
July 2014 

  
 
An 80-year-old male presented with increasing abdominal pain 

HISTORY: An 80-year-old male presented with increasing abdominal pain. He has a history of abdominal aortic aneurysm, status 

post endovascular repair 8 years prior, with aortobiiliac graft placement. Since then, he has undergone several embolizations for 

endoleak. CT scan (no contrast) revealed a stable 7.2 cm irregular aneurysm sac status post grafting, with stable 2.3 x 6.6 x 4.9 cm soft 

tissue density at its anteroinferior aspect and no convincing evidence of recent leak. Exploratory laparotomy was performed. 

SPECIMEN: The specimen consisted of an aortic segment measuring 3.5 cm in length and 8 cm in circumference. The intimal 

surface at the central aspect revealed thick atherosclerotic plaque with partial luminal stenosis and there was a 4 x 3.5 x 3 cm 

underlying mass involving the aortic wall. The mass had tan rubbery appearance with focal (~15%) necrosis.  

PICTURES: (2 H&E slides ). Additional immunohistochemistry (not shown here): CD31 focally positive; CD34, desmin, smooth 

muscle actin, S100, and HMB45 negative 
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FINAL PATHOLOGIC DIAGNOSIS:  

Undifferentiated intimal sarcoma, FNCLCC grade 3  

DISCUSSION: 

Luminal-derived sarcomas of large vessels are divided in two major categories: differentiated and undifferentiated intimal sarcomas 

(DIS and UIS, respectively). DIS represents intima sarcomas of recognized type (ie, angiosarcoma, myxofibrosarcoma, 

leiomyosarcoma). UIS and DIS share similar anatomic distribution including aorta and large vessels (ie, iliac/femoral artery and leg 

vein). UIS appears a decade later and patients have a 50% shorter survival than with DIS.  

Undifferentiated intimal sarcoma:  Epidemiology: Onset occurs mostly around the 6th decade (35 to 85) with no gender predilection. 

Patients usually present with longstanding history of severe cardiovascular disease. Most of the patients have a history of repaired 

aortic, iliac, or femoral aneurysm (in particular using Dacron grafts).   

Symptoms: Symptoms are typically acute, related to large-vascular obstruction by direct local extension or via thromboembolism, 

including low extremity ischemia, and embolic involvement of vital organs that often leads to shock and death. Death usually occurs 

within 8 to 9 months after diagnosis. 

Gross findings: The tumor is elongated or fusiform, with rubbery, gray, hemorrhagic, and necrotic cut surface, often associated with 

thrombus or atherosclerotic plaque. Size varies from 1 cm to >10 cm. Growth pattern may be luminal, mural, or, most often, mixed. 

Luminal growth pattern is seen in the majority of cases, where tumor extends along the intimal surface, often with multifocal surface 

spread, forming intraluminal polyps, nodules, or plaques that advance in the direction of blood flow. Mural growth pattern is much 

less common, where tumor mainly involves media and/or adventitia, with associated local invasion. 

Microscopy: The morphology is reminiscent of complex atheroma with extensive fibrin thrombus. Tumor cells are large, oval to 

epithelioid, and poorly cohesive, with high nuclear-to-cytoplasmic ratio, pleomorphic nuclei, macronucleoli, numerous mitoses with 

abnormal forms, and sparse occasionally vacuolated cytoplasm. Individual tumor cells resemble those of amelanotic melanoma or 

anaplastic lymphoma. Multinucleated tumor cells are infrequent. No intracytoplasmic lumina or capillary-like spaces are seen in 

primary tumors. Tumor location within a vessel correlates with differentiation (ie, leiomyosarcoma in the media; fibroblastic tumors in 

the adventitia; and endothelial, myoid, or fibroblastic nature in the intimal). Extravascular tumors (whether extravascular component 

of UIS or metastatic tumors) often reveal transformation into sarcoma of recognized type (ie, angiosarcoma, leiomyosarcoma, 

undifferentiated pleomorphic sarcoma), probably resulting from local mediators effect. 

Immunohistochemistry: Tumor cells are reactive with both CD31 and Fli-1 antibodies, at least focally. Other vascular markers are less 

sensitive: factor VIII (54%), Europaeus lectin, and CD34. At least one vascular marker is positive. Cytokeratin may be positive. Actin 

may be focally positive, but desmin is usually negative. Staining with CD31 and Fli-1 is similar in generally primary and metastatic 

tumors. 



Electron microscopy: Findings are not specific, and no cytoplasmic specific organelles, such as melanosomes or Weibel-Palade 

bodies, are usually seen. Few cells may show interdigitating processes, but no cell junctions are present. Rare cases have shown 

complex perinuclear intermediate filaments.  

Cytogenetic: Numerous gains and losses in chromosomes 1, 2, 6, 7, 9, 10, 17, and 20, and gains of 12q13-14 with MDM2 

overexpression were reported. 

Management: Management is usually noncurative since most of the patients present with advanced disease. In the absence of 

metastatic disease, aggressive surgical approach is warranted at least as a palliative measure. Potential benefit of chemotherapy or 

radiation after surgery is not known, since adjuvant therapy was tried only anecdotally.  
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