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5 Angiomyofibroblastoma is an unusual tumor of pelvic and vulval region. It is
5 often diagnosed in the middle-aged women. Although benign owing to its location
& and morphology, it has a few benign and malignant mimics. Here, we present such
jﬁ a case where a 42-year-old female presented with a vulval mass.
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INTRODUCTION

ﬂngiomyoﬁbroblastoma is a rare tumor of wvulval
region. It is often diagnosed in the middle-aged
women.!! Tt is benign but owing to its location and
morphology, it has a few benign and malignant mimics
posing a diagnostic challenge.”” Here, we present such a
case where a 42-year-old female presented with a vulval
mass.

CASE REPORT

A 42-year-old female presented with swelling over right
labia majora. There was no antecedent history of diabetes
or hypertension. On examination, there is a well-defined,
firm and nontender mass in the right labia measuring
4 cm % 3 cm X 3 cm. Based on the clinical findings, the
differential diagnoses of lipoma and leiomyoma were
considered. Incision and enucleation were performed.

Grossly, it was a well-circumscribed, globular gray-white,
solid, firm mass measuring 4.8 cm x 3.3 cm x 2.5 cm
[Figure la and b]. Sections show a well-encapsulated
tumor containing alternating areas of hypercellular and
hypocellularity [Figure 2a and b]. The hypocellular
areas show stromal edema. There are abundant but
irregularly distributed capillary sized blood vessels
surrounded by aggregates of plump spindled stromal
cells [Figure 2c]. Some stromal cells appear larger
with mild nuclear atypia and mitosis <1/10 high
power fields [Figure 2d]. Based on these features,
the possibility of a benign myofibroblastic tumor was
considered, suggestive of angiomyofibroblastoma.
Immunohistochemistry was performed which showed
positivity for CD34 in blood vessels and vimentin in the
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spindle cells [Figure 3], thereby confirming the diagnosis
of angiomyofibroblastoma.

After the enucleation, the patient had an uneventful
recovery and is disease free on follow-up for the past
1 year.

Discussion

Angiomyofibroblastoma an uncommon vulval tumor,
most frequently encountered in the middle-aged
women.! Tt is benign in nature but mimics a more
aggressive tumor of the same location, aggressive
angiomyxoma.” Tt is a tumor that is not very well
characterized. Due to their slow growing and painless
nature, Bartholin’s cyst is the most frequent clinical
impression though it can be confused with inguinal
hernia or mesenchymal tumors, such as lipoma,
leiomyoma, and liposarcomas.l. Most of these tumors
are grossly well circumscribed, homogeneous, tan
to gray, tan mucofibroid to rubbery in consistency
and range in size from 0.5 to 1 cm.['¥) Rarely, they
present as a pedunculated mass.! Radiologically,
they appear as soft-tissue lesions with mixed
echogenicity.! Microscopically, they classically show
alternating hypocellular and hypercellular areas having
entrapped scattered capillary sized blood vessels admixed
with spindled stromal cells. The stromal cells have
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Figure 1: (a) Gross specimen of the enucleated vulval mass which was
well-circumscribed, globular on the outer surface. (b) Cut surface of
the mass is solid, gray-white firm measuring 4.8 cm x 3.3 cm % 2.5 cm

Figure 2: (a) Section from the tumor shows well-circumscribed mass
having sharp circumscription (H and E, x40). (b) Section from the
tumor on scanner view showing alternate hyper- and hypo-cellular areas,
the latter showing stromal edema. (c) Section from the hypercellular
areas showing plump spindle cells showing a perivascular aggregates.
(d) Section from the tumor showing stromal cells with mild nuclear
enlargement, atypia and mitosis <1/10 high power fields

Figure 3: Immunohistochemistry showing CD34 positive in blood
vessels (a) along with vimentin positivity in the intervening plump
spindle cells (b)

a tendency for perivascular clustering.!! Their nuclei
showed minimal atypia with sparse to absent mitotic
figures.®) Multinucleated giant cells, plasmacytoid and
epithelioid cells are also seen.P!

On immunohistochemistry, the vessel shows positivity
for the conventional markers for CD34. Stromal cells
are vimentin and desmin positivity reactive for vimentin
and desmin, variable positivity for smooth muscle actin,
estrogen and/or progesterone receptors and negative
S100 and cytokeratin.['*! This indicates myofibroblastic
origin but owing to hormone receptor positivity; it likely
arises from hormone responsive mesenchymal cells.["-]

On morphology, it can be mistaken for aggressive
angiomyxoma based on its characteristic location,
vascularity, and stromal cells. Angiomyofibroblastoma
needs to be differentiated from its aggressive
angiomyxoma as the latter is nonmetastasizing locally
invasive recurring mesenchymal tumor.?’ The key
features are sharp circumscription, cellular nature, and
prominent capillary sized blood vessels with or without
perivascular sclerosis admixed with stromal cells and
absence of red cell extravasation.” Unlike angiomyxoma,
there is no pervascular hyalinization or stromal mucin.
Aggressive angiomyxoma positive for vimentin and
negative for desmin.[! Cellular angiofibromas show
more thick-walled blood vessel and are negative for
hormone receptors.l”” Other lesions of myofibroblastic
differentiation like inflammatory myofibroblastic tumor
show a distinct component of inflammatory cells.®

They are cured by simple excision and rarely recur.
Sarcomatous transformation rarely occurs."

CoONCLUSION
Angiomyofibroblastoma 1is an uncommon, benign
tumor which occurs in the vulvovaginal region

with benign and malignant mimics. Correlating the
radiological data with characteristic histomorphologic
and immunohistochemical findings help in making the
diagnosis.
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