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Exuberant Plexiform Neurofibroma
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Figure 1 — Plexiform neurofibroma on the right thoracic region and
multiple disseminated neurofibromas on the trunk and upper limbs.
In the lower right corner, the plexiform neurofibroma is seen in
greater detail laterally.

A 60-year-old woman with neurofibromatosis type-1
presented with a 10-year history of an asymptomatic slow-
growing erythematous pedunculated tumor with 16 x 11
x 4 cm on the right thoracic region. She also had numer-
ous neurofiboromas on the trunk and upper limbs, as well
as axillary and inguinal freckles (Fig. 1). On palpation of
this tumor, there was a ‘bag of worms’-like consistency. The
biopsy of the tumor confirmed the diagnosis of plexiform
neurofibroma (Fig. 2). The patient remains under follow-up
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Figure 2 — On histopathological examination, we can observe nu-
merous large nerve fascicles embedded in a cellular matrix contain-
ing abundant mucin as well as collagen, fibroblasts, and Schwann
cells (HE, x16).

at the Dermatology clinic, with no changes in the tumor or
development of other neoplasms.

Plexiform neurofibromas are benign tumors of the pe-
ripheral nerve sheath seen in approximately 30% of pa-
tients with NF1. They often develop within the first two to
five years of life and are commonly seen on the craniofa-
cial region, neck, and lower extremities. They grow most
rapidly during childhood and adolescence and can cause
significant morbidity because of pain, disfigurement, and
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local compression. Therefore, plexiform neurofibroma
growth in adulthood warrants close surveillance for possible
malignant transformation. Malignant progression is consid-
ered the leading cause of mortality, occurring in 2% to 16%
of cases.'?
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