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Case Report
A man with verrucous lesions over the right foot for
30 years: a case of ILVEN

ACK Chung

and WY Lam

A 49-year-old man presented with itchy verrucous lesions over the right shin and the dorsum
of the right foot for 30 years. There was no personal or family history of psoriasis or eczema
Skin biopsy showed findings consistent with inflammatory linear verrucous epidermal naevus.
The patient had symptomatic relief with betamethasone valerate 0.1% cream. The clinical
presentation, pathogenesis and management of this condition are discussed.
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Case history
A 49-year-old man with a history of diabetes
mellitus, hypertension, ischaemic heart disease
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and hyperlipidaemia presented with itchy
verrucous lesions over the right shin and the
dorsum of the right foot which had been present
for about 30 years. He had noticed that the lesions
appeared after an injury by oyster shells and the
lesions were very itchy all along.
Physical examination demonstrated that there
was a linear verrucous lesion over the dorsum of
the right foot which extended up to the shin with
a hyperkeratotic surface (Figures 1a & 1b). The
clinical differential diagnosis included infections
like cutaneous tuberculosis infection, deep fungal
infection and viral warts. Inflammatory conditions
like linear porokeratosis, linear lichen planus,
lichen striatus, linear psoriasis, linear Darier’s
disease and inflammatory linear verrucous
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epidermal naevus (ILVEN) had also to be
considered.
Incisional skin biopsy over the right shin showed
discrete alternating zones of orthokeratotic and
parakeratotic hyperkeratosis, digitated and

(a)
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psoriasiform epidermal acanthosis, papillomatosis
and a patchy superficial dermal perivascular
lymphocytic infiltrate (Figures 2 & 3). There were
no granulomata or fungi. The histological
diagnosis was specific for inflammatory linear
verrucous epidermal naevus.

(b)

Figure 1. (a) Linear verrucous lesion extending from the dorsal surface of the right foot to the
right shin. (b) Close-up view showing brownish papules coalescing to form a linear plaque.

Figure 2. Low power field shows psoriasiform
epidermis and overlying discrete pale zones of
parakeratosis alternating with red zones of
orthokeratosis, diagnostic for ILVEN .

Figure 3. High power field showing in the dermis
beneath the acanthotic epidermis is a perivascular
inflammatory infiltrate of lymphocytes.
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He was treated with betamethasone valerate
0.1% cream, with symptomatic relief. The
treatment response was satisfactory and his
pruritus improved with topical steroid.

Discussion
Inflammatory linear verrucous epidermal
naevus (ILVEN) was first described in the literature
in 1971 by Altman and Mehregan. It is a distinct
variety of epidermal naevus, which has an
inflammatory and usually psoriasiform clinical
appearance. Inflammatory linear verrucous
epidermal naevus accounts for approximately 5%
of patients with epidermal naevi.1,2
Patients usually present with persistent pruritic
linear plaques along the Blaschko’s lines on a
limb in early childhood. The condition may be
observed at birth, but it appears more frequently
in infancy. The lesions are itchy, red and inflamed.
The surface of the lesions may resemble eczema
(dry, red, excoriated) or like psoriasis (red, scaly).
Most cases are sporadic, although familial cases
have been described. It is more common in
females, with a female-to-male ratio of 4:1.
ILVEN belongs to a special subgroup of
epidermal naevi. Epidermal naevi arise from
the pluripotential germinative cells of the basal
layer of the embryonic epidermis. Inflammatory
linear verrucous epidermal naevus is distinct from
psoriasis but both conditions may share some
common pathogenic pathways.3 These pathways
are probably mediated by interleukin-1,
interleukin-6, tumour necrosis factor-alpha, and
intercellular adhesion molecule-1. Controversy
exists as to whether linear psoriasis is a separate
entity or subset of ILVEN.4-6
The histopathological appearance of ILVEN is
characteristic, with discrete stubby zones of
hypergranulosis and orthokeratotic hyperkeratosis
alternating with similar well-defined zones of
agranulosis and parakeratotic hyperkeratosis with

an associated lymphohistiocytic inflammatory
infiltrate. This histology is specific for a distinctive
type of epidermal nevus, and in particular the
inflammatory verrucous epidermal nevus.7
It is rarely reported to be associated with
autoimmune thyroiditis, arthritis and lichen
amyloidosus. Association with syndromal
disorders like congenital hemidysplasia with
ichthyosiform erythroderma and limb defects
syndrome (CHILD) were also reported. CHILD is
extremely rare. It was first described in 1903 and
is an X-linked dominant disorder. These patients
present with lesions over half of the body which
consist of birth defects with skin, gastrointestinal,
musculoskeletal and central nervous system
involvement, severe limb reduction, scoliosis and
occasionally defects in internal organs. Limb
defects are ipsilateral to the most prominent
cutaneous lesions and range from digital
hypoplasia to agenesis of the extremity. Some
authorities even postulated that ILVEN might be a
limited form of CHILD.8
Epidermal naevus syndrome occurs when
epidermal naevi are associated with abnormalities
in other systems, including ocular, neurological
and skeletal defects. Thus, it is of paramount
importance to evaluate for clinical evidence of
involvement of other systems in children presenting
with epidermal naevi.
Although uncommon, ILVEN is important to be
identified due to the significant morbidity of intense
pruritus. The lesions of ILVEN have no tendency
to remit or improve with time.
Management of this condition is challenging as
the lesions are usually resistant to topical steroids,
intralesional steroids, topical retinoids and even
cryotherapy. The aim of treatment is to relieve
clinical symptoms and improve the patient’s
quality of life. As ILVEN is not a common disease,
current literature review on therapy is mainly based
on case reports or small case series. Using
emollients and potent topical steroids under
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occlusion can relieve itchiness. Vitamin D
analogues, such as topical calcipotriol, can inhibit
epidermal proliferation and promote keratinocyte
differentiation and is useful in some cases.9 Small
lesions can be surgically excised. Destructive
therapy by CO 2 laser, dermabrasion, and
chemical peeling with 60% trichloroacetic acid
(TCAA) can be offered to selected groups of
patients. For patients with intractable pruritus
refractory to the aforementioned therapy, full
thickness surgical excision with primary closure,
use of adjunctive tissue expansion, skin flaps and
split-thickness skin graft have been described in
the literature.
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