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Introduction
Uhl anomaly is a rare cardiac condition in which
there is total absence of right ventricular
myocardium. We report a case in a 10 month old
boy.
Case report
A 10 month old boy, born of non-consanguineous
parents was admitted with cough, cold and
respiratory distress for 10 days. The child was
developmentally normal. Antenatal history was not
significant. A routine work-up was done, including
chest x-ray, which was suggestive of cardiomegaly
(Figure 1).

Figure 2: Echocardiographic findings
Figure 1: Chest x-ray showing cardiomegaly

Additionally, two thrombi were seen in the right
ventricular cavity with severe right ventricular
dysfunction and significant dilatation of the right
ventricular outflow tract. Electrocardiogram showed
right atrial and ventricular hypertrophy. Cardiac
magnetic resonance imaging done for further
evaluation revealed voluminous dilatation of the
right ventricle with absent visualization of the
myocardium in the antero-lateral and posterior
segment with an intact interventricular septum and a
truncated right ventricular outflow tract, tricuspid
valve being normal (Figure 3). Child was started on
decongestive therapy with furosemide, antibiotics,

Cardiac examination revealed findings suggestive of
right heart failure like pedal oedema, tachycardia
and hepatomegaly. 2D-echocardiography with
colour Doppler revealed severe tricuspid
regurgitation with significant right atrial and
ventricular dilatation. The parchment like right
ventricular free wall was devoid of myocardium,
suggestive of Uhl anomaly (Figure 2).
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enoxaparin sodium and sildenafil as medical management
and is awaiting surgery.

License.
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Figure 3: Cardiac magnetic resonance imaging
Discussion
Osler was the first to describe a thin, parchment-like
heart where the ventricles were thin and dilated1. In
1952, Henry Uhl observed a thin right ventricle
where the myocardial layer was absent2. This
condition, now referred to as Uhl anomaly, is rare,
and was revisited by Dr. Uhl more than 40 years
after his original description3. It is not possible to
estimate the prevalence of Uhl anomaly due to the
extreme rarity of the condition. Most cases
mentioned in the literature have only been studied
post mortem for the same reason. Uhl anomaly
consists of myocardial absence in right ventricle
with apposing epicardial and endocardial layers and
no adipose tissue present4,5. Uhl anomaly has often
been confused with arrhythmogenic right ventricular
dysplasia5. In arrhythmogenic dysplasia, the right
ventricular wall is replaced by fibrous and adipose
tissues. In Uhl anomaly, the septal wall,
septomarginal trabeculation and the papillary
muscles of the tricuspid valve are normally
muscularized4,6. Patients with Uhl anomaly most
commonly present with right sided heart failure7, as
seen in our case. Cyanosis is often seen as a result of
right to left shunting at the atrial level8. The cause of
the absence of the myocardial layer is not fully
known. It is postulated that it could result from
apoptosis of the right ventricular myocardium or
from failure to protect against apoptosis6,8,9. The
underlying cause may be genetic due to a sporadic
mutation4. Diagnosis is frequently made by imaging
studies such as 2D-echocardiography or cardiac
magnetic resonance imaging, and can be confirmed
by myocardial biopsy. Myocardial biopsy was not
performed in our case owing to parental nonconsent. Palliative treatment for congestive failure
consists of standard forms of medication, including
anti-arrhythmic drugs when indicated. Successful
surgical repair has been reported in more recent
times. The most frequent procedure has been right
ventricular exclusion by closure of tricuspid valve
orifice with atrial septectomy and a bi-directional
Glenn shunt8. Cardiac transplantation has also been
reported to have favourable outcomes in Uhl
anomaly5.
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