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A Case of Congenital Unilateral Pulmonary Vein Stenosis with
Contralateral Anomalous Unilateral Single Pulmonary Vein
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Congenital unilateral pulmonary vein stenosis is an extremely rare condition. Herein, we present a case of
congenital unilateral pulmonary stenosis and atresia that we ultimately diagnosed by cardiac catheterization.
The patient presented to the hospital with an abnormal shadow on a chest X-ray during a school examination.
An aberrantly draining pulmonary vein developed from the atresia, suggesting an anomalous unilateral single
pulmonary vein (AUSPV). This is the first report of a patient with congenital pulmonary stenosis with AUSPV.
As there was no pulmonary hypertension at diagnosis, the patient was followed up without treatment.
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Fig. 1 Chest X-ray photograph
A tumor-like shadow on right lung hilar region
(arrow). It is similar to the shadow in school exam-
ination.
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Fig. 2 Contrast-enhanced 3D-CT

Right upper pulmonary vein atresia (arrow) with a
dilated tortuous vascular shadow (arrowhead).
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Fig. 3 The lung ®™Tc perfusion scan

Diffusely decreased uptake in the left lung and the
right upper lobe. left to right ratio is 15 to 85.

Fig. 4 Right pulmonary arteriography levophase
(DSA)

Right upper pulmonary vein atresia (white arrow).
A dilated tortuous vascular shadow (white arrow-
head). Right lower pulmonary vein (black arrow).
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Fig. 5 Left pulmonary arteriography levophase
(DSA)

Stenosis of the left venoatrial junction (arrowhead).
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