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A R T I C L E  I N F O A B S T R A C T

_______________________________________________________________________________

1. INTRODUCTION

Aggressive angiomyxoma is an uncommon and

distinctive, mesenchymal tumor with a predilection for

the pelvis and perineal regions in females and less

frequently in males.1 Steeper and Rosai first described

its histologic characteristics and its tendency to local

infiltration and recurrence in 1983. About 90% of

patients are women, usually of reproductive age.2 Here

is a case of a 35 year old woman who presented to us

with a pedunculated, polypoidal mass arising from

right labia majora since 6 years.

2. CASE REPORT

A 35year old woman, para1 living 1 presented to us

with a polypoid mass arising from right labium majora

since 6 years, associated with pain since 15days. O/E
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she had a pedunculated skin covered polypoidal tissue

measuring 8x7x2 cm with an ulcerated area of 6x6 cm

with punched out edges and necrotic base. She

underwent a wide local excision.

Histological examination of the specimen revealed a

hypocellular tumor composed of spindle and stellate

cells with an ill-defined cytoplasm, loosely scattered in

a myxoid stroma without evidence of nuclear atypia

and mitosis. Vessels of small to medium size with

hyalinised wall noted.The tumor merged imperceptibly

with overlying dermis. The stalk was free of tumor and

showed thick walled vessels.

Fig 1: Polypoidal ulcerative mass from right labia majus

3. DISCUSSION

Aggressive angiomyxoma is an uncommon

mesenchymal tumor. It characteristically grows slowly

and insidiously and is regarded as an aggressive

neoplasm because of its propensity to recur locally.

The recurrence rate has been reported to be as high as

70% and most of these arise within two years. The age

distribution is wide, with the peak incidence at 31 to

35years. Clinically the differential diagnosis includes a

vulvar abscess/cyst, Bartholin abscess, Gartner’s duct

cyst, vaginal cyst/polyp, fibroepithelial polyp , lipoma,

canal of Nuck hernia, pelvic floor hernia. It must be

distinguished from benign proliferations with a low

risk for recurrence, as well as from fully malignant

myxoid tumors.

Microscopically it is a tumor with stellate and

spindleshaped mesenchymal cells, embedded in a loose

myxoid stroma with a few collagen fibers.There is

absence of  necrosis or mitotic figures. The cells are

small and  lack nuclear atypia.Small or medium-size

veins and arteries within the tumor are often grouped

together, some of them displaying medial hypertrophy.

Blood vessels are often widely dilated,varying in

caliber and usually larger than 10 mm in diameter and

extravasation of red blood cells is common.3, 4

Fig 2: Microscopic appearance of Aggressive angiomyxoma

Immunohistochemically -It expresses different

combinations of estrogen and progesterone receptors,

vimentin, desmin, smooth-muscle actin, CD34, and

CD44, but all are invariably negative for S-100, CEA,

and keratin.5

Genetics - Chromosomal translocation of the 12q13-15

band involving the HMGA2 gene has been described.

There is a wide range of differential diagnosis but the

major ones are-

Recurrence - is notorious for local recurrence in

approximately 70% of the cases after a period of 2

years postoperatively and has been reported 20 years

postoperatively as well.

4. TREATMENT
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The optimal treatment for AA is wide local excision

with tumor free margin. Partial excision may be

warranted when high operative morbidity is

anticipated. Adjunct hormonal treatment with

tamoxifen, raloxifene, and gonadotropin releasing

hormone analogs (GnRHa) has been described with

varying degrees of success. 3-5

5. PROGNOSIS

Despite the morbidity associated with tumor recurrence

and repeat surgeries, the prognosis for patients with

AA is generally considered good. 6-8

In spite of the benign nature of this neoplasm

suggested by the histology, 2 cases of distant

metastasis have been reported in the literature. This

suggests that an aggressive angiomyxoma can no

longer be considered a purely localized disease. It may

act in a malignant fashion and produce benign

metastases in a small percentage of cases.
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