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Aggressive angiomyxoma is a rare tumour that frequently involves the perineal region with a high risk of local recurrence.
This is a case report of a 24-year-old female patient with a genital prolapse. We performed a surgical treatment. Histological
examination found an aggressive angiomyxoma. The tumour recurred | year after surgery. Long-term follow-up is necessary.
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Background/Introduction

First reported in 1983, aggressive angiomyxoma is a rare,
slow growing mesenchymal tumour which is more often
found in the pelvis or perineum areas.! Very few extra-geni-
tal lesions have been reported.” Its diagnosis remains diffi-
cult due to its non-specific clinical and radiological aspects.
The risk involved is local recurrence; however, its peripheral
extension remains exceptional.’® We describe a case of
aggressive angiomyxoma, mimicking a genital prolapse in a
young female patient.

Case report

We present the case of a female patient aged 24 years, with
no particular past medical history noted and has never been
pregnant. She presented with a perineal swelling in a stand-
ard gynaecology consultation. Physical examination showed
signs of genital prolapse of ‘rectocele’ type. No other clinical
signs or cutaneous lesions were noticed. The patient had an
abdominal ultrasound scan with a pelvic magnetic resonance
imaging (MRI) that showed a mass of the rectovaginal sep-
tum spread over 7cm descending through the vagina while
straining (Figure 1). The lesion was in hyposignal on T1 and
T2 sequences.

The patient accepted a surgical procedure. During the
procedure, it was noticed that a tissular growth had devel-
oped at the cost of the vagina and had taken the appearance
of a rectocele. Complete excision was done (Figure 2). The

final histological analysis found an aggressive angiomyx-
oma with no trace of malignancy. The immunohistochemis-
try examination showed the positivity of the hormonal
receptors (progesterone and oestrogens), the desmin and the
actin-based smooth muscular cells of the CD34 and the neg-
ativity of the protein S100.

Unfortunately, a relapse was noted at 1 year of follow-up
for which a second surgery was attempted (Figure 3).

Discussion

Aggressive angiomyxoma is a rare tumour which is, most of
the time, to be found in women of reproductive age with a
peak incidence around the age of 40 years.? The female/male
ratio is 6:1.3 Clinically, it is seen as an asymptomatic or
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Figure |. (a) Sagittal and (b) axial T2-weighted images. Slight enhancement in (c) sagittal and (d) axial MRI with contrast and FAT SAT.
(e) During straining.

Figure 2. Surgical procedure: (a and b) perineal mass seeming to be a rectocele, (c) posterior colpotomy, (d) resection by rectal
shaving, (e) supplementary colpectomy and (f) final view.
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Figure 3. (a and b) Normal MRI after 6 months and (c and d) recurrence after | year.

multisymptomatic growth found in the majority of cases in
the pelvic-perineal region and genital tract.

Radiologically, it is a well-defined soft tissue tumour
which displaces the organs around it rather than infiltrating
them.* Ultrasonography confirms the lesions to be cystic or
hypoechogenic.! Computed tomography (CT) scan is non-
specific as it shows a hypodense lesion resembling a cyst.
The MRIshows that the tumour is hypointense on T1-weighted
(or isointense T1) and hyperintense on T2-weighted. After an
intravenous injection of gadolinium, the lesion takes on a spe-
cific laminated appearance.*>

Histologically, aggressive angiomyxoma is like a non-
encased, but well-defined, macroscopic gelatinous tumour. A
microscopic analysis of this tumour reveals a compound of
randomized fusiform star-like orientated cells at the heart of
a monocyte extracellular matrix containing numerous fibro-
blasts, myofibroblasts and veins. The immunohistochemistry
analysis showed that the angioma has been found to be posi-
tive for vimentin, desmin, actin and the CD34 (implied in the
endothelial differential) and negative for S100 protein
(marker for Schwann cells, chondrocytes, adipocytes, and
melanocytes cells) and also CD68 (marker for histiocytic
cells). The oestrogen and progesterone receptors are often
shown.6 These characteristics are non-specific; nevertheless,
they help with the diagnosis of aggressive angiomyxoma.

Surgical excision is the gold standard in the treatment of this
pathology and allows histological analysis.® Other therapies
have been tried as stated in literature such as hormonotherapy,
chemotherapy or even embolization, however, without any
noticeable efficacy.>? Rhomberg et al.” have reported that adju-
vant radiotherapy controlled the spread of the disease in a
female patient who had a fourth recurrence of her tumour.

Morbidity and mortality of the aggressive angiomyxoma,
is above all, linked to its localisation. In the majority of cases,
it has a good prognosis.® No more than two cases of metasta-
ses have been described in the literature.® The main problem
with this disease is the high risk of local recurrence. In a retro-
spective study by Chan et al., 73 cases of aggressive angio-
myxoma were examined and treated by surgical resection with
a rate of recurrence being reported at 47% of which a total of
73% occurred in the 3 years following surgery.” Furthermore,
no significant differences between the recurrence rates
between positive margin resections and healthy margins of
resection were reported. Incomplete resection may be accept-
able in the treatment of aggressive angiomyxoma.

Conclusion

This case report reveals the difficulty of diagnosis in aggressive
angiomyxoma which is a very rare tumour. This tumour should
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be considered in the case of a pelvic or perineal mass which is
unexplained by the patient’s past medical history, is paucisymp-
tomatic and has a whorled pattern on MRI after gadolinium.
Patients should be warned of the high risk of recurrence and the
necessity of long-term follow-up after surgical removal.
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