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Introduction

Primary angiosarcoma (AS) is a rare type of breast 
malignancy lesion accounting for only 0.04% of all 
malignant breast lesions (1). AS is a malignant breast 
lesion that arises from stromal tissue. It is extremely rare 
and accounts for <1% of all malignant breast tumors (1). 
Statistically <10% of ASs occur in the breast (2).

AS can be classified into primary and secondary. Primary 
AS develops in patients who do not have a history of breast 
cancer treatment. Secondary AS on the contrary develops in 
women with a history of breast cancer treatment.

Primary AS occurs in young woman in 20–40 years while 
secondary AS will tend to develop in woman over 40 years  
& can develop 5–10 years after radiation. About 17% 
patients develop AS after radiation for treatment of breast 
carcinoma.

Case presentation

A 70-year-old female came to our OPD with complains of a 

progressively increasing left breast lump. She was previously 
treated in some private hospital as a case of carcinoma breast 
diagnosed on FNAC. She received five cycles of chemotherapy 
(FEC) without any response. After that she consulted to our 
OPD. On examination there was a well-defined, mobile, 
nontender and firm lump of 8 cm × 10 cm size (Figure 1). 
Skin was not involved and there was no palpable axillary 
lymphadenopathy. Sonomammography revealed a thick walled 
cystic mass filled with turbid fluid in left breast.

We sent a trucut biopsy of the lesion that revealed an 
AS. After metastatic workup we took the patient for surgery 
and a wide local excision (WLE) was done (Figure 2).  
On sectioning the specimen, dark brown fluid came out 
of a cystic cavity mass. The inside of the cavity was also 
filled with soft friable polypoidal tissue (Figure 3). Final 
histopathological examination (HPE) was reported as AS 
breast with clear margins (Figures 4,5) further confirmed by 
IHC which was positive for CD34 and CD31.

Post operatively at discharge, the Patient was referred for 
radiotherapy. At two months follow up the patient was free 
of any evidence of recurrence.
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Discussion

AS of the breast is most common sarcoma of the breast but 
is still relatively rare. AS almost occurs almost exclusively 
in the female breast, with only five cases of male breast AS 
reported in the literature (2).

Primary AS of the breast occurs around third to fourth 
decade of life (3). With 6–12% of the cases occurring 

during pregnancy (4,5). In our case the age of the patient is 
70 years which is unusual. 

AS normally present as a painless rapidly growing 
palpable mass (6,7). Few patients complain of pain 
and tenderness and 2% of patients may present with 
diffuse enlargement of the breast. Sometimes bluish red 
discoloration of the overlying skin may be noted (8). Nipple 
retraction, discharge, and axillary lymphadenopathy are 
generally absent. Bilateral tumors are rare but may be seen 
specially post menopausal women (1).

In most case series tumor was >4 cm in diameter, (in 
our case 8 cm × 10 cm). Patients with tumor <4 cm at 
presentation had better survival (8). Some reports suggested 

Figure 1 Preoperative view.

Figure 2 Gross excised mass.

Figure 3 Cut section of the specimen.

Figure 4 Slide 1 HPE shows irregular clusters of anaplastic 
endothelial cells with distinct vascular lumina and spindle shaped 
stroma with areas of necrosis. HPE, histopathological examination.

Figure 5 Slide 2 HPE shows solid sheets of undifferentiated tumor 
cells without definite blood vessels with areas of necrosis. HPE, 
histopathological examination.
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that tumor size does not correlate with survival (9).
Preoperative diagnosis of AS breast is difficult by FNAC 

(in our case it was falsely reported as ductal carcinoma). 
Chen et al. (4) reported that false negative rate of FNAB 
is 37%. True cut biopsy or incisional biopsy is better for 
diagnosis.

The differential diagnosis of AS includes cystosarcoma 
phyllodes,  benign hemangioma, stromal sarcoma, 
metaplastic carcinoma, squamous cell carcinoma with 
sarcomatoid features, myoepithelioma, fibrosarcoma, 
fibromatosis, liposarcoma and reactive spindle cell 
proliferative lesions (4).

Ultrastructural examination shows vascular nature of AS 
and exhibit existence of Weibel-Palade bodies and pinocytic 
vesicles. Immunohistochemistry for factor VIII related 
antigen is helpful for the diagnosis of AS of the breast (10). 
Antibodies directed against CD34 and CD31 identify nearly 
all AS including the poorly differentiated variant. 

Chen et al. (4) overviewed the common sites of metastasis 
of primary AS of the breast as lung, skin, bone, liver, 
brain and ovary in order of frequency. Bones, skin and the 
contralateral breast metastasis are not commonly seen in 
other type of sarcoma (6). Axillary lymph node metastases 
are rare (9,11,12).

There is no gold standard treatment for AS. Due to 
infrequent incidence of disease there are no randomized 
trials comparing WLE with mastectomy. WLE is used for 
small lesions where there is high probability of achieving 
negative margins. Total mastectomy alone or with axillary 
node dissection is the preferred method of treatment. 
Mastectomy is more likely to result in an R0 resection (with 
a margin of >2 cm) (13). Deep margin is most commonly 
positive in an incomplete excision suggesting that more 
aggressive excision including muscle may be required. The 
necessity of axillary dissection is debatable at present as 
nodal involvement is uncommon in AS. In a series, reported 
nodal involvement is <10% (14).

Chemotherapy—some studies suggest that treatment 
with anthracycline based chemotherapy is useful in 
improving both disease free survival (DFS) and overall 
survival (OS) (15). A meta-analysis of patients treated with 
doxorubicin and a randomized trial of epirubicin plus 
ifosfamide demonstrated longer DFS and OS (5,16). In two 
studies, adjuvant chemotherapy had no effect on recurrence 
free survival or OS (17,18).

A retrospective analysis of 41 patients, published in 2,011 
among patients with metastatic ASs from different primary 

tumor sites demonstrating an improvement in OS from 
10.4 to 23.7 months with taxane based regimens compared 
to non-taxane based adjuvant treatment (19).

Radiotherapy—radiation treatment as an adjuvant 
setting is used with the intent of improving locoregional 
control after surgical excision and for survival. In one 
review of ten series of patients with ASs of the breast 35% 
underwent adjuvant radiation (15). Treatment was based 
on tumor characteristics and the type of surgical treatment 
given (17). Even after radical surgery i.e., mastectomy, 
radiotherapy has been thought to be beneficial for patient 
with microscopically positive margins (20). However in one 
series of 14 out of 63 patients treated with radiation either 
alone or in combination with chemotherapy, no significant 
difference in local control or survival was noticed (17). 
In two series, a benefit to the 5–10 years’ recurrence free 
survival, DFS and OS was seen following radiotherapy (5,18).

According to Rosen’s study, the 5 years survival rate for 
low grade sarcomas can be 76% while 70% for intermediate 
grade, whereas high grade sarcoma has worst survival of 
approximately 15% (5).

Conclusions

Our case report of this rare primary breast AS is exclusive 
as of the very few reported cases so far, this is the only one 
presenting in a woman in the seventh decade of her life and 
is exceptionally oversized for a primary AS at the time of 
presentation. 

Whenever under clinical suspicion, a tissue biopsy is the 
recommended gold standard investigation since fine needle 
aspiration (FNA) has been reported to yield a high false 
negative result.

Since there are no established set goals for treating breast 
AS till date, surgical axillary clearance along with WLE/
mastectomy still remains controversial since the axillary LN 
metastasis is very rare.

So far the Trials done on the role of chemo radio therapy 
in treating breast AS have revealed controversial results.
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