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Case Report

Paratesticular Leiomyosarcoma: A Rare Clinical Case Report
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ABSTRACT

Sarcomas of the genitourinary tract are uncommon and represent only 1-2% of all urological
malignancies. Primary sarcomas of the paratesticular tissue are very uncommon; types can
be liposarcoma, leiomyosarcoma, rhabdomyosarcoma. Paratesticular LMS can arise from
smooth muscle structures such as the wall of the epididymis or vas deferens, the cremaster
muscle or the contractile tissues of the tunica Here, we report a case of 56 year old man, who
underwent left Inguinal hernia repair with left orchidectomy 5 months back at other hospital,
and then presented to us with left scrotal swelling for the 3 months duration with left inguinal
scar with Ultrasound scrotum showing heterogenous soild necrotic mass in left scrotum of
size 56*52 mm with internal vascularity.

Biopsy report from earlier surgery suggested tumour cell infiltrate in cord margin, likely
undifferentiated pleomorphic sarcoma of paratesticular site. Hence, patient was diagnosed
as likely paratesticular leiomyosarcoma and underwent radical excision of mass with left
hemiscrotectomy. Diagnosis confirmed on histopathology and immunohistochemistry. Post
operative period was uneventful. After multidisciplinary discussion, patient was kept on
observation. Presently, patient is asymptomatic, disease free and in regular follow up since
last 3 years.
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Introduction

Sarcomas of the genitourinary tract are uncommon and represent only 1-2% of all urological malignancies
[1]. Primary sarcomas of the paratesticular tissue are very uncommon; types can be liposarcoma,
leiomyosarcoma, rhabdomyosarcoma. Paratesticular LMS can arise from smooth muscle structures such as
the wall of the epididymis or vas deferens, the cremaster muscle or the contractile tissues of the tunica[2].
Cases present with a painful or painless scrotal mass or swelling, occasionally accompanied by a hydrocele,
majority in 6th decade. For further characterization between benign and malignant and site of origin, imaging

is required. Ultrasound scrotum is the first investigation. Poorly defined, disorganised soild masses with
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heterogeneity and hypervasularity are features seen on ultrasonography favouring malignancy; however the
features between benign and malignant lesions often overlap. MRI can be used in equivocal cases. CT
Thorax, abdomen and pelvis is used for metastatic work up. The treatment of paratesticular tumours is
surgical resection, involves performing a radical inguinal orchidectomy with resection of surrounding tissue
as well as high ligation of the spermatic cord at the external inguinal ring[3]. Hemiscrotectomy, in cases
where scrotal skin is involved, or a previous operative scar is present, should be performed. Tumour sizes,
proximity to the inguinal canal and positive surgical margins have been implicated in local recurrence
whereas histological grade has minimum impact on it. Definitive diagnosis is determined by histological
evaluation and immunohistochemistry. The role of retroperitoneal lymph node dissection has been debated.
RPLND is rarely required in liposarcomas and leiomyosarcomas, as they spread and recur by direct invasion.
Except for in patients with local recurrence and in high grade rhabdomyosarcoma, adjuvant therapy with
chemotherapy and radiotherapy showed little efficacy and definite advantage is not proved. Because of the
high recurrence rate, prolonged follow up is recommended. 5 year cancer free survival ranges from
approximately 60-80%. The 10 and 15 year overall survival rates are 63% and 52% respectively with local

recurrence being the main failure pattern.

Abbreviations

LMS: Leiomyosarcoma, CT: Computed Tomography, HCG: human choriogonadotropin, LDH: lactate
dehydrogenase, USG: Ultrasonogram, LVSI: lymphovasular space invasion, RPLND: retroperitoneal lymph
node dissection

Materials and Methods

We report a case of 56 year old man, who underwent left Inguinal hernia repair with left orchidectomy 5
months back at other hospital, and then presented to us with left scrotal swelling for the 3 months duration

with left inguinal scar.

On examination, 9*8cm hard, irregular, non tender mass was palpable in left scrotum with focal skin fixity,
with no palpable cord. Right testis and external genitalia was normal. Left inguinal scar was visible, with no

inguinal or other lymphadenopathy.
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Biopsy report from earlier surgery suggested tumour cell infiltrate in cord margin, likely undifferentiated

pleomorphic sarcoma of paratesticular site. No previous preoperative imaging reports were available.

Patient underwent preoperative CT chest abdomen pelvis suggestive of no lymphadenopathy or distant
metastasis, tumour markers including serum alpha fetoprotein, beta hcg and LDH levels were within normal
limits and USG scrotum showed heterogenous soild necrotic mass in left scrotum of size 56*52 mm with

internal vascularity.

Patient underwent radical excision of mass with left hemiscrotectomy

Fig.2: Cut Section of left hemiscrotum mass
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Fig.4 Pleomorphism

Fig.5 Interlacing fascicles
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Results

Post operative period was uneventful. Final histopathology report was suggestive of: tumor type:
pleomorphic sarcoma, paratesticular, high grade (FNCLCC score 6), LVSI negative with free margins and
no skin involvement. On IHC, tumour cells were immunopositive for desmin, SMA(focally), CK
(focally),and negative for CD34, MDM2 and CD68, making the final diagnosis of leiomyosarcoma.

Multidisciplinary discussion was done and it was decided to keep patient on observation .

Patient is asymptomatic, disease free and on regular follow up since last 3 years.

Discussion

The paratesticular region is composed of Rete testis, efferent ductules, epididymis, vas deferens (ductus
deferens), testicular tunics and spermatic cord. From the literature, liposarcomas are the most prevalent
malignant neoplasms of the paratesticular area [4]. Spermatic cord LMS is a rare non-testicular neoplasia
that appears in the sixth or seventh decade of life. The clinicopathologic characteristics of these neoplasms
are poorly understood; tumour grade appears to be the most significant prognostic factor, and it has been
linked to both distant metastases and local recurrence [5,6] Paratesticular leiomyosarcoma typically
manifests physically as a firm, nontender, painless mass in the scrotum , independent from testis. The primary
imaging modality for evaluating a scrotal mass is scrotal ultrasound, which can also be used to rule out a
number of differential diagnoses like hydrocele, cysts, and epididymitis and distinguish between
extratesticular and intratesticular lesions [7]. However, preoperative diagnosis is still challenging in the
absence of specific imaging features, and a histological examination of the removed specimen is necessary
for a conclusive diagnosis [8]. Owing to the uncommon nature of these cancers, there is conflicting
information in the literature regarding the best course of treatment. Nonetheless, the majority of authors
suggest that the standard procedure be a radical orchidectomy with high spermatic cord ligation [9]. In a
group of 101 patients, Banowsky et al. looked into the significance of extensive retroperitoneal nodal
dissection. There was no reported survival benefit [10] . Role of adjuvant treatment also remains
controversial. The management of soft tissue sarcoma has not demonstrated a strong indication of benefit
from systemic therapy, with the exception of paediatric rhabdomyosarcoma [11]. With paratesticular
sarcomas, adjuvant chemotherapy has thus seldom been considered. The results regarding adjuvant
radiotherapy have also been inconsistent. Sarcomas of all grades have tendency to infiltrate local tissues, so
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recurrences are also common with scrotal recurrence rates reaching 25-37% [12]. Concerning paratesticular
sarcomas, Coleman and co-researchers found no observed therapeutic advantages from adjuvant radiation
therapy across the 21 patients they retrospectively studied [13]. However, in a more recent study, Cerda and
fellow researchers observed a complete absence of recurring disease, reaching 100%, after applying
locoregional irradiation specifically for spermatic cord sarcomas [14]. But limitation of these findings is the
limited number of patients involved, which impacts the strength of the conclusions. Overall, 5 year cancer-
free survival ranges from approximately 60-80% [15]. Reportedly, the 10-year and 15-year overall survival
rates stand at 63% and 52%, respectively, with local recurrence emerging as the primary pattern of failure
observed[16]. Recurrences have seen even after several years of treatment, so long term follow up is

recommended.

In the present case, patient underwent radical excision of mass with left hemiscrotectomy. No adjuvant

treatment was given and patient is kept on regular follow up.

Conclusion

Paratesticular leiomyosarcoma is a rare entity, and requires histological and immunohistochemical results
for diagnosis. Surgical management of these tumours is the main stay and involves radical resection with
high spermatic cord ligation and possible hemiscrotectomy. Because of high recurrence rate, prolonged

follow up is recommended and should include clinical observation and imaging as clinically indicated.
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