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Introduction

Inflammatory linear verrucous epidermal nevus (ILVEN) 

is a rare disorder characterized by an early age onset [1]. It 

consists of pruritic linear, or whorled array of inflamma-

tory, following Blaschko lines [2], papules and/or plaques 

and histologic features resembling psoriasis or lichenoid 

dermatitis [3]. The disease is a distinct variety of kerat-

inocytic epidermal nevus that is clinically inflammatory 

and reflects a phenomenon of mosaicism caused by so-

matic mutations. We report the case of a 6-year-old boy 

in which in vivo reflectance confocal microscopy (RCM) 

allowed  the diagnosis of ILVEN avoiding an invasive 

skin biopsy.

Case Presentation

A 6-year-old boy was seen for a linear, mild itchy lesion in-

volving the left part of the nose. Diagnosed one year earlier 

as impetigo, after multiple ineffective topical and systemic 

antibiotic treatments, referred to our clinic for redness and 

worsening of the lesion. Clinical examination showed a lin-

ear dyskeratotic erythematous plaque with a slightly pig-

mented halo and fine superficial desquamation located on 

the nose (Figure 1A). Because of the anatomic site and age 

of the patient, to avoid biopsy he was subjected assessment 

with hand-held RCM (Vivascope 3000). It proved minimal 

hyperkeratosis, spongiosis (Figure 2A, white circle) with 

a pattern closer to the honeycombed one with thickened, 
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Figure 1. (A) Linear dyskeratotic erythematous plaque with a slightly pigmented halo and 

fine superficial desquamation involving the columella, tip and bridge of the left part of the 

nose. (B) Clinical picture one months after treatment with hydrocortisone butyrate oint-

ment 0.1% twice a day; almost complete resolution of lesion.

Figure 2. (A-D) Summary of the main features imaged by in vivo reflectance confocal microscopy 

(RCM) (Vivascope 3000) in RCM in Inflammatory Linear Verrucous Epidermal Nevus.

(A) Spongiosis (withe circle) with a pattern closer to the honeycombed one with thickened, highly re-

fractive intercellular space between keratinocytes.

(B) Presence of a single roundish refractive Demodex folliculorum (arrow) within the hair follicles and 

a pattern closer to the honeycombed.

(C) At level of the epithelial-connective tissue junction, non-rimed connective tissue papillae were observed.

(D) Below the basal layer, connective tissue papillae appeared disrupted and confluent in large dark 

areas (white circle), peculiar signs of the interface dermatitis.
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highly refractive intercellular space between keratinocytes 

(Figure 2B). Non-rimed connective tissue papillae were ob-

served at the level of the epithelial-connective tissue junction 

(Figure 2C). Below the basal layer, connective tissue papil-

lae appeared disrupted and confluent in large dark areas 

 (Figure 2D, white circle), peculiar signs of interface derma-

titis. Based on these and on the clinical features patient was 

diagnosed with ILVEN and treatment started at first with 

hydrocortisone butyrate ointment 0.1% twice a day for one 

month with good improvement (Figure 1B). Then was pre-

scribed tacrolimus ointment 0.03% twice a day for another 

month leading to complete resolution of the lesion.

Conclusions

ILVEN is a relatively rare disease and remains a clini-

cal-pathological diagnosis. There are numerous differen-

tial diagnoses to be taken into consideration such as: other 

epidermal nevi, Darier disease, linear porokeratosis, linear li-

chen planus, linear psoriasis and lichen striatus. Our diagno-

sis of ILVEN was based on pathognomonic clinical signs and 

RCM-assessed pictures of inflammatory lichenoid dermatitis 

thus excluding both psoriasiform dermatitis and spongiotic 

dermatitis [4]. In vivo RCM is a non-invasive imaging and 

appears interesting for assessment of lesion in special areas 

and in pediatric patients [5,6]. The main limitation of RCM 

is its penetration in dermis, reaching nowadays 350–400 

μm. This prevents imaging of structures located in the deep 

dermis, especially in cases of hyperpigmented or hyperkera-

totic lesions, as, in these cases, there is strong contrast atten-

uation because of absorption and scattering of light going 

through those structures. However, the ILVEN histological 

characteristics and the thinner skin of the pediatric patient 

make the use of this non-invasive technology particularly 

suitable in this case. Finally, it is important to underline how 

the current contact devices can be best used even on a non-

flat surface; fast and handy device make it much more prac-

tical also for pediatric patients.
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