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Abstract

Aggressive angiomyxoma is a rare neoplasm which pre-
dominantly involves the female pelvis and perineum.
Forty-four cases have been reported in the world litera-
ture, including 10 cases in men. To the best of our knowl-
edge, the first case of recurrent aggressive angiomyxo-
ma of the urinary bladder is presented here. Operative
management, radiologic features and pathological find-
ings are discussed.
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Case Report

In January 1991, a 38-year-old man presented with a large intra-
pelvic painless mass. Surgical exploration in May 1987 and in June
1990 had revealed a large myxoid tumor of the posterior wall of the
bladder. Wide resection with tumor-free margins was performed in
conjunction with partial bladder resection. The histological diagnosis
was recurrent aggressive angiomyxoma.

Upon presentation in January 1991, excretory urography (IVP)
showed a big intrapelvic mass displacing the bladder to the right
(fig. 1). Sonography and computed tomography revealed a large

paravesical cystic tumor (fig. 2). Staging procedures including ultra-
sound of the liver, chest radiography and bone scan were found to be
normal. The patient underwent radical cystoprostatectomy with ileal
neobladder urinary diversion. The intraoperative situs revealed a
large paravesical gelatinous tumor of homogeneous consistency origi-
nating from the left bladder wall. In the long-term follow-up of
9 years, the patient has shown no evidence of disease up to date.

Pathological Findings

The specimen consisted of the urinary bladder with an
adherent greyish-white tumor tissue containing cystic
spaces filled with gelatinous material (fig. 3a). The diame-
ter was approximately 15 x 12 x 10 cm. The tumor was
composed of variable-sized blood vessels with a surround-
ing loose tissue of preferentially spindle-shaped cells
(fig. 3b—d). Neither the spindle-shaped cells nor endothe-
lial cells of the blood vessels exhibited nuclear atypia and
mitotic activity. Some areas consisted of foamy tumor
cells with slightly alcianophilic material in the cytoplasm
(fig. 3e), in other areas cystic spaces were present also
filled with slightly alcianophilic material (fig. 3f, g).
Lymph nodes were negative for metastasis and surgical
resection margins were not involved. The histological
diagnosis was recurrent angiomyxoma.
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Fig. 1. Excretory urography showing a big
mass displacing the bladder to the right.

Discussion

Originally described in 1983 as a distinct tumor de-
rived from myofibroblasts [1], these neoplasms tend to be
firm, poorly encapsulated myxoid masses that locally
infiltrate the soft tissues of the pelvis and perineum. Char-
acteristic histological features include loose myxoid stro-
ma and prominent vascularity. In contrast to malignant
tumors with myxoid components, the nuclei have neither
atypical features nor mitotic activity. A close resemblance
between the fibroblasts of the pelvic soft parts and those
of aggressive angiomyxoma both at the histological and
the ultrastructural level was found [2] providing addition-
al support for a pathogenic relationship with the pelvic
soft tissue compartment. Treatment typically consists of
local excision with tumor-free margins. About 70% of the
patients develop local recurrences. While by some authors
recurrences have been attributed to inadequate excision,
even wide resection with tumor-free margins did not pre-
vent local recurrence [3, 4]. No deaths or distant metas-
tases have been reported.

In conclusion, aggressive angiomyxoma should be con-
sidered in the differential diagnosis of genitourinary tu-
mors. The second local recurrence of a locally advanced
neoplasm made us choose a radical surgical approach
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Fig. 2. CT revealing a big intrapelvic cystic tumor (numbers) without contrast medium
uptake in most areas.

resulting in a 9-year interval without evidence of disease
up to date. The value of CT scan and ultrasound to identi-
fy any invasion into adjacent organs has been emphasized
[5]. Additional studies including excretory urography,
bone scan, or barium enema may provide further infor-
mation regarding the extent of disease. Reviewing the lit-
erature, a careful primary surgical extirpation, as com-
plete as technically feasible, should be the main primary
surgical approach. Regarding the high local recurrence
rate, wide resection of local recurrences or radical pelvic
surgery in selected patients is necessary. Long-term care-
ful postoperative monitoring for recurrent tumors is, of
course, mandatory.
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Fig. 3. a Operative specimen: Adjacent to the urinary bladder (U) a greyish-white tumor tissue with cystic spaces
filled with gelatinous material (arrows). b Adjacent to the muscles of the urinary bladder (M) tumor tissue with
prominent vessels. HE. x 35. ¢ Higher magnification of the area marked with arrow in b: Tumor tissue of medium
cellularity with prominent vessels. HE. x 85. d Higher magnification of the area marked with arrows in e: Blood
vessels surrounded by tumor tissue of spindle-shaped loosely arranged cells and fibrillar intercellular matrix. HE.
% 220. e Tumor tissue consisting of blood vessels and tumor cells with slightly alcianophilic cytoplasm. HE. x 220.
f Small cystic spaces filled with foamy slightly alcianophilic material. Alcian blue and PAS stain. x 35. g Higher
magnification of the area marked with arrow in f: Small cystic spaces filled with slightly alcianophilic foamy material.
Alcian blue and PAS stain. x 85.
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