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INTRODUCTION: Aggressive Angiomyxoma is a rare tumor of mesenchymal origin initially
described in 1983 by Steeper and Rosai and fewer than 150 cases have been reported in World
literature since then. ! The reported age at presentation is 6-77 years, with the peak incidence
occurring during the reproductive years. The female to male ratio is 6:1. 2 Aggressive Angiomyxoma
chiefly involves the deep soft tissues of the vulvovaginal region, perineum and pelvis. It is a slow
growing tumor, but problematic due to frequent local recurrences, incidence in patient with narrow
surgical margins is not higher than the one in patients with wide surgical margins. 2 The typical
characteristics include slow growth, gelatinous appearance and locally infiltrative, but non-
metastasizing in nature without evidence of nuclear atypia or mitosis.

CASE REPORT: 35yr old Mrs A.P,, P2 +0 presented with huge irregular swelling arising from the
vulva, growing for the last six months with sudden increase in size in the past one month. On
examination the patient had this swelling mainly arising from the right labia, measuring
approximately 30 x 20cms and another smaller one arising from the other labia too.

The growth was multicentric in origin with smaller elements arising from perineum and
perianal areas too. Apart from generalized discoid lupus erythematous like lesions on the skin for
which she received dapsone, no other significant medical or surgical history was present. Routine
investigations were within normal limits. She was seronegative for HIV and syphilis. Wedge biopsy
from the mass revealed cutaneous candidiasis for which she was put on weekly fluconazole. After
one month of therapy the angry looking mass gradually turned to one with a much regular contour,
but size remained unaltered. Keeping a provisional diagnosis of vulval elephantiasis in mind, we
went for wide excision of the mass with atleast 1 cm tumor free margin on all sides and sites on 8th
September 2010.

The mass weighed around 3kg. Post-operative period was uneventful. Surprisingly the
report revealed aggressive angiomyxoma of vulva. Judging its notorious nature of recurrence the
patient has since been regularly followed up every month and has had a speedy recovery
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DISCUSSION: The pathogenesis is unclear, but recently a translocation at chromosome 12 with a
consequent aberrant expression of the high-mobility group protein isoform I-C (HMGIC) protein
involved in DNA transcription was demonstrated. 3

As in our case, mostly it presents as a slow-growing vulvar mass. It is soft and easily
compressible. It has no capsule, can invade the paravaginal and pararectal spaces displacing the
pelvic organs, and may extend retroperitoneally. Considering the hugeness of our case, rarely seen
in world reports the common differential diagnosis kept in mind included wvulval filarial
elephantiasis or elephantiasis nostras, following tubercular lymphatic obstruction. Microscopically,
there was loosely textured myxoid stroma with small clusters of mesenchymal, stellate cells, and
spindle-shaped cells. Neoplastic cells are considered to be derived from the stromal cells, which
express fibroblastic or myofibroblastic features. Prominent vascular pattern were present in which
the dilated vessels of varying sizes are distributed haphazardly in a myxoid background

Fingerlike projections are seen at the periphery and into the surrounding tissue.
Immunohistochemistry was positive for desmin, vimentin, and smooth muscle actin. 4

Wide surgical excision is the traditional treatment of choice. Where fertility is to be
preserved or surgery is likely to be extensive and mutilating, incomplete resection is acceptable as
local recurrences can be treated with further resection. > Recurrence is frequent in about 30% to
40%, and may occur from months to several years after excision deeming longterm follow-up
necessary. 6 This woman has been advised regular checkups, with a plan for repeat excision or
treatment with GnRH agonists in case of recurrence.

The case is reported because of the unique presentation as after several browsing we did
not come across such big angiomyxoma confusing the initial provisional diagnosis

(Fig 1) The huge vulval growth arising from both labia majora
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(Fig 2) Just prior to excision

Fig 3- Per-operative

Fig 4- The mass from right labia majora
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(Fig 5) (Low power field) The arrows showing angiogenic (square) and myxomatous (rectangle)
components.

(Fig 6) (High power field) The arrows showing angiogenic (square) and myxomatous (rectangular)
components.

Fig 7- When she came for follow-up
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