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Case Report
A rare case of unilateral linear lichen planus pigmentosus

N Dizen-Namdar, E Kural-Unuvar, MH Metineren, C Kocak

Lichen planus pigmentosus (LPP) is a rare clinical variant of the lichen planus. It presents with
pigmented, dark brown macular lesions on the flexural or sun exposed regions. Linear LPP is
presented with hyperpigmented lesions along the lines of Blaschko. To the best of our knowledge,
there are a few cases of linear LPP which have been reported in the literature. In our case report,
we present a female Turkish patient with unilateral linear LPP that manifested as asymptomatic
brown macular lesions, distributed along the lines of Blaschko between the middle part of the left
gluteal region and the left calf.
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Introduction
Lichen planus pigmentosus (LPP) is described as
a condition of unknown aetiology, characterised
by mottled or reticulated pigmented, dark brown
macular lesions on the flexural or sun-exposed
regions. The characteristic histopathological
findings are hyperkeratosis, atrophic epidermis
with vacuolar alteration of the basal cell layer,
and scarce lymphohistiocytic or lichenoid infiltrates
in the dermis with pigmentary incontinence and
the presence of melanophages. 1,2 Linear LPP
presents with hyperpigmented lesions along the
lines of Blaschko. Until now there are only a few
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cases of linear LPP which have been reported.3-5
In this case report, we present a female Turkish
patient with unilateral linear LPP.

Case report
A 33-year-old female Turkish patient presented
with asymptomatic dark brown macules which
appeared on the left gluteal region and spread
gradually to the calf for one year. There was no
history of drug intake, systemic illness, prolonged
sun exposure or trauma at the lesional sites.

number of CD1a (+) Langerhans cells (Figure 2c).
These findings were consistent with unilateral
linear LPP. Topical mometasone furoate cream
twice daily was given. However, there was no
improvement after one month.

Discussion
Lichen planus pigmentosus was first described in
1974 by Bhutani et al.1 It is clinically different from
classical lichen planus by exhibiting the dark
brown macules and/or papules and longer clinical
course without pruritus or scalp, nail or mucosal

Physical examination showed dark brown macules
in linear streak-like distribution related to the
Blaschko lines, extending from the left gluteal
region to the calf (Figure 1). There was no scalp,
nail or mucosal involvement. Laboratory
investigations revealed normal full blood count
and liver function tests. The serology for hepatitis
C was negative.
The histological examination showed
orthokeratosis, epidermal atrophy, vacuolar
alteration of the basal layer, lichenoid lymphocytic
infiltration with pigmentary incontinence and
melanophages in the superficial dermis (Figure
2a). Immunohistochemical examination revealed
that the lymphocytic infiltrate consisted of CD8
(+) T cells (Figure 2b), with an increase in the

Figure 1. Linear streak of the dark brown macules
from the left gluteal region to the calf related to the
Blaschko lines.

Figure 2. Light and immunohistochemical microphotographs. (a) Epidermal atrophy, vacuolar alteration of the
basal cell layer and lichenoid lymphocytic infiltration with pigmentary incontinence, melanophages in the superficial
dermis. (b) Lymphocytic infiltrate is composed of CD8 (+) T cells in the superficial dermis. (c) CD1a (+) Langerhans
cells in the superficial dermis (original magnifications: a-c, x 100).

Unilateral linear lichen planus pigmentosus

involvement. LPP is most commonly found on the
sun-exposed areas such as the face, neck, and
flexural folds including the axilla, inguinal and
submammary regions. 2 Some authors have
described LPP-inversus which mostly affects
the intertriginous regions. 6,7 Less common
presentations including a zosteriform pattern on
the trunk and involvement of the non-sun-exposed
areas such as the thigh have been reported.8,9
There are a few linear LPP cases that have been
reported in the literature.3-5 LPP presenting with a
linear pattern was first reported by Hong et al.3
Our patient had lesions in a linear pattern on the
left lower extremity. The linearity of the lesions is
probably related to the Blaschko's lines, which
suggests that the predisposition to develop LPP
might be determined during embryogenesis.3 The
histological findings of LPP show atrophic
epidermis with vacuolar alteration of the basal
cell layer, and sparse lymphohistiocytic or
lichenoid infiltrates in the dermis with pigmentary
incontinence and the presence of melanophages.1,2
It is thought that the cytotoxic action of the T
lymphocytes against the keratinocytes of basal
layer plays a role in the molecular pathogenesis
of lichen planus.7 In the immunohistochemical
study, destruction of keratinocytes and CD8 (+) T
cell infiltration were observed.
The number of Langerhans cells in lichen planus
varies and may play a role in the pathogenesis
of the process. 10 An increase in CD 1a (+)
Langerhans cells in the superficial dermis was
revealed in both our case and in the literature.6,7
According to these findings, Langerhans cellmediated immune responses along with cytotoxic
cell injury a significant role in LPP pathogenesis.
The differential diagnoses of our case include
lichen striatus, linear and whorled naevoid
melanosis, linear ashy dermatosis and
inflammatory linear verrucous epidermal naevus
(ILVEN). Lichen striatus is charactarised by
preceding inflammatory papules or a scaly
eruption that last for four months to four years
and a perivascular and periadnexal inflammatory
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cell infiltration. 4 Linear and whorled naevoid
hypermelanosis which is related to congenital
anomalies generally appears within a few weeks
after birth. Basal pigmentation without pigment
incontinence is found in the histology.4 Vega et al.
reported clinical differences in the colour of the
lesions of ashy dermatosis and LPP, the presence
of an active red border, and the presence or
absence of pruritus.2
ILVEN which begins during early childhood is
persistent with pruritus as a foremost symptom
and generally presents as a pruritic,
erythematous scaly lesion following Blaschko's
lines. 11,12 Histologically, there are columns of
hypergranulosis with orthokeratotic
hyperkeratosis and equally well- defined
columns of agranulosis and parakeratotic
hyperkeratosis.11,12
Based on the history, the onset age, the
appearance and pathological features of the
lesions, the patient was diagnosed with linear LPP.
The clinical course of LPP is variable: in some cases
the lesions disappear spontaneously, although
some cases persist for years. There is no evidencebased treatment of LPP. Topical calcineurin
inhibitors and topical steroids are commonly used
as a treatment but clinical efficacy may be
suboptimal. The treatment efficacy is better for
localised cases.5,7
In conclusion, LPP can present with lesions in a
linear pattern. Therefore it should be considered
in the differential diagnosis of linear
hyperpigmented skin lesions.
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