MISCELLANEOUS (RARE) CARDIOMYOPATHIES

nere are elner ferms of eardiemyvepainy wnien eemprise env a verv sma pereeniage of ine iela (~2 3%) numoer of
eardiemvepalnies in enidrean nese eardiemyvepalnieas may nave ever apping fealures wiln anv ef ine pravieus lypes
deserioed and ine ude arrnvinmegenie rignt venlrieu ar dysp asia (ARV), mileenendria and efl venirieu ar nen eempaelion
eardiemvepainies ( VN 9

Patienis wiln ARV nave di aled, peer v funeliening rigni venirie es wnien nave faily depesiis wilnin ine wa s and are at
ns« fer aonerma v fasi, ife inrealening nearl rnvinms (venlirieu ar laenveardia) nis mvepainy ean oe diagnesed (usua v
due i@ ine@ apnerma rnylnms) eilner in @arv infaney er aler In ade eseenea/adu 1need oV eeneeardiegram or MR |, and ils
pregnesis dapends, In parl, en 1ne age al preseanialien

Mileenendria myvepalnies are rare and eflen preseni @arv In Ife  @arls In ine affeeled palienis are oflen inie< wa ed
(nvperirepnie), alneugn di aled nearls wiln peer funelien ean a se eeeur wiln inis lvpe of myepainy nis eardiemvepalny
Is eaused oy aonerma ilies In ine mileenendria of ine ee s, wnien are sma sirueluras wilnin eaen ee respensio e fer
generaling ine energy Ine ee uses for Iis nerma aeliviles nese eardiemvepalnies are eflen asseeiaied wiln elner
muse e, Iver, neure egie and/er deve epmenia aonerma iies and are usua v geneliea v passed frem an affeeled meiner
le ner enidren

Ina v, afl venlrieu ar nen eempaetion ( VN °) eardiemvepalny is enaraelerized ov deep irapaeu atiens (er eravieas) wilnin
muse e of ine efl venlrieu ar wa s nese nearls may nave fealures ef peln di aled and/er nvperirepnie eardiemvepalny
‘endiliens asseeialed witn VN * ine ude mileenendria and meilaoe ie diserders as we as sysiemie (wne e pedly)
preeesses suen as Barin syndreme Barin syndreme nas a eensle alien of apnerma iies ine vding eve ie nevirepenia er
periedie f uelualiens In ine wnile o0 eed ee eeunl (Wnien mav nel oe apparent In earyv infaney), nypelenia (wea< muse es)
and VN * eardiemvepalny Barln syndreme nas reeent v peen in<ed i@ an aonerma iy in lne¢ enremeseme and I1s
passed frem melnerie sen

Symptoms of ARVD, Mitochondrial and LVNC Cardiomyopathies

Svmplems (ine preo ems neled oy ine eni d and/er famiv) and signs (ine preo ems deleeled ov veur pnvsieian) ef
eardiemyepalny in eni dren are dependent en severa faelers ine uding 1ne lvpe, eause and severily of ine speeif'e
eardiemvepalny, ine age wnen ine preo ems slarled, and ine effeels of ireaiment Sinee palients witn ARV

genera v nave symplems eensisient witn B ‘M, and patients wiin miieenendria or VN * eardiemyvepatnies ean nave
symplems seen wiln eilner  “M eor B “M, fami 1es are eneeuraged le raview ine re evani seeliens wrilien fer di aled
and nvperirepnie eardiemvepalnies wilnin inis oreenure i@ neeeme famiiar wiln ine perlinent symplems fer @aaen ef
lnese eardiemvepaliny lvpes

Diagnosis of ARVD, Mitochondrial and LVNC Cardiomyopathies

As wiln presenling svmplems, ine e 1niea diagnesis of inese rare ferms of eardiemvepalny wi depend en ine fealures of
ine speeif e eardiemvepalny nalis, ine diagnestie erileria in a eni d wiln ARV w1 genera v fe ew 1nal of B M wni e
ine miieenendra and VN * mvepainies wi fe ew inal of eitner @ ‘M @  “M depending en ine e iniea manifesiatiens
of ine myepalny

n addilien i@ wnal is diseussed In 1ne diagnesiie seelions wrillen fer ine di aled and nyperirepnie ferms of
eardiemvepalny feund e sewnere in Lnis preenure, Ine fe ewing eemments nignignl a few delal s speeif'e fer ine
diagnesis of @eaen of Inese rare eardiemvepalnies

ne diagnesis of ARV ean oe diff eu 1 espeeia v in enidren given its ew Ineidenee ewever, eppesed le ne usua ferm
of B M wnien inve ves ine efl venirie e i@ a grealer exienl, ARV lypiea v Inve ves ine rgnl ventrie @ prefereniia v and
oflen imes, ine e 1niea suspieion fer ARV ean oe furlner exp ered wiln MR (Magnelie Resenanee maging) wnien, in
many eases, ean differanliale fally depesiis frem muse e lissue wilnin ine wa ef ine rignl venltrie e 1nal are eemmeny
seen wiln 1nis disease  ne diagnesis ean usua v ne eenfrmed wiln visua izalien ef signif'eant fally depesilien witnin ine



oeln siruelure and funelien of ine mileenendria ean ne p verify 1nis diagnesis A eardiae niepsy Is genera v nel usefu
poeeause ine ve ume of muse e lissue neeassarv ie perferm ine mileenendria ana vses ean env oe safe v eolained frem
arm er &g muse es

ne diagnesis of VN * ean eflen ov sireng v suspeeled wnen deep ereviees or rapeeu aliens are neled witn ine wa s
of ine efl venine e during an eeneeardiegram Varv faw elner eardiae diagneses nave inese speeif'e fndings Genelie
lesling may peeeme mere aval ap @ in ine near fulure 1@ assess identif ed eauses of VN * espeeia v ameng ma e
eni dren and lnese suspeeled of naving Barln syndreme (see fe ewing diseussion en ine &4 5 mulalien iesling)

Causes of the Miscellaneous Cardiomyopathies

“Urrentv, ine eause of Inese” rare’ eardiemyepatnies In mest eni dren Is Ineemp ete v undersieed, oul in a suosel of
enidren il 1s e ear inal ine eause Is an errer @r misiake In a gene  or a grealer undersianding ef ine oasies of numan
Inneriianee pallerns and a mere delal ed diseussion of ine pelentia genelie eauses of ine” rare’ eardiemvepainies, ine
reader Is eneeuraged 1o read separale seelions eniit ed”» verview of nnertanee’ and” Geneties of “ardiemyepainies’
prinled @ sewnere In 1nis preenure

Current Treatment

“urrent v, lnere are ne inerapias inal ean” eura’ eardiemyepalny, newever, many lrealmenis are aval apo @ inal ean
Impreve symplems and deerease ris< in eni dren wiln eardiemyvepalny ne eneiee of a speeif'e inerapy depends en ine
lvpe of eardiemyepalny, ine e iniea eendilien of ine eni d, Ine ris< of dangereus evenls and ine ani iy of ine eni @ le

le erale Ine inerapy e review delal ed inerapies fer oeln ine di aled and nvperirepnie ferms of eardiemyepalny inal
appVvie ARVM, miieenendria mvepainv er VN * ine reader is direeied 10 ine perlient seelions en treaiment wriillen fer
® ‘Mand M esewnere Ininis oreenure

=
=

© American Heart Association



Prognosis

Many eni dren wiln eardiemvepalny are ap @ le @ad re alivayv nerma Ives enee ine diagnesis nas oean aslao iIsned and
apprepriale inerapies nave peen slarled ne eng larm pregnesis varias depending en ine lvpe of eardiemvepainy and
ine degree of funeliena Impairment “ni dren wiin eardiemvepalny sneu @ pe walened e ese v for ine dave @pment of
near faiure, aonerma nearl rnvinms, 0 eed e ols inside 1ne nearl and elner signs 1nal ine nearl I1s nel ao e 1@ maintain
nerma o eed f ew , nee signs of nearl faiure er signif eanl v aonerma rnvinms appear, aggrassive inerapyv I1s negun wiln
e ose menilering fer signs of wersening o eed f ew le ine vila ergans f elner ergans snew signs of damage er ine nearl
fal ure deas nel respend 1@ mediealiens, a eardiae assisl daviee and/er 1ransp anl Is eensidared earv, as 1ne wailing lime
fer a dener nearl ean nea unpredielanoe 1is imperianiinal a eni d wiln eardiemyepalny oe e ese v menilered al a eenler
wiln experlise In pedialrie nearl fai ure, eardiemvepalny, arrnvinmias, eardiae assisi devieas and iransp anlalien in erder
le ensure rapid raspense i@ any wersening of nis er nar eendilien








