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Red patches on the upper limb

Hanna Cison', Wojciech Baran', Leszek Szenborn?, Zdzistaw Wozniak?,

Rafat Biatynicki-Birula'

'Department of Dermatology, Venereology and Allergology, Wroclaw Medical University, Wroclaw, Poland, *Department
of Paediatrics and Infectious Diseases, Wroclaw Medical University, Wroclaw, Poland, Department of General and
Experimental Pathology, Wroclaw Medical University, Wroclaw, Poland

Corresponding author: Hanna Cison, P.H.D. Student, MD, E-mail: hanna.cison@student.umw.edu.pl

A 5-year-old girl was admitted to the dermatological
ward. Upon conducting a physical examination, the
presence of whitish linear area of skin induration with
marginal hyperpigmentation was observed on the left
upper limb. In the upper part few erosions covered
with crusts were seen. Lesions were neither painful
nor itchy (Fig. 1).

According to the patient’s mother, the initial cutaneous
changes manifested at the age of 2, initially presenting
as disseminated red macules on the on the left upper
limb (Fig. 2). Girl was consulted by children infectious
disease specialist (injections site reaction after
vaccination was suspected), haematologist (leukaemia
cutis was suspected) and dermatologist without clear
conclusion. Biopsy was done at the age of 3, but the
final result was lymphocytic infiltration in the dermis,
without indication of disease. Within the time macules
subsequently transformed into the whitish indurated
plaques.

The current biopsy revealed epidermal thinning
accompanied by hydropic degeneration in the basal cell
layer. Wide band zone of hyalinization and edema in
the upper dermis. Telangiectasia and lymphohistiocytic
infiltrate below the hyalinised area (Fig. 3).

What is your diagnosis? See next page for answer.

a. Jessner lymphocytic infiltration of the skin.

b. Primary cutaneous cytotoxic T-cell lymphoma.

c. Lichen sclerosus.

d. Skin reaction due to and aluminium hypersensitivity
induced by childhood vaccines.

e. Lymphomatoid papulosis [1].

Extragenital lichen sclerosus (eLS)

Figure 1: Whitish plagues with linear shape on the upper limb.

The histopathological analysis reveals epidermal
thinning accompanied by orthokeratotic hyperkeratosis.
The basal cell layer exhibits hydropic degeneration. In
the papillary dermis, there’s evidence of hyalinization
and edema, leading to a hypocellular zone, alongside
a chronic inflammatory cell infiltrate. The diagnosis
of extragenital lichen sclerosus was established and
systemic treatment was started. In June methotrexate
was initiated as a weekly treatment regimen at a dosage
of 7.5 mg orally. In September, during follow-up visit
no progression of the disease was observed. Significant
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Figure 2: Pinkish macules disseminated on the upper limb.

Figure 3: The histologic image: epidermal thinning accompanied
by hydropic degeneration in the basal cell layer. Wide band zone
of hyalinization and edema in the upper dermis. Telangiectasia and
lymphohistiocytic infiltrate below the hyalinised area.

softening of the skin lesions and no new erosions were
found.

Lichen sclerosus (LS) is a chronic immunologically
mediated dermatological condition characterised
by its predominant involvement of the genital skin.
The precise etiology and pathogenesis of LS remain
elusive [1]. The prevalence of pediatric LS 1s estimated
to range from 0.04% to 0.06%, with a female-to-male
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ratio of 1:1.7 [2]. The predominant localization of
LS is within the genital area, accounting for 94.6% to
99.6% of cases, while extragenital manifestations are
observed in 0.4% to 2.8% of patients [3]. However, eL.S
is relatively infrequent in children, comprising only 5%
to 9% of instances [4]. Concurrent involvement of both
genital and extragenital sites occurs in approximately
2.9% of cases [5]. A systematic review identified that
the average age of LS onset in females was 6.5 years,
while in males was 8.6 years. The review also indicated
that the mean diagnostic delay for LS in females was
18 months, whereas in males it was 12.5 months [3].
Extragenital lichen sclerosus (eL.S) affects anatomical
regions including the neck, shoulders, upper trunk,
thighs, and oral cavity [5]. ELS presents clinically as
asymptomatic or mildly pruritic polygonal confluent
papules, exhibiting a characteristic ivory coloration.
Notably, eL.S is characterised by the presence of
comedo-like plugs or evenly distributed depressions
aligned with the orifices of cutancous appendages
on the plaque surface. Progressive resolution of these
depressions and plaques occurs over time, leaving behind
smooth porcelain-white plaques [6]. Occasionally,
telangiectasias and blisters may also manifest in
eLS, giving rise to erosions that progressively evolve
into characteristic white plaques [7]. Furthermore,
the Koebner phenomenon is frequently observed in
the context of eL.S [1]. Histological examination is
not required for the diagnosis of LS in adults and
children, as the diagnosis is primarily made based on
clinical evaluation. However, histopathological analysis
may be utilised in cases where there is diagnostic
ambiguity, atypical clinical presentations or suspicion
of malignancy [8]. In addition, the use of photographic
documentation is recommended for monitoring the
efficacy of therapy or the progression of the disease
in LS patients [9]. The differential diagnosis of eLS is
influenced by the size and stage of lesion morphology.
In the early stages, eL.S exhibits clinical similarities to
discoid lupus erythematosus and morphea. Late-stage
eL.S with hypopigmentation requires differentiation
from vitiligo, hypopigmented granuloma fungoides,
and atrophic lichen planus. When considering the
differential diagnosis of bullous eLS, one should
consider bullous lichen planus, autoimmune blistering
diseases, bullous pemphigoid, pemphigus vulgaris, and
bullous reactions to insect bites [10].
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