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Case

Noncompaction of the right ventricle following Senning repair
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A three-year-old boy presented with generalized edema, respiratory distress,
prominent right ventricular impulse and hepatosplenomegaly. He had undergone
Senning repair at one year of age. On his echocardiography, there were
numerous prominent trabeculations and deep intertrabecular recesses
measuring approximately 5 mm in depth along the free wall and right ventricular
apex. Echogenicity of the endocardial surface was increased suggesting a fibrotic
process in progress. Intertrabecular recesses were observed to be filling from
the ventricle by color Doppler which is consistent with noncompaction. Various
semilunar valve obstructions were shown to be responsible for the persistence
of deep endomyocardial spaces surrounded by exeggerated hypertrophy of the
trabeculae. This report presents the echocardiographic findings of right
ventricular cardiomyopathy associated with dextroposition of the great arteries
following Senning operation resembling noncompaction. Thus, this rare entity
needs to be clarified regarding morphological criteria in distinction from other
cardiomyopathies.
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Postnatal persistence of spongy myocardium
with embryonic blood supply may accompany
a number olf congenital defects. Deep
intertrabecular recesses and prominent
trabeculae are features of the embryonic or
spongy myocardium that normally develops into
the compact myocardium characteristic of the
mature mammalian heart!-1l. Noncompaction
has been reported to occur as a form of
hypertrophic or restrictive cardiomyopathy and
endocardial fibroelastosis!?13, We describe the
typical echocardiographic appearance of isolated
noncompaction in a postoperative case with the
diagnosis of dextroposition of the great arteries.

Case Report

A three-year-old boy presented with swelling of
the face and extremities and respiratory distress.
He had undergone Senning procedure at one
year of age with the diagnosis of dextroposition
of the great arteries. Permanent pacing had been
initiated approximately six months after surgery
due to persistent dysrhythmias. Following

hospital admission, hyperbilirubinemia developed
due to hepatitis B virus. When he first presented
he was already on digoxin and diuretics. He was
tachypneic and in respiratory distress. There was
generalized edema with hepatosplenomegaly. Right
ventricular impulse was prominent. There was
cardiomegaly and right ventricular hypertrophy on
his chest X-ray and electrocardiogram (ECG). An
echocardiogram was performed with HP-1000
Sonos and 3.5 mHz transducers. There was no
obstruction to the pulmonary venous flow. Both
ventircles were enlarged. Systolic function was
depressed. There were numerous prominent
trabeculations and deep intertrabecular recesses
measuring approximately 5-7 mm in depth along
the free wall and apex of his right ventricle (RV).
RV free wall was thickened (Fig. 1). Echogenicity
of the endocardial surface was increased, suggesting
a fibrotic process in progress. Intertrabecular
recesses were observed to be filling from the
ventricle by color Doppler, which is consistent with
noncompaction. Pulmonary and 1 (+) tricuspid
regurgitation were present. The patient died at
home shortly after his discharge.
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To our knowledge, an echocardiographic
appearance resembling that of noncompaction
as a form of cardiomyopathy of the right
ventricle following Senning operation has not
been reported to date. This rare entity needs to
be clarified regarding morphological criteria to
distinguish it from other cardiomyopathies.
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