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Abstract

Bullous systemic lupus erythematosus (BSLE) is a rare but distinct disease, characterized by

vesicobullous skin eruptions in systemic lupus erythematosus (SLE). It can arise either before

or after a diagnosis of SLE has been established. BSLE is characterized by a dermatitis

herpetiformis-like histology and an autoimmunity to type VII collagen. It must be differentiated

from other autoimmune vesicobullous diseases such as epidermolysis bullosa acquisita,

dermatitis herpetiformis, linear IgA disease, and bullous pemphigoid. A combination of clinical,

histological, and immunofluorescence findings are necessary to establish a diagnosis of BSLE.

We present a case of BSLE to illustrate and emphasize the need for an integrative diagnostic

approach.
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Introduction

Bullous systemic lupus erythematosus (BSLE)
is a rare dermatosis that is regarded as a
distinct variant of systemic lupus erythematosus
(SLE)1-4. It is characterized by widespread
vesicobullous eruptions, a dermatitis
herpetiformis-like histology, immunologic
features resembling epidermolysis bullosa
acquisita (EBA), and striking response of
cutaneous lesions to dapsone treatment. We
present a case of BSLE to illustrate and
emphasize the need for an integrative
diagnostic approach, to include clinical,
histological, and immunofluorescence findings.

Case Report

A 25 years old, married female presented with
multiple tense blisters on her face, neck, front
and back of the trunk, both upper & lower
extremities. These lesions are eventually
ruptures and healed up spontaneously without
scarring leaving multiple hypopigmented
patches. She also complains of oral ulceration
but no difficulty in swallowing. Her parents and
siblings have no similar disease. She has no
pruritus. She has no history of trauma induced
blistering. Oral mucosa reveals a small
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ulceration on erythematous base in buccal
mucosa. Hairs, nails are normal. Examination
of other system reveals no abnormalities. The
patient was ANA and Anti-ds DNA positive.
Histopathological examination reveals
subepidermal bulla with eosinophils and some
neutrophils. DIF shows linear deposition of IgG
and C3 in the basement membrane zone. We
treated the patient with systemic steroid and
dapsone and got good response.

Fig.-1: Before treatment (face).
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Fig.-2: Before treatment (hands).

Fig.-4: Histopathological slide

Discussion

Bullous SLE is an extremely uncommon subset
of systemic lupus erythematosus with an
incidence of 0.26 per million population per
year in adults7. Patients with SLE rarely (in
less than 1%) develop widespread vesicobullous
eruptions that cannot be classified as either of
the primary bullous dermatoses and are not
merely a manifestation of extreme basal cell
hydropic degeneration and the resulting
epidermal- dermal separation. In such cases,
it is referred to as BSLE, a unique dermatosis
that is regarded as a distinct variant of SLE1-
4. It is characterized by dermatitis
herpetiformis-like histology, immunologic
features resembling EBA, and a striking
response of cutaneous lesions to dapsone
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Fig.-3: Before treatment (leg).

Fig.-5: DIF study

treatment. Similarly to SLE, BSLE most often
affects young patients, predominantly female,
in the second to fourth decades of life. Although
any sun-exposed or non-sun-exposed areas can
be affected, the upper trunk, neck,
supraclavicular areas, and proximal
extremities are predilection sites!2. The skin
eruption comprises bullae arising either from
areas affected by diffuse erythema or on an
urticarial base resembling bullous pemphigoid,
or as grouped vesicular lesions mimicking
dermatitis herpetiformis!:2-4. The onset of
vesicobullous cutaneous lesions can precede,
coincide with, or follow the diagnosis of SLE, as
defined by the revised American Rheumatism
Association criteria for classification of SLES3S.
Our patient met several diagnostic criteria: oral
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ulcers and a positive result for antinuclear &
Anti-ds antibodies. Bullous changes in lupus
erythematosus have two basic histological
patterns: neutrophilic and mononuclear®. The
neutrophilic pattern typical of BSLE is
characterized by subepidermal vesicles or
bullae containing fibrin, mixed inflammatory
cell infiltrate with a predominance of
neutrophils, and nuclear debris. These
histological features simulate dermatitis
herpetiformis or linear IgA disease’. In contrast
to dermatitis herpetiformis and linear IgA
disease, BSLE frequently includes the
deposition of mucin in the dermis. On the other
hand, bullous changes with a mononuclear
inflammatory pattern can develop in the
cutaneous lesions of lupus erythematosus as
a result of extensive damage to the epidermal
basal layer. This is due to intense interface
dermatitis, which can result in epidermal-
dermal separation and vesicle formation. Such
bullous changes, which can clinically resemble
erythema multiforme or toxic epidermal
necrolysis, represent a spectrum of changes
resulting from cutaneous lupus erythematosus
and are not referred to as BSLE!-®. Patients with
SLE can produce a myriad of auto antibodies,
resulting in diverse clinical manifestations.

Similarly to EBA, the pathogenesis of BSLE is
associated with auto antibodies reacting with
collagen type VII?#. Multiple classes of
immunoglobulins are often detected along the
basement membrane by direct immuno-
fluorescence: IgG has been found in nearly
100% of patients with BSLE, IgA in about 70%,
and IgM in 50%. Deposition of immuno-
reactants along the basement membrane has
been reported granular in 40% of cases, similar
to the lupus band in non-bullous cutaneous
lupus, or linear in 60%, similar to the deposits
in bullous pemphigoid or EBA!-3- In addition to
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deposits along the basement membrane,
deposition of immunoreactions within vessel
walls can be identified in BSLE!. The
differential diagnosis of BSLE includes other
autoimmune vesicobullous diseases such as
EBA, dermatitis herpetiformis, linear IgA
disease, and bullous pemphigoid!-3-6. EBA
generally occurs in older patients than does
BSLE, and it is associated with the formation
of bullae at the sites of previous trauma or
mechanical rubbing. These bullae heal with
scarring and do not respond to dapsone
treatment. Despite similar histological
features, dermatitis herpetiformis can be
distinguished from BSLE by observing granular
deposits of IgA in dermal papillaed. Linear IgA
dermatosis is characterized by the linear
deposition of IgA along the basement
membrane in perilesional skin®.
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