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Abstract

Para-testicular rhabdomyosarcoma (RPT) is a rare tumor of children and adolescents. The diagnosis is made by the anatomopathological
study. The treatment must be multimodal and involves surgery, chemotherapy and radiotherapy. We report the case of a 19-year-old
adolescent in our department for an embryonic-type para-testicular rhabdomyosarcoma. Our aim is to expose a rare and unknown
case that may be life-threatening. We would like to emphasize on the fact that paratesticular rhabdomyosarcoma need to be brought
up in front of a tissular process expanding in the scrotum with normal testicules.
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Introduction

Rhabdomyosarcoma (RMS) is a rare mesenchymal tumor characterized by the presence of cells identifiable with rhabdomyoblasts.
The genitourinary sites of sarcomas are among the most frequent (34%) [1]. Paratesticular localization accounts for only 7% of
intrascrotal neoplastic sites [2,3]. The embryonic variant is the most common [4]. Furthermoren, differentials often arise with
scrotal emergencies that may hide the malignant nature of the pathology. These tumors are characterized by their rapid evolution
and poor prognosis if diagnosed lately [5]. The treatment must be multimodal and involves surgery, chemotherapy and radiotherapy.
We report the case of a 19-year-old adolescent in our department for an embryonic-type para-testicular rhabdomyosarcoma. Our
goal is to expose a rare and unknown case that may be life-threatening.

Observation
Our case was one of a 19 years old male, with no particular history, consults for a large painless purse evolving for about 3 months.

The clinical examination found an afebrile patient in good general condition, the two purses increased in volume of regular
contours, with a mass that seems independent of the testicles, of hard consistency, painless on palpation and without local
inflammatory signs (Figure 1). The trans-illumination is negative and the rest of the clinical examination is normal with no signs
of lymphadenopathies.

The ultrasound performed at admission shows a voluminous medial intrascrotal tissular mass of heterogeneous structure, echoic,
containing small areas of necrosis, with small vascularity especially at the periphery, it measures approximately 12.5 by 8.5 by
8.0 centimeters, repressing the two testicles at the top and laterally which are of normal size and echo structure without obvious
nodular lesion seen.

Tumor marker assay (HCG = Ing/ml, LDH = 220UI/l, AFP = 20ng/ml,) were normal.

The patient underwent a pelvic MRI which revealed a heterogeneous tissular scrotal mass infiltrating the scrotal skin, without invasion
of the testicles. This scrotal mass is developing in the perineum in contact with the dorsal surface of the penis and the anterior margin
of the anal margin, with inguinal lymphadenopathy, the largest of which measures 19 by 13 mm (Figure 2 yellow arrow).

An ultrasound guided biopsy of the mass objected an embryonic type rhabdomyosarcoma.

The patient was presented at the multidisciplinary meeting of onco-urology, the decision was to make a first chemotherapy and
then send it to us for complementary surgical excision.
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Figure 1: Clinical appearance showing an increased volume purse

Figure 2: MRI T1 axial section

Discussion

Paratesticular RMS develops from the mesenchymal tissues of the spermatic cord, epididymis, and testicular tunicas. It represents
7% of all rhabdomyosarcomas [6,7].

Paratesticular RMS is observed at any age, but especially in children and young adults. There are two peaks of incidence, one at age
4 and the other at age 16 [8]. There is no predilection of race.

Primitif paratesticular localization is considered to be of good prognosis compared to other rhabdomyosarcomas, despite the
frequency of retroperitoneal lymph node involvement. Its superficial localization allows a rapid diagnosis and consequently an
often-complete resection of the tumor.

Local spread is very early and distant spread is lymphatic and bloodstream [9-11]. The most frequent metastatic sites are
retroperitoneal lymph nodes, lungs, liver and bones [8,9,11]. Tumor thrombosis of the inferior vena cava has also been described,
requiring excision of the tumor and thrombus under extracorporeal circulation [12,13].

The clinical presentation is not unusual in comparision with other tumors with intraspecal development and the paratesticular
localisation of the tumor is difficult to specify by physical examination only [11]. It is a hard mass, fast growing, rarely painful,
which is seen to the left as to the right without predominance [8-11].

The determination of tumor markers (HCG, LDH, FP) must be part of the assessment of any testicular tumor, but it is often normal
in paratesticular tumors. There are no tumor markers that can help approch the diagnosis, which is based only on the histological
examination of the orchiectomy [9].

Scrotal ultrasound, first-line examination, despite its low specificity, will differentiate between testicular mass and extra testicular.
We find a tissular mass at the expense of the scrotal soft tissues, extra-testicular, usually voluminous, hypoechoic or sometimes
hyperechoic, of heterogeneous structure and with irregular margins [14]. This mass has an inguino-scrotal extension in 80%
of cases. It may be associated with a hypoechoic appearance of the testicle and epididymis in relation to edema. Given its large
volume, it may not always be attached to a specific structure or be distinguished from a testicular tumor. The color Doppler study
will show a large vascularization of the mass that can delineate areas of necrosis in some cases [15].
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MRI is the study of choice for the exploration of extratesticular masses. Its use will be of a great interest in their characterization
as well as in case of significant locoregional extension to better appreciate the relationship of the tumor with the pelvic tissues
[16]. It is carried out in sequences weighted in T1 and T2 with sometimes sequences in fat saturation. Although not necessary,
gadolinium injection may be useful for the study of tumor vasculature. The tumor appears as an intermediate signal at T1 and T2,
homogeneous at T1, and heterogeneous at T2. MRI is an excellent study for post-therapeutic monitoring by appreciating tumor

residues or local recurrences. It also eliminates differential diagnoses such as lipoma, fibrous pseudotumors and polyorchidism
[17] (Figure 2, 3, 4 and 5).

Figure 4: MRI T2 Sagittal section

Figure 5: Axial CT scan showing a scrotal mass pushing back the testes (star) without invading them,
isodense, heterogeneous delineating areas of necrosis and seat multiple scattered calcifications
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Currently, the CT is less indicated in the exploration of scrotal masses, because of irradiation and furthermore, brings less
information as MRI does. The thoraco-abdominopelvic CT scan helps to assess the characteristics of the masses and its limits, to
judge the distant extension of the disease as well as to explore the pelvic and lumbo-aortic lymph node areas, to search for hepatic,
bone and / or pulmonary metastases. Before contrast, the paratesticular rhabdomyosarcoma appears isodense to the muscular
structures, with or without calcifications. After injection of contrast, there is a heterogeneous enhancement with sometimes
delimitation of hypodense areas of necrosis [18]

Extension assessment should be performed in search of hematogenous and lymphatic dissemination. More than 70% of
rhabdomyosarcomas have retroperitoneal lymphadenopathies and 20% distant metastases, most commonly in the lung and bone
at the time of diagnosis. Abdominopelvic computed tomography (CT) allows the search for invasion of the deep ganglionic chains
especially lumbar-aortic and pelvic and liver metastases [19].

The staging of tumors is based on the extension of the primary tumor and the state of the regional lymph nodes. The most
commonly used classification is that proposed by the Intergroup Rhabdomyosarcoma Study (IRS) (Table 1).

Stage 1: Localized tumor, resected in its entirety

Stage 2A: Tumor resected with invasive margin of resection, without ganglia

Stage 2B: Resected tumor with retroperitoneal lymph node involvement

Stage 3: Tumor whose ablation is incomplete or impossible

Stage 4: Presence of distant metastasis

Table 1: The classification proposed by the Intergroup Rhabdomyosarcoma Study (IRS)
The treatment is based on surgery, multidrug therapy and radiotherapy.
The inguinal orchiectomy with high and early ligation of the spermatic cord represents the initial therapeutic time.

A hemiscrotectomy may be necessary in cases of locoregional invasion, history of trans-scrotal biopsy or oropexy [9-11,20]. The
controversy is about the benefit of performing systematic retroperitoneal lymphadenopathy.

Currently it is considered that this removal is not necessary if the radiological investigations do not show any lymphonodal
invasion, given the effectiveness of multidrug therapy in the control of micro metastases [7,9,11,20-22]. The appearance of a
metastasis requires its removal if it is technically feasible [10,11].

In this case, multidrug therapy makes it possible to eradicate occult metastases [23]. It is indicated for all prognostic groups with a
significant improvement in the probability of overall survival and progression-free survival. Several chemotherapy protocols have
been used in the treatment of rhabdomyosarcomas. The associations IVE (ifosfamide, vincristine, etoposide) or IVA are the most
used. The IRS IV test showed that the VAC protocol (vincristine, dactinomycin, cyclophosphamide) was as effective as the IVA
and IVE protocols [4].

Radiation therapy is an important therapeutic arm in the management of rhabdomyosarcomas, it improves the local control rate
and therefore the prognosis. It is indicated for groups II (microscopic residue) and III (macroscopic residue) and in case of lymph
node involvement.

The late effects of radiation therapy are a limiting factor for children. However, technological advances have made it possible to
improve irradiation techniques (conformal radiotherapy, with or without intensity modulation, and to spare adjacent risk organs
[24].

Therapeutic indications depend on the pathological stage according to the IRS classification [9,10,22,25]:

-Group I: orchiectomy followed by chemotherapy, no radiotherapy

-Groups IT and III: this treatment is completed by retro-peritoneal lymphonodal dissection associated with local radiotherapy
-Group IV: orchiectomy then chemotherapy without lymphonodal dissection with excision of metastasis if it is technically feasible,
supplemented by directed radiotherapy on retro-peritoneal lymphocytes and on metastases.

The prognosis for stage I and II rhabdomyosarcomas remains excellent with overall survival rates exceeding 90% at 5 years [14,26].

The prognosis depends on several factors, the stage, the histological type and the response or not to the treatment. The embryonic
form retains the best prognosis in its localized form. In addition, paratesticular rhabdomyosarcoma relapses are fatal.

The most common monitoring rhythm is every month during the first year, every two months during the following year, then
every year for a period of five years, a term beyond which we can talk about healing. Nevertheless, we will not lose sight of the
patient before 10 years of evolution.

Surveillance is based on clinical examination of both testicles and a complete examination searching other localization, and also a
thoraco abdomino pelvic computed tomography (CT). The usefulness of the tumor marker assay is not specified in this pathology
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because of the small number of cases published in the literature and the frequent negativity of these as well as their lack of
specificity.

Conclusion

Testicular rahbdomyosarcoma is a therapeutic and diagnostic emergency [14] but can be mistaken if the history of the patient is
unclear as it can mimic a testicular torsion or infectious abnormalities. His care involves surgeons, radiologists, oncologist and
anesthesists. The embryonic type is the most common (97%) and has the best prognosis.

Several therapeutic pathways are being explored, including targeted therapies given the particular molecular profile of
rhabdomyosarcomas. Adequate long-term surveillance should be instituted to detect relapses that are usually fatal.
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