CaAse REPORT

v

Bullous and hemorrhagic lichen sclerosus - Case report ~

Raquel Sucupira Andrade Lima'
Antonio Pedro Mendes Schettini!

DOI: http:/ /dx.doi.org/10.1590/ abd1806-4841.20153502

Gustavo Avila Maquiné!
Monica Santos'?

Abstract: Lichen sclerosus is a chronic inflammatory disease, usually located in the genital area. The etiology of li-
chen sclerosus is multifactorial, with participation of genetic, autoimmune, infectious and hormonal factors. Bul-
lous clinical form stems from hydropic degeneration of the basal membrane, constituting a less frequent variant of
the disease. In this work, we report the case of a female patient, 55 years old, who in the last three years presented
whitish plaques, with horny spikes, located on back and arms. Some of these lesions evolved with hemorrhagic
blisters, which after histopathological examination confirmed the diagnosis of bullous and hemorrhagic lichen
sclerosus. The patient was treated with high-potency topical corticosteroid for two months, resulting in remission

of bullous and hemorrhagic lesions.
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INTRODUCTION

Lichen sclerosus is a rare inflammatory muco-
cutaneous dermatosis, clinically described for the first
time by Hallopeau in 1887, with its histopathological
characteristics defined by Darier in 1892. * It can affect
both sexes and all age groups; however, it is prevalent
in females (rate of 10 women for each man affected),
mainly between the 5™ and 6" decades of life.? It oc-
curs predominantly in the genital area, with extra-
genital lesions in 15 to 20% of the patients. Clinically,
extragenital lesions are characterized by the presence
of papules and erythematous plaques which become
progressively whitish and hardened, with superfi-
cial horny spikes. They are usually asymptomatic,
although pruritus may occur in variable degrees.® In
this study, we report the case of a patient with bullous
and hemorrhagic lichen sclerosus, atypical and rarer
variant of the disease.
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CASE REPORT

Female patient, 55 years old, dental assistant,
evolved with asymptomatic lesions on the back and
upper limbs for three years. At the dermatological ex-
amination, whitish plaques of hardened consistency,
with well-defined borders and horny spikes were ob-
served on the back and upper limbs. There were also
plaques with hemorrhagic aspect, with superficial
horny spikes and blisters, located on the back (Figure
1). During this time of evolution, she underwent two
cutaneous biopsies at previous evaluations carried
out at other outpatient clinics, with histological diag-
nosis suggesting circumscribed lymphangioma and
scleroderma plaque, respectively. She was referred
to a REFERENCES center, undergoing a new biopsy;
the histopathological examination revealed atrophic
epidermis, with hyperkeratosis and follicular plugs.
Vacuolar degeneration of the basal layer was observed
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in the dermis, with subepidermal blisters and extrava-
sation of red blood cells. Edema and collagen homog-
enization in papillary dermis were also observed, with
a perivascular lymphohistiocytic inflammatory infil-
trate, confirming the diagnosis of bullous and hemor-
rhagic lichen sclerosus (Figure 2). Routine laboratory
tests did not show other changes. The patient was
treated with high-potency topical corticoid, evolving
to remission of the hemorrhagic bullous lesions after
2 months of treatment. She remains under clinical fol-
low-up, with hyperkeratotic lesions on the back (Fig-
ure 3).

DISCUSSION

The etiology of lichen sclerosus has not yet
been clarified, but studies demonstrate the involve-
ment of genetic, hormonal and autoimmune factors.
The participation of infectious agents (such as infec-
tion by Borrelia burgdorferi, papillomavirus and Hep-
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atitis C virus) and trauma has also been implicated in
triggering the disease.*® The most common location is
the genital area. The extragenital form occurs in ap-
proximately 20% of the patients, and in the majority
of these cases there are concomitant genital lesions.
The isolated extragenital lichen sclerosus is rarer, and
may have an unusual clinical presentation, like the
development of vesiculobullous lesions. In these cas-
es, the lesions involve preferably the trunk, neck and
proximal extremities of arms, are usually asymptom-
atic and without evidences of malign transformation.®
Bullous LE may be localized or generalized, and has
already been described with distribution according to
Blaschko lines. Forms with hemorrhagic blisters are
less frequent.” The mechanism through which these
blisters are formed has not been totally elucidated
yet, but it is believed that it occurs by intensive hy-
dropic degeneration of the basal layer, with fragility
of dermal-epidermal junction and formation of sub-

Ficure 1:

Whitish and scle-
rotic plaques on the
back, some with
hemorrhagic aspect,
horny spikes and
superficial blis-

ters (A). Detail of
plaque with super-
ficial hemorrhagic
blisters and horny
spikes (B)

FiGure 2:
Histological ex-
amination, with
hematoxilin-eosin
staining, revealed
atrophic epidermis,
with hyperkeratosis
and follicular plugs.
In the dermis, vac-
uolar degeneration
fy of basal layer was
observed, with sub-
epidermal blister
and extravasation
of red blood cells
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epidermal blisters.® Differential diagnosis of the bul-
lous variant of LE includes cicatricial bullous pemphi-
goid, bullous scleroderma, bullous lichen planus and
circumscribed lymphangioma.’ As for the treatment,
several therapeutic modalities are reported, such as
topical corticosteroids, retinoids, tacrolimus and tes-
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FIGURE 3:

After treatment
with high-potency
topical corticoids
for 2 months, there
was remission of
the hemorrhagic
bullous lesions,
with some hyper-
keratotic lesions
persisting on the
back

tosterone, besides UVA phototherapy, isolated or com-
bined with topical drugs. Some authors further report
that these bullous lesions may involute leaving hyper-
keratotic plaques typical of the disease, which are nor-
mally more refractory to the usual therapies, similarly
to what occurred in the reported case. '’
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