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INTRODUCTION

Embryonal rhabdomyosarcoma  (RMS) of the testis is a 
rare and aggressive tumor of children and young adult.[1] 
It develops from the mesenchymal tissue of the spermatic 
cord, epididymis, or tunica vaginalis. The testicular RMS 
accounts for 10% of testicular tumor in children. We report 
a case of embryonal RMS of the testis with recurrence at the 
scrotal site with inguinal and retroperitoneal metastasis.

CASE REPORT

A 16‑year‑old male had a swelling in the right scrotum 
for 2 months, for which he underwent right high inguinal 
orchectomy. Histopathological examination showed small 
ovoid to spindle tumor cells with vesicular to hyperchromatic 
nuclei arranged in sheets  [Figure 1]. Mitotic figures were 
evident with occasional strap cells having cross striations. 
A diagnosis of testicular embryonal RMS was made.

Advanced and recurrent testicular 
rhabdomyosarcoma in a young adult: A rare 
case report

The patient reported to the Oncology Department after 
2 months with recurrent swelling at the scrotum and pain in 
right lower abdomen. Clinical examination revealed a right 
irregular scrotal mass measuring 6 cm × 5 cm with ipsilateral 
inguinal lymphadenopathy extending up to the right iliac 
fossa. Ultrasonography of the whole abdomen and scrotum 
shows large heterogeneous lesion with necrotic areas noted 
in the right par aortic and bilateral iliac region, largest lesion 
measuring 9.7 cm × 7.5 cm. Serum alpha fetoprotein and beta 
human chorionic gonadotropin were within normal limits. 
Metastatic work up was done. Chest X‑ray was within the 
normal level. Magnetic resonance image  (MRI) of whole 
abdomen and pelvis revealed right testicular heterogenous 
mass measuring 4.2 cm × 3.5 cm × 2.8 cm with intraperitoneal 
extension and retroperitoneal lymph node displacing most 
of intra‑abdominal space, compressing and displacing the 
bowel loops and other intra‑abdominal contents causing 
right sided mild hydronephrosis [Figure 2]. No evidence 
of hepatic or pulmonary metastasis was seen. The patient 
was staged as T2 N1 M0 with clinical group III. The patient 
received 6  cycles of systemic chemotherapy 3  weekly 
comprising of ifosfamide and epirubicin. The patient 
tolerated chemotherapy well. Postchemotherapy MRI 
abdomen and pelvis showed significant reduction in the size 
of T2 hyperintense heterogenous mass lesion with multiple 
lobulation in the pelvis in the recto‑vesical pouch and the 
bladder dome and infiltrating the prostate with multiple 
inguinal nodes. The patient was planned for radiation but 
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lost to follow‑up. Almost 5 months after patient reported to 
us again with progressive disease. The patient was planned 
for the second line palliative chemotherapy, followed by 
radiotherapy (RT) to the residual disease.

DISCUSSION

Rhabdomyosarcoma is the most common type of sarcoma 
of children. A testicular localization is rare and represents 
only 7% of RMS. Testicular RMS is a rare aggressive 
tumor manifesting in children and very young adults.[1] 
The peak incidence is between 1 and 5 years of age and 
is rare in adolescents and young adults.[2] The index case 
presented at an age of 16 years. The tumor derives from 
mesenchymal elements of the testis envelope, epididymis, 
and spermatic cord. The tumor manifests as a hard 
painless inguinoscrotal swelling, the size and duration of 
development are varied, and it rarely invades the scrotal 
skin. The mass might evolve within the external inguinal 
ring away from the scrotal contents.[3,4] Our patient 
presented with 2 months history of testicular swelling and 
a painless mass in the left scrotum.

Embryonal RMS is the predominant histological subtype in 
90% of testicular RMS and has a good prognosis.[5] Myogenin 
and MyoD1 are important immunohistochemical  (IHC) 
markers which aid in the confirmation of RMS histology. 
These IHC markers could not be done in the index case due 
to unavailability in the institute. RMS is regarded as a highly 
malignant tumor with frequent recurrence. Spread of the 
tumor is mostly by lymphatics to the iliac and para‑aortic 
nodes in approximately one‑third of cases with testicular 
lesions.[6] The index case had both iliac and para‑aortic 
lymph node metastasis at presentation. Hematogenous 
metastases to lungs, liver, bone and bone marrow are 
present in 20% of patients at initial presentation.[7]

The optimal management of paratesticular RMS 
remains unclear because of the rarity of the disease in 
adults. Treatment strategies reviewed in the literature 
include radical high inguinal orchidectomy, concurrent 
chemotherapy (CCT), RT and retroperitoneal lymph node 
dissection (RPLND).

There is a definitive role for adjuvant CCT in RMS. 
Ferrari et  al. reported that CCT was effective to treat 
childhood RMS, in adjuvant setting.[5] Vincristine, 
dactinomycin, cyclophosphamide, adriamycin, epirubicin, 
ifosfamide, carboplatin and etoposide were used in different 
combinations, and with varying dose schedules, in the 
cited study. Advanced stage and lymph nodal involvement 
are indications of adjuvant CCT. About a third of patients 
with paratesticular sarcomas die from metastatic disease, 
thus highlighting the importance of CCT. The index case 
received systemic CCT in view of advanced stage and 
lymph nodal involvement. The combined modalities of 
surgery, chemotherapy, and radiation therapy have greatly 
improved the survival rate in testicular RMS in young adults 
without significant long‑term complications.[8]

The role of RPLND still remains controversial. Ferrari et al. 
reported on 44 patients with testicular RMS who did not 
undergo RPLND.[9] The authors considered that RPLND was 
unnecessary for localized disease because of the sensitivity 
afforded by computed tomography, the low rate of the 
retroperitoneal recurrence, and the presumed efficacy of 
CCT in controlling of microscopic disease.

In a study evaluating RMS at all sites in 2600  patients, 
adults with RMS experienced significantly worse prognosis 
than the children.[10] In another study, in which adult RMS 
patients also fared more poorly than children, the 5‑year 
adult progression‑free survival and overall survival rates 
were 28% and 40%, respectively.[11] Important prognostic 

Figure 1: Photomicrograph showing a tumor composed of sheets and scattered 
round-to-oval cells with moderate pleomorphism, hyperchromatic nucleus and 
scanty eosinophilic cytoplasm in a background of collagenous stroma

Figure 2: T1-weighted magnetic resonance image of abdomen showing large 
retroperitoneal lymph node
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factors include tumor histology, diameter, stage and 
location, patient age, response to CCT and metastases 
status.[12]

Testicular RMS is rare and aggressive neoplasm in young 
adults. Radical high inguinal orchidectomy is the primary 
treatment. These patients have frequent recurrences and 
metastases. Palliative and supportive approaches in the 
recurrent and metastatic setting improves the quality of 
life of these patients.
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