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Introduction

Smooth tissue sarcomas represent less than 1% of adult malig-
nant tumours and 10 to 20% of teenagers and young adult tu-
mours [1-4]. Genito-urinary forms are extremely rare and rep-

resent 1% to 2% of malignant tumours of the urogenital

sphere [4]. There are several subtypes of smooth tissue sarco-
mas, and the most aggressive histological types are the liposar-
coma, the lelomyosarcoma and the undifferentiated pleomor-
phic sarcoma [5]. Such histopathological diversity constitutes
one of the anatomopathological diagnosis difficulties, essen-
tially based on morphological, immunohistochemical and ge-
netical analyzes [5]. The clinical signs are non-specific and
most often reflect a banal stricture of urethra, which delays di-
agnosis. We present the first case of unclassifiable undifferen-
tiated male urethra sarcoma, unusual by its localization and

circumstances of discovery.

Observation

M. ABJ.,, 21 years old presented to our emergency department
with an acute urine retention. His history included perineal
trauma with urethral bleeding by falling astride on a bicycle
handlebar that occurred five weeks before his admission. In
his background, there was no recurrent bulbar urethral stric-
tures, no alcohol, no smoking, and no history of familial can-
cer. A suprapubic catheter was placed in emergency. On
pelvic examination, we noticed a penoscrotal and perineal in-
duration that were absent before the trauma. Urethrocystos-
copy demonstrated an obliterated urethra. We performed end
to end urethroplasty. The follow-up was marked by the persis-
tence of bleeding and the appearance of a perineal tumour ul-

cerous budding (Figure 1).
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Figure 1: Budding tumor of the perineal urethra

The pelvic MRI revealed a heterogeneous mass of bulbo mem-
branous urethra and no lymph nodes metastatic. Thoraco-ab-
dominal scan showed no distal metastatic disease. A bul-
bo-urethrectomy with removal bulbo-cavernous muscles and
perineal skin was performed. Histological examination of ure-
threctomy specimen after inclusion, sectioning and hae-
matein-eosin staining showed a connective tumour prolifera-
tion with a fasciculated and storiform architecture. Tumour
cells are pleomorphic with cytonuclear atypia, and a mitotic

index evaluated at 3 mitoses per 10 fields at 400x magnifica-

tion. Tumour cells were positive for vimentin on immunohis-
tochemistry. Tumour cells were negative for S100, HMB45,
Smooth muscle actin, CKAE1/AE3, MDM2, CD117, DOGI,
CD34 and EMA. Fluorescent in situ hybridization did not
have the synovialosarcoma-specific t (X; 18) translocation.
Pathological examination concluded to an undifferentiated
sarcoma of the urethra unclassifiable grade II according to
the FNCLCC. (Figure 2).

An early recurrence of the tumour was observed. The patient

dead after few months.

Figure 2: (HE x 400): ovoid or fusiform sarcomatous cells with distinct cytonuclear atypia.
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Discussion

Genitourinary soft tissue sarcomas are extremely rare. they
represent 1 to 2% of all genitourinary malignancies [4]. The
largest cohort of genitourinary sarcomas reported in the litera-
ture included 188 cases in China [4]. Genitourinary sarcomas
can affect men at any age; for urethral sarcomas, the average
age could be around 56 years with extremes ranging from 24
to 73 years according to the literature [6,7]. Our patient was
younger and had an age below the cases reported in the litera-
ture [6,8]. The etiopathogenesis of male urethral sarcoma is
still unknown and many etiological factors have been incrimi-
nated. The main factors are intensive radiotherapy and genet-
ic diseases such as neurofibromatosis type 1 or Von Reckling-
hausen disease, Li Fraumeni syndrom and bilateral hereditary
retinoblastoma [5]. The discovery of a soft tissue sarcoma in a
young person requires systematic oncogenetic consultation to
look for predisposing genes. Undifferentiated unclassifiable
round cell sarcomas harbour CIC-DUX4 or BCOR-CCNB3

fusion genes [5].

The diagnosis of soft tissue sarcomas is known to be difficult
despite advances in the organisation of management and ad-
vances in histopathological analysis techniques [3]. Anatomo-
pathological diagnosis is based on histological study, immuno-
histochemistry and molecular biology from biopsy fragments

or surgical excision parts.

The curative treatment of sarcoma is essentially surgical and
based on wide surgical excision to achieve local control of the
tumour. Poor initial surgical management can compromise
prognosis [3,4]. Mutilating surgery is the standard for locally
advanced forms. Partial penectomy with a 2 cm safety margin
can be performed for locally advanced tumours of the penile
urethra infiltrating the corpora cavernosa. Cysto-prosta-
to-urethrectomy can be performed via the abdomi-
nal-perineal approach for non-metastatic tumours of the bul-
bo-membranous urethra. The excision can be enlarged, ex-
tended to the whole penis (radical penectomy), or even to the
scrotum (emasculation) and further to the pubic arch (pubec-
tomy) [2]. It may be combined with radio-chemotherapy. Ra-
diotherapy is used in locally advanced forms of the bul-
bo-membranous urethra. Brachytherapy uses iridium 192 at a
dose of 60 to 65 Gy delivered in 5 days and external radiother-
apy, daily doses of 18 to 20 Gy. As an adjuvant treatment, it

can improve local control in the case of a positive surgical

margin [9]. Chemosensitivity in soft tissue sarcoma is consid-
ered intermediate [9], and is part of a multimodal manage-
ment approach [9]. Isolated chemotherapy is the only option
for extensive metastases [1,2]. The most commonly used
drugs are doxorubicin, ifosfamide, vincristine, cyclophos-
phamide, and dacarbazine, but doxorubicin alone remains

the standard [2].

Because of their extreme rarity, the survival of urethral sarco-
mas will be compared with that of other genitourinary sarco-
mas. Overall survival in patients with soft tissue sarcoma at
any stage is poor at around 50-60%, and 5-year recur-
rence-free survival is rare [2,4]. The low 5-year survival rate is
explained by the large size of the tumour (median 8 cm) and
the existence of metastases (25.5%) at the time of diagnosis
and by the high histological grade (80.9%) [2-4].

Local tumour recurrence after surgical removal is common
and accounts for 26% of cases with an average delay of 25
months [2]. Predictive factors for tumour recurrence were tu-
mour size, metastasis and positive surgical margin [2,4]. High-
-grade malignant sarcomas are mostly undifferentiated and
are characterised by a high prognostic potential, both locally
and metastatically [1, 3-5].

Conclusion

The undifferentiated sarcoma of male urethra is an extremely

rare and aggressive tumour.

The rarity of that disease is one of the limitation factors for
clinical and pathological research explaining the diagnosis

and therapeutic difficulties.

Persistent urethrorrhagia or peri-urethra mass should suggest
urethral sarcoma. The diagnosis is based primarily on patho-
logical examination of tumour tissue samples. The treatment
of localized forms is mainly based on wide surgical resection

with resection margins of at least 2 cm.

The current research advances in molecular biology opens
perspectives in pathological diagnosis by identification of
new molecular subtypes and on therapeutic aspect by the de-

velopment of new treatments said “targeted”.
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