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Abstract: Malignant peripheral nerve sheath tumors (MPNST) are considered a 

rare entity, especially in the retro peritoneum. We report the case of a 32 years 

old woman, with the history of Von Recklinghausen disease, who presented a 

MNPST of 14,5 cm of diameter at the retroperitoneal cavity. There was no 

specific clinical symptom besides an abdominal swelling. The MRI showed a 

heterogeneous retroperitoneal mass that represses without invading the adjacent 

structures. We’ve conducted a mass resection without any adjuvant radio or 

chemotherapy. No sign of local recurrence was detected after one year follow up. 

Keywords: retroperitoneal mass; von Recklinghausen disease; peripheral nerve 

sheet tumor. 

 

INTRODUCTION 

Malignant peripheral nerve sheath tumors (MPNST) are rare tumors, 

mainly found during the evolution of Von Recklinghausen's disease or 

neurofibromatosis type 1 (NF1). 

 

They usually develop in the head, neck and limbs. The peritoneal 

localization is rarer. We describe the case of a patient followed for NF1 who 

presents a retrospitonally located MPNST 

 

CASE REPORT 

A 32 years old moroccan women, Coming 

from a non-consanguineous marriage, followed for NF1 

since childhood. She had a presented an abdominal 

swelling on the left side with left lumbar pain that had 

been evolving for a year. 

 

Clinical examination revealed a tumefaction of 

the left iliac fossa that was firm and painless. In 

addition, there are many « coffee spots » in the limbs 

and trunk, and ephelides in the axillary troughs. The 

patient had no sensorimotor deficit or neuralgia. 

 

Ultrasound showed the presence of a left retro-

peritoneal mass of heterogeneous content. 

Abdominopelvic MRI revealed the presence of a 

heterogeneous, predominantly cystic left peritoneal 

mass, highly enhanced after injection of contrast 

medium. It measures 10x10cm on the axial plane for 

14,5cm of height. Although limited, it represses without 

invading up the kidney, inside the aorta and the vena 

cava and forwards the peritoneal contents. 

 

It comes into contact with the vertebral bodies 

and the left lumbar roots without detectable intra-

foraminal extension or abnormalities of the adjacent 

vertebral bodies. The psoas appears repressed forwards 

and inwards. The patient underwent mass resection by a 

left peritoneal approach after locating the ureter and 

respecting the crural nerve. 

 

The histology was in favor of a malignant 

tumor of ducts and peripheral nerves (MPNST) with 

high grade malignancy on a neurofibroma. No adjuvant 

treatment was indicated. The postoperative course was 

uneventful and the patient was discharged a week later. 

The patient has no recurrence after 1 year of follow-up. 
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Fig-1: Dermatological lesion typical of Von Recklinghausen's disease “tâches café au lait” 

 

 
Fig-2: frontal view of the retroperitoneum showing the repression of the kidney and the left adrenal gland 

 

 
Fig-3: axial view of retroperitoneum showing the heterogeneous aspect of the tumor 

 

DISCUSSION 

Malignant tumors of the sheaths of peripheral 

nerves formerly called malignant schwannomas are rare 

tumors. They represent 5 to 10% of soft tissue tumors 

[1]. Their incidence is 0.001%, in the general 

population [2, 3, 11], and 4.6% in case of Von 

Recklinghausen disease [2]. There is also a high 

incidence in patients who have received prior 

radiotherapy [2, 4, 7]. MPNST occurs in the third and 

fourth decade for patients treated for NF1 and in the 

sixth and seventh decade for sporadic cases [3, 9]. The 

sex ratio is a 1 [4]. 

 

They are located more frequently in the limbs, 

mainly affecting the sciatic nerve [2, 4, 5], then the 

trunk and then the head and neck [5]. Only 1% of 

MPNST is retro-peritoneal [6]. At this location, they 

develop from the lumbar or sacral plexus but the 

original nerve remains difficult to identify 

intraoperatively [3]. Nambisan et al. identified only 
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61% of the original nerves in their study. Dasgupta et al. found that it was often impossible [3, 7]. 

 

 
Fig-4: per-operative image of the extraction of the retroperitoneal mass 

 

MPNSTs develop DE NOVO or from 

preexisting neurofibromas [7, 8]. The latter are the most 

common benign tumors in NF1 carriers, leading to the 

search for an MPNST on each neurofibroma that 

becomes symptomatic [9]. 

 

MPNST can manifest as pain, signs of 

compression of neighboring organs [1, 3, 5] or 

neurological signs affecting the territory of the affected 

nerve [2]. Asymptomatic forms are not uncommon. The 

diagnosis of these lesions can be delayed because of the 

lack of specific clinical and biological signs [6, 10, 11], 

especially with retro peritoneal localization, thus 

allowing the tumor to reach large volumes. The average 

size of discovery at this location is 8cm in diameter [1]. 

 

MRI is the gold standard for preoperative 

exploration of these tumors [7]. The positive diagnosis 

of MPNST is difficult and delicate [6; 7], requiring, 

alongside morphological, immunohistochemical and 

molecular criteria, the presence of one of the criteria 

identified by WHOM: 

 Either the tumor is developed from a peripheral 

nerve 

  Either the tumor is developed from a benign tumor 

of the nerve sheaths 

 Either the tumor is developed in a patient with 

neurofibromatosis type1 (NF1) [5; 6] 

 In their absence, the diagnosis of MPNST suffers 

from a lack of specificity [5] 

 The standard treatment consists of surgical 

resection of the tumor with wide margins of safety 

to reduce the risk of local recurrence and distant 

metastases [1; 3; 7]. radiotherapy and 

chemotherapy are not recommended. They do not 

improve long-term survival [1]; especially in 

patients followed for NF1 who may develop a 

radiation-induced sarcoma. However some authors 

use them in case of locally advanced tumor [5]. 

 

In our case, we limited to a surgical resection 

without any adjuvant treatment. Local recurrence of 

MPNST occurs on average at 30 months on average in 

sporadic cases and 9.4 months on average in NF1 cases, 

despite this high rate of recurrence, there is no well-

defined protocol for postoperative follow-up. sick [1]. 

 

Remote metastases are haematogenous. The 

most frequently encountered are those of the lung, bone 

and pleura [5, 7, 9]. The ganglionic involvement is 

exceptional and must make reevaluate the histological 

diagnosis [5]. 

 

CONCLUSION 

We have described a rare location of an 

MPNST in a patient followed for NF1. The prognosis of 

the disease corresponds to the quality of the surgical 

resection. But the low symptomatic nature of these 

tumors delays the diagnosis, resulting in the discovery 

of voluminous tumors of difficult surgery. 
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