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Neurofibromatosis is an autosomal dominant hereditary disorder characterized by skin ab-
normalities such as cafe au-lait spots, and soft tissue legion such as generalized subcutane-
ous neurofibroma. Malignant peripheral nerve sheath tumor is a spindle cell sarcoma that
mostly arises in the soft tissue but rarely arises in the head and neck region. Malignant pe-
ripheral nerve sheath tumor can develop from the pre-existing neurofibromas or schwanno-
mas, and from the peripheral nerves. They can also occur after radiation therapy. Malignant
peripheral nerve sheath tumor is usually associated with neurofibromatosis type I. The au-
thors recently experienced a case of malignant peripheral nerve sheath tumor associated
with neurofibromatosis type I in a 20-year-old female patient who presented with a well
marginated oval shape mass in the left neck.
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Fig. 1. Preoperative photograph shows 7 x6 cm sized mass lo-
cated in the left neck area.

Fig. 2. Multiple cafe-au-lait spots of varying sizes are scattered
over the back.
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Fig. 3. Pedigree of the patient related to the neurofibromatosis.

Fig. 4. Enhanced axial (A) and coronal (B) CT scan shows well

defined heterogeneously enhancing solid mass with central ne-
crotic portion (arrow) at left carotid space.
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Fig. 5. Gross finding of the excised tumor shows a ovoid yellow-
ish mass with smooth surface.

Fig. 6. Microscopically, the tumor |
shows interlacing bundles of spin-
dle cells (A)(H&E, x100). Tumor
cells having wavy shaped hyper- [
chromatic nuclei and frequent mi-
totic figures (B)(H&E, x400).
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