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Introduction

Intracardiac tumours are very rarely seen in in-
fants and childhood but rhabdomyomas are the
most common primary cardiac tumour in this age
group. More than 50 percent of patients with car-
diac rhabdomyomas had tuberous sclerosis (1, 2).

We report the case of a 12-days-old boy presen-
ting with right ventricular outflow obstruction ca-
used by rhabdomyoma which was detected by ec-
hocardiography.

Case Report

A twelve-days-old boy was referred to our clinic
for evaluation of a systolic murmur. This infant was
born at term by normal delivery. A precordial mur-
mur was heard shortly after birth. There was no fa-
mily history of tuberous sclerosis, seizure disorders,
mental retardation or congenital heart disease. The
first and second heart sounds were normal and a
grade 3/6 systolic ejection murmur was audible,
maximally at the upper left sternal border. Electro-
cardiogram showed sinus rhythm with right axis de-
viation. The T waves in the right precordial leads
were upright. The chest x-ray was normal. Two-di-
mensional echocardiography revealed a highly mo-
bile echodense mass which was 9x8 mm in size.
The mass protruded into the pulmonary valve orifi-
ce during systole (Fig. 1). Doppler technique indica-
ted a right ventricular outflow tract velocity of abo-
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ut 4.0 m/s which was correspondent to a peak gra-
dient of about 65 mmHg.

Surgery was performed without cardiac cathete-
rization. After sternotomy and pericardiotomy, pul-
monary artery was opened. A white pedunculated
subvalvular tumour adherent to the posterior leaf-
let of pulmonary valve, was found arising in the
right ventricular outflow tract free wall. It was re-
sected together with posterior leaflet of pulmonary
valve (Figure 2).

Diagnosis of rhabdomyoma was established by
histologic examination of surgical specimen. The tu-
mour contained large vacuolated cells. Typical ‘spi-
der’ cells were seen with eccentric nuclei, granular
cytoplasm and thin cytoplasmic extensions projec-
ting toward the cell membrane (Figure 3).

The patient had an uneventful postoperative re-
covery. Cerebral computed tomography was nor-
mal. At 10-months follow up, the child was comp-
letely well and his physical and echocardiographic
examinations were normal (Figure 4).

Discussion

Diagnosis of tumour was made by echocardiog-
raphy but the diagnosis of rhabdomyoma was ma-
de by histologic examination in this case. Because
myxomas may have a similar appearance on echo-
cardiography they also should be taken in account.
However myxomas are most commonly seen in the
adult population and rarely they have been descri-
bed in children including neonates.

In generally, rhabdomyomas are intramural no-
dules that can occur anywhere within the heart,
most commonly involving the ventricular and septal
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Figure 1- Preoperative echocardiogram. Parasternal
short axis view shows a tumour mass obstructing the
right ventricular outflow tract. (PA: Pulmonary artery,
Ao: Aorta, X: Tumour mass, PV: Pulmonary valve).

Figure 2- Gross features of rhabdomyoma removed
during operation..

walls. They can occur as single intramural or intra-
cavitary masses in 10% of patients. Occasionally
rhabdomyoma causes obstruction to blood flow as
our in case (1-7).

As many as 50% of children with rhabdomyoma
have tuberous sclerosis; 50% of children with tube-
rous sclerosis have rhabdomyomas (1, 2). In our ca-
se, although there was no family history of tubero-
us sclerosis and cerebral computed tomography
was normal we have to follow up the patient for tu-
berous sclerosis. Because the nodules of tuberous
sclerosis can be microscopic the could not be detec-
ted and brain may appear normal by computed to-
mography.

Rhabdomyomas can regress spontaneously in in-
fants and children (1, 2, 3, 8, 9). Farooki et al. (8)
have found that these tumours tend to regress at a
constant rate such that the circumference decre-
ases by approximately 2 mm/month. However we

Figure 3- Microscopic section of lesion shows typical
‘spider’ cells (Hematoxilen-eosin stain X 400).

Figure 4- Postoperative echocardiogram. The relief of
right ventricular outflow tract obstruction is seen.

could not wait for spontaneous regression because
of presence of the significant outflow tract obstruc-
tion and the mobility of the mass and patients was
referred for surgery.
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