
Gunvanti B. Rathod et al CUTANEOUS ANGIOSARCOMA OF FACE – A CASE REPORT 

 

  Int  J  Cur  Res  Rev,  Jan 2013/ Vol  05 (01)  
Page 120 

 
  

 

 
IJCRR 

Vol 05 issue 01 

Section: Healthcare 

Category: Case Report 

Received on: 23/11/12 

Revised on: 17/12/12 

Accepted on: 05/01/13 

 

CUTANEOUS ANGIOSARCOMA OF FACE – A CASE REPORT 
 

Gunvanti B. Rathod
1
, Atul Jain

1
, Pragnesh Parmar

2
 

 
1
Department of Pathology, Mahatma Gandhi Medical College and Research Institute, 

Pondicherry, India 
2
Department of Forensic Medicine, Mahatma Gandhi Medical College and Research 

Institute, Pondicherry, India 
 

E-mail of Corresponding Author: neempath@gmail.com  

 

ABSTRACT 

Cutaneous angiosarcoma of the face and scalp is a rare but aggressive vascular tumour of endothelial 

cell origin, having poor prognosis. Clinically it presents with an asymptomatic erythematous to bruise 

like macular lesion in face or scalp. Local spread, recurrence and metastasis to regional lymph nodes 

and lungs are common. Early diagnosis and treatment are essential for local control of this aggressive 

tumour, but recognition can be delayed because of its rarity or because of difficulty in making a 

pathological diagnosis. Early detection and multidisciplinary approach may improve survival. 

Cutaneous angiosarcoma (CA) accounts for 60% of cases of angiosarcoma. We report here a case of  

65 years old man who presented with 4 months history of indurated swelling over the left infraorbital 

area extending the forehead, scalp and the other side of face with marked induration of the skin. 

Histsopathological examination of the biopsy from the nodule confirmed the diagnosis of cutaneous 

angisarcoma. 
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INTRODUCTION 

Angiosarcoma is a rare, aggressive soft tissue 

sarcoma of endothelial cell origin. Cutaneous 

angiosarcoma (CA) accounts for 60% of cases of 

angiosarcoma. These include primary CA and 

secondary CA, caused by previous irradiation, 

chronic lymphoedema and pre-existing       

vascular malformation. About 50% of cutaneous 

angiosarcoma affects the head and neck region in 

elderly men, in particularly the scalp area. [1] 

Overall, sarcomas occur uncommonly in the head 

and neck, constituting less than 1% of all head 

and neck malignancies. [2]                                                                        

The prognosis for patients with angiosarcoma of 

the head and neck remains dismal, with a 

reported 5 years survival rate of nearly 10%. [3, 

4, 5, 6]
 
    

 

 

 

CASE REPORT 

A 65 years old, male, presented to outdoor patient 

department of dermatology with 4 months history 

of indurated swelling over the left infra-orbital 

area. On examination, it was extending over the 

forehead, mid scalp and the other side of face. 

The scalp lesions began as small nodule which 

enlarged and increased in numbers gradually. 

There was no preceding trauma though the 

nodules bleed easily. The nodules ranged from 

0.5 cm to 1 cm in diameter. Multiple nodules are 

ulcerated and bluish discoloration of skin was 

also present. No lymph node was palpable. The 

routine haematological investigations, renal 

function tests, liver function tests and creatine 

kinase were normal. X-ray sinus showed no 

evidence of sinusitis. Skin biopsy (punch by 5 

mm) from temporal region was taken and sent for 

histo-pathological examination. 
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Microscopically, the tumour was located in the 

dermis. The tumour consisted of proliferation of 

malignant spindle cells without apparent 

differentiation. The tumour cells were seen to 

invade into the surrounding dermis and 

subcutaneous tissue (Photo - 1 and 2). Many 

mitotic figures were scattered (Photo - 3), and 

there were few areas of necrosis. 

Intracytoplasmic vesicles were recognized in 

several areas (Photo - 4 and 5). A few abortive 

vasoformative channels are also recognized. The 

presence of red blood cells in the vasoformative 

channels suggested the tumour was not a 

lymphatic tumour but a vascular tumour (Photo - 

6). Hence, the diagnosis of cutaneous 

angiosarcoma was established. 

 

DISCUSSION 

Cutaneous angiosarcoma (CA) was first 

described in 1945 by Caro and Stubenrauch. [7] 

In 1948, Stewart and Treves described 

association between angiosarcoma and post-

mastectomy lymphedema, the Stewart-Treves 

syndrome. [8] Wilson-Jones described cutaneous 

angiosarcoma primarily affects scalp and face of 

elderly in 1964. [9] CA is a rare neoplasm, 

accounting for <1% of all sarcomas. It commonly 

affects the head and neck regions (27.0%), 

followed by the breast (19.7%), extremities 

(15.3%), trunk (9.5%), liver (6.0%), heart (4.7%), 

bone (3.6%) and spleen (2.6%). [10] 

CA classify into primary and secondary. Primary 

CA is the more common form. In patients with 

primary CA, there has been no previous skin 

irradiation and lymphedema when compare to 

patients with secondary CA, which usually has 

either predisposing factor. Cutaneous form of 

angiosarcoma initially presents as a bruise or a 

raised purplish-red papule on the central face, 

forehead or scalp. Facial swelling and oedema 

may be present. Increasing tumour size, tissue 

infiltration, oedema, tumour fungation, 

ulceration, haemorrhage can also develop. In 

lymphedema associated angiosarcoma (Stewart-

Treves syndrome), firm coalescing violaceous 

nodules or indurated plaque on a background of 

nonpitting oedema is the usual presentation. [11] 

Secondary CA is well known to affect the area of 

skin with chronic lymphedema and radio 

dermatitis. There is a male preponderance in 

primary CA, male to female ratio of 2-3:1. [12, 

13] The histopathology of angiosarcoma depends 

on the areas of tumour differentiation.  [14] In 

well differentiated areas, there is an anastomosing 

network of sinusoidal vessels lined by a single 

layer of endothelial cells of slight to moderate 

nuclear atypia. These vascular sinusoids split 

apart collagen bundles and groups of adipose 

cells. In less well differentiated areas, endothelial 

cells with more pronounced nuclear 

pleomorphism and mitotic activity pile up 

forming papillary projections. In poorly 

differentiated areas, the luminal formation is non-

apparent. There is high mitotic activity 

mimicking high grade sarcoma or melanoma. 

Areas of haemorrhage or necrosis can occur. 

Endothelial markers (von Willebrand factor, 

CD34, CD31, Ulex europaeus agglutinin 1, 

vascular endothelial growth factor (VEGF)) are 

expressed in angiosarcoma. [10] The absence of 

S100, human melanoma black 45, and melanoma 

antigen help to distinguish it from melanoma. 

The pathological diagnosis of angiosarcoma is 

easy when tumour cells form vascular channels. 

The diagnosis of angiosarcoma is very difficult if 

the apparent vascular channels are not 

recognized. Presence of foci of intra-cytoplasmic 

vacuoles is not pathognomonic for angiosarcoma, 

but they are suggestive for angiosarcoma. [15] 

The intra-cytoplasmic vacuoles may be the only 

clue of poorly differentiated angiosarcoma. In our 

study, we could suspect angiosarcoma because of 

the presence of these structures, but other 

sarcomas were also possible. Differential 

diagnosis includes exuberant granulation tissue, 

malignant vascular tumours, such as epithelioid 

haemangioendothelioma, perivascular myoid 

tumour (malignant glomus tumour and malignant 

http://www.ncbi.nlm.nih.gov/pmc/articles/PMC2897108/?tool=pubmed#b1
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myopericytoma), perivascular epithelioid tumour 

(malignant pecoma), kaposi's sarcoma, spindle 

cell carcinoma, intravascular endothelial 

hyperplasia, epithelioid angiosarcoma. The 

present tumour was different from exuberant 

granulation tissue, because the present tumour 

showed malignant nature on Haematoxylin and 

Eosin (HE) findings. The current tumour was 

different from epithelioid hemangioendothelioma 

which shows more little atypia, no vasoformative 

channels, and collagenisation. The present case 

was histologically different from malignant 

glomus tumour, malignant myopericytoma, 

pecoma, kaposi's sarcoma, spindle cell 

carcinoma, intravascular endothelial hyperplasia 

and epithelioid angiosarcoma.  

The overall 5 years survival is 10-35% [10] and 

the median survival of localised disease is 7 

months. [16] Angiosarcoma has a tendency for 

metastasis by lymphatic or haematogenous 

routes, and late local recurrence and metastasis 

after years of apparent remission and successful 

local control are well documented. [17, 18] Local 

spread, recurrence and metastasis to regional 

lymph nodes and lungs are common. [16] 

Significant predictors of poor survival include: 

(1) tumour diameter >5 cm, (2) depth of invasion 

>3 mm, (3) mitotic figures >3/HPF, (4) positive 

surgical margin, (5) tumour recurrence and 

metastasis. [12] Management is by 

multidisciplinary approach. Combination of wide 

local excision, radiotherapy and chemotherapy 

had been adopted in various institutions.  

 

CONCLUSION 

The rarity of primary angiosarcoma, unusual 

presentation of our case and possible diagnostic 

pitfalls associated with poor prognosis 

emphasizes the need for systemic presentation of 

these tumours in order to help pathologists and 

clinicians for early and accurate diagnosis with 

proper management. The aggressive nature of this 

disease demands careful follow-up of the patient 

and due to rarity of the condition, the appropriate 

strategies of treatment remain to be determined. 
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Figure - 1: 40X showing tumour was located in the dermis along with proliferation of malignant 

spindle cells. 
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Figure - 2: 100X showing tumour was located in the dermis along with proliferation of malignant 

spindle cells. 

 
 

Figure - 3: 400X showing marked nuclear pleomorphism with numerous abnormal mitotic figures 
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Figure - 4: 100X showing pleomorphic spindle cells with intracytoplasmic vacuoles 

 

 
 

 

Figure - 5: 400X showing pleomorphic spindle cells with intracytoplasmic vacuoles 
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Figure - 6: 400X showing vasoformative channels containing red blood cells 

 

 
 

 

 

 

 

 

 

 


