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ABSTRACT: Aggressive Angiomyxoma is a slow growing, uncommon myxoid neoplasm occuring 

chiefly in the genital, perineal and pelvic regions of adult women.(1,2) It is considered as a non-

metastasizing tumour with locally aggressive nature and propensity for local recurrence.(1) Hence 

it is important to differentiate from other mesenchymal tumours in this region and follow up is 

equally essential. We report a case of 37 years old lady with a pedunculated growth in the left 

labia majora. Our case highlights the variable presentation of these tumours. 
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INTRODUCTION: First described by Steeper and Rosai in 1983, Aggressive Angiomyxomas are 

rare mesenchymal tumours.(3) It often presents as a vulval mass and clinically simulates 

Bartholin’s cyst mostly presenting in second or third decade of life.(4) The female: male ratio is 

more than 6: 1.(1) It is a locally infiltrative, non-metastasizing neoplasm. Tumours are of varying 

size often relatively larger than 10 centimeter’s.(5) About one fourth of these tumours is 

pedunculated.(6) Imaging (CT and MRI) helps to identify the extent of pelvic involvement as 

clinical examination may underestimate the size of tumour. Wide local excision is now the 

treatment of choice. Local recurrence rate is about 30% of cases.(1,6) Recurrence occurs within 

few months to even decades after initial excision. More recently some patients have been treated 

for initial and recurrent disease with Gonadotrophic releasing hormone agonists.(1) 
 

CASE REPORT: A 37 year old lady, P4L4, sterilized, presented with history of growth in the labia 

majora for past 10 years. Initially it was about pea size and has increased to present size of 5 X 6 

centimeters over 10 years. There was no history of pain, bleeding or discharge from the swelling. 

She mainly presented due to mechanical discomfort of the swelling during walking. No history of 

any other similar swellings. On local examination there was a well circumscribed polypoidal 

swelling of 5 X 6 centimeters attached to the mid portion of labia majora with a pedicle 

measuring 1.5 centimeter thick and 4 centimeters long. (Figure 1). The swelling was non-tender, 

rubbery in consistency. The inguinal lymph nodes were not enlarged. Her pre-operative 

investigations were normal. She was taken up for surgery and a wide margin local excision of the 

pedicle done (Figure 2). There was abnormally increased vascularity at the base and the patient 

withstood procedure well.  

On histology the tumour composed of widely scattered spindle and shaped cells in myxoid 

stroma with abundant blood vessels. Thickened hyalinised medium to large vessels noted with 

foci of hemorrhage. The entire specimen was covered by normal skin. (Figure 3 and 4) This was 

suggestive of Aggressive Angiomyxoma. Her post-operative period was uneventful. She has not 

presented with recurrence during our 4 month follow up. 
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DISCUSSION: The term Aggressive Angiomyxoma was coined by Steeper and Rosai in 1983.(3) 

About 150 cases have been reported till 2012. It is slow growing, locally infiltrating tumor 

typically arising in the pelvis and perineal regions of women, may also arise in the inguino scrotal 

region of men. Described as non-metastasizing neoplasm but few cases of metastasis to the 

inferior venacava, right atrium(7) and mediastinum and lungs(8) have been reported. The tumor 

can usually grow to unusual sizes of more than 10 centimeters pushing the normal structures of 

the pelvis without invading them.  

Clinically the differential diagnosis for Aggressive Angiomyxoma may be Bartholin’s cyst, 

Lipoma, Labial cyst, Gartner duct cyst. Our case was a pedunculated growth at the vulva. 

Histologically Aggressive Angiomyxoma must be differentiated from other benign myxoid 

neoplasms like Angiomyofibroblastoma given its propensity for local recurrence. Aggressive 

Angiomyxoma is poorly circumscribed, infiltrative > 10 centimetres whereas 

Angiomyofibroblastoma is circumscribed < 3 centimetres. The cell shape is spindled with variable 
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thick walled vessels in Aggressive Angiomyxoma and epitheloid with numerous thin walled vessels 

in Angiomyofibroblastoma.(1) 

Wide local excision with negative margins has been the treatment of choice.These 

tumours tend to recur locally after excision as early as 2 months to even decades. Recurrence 

also depends on the initial surgery. Sometimes because of infiltrative borders complete excision is 

often difficult and likely accounts for high rate of local recurrence.(1) Recent studies have shown a 

recurrence rate of less than 10 % following aggressive surgical excision and most patients had 

only one recurrence.(1)  

Hormonal therapy with Gonadotropin Releasing hormone agonists has been used to 

reduce the tumour size to facilitate complete surgical excision and also for treatment of 

recurrences.(6) Till date there is no general consensus for the prevention or management of the 

recurrence because of rarity of the tumour. Gonadotropin Releasing hormone agonists have also 

been tried for prevention of recurrence in few cases based on fact that these tumours are 

Estrogen and Progestrone receptor positive.(2) Efficacy of Chemotherapy and Radiotherapy is not 

yet defined. In our case the patient is under meticulous follow up for last four months without 

any intervention as there is no defined protocol for prevention of recurrence. 

 

CONCLUSION: Aggressive Angiomyxoma is a slow growing benign, rare mesenchymal tumour 

with local infiltrative properties with tendency for local recurrence. The clinical presentation may 

be varied. Histological diagnosis is the most important aspect as these patients need meticulous 

follow up for recurrence. 
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