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ABSTRACT 

Inflammatory linear verrucous epidermal nevus (ILVEN) is a rare variant of epidermal nevus (EN). EN is benign hamartomatous skin 

disease characterized by hyperplasia of epidermal structures. Here in we report a 5-year-old boy, presented with history of persistent 

and slowly progressing very itchy skin lesions that appeared few months after birth. Skin examination revealed multiple linear scaly 

keratotic skin colored plaques on his right upper extremity and right side of his trunk that are following Blaschko lines. Skin biopsy 

revealed alternating orthokeratosis and parakeratosis. The parakeratosis overlies a zone of hypogranulosis, whereas the 

orthokeratosis overlies a zone of hypergranulosis. The patient was diagnosed as ILVEN. He was prescribed potent topical steroid 

ointment and keratolytics. Our case is unusual in that it is a boy with trunk involvement. 
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1. INTRODUCTION 

Inflammatory linear verrucous epidermal nevus (ILVEN) is a rare variant of epidermal nevus (EN). EN is benign hamartomatous skin 

disease characterized by hyperplasia of epidermal structures. EN is usually distributed in a mosaic pattern. This pattern is 

termed Blaschko lines that results from migration of skin cells during embryogenesis. ILVEN presents as a chronic pruritic, 

erythematous, scaly, verrucous or psoriasiform papules that arrange in a linear pattern (Cuda et al., 2019). It appears at birth or 

during early childhood, predominantly in females.  It often presents on the extremity. Typically, the lesions are pruritic and unilateral 

(Requena et al., 2018). 

The etiology is unknown. As there are similarities to psoriasis (clinically and histopathologically), some propose that ILVEN is a 

clonal dysregulation of keratinocyte growth. Postzygotic mutation in GJA1 has been found in ILVEN, suggesting that ILVEN may 

represent a mosaic form of erythrokeratodermia variabilis et progressiva. It has been suggested that ILVEN may be a forme fruste of 

CHILD syndrome because rarely, ipsilateral skeletal anomalies are seen in patients with ILVEN. (CHILD) syndrome is acronym that 

stands for congenital hemidysplasia with ichthyosiform nevus and limb defects (Cuda et al., 2019; Requena et al., 2018). 

There is a report suggests that there may be additional cellular immunologic pathways responsible in the pathogenesis of ILVEN 

that may explain the response of ILVEN to crisaborole (Barney et al., 2019). Treatment of ILVEN is difficult. The recurrence is high. 

However, most lesions spontaneously resolve by adulthood. Topical corticosteroids, retinoids, calcipotriene, 5-fluorouracil, 

calcineurin inhibitors and crisaborole 2% ointment may produce a temporary remission. Cryotherapy, CO2 laser, pulsed dye laser, 

excimer laser, Photodynamic therapy with methyl-aminolevulinate, and vitamin-D derivatives (calcitriol) have all been used with 

varying results. Surgical removal followed by skin grafting has been reported to be effective treatment (Grgurich et al., 2018; Parera 

et al., 2010; Michel et al., 2001; Conti et al., 2013). 

 

Informed consent:  

Informed consent was obtained from the patient. 

 

2. CASE REPORT 

A 5-year- old boy, presented with history of persistent and slowly progressing very itchy skin lesions that appeared few months after 

birth. The lesions are improving with topical steroid treatment but recur after stopping it. Prenatal, natal and postnatal histories were 

unremarkable. Review of system was unremarkable. There was no similar case in the family and no consanguinity between the 

parents. Skin examination revealed multiple linear scaly keratotic skin colored plaques on his right upper extremity and right side of 

his trunk that are following Blaschkolines (Figure 1). Skin biopsy revealed alternating orthokeratosis and parakeratosis in a horizontal 

direction. The parakeratosis overlies a zone of hypogranulosis, whereas the orthokeratosis overlies a zone of hypergranulosis. There 

was also acanthosis. The dermis showed mild perivascular mononuclear cellular infiltrate (Figure 2). The patient was diagnosed as 

ILVEN. The parents were reassured. There was prescribed potent topical steroid ointment and keratolytics. 
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3. DISCUSSION 

ILVEN is a rare type of epidermal nevus (EN). EN is benign hamartomatous skin disease characterized by hyperplasia of epidermal 

structures. ILVEN is four times more common in girls. Our case is unusual in that it is male. It presents as scaly, erythematous 

papules that coalesce into a linear plaque, usually on a limb. Involvement of the trunk (as in our case) is very rare. The Lesions are 

almost always unilateral (as in our case). In 75% of patients, onset is before the age of 5 years (as in our case). Adult onset disease 

and familial predisposition have been rarely reported (Mazereeuw-Hautier et al., 2019). Association of ILVEN with arthritis has also 

been rarely reported (Requena et al., 2018). 

 

 

 

Figure 1 Trunk of the child showing multiple linear scaly keratotic skin colored plaques that follow Blaschko lines.  

 

 

 

Figure 2 Skin biopsy showing psoriasiform epidermal hyperplasia with an alternating orthokeratosis and parakeratosis. The 

parakeratosis overlies a zone of hypogranulosis, whereas the orthokeratosis overlies a zone of hypergranulosis. There was also 

acanthosis. 

 

Although the skin lesions in our patient exactly look like linear psoriasis, lichen striatus, linear lichen planus and segmental Darier 

disease, the histopathology in our patient was typical for ILVEN (De Jong et al., 1991). ILVEN is refractory to treatment. Our patient 

improved by potent topical steroid and topical keratolytics (3% salicylic acid and 40% urea ointment). However, the recurrences are 

high. 

 

4. CONCLUSION 

ILVEN is a rare variant of epidermal nevus that is characterized by a chronic pruritic, verrucous or psoriasiform papules that arrange 

in a linear pattern. Clinically linear psoriasis, lichen striatus, linear lichen planus and segmental Darier disease look similar to ILVEN. 

Careful history, skin examination and the histopathological findings are very helpful to differentiate between these diseases. 
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