
  

    

Pediatr Urol Case Rep 2019; 6(5):95-99                                                       DOI: 10.14534/j-pucr.2019554533 

                                                                                                                           

 

 

     

Malignant peripheral nerve sheath tumor (Schwannoma) of the dorsal penis: A case 

report and review of the literature  

 

Ruankha Bilommi 

Department of Pediatric Surgery, Mitra Keluarga Group General Hospital, YARSI Medical Faculty, Jakarta 

 

A BST R AC T   

 

Malignant peripheral nerve sheath tumors (MPNST) are rare, aggressive soft tissue sarcomas arising 

from peripheral nerves that present great challenges to known treatment modalities. Here, we present 

a case of MPNST involving the dorsum of a penis in a 13-month-old boy. The mass was incomplete 

excised and a circumcision was performed. Histological study revealed spindle cell tumor of the 

lesion. Immunohistochemistry showed a strong positive staining for tumor cells. A high grade 

malignant peripheral nerve sheath tumor was diagnosed. 
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Introduction 

Malignant peripheral nerve sheath tumors 

(MPNSTs) are a rare type of cancer that occurs 

in the lining of the nerves that extend from the 

spinal cord into the body, accounting for 

approximately 5-10% of all soft tissue 

sarcomas [1-4]. They tend to cause pain and 

weakness in the affected area and may also 

cause a growing lump or mass. MPNST is also 

an aggressive neoplasm in which local 

recurrence is common and complete excision 

of the mass should be the goal of surgery [1-5]. 

A high grade MPNST, malignant 

schwannoma, is rarest in childhood and there 

are four cases reported in the pediatric age 

group [1,5,6]. Here, we reported a case of a 13-

month-old boy presenting with painless masses 

on the dorsal aspect of the penile shaft, the first 

report from Indonesia. 

 

Case report 

A previously healthy 13-month-old boy was 

evaluated for swelling in the dorsal penis and 

suprapubic area for two weeks. At first, parents 

thought that their children had inguinal hernia. 

Therefore, they came to the pediatric surgery 

clinic and requested a herniorrhaphy 

procedure. The patient’s physical examination 

showed that the hard masses in the dorsal penis 

extend to the suprapubic area and scrotal area 

(Fig. 1). 

We performed abdominopelvic 

ultrasonography (US) and 
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computed tomography (CT) scan that shows 

solid tumor at the dorsal penis and suprapubic 

region. An ultrasound of the mass revealed a 

heterogeneous solid mass centered near on the 

dorsal aspect of the penile shaft. Further 

evaluation by CT study showed a 

heterogeneous density mass on the coronal 

plan CT image that erased the right muscle 

planes and reached into the pelvis and pushed 

into the bladder (Fig. 2). 

 

 
Fig. 1.   Dorsal penile mass extending to the 

suprapubic and scrotum region. 

 

 

Fig. 2. Coronal plan CT image of the mass with 

heterogeneous density. 

Incomplete surgical excisions were performed, 

macroscopically the sample was measured 3.2 

cm x 4 cm x 3 cm and we also performed dorsal 

circumcision (Fig. 3). 

 

 

Fig. 3. Intraoperative view of the mass. 

 

The mass originated from the right penile 

neuro-vascular bundle, invaded the right tunica 

albuginea and corpus cavernosum, and draped 

over the dorsal penis. The urethra and bilateral 

spermatic cords were preserved. The parents 

did not allowed for penectomy.  Given the 

patient’s comorbidities, maximum excision of 

the tumor for palliation while maintaining 

minimum penile anatomy was performed with 

right erectile body reconstruction and 

scrotoplasty. 

Histopathological examination of the lesion 

revealed spindle cell tumor (Fig 4.) 

Immunohistochemical study with S100 and 

vimentin showed that it was strongly positive 

for the diagnosis of high grade malignant 

peripheral nerve sheath tumor. He had no 

family history of von Recklinghausen's 

neurofibromatosis (VRN). The surgery is 
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followed by post-operative radiotherapy and 

adjuvant chemotherapy, the patient now had 

done first round of chemotherapy and will 

continue. 

 

 

 

 

 

 

 

 

 

 

 

 

 

Fig. 4. Histology, spindle cell tumor 

(H&Ex400). 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Discussion 

Malignant peripheral nerve sheath tumors 

(MPNSTs) are rare aggressive soft tissue 

sarcomas originating from peripheral nerve 

fibers such as Schwann cells, perineural cells 

or fibroblasts. In addition to the above features 

of these tumors, complete excision of the mass 

is important for the success of the treatment 

since local recurrence of the tumor is common 

[1,5,6].  The management of penile MPNST is 

particularly difficult due to the limited number 

of cases reported in the literature and the 

variability in surgical, chemotherapy and 

radiation combinations [1,5,7]. In the 

literature, penile MPNST was described in 

only 4 pediatric patients, 2 of which were 

associated with NF1. Here we present a 13-

month-old boy with 5th penile MPNST (Table 

1) [1,5,6].  
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In cases with penile MPNST, 60.0% of the 

lesions are located in the dorsal aspect of the 

penis and 43.3% are located on the penis body 

or shaft. Patients may present with a single 

nodule (66.7%) or multiple nodules (33.3%), 

and the lesions are usually painless [8].  

Because of the lack of standardized diagnostic 

criteria, it is difficult to diagnose MPNST. First 

of all, MPNST should be considered in any 

patient with a rapidly growing or painful mass. 

US, CT and magnetic resonance imaging with 

NF1 evaluation are diagnostic tools for the 

preoperative evaluation of peripheral nerve 

sheath tumors and exclusion of metastases 

[1,6]. 

In the surgical treatment of MPNST, the 

priority is to completely remove the lesion. 

The rate of surgical excision varies between 

20% and 95% of the complete excision, 

primarily depending on the location of the 

tumor [9]. In some challenge cases, however, 

the disability of surgical treatment should be 

considered [9]. In addition, the efficacy of 

chemotherapy regimens is not complete, and 

radiation therapy may be useful only for 

minimum residual disease [10]. Thus, current 

and other reports suggest that treatment 

options for MPNSTs are limited when 

complete surgical excision is not achieved.  

 

Conclusion 

Although rare, MPNSTs are a highly 

aggressive soft tissue sarcomas requiring rapid 

diagnosis and surgical excision. For these 

patients, adjuvant radiation and chemotherapy 

or targeted therapy are other useful additional 

potential therapeutic approaches. In addition, 

the penile localization of the tumor poses 

anatomical and functional challenge for all 

sides. 
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