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An unusual nevus spilus and neurofibromatosis type 1

Sir,
A growing wealth of clinical and molecular data supports the 
view that pigmented lesions such as segmentally arranged 
lentigines, segmentally arranged café-au-lait macules and giant 
café-au-lait macules can be considered phenotypic variants of 
mosaic neurofibromatosis type 1. In a recent issue of the Indian 
Journal of Dermatology, Venereology and Leprology, Erdem et 
al. reported a case of Lisch nodules and pilocytic astrocytoma 
associated with large hypermelanotic patches lateralized on the 
right side of the body and featuring superimposed, scattered 
maculopapular naevi.1 Such cutaneous manifestations were 
labeled by the authors as “partial unilateral lentiginosis,” but 
are instead fully consistent with a diagnosis of papular nevus 
spilus. The histological features of lentigo simplex do not 
constitute a compelling argument since such pattern can very 
well be found in the macular speckles of papular nevus spilus.

There are only scant published data concerning the frequency 
of the occurrence of nevus spilus of any type (small/segmental, 
macular/papular) in patients with neurofibromatosis type 1, 
but it might not differ from that in the general population.2 In 
particular, reports of patients affected by a segmental papular 
nevus spilus and stigmata of neurofibromatosis type 1 are 
extremely rare.3-5 Intriguingly, these cases are similar to the one 
by Erdem et al.1 in that: (1) they displayed a mild phenotype 
which always included Lisch nodules (often mentioned as being 
ipsilateral to the nevus); and (2) papular nevus spilus was always 
characterized by very small and quite sparse maculopapular 
nevi. It could be hypothesized that these lesions do not represent 
true papular nevus spilus but rather neurofibromatosis type 
1-related, segmental café-au-lait macules. However, café-
au-lait macules do not specifically harbor melanocytic nevi, 
which indeed are not known to be caused by neurofibromatosis 
type 1 gene mutations. On the other side, it is unlikely that the 
above-mentioned papular nevus spilus cases are associated with 
neurofibromatosis type 1 by mere chance, if only considering 

the homolaterality of most clinical manifestations. Increased 
reporting and molecular studies will hopefully help shedding 
light on the seemingly rare co-occurrence of such “paucipapular” 
nevus spilus and neurofibromatosis type 1 stigmata.

Declaration of patient consent
Patient’s consent not required as there are no patients in this 
study.

Financial support and sponsorship
Nil.

Conflicts of interest
There are no conflicts of interest.

Daniele Torchia
Department of Dermatology, James Paget University Hospital, Great 

Yarmouth, England

Corresponding author:  
Dr. Daniele Torchia, 

Department of Dermatology, James Paget University Hospital, Great 
Yarmouth, England. 

daniele.torchia@gmail.com

References
1.	 Erdem Y, Altunay IK, Ozkur E, Duzgun E. Partial unilateral lentiginosis 

with ipsilateral Lisch nodules and pilocytic astrocytoma: Is this a type 
of segmental neurofibromatosis? Indian J Dermatol Venereol Leprol 
2021;87:109-11.

2.	 Miraglia E, Moliterni E, Iacovino C, Roberti V, Laghi A, Moramarco A, 
et al. Cutaneous manifestations in neurofibromatosis type 1. Clin Ter 
2020;171:e371-7.

3.	 Rütten A, Goos M. Nevus spilus with malignant melanoma in a patient 
with neurofibromatosis. Arch Dermatol 1990;126:539-40.

4.	 Chen W, Fan PC, Happle R. Partial unilateral lentiginosis with ipsilateral 
Lisch nodules and axillary freckling. Dermatology 2004;209:321-4.

5.	 Arif T, Adil M, Amin SS. Neurofibromatosis-1 and zosteriform 
nevus spilus: A very rare clinical coexistence. J Pak Assoc Dermatol 
2017;27:97-8.

ijdvl.com
Letter in Response to 
Previous Publication

How to cite this article: Torchia D. An unusual nevus spilus and neurofibromatosis type 1. Indian J Dermatol Venereol Leprol 2022;88:78.

This is an open-access article distributed under the terms of the Creative Commons Attribution-Non Commercial-Share Alike 4.0 License, which allows others to remix, tweak, 
and build upon the work non-commercially, as long as the author is credited and the new creations are licensed under the identical terms.

Received: March, 2021  Accepted: April, 2021  EPub Ahead of Print: May, 2021  Published: December 2021

DOI: 10.25259/IJDVL_325_2021    PMID: 34114426

https://ijdvl.com
https://scientificscholar.com

