunun

PucyHok 2. Pe3ynbTtaTthl NOBTOPHOro o6cnenoBaHua naunenta C.s8 2019 r.
Figure 2.Results of the repeated examination of patient S.in 2019
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A - pe3ynbtatbl IKI-BP (totQRS - 115 mc (Hopma - MeHee 114 mc), Las40 - 40 mc (HopMa - MeHee 38 mc), RMS40-17 mV (Hopma - MeHee 20 mV)); B - anu304 MOHOMOPGHOW Xenyno4koBoi
Taxukapaumn ¢ YCC no 220 ya/MUH Npu XONTEPOBCKOM MOHUTOPUPOBAHUM.
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6a3anbHOro cermeHTa 6OKOBOM CTEHKM, BbIPDAKEHHYIO AMNa-
Tauuio nonoctv MK - nkKAO 190 mn/m? (Hopma - no 108)
1 CHmKeHwne dpakumm Boibpoca MK go 29% (Hopma - 54-70)
(puc. 4). CokpatuTenbHas cnocobHocTb JK 6blna Ha HMX-
Hew rpaHuue Hopmbl — 55% (Hopma - 56-76), BbigBie-
Hbl MPU3HAKM HaYanbHbIX CTPYKTYPHbIX U3MEHEHUH MMO-
Kapaa MK, MP-npu3Hakm guactonnyeckon gucdyHkumm JHK
2-3-ro TMna. YpoBeHb TponoHuHa | (28,1 Hr/mMn npu HopMe A0
34,2 Hr/mn) n npo-HaTpuiypetuyeckoro N-KoHLEBOro nenTu-
na (103,8 nr/mMn npu HopMe go 125 nr/mn) 6611 B HOpMe.

CornacHo cyLLecTBYOLWMM Ha MOMEHT nepBoro obcneno-
BaHMs (2018 r.) KpUTEpPUAM MNOCTAHOBKM AnarHosa AKMIT -
Task Force criteria, pa3pabotaHHbiM F.I. Marcus et al.
8 2010 . [8], y Hawero nauMeHTa BbISBAEHbI 3 6ONbLIMX KPU-
Tepus An4 NOCTaHOBKM AMArHo3a: peMoAenvpoBaHMe 1 aku-
He3nsa cTeHok MK co CHMXEHMEM COKPATUTENbHOW CNoCob-
HoCTU MeHee 40%, Hanuume rNy6OKUX MHBEPTUPOBAHHbIX
3ybuos T B otBeneHuax V1-V3 y naumeHTa ctapwe 14 ner,
Hanuume 3annoB Heyctoumeor XT u3 nepenHen creHkm MK
1 1 Manbii KpUTEPUn — perncTpaums No3aHMX NOTEHLMANO0B
xenygoukos npu IKI-BP. Taknum o6pasom, 6bin nocTtasneH
OKOHYaTenbHblM AnarHo3: AKMIT, cnoxHble HapyweHus cep-
[leqyHoro putMa: HeyctonumBas XXT, npaBoXenya04KkoBas 3KC-
Tpacucronus. YonmHenne uHtepeana QT. XpoHuyeckas cep-
[e4yHas HegoctaToyHocTb O.

MauneHT 6bi1 MPOKOHCYNBTUPOBAH reHeTUKOM, NpoBeae-
HO MOJEKYNPHO-TEHETUYECKOE UCCNeL0BAHME, KOTOPOE Bbl-
aBuno mytaumio B reHe PLEC (p.Val3418Met) c Heonpeanenex-
HbIM KNMHUYECKMM 3HAYEHMEM B reTEPO3UTOTHOM COCTOSIHUM.

C MOMEHTa MOCTaHOBKM AMArHO3a NauMeHT Haxo4u-
cs nof HabnwogeHwem kapauonoros u neguatpos ArbY
OHKL, peteit n nogpoctkos ®MBA Poccuu, coctosHme ero
0CTaBanocb ctabunbHbIM, 0OMOPOKOB He 6bin0. [JanbHewn-
Wwee HabnoaeHMe 3a NALMEHTOM BbISIBUIO NPOrpeccMpoBa-
HWe cepaeyHon HepocTaToyHocTn Ao 2 ®K no knaccudu-
kKaunn NYHA, KoTopoe nMposiBUNOCH B MOSBAEHUM OLbILIKM
npu GU3NMYeCcKon Harpyske, yBeIM4eHUM YPOBHS NPO-Ha-
Tpuiypetmnyeckoro N-koHuesoro nentuaa - 301,1 nr/mn
(HopMa - 0-125). B Tepanuto 6bin gobaBneH MHrnbutop
AMN® (3Hananpun 5 Mr/cyT). MNOTHOCTb XeNyA04KOBOW apuT-
MUKU NO AaHHbIM XM He npeBbiwana 6%. [1o pesynbtatam
MPT cepaua (BbinonHeHo B ®TAY «HMUL, 3p0poBbs ge-
Ten» Munsgpasa Poccun) aunataums MK Hapacrana (KOO
MX yeennumncs go 220 mn/m? B cpaBHeHmu ¢ 190 mn/m?
npu NepBOM MCCNeAOBaHWM), COKpPATUTeNbHas Cnocob-
HocTb DK cHmkanack (OB 23% B cpaBHeHUn ¢ 29% npwu
nepBOM MCCNefoBaHMM), MOSBUAUCH Y4aCTKU maTonormye-
CKOro HaKoMNeHMs KOHTPACTHOro npenapaTta CTeHKaMu
X 3a cyet dopmupoBaHua dmbposa. B cBa3m ¢ poctu-
xeHuneM 18 net HabnwpeHne B Hallel KAUHWKE Aanee He

Pucyrok 3.T1py3HaKK 3neKTpUYeCcKor HecTabunbHOCTM MMOKapAA: 3NU304bl MMKPOBOLTHOM ansTepHauum 3ybua T (MakcuManb-
Hble 3HayeHuns — [0 63 MkB, npu HopMe f0 55 MKB [7]) 1 peoykuus paHHero oTBeTa pUTMa Ha XeNyA0UYKOBYIO SKCTPACUCTONY (MOKa-
3atenb Havyana TypbyneHTHOCTM puTMa cepaua — 4,55%, npu Hopme meHee 0)

Figure 3.Signs of myocardial electrical instability: episodes of microvolt T wave alternans (maximum values are up to 63 pV,
while the value up to 55 pV [7] is considered normal) and reduction in premature heart-rate response to the ventricular
extrasystole (the indicator of the heart-rate turbulence onset is 4.55%, while HRT below 0% is considered normal)
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PucyHok 4. Pe3ynbtathl MPT cepaua ¢ KOHTpacTMpoOBaHWEM rafonuuHueM naumenta C., 14 net

CTPEI'IKaMM YKa3aHa BblpaXeHHasa Aunatauma NpaBoro Xenyaoyka.

Figure 4.Results of gadolinium-enhanced cardiac MRI of 14-year-old patient S.
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NpeAcTaBAsA0Ch BO3MOXHbIM, MALMEHTY PEKOMEHAOBAHO
66110 NPOJOMKNTE HABNIOAEHNE KAPAMONOTOM MO MECTY XMU-
TenbcTBa. OQHAKO HM3KAas KOMMNAEHTHOCTb K MeAMKaMeH-
TO3HOW Tepanuu, HeperynspHoe HabnaeHue Kapanono-
roM M nporpeccupoBaHue 3aboseBaHns NpUBENU K TOMY,
YTO Y KOHOLWW Pa3BUAMCL 3NMU304bl MOTEPU CO3HAHMSK, NOK-
BUINCb NPU3HAKK NopaxeHus JIXK (cokpaTuTenbHas cnocob-
HocTb JIK cHu3unack ao 33% npu obcnepgoBanunn B8 HMUL,
CCX um. H.A. BakyneBa B Hos6pe 2023 r.), CyLLEeCTBEHHO yBe-
ANYUNACh NPeacTaBAEHHOCTb XeNya04KOBbIX apUTMUIA A0
22%, uTo noTpebosano B Bo3pacte 19 net nmMnnaHTaumm
KapouosepTepa-aedunbpunnsatopa.

OBCYXXOEHUE

[OvarHoctnka AKMIT Bbi3biBaeT 3aTpyLHEHMS Y Cneum-
anucToB u TpebyeT onpefeneHHON HAaCTOPOXEHHOCTU LeT-
CKMX KapAMONoroB B MjaHe MOCTAaHOBKM AMarHosa. YacTble
KeNnyLo4vKoBble NMOAMMOPPHbIE HAPYLIEHUS PUTMA, CUHKOMNE
M FONOBOKPYXEHMs BO BpeMs DU3NYECKOM Harpysku, peru-
CTpaLMa CynpaBeHTPUKYNSIPHBIX M XKeNyA404YKOBbIX Hapylle-
HWIA pUTMa, 0COBEHHO 3MM3040B GUOPUNNAUMKM NpeacepPamit,
Yy MOMOAbIX NUL, LONIXHbl HACTOPOXWTb CNEeLUanmcToB Ans
CBOEBPEMEHHOTO BbISIBNEHWS 3TOro 3abonesaHuns. OCHOBHOW
aKLEeHT B anarHoctnke AKMI B HacTodllee BpemMs genaetcs
Ha MOphOdYHKLMOHANbHbIE M3MEHEHMS, KOTOPble MOTYT HbITb
[MarHoCcTMpoBaHbl npu nomoln MPT cepgua [9].

CNOXHOCTb AMArHOCTMKM 3TOro 3aboneBaHns B LETCKOM
BO3pacTe CBSA3aHA CO CTaLMMHOCTbIO ero TeyeHus. Ha paH-
HWMX 3Tanax 60ne3Hu, YTo Yalle BCTpeYaeTcs B AETCKOM BO3-
pacte, UMeeT MeCTO AOKIMHUYeCcKas CTaaus, o KOTOPOW,
KaK nMpaBuo, XapakTepHo 6eccMMnToMHoe TeyeHue. B aToT
nepuoa MOryT perMcTpuMpoBaThCs NULb HE3HAYMUTENbHbIE
naMeHeHuns Ha JKI B BMAE IMCUNOH-BOHbI, PEAKMX XKeny-
[LOYKOBBIX (Yalle NpaBOXenyA04KOBbIX) IKCTPACUCTON U UH-
Bepcuu 3ybuoB T B NpaBbix rpyaHbIX OTBeLeHUsX. 3abone-
BaHME MOXET 0CTaTbCs HE3aMEYEHHbIM Ha AaHHOM CTaamy,
T. K. N0A06Hble M3MEHEHMS YACTO BCTPEYAOTCS B HOPME Ha
JKT y Monoabix nuu, He npowenwux nybepraT. 3ateM pas-
BMBAIOTCS ABHAs CTaaMs 6onesHu, Koraa nosBASKOTCA NOAU-
MOpdHbIe Xenyao4yKoBble apUTMMUU, MHOTAA B COYETAHMM
C CYyNpaBeHTPUKYNAPHbIMWU HAPYLLUEHUAMM PUTMA, AUnaTaLma
nonocten cepaua (Yawe MX), n nporpeccupytowas ctagums,
NPUBOAALLAN K PA3BUTUIO TSXKENOM CEPAEYHON HEAOCTATOY-
Hoctu [10]. Takag ctagMrHOCTL Habnaanach U y Hawero
naumeHTa: 3aboneBaHMe HaYMHANOCh C MAMOMNATUYECKOMN
XeNyL04YKOBOWM 3KCTPACUCTONNM, KOTOpas He CONpOoBOX[aa-
Nacb KAKUMU-NTUBO CTPYKTYPHBIMU M3MEHEHUSAMK B CEPALLE,
3aTeM NPUCOELMHUANCH BbIpAXEHHbIE n3MeHeHus B XK, ko-
TOpble MO3BONMAM NOCTaBMTb AnarHo3 «AKMT», nanee npu-
CoefMHUNACh CepAeYHas HefoCTaTOYHOCTb M CMHKONAsbHbIE
COCTOsIHMA, NoTpeboBaBLLIME UMMNNAHTALMM KapAMoBepTepa-
nedwnbpunngropa.

Koapctso AKMI B TOM, YTO HapyLlEHUS pUTMA MO-
ryT NpMBECTM K BHE3aMHOW CMepTu Ha nobown ctagum 6o-
Ne3HU, NPUYEM B HEKOTOPbIX MCCNEA0BAHMSAX YKA3bIBAETCS,
yto f0 50% cnyyaes AKMIT 3akaH4MBAOTCS UMEHHO BHe3an-
HOW CepaeYHOlM CMepTbio [0 Pa3BUTUS NPOrpeccupytoLLent
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ctagmm 3abonesanus [11, 12]. Mpwu 3TOM 3aHATUS CNOPTOM Cy-
LEeCTBEHHO YBEMYMBAOT PUCK BHE3AMHOM CMEPTH, T. K. 3Ha-
YUTENbHO YCKOPAKT nNporpeccupoBanune b6onesxu [13, 14].
MMeHHO No3TOMY 04YeHb BaXKHO BOBPEMS 3aM0403pWTb U Mo-
CTaBWTb MPaBW/bHbIA AMATHO3.

Cpenun [eTcknx Kapauonoros ObITyeT MHEHMeE, YTO NpU
AKMIT pomkHa 6biTb BbICOKAS NPeACTaBNEHHOCTb Xeny-
[LOYKOBOW 3KCTPAaCUCTONMKU B CYTOYHOM LMKAe. Y Hawero
nauneHTa npu nepsmyHom ocmotpe B 2018 r. npeacTas-
NEHHOCTb 3KCTPACUCTONIMM B CYTOYHOM LMKNe Bblia yme-
peHHOM, foxoanna Ao 15% 3a CyTku, n TONbKO yBenuye-
HWe KOMMNNEKCHOCTM U NPeACTaBNEHHOCTN ee Ha Harpyske
notpeboBano HazHaYeHUs aHTMAPUTMUUYECKON Tepanuu.
B 2021 r. Bbiwno HebonblIOE UCCIE[0BaHME, TAE aBTOPbI
MONbITaNUCh BbISIBUTb OCOBEHHOCTU TEYEHMS XKENYLOUYKOBOM
3KCTpPacucToNnuu y neTen, KoTopble 6bl MO3BONMAK Npef-
NONOXWTb, YTO Y MaUMeHTa C 3TOM apuUTMUEN MOXeT ObiTb
AKMT [15]. C sTo# uenbto 6bi1 NpoBeaeH peTpoCneKkTUB-
HbIM @aHanU3 BOMbHBIX C XKEeNyLoYKOBOM IKCTPACUCTONMEN,
cpenm KoTopbiX 0Kaszanocb 6 6onbHbiX ¢ AKMI. MMaumeHTbl
CpPaBHWMBANMUCH NO Pa3IMYHbLIM NapaMeTpaMm M NPaKTUYECKH
He pasnunyanuch Mexay coboi Ha HavyanbHoMm 3aTtane. Cpen-
HWI BO3pacT AebroTa 3KCTpacucTonumn B obemx rpynnax 6oin
npuUMepHO oauHakoBbih — 11-12 net. bonbHble ¢ nanona-
TMYECKOM 3KCTPACMCTONMEN NpW NepBMYHOM 06CNen0BaHUM
umenu 60NMbWy NPOLEHTHYK NPEeACTaBAEHHOCTb 3KCTPa-
cuctonum (13-40%) no cpaBHeHuto ¢ 60bHbIMK ¢ AKMI
(2-3%). Ho B onHamuke y 6onbHbix ¢ AKMI npeacrasnen-
HOCTb 3KCTPACMCTONMM HapacTana, CoNnpoBoXAanach Nosie-
JIEHWEM MaPHbIX 3KCTPACMCTON M 3aNMN0B HeycTonymson XT.
Habntopaemas HaMKu CX0Xas AMHAMMKA HApyWeHUI puUT-
Ma B HaleM c/yyae onpenenuna HeobxoaMMoCTb NpoBe-
nexna MPT cepaua.

[OunarHoctnka AKMI1 Hanbonee cnoxHa y fetent mnaguwe
14 net. Oco6eHHOCTM (DU3NONOTMYECKOTO PaA3BUTUS, PETU-
CTpauus oTpuuaTenbHbix 3ybLoB T B NpaBbiX rpyLHbIX OTBE-
[LeHMSX B HOpPMe Y leTel, a TakKe pa3nnyms B NposBAEHUAX
M NporpeccnpoBaHum 3aboneBaHns OrpaHMYMBAIOT UCMOb-
30BaHME COBPEMEHHbIX KPUTEPUEB AMATHOCTUKK B AAHHOW
BO3pacTHoM rpynne [16]. HabniogeHne 3a camoi 60nbLIOWH
rpynnon peteit (75 naumeHToB), ctpagatowmx AKMI, npo-
[LLEMOHCTPUPOBANO, YTO oTpuLLaTeNbHble 3y6uLbl T B MpaBbixX
rpyaHbix otBeaeHunax (V1-V3) scrpeyanucs y 83 %, xenynou-
KOBble HapyleHns putMa oTMeyeHbl 'y 80%, CTpYKTypHble 13-
MeHeHus Ha MPT Boissnsnance B 80% cnyvaes u B 70% coot-
BETCTBOBaM HOMbLINM KpuUTepusam anarHosa [17]. B HepgasHO
0onybAMKOBAHHOM aHanu3e KAMHUYeckoro TeyeHus AKMII
y feTei 6bin0 NOKa3aHo, YTO HapylweHus npouecca peno-
napusauuun y aeTen, Bblpaxatowmecs B uHBepcum 3ybua T
B MpaBbIX IPYLHbIX OTBEAEHMSX, BCTPEYANUCH IMLUb Y MO0~
BUHbI 60nbHbIX [18].

B HaweMm cnyyae 3anofo03puTb NAaTONOTMYECKUI Xa-
pakTep XenyaoykoBbIX HApyLWeHWH puTMa NO3BOAMAU OO-
nonHutenbHble IKI-mMapkepbl. Manbunky 6bina nposeneHa
JKT-BP - meTopmka, npy KOTOpPOM Npu NOMOLM onpeae-
neHHoro npeobpasoBaHusg JKI-curHana perucTpupyoTcs
nosaHue ocumangaumn QRS-komnnekca Ha KT, koTopble
CBMAETENbCTBYIOT O HEFOMOTrEHHOCTM MUOKApAa B Mepuos



Llenonapusaumm 1 yKasblBalT Ha BO3MOXHOCTb 3anycka
onacHbix aputMuii. B pykosoactee 2015 r. no npepynpex-
[EHWI0 BHE3AMNHOM CMepTh Yy BOMbHbIX C XeNya04KOBbIMU
aputMuamu nposegerne IKI-BP oTHocuMnock K nokasaHmam
1-ro knacca (ypoBeHb gokasaTtenbHoctv C) oAns BbIBAEHUS
60nbHbIX ¢ AKMI [19], a Takxke BXOAMNO B KOMMIEKC Ana-
rHocTuyecknx kputepues AKMIT [8].

B nocneanwue ronbl JKI-BP mMano ucnonb3yetcs B Kiu-
HWYeCKOM NPaKTUKeE, U BbISBNEHME MO34HUX MOTEHLMANOB
XENyA04YKOB He BOWO B NOCNEAHUE KPUTEPUM MOCTAHOBKM
amarHosa [5]. OgHako, No HaweMy MHEHMI0, MOXET BbITb No-
Ne3HO B AMArHOCTMKE 3TOM C/IOKHOW KapAMOMMONaTum y ae-
Teil. B MeTaaHanuse, LMTUPYEMOM BbiLLE, NO3AHWE MOTEH-
umansl y aeTeit perncTpupoBanuch, Mo AaHHbIM Pa3UYHbIX
nccnenosaHuin, ot 37 no 53% [18]. KpoMe no3gHmx noTeHLm-
anoB XenyaoyKoB, Y ManbyMka NOSBUNUCH 3NU304bl MUKPO-
BO/IbTHOM anbTepHaLmu 3ybua T u penyKLummn TypOyneHTHOCTH
puTMa CepaLa, KoTopble Hapsay C NO3LHUMU NOTeHLManamm
XENYA04KOB aCCOLMMPYIOTCS C HeBNaronpusTHbIMU MPOrHO-
3aMK y B60MbHbIX C Pa3IMYHON CepAeYHO-COCYAMCTOM naTo-
noruen [20, 21].

B Bepudwukaumm ouarHosa MOXeT MOMOYb BbisSBMe-
HWe XapakTepHbIX ANS 3TOro 3a60N1eBaHUS FeHEeTUYECKUX
MyTaUMK, KaK OblI0 MOKA3aHO B HeLaBHO OMNyBAMKOBAH-
HOM KIMHUMYECKOM HabMoOeHUU 3a AEBOYKOM 8 neT ¢ 3TUM

3abonesanmeM [22]. OLHAKO B HaleM Cy4yae MONEKYSpHO-
reHeTM4yeckoe UCCNeAoBaHMe 0Ka3anocb ManoMHGOpMaTHB-
HbIM, BbISIBNEHHAsN MyTalLMa MMena HeonpeaeneHHoe Kiau-
Huyeckoe 3HauveHume (Il Knacc natoreHHoCTH), 3aboneBaHmUs
C TaKOW MyTaumen Hurge B 6asax AaHHbIX HE BCTPEYaNUCh
paHee, K TOMY Xe [aHHas MyTauus Obina Takxke BbigB/EHA
Yy MaMbl, Y KOTOpPOW He b0 CepAeyYHO-COCYANCTON NaTono-
T, YTO NINLUHKIA Pa3 YKa3blBaeT Ha TO, YTO HaMAeHHasa MyTa-
LMS He y4acTBYeT B pa3BUTUM 3a60neBaHMS.

3AKNKOYEHUE

MNpeacTaBneHHbIN KIMHUYECKUIA CyYall UHTepeceH Ha-
6nt0LeHMEM 33 CTAAMAHOCTBIO pa3BUTUS 3aboneBaHnsa — oT
MOMONATUYECKOW 3KCTPACUCTONUM Be3 CTPYKTYPHbIX U3MEHEe-
HWIA 0,0 TSKENOM KapaAMOMMONATMK, CONPOBOXAALENCS Cep-
[EeYHOM Heg0CTaTOMHOCTBH0 M CMHKOMAbHBIMU COCTOSIHUAMM,
Mcnonb3oBaHWe COBpeMEHHbIX METOA0B AMArHOCTMKM MO3BO-
N0 BbISSBUTb HEBNArONPUSTHBIN XapakTep apuTMmK, BbICTPO
NOCTaBUTb AMArHO3 M Ha3HAYMTb Tepanuto, KOTopas NpeaoT-
BpaTMaa pa3BUTME CMHKOMANbHbIX 3MM3040B M BHE3AMHY
CMepTb B AETCKOM BO3pacTe.
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