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Nationwide Survey of Isolated Right Ventricular Hypoplasia
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In this stud¥, we determined the epidemiology, clinical features, and
prognosis of isolated right ventricular hypoplasia. There were 16 cases (9 males). The age of
diagnosis ranged from 0-9 years (median 0 years), and 3 cases were familial. The diagnosis was
triggered by cyanosis in 9 cases (56.2%), fetal screening in 4 cases, and medical examination or
screening in 3 cases. Cardiac catheterization findings showed a right ventricular end diastolic
volume to normal ratio (%RVEDV) of 53.0% 18.4%. Surgical repair was performed in 6 patients (37.5%).
There were no deaths during the follow-up period. The group that required surgery had a %RVEDV of
50% or less. A %RVEDV of 50% or less may be a risk factor for requiring a systemic-pulmonary shunt
or single ventricle repair.
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