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LETTERS TO THE EDITOR

Segmental Neurofibromatosis Presenting as a Giant Naevus Spilus

Sir,

A 4l-year-old woman presented at our department in a fol-
low-up procedure after removal of a melanoma in situ from her
right mamma. A huge café-au-lait spot with numerous naevocel-
lular naevi (naevus spilus) was observed on her left hip, left
thigh and left calf. The naevus spilus was strictly limited to the
left side of her body by the mid-line. At the level of the navel the
naevus was limited to normal skin by a horisontal line; it did not
follow dermatomal distribution (Fig. 1a). According to the pa-
tient, this naevus had developed during early childhood. She
also told us that she had been complaining of back pain for
several years. An X-ray of her spine revealed a malformation of
the fifth lumbar vertebra, and a shortening of her left extremity
by 1 cm (see Fig. 2b). A computerized tomographic investiga-
tion of her head and spine did not show any tumorous changes.
The ophthalmologic investigation concluded with normal find-
ings. There were no further café-au-lait spots, no axillary freck-
ling, no history of similar skin changes in her family. Histologic
examination of a skin biopsy confirmed the diagnosis of a
café-au-lait spot (lentiginous hyperplasia) with naevocellular
naevi.

Neurofibromatosis is divided into 8 subgroups, NF I being the
classical Mb. Recklinghausen, and NF V being the segmental
form. The other 5 subgroups are defined clinically. Approxi-
mately 50 cases of segmental neurofibromatosis have been de-
scribed in the literature, 6 of them without cutaneous or other
neurofibromas (1-4). Jiiac
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Fig. 1. (a) Giant café-au-lait spot with numerous naevocellular naevi
(naevus spilus) strictly confined to the patient’s left hip, left thigh and
left calf by the mid-line. (») Note the shortening of the patient’s left leg.
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