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Malignant peripheral nerve sheath tumors account 

for 5–10% of all soft tissue tumors. These tumors are 

closely related with Neurofibromatosis type 1. Alt-

hough many such tumors have been reported in 

different locations, malignant peripheral nerve sheath 

tumors arising from diffuse neurofibroma located in 

the chest wall are extremely rare. In the present study 

we report on a malignant peripheral nerve sheath 

tumor arising out of a diffuse neurofibroma of the 

chest wall. 

Key words: Chest wall, Mass, Malignant peripheral 

nerve sheath tumor. 

 

 

 

Malign periferik sinir kılıfı tümörü yumuşak doku 

tümörlerinin %5-10’unu oluşturur. Bu tümörler Nöro-

fibromatozis tip 1 ile yakından ilişkilidir. Farklı lokali-

zasyonlarda birçok olgu bildirilmiş olsa da göğüs 

duvarı yerleşimli diffüz nörofibroma zemininde gelişen 

malign periferik sinir kılıfı tümörü son derece nadirdir. 

Bu çalışmada, göğüs duvarı yerleşimli diffüz nörofib-

roma zemininde gelişen malign periferik sinir kılıfı 

tümörünü sunuyoruz. 

Anahtar Sözcükler: Göğüs duvarı, Kitle, Malign perife-

rik sinir kılıfı tümörü. 
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Chest wall tumors are classified as either primary or sec-

ondary. While primary tumors originate from soft tissue, 

bone, cartilage, vessels and nerves, secondary tumors are 

metastatic. Some 60–70% of primary tumors are malig-

nant (1). Malignant peripheral nerve sheath tumors 

(MPNST) account for 5–10% of all soft tissue tumors, and 

are closely associated with neurofibromatosis type 1 (NF-

1). Although many such cases have been reported in 

different locations, MPNST tumors related to diffuse neu-

rofibroma located in the chest wall are extremely rare (2-

4). 

The symptoms are nonspecific, but the most common 

complaint is a painless growing mass. In tumors including 

bone-derived factors, accompanying pain due to perios-

teal injury is common, and is a predictor of poor progno-

sis (1). 

Diagnoses are made based on anamnesis, physical ex-

amination, radiological evaluation and biopsy. Fine nee-

dle aspiration biopsy, incisional biopsy or excisional biop-

sy can be performed for a definitive diagnosis. The treat-

ment is surgical, with complete tumor resection with 

negative margins in tumors smaller than 2cm having 

been shown to be important for a successful cure (2). 

In the present study we report on a rare case with low 

grade MPNST arising from diffuse neurofibroma of the 

chest wall. Such tumors, which are extremely rare, should 

not be ignored in differential diagnosis. 

 

CASE 

A 56-year-old female patient was admitted to our clinic 

with a complaint of a painful, enlarging mass on the 

chest wall, having been operated three times in the last 6 

years due to chest wall masses. 

During the subsequent examination, a lesion measuring 

approximately 8x7cm in size and painful to palpation, as 

well as incision scars from previous operations, were 

detected in the left posterolateral hemithorax (Figure 1). 

There was no significant pathology on chest X-ray. 

A thoracic MRI was performed to understand the extent of 

the lesion on the chest wall. MR imaging of the thorax 

revealed a mass lesion of 11x7 cm in axial and 11x6 cm 

in coronal, extending from the infraspinatus and teres 

minor muscles to the subscapular and lattice dorsi mus-

cles in the left inferior hemithorax (Elastofibroma dorsi ? 

Rabdomyosarcoma ? Metastatic involvement ?) (Figure 2).  

 

 

 

 

 

Figure 1: Mass appearance in the patient 

 

 

Figure 2: MRI image of the patient (sagital) 

 

The patient’s medical history was unremarkable, other 

than three separate operations in the same region. Her 

family history was unremarkable and laboratory tests were 

normal. An operation was planned for the patient, whose 

previous pathology results were evaluated as fibrolipoma. 

The mass was determined macroscopically before the 

operation. The excision was made 4 cm distant from the 

mass, and the mass and the surrounding abnormal tis-

sues were excised up to the ribs (Figure 3). The removed 

mass area was repaired with a skin graft from the thigh 

region (Figure 4a and b).  

The patient experienced no postoperative complications, 

other than minimal hematoma at the graft site. A patho-
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logical examination revealed a low-grade MPNST tumor 

developing on the basis of diffuse neurofibroma. The 

surgical margins were negative (Figure 5a and b). After 

pathological diagnosis, oncology and rheumatology 

consultations were requested, and the patient was fol-

lowed up and treated by these departments. The patient 

was followed up for around five months, during which no 

complications developed. 

 

DISCUSSION 

MPNSTs develop from the peripheral nerve sheath or 

branches of the peripheral nerve fibers. Although they 

may develop spontaneously, they are associated with 

neurofibromatosis type 1 in most cases. NF-1 gene inac-

tivation is thought to play a role in its pathogenesis (5), 

although there was nothing remarkable in our patient's 

family history, and an NF-1 gene analysis was negative. 

MPNSTs are common in the third and fourth decades, but 

are rare in childhood and adolescence. They are more 

common in women than in men (6). The case in the pre-

sent study was a 56-year-old female. 

Malignant schwannoma, neurogenic sarcoma, neurofi-

brosarcoma and anaplastic neurofibroma are the main 

types of MPNST; approximately two-thirds of them origi-

nate from neurofibromas; and 5-year survival is reported 

to be 15–21% (7). 

Diagnosis is primarily by biopsy. For treatment, the tumor 

should be resected with surrounding tissues up to the 

intact border. Following resection, it should be performed 

local radiotherapy, which has been shown to reduce local 

recurrence. Accordingly, radiotherapy should be started 

as early as possible in the postoperative period. In recent 

publications, it has been reported that neoadju-

vant/adjuvant chemotherapy after en bloc resection yields 

similar results to the more radical approaches (3). In the 

patient in the present study, the mass was completely 

resected with the surrounding intact tissue, and positive 

results were obtained with grafting. The patient was then 

sent to the relevant department for radiotherapy. 

 

 

 

Figure 3a and b: Intraoperative views of the mass 
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Figure 4a and b: Postoperative 5th day (a), postoperative 1st month (b) 

 

 

 

Figure 5a and b: Neurofibroma areas consisting of spindle-shaped and 

wavy nucleus cells and collagen (HEX400) (a), areas of peripheral nerve 

sheath tumor with more cellular and sparse atypical cells (HEX400) (b) 

 

In conclusion, MPNSTs are uncommon, and chest wall 

placements are very rare. MPNSTs should be considered 

in a differential diagnosis of chest wall malignant masses 

in elderly patients. For the treatment of such aggressive 

and progressive tumors, excision, chemotherapy and 

radiotherapy should be used to prevent local recurrences. 
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