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1. Introduction 
Angiosarcoma is uncommon, accounting for less than 
1% of all sinonasal tract malignancies .They occur in all 
ages, with a peak in the 5th decade, and a male predilec-
tion (male:female = 2:1). Females tend to be younger at 
presentation by up to a decade. Angiosarcomas are ma-
lignant neoplasias of rapid growth that develop from en- 
dothelial cells [1]. Since 1977 only 17 cases have been 
reported in literature. They present as a mass lesion with 
or without epistaxis and airway obstruction [2]. Complete 
surgical excision is the treatment of choice especially 
with well delineated and solitary tumours [1]. Radiother- 
apy and chemotherapy may be of benefit in multifocal, 
ill-defined tumors [3]. Consideration of angiosarcoma in 
the differential diagnosis of mass lesions involving the 
sinonasal cavities with or without bleeding is critical. 

2. Case Report 
A 29-year-old male patient presented with a 3 day history 
of bleeding from the left nasal cavity, blood stained post 
nasal discharge with occasional nasal block and head 
ache. Patient had a past history of cauterization in the 
nasal cavity elsewhere 6 months back. On clinical ex- 
amination, there is deviation of the nasal septum to left 
side with spur. Small reddish area over the septum about 
1 cm from the columella on left side. There is no active 
anterior bleeding but post nasal discharge with blood was 
observed, CT scan of paranasal sinuses revealed left 
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ABSTRACT 
Purpose: To describe a rare malignancy involving the sinonasal cavities. To discuss the clinical, diagnostic, and treat-
ment modalities. Study Design: A case report including histopathological, radiological analysis and review of literature. 
Method: A case report is described from a tertiary care centre. Histopathological and radiological details are reviewed. 
Results: This case report presents a 29 year old male with 3 days history of bleeding from the left nostril, blood stained 
saliva with post nasal discharge and head ache. Biopsy demonstrated poorly differentiated Angiosarcoma. On immune 
stains the tumor cells showed diffuse strong cytoplasmic membrane positivity with CD 31 and few cells are positive for 
CD34. FLI-1 is also positive. Conclusion: Angiosarcoma is a rare malignancy involving the sinonasal cavities. Multi-
disciplinary approach is essential to obtain clear diagnoses and appropriate treatment plans. 
 

maxillary sinus opacity with lesion measuring 3.45 cm, 
2.85 cm, and 3 cm, Figure 1 and demineralization of 
medial wall of maxillary sinus Figure 2. Patient was 
treated in the form of uncinectomy, followed by a large 
middle meatal antrostomy and anterior ethmoidectomy. 
Pedunculated mass arising from left maxillary sinus an-
terolateral wall excised in toto. Histopathological ex-
amination of specimen demonstrated poorly differen-
tiated angiosarcoma. The microscopic view showed mu-
cosal fragments that are focally ulcerated with areas of 
hemorrhage and necrosis. A neoplastic proliferation of 
cells is seen composed of spindle to ovoid cells arranged 
around slit-like vascular spaces and dissecting the colla-
gen on the deeper aspect where they are seen like inter-
communicating spaces. They have vesicular nuclei with 
nucleoli and show mild to moderate pleomorphism with 
many mitosis. On immune stains, the tumour cells showed 
diffuse strong cytoplasmic membrane positivity with 
CD31 and few cells (about 10%) are positive for CD34. 
FLI-1 is also positive. Patient was advised to undergo 
total maxillectomy, but patient lost for follow up. 

3. Discussion 
Angiosarcoma (malignant haemangioendothelioma) [4] 
are defined as malignant neoplasms of vascular pheno- 
type whose constituent tumour cells have endothelial 
features. It is a very rare tumor, only 17 cases have been 
reported since 1977. They tend to be nodular or ulcera- 
tive, ill-defined with a bluish red colour. Etiology is un-
known and has been associated to certain risk factors  *Corresponding author. 
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Figure 1. CT PNS coronal section showing opacity in left 
maxillary sinus. 
 

 
Figure 2. CT PNS Axial section showing opacity in left 
maxillary sinus with destruction of the medial wall. 
 
such as chronic lymphedema, radiation exposure, thoro- 
trast, arsenic and vinyl chloride trauma and telangiectatic 
skin lesions are reported risk factors. The maxillary sinus 
is most frequently affected. Other sites that may be in- 
volved primarily or secondarily include the nasal cavity 
and other paranasal sinuses. 

Patients present with recurrent epistaxis, profound 
pallor, a mass lesion, pain (including headache, otalgia, 
toothache), nasal obstruction, sinusitis, nasal discharge 
(often described as foul smelling and blood tinged), pa-
raesthesia and/or loose teeth. The duration of symptoms 
ranges from weeks to months, but is generally short (me-
dian, 4 months). Lymph node and distant metastasis is 
not common at presentation. 

Histologically, most of these tumours are low-grade. 
Includes a proliferation of ramifying and anastomosing 
vascular channels which dissect through the surrounding 
structures [3]. The endothelial cells lining the vascular 
spaces are plump, atypical, increased in number and pile 
up along the lumen creating papillations [3]. They dem- 
onstrate mitotic activity. The endothelial cells may ap-
pear spindled, epithelioid or polygonal [1] Figure 3. Im- 

 
Figure 3. Histopathological section of angiosarcoma. 

 
munohistochemical stains assist in the diagnosis. Reac- 
tivity is identified with either factor VIII related antigen 
[5], CD31 or CD34 [6]. 

The differential diagnoses include granulation tissue, 
intravascular papillary endothelial hyperplasia, heman- 
gioma, nasopharyngeal angiofibroma, angiolymphoid hy- 
perplasia with eosinophilia, glomangiopericytoma, Kaposi 
sarcoma, malignant melanoma, carcinoma and large cell 
lymphoma . 

Complete surgical excision is the treatment of choice, 
especially with well delineated and solitary tumours 
[3]. 

[1] N. Zachariades and P. Economopoulou, “Maxillary An-
giosarcoma,” International Journal of Oral and Maxil-
lofacial Surgery, Vol. 15, No. 3, 1986, pp. 357-360. 

Radiotherapy and chemotherapy may be of benefit in 
multifocal, ill-defined tumours [3]. Metastasis is uncom- 
mon, and the predilection sites are the lung, liver, spleen 
and bone marrow. Recurrences are common in approxi- 
mately 50% of cases. It is likely due to incomplete exci- 
sion or possible multifocality. The outcome is more fa- 
vorable in case of angiosarcoma of maxilla when com- 
pared with the almost uniformly fatal outcome for cuta- 
neous and soft tissue angiosarcomas. 

4. Conclusion 
Angiosarcoma is a malignant neoplasm of vascular phe- 
notype. Etiology is unknown. Histologically, most of 
these tumours are low-grade. In this case it is of high 
grade with multifocality. Immunohistochemical stains 
assist in the diagnosis. Reactivity is identified with either 
factor VIII related antigen, CD31 or CD34. Complete 
surgical excision is the treatment of choice. Radiotherapy 
and chemotherapy may be of benefit in multifocal, ill- 
defined tumours. Recurrences are common, likely due to 
incomplete excision or possible multifocality. 
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