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Abstract

Paratesticular rhabdomyosarcoma is a rare and highly aggressive embryonal tumor in infancy and childhood. The tumor is 
intrascrotal, localized in the spermatic cord, the epididymis, or in the tunica vaginalis. Multimodality treatment should involve 
surgery, radiotherapy and chemotherapy, which are indicated according to risk groups. Prognosis is excellent for localized 
tumors, survival rates exceed 90%. We report three cases of embryonal paratesticular rhabdomyosarcoma treated in our 
institution.
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Introduction

Rhabdomyosarcoma is a rare malignant mesenchymal 
tumor developed at the expense of connective tissues, of 
which the genitourinary localizations are among the most 
frequent [1]. They represent 10% of intra scrotal tumors in 
children. The embryonic variant is the most common [2]. 
The diagnosis is suspected by ultrasound and confirmed 
by pathological examination of the surgical specimen of the 
orchiectomy [3]. The prognosis is poor, and treatment relies 
on tripod surgery, chemotherapy and radiotherapy.

Observations

Case 1

Young man of 21 years old, without particular 
antecedents, consults for a large painless right mass 

evolving for approximately 4 months. Clinically, the 
scrotum was enlarged, with a mass apparently independent 
of the testis, hard in consistency, painless on palpation and 
without signs of inflammation (Figure 1). Ultrasound exam 
shows a large intrascrotal tissue mass of heterogeneous 
structure, echogenic, with small areas of necrosis, a 
pelvic MRI was done and revealed a heterogeneous mass 
of scrotal tissue infiltrating the scrotal skin, without 
invasion of the testes. The dosage of tumor markers (HCGt, 
AFP, LDH) was normal. The patient underwent inguinal 
tumerectomy, radio-chemotherapy followed by lumbar-
aortic lymphadenectomy.
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Figure 1: Pre-operative picture of the first case showing a testicular mass.

Case 2

18-year-old man, with no particular pathological history, 
consults for a left scrotal tumefaction that has been evolving 
for 7 months. Hormonal dosing was found to be normal. The 
ultrasound showed a tissue mass of 08 cm, pushing back the 
left testicle. The patient underwent an orchiectomy by the 
upper route that found paratesticular rhabdomyosarcoma. 
Adjuvant chemotherapy for 3 sessions after the surgical 
treatment was followed by lumbo-aortic lymph node 
dissection.

Case 3

17-year-old patient, with no particular pathological 

history, consults for a large painless mass for a period of 8 
months, gradually increasing in volume. Clinical examination 
reveals a hard, multi-lobed scrotal mass 10 cm in diameter. 
The ultrasound examination showed a large tissue mass, 
pushing outside the two testes. MRI shows a heterogeneous 
tissue process hyperintense in T2 in contact with the 
testis without any sign of invasion with the presence of 
inguinal lymphadenopathy Figure 2. The tumor markers 
were normal. A biopsy was performed objectifying a 
rhabdomyosarcoma. The patient received three courses 
of neoadjuvant chemotherapy followed by inguino-scrotal 
tumerectomy. Histological examination showed embryonic 
rhabdomyosarcoma with round cells from the paratesticular 
region.

Figure 2: MRI showing a heterogeneous tissue process hyper intense in T2 in contact with the left testis.
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Discussion

Paratesticular rhabdomyosarcoma can occur at any 
age, especially in children and young adolescents. There 
are two peaks of incidence between the ages of 2 to 5 years 
and adolescence [2]. Paratesticular location represents 7% 
of rhabdomyosarcomas, all locations combined [2,3]. It 
develops from the mesenchymal tissues of the spermatic 
cord, epididymis and testicular tunics. The clinical discovery 
of paratesticular rhabdomyosarcoma is often incidental, 
revealing a painless intrascrotal mass [3]. In an acute bursa, 
diagnosis is sometimes difficult due to the presentation often 
confusing with testicular torsion.

The testicular examination should be bilateral and 
careful. It eliminates the main causes of painless large bursa 
including hydrocele, cord cyst, epididymitis or inguino-
scrotal hernia which could lead to detrimental delay in 
diagnosis. The paratesticular site of the tumor is difficult to 
determine by palpation of the scrotum [4], the test is being 
difficult to identify.

Testicular ultrasound is performed first, making it 
possible to objectify the intrascrotal mass, developed at the 
expense of the testicular envelopes. The testicle is most often 
intact [1]. This examination shows a mass of tissue density, 
heterogenic, intrascrotal, and developed at the expense of 
the testicular envelopes. The testicle is most often normal. If 
the ultrasound confirms the presence of a tumor, the dosage 
of seric markers (α-fetoprotein, total HCG, carcinoembryonic 
antigen) must be carried out before any treatment. In the case 
of embryonic tumors, the tumor markers are usually normal. 
Diagnostic confirmation is then based on pathological 
examination of the inguinal orchiectomy piece, revealing 
rhabdomyoblasts that characterize the rhabdomyosarcoma 
[3].

Distant extension is done through the lymphatic and 
hematologic route. The retroperitoneal lymph nodes 
represent the first lymph node relay [5]. Lumbo-aortic lymph 
node involvement is reported in 26% to 43% of cases. The 
lung, liver and bone are the most common sites of metastasis 
[4]. Thoraco-abdominal-pelvic scanography contributes to 
the assessment of the distant extension of the disease. It makes 
it possible to explore the pelvic and lumbo-aortic lymph node 
areas, to look for hepatic and / or pulmonary metastases [6]. 
Bone scintigraphy looks for secondary bone locations [2]. 
MRI is useful in cases of significant locoregional extension to 
better appreciate the relationship of the tumor to the pelvic 
organs [7]. FDG (fluorode-soxyglucose) PET scans are used 
in the assessment of the extension of sarcomas in adults, but 
their use is very limited in the pediatric population [3]. A few 
pediatric publications have provided a better appreciation of 
the locoregional lymph node extension and the detection of 

occult metastases with PET scans [7].

The early diagnosis and surgical treatment are essential 
for the prognosis [2]. The therapeutic strategy is defined 
in agreement with the patient and his parents on the basis 
of an opinion delivered in multidisciplinary consultation. 
The treatment is surgical, combined with chemotherapy 
and / or radiotherapy. The orchiectomy is inguinal with 
first ligature and upper ligature of the spermatic cord. 
The value of systematic lymph node dissection has been 
very controversial since the publication of SIOP [8]. Para-
aortic lymph node dissection does not seem necessary in 
localized forms [5]. Wienerm, et al. [9] reported 14% of 
histological lymph node involvement in patients without 
signs of radiological involvement, while 94% of patients 
with large lymphadenopathy on CT had histological lymph 
node metastases after retroperitoneal lymphadenectomy. 
The considerable morbidity of lymph node dissection must 
be weighed against the risk of recurrence. In this case, 
multidrug therapy makes it possible to eradicate the occult 
metastases. It is indicated for all prognostic groups with 
a significant improvement in the probability of overall 
survival and progression-free survival. Radiotherapy, which 
is not systematic, is used as a therapeutic complement on 
residual focus in advanced forms, on retroperitoneal lymph 
nodes or on metastases, especially pulmonary ones. The IRS 
recommends irradiation of the lumbar-aortic and iliac chains 
for stage 2, 3 and 4 tumors at a rate of 40 to 50 Gy over five 
to six weeks [10].

Conclusion

Testicular rhabdomyosarcoma is a rare tumor and a 
therapeutic and diagnostic emergency. Its management is 
multidisciplinary. Localized forms have a favorable prognosis 
and mul-timodal treatment leads to excellent survival rates 
based on the combination of chemotherapy, radiotherapy 
and surgery.
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