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Case Report 
Idiopathic intimal sarcoma of the  
pulmonary artery: report of a case 
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Abstract: We report on a 51 years old woman patients with pulmonary artery intimal sarcoma, whose first symptoms 
was paroxysmal cough without obvious cause, and with left chest pain. It is misdiagnosed as Pleural effusion, cryp-
togenic organizing pneumonia and pulmonary artery embolism with pulmonary infarction successively. After pulmo-
nary artery endarterectomy and tumor biopsy, histopathology revealed right pulmonary artery intimal sarcoma. And 
then she was treated by radiotherapy and chemotherapy, and died 32 months after operation.
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Introduction

The incidence rate of intimal sarcoma of the 
pulmonary artery is very rare, firstly described 
at autopsy by Mandelstamm in 1923 [1], and 
since then, fewer than 250 cases have been 
reported [2]. It is usually misdiagnosed as pul-
monary artery thrombosis because of no spe-
cific clinical symptoms. The survival rate of pul-
monary artery intimal sarcoma is normally low; 
the mean survival time was usually less than 2 
months for those without surgical resection, 
and approximately 10 months for that surgical 
treatment [3]. Compared with chemotherapy 
and radiotherapy, operation therapy can allevi-
ate symptoms and lengthens the patient’s life. 
Here we report a case of 51 years old woman 
patients with pulmonary artery intimal sar- 
coma.

Case report

A 51-year-old woman presented with a chief 
complaint of paroxysmal cough and with left 
chest pain. Computed tomography (CT) of the 
chest showed right pneumonia with less pleu-
ral effusion. The above symptoms were relieved 
after Intravenous drip by penicillin, cefazolin 
and levofloxacin lactate. 3 month later, serious 
cough and chest pain appeared. It is diagnosed 

as Pleural effusion, cryptogenic organizing 
pneumonia after group consultation by several 
hospitals. Physical examination revealed tachy-
pnea (20 breaths per minute), a pulse of 84 
beats per minute. Blood pressure was 100/80 
mm Hg, and body temperature was 36.2°C. 
Enhanced CT showed the right bottom pulmo-
nary artery thrombus (Figure 1), then diag-
nosed as pulmonary artery embolism with pul-
monary infarction. But the illness was not 
become well by one year oral warfarin antico-
agulant therapy.

The pulmonary artery endarterectomy and tu- 
mor biopsy were performed, displaying fish like 
tissue in the vascular cavity with no limits of 
vascular wall. The microscope showed irregular 
arranged spindle cells with pleomorphic nuclei 
in a myxoid and collagenized background (Fig- 
ure 2). The immunohistochemistry showed that 
positive staining were smooth muscle actin, 
CD34, vimentin and desmin protein (Figure 3), 
but the negative staining were MyoD-1, VEGF, 
EGFR, TTF-1, laminin, EMA, CD10 and CD31. On 
the basis of morphological and immunohis- 
tochemical findings, it is finally diagnosed as 
right pulmonary artery intimal sarcoma. The pa- 
tient died 32 months after surgery and radio-
therapy because of respiratory failure and heart 
failure due to tumor progression.
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irregular arranged spindle cells with pleomor-
phic nuclei in a myxoid and collagenized back-
ground [8]. The immunohistochemistry showed 
that positive staining were smooth muscle 
actin, CD34, vimentin and desmin protein. It is 
pointed out that these cancer cells have the 
ability of differentiation into leiomyosarcoma, 
angiosarcoma and rhabdomyosarcoma.

The survival time of pulmonary artery intimal 
sarcoma is usually short, an average of 13 to 
18 months. Operation is the first choice of 
treatment. In this report, the patient was treat-
ed by radiotherapy and chemotherapy, and 
died 32 months after operation. So the surgi- 
cal resection, combined with radiotherapy and 
chemotherapy, if possible, is known to be the 
best diagnosis and treatment option for pa- 
tients with pulmonary artery sarcoma.

Discussion

Intimal sarcoma is a rare tumor that arises from 
large vessels, including the aorta and pulmo-
nary artery. Pulmonary artery intimal sarcoma 
is lack of specific clinical manifestations [4, 5]. 
The most patients have chest pain, cough, 
hemoptysis, shortness of breath, syncope, 
fever and fatigue. On base of the lack of spe-
cific symptoms, it is easily to be misdiagnosed 
[6]. In our report, the woman presented with a 
chief complaint of paroxysmal cough and with 
left chest pain, and firstly diagnosed as pneu-
monia and pulmonary artery embolism, result-
ing in delayed diagnosis and treatment.

Pathological examination could offer confirmed 
evidence for the diagnosis of pulmonary artery 
intimal sarcoma [7]. Histopathology revealed 

Figure 1. CT shows the right bottom pulmonary artery thrombus. A: Coronal; B: Sagittal.

Figure 2. The microscope showed Irregular arranged spindle cells with pleomorphic nuclei in a myxoid and collage-
nized background (H&E stain, ×100 and ×400).
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Figure 3. The immunohistochemistry showed that positive staining were (A) smooth muscle actin; (B) CD34; (C) 
vimentin and (D) desmin protein.
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