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Dear Sir,

Von Recklinghausen’s disease is an autosomal dominant condition characterized by multiple 
soft-tissue tumors arising from Schwann cells and fibroblasts.[1] It is rarely associated with 
autoimmune diseases, of which association with vitiligo is reported in a few cases.[1,2] Herein, we 
report a case of neurofibromatosis 1 (NF1) coexistence with vitiligo.

A 47-year-old male case of NF1 presented with hypopigmented to depigmented patches all over 
the body for the past 2 years. ere is no family history suggestive of NF and hypopigmented 
lesions. On clinical examination, axillary freckling, palmar freckling, and multiple well-defined 
light brown macules consistent with café-au-lait macules were present. Multiple soft, sessile, 
and pedunculated, dome-shaped, papulonodular lesions ranging from 1 mm to 15 mm in size 
distributed all over the body suggestive of neurofibromas. Ophthalmological examination 
revealed Lisch nodules. Multiple, well-defined, depigmented macules of size ranging from 
0.1 cm to 10 cm over the right forearm, abdomen, and bilateral legs were present [Figure 1a-c]. 
Dermatoscopy of the depigmented macules showed a white glow with a starburst pattern, 
perifollicular pigmentation, trichome sign, and tapioca sago appearance [Figure  2a and b]. 
A diagnosis of NF1 with the coexistence of vitiligo was made. e patient was treated with topical 
clobetasol ointment and soaked PUVASOL for vitiligo vulgaris.
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Figure 1: (a) 47-year-old male case of neurofibromatosis 1 showing multiple neurofibromas over the 
trunk and a single depigmented macule over the upper abdomen. (b) Multiple depigmented macules 
over the bilateral legs. (c) Palmar freckling with single depigmented macule over the right wrist.
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NF 1, also called von Recklinghausen’s disease caused 
by a mutation in the neurofibromin one gene located on 
chromosome 17q11.2.1 NF, is associated with autoimmune 
disorders like systemic lupus erythematosus, multiple 
sclerosis, mixed connective tissue disease, immunoglobulin 
A nephropathy, bullous pemphigoid, Grave’s disease, 
and autoimmune hemolytic anemia.[1-3] Vitiligo is a 
disorder affecting melanocytes characterized by macular 
depigmentation of varying sizes or shapes. e coexistence of 
vitiligo and NF1 may be a coincidence finding in our patient. 
ere is a hypothesis that abnormal neurofibromin production 
can cause decreased T-cell apoptosis which may be an 
underlying factor for developing vitiligo.[4] Another theory is 
neurofibromin which is present in the melanocyte membrane. 
It forms a complex with amyloid precursor protein. Hence, 
the mutation in the NF1 gene leads to abnormal transport of 
melanosomes leading to pigment-related manifestations such 
as hypopigmented macules, vitiligo, and café-au-lait macules.[5] 
Miraglia et al. reviewed all 1102 charts of NF1 patients from 
1983 to February 2020 at the “Sapienza” University of Rome, 
Italy, to see the actual prevalence of cutaneous manifestations 
of NF1. Vitiligo was present in 25 cases (2.3%), of which seven 
patients had generalized vitiligo and 18 patients had localized 
vitiligo.[6] Based on previous reports and our case, association 
between NF1 and vitiligo is not a coincidence but a potential 
association.
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Figure 2: (a and b) Dermatoscopy (Non-polarised Dermlite 4 ×10) 
of depigmented macule shows white glow, starburst pattern (red 
arrow), perifollicular pigmentation (yellow circle), trichome sign, 
and tapioca sago sign (blue circle).
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