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ABSTRACT

Aggressive angiomyxoma is rare mesenchymal tumor
that most commonly arises in the vulvo-vaginal re-
gion, perineum, and pelvis of women. The term ag-
gressively emphasizes the often infiltrative nature of
the tumor and its frequent association with local re-
cur- rence. Preoperative diagnosis and treatment may
be difficult. We report a 55-year-old patient who pre-
sented with a pelvic mass with no significant medical
history. The radiological assessment showed a pelvic
cystic tumor retro and lateral bladder. A surgical
excision was performed with a diagnosis of aggressive
angiomyxoma pelvis that misdiagnosed as ovarian tu-
mor. The patient received adjuvant radiotherapy af-
ter surgery and remains well with no signs of local
recurrence at 12 months follow-up. As surgery is the
main treatment, preoperative diagnosis and assess-
ment of extent of the tumor for planning surgery can
not be overemphasized. The authors discuss this fin-
ding through the diagnostic difficulties and the evolu-
tion of this entity.
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1. INTRODUCTION

Aggressive angiomyxoma is rare mesenchymal tumor
that most commonly arises in the vulvo-vaginal region, pe-
rineum, and pelvis of women. The term aggressively em-
phasizes the often infiltrative nature of the tumor and its
frequent association with local recurrence. Preoperative
diagnosis and treatment may be difficult.
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2. CASE REPORT

A 55-year-old woman, followed for diabetes under treat-
ment, she had a surgical history of hysterectomy, the his-
topathology showed a uterine leiomyoma with adeno-
myosis. The patient presented in our department with
progressive distension of abdomen, there was not history
of loss of appetite or weight lost. The vaginal speculum
showed a macroscopically healthy, the bimanual vaginal
examination revealed distended abdomen non tender,
with diffuse, firm, painless and ill-defined mass (Figures
1-6).

On ultrasonography, we found two complexes and
solids lateral and retro bladder masses, avascular with
Doppler, each one measured 100 x 80 and 30 mm, with
mild bilateral hydro-ureteronephrosis.

Pelvic MRI showed a retro bladder mass 90 x 90 x 90
mm that enhanced well and heterogeneous with gadolin-
ium, it’s include hypo intensity onT1-weighted images
and hyper intensity on T2-weighted images . MRI indi-
cated that the mass did not involve the rectal wall or
bladder. The mass did not appear to involve pelvic mus-
culature but involvement of the proximal vaginal wall
could not be ruled out.

An exploratory laparotomy was done and the tumor
was excised incompletely, the tumor was found to be
bilobed and unencapsulated, measuring approximately
150 mm. the liver was normal and there was no ascites or
carcinomatosis. A complete surgical resection was im-
possible without risk of neurovascular and urologic se-
quels; the mass was partially removed in multiple frag-
ments.

Aggressive angiomyxoma was finally diagnosed by
pathologists, the tumor was infiltrative, embedded in a
myxoid stroma with an important vascular component
and the tumor cells were immune-reactive for Desmin
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Figure 1. T1 Weighted MR image: homogeneous isointense
retro bladder mass.

Figure 5. Diffuse desmin immunoreactivity in an aggressive
Figure 2. The mass has heterogeneous increased signal inten- anglomyxoma.

sity at T2-weighted MR imaging and is heterogeneously en-
hanced after intravenous administration of gadodiamide. L * b
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Figure 6. Diffuse estrogen receptor immunoreactivity in an
aggressive angiomyxoma.

Figure 3. HES X 4: agressive angiomyxoma. Prominent thin- . . .
and thick-walled vascular channels surrounded by a myxoid and receptors hormones, immune-negative for other im-
stroma. mune-reactive (anti AML, anti PS 100, anti CK, anti CD
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Postoperatively, the pelvic examination has objectified
a small and firm vaginal mass, CT scan was done after
two months showed residual pelvic tumor inter rectum-
bladder 50 x 30 mm and the patient have extensive sur-
gery with partial right urethral resection with ureteral rei-
mplantation at the bladder and she received adjuvant
radiotherapy and remains well with no signs of local re-
currence at 12 months follow-up.

3. DISCUSSION

A wide variety of mesenchymal lesions occur in the
lower female genital tract [1,2]. Broadly, these mesen-
chymal lesions can be separated into two groups. The
first group includes several well-characterized tumors
that show a marked tendency to occur in the lower fe-
male genital tract, such as aggressive angiomyxoma, an-
giomyofibroblastoma and cellular angiofibroma [3,4].

These tumors can also be called as relatively site-spe-
cific. The second group embraces a wide range of het-
erogeneous lesions that frequently occur in this region,
but arise in other anatomic sites as well, with examples
as fibroepithelial stromal polyp and superficial angiomy-
Xoma.

Agrressive Angiomyxoma (AAM) is a rare mesen-
chymal tumor arising from the soft tissues of pelvis or
perineum. It occurs mainly in the reproductive age group
[5]. The size may vary from 1 - 60 cm. The diagnosis can
be made considering the clinical presentation aided by
ultrasound, Computerized tomography scan (CT) or MRI
showing a hypodense mass with translevator extension,
displacing rather than invading the pelvic organs [6].

Histopathology alone gives the definite diagnosis. It
has low cellularity with spindle shaped cells in a loose
matrix containing medium sized arteries having fibroin-
timal proliferation. Most tumors have been found to have
estrogen and progesterone receptor positive status. Tu-
mor cells are atleast focally immune-reactive to desmin,
smooth muscle actin, muscle specific actin and vimen-
tine [6].

Surgery is the mainstay of treatment [5]. Radiotherapy
and chemotherapy may not have much role due to the
low mitotic activity seen [7] GhRH agonist [8] and ta-
moxifen have been used successful in few patients.

The first line of the therapy for AAM is surgery, al-
though achieving negative resection margins are difficult
because of the infiltrative nature of the tumor and the
absence of a defined capsule. Smaller, more-superficial
tumors of the vulva or vagina may be removed with wide,
local excision, but larger, deep-seated tumors of the pel-
vis may require more extensive surgery with partial or
complete resection of some pelvic organs, conferring a
higher risk of morbidity. In the current study, a large sur-
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gery was performed. Even though complete surgical re-
section is the desired goal, incomplete removal is ac-
ceptable when significant operative morbidity is antici-
pated or when preservation of fertility is a concern [5].

Chemotherapy and radiation therapy do not have well-
defined roles in the treatment of AAM. Preoperative and
intraoperative radiations have been used, together with
tumor embolization, to decrease the risk of recurrence in
a patient with a large pelvic AAM, but no follow-up data
were provided.

Radiation therapy has also been used to treat several
cases of tumor recurrence reported tumor-free intervals
of 2 to 3 years [9,10].

A newer approach to the treatment of AAM involves
hormonal therapy. Given that the tumor occurs primarily
in premenopausal women and is positive for estrogen re-
ceptor and progesterone receptor, estrogen and proges-
terone may play a role in its development. Several case
reports using a gonadotropin-releasing hormone agonist
as medical management for AAM showed complete ra-
diographic resolution of the tumor [11,12].

Although surgery remains the standard of care, the
medical treatment of AAM with a gonadotropin-release-
ing hormone agonist in the primary or adjuvant setting
may offer an alternative to radical surgery [11].

Despite the morbidity associated with tumor recur-
rence and repeat surgeries, the prognosis for patients
with AAM is generally considered good. Recurrence
rates from the largest case series, [5] range from 25% to
47%, with 85% of those occurring within 5 years of ini-
tial surgery. [5] Close clinical follow-up with imaging
studies has been advocated.

4. CONCLUSION

Aggressive Angiomyxoma (AAM) is a rare mesenchy-
mal tumor arising from the soft tissues of pelvis or per-
ineum. Surgery is the mainstay of treatment. Radiother-
apy and chemotherapy may not have important role due
to the low mitotic activity. GnRH agonist and tamoxifen
have been used successfully in few patients. The progno-
sis for patients with AAM is generally considered good.
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