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Primary masses rarely originate from the heart and great vessels, and a malignant peripheral nerve
sheath tumor (MPNST) is extremely rare. A 76-year-old male with pleural effusion underwent con-
trast-enhanced computed tomography, which revealed a hypoattenuating mass involving the right
pulmonary vein and left atrium. Ultrasonography showed that the mass originated from the right
pulmonary vein. Surgical resection confirmed an MPNST that originated from the pulmonary vein.
We report the first Korean case of a primary MPNST originating from the pulmonary vein. We have
also described the radiologic findings suggestive of a pulmonary vein mass.

Index terms Malignant Peripheral Nerve Sheath Tumor; Pulmonary Vein; Neoplasm;
Cardiac Neoplasm; Computed Tomography, X-Ray
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Fig. 1. A76-year-old male with a malignant peripheral nerve sheath tumor originating from the right inferior
pulmonary vein and extending into the left atrium.

A, B. Noncontrast axial (left, A), contrast-enhanced axial (right, A), and coronal (B) chest CT images show a
lobulated mass (5.2 cm in size) involving the left atrium and pulmonary vein. Focal heterogeneous enhance-
ment is observed in the mass (arrows) adjacent to the bulging right inferior pulmonary vein (arrowhead). A
small amount of pleural effusion is visualized at the right hemithorax.

C. Echocardiographic image (four-chamber view) shows a heterogeneous echogenic mass involving the
proximal portion of the right pulmonary vein (arrowhead) and protruding into the left atrium (arrow).
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Fig. 1. A 76-year-old male with a malignant peripheral nerve sheath tumor originating from the right inferior pulmonary vein and extend-
ing into the left atrium.

D. Pathologic correlation with images; contrast-enhanced axial chest CT (left) shows mass with enhancing solid portion (arrow) and non-
enhancing cystic portion (arrowhead), which are correlated well with echocardiography (middle) and gross specimen (right). Gross speci-
men shows a firm and solid portion (arrow) and cystic portion (arrowhead), protruding into the left atrium.

E. Photomicrograph of the pulmonary vein MPNST shows uniform spindle cells (arrows) with a fascicular growth pattern and a high nu-
cleus-to-cytoplasm ratio (hematoxylin & eosin, X 200).
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