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  Sir,

We report a 79-year-old man without a significant 
medical history referred to our department for multiple 
nodules and tumors on the left side of his trunk, which 
had appeared progressively for many years. Despite 
him having no family history of similar lesions, they 
had increased in size and number over the same area. 
A dermatological examination revealed multiple soft to 
firm skin-colored nontender nodules and pedunculated 
tumors varying in size from 1 to 7 cm in diameter 
localized on the left side of the trunk without crossing 
the midline (Fig. 1). Some of the cutaneous nodules 
showed a positive buttonhole sign. There were no 
similar lesions elsewhere. Café-au-lait macules, axillary 
and inguinal freckling, plexiform neurofibromas, and 
kyphoscoliosis were absent in the patient. There were 
no Lisch nodules on ophthalmological examination. A 
neurological examination was normal. Computerized 
tomography of the brain, chest, and abdomen was 
normal and tumor markers were negative. A skin biopsy 
of the skin-colored nodule was performed revealing 
well-circumscribed unencapsulated interlacing bundles 
of elongated cells with darkly stained nuclei (Figs. 2a 
and 2b). The tumor cells showed positive S100-protein 
immunoreactivity (Fig. 2c). Combining clinical and 
histopathological findings allowed us to confirm the 
diagnosis of late-onset segmental neurofibromatosis. 
The patient was scheduled for surgical removal of 
his cutaneous tumors for aesthetic reasons. Regular 
medical follow-up was also recommended.

Herein, we report a case of late-onset segmental 
neurofibromatosis (SNF) in an old patient. The 
cutaneous nodules had appeared spontaneously and 

progressively and had been slowly increasing in size. It 
is a rare variant of neurofibromatosis and its prevalence 
in the general population is estimated at 1 in 36,000–
40,000 individuals [1]. 

Riccardi established the clinical features of segmental 
neurofibromatosis [2]. In fact, SNF is considered a 
noninherited form of neurofibromatosis and results 
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Figure 1: Multiple skin-colored nontender nodules and tumors located 
on the left lateral side of the trunk without crossing the midline.

Figure 2: (a) A nonencapsulated circumscribed mass of the dermis 
(HEx40). (b) A dermal proliferation of spindle cells with wavy nuclei 
interspersed in a stroma composed of fi brillar collagen with no evidence 
of nuclear polymorphism, mitoses, or hypercellularity (HEx100). 
(c) Tumor cells with positive S100 protein (HEx100).
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from a postzygotic mutation in the NF1 gene leading 
to somatic mosaicism [3]. The neurofibromas are 
limited to one body region and the cutaneous features of 
neurofibromatosis type I are absent. Ophthalmological 
and neurological complications are rare in SNF [2]. The 
latter is usually unilateral, as in our case, but could also be 
bilateral [4] or even multiple [5]. Differential diagnosis 
includes soft fibromas, cutaneous schwannomas, 
cutaneous metastases, nevus lipomatosus cutaneous 
superficialis, cutaneous leiomyomas, trichoepitheliomas, 
xanthomas, and lymphomas. Histopathology is crucial for 
diagnosis, showing a well-circumscribed mass composed 
of spindle cells with elongated wavy nuclei in the dermis 
consistent with the diagnosis of neurofibroma [3]. In 
this case, there was no systemic involvement and no 
evidence of an internal malignancy. In fact, according to 
Dang et al. [6], segmental neurofibromatosis could be a 
paraneoplastic manifestation. Malignancies that could 
be associated with SNF include malignant peripheral 
nerve sheath tumors, malignant melanomas, breast 
cancer, gastric cancer, and colon cancer, which were 
absent in our patient [4,6]. SNF is an often-overlooked 
disorder since patients are usually asymptomatic and seek 
medical attention only for cosmetic reasons [7]. Hence, 
surgical removal of tumors is usually recommended, as 
performed in our patient. Finally, accurate diagnosis 
of this rare variant of neurofibromatosis is important 
since it gives different prognoses than neurofibromatosis 
type I. It is also important to reassure the patient and to 
provide proper genetic counseling [2].
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