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Abstract

Background: Paratesticular rhabdomyosarcoma is the most common pediatric soft-tissue
sarcoma, often presenting in the first two decades after birth. Paratesticular embryonal
rhabdomyosarcoma (RMS) is a rare tumor arising from the mesenchymal tissues of the
spermatic cord, epididymis, testis and testicular tunics. It represents only 7% of all patients
entered in the Intergroup Rhabdomyosarcoma Study (IRS) and 17% of all malignant
intrascrotal tumors in children less than 15 years old.

Case Presentation: We report a case of a 14-year-old boy with a left paratesticular tumor, who
undergone inguinal surgery and misdiagnosed as being inguinal hernia. During operation, the
surgeon realized that the mass was not an inguinal hernia, it seemed like a testicular tumor. A
urologist was consulted. The patient underwent left high inguinal orchiectomy. His serum
markers for a-fetoprotein, f-human chorionic gonadotropin and lactate dehydrogenase were
normal. In the result of further investigation, the patient was diagnosed as having
paratesticular embryonal rhabdomyosarcoma with retroperitoneal lymph node mass. We
referred him to the oncology department. The patient was followed up post-operatively with
chemotherapy. Vincristine, doxorubicin and cyclophosphamide (VAC) regimen was used. One
year after completion of chemotherapy there was no evidence of the disease.

Conclusion: In the patients with testicular and paratesticular mass, ultrasound should be
considered the imaging modality of choice for evaluating intra-scrotal pathologies in
adolescents.
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Introduction

Testicular and paratesticular tumors in children
are rare. Seven to 10% of primary genitourinary
tumors locate in paratesticular region. Scrotal
rhabdomyosarcomas generally originating from
paratesticular tissue are most frequently seen in
childhood and young adulthood!l. Paratesticular
rhabdomyosarcomas typically present as a
unilateral, painless scrotal swelling or mass
above the testis. Lymph node metastasis
develops in approximately one-third of cases
with paratesticular lesions[2l. Hematogenous
metastases to lungs, liver, bone and bone
marrow is present in 20% of patients at initial
presentationl3l. In some conditions, testicular
and/or paratesticular masses were given
different diagnoses such as inguinal hernia,
hydrocelel*,  especially if the scrotal
ultrasonography was not performed. We report
a boy with paratesticular  embryonal
rhabdomyosarcoma, who underwent inguinal
surgery misdiagnosed as being inguinal hernia.
He survives without recurrences for 15 months
after management with multidisciplinary
approach.

Case Presentation

A 14-year-old boy presented to clinic of general
surgery in an urban state hospital with a 2-
month history of testicular swelling and a
painless mass in the left scrotum. The patient
was planned to be operated for inguinal hernia
by a general surgeon after physical examination.
During operation, the surgeon realized that the
mass was not an inguinal hernia, it seemed like a
testicular tumor and then a wurologist was
consulted. The patient underwent left high
inguinal orchiectomy. The testis and epididymis
were tumor-free. The tumor was localized in
paratesticular area (Fig. 1). On histopatho-logical
examination, the removed solid mass was
completely encapsulated and measured nearly
4.5x3.5x 2.5 cm. The tumor was covered by
normal testis tissue (Fig. 1A) and composed of
oval to spindle cells with vesicular nuclei. In
most areas, there was abundant intercellular
myxoid material with few inflammatory cells
(Fig. 1B). Few cellular areas with fascicular
arrangement were seen. In some areas, the
tumor cells had varying degrees of cellularity
with alternating densely packed hypercellular

Fig 1: Abdominal CT transverse section after performing IV and oral contract liquid:

hypodense solid nodular masses are seen at the anterior of left kidney and left renal vein
(in a, b, c marked with star) and also in left paraortic region (in c marked with arrow). Post
operative subcutan hazards are seen at the left inguinal region (in d Marked with arrow)

431




432

areas and loosely textured myxoid areas (Fig.
1C). Mitotic figures were frequently observed.
There was pleomorphism. Many multinucleated
cells were also observed, however, strap cells
were not observed (Fig. 1D). The tumor cells
were positive for desmin while negative for
alpha-smooth-muscle actin on immunohisto-
chemistry. In addition, hemorrhage, necrosis and
infiltration of the lymphocytes and plasma cells
were also focally observed. Final pathological
diagnosis was  paratesticular  embryonal
rhabdomyosarcoma.

The patient was referred to our clinic for
further investigation. The other testicle was
normal in physical examination. His serum
markers for a-fetoprotein, f-human chorionic
gonadotropin and lactate dehydrogenase were
normal. CBC and ESR levels were normal. The
radiography and computed tomogram of chest
was normal. Post-operative computed tomogram
of the abdomen and pelvis showed a sharp
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limited mass with the dimensions of 6,5x5x4 cm
which had a visual density of soft tissue placed in
front of the left kidney and extending from tale
of pancreas to inferior pole of the kidney (Fig. 2).
Another mass measuring 25X23 mm with similar
density was seen medial to the big mass stated
earlier.

These were interpreted as retroperitoneal
lymph node masses. There were minimal lymph
node masses in para-aortic space and mesenteric
adipose tissue as well (Fig. 1). The patient was
diagnosed as having paratesticular embryonal
rhabdomyo-sarcoma with retroperitoneal lymph
node mass. We referred him to the oncology
department. The patient was followed up post-
operatively with chemotherapy. Vincristine,
doxorubicin and cyclophos-phamide (VAC)
regimen was used.

The patient is disease-free in follow-up 15
months after completion of chemotherapy.

Fig 2: Microscopic findings of the embryonal rhabdomyosarcoma:
A. Normal testis is shown in the left lower part. Low-power view of the embryonal
rhabdomyosarcoma arising in the paratesticular region (hematoxylin-eosin, magnification

X100).

B. Primitive spindle-shaped cells deposited in abundant myxoid stroma (hematoxylin-eosin,

magnification X200),

C. Cellular and myxoid zones, a characteristic feature of this tumor (hematoxylin-eosin,

magnification X200).

D. The rhabdomyoblast with eccentric vesicular nuclei and abundant densely eosinophilic
cytoplasm in this case (arrows)(hematoxylin-eosin, magnification X400).
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Discussion

Paratesticular ~ rhabdomyosarcomas,  which
consist 7% of all rhabdomysarcomas, are rare
tumors. The painless mass lesion originating
from spermatic cord, epididymis, or testicular
envelopes is diagnosed generally early, and is
removed with radical surgery{15l.

Paratesticular =~ rhabdomyosarcomas  are
treated with combined treatment protocols.
These protocols include inguinal radical
orchiectomy, local radiotherapy to eliminate
microscopic and macroscopic residual tumors,
and multiple chemotherapy protocolslél. Five-
year survivals are reported to be over 80% with
these treatment protocols(671.

Paratesticular rhabdomyosarcoma still
represents the most common non-germinal
malignant tumor in this sitel®l. The peak
incidence is between 1 to 5 years of agel®l.

Embryonal rhabdomyosarcoma is the
predominant histological subtype in 90% of
paratesticular rhabdomyosarcomas and has a
good prognosis. Embryonal rhabdomyosarcoma
is the most common subtype observed in
children, accounting for approximately 60% of
all cases in this age groupl®. The clinical
presentation tends to include a short history,
usually only a few weeks of painless swelling of
the scrotum occurring most often in a child or an
adult under 21 years. The tumor has no
preference for the left or right testis or for any
particular race. Spread of the tumor is mostly by
lymphatics to the iliac and para-aortic nodes, but
haematogenous spread does occur, most
commonly to the lungs and liver. It spreads via
lymphatics earlier than by haematogenous
spread[78l. One-third of patients already have
metastases at the time of presentation as in our
case. The management of this disease has
dramatically changed over the years, and today
the emphasis is on a multidisciplinary approach.
Before 1960, while survivals of localized
rhabdomyosarcomas treated with either surgery
or radiation therapy were less than 30%, today,
the survival rates elevated to 90% with
chemotherapy regimens in combination with
surgery or radiation therapy(®1%. The typical
patient  presentation  for  paratesticular
rhabdomyosarcoma is a painless scrotal mass.

Our patient presented with a 2- month history of
testicular swelling and a painless mass in the left
scrotum. As occurred in our patient, testicular
and para-testicular masses sometimes are
misdiagnosed as inguinal hernia or hydrocelel4],
especially if the scrotal ultrasonography was not
performed in adolescent patients.

Conclusion

Paratesticular rhabdomyosarcomas are rare
neoplasms with aggressive growth patterns.
Radical orchiectomy procedure with negative
surgical margins is gold standard in the
treatment of these tumors. Chemotherapy is
recommended for the control of retroperitoneal
micrometastases. It is possible to obtain
successful results with chemotherapy protocols
in these tumors. We think that the scrotal
ultrasonography should be done before surgery
in all of patients with a painless and painful
scrotal mass.
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