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INTRODUCTION 

AA is a rare slow growing mesenchymal tumour that 

preferentially involves the vulvovaginal, pelvic or perineal 

regions.1 AA was first described by Steeper and Rosai in 

1983. It is called aggressive due its frequent local 

recurrences and infiltrative behaviour.2 They occur most 

commonly in the reproductive age group in women. 

Estrogen and progesterone receptors are commonly found 

in AA. It is thus likely to grow during pregnancy and 

respond to hormonal manipulation.3 

Considering its locally aggressive nature, appropriate 

management and long-term follow-up is necessary. Many 

options for the treatment of recurrences have been tried 

with varying success, but no single modality is clearly 

beneficial over others.4  

 

CASE REPORT 

38 year old P2L2 came with complaints of severe lower 

abdominal pain for 10 days and a friable, fleshy mass 

protruding out of introitus, precipitated by a dilatation and 

curettage done 2 days back for heavy menstrual bleeding.  

Local examination showed a well-circumscribed 

pedunculated polypoidal mass measuring about 5×6×4 cm 

with purple to blackish discoloration and bleeds on touch 

(Figure 1). 

A clinical diagnosis of fibroid polyp with acute red 

degeneration was considered. There was a spontaneous 

expulsion of fleshy mass.  

MRI showed T2 heterogeneously hyperintense 

pedunculated polypoidal mass lesion of 9×3×3.9 cm 

arising from upper anterior uterine wall (Figure 2). 
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ABSTRACT 

Aggressive angiomyxoma (AA) is a rare slow growing mesenchymal tumour that preferentially involves the 

vulvovaginal, pelvic or perineal regions. It is called aggressive due its frequent local recurrences and infiltrative 

behavior. They occur most commonly in the reproductive age group in women. A 37 year old with AA of endometrial 

polyp, presenting with acute pain abdomen and friable, fleshy mass protruding out of introitus, precipitated by a 

dilatation and curettage for heavy menstrual bleeding. A clinical diagnosis of fibroid polyp with acute red degeneration 

was considered. There was a spontaneous expulsion of fleshy mass. HPE showed AA with features of torsion. MRI 

showed T2 heterogenous hyperintense mass lesion of 9 x 3 x 3.9 cm pedunculated polypoidal arising from upper anterior 

uterine wall. Hysterectomy specimen confirmed HPE findings of AA. Radiological studies and pathological evaluation 

aids in the diagnosis and planning of appropriate treatment of AA. Close and long term follow up of these patients 

should be emphasized due to high rate of local recurrence. 
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HPE showed AA with features of torsion (Figure 3). 

After expulsion of polypoidal mass, on per speculum 

examination, cervix and vagina were healthy, bleeding 

was present. On per vaginal examination, uterus size was 

corresponding to 14 weeks, anteverted, bilateral fornices 

were free and nontender. 

 

Figure 1: Clinical picture showing a well-defined 

pedunculated polypoidal mass measuring about 

5×6×4 cm with purple to blackish discoloration 

present and bleeds on touch. 

 

Figure 2: Sagittal T2w MRI showing heterogeneously 

hyperintense pedunculated polypoidal mass lesion of  

9×3×3.9 cm arising from upper anterior uterine wall. 

 

Figure 3: Microscopic picture stained with 

haematoxylin and eosin stain shows vascular channels 

dispersed in the myxoid stroma. 

MRI pelvis was done after expulsion showed minimal 

residual mass in the uterine cavity. The patient was posted 

for laparotomy and proceeded with total abdominal 

hysterectomy and lymph node dissection. 

Intra operatively, uterus size was 14 weeks with irregular 

surface and multiple small intramural fibroids were 

present. Bilateral external and right internal iliac lymph 

nodes were enlarged. Tubes and ovaries were normal. 

Omentum, bladder, bowel was normal. 

DISCUSSION 

Angiomyxomas are classified either as superficial or AA. 

Superficial angiomyxomas usually present in middle-aged 

adults as a single nodule or a polypoidal lesion in the head 

and neck region that may be clinically confused with skin 

tag or neurofibroma. The stroma is made up of mostly 

edema with little myxoid material. On the other hand, AA 

occured almost exclusively in the pelvic and perineal 

regions of women of reproductive age but was 

occasionally reported in men (male-to-female ratio 1:6).5 

The term aggressive denoted its propensity for local 

aggression and recurrences after excision. Usually, this 

tumor was non-metastasizing, but there were reports of 

multiple metastases in women treated initially by excision 

and who later succumbed to metastatic disease. About one-

fourth of these tumors were pedunculated.3,6 

There was no complete consensus regarding the tumor 

pathogenesis. This hormonally responsive tumor was 

believed to arise from specialized mesenchymal cells of 

the pelvic-perineal region or from the multipotent 

perivascular progenitor cells, which often displayed 

variable myofibroblastic and fibroblastic features.7        
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This hypothesis was supported by the fact that the tumor 

cells express desmin and in some cases, a smooth muscle 

actin. Recent cytogenetic and molecular studies had 

identified a variety of genetic alterations, involving the 

chromosome 12, in the region 12q.13-15 A gene in this 

region, called high-mobility group protein isoform I-C 

(HMGIC), which encoded proteins involved in the 

transcriptional regulation, appeared to have a role in the 

pathogenesis of this tumor. Detection of inappropriate 

HMGI-C expression using the immunoperoxidase 

technique with anti HMGI-C antibody may potentially be 

a useful marker for microscopic residual disease.8 

Microscopically, these myxomatous tumors were 

composed of spindle-shaped, stellate and plump oval cells 

in a myxomatous stroma. However, these myxomatous 

tumors showed different quantities and patterns of vessel 

elements.9-11 The superficial angiomyxomas, both in the 

myxoid and collagen-fiber-rich areas, showed a scattered 

distribution of small to medium sized thin-walled blood 

vessels, but large caliber vessels, seen in aggressive 

angiomyxomas were absent. Moreover, a plexiform 

capillary pattern, detected in some malignant soft tissue 

tumors containing myxomatous lesions, such as low-grade 

fibromyxoid sarcoma, myxofibrosarcoma and myxoid 

malignant fibrous histiocytoma, was not seen.12,13 

Clinically, AA may be misdiagnosed as Bartholin cyst, 

lipoma, labial cyst, Gartner duct cyst, levator hernia or 

sarcoma. Fibro-epithelial stromal polyp, superficial 

angiomyxoma, angiomyofibroblastoma, cellular 

angiofibroma and smooth muscle tumors also needed to be 

considered in the differential diagnoses of a polypoidal 

mass in the perineum. AA is an infiltrative tumor, whereas 

angiomyofibroblastoma is well circumscribed (this 

characteristic can also be identified on magnetic resonance 

imaging MRI). Also, AA had thick-walled vessels, which 

were less numerous than the thin-walled vessels in 

angiomyofibroblastoma.  

On computed tomography (CT) scan, these tumors had a 

well-defined margin with attenuation less than that of the 

muscle. On MRI, these tumors showed high signal 

intensity on T2-weighted images. The attenuation on CT 

and high signal intensity on MRI were likely to be related 

to the loose myxoid matrix and high water content of 

angiomyxoma.14 

Where fertility was to be preserved or surgery was likely 

to be extensive and mutilating, incomplete resection was 

acceptable as local recurrences can be treated with further 

resection. Recurrences may occur from months to several 

years after excision (2 months to 15 years).14,15 

AA, despite the name, was not that aggressive, with only a 

30% chance of recurrence, which was eminently treatable 

by excision with a 1 cm margin. Most of the patients had 

only one recurrence. Radiation therapy and chemotherapy 

were considered less-suitable options due to low mitotic 

activity. Hormonal manipulation with tamoxifen, 

raloxifene and gonadotropin-releasing hormone analogues 

had been shown to reduce the tumor size and may help to 

make complete excision feasible in large tumors and in the 

treatment of recurrence.16 

Angiographic embolization may also helped in subsequent 

resection by shrinking the tumor as well as making it easier 

to identify it from surrounding normal tissues.17 

As late recurrences were known, all patients needed to be 

counselled about the need for long-term follow-up. 

Magnetic resonance imaging was the preferred method for 

detecting recurrences. 

CONCLUSION 

Radiological studies and pathological evaluation aids in 

the diagnosis and planning of appropriate treatment of AA. 

Close and long term follow up of these patients should be 

emphasized due to high rate of local recurrence. 
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