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PaCHDOCTpaHeHHOCTb MUoKapaouTa u ero Bksiiapg B Te4eHume 3aboneBaHus Y nauueHToB C CMUHAPOMOM

nepBUYHON rMnepTpodumn Mmokapaa

Jlytoxuna 10.A.", Bnarosa 0.B.", Koran E.A.", HapTos A.A.", HapTtosa B.P.!, 3aknssbmurckas E. B.28, zemewkesuy C.J1.2

Llenb. OuennTb 4acTOTy MVOKapaMTa y NaUMEeHTOB C CUHAPOMOM NEPBUYHON -
nepTpodun M1OKapAa v N3Y4nTb €ro BKIAA B Te4eHne 3ab0neBaHms.

Martepuan n metopbl. B uccneposanve sownu 100 naumMeHToB ¢ NEPBUYHON M-
nepTpodurein Mrokapaa NeBOro Xenyaouka, 52 MyxXuuHbl U 48 XEHLWH, CpeaHuii
Bo3pacTt 51,5+15,7 nert, cpok Habnonenns 10,4 [2,1; 36,1] mec. Bcem nauveHtam
BbINOJHEHbI: 3NeKTpoKapanorpadus, CyTo4HOe MOHUTOPMPOBAHWE 3NeKTPOKap-
avorpaMmel, axokapauorpadus, a Takke JHK-guartoctuka (n=96), mopdonoru-
yeckoe uccnenoBaHve muokapaa (n=29), MarHMTHO-pe3oHaHCcHas Tomorpadus
cepaua (n=31), mynbTucnunpansbHas komnbloTepHas Tomorpadus cepaua (n=26),
onpeneneHne TUTPOB aHTUKapananbHbIx aHTUTen (n=43), KoNM4ecTBeHHOe onpe-
feneHve CBOGOAHbLIX NETKMX Leneil MMMYHOrNOOYIMHOB B CbIBOPOTKE KPOBW
1 B MO4Ye MeToaom nMmyHoodmkcaumm (n=10); cumHTurpacdus muokapaa ¢ 99mTe-
nupodocdaTom (n=5); Guoncus CAM3NCTOM NPSMON KULLIKV /U MOLAKOXHOM Xu-
POBOIA kneTyaTkn Ha amunoug, (n=9).

Pesynbratbl. Y 68% Obina gnarHoCTMpoOBaHa UCTUHHASA (CapkOMepHas) runep-
Tpoduyeckaa kapanomuonatua (FKMM), y 16% — amunomaos ¢ nopaxeHnem
cepaua, y 10% — 6onesnun HakonneHus, y 3% — HelipoMblLleyHble 3aboneBaHus,
y 2% runepTpodus Muokapaa coyetanach C BbIPaXEHHOW PECTPUKLMEN (CMe-
WwaHHbI deHotvn), ay 1% — cuHapom LEOPARD. ConyTCTBYIOLWMIA MUOKapaUT
amarHocTuposaH y 30% 6onbHbix. Mpyt TKMI MyuokapauT BeisiieH B 31% cnyyaes,
y 9TWX NauMeHTOB ObIN JOCTOBEPHO Bbille MYHKLMOHANbHBINA KNAacc CepaevHomn
HeJ0CTaTOYHOCTM (XPOHUYECKAs CepaeyHas HeloCTaTo4HOCTb, 3 [2; 3] vs 2 [1; 3],
p=0,026) n cmepTHOCTH (33,3% Vs 6,4%, p=0,01). Mpu amunongo3e Yactota M1o-
kappmTa coctasuna 31,3%, y aTvx nauMeHTOB LOCTOBEPHO valle Habnoganach
xenypoykoas Taxukapaus: 80,0% vs 18,2%, p=0,036. YacToTa conyTcTBYIOLLErO
MVokapauTa B noarpynne 6onesHeii Hakonnenns coctasuna 30%: y 2 nauveHTos
¢ 6one3Hbio @abpu 1y 1 naumeHTkn ¢ 6oneaHbio JaHoHa. /3 Tpex naumeHTos
C HelpoMbILIEYHbIMY 3a601eBaHNIMN MUOKapauT Bbin AuarHocTupoBaH y 1,
a B MOArpynnax ¢ pecTpukTUBHLIM (peHoTunoM 1 cuHiapomom LEOPARD cnyyaes
MuokapauTa 3adurkcupoBaHo He Obino. JleueHne M1UokapamTa no3Bonsno cTabm-
NIN3MPOBaTb COCTOSIHVE MALMEHTOB.

BaksnoyeHme. Hanuuve conyTcTBYIOLEro MUOKapAMTa NPUBOAUIO K NPOrpeccy-
POBaHMIO CepAEYHON HEAOCTAaTOYHOCTH, YCYryBneHMIO XenyL04KOBbIX HAapYLLEHNIA
pvTMa 1 KaK CneacTBUE YBENMYEHWIO PUCKa BHE3AMHOM CepaeyHON-CcMepTH, a Tak-
Xe MOBbILIANO BEPOSTHOCTb JleTanbHOro ucxona. HeobxoaMmo akTMBHO AnarHo-
CTMPOBATb W NEYUTb MUOKAPLMUT Y NALMEHTOB C CHAPOMOM NEPBUYHO rMNepTpo-
$un MrMokapaa 1 B COCTOSIHUM AEKOMMEHcaUUn.

Kniouesble cnosa: rvneptpodus M1uokapaa, MUOKapauT, rmnepTpoduyeckas kap-
LMOMMONATMIS, HEKOMMNAKTHBIA MOKap/, IEBOTO Xeyaoyka, aMuionaos, 6051e3Hb
[aHoHa, 6onesHb Pabpu, HelpoMbILLIEYHbIE 3a001eBaHNS, GUONCKS MUOKapAA.
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Prevalence of myocarditis and its contribution to the course of primary myocardial hypertrophy

Lutokhina Yu. A.", Blagova 0.V.", Kogan E.A.", Nartov A.A.", Nartova V.R.", Zaklyazminskaya E.V.%3, Dzemeshkevich S.L.2

Aim. To assess the incidence of myocarditis in patients with primary myocardial
hypertrophy and to study its contribution to the disease course.

Material and methods. The study included 100 patients with primary left ventricular
myocardial hypertrophy, 52 men and 48 women (mean age, 51,5+15,7 years; follow-
up period 10,4 [2,1; 36,1] months). All patients underwent electrocardiography,
24-hour electrocardiographic monitoring, echocardiography, as well as DNA analysis
(n=96), myocardium pathological study (n=29), cardiac magnetic resonance imaging

(n=31), cardiac multislice computed tomography (n=26), assessment of anti-cardiac
antibodies (n=43), free light chain level in serum and urine by immunofixation
method (n=10); 99mTc-pyrophosphate myocardial scintigraphy (n=5); biopsy of the
rectal mucosa and/or subcutaneous fat for amyloid (n=9).

Results. In 68%, true (sarcomeric) hypertrophic cardiomyopathy (HCM) was
diagnosed, in 16% — amyloidosis with cardiac involvement, in 10% — storage
diseases, in 3% — neuromuscular diseases, in 2% — myocardial hypertrophy
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was combined with severe restriction (mixed phenotype), and in 1% — LEOPARD
syndrome. Concomitant myocarditis was diagnosed in 30% of patients. In HCM,
myocarditis was detected in 31% of cases. These patients had a significantly higher
heart failure class (heart failure class 3 [2; 3] vs 2 [1; 3], p=0,026) and mortality
(33,3% vs 6,4%, p=0,01). In amyloidosis, the incidence of myocarditis was 31,3%.
In these patients, ventricular tachycardia was observed significantly more often:
80,0% vs 18,2% (p=0,036). The prevalence of concomitant myocarditis in the
subgroup of storage diseases was 30%: 2 patients with Fabry disease and 1 patient
with Danon disease. Of the three patients with neuromuscular diseases, myocarditis
was diagnosed in 1. In the subgroups with the restrictive phenotype and LEOPARD
syndrome, no cases of myocarditis were recorded. Treatment of myocarditis made
it possible to stabilize the patients' condition.

Conclusion. Concomitant myocarditis led to heart failure progression, worsening
ventricular arrhythmias and, as a consequence, an increased risk of sudden
cardiac death. It is necessary to actively diagnose and treat myocarditis in patients
with primary myocardial hypertrophy.

Keywords: myocardial hypertrophy, myocarditis, hypertrophic cardiomyopathy,
left ventricular non-compaction, amyloidosis, Danon disease, Fabry disease,
neuromuscular diseases, myocardial biopsy.
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KniouyeBble MOMEHTbI

* YV TpeTu mammeHTOB C CMHAPOMOM IEPBUYHON
TUNepTpoGu MroKapma TMAarHOCTUPOBAH CO-
ITyTCTBYIOIINI MAOKAPIUT.

* Yacrora COIYTCTBYIOIIETO MUOKApPIUTA MaKCH-
manbHa nipu AL-amunounose (50%) u runepTpo-
(bryeckoil KapaMOMUOIIAaTUA B COYETAHUU C He-
KOMITAKTHBIM MUOKAPIOM JIEBOT'0 Xeyaouka (40%).

* Haauume comyTcTBYIONIET0O MUOKAPINUTA TTPUBO-
JIUT K TIPOTPECCUPOBAHUIO CEPACUYHON HemocTa-
TOYHOCTHU, YCYTYOIEHUIO XETYIOYKOBBIX Hapy-
LICHUI PUTMA U YBEIMUYEHUIO PUCKA BHE3AIMHOMN
CEpIEYHOI CMepTH.

+ HasHaueHMe MMMYHOCYNPECCUBHOM Tepamuu
MHOKapAUTa MO3BOJISIET CTAOUIM3UPOBATh CO-
CTOSTHME TALMEHTOB C CHMHAPOMOM IMEePBUYHOMN
TUIEPTPO(GUU MUOKap/IA.

B mpodeccrnonaabHOM cO00IIeCTBE KapauOJOTOB
B MOCJICOHIE TOOBI aKTMBHO 00OCYKIaeTcsl poJIb BOCTIajIe-
HUS B DOPMUPOBAHNH KIMHUIECKONM KapTUHBI Y TAIM-
€HTOB C pa3IMYHBIMHU KaparuoMUomaTusIMu. CyIIecTBYIOT
IIBE OCHOBHBIX KOHIICITIINM, OIMMCHIBAIOIINE MEXaHU3M
dopmupoBaHua (PEeHOTHUIIA V MMALIMEHTOB C COYCTAHU-
eM MHOKapamuTa W KapamoMmuoriatuii. [lepBasg roBopur
0 TOM, 9TO MUOKAPIUT SIBIISICTCS TPUTTEPOM, KOTOPBIiA
3aIrycKaeT pealm3alrio aHOMAaJIbHOM TeHEeTHICCKOM
IIpOrpaMMBI U IIPUBOAUT K Pa3BUTHIO KapIUOMMOIIA-
Tiu [1]. DT cBemeHUS B TIEPBYIO OUepenh OCHOBAHBI Ha
aHaAJIN3¢ MAIlMeHTOB C apUTMOTCHHON M OWIaTallMOH-
HO¥1 KapauroMuonaTtreil. Bropast KoHIenns, HalfpOTHB,
MIpEeAIToIaraeT, YTo TeHeTUIeCKN M3MEHEHHBIIT MUOKapI
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A third of patients with primary myocardial hyper-
trophy are diagnosed with concomitant myocarditis;

* The frequency of concomitant myocarditis is maxi-
mum with AL amyloidosis (50%) and HCM in com-
bination with left ventricular non-compaction (40%);

+ Concomitant myocarditis leads to heart failure
progression, worsening ventricular arrhythmias
and increasing the sudden cardiac death risk;

* Prescribing immunosuppressive therapy for myo-
carditis allows stabilizing the condition of patients
with primary myocardial hypertrophy.

MPU TIEPBUYHBIX KAPIMOMUOTIATUSIX CTAHOBUTCS OJIaro-
MPUSITHBIM (POHOM TSI TIPUCOCTMHEHUSI BUPYCHOM WH-
(bex1uu wM ayTOMMMYHHOI arpeccuu ¢ MOCIeNyIOINM
pa3BUTHEM BTOPMYHOTO MHOKapauTa [2, 3]. B aTom ciy-
yae xapakrep MaHU(eCTallu U MyTh Pa3BUTHUS 3a00e-
BaHUSI BO MHOTOM 3aBUCUT OT SMUTEHETUUECKUX (PaKkTo-
poB. Cpenu y4yeHbIX 10 CUX TTOp HET eAWHOTO MHEHWUSI,
YTO SIBJISIETCSI TIEPBUYHBIM B CJIydae COYETaHUSI MUOKap-
JIUTa U KapIUOMUOTIATUY, OMHAKO OOIIETIPUHSITBIM CUM-
TaeTcs TOT (pakT, YTO HATMIME MUOKAPAUTA BEIET K yBe-
JIMYEHUIO TIIomanu (pudpo3HOI TKAaHU U KakK CIIEICTBUE
K TIOSIBJICHUIO WJTW TIPOTPECCUPOBAHUIO CUMIITOMOB Cep-
nmeuHoi HemoctatouHocTr (CH) 1/mmm BO3HUKHOBEHUIO
VIV YBEJIMYECHWIO BBIPAXEHHOCTU HapyIIeHUU puT™Mma.
B nutepatype nmpenMyIiecTBEHHO BCTPEUYAIOTCsT TaHHBIC
0 COYeTAHUU MUOKapAUTa C apUTMOTEHHON KapanoOMUO-
matueit mpasoro xkexynouka (I12K), HexoMmakTHBIM
muokapnom (HKM) nmeBoro kxenymouka (JI2K) mmu mm-
JIaTalMOHHOM KapauoMuoriatuei [1, 4, 5].




MWOKAPOUT, SHAOKAPANT 1 KAPOAMOMMOMATNN

JlaHHBIC 0 COYETAHUM C MHOKAPIUTOM TUTICPTPODH-
yeckoit kKapauommonatun (I'’KMIT) 1 gpyrux HeKopoHa-
pOTeHHBIX 3a00JIeBaHUII MMOKapaa, aCCOLIMUPOBAHHBIX
¢ TUIIepTPODUICCKUM (PEHOTUITOM, TIPEACTABICHBI CIH-
HUYHBIMU MyOIMKALMIMu [6, 7], 94TO IenaeT n3ydeHue
TaKoOI accoIMali OCOOCHHO aKTyaJbHBIM.

Llenbro jaHHO pabOTHI OBLIIO OLIEHUTH YaCTOTY MHO-
KapauTa y MaluKueHTOB C CUHIPOMOM IIEPBUYHON TUIIEP-
TpouM MHUOKapIa W M3YUYUThb €rO BKJIAI B TEUCHHE 3a-
OosieBaHwUsI.

Martepuan n metogbl

B nccnenosanne Bomwro 100 manmeHTOB ¢ TIEpBUY-
Hoit tunieprpodueit Muoxkapma JIK (ITI2XK), 52 My>KauHBI
n 48 XeHIIWH, cpeaHuii Bo3pacT 51,5£15,7 metr. Habop
MMAIlEHTOB OCYIIECTBISICSI B mepuon ¢ oKTsops 2008t
o nexkadbppb 2022r. IIpoTokon nccaenoBaHus ObUT 0100~
pPEH JIOKAJIBHBIM 3THYECKUM KOMHUTETOM CedeHOBCKOTO
yauBepcurera (Ne mpotokoia 10-22 ot 19.05.2022). Bee
MMAIIMCHTHI MOAIHMCAIN MHOOPMUPOBAHHOE COIJIacHe Ha
yJacTHe B MCCICIOBaHUM.

Kpurepun BKIIOYEHHS B HCCIeI0BAaHHE: BO3PACT OT
18 neT m cTapie; comracue IMaMeHTa Ha yIacThe B HC-
CIIeOBAHNN; HaIMYMe CHMHIpPOMA THIePTPO(PUN MUO-
Kapaa (ot 14 MM) B OTCYTCTBHE 3HAUMMOII TeMOIMHA-
MHMYECKOU Meperpy3Ku (ITOPOKOB cepama, TUIIEPTOHUM),
KOTOpasi MOIJIa OBl IIPUBECTH K TaKOMY (DeHOTHITY.

MeToapl o0c/ienoBaHHs ManeHToB. BeceMm mammeHTam
IIPOBOIMIIMCH TINATEIBHBIN cOOp XKalod M aHaMHe3a,
Gu3nIecKnit OCMOTpP, CTaHIAPTHBINA 00BbeM JabopaTop-
HOTO obOciemoBanus. Ob6s3amenvHoe UHCIMPYMEHMANbHOE
o6caedosarue BKIIOUAJIO B ceOST MMPOBEACHNE CTaHAAPT-
Hoit anexkTpokapauorpadpum (BKI), cyTodHOTO MOHM-
topupoBanug DKI mo Xonrtepy, TpaHcTOpaKaabHOM
sxokapauorpadpum (BxoKI'). MarHuTHO-pe30HaAHCHAS
toMorpadus cepama (MPT) Opla BemonHeHa 31 mamm-
€HTY, MYJIBTUCITMPAIbHAsI KOMITbIOTepHAsT TOMOTrpadus
cepaua (MCKT) — 26 mamueHTaMm.

Mopdghonoeuueckoe uccredosanue muoxapoa IPOBEACHO
29 GONBHBIM: dHIOMUOKapnuaapHas ouoncus (DMB,
n=17), UHTpaomepallMoHHasl OMOTICHUS BO BpeMs OIlepa-
U PaCIIMPEHHON MMO3KTOMUM (N=§8) UM a0OPTOKO-
pPOHApPHOTO IIYHTUPOBAaHUS (n=1); MccaemoBaHNUE SKC-
IUTAHTUPOBAHHOTO CepAlla TOCje paHee BHIITOTHEHHOM
OMBb (n=1); ayroricus (n=3). DMDb BBIIOIHSIIACH TTO
CTaHTaPTHOMY IIPOTOKOJIY JTOCTYIIOM Yepe3 OempeHHYIO
BeHy omorcuitneiMu mumaMu Cordis STANDARD 5.5
F 104 FEMORAL c 3a6opom 3-5 (pparMeHTOB MUOKap-
ma. bromTaTel MccaemoBalNCh P ITOMOIIN CBETOBOM
MHUKPOCKOIINHU C TIPUMEHEHUEM OKPACOK TeMaTOKCUINH-
s03uHOM, no Ban IT'm3ony, Maccony, Ilepiicy, KoHro
kpacHbiM, I K-peakTuBOM, a Tak:Ke METOAOM I1OJIM-
Mepa3HOIl LIETTHOM peaKIIMy Ha TeHOM KapaUOTPOITHBIX
BupycoB (ameHoBUpychHl, Herpes Simplex Virus Type 2,
Cytomegalovirus, Herpes Simplex Virus Type 1, Epstein-
Barr virus, Varicella zoster virus, Parvovirus B19, Human

Herpes Virus 6, Human Herpes Virus 8). s mocra-
HOBKM AMarHO3a MUOKapIWUTa IIPU MOP(OIOTTICCKOM
HCCIIeI0BAaHNN MHOKapaa MCIIOIb30BaIuch Jdammacckue
KPUTEPUH, TOTOTHCHHBIC MMMYHOTHUCTOXUMUUIECKIM
HCCJIeTOBAaHNUEM C MCITOJIb30BAaHUEM aHTUTEN K MapKe-
pam T-numdouuros (CD45+ u CD3+), makpodaros
(CD68+), B-numdouuros (CD20+) [8, 9].

Heuunsasusnas duaenocmuxa muoxapouma. IlammeH-
TaM, KOTOPEIM HE IIPOBOMMJIACH OMOIICHUSI MUOKapia,
OIMAaTHO3 MHOKApAWTa CTAaBUJICS MPU IOMOIIHN KOMII-
JICKCHOTO aJITOpUTMa IMATHOCTUKH, pa3padOTaHHOTO
Ha OCHOBAHUM OIIEHKU YYBCTBUTEIHHOCTU U CICIIH-
GUIHOCTU pa3IUIHBIX TUATHOCTUYECKUX KPUTECPUEB
B COIIOCTaBJICHUM ¢ MOP(OIOTUICCKUM HCCICTOBAHM-
eM MHuokapnaa y cra manueHToB [10]. B pamkax maHHO-
T0 aJITOPUTMa OLICHUBAINCh KOMITOHCHTBI aHAMHECTH-
YeCcKOM TpHmanbl (oCTpoe Havajao 3a00JeBaHUS, CBSI3b
IeKOMIICHCAIUM ¢ WH(EKIMeil, TaBHOCTh TeKOMIICH-
callii MeHee rojma), HaJudrue CHUCTEMHBIX UMMYHHBIX
nposiiaeHnit. Onpenesinch TUTPBI aHTUKAPIUATBHBIX
aHTHUTE] B KPOBU METOIOM HETNPSIMON MMMYHOMITYO-
pecueHunu (B madoparopusx MHIL TpancmimaHToIO-
run, MOHUKHU nm. M. @. Bragumupckoro wim HUN
nenuatpun uM. 0. E. Benpruimesa 1mo eqnHOT METOIM -
Ke, n=43): aHTHTe]a K aHTUTCHAM siIep KapauOMUO-
IIUTOB WIN CCUN(PUUSCKUN aHTUHYKIICAPHBIA (haKTop
(AH®), rmamkoit MyCcKynaTypsl, SHIOTEIUS, Kapauo-
MUOIINTOB M BOJIOKOH IIpOBOISIIeil cucTteMbl. Kpome
TOro, yuuthsiBajoch Hanuuue Lake Louise kpurepues
Mmuokapauta npu MPT u cybsnuKapanaabHOTO/TpaHC-
MYPaJbHOTO OTCPOYCHHOTO HAKOTUICHUS KOHTPACTHOTO
BemectBa mpu MCKT cepana.

INomaBngioniee OOJbIIMHCTBO MaleHTOB (n=96)
OBLTIO TIPOKOHCYJABTHPOBAHO TE€HETUKOM C IIOCIIECIYIO-
muM BbinmoiHeHueM JHK-mpuarnoctuku. INanmenrtam
¢ uzonupoBaHHoit 'KMII Beimoansamoch NGS-
CeKBeHMpoBaHMe naHe I 10 TeHOB, KOTMPYIOIINX OCJTKI
capkomepoB (ACTC1, LDB3, MYBPC3, MYH7, MYL2,
MYL3, TAZ, TNNI3, TNNT2 u TPM1I), na miatdpopme
IonTorrent PGMTM (ThermoFisherScientific, CIILIA),
Tmocenyronieil Beprudukaneit HaxXomoK KanuIISIPHBIM
CeKBeHHMpOBaHMEM (TeHeTHUYecKuit aHaiau3zaTtop 3500
AppliedByosystem, ThermoFisherScientific, CIIIA).
[TantmenTamM ¢ yka3zaHumeM Ha CHHIPOMHBIN XapakK-
Tep IJI2K BBIMONHSIOCH KAaNIMJLISIPHOE CEKBEHUPOBA-
HUE KOOMPYIOIIEH ITOCIeI0oBaTEeIbHOCT! MEICBHIX Te-
HOB (GLA, LAMP2, TTR, FXN, PTPN1I n np.) (3500
AppliedByosystemTM, ThermoFisherScientific, USA)
I TIOJTHO9K30MHOe cekBeHUpoBaHMe (NextSeq550Dx,
Illumina, CIIA). ITgty mammeHTaM BBITTOJHSIOCH TTOJI-
HO3K30MHOE CEKBEHUPOBaHUE.

ITauuenram ¢ nomo3peHueM Ha AL-aMuJIOna03 BhI-
TTOJTHSUIOCHh KOJIWYECTBEHHOE OIIpeaeIcHIEe CBOOOMTHBIX
JIETKNX IIeTieil ”MMYHOTJTIOOYIMHOB B CHIBOPOTKE KPO-
BU W B MOYe MeTomoM MMMyHodukcarmu (n=10). s
nuarHoctuku TTR-amuionnosa ncnoab3oBanuch JJHK-
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HeitpombltieuHbre TKMIT+PKMIT — 2%

3aboseBanus — 3%

bonesnu
HakoruieHust — 10%
RN

CuHzapom
LEOPARD — 15%

Puc. 1. CTpyKTypa 3TMONOrM1 CUHAPOMA NEPBUYHON rnnepTpodumn Mrnokapaa.
Cokpauenus: TKMIM — runeptpoduyeckas kapavomuonatus, PKMIM — pectpuk-
TUBHAS kapayoMmnonaTms.
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Puc. 2. Pesynbtathl 06cnenoBaHns naumeHtkn 3. ¢ couetaHuem FKMIM u muo-
KapauTa.

Mpumeuanue: A. SnexTpokapanorpamma B nokoe. MprsHaku runepTpodum neso-
ro Npeacepavs U NEBOro Xenyaoyka. HapyleHvne BHYTPUXENyA04KOBOV MPOBO-
aumocTu. Hernybokvie HeCUMMETPUYHBIE OTpULaTENbHbIe 3y6Lbl T ¢ Aenpeccuei
cermenTa ST 1o 2 mm B oTB. I, lIl, aVF, V3-Vg, noabem cermenta ST go 1 MM B OTB.
aVvR, Vi-Vo. B, B.3HOomuokapamanbHas Guoncus, okpacka remaToKCuinHoOM
1 303vHoM (B — Mmanoe yBenuyenve; B — Gonbluoe yBenuyenue). VI3meHeHus
Muokapza B BUAE NpuYyaanuBoi GopMbl BETBSALLMXCS KapAMOMUOLMTOB, MENKoo4a-
rOBOr0 KapAMOCKIeP03a C HEOAHTMOrEHE30M M IMMPOTUCTUOLMTAPHBIM MHDUNLT-
paToM B o4arax ckjieposa.

nuarHoctuka (reH TTR, n=7), a TakKxXe CUMHTUTpadus
Muokapaa ¢ 2" Tc-nupodocdaroM (n=5). Psary nauueH-
TOB 1T BepU(UKALINN OTIOKCHUS B TKAHSIX ITPOBOIM-
JIUCh OMOTICUS CIM3UCTOMN MPSIMOM KUILIKU U MOAKOXHOK
KUPOBOM KJIETIATKM Ha amuitonn (n=9), okpacka KOHTO
KPaCHBIM.

PacueTHBII pUCK BHE3aITHOW CEpIEYHON CMEpTU
(BCC) Bcem manueHTaM, HE3aBUCUMO OT 3TUOJIOTUH TH-
nepTpodur MIUOKapaa, OLIEHUBAJICS IMIPU ITOMOIIN KaJTb-
kynsitopa HCM Risk-SC D.

JlunamMmdeckoe HaOMoneHne 3a manmueHTaMu. CpeqHTi
CpPOK HabOmomeHus 3a mauueHTamMu coctauia 10,4 [2,1;
36,1] mec., pasmax ot 1 mec. o 20 ner. Ha mporske-
HUM BCEro CpoKa HAOIIONCHMS OILCHWBAINCH TTEPBUI-
HBIC (CMEpTh, TPAHCIIAHTAILIMS Ceplla) U BTOPUIHBIC
KOHEUYHBIC TOYKM (CHMHKOMAJIbHBIC COCTOSTHUS, BO3-
HUKHOBEHUE YCTOMUMBON KETYIOIKOBOM TaXWKaPINU
(XKT), amekBaTHBIC cpabaThIBaHMS KapamoBepTepa-

nebuopunngaropa (MKJ/)). CyroauHoe MOHUTOpHPOBa-
Hne DKI B guHaMuKe OBIJIO OlLIEHEHO 35 TallMeHTaM,
a OxoKI' — 39 mauuenTtam.

Cratuctuyeckas 00padoTka manHbIX. CTaTUCTIYCCKAS
00paboTKa BBHITIOJIHEHA C MCIIOJb30BAHUEM IIPOTPaAMMBI
IBM SPSS Statistics v.26. JJuckpeTHble JaHHBIE OT-
paxkeHBI B BHUIIE aOCONIOTHBIX 3HAUCHUI M TIPOIICHTOB.
HernpepriBHBIC TaHHBIC TIPEACTABICHBI B BUIE CPEIHETO
apn(MeTHIEeCKOro T cpeaHEeKBaAPaTHIHOES OTKIIOHCHUE
B cllyJae, €CJIM pachpeneyieHre 3HadYeHWid ObUIO HOP-
MaJbHBIM, €CIIM paclpeleicHUe OTANYAIoCch OT HOP-
MaJIbHOTO, JaHHBIC TIPEACTABIISUINCHh B BUIE KBapTUJICH
50 [25; 75]. CpaBHeHUE MALIMEHTOB MPOBOAMIIOCH MIPU
[OMOLLM > UM ToyHoro tecta Muiiepa Wsl KaTero-
pPHATBHBIX TUXOTOMUYECKUX ITEPEMEHHBIX, a IJII He-
npepbIBHBIX — ITpu noMoinn U-tecta MaHHa-YuTHU,
TIOCKOJIbKY TaHHBIC CPABHUBAJIMCH II0 TPYIIIIaM, pa3Mep
KOTOPBIX ObIT <50 HaGmoneHwii. i olleHKN pasaununii
TIPY TTOBTOPHBIX M3MEPEHMSIX MCITOIh30BAJICS KPUTCPUIA
YmikokcoHna. CTaTUCTUUECKN 3HAYMMBIMHA CUMTAJINCH
pazmmuus mipu p<0,05.

Pesynbrathbl

ITo pesyiabTaTaM KOMIUIEKCHOTO OOCJICIOBAHUS Ia-
LUEHTOB C CMHIPOMOM IIEPBUIHOI THUIIEPTPODUN MIO-
Kapaa y 68% Oblia AMarHOCTUPOBaHA MCTUHHAS (CapKo-
mepHast) TKMII, y 16% — amuiounmo3 ¢ nopaxeHuem
cepaua, y 10% — 6oje3Hu HakoruieHus1, y 3% — Heiipo-
MBIIIeYHBIC 3a00J1eBaHus, y 2% runepTpodust Muokapaa
codeTasiach C BBIpaXKCHHOM PeCTPUKIIMCH (CMeITaHHBI
denorun), a y 1% — cunapom LEOPARD (puc. 1).
ConyTCTBYIOIIMI MUOKApAUT AuarHocTupoBaH y 30%
OOJIBHBIX. B CBSI3M ¢ BBICOKO T€TEPOreHHOCTHIO BEIOOD-
KJ OTHCIIBPHO OBbLITa TIpOaHAIM3NPOBaHA Kaxkmast HO30J10-
rudecKas TpyIma MalreHTOB.

Tuneprpoduueckas kapauomuonatuss. [ KMII 6puta
BbIsIBJIeHA y 68 manueHToB. CpeaHMil BO3pacT COCTaBUII
47,5%14,1 net, 45,6% — myxuunsl. Y 15 (22,1%) naiueH-
toB 'KMII coueranacs ¢ HKM, y 4 (5,9%) nuarHoctu-
poBaHa anukajnbHast popma 'KMII. Mopdonoruueckoe
HCCIemOBaHME MUOKapAa B 3TOM MOATPYIIIE OBUIO BHI-
nojiHeHO 20 malreHTaM.

Muoxkapnut B noarpynmne I'KMII Obui1 BbisIBIEH
y 31% nauunenToB (n=21), u3 Hux y 7 (33,3%) BbIsgBIEH
TeHOM KapIUOTPOITHEIX BUPYCOB B MHOKapze (puc. 2).

IIpakTiaecku y IByX TpeTeit 00abHBIX (n=13) ¢ MUO-
KapIuTOM OTMEYaJIOCh OCTPOE HapacTaHWE CHMIITOMOB
CH unu ycyry0aeHne HapyIIeHU puTMa, a TakKe CBSI3b
IEKOMITCHCAIINH ¢ TIepeHEeCeHHOW MH(pEKIMe, 9To I10-
3BOJIMJIO 3aITOMO3PUTh 3TOT AuUarHo3 (Tadm. 1). Y mamm-
eHToB ¢ couetanuem I'KMII u muoxkapaura obpaiajio
Ha ccOs] BHUMaHME TTOBBIIICHNE TUTPOB aHTUTEIT Kapauo-
MUOIIMTOB, OCTaJbHBIC TUTPHl aHTUKAPIWAIBHBIX aHTH-
TeJI JOCTOBEPHO HE OTINYAINCH OT TAKOBBIX Y TTAIITMEHTOB
06e¢3 MmoKapauTa. Y IMallMeHTOB ¢ MHUOKApAWUTOM Yallle
BBISIBJISIINCH TIaTOTeHHBIE MyTaunu (28,6% vs 17,0%),
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Xapaktepuctuku naumentos ¢ FKMI B 3aBuCMMOCTU OT HANMYUS UM OTCYTCTBUS MUOKapAuUTa

Mpwn3Hak

N (%)

Bospacr, net

OcTtpoe Hayano, n (%)

CB3b ¢ nHdekupen, n (%)

Mopdonornyeckoe nccneposaHve mokapaa, n (%)

BupycHbIii reHoM B Mrokapze, n (% OT NaLneHToB ¢ MOPGOOrnyeckum
nccnenoBaHMeM Muokapaa)

ATKMLL, TTp

MatorexHble MyTaumu, n (%)
OB JIX (3xoKT), %

DB JIX (9x0KT) <45%, n (%)
Tmneptpodus MX, n (%)
MakcnmanbHas TonwmHa creHok JDK (MCKT), mm
Craaus XCH

DK XCH (NYHA)

Hannuune @M, %

XK3C B cyTkm, LWT.

Hannune XT, %

Puck BCC, %

WmnnanTtaums UKA, n (%)
CwmepTb, n (%)

Ta6nuua 1
EcTb Mnokapaut HeT mnokapauta p
21(309) 47 (691 -
4464129 48,8145 Wa
13 (619) 2(43) <0001
13(619) 1(2) <0001
11(52,4) 9(191) 0009
7(636) 5 (556) Wa
1:80 [1:80; 1:80-1:160] 1:80 [1:40; 1:80] 0017
6(28,6) 8(17,0) H/L
51,9+16,3 57,8+11,2 H/L
8(38,1) 7(149) 0032
4(19) 2(43) 0,059
18,030 23165 0038
1A [I1A; I1A] A [1; 1A] Wa
312:3] 2[1;3] 0026
6 (28,6) 25 (53,2) 0044
289 [14; 3513] 63 [10; 404] Wa
11(52,4) 23 (48,9) W
39[24;62] 4121; 6] Wa
6 (28,6) 11(23,4) W
7(333) 3(64) 001

Cokpatyenus: ATKML, — aHTutena k kapamomuoumtam, BCC — BHe3anHas cepaedHas cmeptb, XXT — xenynoukosas Taxukapams, XOC — xenyaoukosas akcTpacu-
cronus, UK — umnnantupyemblii kapamoseptep-aedunbpunnatop, MCKT — mynstrcnvpanbHas komnbtoTepHas Tomorpadus, JXK — nebiit xenygouek, MXX — npasbii
xenynouek, ®B — dpakums Boibpoca, PK — dyHkuUMoHaNbHbI knace, I — dubpunnsaumsa npeacepamii, XCH — xpoHuyeckas cepagyHas He[oCTaTO4HOCTb, IXOKI —

axokapamorpapus.

XOTS Pa3IMIMsI U He TOCTUTAIN CTATUCTUICCKOTO YPOBHS
IIOCTOBEPHOCTHU. B moarpyrime ¢ MIOKapaIuTOM MYyTallin
ObLIM MAeHTUGULIMPOBaHbL y 6 maiueHToB (y 3 B MYH7,
y 3 B MyBP(C3); cpeny mauieHTOB 6¢3 MUOKapIUTa IIpe-
obnamanu myrauuu B MyBPC3 (n=6), elle y ABOUX ObUIA
oOHapyxxeHBI MyTauuu B reHe MYH7 (puc. 3). Kpome
TOTO, Y OAHOTro 00JbHOrO ObLIM 3a(hMKCUPOBAHBI Ba-
pHMaHTHI ¢ HeICHBIM KimHU4YecknM 3HaueHneM (VUCs)
B reHax ACTCI n MyBPC3, omHaKO MBI HE YIUTHIBAIU
BapuaHTHI 111 Kiracca maToreHHOCTH TIpU TIOACYETE ITa-
IIMCHTOB C MyTaIASIMUA.

®paxius Beiopoca (PB) JIK B moarpymmax ¢ Muo-
KapauToM 1 0e3 JOCTOBEPHO HE pa3ianyajach, OTHAKO
y 00IBHBIX ¢ codeTaHreM Muokapauta u ' KMIT @B mo-
cToBepHO varie 6buta <45% (38,1% vs 14,9%, p=0,032).

HHTepecHO, YTO B TTOATPYIIIE ITAIIMEHTOB ¢ MUOKap-
IUTOM ToJIMHa Muokapraa 1mo ganHeiM MCKT cepaua
ObL1a toctoBepHO MeHble (18+3 vs 23,1£6,5, p=0,038),
y HUX TIpaKTUYEeCKU B 2 pa3a pexe BCTpedyasach Mep-
uarenbHas aputmus (28,6 vs 53,2, p=0,044), ogHako
mpu 3ToM (pyHKIMoHaNbHBIN Kilacc (PK) CH y stmx
OOJBHBIX OBLI HOCTOBEepHO BhIIIe: 3 [2; 3] vs 2 [1; 3],
p=0,026. ITo pucky BCC, BbIpak€eHHOCTHU KeJIyI0YKO-
BBIX HapYIICHW puTMa M yactore nMmimaHTaumm MK
MMAIIMeHTHI He OTINYAINCh, OMHAKO B TIOATPYIIIIE C COYe-
tanuem muokapauta u 'KMII oOpainaer Ha ceOst BHU-

MyBPC3
(N=3)

50%

T'KMIT + muokapnut T'KMII 6e3 Muokapauta

Puc. 3. CTpykTypa natoreHHbIX MyTauuii y naumMeHToB ¢ n3onmposanHoi TKMIM
1 TKMIT B coyeTaHmm ¢ M1OKapamToMm.
Cokpauenue: 'KMIM — runeptpoduyeckas kapavoMmonaTms.

MaHUe 3HAYUTEIbHO 00Jjiee BHICOKAst CMEPTHOCTD: 33,3%
vs 6,4%, p=0,01 (puc. 4). B moarpyIiie ¢ MUOKapauTOM
3 mammMeHTa yMepJIr OT IIPOrPeCCUPYIONIEeH XpOHUICCKOM
CH (XCH), onuH BclieACTBUE HEKOHTPOIUPYEMBIX XKe-
JIyIOYKOBBIX HapYIICHWIT PUTMA 10 TUITY 3JICKTPUIECKO-
ro ITOpMa, ABa — OT OCTPOTO HAPYIICHMWS MO3TOBOIO
KpPOBOOOpAIEHUsI, B OMHOM CJIydae TOYHAsl TIPUYNHA
CMepTH Hem3BecTHA. B moarpymie 6e3 MUOKapauTa OniH
MaIMeHT yMep BHE3aITHO, OMUMH — OT WH(apKTa MIOKap-
Ia, OOUH — OT MHCY/IbTa. [IByM malMeHTKaM ¢ codeTa-
aueMm 'KMIT 1 HKM (omHa ©607bHAs ¢ MUOKApIUTOM,
BTOpasi — 0e3) ObLIa BHIITOJIHEHA TPAHCIUTAHTALIMST Cep-
ma 1o nmosoxy pedpakreproit CH. [ManmeHTKa ¢ MHO-
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1,0 -
0,8
£ 0,6
§ p=0,01
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Cpok HabsroneHus (Mec.)
—— T'KMII 6e3 muokapaura

—— T'KMII + muokapaut

Puc. 4. Kpueble KannaH-Maiiepa, xapakTepuayoLLyie BbX1BAEMOCTb NaLVEHTOB
¢ FKMI ¢ muokapamTom 1 6e3 MruokapamTa.
Cokpauwenue: 'KMIM — runeptpoduyeckas kapamomuonatus.

KapJIWTOM B TTOCJIEIYIONIEM YMepJia OT TeMOpparuiecko-
rO MHCYJbTa Ha (pOHE TPOMOOILIMTOTICHUY TIOC/Ie TpaHC-
TJTAHTALIMK CepIa.

OTaenbHO HaMU OblTa MPOaHAIM3UPOBaHA MOATPYI-
na ¢ coueranueM 'KMII u HKM. Yacrora Muokapaura
B 9TO# moarpymme cocrasmia 40% (6 U3 15 manyeHToB).

ITauuentsr ¢ couetanuem 'KMII, HKM u muokapau-
Ta OBUIM TsIKeJiee T10 IIEJIOMY PSIIy IapaMeTpOB B COIIO-
ctaBieHuu ¢ nauueHtamu ¢ F'KMII u muokapnutom 6e3
cuaapoma HKM (tab6m. 2).

VY Bcex MalMeHTOB ¢ MHUOKAapIUTOM M COUYeTaHUEM
T'KMIT u HKM npocaexuBanach CBSI3b JEKOMIIEHCALIUN
¢ TIepeHeCceHHOI mH(beKImel, a y 2/3 odparrar Ha ceos
BHUMAaHWE OTSITOIICHHBIA IO KapANOMHUOTIATUSIM CeMeii-
HBIIT aHaMHe3. MyTaluy ObBUTH BBISIBJICHBI Y TIOJIOBHHBI
nanueHToB ¢ couetanueM I'KMII, HKM u muokapauta
(MyBPC3y nBoux, a y OTHOM OOJTbHOM COYeTaHME MyTa-
muu B MyBPC3 ¢ nBymsa mytanusmMu B MYH?7) 1o cpaB-
HeHuio ¢ 20% npu "ynctoit" T'KMII ¢ Muokapaurom
(MyBPC3 onnoro nattmenta u MYH7'y nBoux).

VYV nauunentoB ¢ HKM 3a cueT HEKOMITAaKTHOTO CJI0sI
OB 3HAYMTEIHHO Xy3Ke dXOKapauorpaduieckue mapa-
MeTphI, XapakTepusyoiue JIZK: noctoBepHO OOJIbIINII

T'KMII 6e3 HKM oHa Obli1a yCIenHo moaaBlieHa y Beex

(2KBC) Takke OBLJIO TOCTOBEPHO BHIIIE y ITAIIMCHTOB

Tabnuua 2

Xapaktepuctuku naumentos ¢ FTKMIM n mnokapamuTom B 3aBUCMMOCTM OT Hanuuua unu otcytctens HKM

Mpn3Hak KM + HKM + muokapaunt KMI + muokapamt p

N 6 15 =

CBsiab G MHdexwvedt, % 6(100) 7(467) 0044
MatoreHHble myTaumm, n (%) 3 (50) 3 (20) H/A,
OTAroLLeHHbIi CeMelHbI aHamMHe3, n (%) 4 (66,7) 3(20) _
KIIP JIX (3x0KT), e 5708 48408 002
®B JIX (3x0KT), % 38,3:93 5744153 0008
®B JIK (3x0KT) <45%, n (%) 5(83,3) 3(20) 0018
Muneprpodws MK, n (%) 3(50) 1(67) 0037
Puck BCC, % 647 8,9] 26[20; 45] 0017
3C B GyTKM (MCXOAHO), LT, 4756 [1772; 10000] 548; 305] 0004
X3C B cyTku (neveHme), L. 661 [182; 908] 24,5 [6; 162] 0013
X3C B CyTki (AMHAMMKa), LUT. 1747 [1025; 1747 63,5 [8; 138] 0034
Hanuume XT (ncxopro), n (%) 6(100) 5(333) _
Hanndve XT (annamuka), n (%) 3(50) 0 _
CmepTb, n (%) 3 (50) 4(26,7) H/A,

Cokpawenus: BCC — BHe3anHas cepaedHas cmepTb, XT — xenyaoykosas Taxmkapams, XXOC — xenynoukoas akctpacuctonms, KAP — KOHEeYHbI AMacToNnYeckuii
paamep, JDK — nesbiii xenynouek, MK — npasbiii xenyaouek, PB — dpakums Boibpoca, IxoKI — axokapayorpadus.
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Tabnuua 3

XapakTtepucTtuku naumeHToB ¢ FKMI n muokapguTtom, nony4yasLwumx u He nonyyaswmx UCT muokappuTa

Mpnanak NCT+

N 10

Crapus XCH IIA-1IB [IIA; 11B]
AH®, TUTP 1:80 [HeT; 1:320]
X3C B cyTkm, WT. 1123 [163; 10000]
HasHaueHne ammopapoHa, % 6 (60)

®B JIX ncxogHo (9xoKr), % 41,2+141

DB JIX (9x0KT) <45%, n (%) 7(70)

MX nexopHo (3xoKr), cm 2,9+0,4

KAOP JIX (3xoKT) B nuHamuke, cm 5,7£0,7

KOO JIX (9xoKr) B anHamuke, Mn 137,8+41,4

OB JIX (3x0KT) B ayHamuke, % 39,7+16,2

X (3xoKT) B muHamuke, cM 31+0,4

TP (9x0KT) B AnHamuike, CT. 1[0,5; 1]
CwmepTb, n (%) 4 (40)

NCT- p

iy -

A [1; 1A] 0004
HeT [HeT; 1:40-1:80] _
14[6; 1249] 0027
1(o1) 00
60,5:126 0006
1(o1) 0003
25:03 o7
44014 000
695450 00
64,5:5,0 0,055

23:04 0,056

0 003
2(18,2) 0,268

CokpauweHus: AHO — aHTuHykneapHblin dakTop, XXAC — xenyaoykosas akcTpacuctonus, MCT — nmmMyHocynpeccuBHas Tepanus, KOO — KOHEYHbI AMacToNNYeckuii
06beM, KIIP — KoHeuHbI Anactonuyeckuin pasmep, JIK — neBbii xxenynouek, MK — npasbiii xenynoyek, TP — TpukycnupansHas peryprutauus, B — ppakups Beibpoca,

XCH — xpoHuyeckasn cepaeyHas HegocTaTo4HOCTb, OXoKIm — axokapanorpadus.

3alIMI0O W TIPY OILIEHKE B IMHAMUKe. B moarpymire ¢ coue-
tanueM HKM, T'KMII u Mmuokapaura ymepsa nojoBU-
Ha TIaIleHTOB B CPaBHECHUHM C YETBEPTHIO B TIOATPYIIIIC
¢ 'KMII u MmuokapauTom, OGHAKO M3-3a HEOOJBIIOTO
KOJIMYECTBA HAOTIONCHUIA pa3Inynsl OBUTM CTaTUCTHIC-
CKM HEIOCTOBEPHEI.

MmMmyHocympeccuBHyto Tepanmio (MCT) mumoxap-
nuta nonydanu 10 (47,6%) nauuentos ¢ 'KMIT u muo-
KapouToM. B TTo10BMHE CiTydaeB 3TO OBLT METUIIIPETHM-
30JI0H (cpemHsst mo3a 24 [14; 40] mr/cyT.), B T.4. y 1 ma-
IIMEeHTa B COYETAaHWU ¢ MHUKodeHoslaTa Mo(eTHIOM
(2 T/cyT.); 3 manueHTa MOJyYadd TUAPOKCUXIOPOXUH
(200-400 Mr/cyt.); nBoe — aszatmonpuH 100-200 Mr/CyT.
IMammenTsl, moxyyaBmme MCT MmokapmuTa, OBUIH MC-
XOITHO JOCTOBEPHO TSKeJIee IMPAKTHUIECKHU IO BCEM OC-
HOBHBIM TapaMeTpam (Tabir. 3): y HUX ObLIa BEIIIC UM-
MYHOJIOTHYECKasl aKTUBHOCTh MHOKapAWTa, YTO OTpa-
Kamu oonpinre THTpHl AH®, xynmias cucronmyeckas
¢yukuus JIK, 6onbiiue pa3meps! JIZK 1 Kak cienctsue
oonee Tsaxkenas CH, a takke 6omblee konmuectBo KOC,
B CBSI3M C YeM dYallle TpeOoBaIoCh IMprbderaTh K Ha3HAUe-
HHUIO aMHOZapoHa.

HecMmotpst Ha TO, 9TO manmeHTsl, noaydapmme MCT,
OBUIM TOCTOBEPHO TSDKENIEE IO MCXOOHBIM IapaMeTpaM,
y HUX OTMedeHa TeHmeHuud K cHmkeHnio ®K XCH.
Kpome Toro, ToIpKO B 3TOit MOATPYIIIle OTMEYaIach I0-
CTOBEpHAsT MOJOXUTENIbHASI TMHAMWKA B OTHOIICHUU
cHIDKeHUS KonmmdectBa 2KOC 1Ipn HaOMIOOCHNUM 3a TTa-
nueHTaMu B guHamuke: 1122 [164; 10000] vs 1025 [85;
3138], p=0,043. B rpynme 'KMII ¢ muokapautom, He
mmosrygaBmreit MCT, mocToBepHOM TTOMOXUTEIBHON M1~
HaMUKH 110 KonmdecTBy 2KDC B oTHaJIcHHOMY IIEPHOIE
He mojaydeHo: 14 [6; 1249] vs 55 [3; 930], p=0,18. Ilo
pa3sMepam kamep cepaia u @B JI2K mocroBepHOIt nrHAa-

BBISIBJICHO.

AMHIONI03 ¢ TIOpaKeHHeM cepaua. AMWIONI03 Obul
JUarHOCTUPOBAH y 16 MaLMeHTOB ¢ CUHIPOMOM IIep-
BUYHOI runeprpoduu mMuokapaa (AL-aMuiaoumos:
n=8; TTR-amunounno3 (MyraHTHbli TUI): n=6; TTR-
amMuonno3 6e3 myramuii: n=2). CpegHuii Bo3pacT Ia-
LIMEHTOB cocTtaBwiI 62,81+12,9 net, MyXX4uHb — 62,5%
(n=10). Mopdomornyeckoe MccilegoBaHNEe MHUOKap-
nma Op1o TIpoBeacHO 4 60abHBIM (3 ¢ AL- m 1 ¢ TTR-
aMUJIOUIO30M).

Muoxapaut 66U guarHoctuposaH y 5 (31,3%) na-
OUEeHTOB B 3Toi moarpynme (y 4 maumeHToB ¢ AL-
aMHUJIONIO30M, B T.4. 1 MOp(hoJoTHIecKy BepuPUIINPO-
BaHHBIH (puc. 5), ny 1 manuenrta ¢ TTR-amumonno3om).

VY IMamuMeHTOB ¢ aMUJIOMI030M B COUYETAHMU C MUO-
KapIuTOM dYallle 0TMEYaJ0oCh OCTpOe Havyajao 3abojeBa-
HUSI, Y Bcex OOJIbHBIX, 110 cpaBHeHUIO ¢ 18,2% marmeH-
TOB C aMUJIOMIO30M 0¢3 MUOKApIWUTa, IIPOCICKIBAIACh
YeTKas CBSI3b JCKOMIICHCAIINY WIIN Ie0i0Ta 3200 IeBaHUST
¢ nmepeHeceHHOM uHbekuei, npuiyeM B 60% 3T0 ObI-
J1a HOBas KopoHaBupycHast nHpekus (COVID-19). Ilo
TUTpPaM aHTUKApAWAJbHBIX aHTUTE] JOCTOBEPHOM pas-
HUIIBI MEXITy TTOATPYIIIIAMU C MUOKApIUTOM 1 0e3 MHIO-
KapamTa IOJy9eHO He OBLIO.

Y GOJBHEIX ¢ COYeTaHWEM aMIJIONI03a M MHUOKApIuTa
oOpaiiian Ha ce0st BHUMaHUE JOCTOBEPHO 0oJiee IIMPOKUIA
komrmieke QRS, uTo sgBisteTcs oTpakeHNEM HapyIIeHUA
BHYTPIZKEITYIOUYKOBOM TTpoBogmMocTH. Kpome Toro, y ma-
IUEHTOB ¢ MUOKAPINUTOM JOCTOBEPHO Yallle PETUCTPUPO-
Batachk KT (80,0% vs 18,2%, p=0,036), pacyeTHbIii prUCK
BCC Taxke 6bUT B 2 pa3a BBIIIE B ITOATPYIIIIE C MUOKap-
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Puc. 5. Pesynbtathl 06cnenoBaHns naumerTa L. ¢ coyetaHnem ammnonaosa n MmokapauTa.

Mpumeuanue: A. OnekTpokapanorpamma B nokoe. O6pallaloT Ha cebs BHUMaHNE HU3KWIA BONbTaX B OTBEAEHMSX OT KOHEYHOCTEN, HeA0CTaTOYHOE HapacTaHue 3y6LoB
R B rpyAHbIX OTBEAEHNSX, OTCYTCTBME NPU3HAKOB runepTpodun mmokapaa. b. Oxokapavorpadus. CUMMeTpUYHas runepTpodus Mrokapaa neBoro Xenyaouka, M1oKapa,
HEOHOPOAHbIV MO 3XOMNAOTHOCTU, runepaxoreHHbii. B, T, [ — B GronTatax Muokapaa npucyTcTByioT numdoumtapHas uHdunstpaums (B, okpacka remaTokCUnHom
1 303MHOM), @ TakXe OTNIOXEHNE FOMOreHHbIX KOHTOMUIbHBIX MACcC B CTEHKax COCYA0B U CTpoMarbHbIx centax (I, okpacka KoHro kpacHbIM), KOTOpble AatoT ABOHOE yye-

npesnomeHye ¢ S6104HO-3eNeHbIM OTTEHKOM ([}, MAKPOCKONUS B NONsSprU30BaHHOM cBeTe). LiBeTHoe 13o6paxeHune AOCTYMHO B 3NEKTPOHHOM BEPCUM XypHana.

p=0,036

0,2

0,0

OTCyTCTBHYE XKETYI0YKOBOM TaXUKAPIUU

0,00 50,00 100,00 150,00

Cpok HabmoneHus (mec.)

200,00 250,00

—— Awmunounno3 6e3 MuoOKapauTa
—— Amuiouno3 + MUOKapIuT

Puc. 6. Kpusble KannaH-Maiiepa, xapaktepumaytoLime nepuoa, cBoboaHblin ot XT,
y NauMeHTOB C aM1Iona030M CepaLa C M1oKapamMToMm 1 6e3 muokapanTa.

IIATOM, XOTSI Pa3JIMUMUSI TI0 STOMY ITapaMeTpy He TOCTUTAIN

CTATUCTUYECKU 3HAYMMOI TOCTOBEpHOCTH (puc. 6).
JlocToBepHBIX pasnmuuuit mo DxoKI mapamerpam

TaKke He OTMEUEHO, YTO, BEPOSITHO, CBSI3aHO C MaJIbIM

00beMOM BbIOOpKU. TeM He MeHee ClielyeT OTMETUTh,
YTO B MOATPYIIIIE ¢ MUOKAPOAUTOM OTMedaiach TeHIICH-
usl K auaaTtauuu rnpaBbix otaenoB u JIZK. Bmecte ¢ Tem
cragust 1 @K CH ObLIH BBIIIE Y TTAIIMEHTOB ¢ aMUJIOM-
JI030M cepalia 6e3 MUOKapanuTa.

ITockoMBKY OGONBITMHCTBO CITy4aeB MUOKApPAWUTA OT-
MeJaJioch Y MalueHToB ¢ AL-aMmIonmo3oM, MBI CpaB-
HUJIU MEXITY cO00ii 001bHBIX ¢ AL-aMUI0MI030M C MUO-
KapouToM u 6e3 muokapauTa (ta6a. 4). I[lammeHTOB
¢ MUOKApIUTOM OTJINYaJ JOCTOBEPHO OoJjiee ITUPOKUIA
komrmieke QRS, vy Bcex Ha DKI mpucyTcTBOBaIN KOMII-
nmekchl QS u peructpuponanach KT mpu cyTouHOM MO-
autopunre DKI. IIpn aTOM JIeTabHOCTL BHE 3aBUCHU-
MOCTH OT MUOKapJnTa Obljla BBICOKOI M cocTtaBuia 75%
B 00eMX ITOATPYIITIAX.

Bce manyeHThI ¢ couyeTaHeM aMIJIONI03a U MUOKap-
nuta noxydanu MCT. bonpHoMy ¢ TTR-ammmonmoszom
6bp11a HasHadyeHa MsaTKag MCT rmapoKCcUXiaopoXuHOM
200 mr/cyT. Jleduenme mamneHTOB ¢ AL-amMmIongo3zom
OBLIO arpeccuBHEe: OMHA MAIlMEHTKA ToayJansa METHII-
MPEeIHU300H 16 MI/CYT. C MOCAEAYIOIIUM CHUKEHUEM
IIO3BI IO 4 MT/CyT., a 3aTeM IIePEXOIOM Ha TUAPOKCHUXIIO-
poxuH 200 Mr/cyT., a ToToM Ha azatuonpuH 100 mMr/cyT.,
OCTaJIbHBIC TPOE ITOJIyJald 3TUOTPOITHOE JeueHne AL-
aMUJIONI03a, KOTOPOE BKITIOUAJIO B cebs1 JeKcaMeTa30H,
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MWOKAPOUT, SHAOKAPANT 1 KAPOAMOMMOMATNN

mukirodochamun n 6opre3oMud. B pesynbrare JTedcHMS
MHOKapINTa YIAJIOCh TOOMUTHCS HEKOTOPOI CTaOMIIM3a-
IIUM COCTOSHHS MammeHToB. He oTMedeHO mocToBep-
HoOM oTrpunatenbHoil nuHamuku HU 1o DK XCH, Hu
mo DxoKI'-mmapameTpaM, 3a MCKIIOUCHUEM TCHICHIINU
K HapacTaHUIO CUCTOJIMYECKOTO IaBJIEHUS B JETOYHOM
aprepuu. [lomoxurenpbHass TMHAMUKA OTMEUCHA U B OT-
HOIIIEHUM KCJIYIOUYKOBEIX HAPYIICHUN PUTMA, XOTSI pa3-
JINYUS M3-3a MaJIOTO KOJIWYeCTBAa HAOIIONCHUS CTAaTH-
CTUYECKU HE TOCTOBEPHBI.

YacToTa JeTabHBIX MCXOIOB ObUIA BHIIIC Y MAllMCH-
TOB C COYETAaHMEM aMWIONA03a U Muokapautom (60% vs
45,5%). B moarpyiire ¢ MUOKapAUTOM 2 MaLKeHTa yMep-
mm ot mporpeccupytomeit CH, a 1 — BHe3amHo. B mmon-
rpymie 6e3 Muokapaurta aekomieHcanmsas XCH crana
MIPUINHON CMEePTH B 4 CiIyJasix, a OIMH OOJIBHOI yMep
BHE3aITHO.

bosiesnu Hakomienusi. B Hameit BbIOOpKe MpUCYT-
crByeT 10 mamueHTOB ¢ OOJIE3HIMU HAKOIUICHUSIMU:
4 cmyyas 0osnesnu JlaHoHa, 4 — 6ome3nn Padbpu u erre
2 TmanyeHTa ¢ 00JIe3HSIMN HAKOIUICHUsI, TOYHYIO TIPUPO-
Iy KOTOPBIX YCTAHOBUTH HEe yoanock. Mopdororndeckoe
HCClIeI0OBaHNEe MUOKapaa ObLIO BBIIOIHEHO 4 MalleH-
TaM B BTOM TpyIIIIeE.

YacToTa COIyTCTBYIOIIETO MUOKApAWUTa B HaHHON
rpymmne coctaBuia 30%: MUOKApOUT ObUT AMATHOCTUPO-
BaH y 2 MAlIMEHTOB ¢ 6ose3HbI0 Mabpy 1 y 1 manmeHTKA
¢ 6ose3Hbpio JlaHOHA (B TTOCIEOTHEM ClTydyae MUOKApIUT
BepuduUIIpoBaH MOPGhOIOTUUECKH, pUC. 7).

Y manmMeHTOB ¢ MHUOKApAUTOM OTMEYajoCh 3HAUM-
TeabHOE moBhIeHNe TUTpa AH®, 9TO0 acconmmmupoBaHO
C BBICOKOIT MMMYHOJIOTUYECKON aKTMBHOCTHIO COITYT-
cTByIomero Mmuokapauta (tab6i. 5). [Ipu DxoKI B 3ol
TIOATPYIIIe oOpalnaao Ha ceOs BHUMaHUE OTCYTCTBHE
3HaunMoit runepTpoduu 12K, 9To MOXET SIBIATHCS OT-
paxeHneM Toro ¢axkTa, 4To, Kak u B rpymnie 'KMII,
MIPUINHON JeKOMITEHCAIIMM CTajl MMEHHO MHOKap-
INT, a HE TIPOTPECCUPOBAHNEe OCHOBHOIO 3a00JICBaHUS.
Ocranbabie Dx0KI-mapaMeTpsl JOCTOBEPHO HE OTIMYA-
JINCh, paBHO KaK M BHIPAXKCHHOCTh KIMHUICCKUX TIPO-
spneaniit CH. He otMeueHO HETaTUBHOTO BIMSTHUS MUO-
KapauTa TIpu 00JIe3HSIX HAKOIUICHUS Ha XeJTyIOUYKOBEIC
apUTMUU, HATIPOTUB, B MOATPYIIie 6€3 MUOKApAUTa ObLT
Beiie puck BCC, gaie BBITIOJTHSUIACH MMITJIAHTAIINS
UK/ ny?2wn3 3 maunenton ¢ MK]I B mepron HabmoneHUs
ObLIM OTMEUYEHHBI aJieKBaTHBIE cpabaThiBaHus. B o0eux
TIOATPYIIIIaX YMEPJIO MO OTHOMY MAIIMEHTY (B IMOATPYII-
I ¢ MIOKAPIUTOM OT MHCY/IbTA, B TIOATPYIIIE 6€3 MHO-
KapauTa TMIpUINHA CMEPTH OOJIBHOTO IOIOMIMHHO HeE
n3BectHa). OmHON MalMeHTKe ¢ Ooye3HbIo JlaHoHA 6e3
COITYTCTBYIOIIIETO MUOKApANTa ObUIA BBHITIOJIHEHA TPaHC-
IUTAHTALMS CepIlia B CBSI3M ¢ TIporpeccupytomieit CH.

Ilopaxkenue cepama B pamMKax HeiipoOMbIIIEYHbIX 3a-
OoJieBaHuUil. Y 3 IAalIMEHTOB B XolIe 00CeNOBaHUs ObUIU
BBISIBJICHBI HEMPOMBIIIICYHEIC 3a00JIeBaHMST: OMWH CITydJaid
TeHeTUYeCKN BepudumupoBaHHoit atakcuu Opunpeiixa

Ta6nuua 4
XapakTepucTuKu NauneHToB ¢ aMuiIoMa030M
C nopaxeHuem cepaLa B 3aBUCUMOCTHU
OT HaNM4Ms UK OTCYTCTBMS MUOKapAUTa

MpuaHak Ectb Mnokapaut  Het mmokapguta  p

N (%) 5 11 -
Bospacrt, net 62,4+12 62,9+13,8 0,827
OcTpoe Hayano, n (%) 4 (80) 2(18,2) 0,063
CB$I3b C MHbekumen, n (%) 5(100) 2(18,2)

COVID-19 & aHamHese, n (%) 3 (60) 1(91) 0,25
Komnnexc QRS, mc 120[100;130]  90[80;103] 10029
®B JIX (3x0KT), % 54,4+20,8 50+10,2 0,61
MXXT (3xoKT), Mu 15 [13; 15,5] 15[12; 17] 0913
KIP JIX (3x0KT), M 49408 45407 0,569
KAO JTX (3xoKT), mn 98,5+35 76,7+23,8 0,296
X (3xoKT), cm 3,407 2,8+0,6 0,089
M (3xKT), M 82,4+105 86,4+25,3 0,865
NN (3xoKr), mn 80,2£275 7464283 0,308
COJIA (9x0KT), MM pT.CT. 30,8+9,7 42+10,6 0,073
Cramus XCH 11A [1IA; IIE] II6 [IIB; IIE] 10037
®K XCH (NYHA) 22, 2-3] 313 3] 10082
Hanmve XT, % 4(80) 2(18,2) 10,036
Pyck BCC, % 265(1,33;311]  132[117: 185] 02394
CmepTs, n (%) 3(60) 5 (45,5) 05

Cokpauuenus: BCC — BHe3anHasa cepaeyHas cmepTb, XT — XenynoykoBas Taxu-
kapavs, KOO — KoHeuHbI anactonunyeckuii o6bem, KAP — KoHeuHbIl auactonuye-
ckuii pasmep, JK — nesbii xenyaouyek, JIN — nesoe npeacepave, MXIN — mexoke-
NynoyKoBas neperopoaka, MX — npasbii xenyanouek, MM — npasoe npeacepave,
CIOJIA — cvcTonuyeckoe AaBneHue B nieroyHol aptepumn, @B — dpakums Boibpoca,
®K — dyHKUMOHaNbHBIV knace, XCH — XpoHnyeckas cepaeyHas He0CTaTo4HOCTb,
AxoKI™ — axokapanorpadus, COVID-19 — HoBas KOPOHABMPYCHAs NHBEKLMS.

Puc. 7. Peaynbtathl 6roncum muokapaa nauneHtku K. ¢ 6oneaHbto JaHoHa v Myo-
KapauTOM.

Mpumeyanue: A. Okpacka remaToKCUINHOM v 3031HOM. KapanommnoumnTsl Hepas-
HOMEpHO r1nepTpodupoBaHsl ¢ Gokycamy nuanca LMTonnasmsl v nmsuca spep
B OTAE/bHbIX KNeTKax, MHTEPCTULMIA HepaBHOMEPHO pacLUMpeH, HabyxLuwnii, copep-
XUT NMMO-TUCTMOLMTAPHbIE 3neMeHThl (6onee 14 numeoounToB Npy 6obLOM
yBennyeHuu). B. Okpacka TpUxpomMoM no MaccoHy. BbipaxeHHblii nepumyckynsip-
HbI CKNEpo3 1 cknepo3 cTeHok kanunnsapos. B. PAS peakuus. Ouarosble ckon-
NeHns rvkoreHa B uuTonnasame kapayomuountos. . IMMyHOrncToxumnyeckoe
nccneposarue (CD45+: 27 kneTok Ha 1 MMm2).
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Tabnuua 5
XapaKTepucTUKM NauueHToB ¢ 60s1e3HIMMU
HakKomnjeHud B 3aBUCUMOCTU OT HaANN4Ynd
WNnun OTCYTCTBUSA MUOKapaAuTa

Mpn3Hak
N (%)

EcTb Mnokapaut
3

Het mvokapauta p
7

MaToreHHas mytauusi, n (%) 3 (100) 4(571) H/A,
AH®, TuTp 1160 [1:40; 1:160]  Her [ver; 1:40]  0J0420
DB JIX (3xoKT), % 62+15,4 60,6+9,3 H/A,
KJIP JIX (3x0KT), cm 5,0£0,3 47+0,6 /A
KP X (3x0KT), cm 310,8 3+0,2 H/D,
Muneptpodusi MK, n (%) 0 5(714) 0,048
JIN (3xoKT), mn 80,5 [76; 80,5] 138 [67; 260] H/A,
M (3xoKr), mn 675 [50; 67,5] 91 [43; 175] H/A,
Hannune XT, n (%) 1(33,3) 4(571) H/A
Puck BCC, % 441 [4,41; 4,41] 1271522621  H/a
Wmnnautaums UK, n (%) 0 3 (42,9) H/A,
ApnekBatHble cpabatbiBaHns 0 2/3 H/A
K4

Crapus XCH A TI; 11A] A I-11A; 11B] H/A,
®K XCH (NYHA) 2[1;3] 2,5[2; 3] H/n
CmepTb, n (%) 1(33,.3) 1(14,3) H/A

CokpalueHusa: AHO — aHTuHykneapHblii dakTop, BCC — BHe3anHas cepaeyHas
cmepTb, XT — xenygoukosas Taxvikapamus, K — umnnanTupyemsiin kapavosep-
Tep-nedubpunnatop, KAP — KOHeuHbI auactonuyeckuii paamep, JIK — nesbiii
xenypouek, JINM — nesoe npeacepame, MX — npasbli xenyaoyek, MM — npasoe
npeacepane, ®B — dpakuyms Boidpoca, PK — dyHKUMOHaNbHBIA knacc, XCH —
XPOHUYECKas CepAeyHas Hef0CTaTouHOCTb, IxoKIm — axokapauorpadus.

C TIOpaxXXeHUeM ceplla, OAWH cllydyail MuomnaTuu, oby-
CJIOBJIEHHOM MyTaumeit B rene ANOJS, Kotopast 0ObICHSI-
€T KaK HEBPOJIOTHIECKYIO CUMIITOMATHKY, TaK 1 M3MEHE-
HuA co cTopoHsl cepana (ITIK mo 14 MM, huOpMIIISIINST
npencepnuii, CH), a Takke omguH IManmeHT ¢ Heaud-
depeHIMPOBAaHHBIM HEHPOMBIIIICYHBIM 3a00JIEBaHNCM
(TIpocnexknBaeTCsl CeMEWHBIN XapaKTep 3a00JieBaHUS,
OHAKO B CapKOMEpHOIt nmaHenu u B reHe 7TR myranuii
He oOHapyXeHo, rponorkaerca JJHK-guaraoctika).

Muokapaut Obl1 OOHApyXKeH Y OAHOro malueHTa
B JaHHOM rpymme. DTo 6oibHOM ¢ ANOS-accoummpo-
BaHHOUW MwuomnaTueii. 3abojeBaHUE OEOIOTUPOBATIO
B Bo3pacte 50 yeT ¢ MUHUMANBHBIX TIposBiaeHuii CH,
IMO3aHEe TMOSIBUINCH HAPYIICHWST pUTMa M HEBPOJIOTH-
yecKasi CUMIITOMaTHKa (c1aboCTh B TUCTAIBHBIX TPYII-
IMax MBI, HapylIIeHUEe MEJIKOil MOTOPHUKHU IIaJIbIICB
PYK, TOBBIIICHUE KpeaTUH(POCHOKMNHA3H, TUITUIHBIC
IJTIST TIEPBUYHOM MUOMNATHU M3MEHCHUS TIPU OMOIICUM
MBIIIIE TOJICHW), OMHAKO 3HAUYMTEIBHOC YXYAIICHME
COCTOSIHUS CBSI3aHO ¢ nepeHeceHHoi COVID-19, 4gTo,
B COBOKYITHOCTH CO 3HAYUTEIHbHBIM ITOBBIIIICHUEM THT-
POB aHTHKapOWAIbHBIX aHTUTE, ITOBBIIIICHUEM YPOBHS
TpOINOHUHA U U3MeHeHusMu Ha MPT (kapTuHa Muo-
MIepPUKapINUTA), TTO3BOJIMUIO TOBOPUTH O TTOCTKOBUIHOM
MHUOKapanuTe, GPOHOM IJII KOTOPOTO CTaJl TeHETHIECKU
HEITOJTHOLICHHBIIT MUOKapI.

Tuneprpodus Muokapaa ¢ pPecTPUKTUBHBIM (DEHOTH-
nmoM. Y 2 MallMeHTOB TUIEPTPodUsI MHOKapaa codeTa-
JIach C SIPKO BBIPAKCHHBIMU PECTPUKTUBHBIMU M3MEHE-
HUSIMH 110 TaHHBIM DX0KI, B CBSI3M ¢ YeM 3TU ITallMeHTHI
ObUIM BbIIEJIEHBI B OTAEAbHYIO rpyIiny. B o6oux ciayyasx
COCTOSTHVE OBIIO pacIeHEeHO KaK CMEIIaHHbIN (PeHOTHIT:
TepBUYHAS pecTpuKTUBHAsS KapauomuomnaTtus (PKMIT)
u 'KMII, B T.u. y onHOro nanueHTa O6bU1a BhISIBJIEHA Xa-
paktepHag m1sg PKMIT myraums B rene DES. JJaHHBIX 3a
COMYTCTBYIOIIUN MUOKAPIUT HE TOJYYEHO HU B OJHOM
3 3TUX cIy4aeB (B T.4. MO0 JaHHBIM DMDb y omHoro m3
MaueHTOoB).

Cungpom LEOPARD. Haxkonen, y omHOTO OOJIBHO-
ro OBLIO TMAaTHOCTUPOBAHO 3a0oJieBaHWE M3 TPYIIIIHI
PAComnatuit (3aboneBaHMit, 00YCIOBICHHBIX MYTaIlUsI-
MU B TeHaX, KOAUPYIOIINX KOMITIOHEHTH U PETYIISITOPEI
RAS/MAPC-curnanasHoro nytu). B aty rpymiry, momm-
Mo cuHapoma LEOPARD, koTopblit ObIT TMAaTHOCTHUPO-
BaH y Hallero nauuMeHTa, BXoasaT cuHapoMbl Kocresio,
Hynan, Jlernyca, kapnuodauuoKOXHBI CUHAPOM,
a TakxXKe CUHIPOMBI KalnWJUISIPHOI U apTepUOBEHO3HOMN
manabdopmannu [11]. ¥V manuenta npu DxoKI otme-
YaJnch MPU3HAKM, XapaKTepHBIC ST 0OCTPYKTUBHOM
I'KMII, ObUIM qMarHOCTUPOBAHBI UHTEPMUTTUPYIOLINI
denomen Bonbda-ITapknHcoHa-YaiitTa 1 akcoHanbHas
MOTOPHO-CEHCOPHAasI MTOIMHEUPOTATHS C TIPOSBICHMSI-
MU TIepudeprnIecKoil BeTeTaTUBHOIT HEIOCTATOYHOCTH,
KpoMe TOoro, oOpaiiaiu Ha ce0sl BHUMaHHUE OCOOEHHO-
CTH CTPOCHMUS JIUIEBOTO OTAeNa Yepera. brum mckimo-
YeHBI aMWJIONUIO3 M 00Je3HU HakKomeHwus. [lammeHT
TIPOKOHCYIBTUPOBAH TEHETUKOM: 3aII0M03PEH CUHIPOM
LEOPARD. Ilpu JHK-gnarnoctuke obHapyXeHa Xa-
pakTepHas IJis JaHHOro (peHOTUIa MyTalus B T'eHe
PTPN11. TIpu3HakoB MUOKapAWUTa Y JTaHHOTO OOJIBLHOTO
BBISIBJICHO HE OBLIO.

TakuM 06pa3zom, MUOKApAUT ObUT BBISIBJIEH Y Tpe-
TH TTaIIMEHTOB C CUHAPOMOM THUIIEPTPO(GHUN MHOKapa.
OtnenpHo B rpynmax 'KMII, amuiiongo3a ¢ mopaske-
HUEM ceprna, 00Je3Hell HaKOIUICHUSI U HEMpOMBIIIeY -
HBIX 3a00JIeBaHUIT MMUOKapIUT IIPUCYTCTBOBAJ TaKXKe
TIIPUMEPHO Y TPETH MaMeHTOB. Ero wacToTa ObLIa BBHI-
e B noarpymmnax I'KMII B couetanun ¢ HKM (40%),
AL-amunounosa (50%) u 6osnesnu ®adpu (50%). Y na-
mueHToB ¢ PKMII u cunagpomom LEOPARD moka He
3a(pUKCUPOBAHO CITyYaeB COITYTCTBYIOIIEIO MHUOKapINUTa

(puc. 8).

OOGcyxaeHue

B rpynne 'KMII B Hamieit Koropre MUOKApAUT OBbLIT
OOHapyxXeH y TPETU MAUEHTOB. DTHUX IMAllMEHTOB OT-
JIMYanu OT MauueHToB ¢ u3ojupoBaHHoil [ KMII cBs3b
IEeKOMIICHCAIINK C TIepeHEeCeHHOW MHMEeKIne u mo-
BBHIIIICHWE TUTPOB aHTUTEI K aHTUTeHAM KapIUOMMUO-
LUTOB, YTO, BEPOSITHO, OOYCIOBICHO OOJBIION Maccoif
MHUOKapIa, KOTopast SIBJISIETCSI MUIICHBIO TSI ayTOWUM-
MYHHOIi arpeccuu. ¥ nauueHToB ¢ coyetaHueM ['KMII
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I'KMII AMuiounnos bonesnu HakorieHus1  HeiipombleaHbie T'KMII + PKMIT LEOPARD
3a00J1eBaHUsI
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I'KMIT + HKM AL-amuonnos Bonesur ®abpu Bonesns lanona

. Muokapout
M Her MHUOKapINUTa

Puc. 8. YacToTta MrokapamTa npu pasnuyHbIX NpUYHax CMHAPOMa runepTpodumn Mmokapaa.
Cokpauwenus: 'KMIM — runeptpoduyeckas kapamomuonatus, HKM — HekomnakTHbIN muokapg, PKMIT — pecTpukTvBHAsS KapanoMmonaTus.

¥ MMOKapauTa yaile HaOmoaanach runeprpodus 12K,
YTO MOXKET OBITh OTpakeHWeM 0o0Jjice MaTOTeHHOI TeHe-
THIeCcKoit ocHOBHI. [1aToreHHBIC MyTalIMU I ICTBUTEITb-
HO 4YaIll¢ BCTPEYAJINCh B MOATPYIIIC ¢ MUOKAPINUTOM,
XOTSI pa3IN4UsI IO 3TOMY ITapaMeTpy WM HE HOCTUTAIOT
CTaTUCTUICCKOTO YPOBHS ITOCTOBEPHOCTH (TIOCIIEeTHEE,
CKOpee BCEero, CBSI3aHO C OTHOCUTEILHO HEOOJBIITNM
pa3MepoM aHaJIM3MPYEeMEBIX MOATpYyIT). BmecTe ¢ TeM
TomuHa Muokapaa JIK B monrpyrme ¢ MUOKapaIuTOM
ObLTa JOCTOBEPHO MEHBIIE U Y 3TUX MAIUCHTOB TOCTO-
BEpPHO peke BCTpedaiach (pUOPMILISAIINS TIpeacepanid,
HO Y HUX JOCTOBEPHO Yallle oTMevaaoch cHmkeHne @B
JI2K <45%, a ®K CH 6bu1 Bblle. DTO yKa3bIBA€T Ha TO,
YTO TIPUYMHON MTEKOMIICHCAIIUK Y 3TUX MALIMCHTOB SIB-
JISIeTCSl UMEHHO TIPUCOCIUHUBINHNIICS MUOKAPIUT, a HE
IIPOTPEeCCUPOBAHNE OCHOBHOTO 3abojeBaHms. [10 BBI-
PakeHHOCTHU XKEJIYIOYKOBBIX HAapyIICHUI pUTMa, pac-
yeTHOMY prcKy BCC 1 mMoTpeOHOCTH B MMILIAHTAIINU
WK paznuuuii mexay noarpynnamu 'KMIT ¢ muo-
KapauToM M 0e3 MHOKapanuTa He OBLIO, OMHAKO CMEPT-
HOCTb B MOATPYIIE C MUOKAPAUTOM OblIa BbILIE OoJiee
yeM B 3 pasa, 4TO MOmUYEepPKUBACT BKJIAIL MHUOKapIWTA
B HEOJIATOIIPUSATHBINA MCXOI.

OnHO# 13 HEMHOTHX paboT, Tme aKTUBHO O0OCYyXKIa-
etcs poiab muokapauta npu 'KMII, gaBasercsa uccie-
IIOBaHME, OMyOJIMKOBAHHOE TPYIIIION MTATbIHCKUX yde-
HbIX 1of pykoBoacTBoM A. Frustaci [6]. B uccienoBanue
ponwio 119 mammentoB ¢ T'KMII, 77 3 KOTOPBIX OBLIN
KIMHUYECKU CTAOMIIBHBI, a 42 HAXOOWINCh B COCTOSTHUN
IEKOMIICHCAIINH, 00YCIIOBIIEHHO! TIPOrpecCUpOBaHUEM
cumritoMoB XCH (n=20) wim arpecCUBHBIMU KETYI09-
KOBBIMH apuTMusiMu (n=22). Bcem mammeHTaM OFBITa

BBIMIOJIHEHA DMDbB, 110 pesynbrataM KOTOpOit HA Y OTHO-
IO KIIMHUYECKH CTAOMIBHOTO OOJIEHOTO ITPU3HAKOB MUO-
KapauTa oOHapy:KeHO He OBLIO, B TO BpeMs KakK B TPyII-
e C IeKOMIICHCAIMEH COMYTCTBYIOIIMIT MUOKAPIUT OBLIT
BBISIBJICH Y 2/3 manmeHToB. TakuM 00pa3oM, cymMMapHast
pacpoOCTPaHEHHOCTh MUOKApPAUTA B TAHHOW BBIOOPKE
cocraBuia 23,5%. B kauecTBe IpYIIIbI KOHTPOJISI ObUIM
0TOOpAaHBI OOJIBHBIC C MUTPATBHBIM CTEHO30M, KOTOPEIM
MIPOBOIMIACH MHTPAOTICPAIIMOHHAS OMOTIICHST MIOKapaa
BO BpeMsI IIPOTE3MPOBAHUS MUTPAJIBHOTO KJlallaHa, I10
TAHHBIM KOTOPOi1 TTpU3HAKN MHOKapIUTa OTCYTCTBOBA-
JIX y BCEX TMAIIMEHTOB. Pe3yIbTaThl 3TOr0 MCCIICIOBAHUS
BBI3BAJIM OTKJIMK B TIPO(eCCHOHATBLHOM cpene, U Apyrast
rpymnna cneuuanuctoB B oonactu 'KMII Beipasuia co-
MHEHHE OTHOCUTEIHHO CTOJIb OOJIBIIION JOJIM TAIIEHTOB
C IeKOMIICHCAIINeil, B CBA3M C YeM OHU CTaBSIT ITOI CO-
MHEHHE PEIPe3eHTATUBHOCTh BEIOOPKU U KaK CIICICTBUC
BBICOKYIO yacTtoTy Muokapauta npu 'KMIT [7].

B Hamreit pabore pacmpocTpaHEHHOCTb MHUOKap-
IUTa TOJyYIIach HECKOJBKO BBIIIEC, YeM IO TaHHBIM
A. Frustaci [6]. DTo cBsI3aHO ¢ TeM, YTO TMAIMEHTHI TO-
CIIATATU3UPOBATINCH B CTAIIMOHAD IIPEUMYIIECTBEHHO
110 TIOBOMY YXYIOIICHUSI COCTOSIHMSI, TIO3TOMY IOJIS TTa-
OUEHTOB C IeKOMIICHCAIIMEH B Hallleil KOoropTe OBIIa
BBIIIIE. B 1eToM HaIM JaHHBIE COITIACYIOTCS C TeM, 4TO
MUOKAPIUT SIBJISCTCS OTHOM M3 BaXKHBIX IIPUINH ICKOM-
neHcauuu y namueHto ¢ 'KMII Hapsiny ¢ nporpeccu-
pOBaHKEM OCHOBHOTO 3a00JICBaHMSI.

Ilpu aHanu3e OTAENBLHOU TMOATPYMIIbI MAallMEHTOB
¢ couetanueM I'KMII, muokapauta u HKM, B como-
craBiieHuu ¢ mauueHtamu ¢ ['KMII u muokapaurom 6e3
HKM MBI IpoaeMOHCTPUPOBAINU 3HAUYUTENbHBINA BKJIa

17



Poccuiickuii kapamonoruyeckuii xypHan 2023; 28 (11)

HEKOMITAaKTHOTO CJIOST B KITMHUIECKYIO KapTUHY OOJIC3HU.
Yacrora MMoOKapauTa y mauueHToB ¢ codetaHuemM HKM
1 TKMIT cocrasuna 40%. Y MOJIOBUHBI MALIMEHTOB OBI-
I 0OHApYyXKeHBI aTOreHHBbIe MyTanmuu. [ToMuMo TorO,
yto y nauueHToB ¢ HKM Obuin oxxumaemMo JOCTOBEPHO
XyXe MmapaMeTphl, Xapaktepusytomue JIZ2K, y 1o1oBUHBI
00JBbHBIX OTMeuasachk rurieptpodus 12K, uyto, BeposiTHO,
CBSI3aHO C TIPOSIBIICHUEM OCOOCHHOCTE MyTaluii B TCHE
MyBPC3, TIpUBeIIINX K KOMOMHUPOBAHHOMY (DEHOTHUITY.
Kpome Toro, 3Trx OOJBHBIX HA BCEX dTaIlaX HAOMIOOCHUS
OTJIMYAJIN arpPeCCUBHBIC JKeJTyTOYKOBBIC HAPYIIICHUS PUT-
Ma M Kak CJIeCTBUE JOCTOBEPHO 0OoJiee BBICOKUIA pac-
yeTHBI prck BCC, a Takke mpaKTUUIeCKU BIBOE Oolee
BbICOKast cMepTHOCTh (50% vs 26,7%). Panee Hamu GbLIO
nokaszaHo aHajornyHoe BausHue HKM Ha kiuHuue-
CKYI0 KapTHHY ¥ IIPOTHO3 Y ITaIlMEHTOB C apUTMOTCHHOM
kapauomuonatueit I12K: y narmmenroB ¢ HKM, no cpas-
HEHMIO ¢ OOJBHBIMU C M30JIMPOBAHHOM apUTMOTCHHOM
KapIXOMMOTIaTHEel, HAOIIOIAINCh N3MEHEHMS HEe TOJIBKO
CO CTOPOHBI TIPABBIX, HO W CO CTOPOHEI JIEBBIX OTIEJIOB,
X OTIMYAIM Ype3MEPHO arpeCCMBHBIC M PE3MCTCHTHBIC
K aHTHAPUTMUYCCKON Teparmy KeJIyIOUYKOBBIC HapyIIe-
HUS puT™Ma 1 BeIcokUii puck BCC, a yacToTa COITyTCTBYIO-
IIeT0 MUOKApAWTA B BTOM TPYIIIe MalleHTOB COCTaBMIa
88,9% [12]. Obparuaer Ha cebst BHUMaHUE TOT (haKT, YTO
y Bcex nanueHToB ¢ couetanuem ' KMIT u HKM u nono-
KUTCIbHBIMU pesynbratamMu JIHK-mmaraoctnku, Hesa-
BUCHMO OT HAJIMUMS WJIA OTCYTCTBUSI MMOKApANTA, OBLIN
00OHapyXeHbI MyTallid UMeHHO B TeHe MyBPC3, 9To maet
OCHOBaHMeE IyMaTh O €ro 3TUOJIOTUYECKOI POJIY B pa3BU-
TUY JAHHOTO KOMOMHMPOBAHHOTO (peHOoTHITa. TakKiM 00-
pa3oM, Hanmuue HeKommakTHoro ciost mpu 'KMII tpe-
OyeT 00s13aTeIPHOTO MCKITIOUCHNUST MUOKApAUTa U 0CO00
TIIATEIFHOTO TTOAX0Ma K Ha3HAUCHUIO aHTUAPUTMUIIC-
CKOM Teparmy 1 TakThke TpodumnakTuku BCC.

Ha ceromasmramit 1eHs B IUTEpaType MOTHOCTRIO OT-
CYTCTBYIOT JTaHHBIC O PE3YJBTaTax JICUCHUSI COIMYTCTBY-
ouero muokapauTa y nmaumeHToB ¢ TKMII. B nameit
koropte nauneHToB MCT mosydano 9yTh MEHBIIE TTOJI0-
BUHBI TalieHToB ¢ coyetaHruem I'KMII u Muokapaura.
DTN TMaIeHTHI OBLIN CYIIECTBEHHO TSDKENIee TeX, KTO He
mosrygan MCT, mo BceM mapameTpam, 4TO 3aTPYIHSICT
oneHkKy addektuBHoctn MCT y 3TOi1 KaTeropun mna-
mueHToB. TeM He MeHee, Jaxke HECMOTpPSI Ha 3TO orpa-
HUYeHUE, TIPA OICHKE MAllMEHTOB B TUHAMUKE TOJIBKO
y 601bHBIX, TTonydaBmnx MCT, oTMeueHO TOCTOBEpHOE
yIydIIeHWe B OTHOIICHUM BBIPAXEHHOCTH KEIYI0U-
KoBBIX Hapymenuii purma. @B JIXK n pasmepnl kKamep
cepmua y maumeHToB, mmoiaydaBmux MCT, HecMoTps Ha
HMCXOMHYIO TSZKECTh COCTOSTHUSI, OCTABAIMCh CTAOMIIBHBI-
MU, a YPOBEHb CMEPTHOCTHU B IONATPYIIIAX JOCTOBEPHO
He oTmyancs. KocBeHHO MOXHO pacIlleHUTh OTCYTCTBHUE
OTPUILIATEILHON TMHAMWKN UMEHHO KaK pe3yJIbTaT Jieue-
HUS COITYTCTBYIOIIETO MUOKAPINTA.

Bropoii mo wacToTe MpUYMHOIT CMHIpPOMA THUIIEP-
Tpouu MUoKapaa B Hallleii BHIOOPKE CTajl aMUJIOUA03

¢ nmopaxenuem cepaua. CoorHomenue AL- u TTR-
aMUJIOMI03a COCTaBWIO 1:1, XOTSI IO JAaHHBIM JIMTEpa-
TYpBl CaMBIM YacTHIM BapMaHTOM aMWJIOWOO03a C IIO-
paxkeHueM cepaua spisercss AL-amMuiaounao3 U Ha €ro
010 Tpuxoautcs nopsinka 67% [13]. Tem He MeHee
pa3Mep 3TOM TOATPYMIITEI OTHOCUTEIHHO HEOOIBIION
(n=16), 4TO BHOJHE OOBSICHSIET TaKOe CMEIICHHUE.
Muokapaut BbisiBIeH, Kak 1 nipu 'KMII, npubansu-
TEJIbHO B TpeTu ciaydacB. OOpaimaeTr Ha ceOsT BHUMAaHUE
TOT aKT, YTO MUOKAPAUT ObUT OOHApYyXeH y 4 mamnu-
eHToB ¢ AL-amminounmo3omM u aumb 1 6omsHOTO ¢ TTR-
aMIJIONIIO30M. DTO MOXKET OBITh CBSI3aHO C TEM, UTO TP
AL-amMmionao3e TOMOTHUTEIBHBIN BKJIal B pa3BUTHC
MHOKapONUTa BHOCUT TIPSIMOE TOKCHUECKOE BO3ICICTBUE
JIETKUX IIeTIel Ha MMOKapI, YTO IMPUBOINUT K Pa3BUTHUIO
BTOpUYHOTO BocnaneHus [14]. Ecav oTnebHO OLIEHUTH
YacTOTy MHOKapauTa B Tonrpyiie ¢ AL-aMumonmo3oM,
TO B Halueil BeIOOpKe oHa cocTaBuT 50%. Cxoxue maH-
HBIE €CTh U B JIMTEPATYpPE, L€ ONKCAHA BbICOKAS YacTO-
Ta BOCIajJeHus y nauueHToB ¢ AL-amunounnosom (47%)
¥ 00CYXXITAeTCsI HETaTUBHOE BJIMSIHIE BOCTIAIUTEIHLHOTO
npoluecca Ha porHo3s [15].

Y HamuMX TaIUeHTOB C COYEeTaHWMEM aMHJIOMIO03a
¥ MUOKapauTa oOpallajiy Ha ceOsi BHUMaHUe OoJbliast
gactoTa KT, HapylmeHUsT BHYTPMIKEIYIOIKOBOM TIPO-
BomuMocT M Hanuuue QS-komruiekcoB Ha DKI, urto
yKa3bIBaeT Ha OoJiee IIyOOKOE MopaxkeHHMe MHOKapia.
CMepTHOCTh TaKxKe ObIIa BBIIIEC B IMOATPYIIIC ¢ MUOKap-
autoM (60% vs 45,5%), XOTs1 pa3auyusi 1o 3TOMY I10Ka-
3aTejIi0 He JOCTUTAIN YPOBHS CTAaTHMCTUYECKOM HOCTO-
BEPHOCTHU (BEpOSITHO, M3-3a aHAIM3a MAJIBIX TTOATPYIIIT).
JleueHre MHOKapIUTa TTO3BOJIMIIO B HEKOTOPOIT CTETICHN
CTaOMJIM3MPOBATh COCTOSTHHE TTAIIUCHTOB, T.K. TIPU TWHA-
MHWYECKOM HAOIIONEHUN 3a OOJBHBIMU JOCTOBEPHOM OT-
pulaTeTbHON mMHAMUKHU 1o DxoKI mapameTrpam He oT-
MEUaIoCh, YMEHBIIIAIIOCH OpeMsI JKeJTyIOYKOBBIX apUTMUIA.
B To e Bpemst mocToBepHBIX pasiamuunii mo ctamnu CH
¥ 9aCTOTE JICTAJIbHBIX MICXOIOB B TTOATPYIIIIE ¢ MUOKAPIH-
TOM 1 0€3 MUOKapINTa He OBII0, YTO CBSI3aHO C TSIKECTHIO
MOpaxXeHus cepllia B paMKax OCHOBHOTO 3a00JieBaHUSI.

CrenyeT OTHEIbHO OTMETUTh, UTO U3 8 MAIIUCHTOB
¢ AL-aMmmionmo3oM B Hallleil BEIOOpKE yMepJio 6, B TO
BpeMs Kak m3 8 maumeHToB ¢ TTR-amumongosom —
ToNBKO 2. Takas cTaTUCTHUKA COMIACYeTCS C TAaHHBIMU
JIATEepaTypbl OTHOCHUTEIIPHO KpaifHe HeOJarompusTHOTO
nporHo3a npu AL-amunonnose no cpaBHeHuw ¢ TTR-
amuionno3om [16]. Takum oOpa3zoM, MUOKAPINUT MPU
AL-amuyionnose MpUBOAUT K 0osiee TSIXKEIbIM KJIMHUYE-
CKHM TIpOSIBJICHUSAM 3a00JIeBaHUsI, OMHAKO JTOCTOBEPHO
HE BIMSICT HA MCXOIBI M3-3a OBICTPOIIPOTIPECCUPYIOIIETO
XapakTepa OCHOBHOTO 3a0osieBaHus. Elie ommH mHTEpec-
HbI acneKkT — CBsI3b e010Ta 60JIe3HU WU AEKOMITeH-
caunu CH ¢ COVID-19, koropast otmeueHa y 60% mna-
IMEHTOB C COYeTAaHMEM aMUJIOMI03a M MUOKapauTa. Bo
BCEX CIIydasX 3TO OBUIM MallMeHTHI ¢ AL-aMUIOMIO30M.
Bo-miepBrix, SARS-Cov-2 MOr cTaTh TPUTTEpOM pa3-
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Butust muokapauta [17]. Bo-BTopbiXx, ceilyac aKTUBHO
obcyxnaetca Bkiag COVID-19 B pa3Butue mpolecca
aMUJIONIO3a 3a cUeT 0coObIX cBoiicTB S, E 1 N-6enkoB
Bupyca SARS-CoV-2, B KOTOPBIX TIPUCYTCTBYIOT aMM-
nonmoreHHbIe obnacty [18, 19]. Takum obpaszom, TIpu
IMopaxXeHuM cepaia, Bo3HukmeMm mociae COVID-19,
cleAyeT paccMaTpuBaTh BO3MOXHBIC MHOKapauT, AL-
aMUJIOUI03 WM UX COYETaHMUE.

[Tpu 601e3HIX HAKOTUICHUSI MUOKAPINT, KaK 1 B TIpe-
IBUTYIUX TPYIIIaX, ObIT TMaTHOCTUPOBAH B TPETHU CIIyda-
eB. CpaBHCHHE MMPOVCXOOUIIO B MAJIBIX MOATPYIIIIAX, YTO
ITO3BOJIICT TOBOPUTH CKOPEe O TCHICHIMIX. Y TallMeH-
TOB ¢ MUOKApIMTOM OOpaIaao Ha ceOs BHMMaHUE 3Ha-
yuTeabHoe noBbimeHrne AH®, 4To KOCBEHHO MTO3BOJISICT
TOBOPUTH O BBICOKOII MMMYHOJIOTUUECKON aKTUBHOCTHU
MuoKapauTta. KpoMe Toro, B moArpyIme ¢ MUOKapIUTOM
HU Y OMHOTO OOJIbHOTO HE OBLIO BBISIBICHO 3HAYMTEIIh-
Hoit runieptpodum 12K, B To Bpems Kak y IMalleHTOB
0e3 MuoKapauTa oHa Habmomamack oosiee yem B 70%
caydaeB. [To ananmorun ¢ rpynmoit TKMII, e y mamu-
€HTOB ¢ MUOKapAUTOM Oblla MEHbIIas TOJIIIMHA MUO-
kapaa JIXK, aTy 0coOEHHOCTh MOXHO TPaKTOBaTh KakK
OTpaXkeHWEe TOTO, YTO B ITOATPYIINE MAIIMEHTOB ¢ 00JIe3-
HSIMH HaKOIUJICHMSI B COUCTAHUH C MUOKAPIUTOM TIPUIH-
Hoit nekomrteHcanmu CH cTaito BocnaneHue, B TO BpeMs
KaK B MOATPYIIIe 0€3 MUOKApINTa — IIPOrpecCUPOBaHIE
OCHOBHOTO 3a00JICBaHUSI.

YV OonbHBIX 0€3 MUOKapauTa 00OpalllarT Ha ceOs BHU-
MaHUe arpecCUBHBIC KeTYIOYKOBBIC HAPYIICHUS PUTMa,
notpedoBaBimre uMmmiantauuu MKJI ¢ nocnenyromumu
aIeKBaTHBIMU CpabaThIBAHUSIMM yCTpoiicTBa. TeM He
MEHEee CMEPTHOCTD OBbIJIa BBIIIC B MOATPYIIIE C MUOKapP-
IUTOM, YTO MOXET TOBOPUTH O TOM, YTO HAJIMYINE BOC-
MMaJICHUS TTOBHIIIAET BEPOSTHOCTD JICTAIBHOTO MCXOMA.
B nHameit BBIOOpKEe MMOKApAUT ObLI BBISIBJIEH Y ABYX U3
YeThIpeX IMAllMeHTOB ¢ 0oJie3Hbi0 Dabpu u y OmHOI M3
yeThIpex ¢ 0one3Hblo Janona. I[Ipu 6onesnn Madbpu
Ha JAHHBIIT MOMEHT aKTHUBHO OOCYXIaeTCsI IIeHTPalb-
HasT poJIb BOCITAJICHUS TIPM ITOPaxKCHUU CepAlla HapsiLy
¢ HakoruieHneM mmmkocuHromumnuaos [20]. ITocnenqnue
SIBIISTIOTCS. aHTUTCHAMHU W MIPUBOIAT K akTuBammu NK-
nonyaauuu T-1uM@oOLUTOB, a TaKxKe MPOAyKLUN (pak-
Topa HeKpo3a ormyxojeii 3 [21]. Kpome Toro, ecTh maH-
HBIC, YTO TIIUKOCHOUHTOJUIINIBI CIIOCOOHBI aKTUBHUPO-
BaTh Toll-like pemenropsl 4 THIIa, YTO TaKKe 3aITyCKaeT
KacKaJl BOCTIAJIUTEIbHLIX peakiuii [22]. [pynmoit nraib-
STHCKMX yYeHBIX Iol pykKoBoacTBoMm A. Frustaci ObLi0
IIPOBEICHO HMCCIeIOBaHNE, HAIlpaBJIeHHOE Ha OICHKY
YaCcTOTHl MUOKAapAWTa y MaueHTOB ¢ 0oJe3Hbpi0 Padbpn
¢ mopaxeHueM cepaia: DMBbB Oblna BeITIONHEHA 78 ma-
IMEeHTaM C 3TUM 3a0oJIeBaHUEM, IPU3HAKN aKTUBHOTO
MMOKAapIUTa OB OOHApYKEHBI Y 56% OONMBHBIX. Y BCex
MMAlIMeHTOB ¢ MUOKApOUTOM OTMEYAJINCh ITOBBIIICHNE
TATPOB aHTUKAPIUAIBHBIX aHTUTEI U OTCYTCTBUE BUPYC-
HOTO FeHOMa B MMOKap/ie, YTO MOAYePKMBAET UMMYHHYIO
npupony BocrayeHus [23]. DToii ke TpyImoil ucciaemno-

BaTeJsieil ObUI OTAENbHO OMKCAH ClIydail KpaliHe TSKEI0To
MHMOKapAuTa, IMIPUBEAIICTO K TpaHCIIAaHTAlIMU Cepalia,
y HaIlMeHTKH ¢ 00e3HbI0 Padbpu, IMOTyJaBIIcii 3aMeCT-
TeJIbHYIO (hepMEHTATUBHYIO Tepanuio 6e3 apdexra [24].

Yrto kacaercsa muokapauTta Ipu Oojie3Hu JlaHoHa,
B JIMTEpaType MPEUMYIIECTBEHHO BCTPEUYAIOTCST OIMCa-
HUS OTHETbHBIX KITMHUIECKUX CIyJaeB. Tak, mpeacTaBicH
cyJaif BRICOKOAKTUBHOTO MHOKApANTA B SKCIUIAHTUPO-
BaHHOM cepillie y MaTepu npobaHia ¢ 6oyie3Hblo JlaHoHa.
[Mo3oHee y manmmeHTKN ObIIa MACHTU(GUIIMPOBAaHA T1aTO-
reHHag mytauust B LAMP2, TakuMm o6pa3om, y OOJIbHOI
MMEJIO MECTO OBITh codeTaHMe 0oe3HU JJaHOHAa M MHO-
Kkapouta. [IpmaeM MMEHHO MOCIICTHUN TIPUBENT K TPaHC-
iaHTtaumy cepaua [25]. MHTepecHOo, 4TO B Hallleil BbI-
0OpKe MHUOKApIUT TaKKe ObLT MOP(OJOTUYECKU BEepu-
¢UIMpoBaH UMEHHO Y MaTepH IMallieHTa ¢ CHHIPOMOM
JlaHoHa, y KOTOPOM B HaJIbHEMIIIEM ObLIO MOATBEPXKIAECHO
HaJIM4Ire MaTOTeHHOW MyTamuu. HeMenkuMmuy yuyeHBIMU
OITMCaH eIlle OOWH CIyJail coueTaHmsI 6one3Hn JlaHoHA
¥ MUOKapAMTa: 3TO TakKxke Oblia >KEeHIIMHA, Y KOTOpOi
W3HAYaJIbHO TMATHOCTUPOBAIM MHUOKAPIUT, TIPOBOMM-
nmack UCT ¢ adpdekToM, 94TO OBIIO TTOATBEPXKIECHO MPU
noBTopHO DMB, omHako obpalana Ha ceOsT BHUMaHUeE
rurepTpodusT KapaIuoMHUOLUTOB N (deHoMeH disarray,
B CBsI3U ¢ yeM Oblia npoBeaeHa JJHK-nuarnocruka, npu
KOTOpPOIt 0OHapyKeHa MyTallMsI, XapaKTepHasl IJIsT 60JIe3-
Hu JlanoHa [26]. TakuM 00pa3oM, y BceX TPOUX KEHIIMH
Ha TIepBOE MECTO B KIMHUYECKOI KapTWHE BBIXOMWIN
MMCHHO TIPOSIBIICHUS MHOKApINTa, B TO BPeMsI KaK IIPO-
SIBJICHMST OoJie3HM [JaHOHA 3a cUeT JKeHCKOTO TI0JIa TTall-
€HTOK OTHOCHUTEJIBHO TTO3IHO IeOIOTUPOBAIIA U OBLIIN BhI-
paxeHbl ymMmepeHHo. Kpome Toro, nipu 6ose3Hu JlaHoHa
eCTb JaHHBIe 00 oTeke Muokapaa npu MPT y mauneHTOB
co 3HauuTeNbHO cHIKeHHo ®B JIJK, 4yTo MOXeT Koc-
BEHHO OBITh paclieHEHO KaK HaJmyne MuokapanTa [27].

Cpenn 3 mammeHTOB ¢ Tumeprpodumeit Muokapma
B paMKax HEHPOMBIIICUYHBIX 3a00JIeBAHUN MHOKAPIUT
OBUI BBHISIBJICH Y OOTHOTO OOJILHOTO, (PeHOTUIT KOTOPOTO
66T 00ycoBIeH MyTaumeii B ANOS. B nuteparype mipn
myTtaumnu B ANOS onrcaHo TopaXkeHUe cepalia B BUAE
OUJIATAlIMOHHON KaparuoMuoIaTtuy [28], omHaKo JOCTO-
BEPHBIX TAHHBIX 32 THUIIEPTPODUICCKUN (PEHOTHUIT U TeM
0oJiee COITYTCTBYIOIMMI MUOKApAUT HEe OOHApyXKeHO.
[Tpu 3T0it MyTaIMK OIMCaHA JIUIIb TUTIEPTPOMUS MBIIIIIT
roneHeit [29]. BMecte ¢ Tem HalleMy GOJIBHOMY BBITION -
HSUIOCH TTOJTHO3K30MHOE CEKBEHUPOBAHME, TIPH KOTO-
poM He OBLTIO OOHAPYKEHO MHBIX M3BECTHBIX MYTAIIUA,
KOTOpBIC MOTJIM OBl TIPUBECTU K TUTIEPTPOGUN MUOKAP-
nma. Yarre Bcero B paMKax HEHpPOMBIIICUHBIX 3a00JIeBa-
HUII MUOKapAUT BCTpedaeTcs nMpu muonatuu JomieHa.
Ectb nannbie, 4yTo y 6 u3 20 MalMeHTOB ¢ MUOMATUEH
HromeHa OBUIM BBISIBICHBI ITPU3HAKN MHOKApAUTA II0
MPT (B T.4. y 4 3 HUX MUOKApIUT OBLT MOP(OJIOTHYIEC-
cku BepudunuponaH). [lannmeHToB Habmomanm 2 roaa,
U Yy TeX, Y KOro OBIJT MUOKApOUT, OTMEYAIOCH ITOSIBJIC-
HUS U ObIcTpoe mporpeccupoBanue CH, B ommmane ot
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naureHToB 06e3 Muokapauta [30]. Tem He MeHee TUITEep-
TpouM MHOKapaa y 3TOM TPYIIIEI MAIIMEHTOB HE OITH-
cano. [umeprpodus Mruokapaa mpu HEHPOMBIIIIETHBIX
3a00JIeBaHUSIX BCTpeYaeTCs y MAIlMEHTOB C aTaKCHUEH
®Opunpeiixa 1 SBISETCS XapaKTePHBIM IIPU3HAKOM 3TOTO
3a00JIeBaHUST HAPSIMy ¢ HEBPOJIOTUYECKON CHMIITOMA-
tukoii [31]. IlepBble caydyam MUOKapaWTa MPU aTaKCUU
®punpeiixa 6puM onucaHbl eme B 1940-x romax [32,
33]. B 20151 MexXayHapOTHOI TPpYyIIION MccaenoBare-
JIeit M3yJanoch MopaXeHWe ceplama B paMKax aTaKCUN
®punpeiixa: Mpy OleHKE MaTepHaia ayTOIICHH TIpU3Ha-
KA MUOKapINUTa, COOTBETCTBYIOMME JlamaccKuM KpuTe-
pusiM, ObLIM OOHApPYKEHBI y BcexX 15 ManueHToB, B CBSI3U
C YeM cIeJIaH BEIBOI, UTO BOCIIAJICHUE SIBIISICTCS BaXKHBIM
¢akTOpPOM TIpOrpecCupPOBaHUS KapIUOMMNOIIATUH B paM-
Kax atakcuu ®punpeiixa [34].

PKMII — onHa 13 caMbIX peaKuX KapauoOMUOMNATUMA,
OIHAKO U TIPU HEil eCTh CBEOCHUS O MPUCOCIMHEHNU
MHuoKapauTa. B Hamry BBIOOPKY 2 YIIOMSIHYTBIX BEIIIE
nauueHTa ¢ PKMII 6buin BKIIIOUEHBI TOTOMY, YTO, Ha-
psimy ¢ BBEIpAaXCHHOM PEeCTPUKIINCHT, Y HUX OTMedajiach
TUTIepTPOdUST MUOKapAa, COOTBETCTBYIOIIAS KPUTECPUSIM
BKJTIOUCHMSI, TIPSICTAaBIICHHBIM BEIIIe. B mccmemoBaHum,
aHATM3UPOBABIIIEM pe3yinbraTel DMDbB y marmeHToB ¢ He-
o6obsscaumoit XCH, n3 286 mauneHToB ¢ (PeHOTUIIOM
PKMII y 19 (6,6%) 6bu1 oOHapyXeH MuokapauT [35].
EcTb 1 JaHHBIE, TOJYyYEHHBIE OOpaTHBIM 00pasoM: v 7%
GOJIBHBIX ¢ MOP(MOJTOTUYECKU TTOATBEPXKACHHBIM MUOKApP-
mutoM nipu OxoKI 6bumm BeIsIBIeHBI TTpu3Haky PKMIT
[36]. Takas HeOoIbIIas yacroTa MuoKapanta rmpu PKMII
OOBSICHSICT €r0 OTCYTCTBHE CPENM OBYX HAIIMX MAIlCHTOB
¢ couetanueM PKMII u runeprpodumn muoxkapaa.

Hakonen, npu cunapome LEOPARD, otHOCcsmeMcsd
K pa3psimy peIKux 3a00JIcBaHMIA, CBEICHUI O COIYTCTBYIO-
IIeM MHOKApINUTe B IUTepaType OOHAPYKUTH HE YIAIOCh.

K orpannueHMsSIM BCCIenOBaHNS MOXHO OTHECTH Te-
TEPOreHHOCTh BEIOOPKHM, UTO ITOTPEOOBAIO TIPOBEACHMS
aHaIM3a OTACNBHBIX, B T.4. M HEOOIBIINX ITOATPYIIII, YTO
MOTJIO TIPUBECTHU K OIINOKEe BTOpOoro poma. Kpome Toro,
He BO BCEX MOATPYMIIAX YIaJ0Ch IETaTbHO IIPOAHAIN3H-
poBaTh pe3yJABTATHI JICUCHUS] MUOKAPANTA, ITOCKOIBKY
nauveHTsl, nonydaBimye MCT, 3a4acTyio ObUTM MCXOTHO
TsKeNee 1o BceM mapameTrpam, yeM 0onbHble 6e3 MCT.
BmecTte ¢ TeM 3TH mMareHTHI KaK MUHUMYM OCTaBaJINCh
CTaOMJIBHBIMM, a TI0 PSIAy ITapaMeTpPOB OTMEYaJIach IO-
JIOXUTENIbHAs nMHamMuKa. HeoOxommMa manxbHeiImas
paboTta B HampaBiieHUM olleHKU 3 dektuBHocT MCT
y TMallMEeHTOB C CUMHAPOMOM TUIlepTpopUU MUOKapAa
JII000M 3THOJIOTUU B COYCTAHUM C MHUOKAPOUTOM, ITO-
CKOJIBKY B JIMTEpaType 3TU CBEACHUS ITOJTHOCTHIO OT-
cyTCTBYIOT. Ellle omHUM OrpaHMYEeHHEM UCCIENOBAHUS
MOKET CUMTATBCS TOT (haKT, YTO MOpoJoTnIecKast Be-
pudukanmsa nuartHosa Obla BITTOJHEHa 29,4% manu-
eHtoB ¢ KMII, a B ocTajlbHBIX ClIy4yasiX IPOBOAMIACH
P TIOMOIIY aJITOPUTMa HEMHBA3WBHOM ITMATHOCTHKU
[10]. YacToTa MuoKapanTa UCKITIOUUTEIIHHO CPEIU TTalll-

€HTOB ¢ MOpP(dOIOTHUUECKOI BepuuKalMei coCTaBUIa
60%, B TO BpeMsI KaK Cpely BCeil KOrOPThbI OOJIBHBIX OHA
6buTa HUXe u coctaBmia 30,9%. C omHOI CTOPOHBI, 3TO
MOKET OBITh CBSI3aHO C TeM, YTO MOP(OIOTUICCKOE HC-
cleIoBaHNEe MHUOKapaa BHITIOJHSIIOCH 00JIee TSKETbIM
OOJIBHBIM C OOJIBIIICH BEPOSITHOCTHIO MUOKAPANTA, OTHA-
KO 3TO TTO3BOJISIET TOBOPUTH U O TOM, YTO IIPUMECHEHUE
aJITOPMTMA HEMHBA3UBHOM NUATrHOCTUKU HE 3aBBILLIAIO
YacTOTHl MUOKapauTa. [IpuMeHeHNe 3TOro ajaropmuTMa
moapasyMeBaeT KOMIUIEKCHBII TTOIXOI K THMATHOCTHUKE
MUOKapanTa M He OTPAHMIMBACTCS TOJBKO HATUINEM
AHAMHECTUYCCKOM TpHAAbl VI TOJTHKO ITOBBHIIIICHUEM
TUTPOB aHTUKAPINAIBHBIX aHTUTEN. Hago oTMeTUTh, 9TO
B 3apyOeXHBIX UCCIICIOBAHMSIX ITOCICTHNX JICT CTAJIN 0~
CTaTOYHO aKTHUBHO OIMMPAThCS HA HCMHBA3WBHYIO IUA-
THOCTHKY MHuoKapauta. Jlaxe B EBpomeiickom perucrpe
MmuokapauToB n KapauomuornaTtuii (CMY-LT Registry,
EORP) Muokapout 0611 BepudULIIpoBaH MOP(HOIIOTH-
yecku Juiib y 38,2% (n=222), a B OCTaJbHBIX CIIydasix
IWaTHO3 OB YCTAaHOBJICH KIMHWYCCKU W/WIK HAa OCHO-
Banuu MPT. IIpu pa3paboTke KpUTepUEB BKIIOYCHUS
OOJIbHBIX C MUOKAPAUTOM B NAaHHBIA PETUCTP ONMUpa-
JINCh Ha peKoMeHOaunu EBporeiickoro odimecTsa Kap-
nnosioroB (ESC) 2013r, B KoropoMm MopdoiornuecKas
BepuUUKAIIMS CUATACTCS 00S3aTeIbHOIM, OTHAKO TIpE-
CTaBJICHBI KIIMHWYCCKNE TIPU3HAKU, KOTOPBIC TTO3BOJISI-
10T 3arono3puth mMuokapaut [37]. Ilocnegnue u 6bUTH
HMCTIOJB30BaHbl KaK KpuTepuu BKItodeHuss B CMY-LT
Registry mnsg manuenToB 6e3 ODMBbB. B Hamem mccieno-
BaHUHU B TpymIie 06e3 MopGhOJOrnIecKoil BepurKaIINT
JNIMarHo3a Mbl TaKXXe aKTUBHO McmoJib3oBaau MPT cepa-
a, OHO BBIMOJHEHO 31 MaIlMeHTy W SIBISICTCS OTHUM M3
MaJbIX KPUTEPUEB TMATHOCTUKN MHOKApAWTA B ajiro-
pUTMEe HEMHBA3MBHOM TMArHOCTUKU. [IpmMedaTeabHO,
YTO B €BpOIIeiCKUX peKoMeHmanusax 2013 onpeneneHue
MHMOKapANTa BKITIOYACT B ceOsI ero 00sI3aTeIIbHYIO0 MOP-
(oormyeckyro BepuUKamunio, B TO BpeMs KaK B OTeUe-
CTBEHHBIX pekoMeHaauuax 2020r K 3ToMy BOIIPOCY MO~
XOISIT HECKOJIBKO MSITUe W B OIpPENeICHUN MUOKapIuTa
KaK HO30JIOTMH 3TH YKa3aHUs OTCYTCTBYIOT [9].

3akJo4eHne

[Ipu obcaemoBaHUM MALIMEHTOB C CUHAPOMOM IIEp-
BUYHOI TunepTpoduu MuoKapaa HauboJjee 4acTo aua-
rHoctupoBanack 'KMII (68%, B 1.u. B 15% cay4aeB
I'KMII B coueranun ¢ HKM), Ha BTOpoM MecTe 1O
YacTOTE HAXOMUTCSI aMUJIOMAO3 C MOpaXKeHUEeM cepaila
(16%, u3 nux 8% AL-u 8% TTR-amunonnos), a Ha TpPETh-
eM — 6one3nn HakoruieHust (10%). ComyTcTBYIOIIMIA
MMOKAPIUT BbIsiBIeH y TpeTu (31%) mauueHTOB ¢ CUHI-
pOMOM IlepBUYHOM runeprpoduu Muokapma. Ero ga-
crota makcuMmajnbHa npu 'KMII B couetanun ¢ HKM
(40%) n AL-amwunounose (50%). Haimuaue cormyTcTByO-
LIEro MUOKapAUTa MPUBOAMUIO K IPOrPECCUPOBAHUIO
CH, ycyry6eHMIO XeIyI04KOBBIX HApYILIEHUI pUTMa
M, KakK cieactsue, yBenndeHuio pucka BCC, a takke
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IOBBIILIAJIO BEPOSITHOCTD JieTajbHOro ucxona (33,3% vs
6,4%, p=0,01). Hanbobliiee BIUsSHUE MUOKAPAUTA Ha
TedyeHue 3a00yieBaHUS U TPOrHO3 otMeueHo npu 'KMII,
ocobeHHO B couetanuu ¢ HKM, a Takxxe mpu aMuion-
JI03€e ¢ mopaxeHueM cepata. Heodxonumo akTUBHO qua-
THOCTUPOBATh MUOKAPIUT Y MAIIMEHTOB C CMHIPOMOM
MIEPBUYHON THUIIEPTPOGUN MHUOKapAa U JeKOMIICHCA-

Jlutepartypa/References

Cannata A, Artic J, Gentile P, et al. Myocarditis evolving in cardiomyopathy: when genetics
and offending causes work together. European Heart Journal Supplements: Journal of the
European Society of Cardiology. 2019;21(Supp! B),B90-B95. doi:10.1093/EURHEARTJ/
SUZ033.

Campuzano O, Fernandez-FalguerasA, Sarquella-Brugada G, etal. AGenetically Vulnerable
Myocardium May Predispose to Myocarditis. J Am Coll Cardiol. 2015;66(25):2913-4.
doi:10.1016/j.jacc.2015.10.049.

Arbustini E, Giuliani L, Di Toro A, et al. Genetic Basis of Myocarditis: Myth or Reality?
Myocarditis. 2020:45-89. doi:10.1007/978-3-030-35276-9_4.

Nakamura M, Imamura T, Fukui T, et al. Arrhythmogenic Right Ventricular Cardiomyopathy
Accompanied by Chronic Myocarditis. Intern Med. 2022;61(20):3063-7. doi:10.2169/
internalmedicine.8911-21.

Karaca O, Cakal B, Cakal SD, et al. Which one is Worse? Acute Myocarditis and Co-existing
Non-compaction Cardiomyopathy in the Same Patient. J Clin Diagn Res. 2015;9(6):0J01.
doi:10.7860/JCDR/2015/11774.6033.

Frustaci A, Verardo R, Caldarulo M, et al. Myocarditis in hypertrophic cardiomyopathy
patients presenting acute clinical deterioration. Eur HeartJ. 2007;28(6):733-40.
doi: 101093 /eurheartj/ehl525.

Maron BJ, Basso C.Myocarditis in hypertrophic cardiomyopathy. Eur HeartJ.
2007;28(13):1663-4; author reply 1664. doi:10.1093/eurheartj/ehm135.

Gabrusenko SA, Gudkova AY, Koziolova NA, et al. 2020 Clinical practice guidelines for
Hypertrophic cardiomyopathy. Russian Journal of Cardiology. 2021;26(5):4541. (In Russ.)
rabpycenko C.A., l'yokosa A. §1., Koanonosa H.A. v gp. Tuneptpoduyeckas kapamommo-
nats. Knuundeckune pekomergauum 2020. Poccuiicknii Kapamonornyeckuii xypHan.
2021;26(5):4541. doi:10.15829/1560-4071-2021-4541.

Arutyunov GP, Paleev FN, Moiseeva OM, et al. 2020 Clinical practice guidelines
for Myocarditis in adults. Russian Journal of Cardiology. 2021;26(11):4790.
(In Russ.) ApytioHos I.M., Manees ®.H., Monceesa O.M. n ap. MrokapauTsl y B3poc-
nbix. Knunnyeckve pekomerpaumn 2020. Poccuitckuii Kapavonoruyeckuii XypHan.
2021;26(11):4790. doi:10.15829/1560-4071-2021-4790.

Blagova OV, Osipova YV, Nedostup AV, et al. Clinical, laboratory and instrumental
criteria for myocarditis, established in comparison with myocardial biopsy: A non-
invasive diagnostic algorithm. Ter Arkh. 2017;89(9):30-40. (In Russ.) Bnarosa O.B.,
Ocunoga (0. B., HepocTyn A. B. n ap. KnuHudeckue, nlabopaTopHbIe 1 MIHCTPYMEHTaNbHbIE
KpUTepun mMuokapauTta, yCTaHOBJSIEHHbIE B COMOCTaB/IEHUM C BUONCUAHBIM nceneno-
BaHMEM MUOKapha (anropuT™M HEWHBA3WBHOW AMArHOCTUKM). TepaneBTUHECKUIA apXxuB.
2017;89(9):30-40. doi:10.17116/terarkh201789930-40.

Rauen KA. The RASopathies. Annu Rev Genomics Hum Genet. 2013;14:355-69.
doi: 10.1146/annurev-genom-091212-153523.

Lutokhina YA, Blagova OV, Shestak AG, et al. Combination of Arrhythmogenic Right
Ventricular Dysplasia with Left Ventricular Non-Compaction as a Special Form
of Cardiomyopathy: Clinic, Diagnostics, Genetic, Natural Course. Annals of the Russian
academy of medical sciences. 2020;75(6):594-604. (In Russ.) Jlytoxuna lO.A.,
Bnarosa O.B., Wectak A.T. n ap. CoyeTaHve apUTMOreHHON Aycnnasum NpaBoro Xeny-
[l04Ka 1 HEKOMMAKTHOrO M1OKapAa NIeBOro Xenyaouka kak ocobas Gpopma Kkapanommo-
naTun: KNWHUKA, AMArHOCTVKa, reHeTYeckas npupoga, TeveHne. BecTHuk Poccuiickoi
aKagemun MeamumHekmx Hayk. 2020;75(6):594-604. doi:10.15690/vramn1245.

Rapezzi C, Merlini G, Quarta CC, et al. Systemic cardiac amyloidoses: disease profiles
and clinical courses of the 3 main types. Circulation. 2009;120(13):1203-12. doi:10.1161/
CIRCULATIONAHA108.843334.

Liao R, Jain M, Teller P, et al. Infusion of light chains from patients with cardiac amyloidosis
causes diastolic dysfunction in isolated mouse hearts. Circulation. 2001;104(14):1594-7.
Erratum in: Circulation. 2013;128(11):e174.

Siegismund CS, Escher F, Lassner D, et al. Intramyocardial inflammation predicts adverse
outcome in patients with cardiac AL amyloidosis. Eur J Heart Fail. 2018;20(4):751-7.
doi:10.1002/ejhf.1039.

Badar T, Cornelison AM, Shah ND, et al. Outcome of patients with systemic light
chain amyloidosis with concurrent renal and cardiac involvement. Eur J Haematol.
2016;97(4):342-7. doi:10.1111/ejh.12736.

nueit m HazHayaTh MUCT TIpm ero HaIMImu, IOCKOIbKY
JIeYeHNe MHUOKapauTa IT03BOJIICT CTAaOMIN3UPOBATH CO-
CTOSTHUE TTAIIMCHTOB.

OTHomEeHHs U JAeATEeIbHOCTb: BCE aBTOPHI 3asBIISIIOT
00 OTCYTCTBUU ITOTEHIINATIBHOTO KOH(MJINKTAa MHTEPECOB,
TpeOYIOIIETO PACKPHITUS B TAHHOU CTaThe.

Blagova O, Lutokhina Y, Kogan E, et al. Chronic biopsy proven post-COVID myoendocarditis
with SARS-Cov-2 persistence and high level of antiheart antibodies. Clin Cardiol.
2022;45:952-9. doi:10.1002/clc.23886.

Seth P, Sarkar N. A comprehensive mini-review on amyloidogenesis of different SARS-
CoV-2 proteins and its effect on amyloid formation in various host proteins. 3 Biotech.
2022;12(11):322. doi:10.1007/s13205-022-03390-1.

Aksenova AY, Likhachev IV, Grishin SY, et al. The Increased Amyloidogenicity of Spike
RBD and pH-Dependent Binding to ACE2 May Contribute to the Transmissibility and
Pathogenic Properties of SARS-CoV-2 Omicron as Suggested by In Silico Study. Int J Mol
Sci. 2022;23(21):13502. doi:10.3390/ijms232113502.

Pieroni M, Moon JC, Arbustini E, et al. Cardiac Involvement in Fabry Disease: JACC Review
Topic of the Week, Journal of the American College of Cardiology. 2021;77(7):922-36.
doi:10.1016/j.jacc.2020.12.024.

Sanchez-Nifio MD, Carpio D, Sanz AB, et al. Lyso-Gb3 activates Notch1 in human
podocytes. Hum Mol Genet. 2015;24(20):5720-32. doi:10.1093/hmg/ddv291.

Rozenfeld P, Feriozzi S.Contribution of inflammatory pathways to Fabry disease
pathogenesis. Mol Genet Metab. 2017;122(3):19-27. doi: 10.1016/j.ymgme.2017.09.004.
Frustaci A, Verardo R, Grande C, et al. Inmune-Mediated Myocarditis in Fabry Disease
Cardiomyopathy. J Am Heart Assoc. 2018;7(17):e009052. doi:10.1161/JAHA.118.009052.
Frustaci A, Scarpa M, Maria da Riol R, et al. Fabry cardiomyopathy: Gb3-induced auto-
reactive panmyocarditis requiring heart transplantation. ESC Heart Fail. 2020;7(3):1331-7.
doi:10.1002/ehf2.12723.

Lines MA, Hewson S, Halliday W, et al. Danon Disease Due to a Novel LAMP2
Microduplication. JIMD Rep. 2014;14:11-6. doi: 10.1007/8904_2013_277.

Popa MA, Klingel K, Hadamitzky M, et al. An unusual case of severe myocarditis
in a genetic cardiomyopathy: a case report. Eur Heart J Case Rep. 2020;4(4):1-7.
doi:10.1093/ehjcr/ytaal24.

Etesami M, Gilkeson RC, Rajiah P.Utility of late gadolinium enhancement in pediatric
cardiac MRI. Pediatr Radiol. 2016;46(8):1096-113. doi:10.1007/s00247-015-3526-2.
Wahbi K, Béhin A, Bécane HM, et al. Dilated cardiomyopathy in patients with mutations in
anoctamin 5. Int J Cardiol. 2013;168(1):76-9. doi:10.1016/j.ijcard.2012.09.070.

Penttild S, Palmio J, Suominen T, et al. Eight new mutations and the expanding phenotype
variability in muscular dystrophy caused by ANO5. Neurology. 2012;78(12):897-903.
doi:10.1212/WNL.0b013e31824¢4682. Erratum in: Neurology. 2013;80(2):226.
Mavrogeni S, Papavasiliou A, Spargias K, et al. Myocardial inflammation in Duchenne
Muscular Dystrophy as a precipitating factor for heart failure: a prospective study. BMC
Neurol. 2010;10:33. doi:10.1186/1471-2377-10-33.

Hanson E, Sheldon M, Pacheco B, et al. Heart disease in Friedreich’s ataxia. World
J Cardiol. 2019;11(1):1-12. doi: 10.4330/wjc.v11.i1.1.

Russell DS. Myocarditis in Friedreich’s ataxia. J Pathol Bacteriol. 1946;58(4):739-48.
doi:10.1002/path.1700580414.

Hejtmancik MR, Bradfield JY Jr, Miller GV. Myocarditis and Friedreich’s ataxia; a report
of two cases. Am Heart J. 1949;38(5):757-65, illust. doi: 10.1016/0002-8703(49)90532-3.
Koeppen AH, Ramirez RL, Becker AB, et al. The Pathogenesis of Cardiomyopathy
in Friedreich Ataxia. PLoS ONE. 2015;10(3):e0116396. doi: 10.1371/journal.pone.0116396.
Bennett MK, Gilotra NA, Harrington C, et al. Evaluation of the role of endomyocardial
biopsy in 851 patients with unexplained heart failure from 2000-2009. Circ Heart Fail.
2013;6(4):676-84. doi:10.1161/CIRCHEARTFAILURE.112.000087.

Pinamonti B, Alberti E, Cigalotto A, et al. Echocardiographic findings in myocarditis. Am
J Cardiol. 1988;62(4):285-91. doi:10.1016/0002-9149(88)90226-3.

Caforio AL, Pankuweit S, Arbustini E, et al. European Society of Cardiology Working
Group on Myocardial and Pericardial Diseases. Current state of knowledge on aetiology,
diagnosis, management, and therapy of myocarditis: a position statement of the European
Society of Cardiology Working Group on Myocardial and Pericardial Diseases. Eur Heart J.
2013;34(33):2636-48. doi:10.1093 /eurheartj/eht210.

20.

21.

22.

23.

24,

25.

26.

27.

28.

29.

30.

31

32.

33.

34.

35.

36.

37.

21



