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Sir,

A 42-year-old-man presented with axillary freckling, 
multiple café-au-lait macules and neurofibromas on 
the scalp, face, trunk and extremities. In addition, he 
had a patch of white hair on the vertex area overlying 
a scalp neurofibroma. He was diagnosed with poliosis 
circumscripta associated with neurofibromatosis 1.

Poliosis circumscripta or “white forelock”, defined as a 
localized patch of white hair in a group of hair follicles, 
can be secondary to multiple causes: hereditary or 
acquired [1]. We report the case in a patient followed 
for neurofibromatosis type 1 who developed a poliosis 
circumscripta over a scalp neurofibroma. 

A 32-year-old patient presented with a patch of white hair 
on the scalp evolving for 11 years, with multiple skin lesions 
gradually increasing in number and size. Dermatological 
examination revealed the presence of multiple café-au-lait 
macules, axillary lentigines and multiple neurofibromas 
of the trunk and extremities. In addition, he had a 
Z-shaped plaque of the vertex area evolving since the 
age of 21 overlying a palpable neurofibroma (Fig. 1). 
Ophthalmological examination revealed the presence 
of Lisch nodules and the patient’s physical and mental 
development was normal. The patient was diagnosed with 
NF1 in association with poliosis circumscripta.

The association of poliosis and neurofibromatosis type I 
has been reported in 7 patients [2]. In children, poliosis 
may be the sign of several genetic syndromes including 
piebaldism, tuberous sclerosis and Waardenburg 
syndrome. While poliosis occurring on a neurofibroma 
is rarely reported in the literature and has been described 

in 4 patients [3]. The etiology of this association has 
not yet been elucidated. Depigmentation of the scalp 
hairs with an underlying neurofibroma could be of an 
autoimmune response in which the T cells cytotoxic 
of the neurofibroma attack the melanocytes in the hair 
follicles consequently leading to their destruction [4].

The feature of our case is the location of poliosis in the vertex 
and the Z-shap aspect which has not been reported before.

 The frequency of poliosis in patients with neurofibromatosis 
type 1 remains unknown. Further studies are needed to 
determine the exact mechanism of this association.

Consent

The examination of the patient was conducted according to the 
Declaration of Helsinki principles.
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Figure 1: Poliosis circumscripta on the vertex area.
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The authors certify that they have obtained all appropriate patient 
consent forms. In the form the patient(s) has/have given his/her/
their consent for his/her/their images and other clinical information 
to be reported in the journal. The patients understand that their 
names and initials will not be published and due efforts will be made 
to conceal their identity, but anonymity cannot be guaranteed.
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