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REKTAL INVAZYONLA SEYREDEN ERISKIN AGRESIF PROSTAT

RABDOMIYOSARKOMU

llker SEN', Metin ONARAN', Guldal YILMAZ?, Leyla MEMIS?, Liitfi TUNC', Hasan BIRI", lorahim BOZKIRLI"

Embryonal prostate sarcomas constitute less than 0.1% of primary prostate
cancer cases in adults. Patients usually present with obstructive voiding and
rectal compression symptoms. Due to the unusual aggressive behaviour of
this disease, most patients presenting with advanced stage and metastatic le-
sions will have a poor prognosis. We report a patient with rectal perforation
in which pelvic exenteration was performed in order to reach negative sur-
gical margins. In addition, severe rectal bleeding leading to acute blood loss
supported the indication to perform this radical surgery in our case. Thus,
every physician should keep this rare disease in mind during the differential
diagnosis of a patient sharing clinical features with our case to reach an exa-
ct diagnosis as soon as possible before metastatic disease develops.
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AN AGGRESSIVE ADULT PROSTATE RHABDOMYOSARCOMA
WITH RECTAL INVASION

Embriyonal prostat sarkomlari eriskin primer prostat kanserlerinin %0.1°den
azint olugturmaktadir. Hastalar genellikle obstriiktif idrar yapma ve rektal
basilanma semptolari ile bagvururlar. Agresif bir tiimordiir ve bir ¢ok hasta
prognozu kotiilestiren ileri evre ve metastatik lezyonlar ile bagvurur. Ca-
Iismamizda rektal perforasyon nedeniyle lokal kontrolii saglamak igin pel-
vik ekzantrasyon yapilan bir prostat embriyonal rabdomyosarkomu olgusu
sunulmustur. Ayrica ciddi rektal kanamanim neden oldugu akut kan kayb1
da radikal cerrahi se¢iminde etkili olmustur. Her klinisyen, nadir goriilen
ve miimkiin oldugunca metastatik olmadan, dogru tan1 konmasi gereken bu
hastalikla ilgili sundugumuz klinik belirtileri ayiric1 tanida akilda tutmali-
dir.
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INTRODUCTION

Embryonal prostate sarcomas constitute less than 0.1% of pri-
mary prostate cancer cases in adults (1). Patients usually present
with obstructive voiding and rectal compression symptoms. Due
to the unusual aggressive behavior of this disease, most patients
presenting with advanced stage and metastatic lesions will have
a poor prognosis. Here we report embryonal rhabdomyosarcoma
with rectal invasion in an adult.

CASE REPORT

A 30-year-old male presented with a history of progressive dif-
ficulty in voiding and defecation together with perineal pain for
the previous 2 months. He was admitted to another hospital with
the diagnosis of acute prostatitis and received antibiotic treatment
with fluoroquinole for 14 days. When the symptoms did not imp-
rove, the patient was referred to our clinic. His general examinati-
on was unremarkable and hematological parameters were normal.
Digital rectal examination revealed a very tender, smooth and lar-
ge prostate with a PSA value of 1.5 ng/ml. Transrectal ultrasound
of the prostate confirmed that the prostate volume was 220 cc with
multiple hypoechoic lesions, and the patient underwent transrectal
ultrasound guided biopsy of the prostate. Pathological examina-
tion revealed mononuclear cell infiltration with no tumoral cells
but they reported that the biopsy material was insufficient to al-
low a conclusion. Contrast-enhanced abdominopelvic computeri-
zed tomography (CT) revealed a large and heterogeneous prostate
containing central cystic-necrotic areas with lymphadenopathy in
the right perivesical area (Figure 1a, 1b). Metastatic workup inclu-
ding thorax CT and bone scan detected no metastases in the liver,
bone or lungs. The patient’s complaints were progressive and he
underwent a transurethral biopsy of the prostate. The pathology
was embryonal rhabdomyosarcoma of the prostate. In the clinical
follow-up, the patient suffered profuse rectal bleeding that led to
acute blood loss, and rectoscopy revealed rectal invasion of the
disease. Because of severe blood loss and local invasiveness, the
patient underwent pelvic exenteration with ileal conduit and termi-
nal colostomy. Sperm cryopreservation was not performed before
the procedure because the patient had two children and cryopreser-
vation was illegal in this country.

On gross examination, the tumor showed central hemorrhage
and necrosis as it extended towards the bladder and rectum. In
the latter, the tumor was penetrating the rectal wall, bulging into
the lumen, and a lymphadenopathy was observed in the presacral
area (Figure 1c). Microscopically, the tumor displayed hypercel-
lular foci alternating with hypocellular areas and areas of myxoid
change (Figure 2a). The tumor cells were small with scanty cy-
toplasm and had round to oval hyperchromatic nuclei (Figure 2b).
Immunohistochemical studies revealed that the tumor cells stained
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Figure 1a: Computerized tomography of Figure 1b: Contrast-enhanced com-
the pelvis revealing a lymphadenopathy in puterized tomography of the pelvis
the right perivesical space. revealing a large and heterogeneous

prostate containing central cystic-nec-

Figure 1c: Gross examination revealing the tumor with
central hemorrhage and necrosis as it extended towards
the bladder and penetrated the rectum, bulging into the lu-
men, and a lymphadenopathy in the presacral area.

rotic areas.

positively with desmin and actin (Figure 2c). One month after
surgery, the patient received adjuvant chemotherapy including
adriamycine (60 mg/m?2), ifosfamide (1.8 g/m2) and radiothe-
rapy. After 14 months, he was reoperated for ileus and, beca-
use of ileal loop injury during this operation, bilateral perma-
nent nephrostomy tubes were inserted. The patient has been
living with no evidence of disease for 20 months.

DISCUSSION

Embryonal prostate sarcomas constitute less than 0.1% of
primary prostate cancer cases in adults (1). Leiomyosarcomas
are the most common subtype in adults, and rhabdomyosar-
comas generally appear in pediatric patients with a median
age of 5 years and display better prognosis (2, 3). This tumor
is thought to arise from nonepithelial mesenchymal tissues
of the prostate (4). Patients usually present with obstructive
voiding and rectal compression symptoms, and the principal
metastatic sites are the lungs, liver and skeleton, which are
mainly osteoclastic (4).

The diagnosis of prostate sarcoma is difficult due to its
wide age range, rapid progression, unusual presentation, nor-
mal PSA values and rarity. Lack of awareness of this entity
in adults will eventually lead to delay in diagnosis, and the
importance of diagnosis of this disease arises from a natural
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Figure 2a: Hypercellular foci of tumor alter-
nating with hypocellular areas and myxoid
change (HE X40).

nuclei (HE X200).
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Figure 2b: Small tumor cells with scanty
cytoplasm and round to oval hyperchromatic
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history of rapid progression because most patients presenting
with advanced stage and metastatic lesions will have a poor
prognosis (5). The tumor has a tendency to invade adjacent
tissues like the ureters, leading to progressive uremia (6) or
infiltration of bladder base and perirectal tissue planes penet-
rating the rectal lumen, like in our case.

Diagnosis of prostate sarcoma is usually achieved by
transrectal biopsy of the prostate or by transurethral resection
performed for relieving obstructive voiding symptoms. Cli-
nical imaging can be enhanced by CT, which may reveal a
large mass with areas of necrosis and cysts within the prostate.
On the other hand, magnetic resonance imaging (MRI) might
further enhance the clinical situation, especially when radical
surgery is planned by cross-sectional pelvic imaging. MRI se-
ems to provide a better soft tissue delineation and evaluation
of tumoral mass with surrounding pelvic viscera (7).

Diagnosis is confirmed by histopathologic evaluation of
the specimen. Microscopically, the tumor displays immature
cells with pleomorphic nuclei and scanty cytoplasm (4). Im-
munohistochemical studies show positive staining with vi-
mentin, actin and desmin (8, 9).

There is no established consensus on the treatment of adult
rhabdomyosarcoma of the prostate due to the rarity of this di-
sease and its poor prognosis (10). Multimodality treatments
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Figure 2¢: Tumor cells show cytoplasmic po-
sitivity with desmin (Desmin X200).
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including chemotherapy and radiotherapy adjunct to surgery
should be applied. In addition, improved chemotherapeutic re-
gimens together with more aggressive surgery might improve
the prognosis of patients just like in children. Sexton et al. sta-
ted that negative surgical margins and absence of metastatic
disease at presentation were predictive of long-term survival
but tumor size, grade and histological subtype of the prostate
sarcoma did not influence the survival outcome in these pa-
tients (10). The patient in the current study underwent pelvic
exenteration because of rectal perforation in order to reach
negative surgical margins. In addition, severe rectal bleeding
leading to acute blood loss supported the indication to perform
this radical surgery in our case. Thus, every physician should
keep this rare disease in mind during the differential diagnosis
of a patient sharing clinical features with our case to reach an
exact diagnosis as soon as possible before metastatic disease
develops.
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