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Pulmonary artery sarcoma manifesting as a main pulmonary artery stenosis
diagnosed by 18F-FDG PET/CT
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Pulmonary artery sarcoma (PAS) is a rare and fatal disease that often mimics chronic thromboembolic pul-
monary hypertension (CTEPH); therefore, diagnosis of PAS is often delayed. Herein, a healthy 74-year-old
man was presented with a 4-month history of dyspnea. Chest computed tomography showed wall thickening
and stenosis in the main pulmonary artery as well as in both proximal pulmonary arteries. In order to diffe-
rentiate between unusual CTEPH, vasculitis, and PAS, we performed right heart catheterization and pulmo-
nary angiography. The mean pulmonary arterial pressure was 21 mmHg, and there was severe pulmonary
artery stenosis. Thrombi on the pulmonary arterial wall lesions were observed in intravascular ultrasound
and optical coherence tomography. Furthermore, the patient had a history of deep vein thrombosis. There-
fore, we diagnosed unusual CTEPH. After 6 months of rivaroxaban anticoagulation therapy, a chest X-ray re-
vealed a left lower lobe lung mass, and a positron emission tomography later showed hypermetabolic lesions
in the main pulmonary artery wall, in both pulmonary arteries walls, in the lung parenchyma, and in the bones.
A biopsy of the right proximal humerus lesion revealed undifferentiated intimal sarcoma. Pulmonary sarcoma
is rare, but should be considered when differentially diagnosing main pulmonary artery wall thickening and
stenosis. A positron emission tomography may aid in this diagnosis.
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Fig. 1. Chest computed tomography showing (A) wall thickening and stenosis in the main pulmonary artery and in both proximal
pulmonary arteries (right>left) and (B) no interval change after 4 months (arrow).
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Fig. 2. (A) Lung perfusion scan showing severe perfusion defects in the right upper lobe (apical and posterior segments), and in the
right middle lobe (medial and lateral segments), as well as a large perfusion decrement in the right upper lobe anterior segment, and
in the right lower lobe (arrow head) and in the left lower lobe basal segments (arrow). (B) Technetium-99m sodium pertechnegas lung

inhalation scan showing no ventilation defect.

Fig. 3. (A) Pulmonary angiography showing 90% diffuse stenosis in the proximal right pulmonary artery (arrow) and 20% stenosis
in the left pulmonary artery (arrow head). (B) Intravascular ultrasound and (C) optical coherence tomography showing a well-organized
thrombus in the wall of the proximal right pulmonary artery (arrow).
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Fig. 4. (A) Chest computed tomography showing aggravated wall thickening with stenosis in the main pulmonary artery and newly
developed filling defect in the anterior segmental pulmonary artery of the left upper lobe (arrows), compared with the previous image,
taken 6 months ago. (B) Whole body positron-emission tomography/computed tomography showing hypermetabolic lesions (arrows)
in the left lower lobe mass (maximum standardized uptake values [maxSUV]: 30.8), bilateral pulmonary arteries (maxSUV: 9.6), right
humeral head (maxSUV: 22.2), L3 body (maxSUV: 8.0), and right vastus medialis (maxSUV: 14.0), suggesting malignancy.
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Fig. 5. (A) Biopsy of the right humeral head showing marked nuclear pleomorphism and spindle-like cell morphology, indicating an
undifferentiated spindle-cell malignancy, most likely a metastatic intimal sarcoma (H&E stain). (B) The immunohistochemical stainings
showing all negative results (immunohistochemical stain).
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