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Abstract

Fundaments: Inflammatory Linear Verrucous Epidermal Nevus (ILVEN) is an uncommon condition, which
presents early in childhood as erythematous pruritic papules or plaques in an asymmetrical pattern. The lesions tend
to appear on the left side of the body and are extremely resistant to treatment, which make this disease a
psychological and social burden on the children and parents alike.
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Introduction

Inflammatory Linear Epidermal Naevus (ILVEN) is a skin
condition, which presents initially as pink or red papules, which later
converge into larger linear plaques most commonly on the distal arms
and legs [1]. They can also involve the trunk and back area and may
follow Blaschko’s lines [2]. The lesions are usually pruritic and may
appear disfiguring especially in more exposed areas [2]. This condition
affects children of all age groups and tends to present by the age of 6
months [1,3]. Treatment is usually difficult as most lesions are
extremely resistant to many treatment modalities and regimens [4,5].
In this paper we will discuss the different treatment options that have
been tried in previous patients and the success achieved by using
different combinations.

Case Report

Three-year-old male presented with a history of pruritic lesions on
the left side of his forehead, left forearm and buttocks for the last 1.5
years (Figure 1). New lesions are continuing to appear with none of the
initial lesions showing improvement. On examination the lesions are
erythematous, raised and linear in their distribution. A 4 mm punch
biopsy was performed on the left forearm, which showed thickened
parakeratin overlying the epidermis. The epidermal changes include
mild papillomatosis and regular acanthosis. The dermis and subcutis
were unremarkable.

The boy’s lesions were resistant to treatment with emollients and
topical steroids (including betnovate and dermovate) and single
treatment with 5% Fluorouracil cream for 2 weeks but pulsed 5%
Fluorouracil cream used daily for 3 weeks followed by a 1 month gap
and a further 2" pulse for 3 weeks proved to be successful and showed
an improvement of 80%-90% of the lesions. The lesions on the left side
of the forehead were particularly resistant to initial treatment with
potent topical steroids and single pulse therapy of 5% Fluorouracil

however they responded extremely well as shown in the picture below
(Figure 2).

Figure 1: Classical presentation of ILVEN with erythematous, raised
hyperkeratotic lesions usually affecting the left side of the body.
Lesions may be linear and are almost always pruritic.
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Figure 2: Excellent response of ILVEN to pulsed 5-FU therapy. This
lesion on the forehead was especially resistant to combined
treatment with potent topical steroids and single treatment 5-FU
however it responded really well with only minor erythema and
hyperkeratosis remaining.
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Epidemiology/Genetics

Epidermal nevi occur in approximately 1-3/100,000 live births [6].
ILVEN makes up less than 10% of this figure which makes this
condition quiet rare with dermatologists often only seeing a few
throughout their career [7]. Most cases of ILVEN are sporadic but
some familial cases have been described in the past. An autosomal
dominant mutation may cause the development of ILVEN but may
also cause lethal results if all cell lines are affected [8]. Mosaicism in
turn prevents the lethal effects if all cell lines are affected resulting in
ILVEN [8].

Discussion

First of all we will discuss the clinical features of the condition.
ILVEN presents as an intensely pruritic, initially papular condition that
classically follows Blaschko’s lines [1,2]. The lesions progress from
papular lesions to linear hyperkeratotic plaques and usually involve the
left side of the body [1,4,9]. The typical patient is a young child who
had presented with an asymmetrical itchy eczematous or psoriasiform
rash which continually spread despite treatment [9]. ILVEN may
present as a symmetrical or bilateral rash however this is uncommon.
Altman and Mehregan set out 6 points for making a diagnosis of
ILVEN [1,3]:

« Early age of onset (75% before the age of 5 years and 50% before
the age of 6 months)

o Female : male ratio of 4:1

e Pruritus

o Left sided predominance of lesions

o Psoriasis like aspect

« Resistance to treatment

Management

The management of ILVEN has always caused significant distress to
patients and doctors alike. Despite many attempts at different
treatment options and regimens ILVEN is very resistant and explaining
to patients parents that a quick resolution might not be possible is
important to keep patients hopes under control. Steroids have been
used in the management of ILVEN for a long period of time and
provide good symptomatic relief [4]. They can be administered
topically under occlusion or as an intralesional steroid injection [4].
One study also demonstrated benefit in treating ILVEN with 0.1%
tretinoin combined with 5% 5-fluorouracil in a young patient [10].
Another study showed good results with the treatment of limb ILVEN
with tacrolimus 0.1% ointment combined with fluocinonide [11].
Dithranol [12] and CO, resurfacing laser [13] have been used in the
past with variable success. Pruritus has successfully been managed
with topical pimecrolimus cream [14]. Many different treatment
options have been tried in the past such as cryotherapy, laser ablation
and chemical peel but these have resulted in a high risk of recurrence
[15]. Full thickness skin surgery has been used on selected patients
who are resistant to all medical treatment options [16]. This option
removes the lesions completely and is associated with a low chance of
recurrence however is not practical for many patients and is not
considered in most unless clinically indicated. Complete spontaneous
resolution has been described in the past but is an infrequent

occurrence and most patients undergo many treatment changes before
any resolution [2] (Figure 2).

Conclusion

ILVEN is an uncommon condition affecting children and most
commonly presents as an asymmetrical pruritic papular rash affecting
the left side of the body [1,3]. Linear hyperkeratotic plaques usually
follow and the condition is significantly resistant to many available
treatments licensed for managing the disease [1,4,5]. Many different
treatment approaches have been used in the past with some
demonstrating success in managing symptoms as well as the condition
itself. The condition however remains quite difficult to manage
although a small minority has had spontaneous resolution [2].
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