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Tense Bullae on the Hands
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A 75-year-old man presented«to.our clinic with
nonpainful, nonpruritic, tense bullae and erosions
on the dorsal aspects of the-hands and exten-

sor surfaces of the elbows of 1 month’s duration.
The patient also had erythematous erosions and
crusted papules on the left cheek and surrounding
the left eye. e denied any new medications, his-
tory of liver or kidney disease, or history of hepatitis
or human immunodeficiency virus. There were no
obyious exacerbating factors, including exposure
t6 sunlight. Direct immunofluorescence using a
salt-split preparation was performed on a biopsy of
the perilesional skin.

WHAT'S THE DIAGNOSIS?
a. bullous pemphigoid

b. dermatitis herpetiformis

c. epidermolysis bullosa acquisita

d. linear IgA dermatosis

e. porphyria cutanea tarda

PLEASE TURN TO PAGE E10 FOR THE DIAGNOSIS
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PHOTO CHALLENGE DISCUSSION

THE DIAGNOSIS:

Epidermolysis Bullosa Acquisita

[~ pidermolysis bullosa acquisita (EBA) is a rare auto-
— immune blistering disorder characterized by tense
bullae, skin fragility, atrophic scarring, and milia
formation.! Blisters occur on a noninflammatory base
in the classic variant and are trauma induced, hence the
predilection for the extensor surfaces.” Mucosal involve-
ment also has been described.! The characteristic findings
in EBA are IgG autoantibodies directed at the N-terminal
collagenous domain of type VII collagen, which composes
the anchoring fibrils in the basement membrane zone.!
Differentiating EBA from other subepidermal bullous dis-
eases, especially bullous pemphigoid (BP), can be difficult,
necessitating specialized tests.

Biopsy of the perilesional skin can help identify the
location of the blister formation. Our patient’s biopsy
showed a subepidermal blister with granulocytes. The dif-
ferential diagnosis of a subepidermal blister includes BP,
herpes gestationis, cicatricial pemphigoid, EBA, bullous
systemic lupus erythematosus, dermatitis herpetiformis,
linear IgA disease, and porphyria cutanea tarda.

Direct immunofluorescence (DIF) was performed
on the biopsy from our patient, which showed lineat/
particulate IgG, C3, and IgA deposits in the basement
membrane zone, narrowing the differential diagnosis to
BP or EBA. To differentiate EBA from BE, DIF of perile-
sional skin using a salt-split preparationswas performed.
This test distinguishes the location of.the immunore-
actants at the basement membrane zone:The antibody
complexes in BP are found on the epidermal side of the
split, while the antibody complexes in EBA are found on
the dermal side of the split. Indirect immunofluorescence
on salt-split skin also has been used to distinguish EBA
from BP but is only.conclusive if there are circulating
autoantibodies tothe basement membrane zone in the
serum, which occurs_in approximately 50% of patients
with EBA and 15% of patients with BP? The immune
complexes in our patient were found to be on the dermal
side of the split after DIF on salt-split skin, confirming the
diagnosis of EBA (Figure).

Differentiating EBA from BP has great value, as the
diagnosis affects treatment options. Bullous pemphigoid
is fairly easy to treat, with most patients responding to
prednisone.® Epidermolysis bullosa acquisita usually is
resistant to therapy. The disease course is chronic with
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Direct immunofluoreseence on salt-split skin revealed immune com-
plexes on'the dermal side of the split, confirming the diagnosis of epi-
dermolysis bullosa acquisita (original magnification X<400).

exacerbations and remissions. Dapsone often is used to
control the disease, though this therapy for EBA is not cur-
rently approved by the US Food and Drug Administration.
The recommended initial dose of dapsone is 50 mg daily
and should be increased by 50 mg each week until remis-
sion, usually 100 to 250 mg.* We prescribed dapsone for
our patient upon clinical suspicion of EBA before the DIF
on salt-split skin was completed. A trial of prednisone
may be warranted for EBA if there is no response to
dapsone or colchicine, but the response is unpredictable.
Cyclosporine usually results in a quick response and may
be considered if there is clinically severe disease and other
treatment alternatives have failed.*
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