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Cardiac rhabdomyomas are typically presented in the tuberous sclerosis. Although benign and often
associated with spontaneous regression, in rare circumstances huge mass size and critical location
can lead to heart failure, ventricular outflow tract obstruction and refractory tachyarrhythmias.
An 1-day-old girl was diagnosed as cardiac tumor during perinatal period. At birth, transthoracic
echocardiography revealed huge cardiac mass located in septal area of both ventricle measuring 34
x30 mm. It protruded into the left ventricular (LV) outflow tract, potentially obstructing it. A surface
ECG revealed atrial tachycardia with nonsustained ventricular tachycardia with heart rate of 217 beats
per min. The tachyarrhythmias were controlled with intravenous amiodarone. Reduction of the giant
cardiac mass was treated with mammalian target of rapamycin pathway inhibitor sirolimus. However,
she unfortunately died at 10 days-old because of sudden cardiac arrest maybe due to LV outflow
tract obstruction during therapy. Gene analysis revealed TSC2 mutation after death. (Ewha Med J
2022:45(3):e5)

Introduction

Rhabdomyomas are the most common cardiac tumor in pediatric patients. In many cases, they are
associated with tuberous sclerosis which is an autosomal dominant disorder caused by mutations
in the TSC1 or TSC2 genes that are part of mammalian target of rapamycin (m-TOR) pathway
[1]. Although benign and often associated with spontaneous regression, in rare circumstances
huge mass size and critical location can lead to heart failure, ventricular outflow tract obstruction
and refractory tachyarrhythmias [2]. Here we present a fatal case of mixed atrial and ventricular
tachycardia (VT) in a newborn with giant cardiac rhabdomyoma and tuberous sclerosis.

Case Presentation

An 1-day-old girl was born by cesarian section at a gestational age of 36 weeks with birth
weight of 2,710 g. Cardiac tumor was diagnosed during perinatal period. At birth, transthoracic
echocardiography revealed huge cardiac mass located in septal side of both ventricle involving
free wall of the ventricle and the outflow tract measuring 34x30 mm in its longest axis. It
protruded into the left ventricular (LV) outflow tract, potentially obstructing it (Fig. 1). And other
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Fig. 2. Brain ultrasound image in neonate with tuberous sclerosis. Multiple cortical and subcortical tuber (arrows) in fronto-parieto-occipital area are
showed in (A) coronal view and (B) parasagittal view of right and left brain.

” T SR P AT H

¢

RIE A RN LRI T AT LA T, 1 " i AL | : A ¥ L A
II" { WLIAEIR by § ¥ g ST 1 c '\-..-\. Py il Ny ey . NENTATA]

N aVR \M A V4_,\ A

(W En

I J fu -"‘»aVIi Ay MZ-— P i \/5#""! A N i

It o) e J/,_."via sl

e AT ,-1\,‘ O et Vim0 Mﬂ'”. f‘\w '\.«lm—f .

I

J_A'.—l--._.«-’._iua’.) \._,,r,_ | A Al

EEALEG NS Nk

Fig. 3.12 leads surface ECG showing wide QRS tachycardia. (A) Initial ECG shows atrial tachycardia (arrows) with nonsustained ventriculat
tachycardia (asterisks). (B) After amiodarone infusion, nonsustained atrial tachycardia (arrows) and (C) frequent atial premature complex with
bigeminy (arrows) are shown.
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