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ABSTRACT

Epidermolysis bullosa acquisita (EBA) is a rare autoimmune blistering disorder characterized by subepidermal
blisters, typically caused by an autoimmune response against type VII collagen, a key structural component of the
dermal-epidermal junction. Here, we report a case of EBA in a 53-year-old female with extensive multiple bullae,
erosions over extremities, trunk, genitaila. HPE revealed a sub-epidermal blister with fibrin, neutrophils, and some
eosinophils, DIF showed 1gG positivity (+3) in a linear pattern along the dermal-epidermal junction. enzyme
immunoassay (EIA) for anti-collagen type VII antibodies was positive. Based on clinical features and investigations
patient is diagnosed as Epidermolysis Bullosa Acquisita. She was treated with systemic steroids and topical steroids
with gradual tapering. This case highlights the importance of early diagnosis and treatment in managing this condition
effectively.
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INTRODUCTION

Epidermolysis bullosa acquisita (EBA) is a rare,
autoimmune blistering disorder characterized by the
formation of subepidermal blisters primarily affecting the
skin and mucous membranes. It results from the
production of autoantibodies against type VII collagen, a
key structural protein found in the dermal-epidermal
junction, which plays a vital role in anchoring the
epidermis to the dermis.*

This autoimmune response leads to the disruption of the
basement membrane zone, resulting in blister formation.
The diagnosis of EBA can be challenging due to its
similarity to other blistering disorders, and often requires
a combination of clinical evaluation, histopathology,
direct immunofluorescence, and specific antibody testing.
We report a case of EBA in a middle-aged woman who

presented with blisters and raw areas in oral mucosa and
multiple sites over body.2

CASE REPORT

A 53-year-old female presented with a 3-month history of
multiple fluid-filled lesions and erosions that initially
appeared on the extremities, followed by the trunk and
genital region. The lesions gradually ruptured, forming
raw areas. Additionally, the patient reported fluid-filled
lesions on her tongue for the past 10 days.

On examination, the patient had an intact blister over her
left forearm (Figure 1), an intact blister with healing
erosions over the right posterior arm, and active erosions
on the inner aspects of both thighs. She also had vesicular
lesions over the lateral aspect of her tongue and a
hemorrhagic blister on the underside of the tongue
(Figure 2).
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Figure 1: Blister over her left forearm.

Figure 2: Vesicular lesions over the lateral aspect of
her tongue and a hemorrhagic blister on the
underside of the tongue.

The clinical differential diagnosis for this presentation
included bullous pemphigoid, bullous systemic lupus
erythematosus (SLE), Epidermolysis Bullosa Acquisita,
and linear IgA disease. Given the patient's presentation of
mucosal involvement along with widespread blistering,
EBA was considered a likely diagnosis.

Two punch biopsies were performed for diagnostic
purposes. One biopsy was taken from the lesion for
histopathological examination, and the second was from
the peri-lesional skin for direct immunofluorescence
(DIF). Histopathology revealed a sub-epidermal blister
with fibrin, neutrophils, and some eosinophils. The
superficial dermis showed a mild perivascular
inflammatory infiltrate composed of lymphocytes and a
few eosinophils (Figure 3).

Direct immunofluorescence results revealed 1gG
positivity (+3) in a linear pattern along the dermal-

epidermal junction (DEJ), exclusively on the floor of the
blister. C3c positivity (+3) was also noted in a linear
pattern along the DEJ, confirming the autoimmune nature
of the blistering (Figure 4). Additionally, an enzyme
immunoassay (EIA) for anti-collagen type VII antibodies
was positive, further supporting the diagnosis of
epidermolysis bullosa acquisita (Figure 5).

Figure 3: Superficial dermis showed a mild
perivascular inflammatory infiltrate composed of
lymphocytes and a few eosinophils.

Figure 4: 1gG positivity (+3) in a linear pattern, C3c
positivity (+3) was also noted in a linear pattern
along the DEJ.

The patient was treated with a combination of systemic
and topical therapies. She received intravenous
Dexamethasone 8 mg for 4 weeks with gradual tapering,
Oral Azathioprine 50 mg BD was prescribed for 6 weeks,
along with oral levocetirizine 10 mg OD.

Additionally, topical clobetasol propionate 0.05% with
fusidic acid was applied over the bullae to manage local
inflammation and prevent secondary infection. After
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three weeks of treatment, the patient showed significant
improvement, with reduced blister formation and healing
of erosions.

Test Report

Test Name Rosults Units Bio. Ref. Intarval

(AEI:’)“DM»! BULLOUS DERMATOSES PROFILE IgG

Anti BP180 Antibody 05 <t
Anti BP230 Antibody 056 <t
Anti Desmoglein 1 Antibody 062 <1
Anti Desmoglein 3 Antibody 022 <1
Anti Envoplakin Antibody 007 <1
Anti Collagen Type Vil Antibody 128 <
Note:

i ities are not by diagnostic, but must be correlated with other laboratory &

Figure 5: Anti-collagen type VII antibodies
was positive.

DISCUSSION

Epidermolysis Bullosa Acquisita (EBA) is a rare
autoimmune blistering disorder that presents with distinct
clinical and histopathological features. However, its
clinical presentation, especially in the mechanobullous
variant, can overlap with several other blistering diseases,
making accurate diagnosis challenging.®

The differential diagnosis for EBA involves conditions
that share similar blistering patterns, including dystrophic
epidermolysis bullosa (DEB) and porphyria cutanea tarda
(PCT) in the mechanobullous subtype, as well as other
pemphigoid diseases in the inflammatory subtype. our
patient, a 53-year-old female, exhibited the hallmark
symptoms of EBA, including multiple fluid-filled lesions,
erosions, and mucosal involvement, which are typical
manifestations of the disease.*

In patients presenting with the mechanobullous
phenotype, distinguishing EBA from DEB is critical.
DEB, unlike EBA, has a positive family history, as it is
an inherited disorder, whereas EBA is acquired. Direct
immunofluorescence  (IF)  microscopy can help
differentiate the two conditions, as DEB typically shows
a different pattern of autoantibody deposition compared
to EBAS

Porphyria cutanea tarda (PCT) also shares clinical
features such as skin fragility and blistering, but it can be
distinguished by the presence of porphyrins in the urine,
which is not a feature of EBA. Additionally, the pattern

of immunofluorescence would differ between PCT and
EBA. In our patient the histopathological features, along
with direct immunofluorescence findings of linear IgG
and C3c deposition at the dermal-epidermal junction,
provided strong evidence to differentiate EBA from other
conditions with similar clinical presentations.®

The inflammatory variant of EBA poses another
diagnostic challenge, as it resembles other pemphigoid
diseases such as bullous pemphigoid (BP), mucous
membrane pemphigoid (MMP), and linear IgA disease
(LAD). BP is one of the most common conditions in the
differential diagnosis of EBA, and it can be differentiated
by reactivity with BP180 on immunofluorescence testing.
MMP and LAD also show similar mucosal involvement
and blistering, which can further complicate the
diagnosis.’

The key to diagnosing EBA lies in identifying antibodies
against type VIl collagen. Direct immunofluorescence
and enzyme immunoassay for anti-collagen type VII
antibodies are critical diagnostic tools.2 A positive result
strongly supports the diagnosis of EBA. Both the
mechanobullous and inflammatory variants of EBA can
present with varying degrees of severity, and in some
cases, both forms may coexist in the same patient.

This dynamic nature of the disease can lead to a shifting
clinical presentation, making it even more important to
regularly reassess the patient’s symptoms and course of
disease. Moreover, both adult and pediatric populations
can be affected, with mucosal involvement seen in
approximately 50% of patient.® In the present case a
positive enzyme immunoassay for anti-collagen type VII
antibodies further confirmed the diagnosis of EBA, as
these autoantibodies are specific to this condition.*°

Early recognition of EBA and distinguishing it from other
similar conditions is critical for appropriate treatment.
Immunosuppressive therapies, including corticosteroids
and azathioprine, have shown efficacy in managing EBA,
as seen in our case. The patient in this case was treated
with a combination of systemic and topical therapies,
including intravenous dexamethasone, oral azathioprine,
and topical corticosteroids, which resulted in significant
improvement within a week.

CONCLUSION

Epidermolysis bullosa acquisita (EBA) remains a
challenging diagnosis due to its variable presentation and
overlap with other blistering diseases. Early identification
through a comprehensive  diagnostic  approach-
incorporating histopathology, direct
immunofluorescence, and anti-collagen type VII antibody
testing can significantly improve patient outcomes.

The case presented here underscores the importance of
considering EBA in patients with subepidermal blistering
and mucosal involvement, particularly when other
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autoimmune blistering disorders are suspected. Timely
intervention with appropriate immunosuppressive therapy
can lead to marked clinical improvement and prevent
further morbidity. As our understanding of EBA
continues to evolve, it is crucial to remain vigilant for this
rare but impactful condition, ensuring that patients
receive the best possible care to enhance their quality of
life.
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