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Abstract 
Intimal sarcoma is a rare type of mesenchymal tumor that arises from the 
intima of large and small vessels. Most commonly it arises from the pul-
monary artey or the thoracic aorta. We report a case diagnosed with right 
pulmonary artery intimal sarcoma after CT guided biopsy. The patient un-
derwent surgical excision of the tumor successfully without residual and no 
post-operative complications, then received adjuvant chemotherapy. Patient 
was disease free till her last follow up in 12/2020. Conclusion: As there is no 
standard of care for the intimal sarcoma, it was treated by extrapolating data 
from sarcoma guidelines. Complete surgical excision will remain the best 
prognostic factor for the survival. 
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1. Introduction 

Vascular neoplasms are classified as leiomyiosarcomas, angiosarcomas and in-
timal sarcomas and immunohistochemistry is needed to differentiate between 
them [1]. 

Intimal sarcomas are rare and lethal malignant tumors that typically affect 
larger vessels: the aorta, inferior vena cava, and pulmonary arteries [2]. 

Intimal sarcomas have a greater prevalence in the middle aged females [1].  
It can be misdiagnosed as a pulmonary embolism, mediastinal mass, or tumor 

emboli, leading to delay in the appropriate treatment, such as prolonged anti-
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coagulation or thrombolysis [3]. 
Its prognosis is very poor based on the reported cases [2].  
The key to the survival is the early and accurate diagnosis, to help in early ef-

fective treatment [3]. 
There is no established standard of care for it. As reported, surgical options 

for PA sarcomas vary from palliative stenting, debulking, and endarterectomy to 
excision with or without pneumonectomy and with or without reconstruction of 
the PA [4]. 

Here, we report the case of a 49-year-old woman with pulmonary artery in-
timal sarcoma. 

2. Case Report 

A 49-year-old female patient presented with progressive course of cough and 
hemoptysis of 4 months duration. CT scan for chest without contrast on 
25/5/2017 which showed well defined complex density lesion, 5.2 × 4.7 × 7 cm, 
intrapulmonary at posterior segment of lower lobe, extending to ipsilateral hi-
lum. 

Further investigations using PET/CT scan with IV contrast showed metaboli-
cally active right pulmonary neoplasm (lobulated mass extending from hilum to 
lung periphery) measuring 5.4 cm with SUVmax uptake of 6.3. 

The case was discussed in a multidisciplinary team (MDT) and was advised 
for CT guided biopsy. The biopsy was done without any complications and pa-
thology showed malignant round cell tumor and immunophenotyping con-
firmed the diagnosis of intimal sarcoma. 

The Patient underwent right lower lobectomy and lymph nodes sampling in 
July 2017. 

Pathology showed low grade sarcoma compatible with intimal sarcoma, free 
pleural margins, free bronchial margins, hilar lymph node, Subcarinal lymph 
node were involved, 3 Interlobar lymph nodes were free from infiltration 
(Lymph node score 2/5).  

The patient has received 4 cycles of adjuvant chemotherapy Ifosfamide Doxorubi-
cin a 3 days protocol ended on 5/10/2017 with good tolerance and accepted toxici-
ty. Then she was kept under follow-up with CT scan and clinical examination 
and she was disease free till her last follow up on 24/12/2020. 

3. Discussion 

PAS has a very low incidence and only few hundreds cases have been described 
in the literature [5]. 

Commonly age of presentation is 45 - 55 years with a female to male ratio of 
2:1 [6]. 

The etiology and risk factors of this tumor have not yet been clarified but it 
has been shown that it may be related to the CDK4 gene mutation [7]. 

Complete surgical excision remains the mainstay of treatment as it improves 
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the survival [8]. 
In our reported case, the main challenge was to ensure the complete resec-

tion with negative margin and that was after assessing the respectability using 
PET-CT and CT. 

There is limited information on the role of chemotherapy and radiotherapy in 
the treatment of this disease [4]. 

Due to the rarity of that type of sarcoma, data extrapolated from the sarcoma 
clinical trial recommended adjuvant chemotherapy following surgery. 

Chemotherapy regimens that have been used include Adriamycin plus isosfamide, 
gemcitabine plus taxane or dacerbazine regimens [4]. 

Xu et al., described a case which was treated with chemotherapy upfront using 
triplet therapy of doxorubicin, cisplatin, and ifosfamide for two cycles. Because 
of intolerable side effects, she received vinorelbine and cisplatin for the next four 
cycles with remarkable regression of the tumor then she was oral cyclophos-
phamide (50 mg t.i.d) as a maintenance therapy [9].  

Our patient has received doublet chemotherapy regimen using Ifosfamide-
Doxorubicin with very good tolerance and accepted toxicity 

Hirose et al. also offered chemotherapy followed by radiation to their patient 
has developed recurrence after 2 months of complete surgical resection [3]. 

After reviewing this case, in the intimal sarcoma, respectability should be 
assessed before going through the surgery. Offering the patient adjuvant 
treatment is must after the surgery due to the rarity and poor prognosis of that 
type of tumors.  

4. Conclusion 

In conclusion, there is no standard of care for treatment for the intimal sarcoma. 
Complete surgical resection offers the best option with longer survival. More 
studies should be conducted to offer more information for diagnosis and treat-
ment. 
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