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A Long-term Follow-up Case of Uhl's Anomaly that was Diagnosed in Infancy
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Uhl's anomaly is a rare cardiac disease of unknown etiology characterized by a markedly distended right ven-
tricle because of partial or complete absence of right ventricular myocardium, which consequently develops a
parchment-like appearance. Patients usually present with symptoms in infancy and rarely survive to adulthood.
We report the case of an 18-year-old patient with Uhl's anomaly who was diagnosed in infancy and survived to
adulthood without symptoms of heart failure. Angiocardiography at the age of 6-years showed a dilated right
ventricle. Magnetic resonance imaging (MRI) at the age of 12-years showed an extremely dilated thin-walled
right ventricle with almost complete absence of right ventricular myocardium. At the age of 15-years, his MRI
images showed further dilatation of the right ventricle. Follow-up examinations revealed to manifestation of
right heart failure, despite persistent right ventricular dilatation and impaired function. This case may be useful
for understanding the natural history of Uhl's anomaly.
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Fig. 1 Twelve-lead electrocardiogram showing right atrial hypertrophy (A: 2 months old, B: 18 years old),
and chest X-ray showing enlargement of the cardiac silhouette with a prominent right ventricle con-

tour (C: 2 months old, D: 18 years old)

Fig. 2 Four-chamber view at the age of 2-months showing a dilated right ventricle with tricuspid valve

leaflets arising appropriately from the annulus (A), thin-walled right ventricle (arrow) and mild tricus-

pid regurgitation (B). Four-chamber view at the age of 17-years showing his dilated right ventricle

and right atrium with severe tricuspid regurgitation (C, D). Short-axis view at the age of 17-years

showing diastolic opening of the pulmonary valve (arrow) (E), and, left ventricle dysfunction with
interventricular septum paradoxical motion [short-axis view: F (diastolic phase), G (systolic phase);

long-axis view: H]
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Fig. 3 Changes in atrial natriuretic peptide (ANP), brain natriuretic peptide (BNP), cardiothoracic ratio (CTR),

and left ventricular ejection fraction (LVEF)

Fig. 4 Sagittal T1-weighted spin-echo sequence at the age of 12-years showing the almost total absence

of right ventricular myocardium and decreased trabeculation (arrow) without fibrofatty replacement

(A). Cine magnetic resonance imaging at the age of 15-years showing no right ventricular wall mo-

tion and a thinned right ventricular myocardium in comparison to the normal left ventricular myo-

cardium in short-axis view (B: diastolic phase, C: systolic phase)
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