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Abstract

Bullous systemic lupus erythematosus is a distinct blistering eruption in patients with systemic lupus erythematosus. We present
the case of a young, black woman whose bullous eruption led to a diagnosis of systemic lupus erythematosus and lupus
nephritis. Skin biopsy showed changes suggestive of dermatitis herpetiformis and direct immunofluorescence showed immune
deposits at the basement membrane zone. Bullous lesions responded to dapsone.

CASE REPORT

A 27-year-old African American female presented to the
emergency department with a 3-week history of a
progressive blistering eruption. She also complained of
diffuse hair loss and arthralgias. Her past medical history
was unremarkable but her mother had systemic lupus
erythematosus. Physical examination demonstrated tense
vesicles and crusts on the face, with a predilection for the
perioral area (Figure 1). There were also small, tense blisters
around the umbilicus (Figure 2) as well as larger blisters of
the axillae (Figure 3).

A shave biopsy of a blister edge demonstrated a
subepidermal blister containing fibrin, neutrophils and
nuclear dust (Figure 4). Direct immunofluorescence of
perilesional skin demonstrated deposits of IgG, IgM and C3
at the basement membrane zone. Indirect
immunofluorescence was negative. Anti-nuclear antibody
was 3+ positive. Complement components were decreased
with C3 of 48 (normal 80-200 mg/dl) and C4 of 4 (normal
20-50 mg/dl). Anti-double stranded DNA antibody was
elevated at 89% (normal 0-25%) and anti-Smith antibody
was markedly elevated with a titer of 1:102,400. She was
lymphopenic with a lymphocyte count of 790/mm3. She had
proteinuria and hypoalbuminemia so a kidney biopsy was
performed which showed changes consistent with class III
lupus nephritis.

Treatment with high dose prednisone and pulse
cyclophosphamide for lupus nephritis did not halt the
blistering. Dapsone was added to her regimen, initially at 25
mg daily. Dapsone was increased to 75 mg a day over a
week and the blistering resolved. Her lupus nephritis

gradually responded to prednisone and cyclophosphamide,
which she was maintained on. She was tapered off dapsone
and remained free of blisters for five months. She then
developed more extensive blistering along with a flare of her
lupus nephritis. Blistering responded to dapsone 100 mg
daily but her lupus nephritis has been more difficult to
control.

DISCUSSION

Bullous systemic lupus erythematosus (BSLE) is a
generalized blistering eruption that uncommonly occurs in
patients with systemic lupus erythematosus (SLE). Pedro
and Dahl, described the first case of BSLE in 1973. Since
then, several cases have been reported with similar
features.,,s,,,s,5,; Many cases have been in young, black
women. Blisters may arise on erythematous or normal skin
and are non-scarring. Lesions occur on sun-exposed or
flexural skin. Skin biopsy shows subepidermal vesicles
containing neutrophils with microabscesses, nuclear dust,
and fibrin. Patients often respond dramatically to treatment
with dapsone. Blistering often parallels flares of SLE
involving other organ systems, in particular renal disease.

Camisa and Sharma, proposed criteria for this distinct subset
of vesiculobullous skin lesions occurring in patients with
SLE: (1) a diagnosis of SLE based on American
Rheumatism Association criteria; (2) vesicles and bullae
arising upon but not limited to sun-exposed skin; (3)
histopathology compatible with dermatitis herpetiformis; (4)
negative indirect immunofluorescence for circulating
basement membrane zone antibodies; (5) direct
immunofluorescence positive for IgG and/or IgM and often
IgA at the basement membrane zone. Yell et al5 suggested
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this classification be revised because of the heterogeneity of
clinical and immunohistological presentation. He defined
BSLE as an aquired subepidermal blistering disease in a
patient with SLE, in which immune reactants are present at
the basement membrane zone on direct or indirect
immunoflourescence.

Patients with BSLE have demonstrated antibodies against
the major anchoring fibril component type VII collagen.q, .,
The antigenic domains recognized by BSLE antibodies were
within the noncollagenous (NC1), identical to the antigenic
domains recognized by antibodies from patients with
epidermolysis bullosa acquisita. , Although the antigen
appears to be identical, BSLE lesions do not leave scars and
milia as seen in epidermolysis bullosa acquisita.

Our patient demonstrates a typical case of BSLE. A young,
black woman presented with blisters in sun exposed and
flexural areas and responded to treatment with dapsone. The
blistering eruption was the presenting sign of SLE and led to
prompt diagnosis of her rather severe lupus nephritis.

Figure 1
Figure 1: Vesicles and crusting around the lips

Figure 2

Figure 2: Blisters on the abdomen, concentrated around the
umbilicus

Figure 3
Figure 3: Tense bullae of the axilla

Figure 4

Figure 4: Subepidermal blister containing fibrin, neutrophils
and nuclear dust
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