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Abstract:

Aggressive angiomyxoma (AAM) is a rare vulvovaginal mesenchymal neoplasm with a
marked tendency for local recurrence, but usually does not metastasize. We describe a case
of (AAM) in the left labium majus in a 35 year-old woman.

Introduction: clinically simulates a Bartolin gland cyst

or an inguinal hernia. It is a slow growing
Aggressive angiomyxoma is an uncom- .

tumor, but problematic due to frequent
mon mesenchymal neoplasm occurring ]

local recurrences (30-72%), sometimes
predominantly in the pelvi-perineal re- se7 .
even decades later.®>%”) This tumor usu-
gion of adults, and was first described in )
ally does not metastasize.
1983 by Steeper and Rosai.) Fewer than

150 cases have been reported in the
world medical literature since then.®
About 90% of patients are women, usu- Case presentation:

i (3)
ally of reproductive age.”’ A few cases A 35 year-old woman G4 P3 Abl without

h b d ibed i I Iy i . .
ave been described in males, usually in medical history presented to an outpa-

the scrotum.The female to male ratio is . .
tient clinic of a gynecology department,

6.6/1.%) It presents as a painless, poorly and complained of a painless swelling of

circumscribed gelatinous vulvar mass and
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the left labium major that existed since
she was 3 months old, and which
enlarged gradually without any remark-
able symptoms. Clinical examination
showed a non-tender 5¥6 cm mass in the
region between the labium major and
minor.

An ultrasound revealed a subcutaneous
hypo-echoeic cyst 55%60 mm in the left
labium major. The uterus, adnexa, and
other pelvic organs were normal. With
the diagnosis of Bartholin's gland cyst
she underwent surgery. During surgery
we found that the mass which had a
polypoid and gelatinous appearance, and
which had extended upward toward the
inguinal canal, was not a Bartholin's cyst.
The mass resected as high as possible
and further investigation was postponed
until after surgery. The histopathological
examination of the mass indicated it was
an aggressive angiomyxoma.

Two weeks after initial surgery, the pa-
tient underwent a pelvic CT-scan with

contrast.

On CT-scan, the tumor had well-defined
margins with attenuation less than that
of muscle, and was located left of the
uterine cervix, and was apart from rec-
tum bladder and internal obturator mus-
cle. The mass had extended to the me-
dial margins of pubic ramus.

The patient underwent a second surgery
four weeks later with wide local excision
of the tumor remnants and partial vul-
vectomy by a general surgeon.
Histological examination: wvulvar mass
(6*3, 5*2 cm), multiple fragments of
fibrofatty, and muscular tissue and rem-
nants of tumoral tissue with the presence
of mesenchymal spindle cells. Some of
these have scant cytoplasmic processes
without pleomorphism, mitotic activity,
or proliferation of many dilated and con-
gested arterioles that invades within
normal fat and adjacent muscular tissue.
Diagnosis: pelvic mass, excisional bi-
opsy: consistent with remnants of ag-
gressive angiomyxoma with abundant

fibrotic tissue and foreign reaction

around it.
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Discussion:

Carcinoma of the vulva is an uncommon
malignancy accounting for 0.5% of all
female cancers in the USA and 2% of all
female genital malignancies. It is pre-
dominantly a disease of older women.
The predominant histological type is
squamous cell carcinoma which accounts
for about 90% of the tumors in most se-
ries. Primary sarcoma constitutes 1% to

3% of all vulvar malignancies. The most

common histological type of primary vul-
var sarcoma is leiomyosarcoma.

According to our review, 14 cases of
dermatofibrosarcoma protuberans (DFSP)
of the vulva were been reported in pa-
tients ranging from 37 to 87 years old. In
addition, six cases of malignant fibrous
histiocystoma of the vulva were reported.
At least 100 cases of aggressive angio-
myxoma involving the female pelvis or
perineum, or both, have been described.

At least 14 of these primarily involved
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the vulva. It is an unusual tumor derived
from fibroblasts or myofibroblasts with
nuclei that have no atypical features or
mitotic activity. There have been no re-
ported deaths attributed to this tumor.
AAM is a mesenchymal tumor that affects
women in > 90% of cases.”>) It may
involve the pelvis, retroperitoneum, va-
gina, vulva perineum, or buttocks, and
usually presents as a polipoid or cystic
mass.*® Although the age distribution
ranges from 6 to 77, the peak incidence
is in the fourth decade of life.**) The size
is also variable, but most are larger than
10 cm.®

On gross examination, the tumors appear
lobulated, soft to rubbery, as a solid
mass, and with a gelatinous appearance
on cut section. Some have finger-like
projections that extend into neighboring
tissues. Although invasions are rare, AAM
can invade the bladder, bowel and pelvic
bone.”

Histologically, the tumor consists of a
rather hypocellular population of small,
somewhat satellite to fusiform cells with
thin cytoplasmic processes. The cells are
scattered in a loose myxoid matrix com-
posed of delicate wary collagen fibrils,
which gives the tumor a pale-pink color
by eosin staining. There is also an ac-
companying prominent vascular compo-
nent, ranging from tiny capillary-like ves-
sels to larger vessels with a distinct
smooth muscle cell, but with no evidence
of anastomosis or arborization.
Imunohistochemically, these tumors ex-
press estrogen and progesterone recep-
tors, thus suggesting that they may be
hormone dependent, as rapid growth has

been observed during pregnancy.

There is no complete consensus regard-
ing the tumor pathogenesis. Transloca-
tion at the level of chromosome 12 with
aberrant expression of the HMGIC protein
involved in DNA transcription was dem-
onstrated in this tumor. This hormonally
responsive tumor is believed to arise
from specialized mesenchymal cells of
the pelvic-perineal region or from the
multipotent perivascular progenitor cells,
which often display variable myofibro-
blastic and fibroblastic features.*?)
Imaging of these tumors is important to
determine extent and thus, the optimal
surgical approach. Sonography shows a
mass that is hypoechoic or appears
frankly cystic.

Angiography usually shows a generally
hypervascular mass.

These tumors have a characteristic ap-
pearance on CT and MR imaging and
these techniques reveal the extent of the
tumor as well. On CT, the tumor has a
well-defined margin and attenuation less
than that of muscle. On T2 weighted MR
imaging, the tumor has high signal inten-
sity.(!?  Fibro-epithelial stromal polyp,
superficial angiomyxoma, angiomyo fi-
broblastoma, aggressive angiomyxoma,
cellular angiofibroma and smooth muscle
tumors need to be considered in the dif-
ferential diagnosis of a polypoid mass in
the perineum.®*® Treatment is usually
surgery in the form of wide local excision.
Preoperative angiographic embolization,
preoperative external beam irradiation,
and intraoperative electron beam radio-
therapy are useful to decrease the
chances of local recurrences.#)
Hormonal treatment with a gonadotro-
pin-releasing hormone agonist (GnRh-a)

can be applied for small primary AAM, in
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addition to adjuvant therapy for residual

tumors.®®

Conclusion:

Although a rare diagnosis, AAM can pre-
sent with unusual features. Detailed ra-
diological examination is helpful in de-
tecting the problem, but histology is the
gold standard for diagnosis. Wide exci-
sion is curative and prognosis of such
tumors is good. Long-term follow-up is
necessary and MRI is the preferred

method for detecting recurrences.*% 17)
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