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Recurrent Aggressive Angiomyxoma of 
The Vulva – A Rare Presentation
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Case RepoRt
A 34-year-old primipara lady, with a 5-year-old child, presented 
with a 5×4 cm non-tender mass at the left labia majora which was 
gradually increasing in size. She noticed a small mass at that place 
five months back which was gradually increasing in size and has 
attained the above mentioned size [Table/Fig-1,2]. Photography 
was taken with proper consent to the incumbent. FNAC report 
revealed spindle cells embedded in myxoid material- suggestive 
of angiomyxoma. She had similar type of lesion at the same site 
two years back, for which excision of the mass was done and 
histopathology report suggested angiomyxoma. 

With informed consent wide local excision of the mass (4×5cm 
beyond tumour margin) was done extending superiorly up to clitoris; 
laterally upto ischial tuberosity; medially vaginal tissue and part of 
levator ani and inferiorly till rectum and fatty tissue of ischio rectal 
fossa. Part of the trans versus pernei and bulbocavernosus muscle 
was also removed. Based on the histological features, diagnosis of 
aggressive angiomyxoma was made. The women is under follow 
up till date (three years after the surgery) and there is no further 
recurrence [Table/Fig-3,4].

DisCussion 
Aggressive angiomyxoma is a rare, slow-growing but locally invasive, 
uncapsulated, estrogen-dependent myxoid neoplasm [1,2]. It occurs 
in genital, perineal and pelvic regions of adult women, mostly in their 
third decade of life,the peak incidence being 31 to 35 years as in 
case of our patient [1-3].The tumour may recur as in our case. 

It should be differentiated from Bartholin cyst, Gartner duct cyst or 
vulval lipoma [3]. Grossly these tumours are soft, polypoidal or partly 
circumscribed lesion. On cut section it has gelatinous appearance. 
Microscopically they are composed of many thick-walled vessels of 
varying size in a loose collagenous and myxoid stroma with spindle 
and stellate shaped neoplastic cells. It expresses ER (oestrogen 
receptor) and PR(progesterone receptor), vimentin, desmin, SMA 
and less commonly CD34 [4].Tumour occurring during pregnancy 
has a faster growth rate, which supports the association of estrogen 
and progestrogen with it [3-5]. Fishman et al., [4,5] reported the 
presence of angiomyxoma in a 37-year-old black woman who was 
not pregnant at the time of diagnosis but had a recurrence later 
during pregnancy. Htwe M reported a 41-year-old woman with a 
“Bartholin cyst” excised during pregnancy that was reported later as 
aggressive angiomyxoma with positive progesterone and negative 
estrogen receptors [4,6]. The diagnosis is mainly histopathological 
but CT scan or MRI may be suggestive [7].On CT scan, angiomyxoma 
has a well-defined margin with attenuation less than muscle.The T2 
weighted images of MRI may show high signal images.This is due 
to the presence of loose myxoid matrix and high water content of  
angiomyxoma [7,8].

Wide surgical excision is the treatment of choice [2,5,8]. The problem 
exists as there are documented incidences of recurrences,specially 
following suboptimal resection, as evidenced in our case. In reality 
the complete excision of the tumour is difficult as the consistency of 
angiomyxoma is almost the same as the consistency of the normal 
connective tissue and in addition to that they are uncapsulated [8,9]. 
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We describe here a case of a 38-year-old lady presenting with a about 5x4cm in size swelling on the left labia majora. She had similar type 
of swelling 2 years back which was treated surgically. FNAC report of the present mass revealed angiomyxoma. In view of its’ recurrent 
nature wide local surgical excision of the mass was done. Histopathology report confirmed the diagnosis of angiomyxoma. The lady is under 
follow up and there is no further recurrence till date.
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[table/Fig-1]: Pre-operative presentation of the vulval angiomyxoma at left labia (white arrow)
[table/Fig-2]: Pre-operative presentation of the vulval angiomyxoma at left labia (white arrow)
[table/Fig-3]: Per-operative presentation of the vulval angiomyxoma at left labia (white arrow)



Sandip Kumar Sengupta et al., Vulvar Angiomyxoma www.jcdr.net

Journal of Clinical and Diagnostic Research. 2014 May, Vol-8(5): OD01-OD222

Usually the tumour is non-metastasizing, but there are two reported 
cases which had pulmonary,peritoneal and lymph node metastasis(to 
aortic and iliac lymph nodes) leading to death of the lady [12].

ConClusion 
Aggressive angiomyxoma is to be treated aggressively in order 
to prevent recurrence. Wide surgical resection is the treatment of 
choice till date. GnRH analogues may be considered if there is 
further recurrence. Patient is to be motivated for long term follow 
up,as recurrence may occur even after 10 to 15 years.
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Recurrence of this tumor is a complicated situation. The incidence 
of local recurrence is 36 to 72% [1,9.10]. Treatment modalities like 
angiographic embolization of the mass; hormonal therapy with 
Tamoxifen, Raloxifen, Gonadotropin-releasing hormone agonist 
(GnRH-A) may be required in those circumstances with a limited 
success [9,10]. In some reported cases pre-operative GnRH 
therapy was tried in order to make surgery easier and to prevent 
recurrence [7]. But there is no consensus regarding their use to 
prevent recurrence. Thus, aggressive local excision of the tumour  
to be done at the first setting forgetting the cosmetic value as 
we have done in our case in order to prevent further recurrence. 
As recurrence may occur 2 months to 15 years after the initial 
resection, long-term follow-up is advocated and MRI is there the 
investigation of choice [10,11]. The patients are to be counselled 
properly and motivated for long term follow up. We are following up 
our patient for the last three years and fortunately she did not have 
recurrence.
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[table/Fig-4]: Post-operative presentation of the vulval angiomyxoma at 
left labia (black arrow)


