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leiomyomas, Myxoid lipomas, Cellular 
angiofibroma, and Smooth muscle tumors 
should also be taken into consideration in the 
differential diagnosis for a polypoidal mass 
arising in the perineum3.  

Aggressive Angiomyxoma very rarely 
metastasizes, with a few cases of multiple 
metastasis4 being reported in the literature. One 
case of Vulval Aggressive Angiomyxoma 
associated with Systemic Lupus Erythematosus 
has been reported5.  

Aggressive Angiomyxoma is a myxoid 
tumor with a prominent thick and thin-walled 
vascular component. Spindle and stellate-
shaped cells maybe seen in a myxoid 
background with prominent vasculature and 
no cellular atypia. Immunohistochemical 
staining is positive for Actin, Desmin, 
Vimentin, ER, PR and negative for S100 and 
CEA6.  

Complete excision of the lesion is done 
whenever possible, avoiding mutilating 
surgery, adjunct therapy using arterial 
embolization, and or hormonal treatment 
maybe required in cases of partial resection of 
the tumor. Radiotherapy and Chemotherapy 
are also a part of adjunctive therapy. An 
alternative treatment modality is 
Gonadotropin-releasing hormone agonists, 
which have shown success in a few case 
reports7,8. Periodic follow-up maybe required 
upto 15 years after excision, for which MRI 
can be used to detect recurrences9.  

Conclusion 
Aggressive Angiomyxoma, though a 

rare entity, should be considered when an 
insidiously growing painless mass is seen in the 
vulvovaginal area, especially in premenopausal 
women in the 3rd to 4th decade. A high level of 
suspicion is required to make a clinical 
diagnosis. It is diagnosed mostly based on 
Histological features. Once optimally treated 

with surgical excision, less rates of recurrence 
can be expected. This case of aggressive vulval 
Angiomyxoma is reported due to its rarity of 
occurrence.  
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