
Inflammatory linear verrucous epidermal nevus
(ILVEN) is an unusual unilateral eruption with
onset usually in infancy or childhood, female pre-
dominance, frequent left leg involvement, pruri-
tus, refractoriness to therapy, and a psoriasiform
histologic pattern. We review this disorder in
describing a 5-year-old girl who also had melano-
dontia, an association not previously observed to
our knowledge.

Inflammatory linear verrucous epidermal nevus
(ILVEN) is a persistent linear dermatosis that is pru-
ritic. It is usually first evident on a limb in early
childhood. ILVEN begins as small discrete papules
that are erythematous, slightly warty, and scaling.
The papules tend to coalesce into linear plaques.1

ILVEN was first mentioned by Unna2 in 1896.
There were scattered subsequent cases reported of
linear verrucous epidermal nevi that were inflam-
matory and pruritic.3,4 Then in 1971, Altman and
Mehregan1 first described and delineated ILVEN as
a distinct entity in 25 patients. They considered it
to be a clearly defined clinical and histopathologic
variety of linear verrucous nevus that appeared
inflammatory or psoriasiform.

We describe a 5-year-old girl with ILVEN and
melanodontia. To our knowledge, this association
has not been described previously. Melanodontia
refers to dental discoloration that may be caused 
by extrinsic factors (smoking; foods and beverages
[eg, tea]; and medications such as tetracyclines,
iron, and chlorhexidine) or intrinsic factors such

as seen in dentinogenesis imperfecta. In our patient,
there was no history of tetracycline use by the child 
or by the mother during pregnancy or lactation. We
discuss ILVEN, its associations, and the differential
diagnosis of linear dermatoses in children.

Case Report
A 5-year-old girl was seen with a 4-year history of
linear pruritic plaques involving the left extremi-
ties. The plaques first appeared over the left lower
limb at the age of 1 year. Lesions then extended to
the left upper arm. She had no family history of
similar dermatoses. Physical examination revealed
multiple erythematous papules that were scaling,
slightly verrucose, and arranged in linear bands
over the anterior aspect of the lower left extremity
(Figure 1) and over the upper left limb, extending
from the axilla to the palm (Figure 2). There were
areas of lichenification and excoriations. No other
associated defects were found except melanodontia
(Figure 3). There was no history of tetracycline use
by the child or by the mother during pregnancy or
lactation. Histologic examination of a biopsy spec-
imen showed hyperkeratosis, marked parakeratosis,
moderate acanthosis, and a decreased granular
layer. A minimal perivascular inflammatory infil-
trate consisting mostly of lymphocytes was evident
in the upper dermis (Figure 4).

The pruritus was resistant to antihistamines. 
The plaques did not respond to various topical
steroids, intralesional infiltration with triamcinolone
acetonide, 4-(2-thiazolylazo) resorcinol, dithranol,
local retinoids, or cryotherapy.

Comment
Although the clinical and histologic appearance of
ILVEN may resemble linear psoriasis or linear
lichen simplex chronicus, Altman and Mehregan1

described 6 characteristic features of ILVEN and
coined the name itself. The characteristics are early
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age at onset, a predominance ratio in females of 4:1,
frequent involvement of the left leg, pruritus,
marked refractoriness to therapy, and a distinctive
psoriasiform and inflammatory histologic appear-
ance. Although the lesions may have been evident
at birth, most appeared during infancy and child-
hood. Eighteen of their 25 cases (72%) were evi-
dent by 5 years of age, and 12 cases (48%) were
evident by 6 months of age. Six patients (24%)
developed the eruption between the ages of 10 and
20 years. In one patient, ILVEN first appeared at 
49 years of age. There was a predominance of
lesions on the left side of the body, particularly in
the lower left extremity.1

Persistent small, pruritic, erythematous, scal-
ing papules tend to coalesce to form linear
plaques.5,6 Results of a histologic examination
demonstrate psoriasiform hyperplasia of the epi-
dermis, alternating parakeratosis without a granu-
lar layer, and orthokeratosis with a thickened
granular layer.4-7 In 1989, Rogers et al6 reported
that 6% of 131 patients with epidermal nevi had
ILVEN. Similar results were found by Su8 in a
series of 160 epidermal nevi examined histologi-

cally. The presence of ILVEN in a mother and
daughter also has been observed.9

The association of ILVEN with musculoskeletal
abnormalities has been observed in a few children,
some of whom might be classified as having ILVEN
as part of the epidermal nevus syndrome.4-7,10-14

One infant girl had ILVEN with congenital dislo-
cation of the ipsilateral hip and Fallot’s tetralogy of
the heart.11 One child had congenital ILVEN and
congenital bony anomalies of the ipsilateral
extremities.12 One 7-year-old girl was observed with
ILVEN and ocular and bony changes, including
supernumerary digits and strabismus.14 In addition,
nevus depigmentosus and ILVEN have been
described together,15 and this report describes the
presence of ILVEN with melanodontia.

Therapy for ILVEN is difficult. ILVEN is typi-
cally resistant to topical and intralesional steroids,
dithranol, topical retinoids, and cryosurgery.1,5,7,16,17

ILVEN in one patient may have improved slightly
with topical steroids and petrolatum containing 
salicylic acid.16 However, topical calcipotriene, an
effective treatment for psoriasis,17 also may be effec-
tive for ILVEN. Unfortunately, this medication is
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Figure 1. Bandlike configuration of papules following
Blaschko lines on the lower left extremity.

Figure 2. Inflammatory linear verrucous epidermal
nevus on the arm.



not approved in the United States for children
younger than 12 years.

Differential diagnosis of ILVEN can be chal-
lenging. Linear psoriasis, an unusual type of psoria-
sis, shows papules in linear configuration and may
represent a Köbner phenomenon.6,7 Linear psoriasis
as a true linear form distinct from ILVEN is based
on reports of linear lesions developing later in life
in patients with plaque-type psoriasis, congenital
plaque-type psoriasis with subsequent linear distri-
bution along the Blaschko lines, a different protein
analysis, and a different pattern of epidermal ker-
atin 16 and keratin 10 expression in ILVEN and
psoriasis.11,18-20 Adrian and Baden11 performed poly-
acrylamide gel electrophoresis on the scale of
ILVEN and demonstrated that its pattern could be
distinguished from that of both normal stratum
corneum and psoriatic scale. Extension of psoriasis
into an epidermal nevus by the Köbner phe-
nomenon has been described.6,21,22 Patients may
exhibit or develop typical lesions of psoriasis out-
side the linear area involved by the nevus.
Although psoriasis and ILVEN are 2 distinct enti-
ties, they may share some common pathways in
pathogenesis, probably mediated by interleukins 
1 and 6, tumor necrosis factor �, and intercellular
adhesion molecule-1.23

Linear epidermal nevi are commonly single and
unilateral, demonstrating a striking linear distribu-
tion involving the buttock or hip with extension
down the ipsilateral leg. They may be bilateral or

evenly distributed over most of the body, often
associated with abnormalities in other organ sys-
tems.6 Clinically, there is no erythema or pruritus.
The ichthyosiform nevus of CHILD syndrome may
resemble ILVEN, but the former has yellowish
waxy scaling and histologic features of a verruci-
form xanthoma.10,24

A variety of other linear eruptions may clinically
resemble ILVEN. Their histologic findings, however,
are usually specific enough to distinguish them.
Both lichen striatus and ILVEN are conditions that
tend to affect children rather than adults.25 Clini-
cally, lichen striatus consists of discrete erythema-
tous, scaly, flat-topped papules on one of the
extremities. Lesions are usually asymptomatic, and
pruritus is a rare complaint.8 The eruption appears
suddenly, with spontaneous regression within one
year. Linear lichen planus is a rare clinical variant.
It usually affects children in whom the characteristic
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Figure 3. Melanodontia.

Figure 4. Histopathology shows hyperkeratosis, marked
parakeratosis, a decreased granular layer, acanthosis,
and a minimal perivascular inflammatory infiltrate in the
upper dermis (H&E, original magnification �100).

Figure not available online



discrete pruritic, polygonal, violaceous papules are
arranged in a linear fashion, usually extending along
an entire limb.26 Linear porokeratosis is a rare type of
porokeratosis that occurs predominantly during
childhood. Clinically, there are small, ringlike,
hypertrophic verrucous plaques with linear morphol-
ogy appearing most commonly over a single extrem-
ity.27,28 Other linear eruptions to be considered
include linear lichen simplex chronicus, linear ker-
atosis follicularis, linear lichen nitidus, and linear
human papillomavirus–induced warts.
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