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Epidermolysis Bullosa Acquisita

Epidermolysis bullosa acquisita (EBA) is a rare, acquired autoimmune disorder that results in the
formation of tense blisters in response to minor mechanical trauma. Unlike genetic forms of
epidermolysis bullosa (EB), which are inherited, EBA occurs sporadically and is thought to be
triggered by an autoimmune response, where the body's immune system mistakenly attacks its
own tissues. Specifically, in EBA, the immune system targets type VII collagen, a crucial protein
that helps to anchor the epidermis to the dermis, resulting in the detachment of the skin layers and
blister formation.

Pathophysiology

EBA is characterized by the development of autoantibodies against type VII collagen, which is a
key component of the anchoring fibrils that stabilize the dermoepidermal junction. These
antibodies disrupt the normal structural integrity of the skin, leading to subepidermal blistering,
typically following trauma or friction. The initiation of the immune response in EBA is not well
understood, though it may involve an environmental trigger or an underlying predisposition in
genetically susceptible individuals.

Clinical Features

EBA typically presents in adulthood, usually in individuals in their fourth decade of life. The
condition is not limited to any specific gender or race. The hallmark of EBA is the formation of
tense, blood- or pus-filled blisters that arise with minimal friction or trauma. These blisters most
commonly appear on extensor surfaces, such as the hands, feet, elbows, knees, and buttocks, but
can also affect mucosal surfaces such as the mouth, eyes, and nose. The skin lesions are often
accompanied by significant erythema (redness) and pruritus (itching), which can cause
considerable discomfort.

The blisters can heal with significant scarring and skin damage. The healing process may result in
hyperpigmentation or atrophy of the skin, and in some cases, chronic ulceration can develop,
leading to long-term complications. In addition to the skin, patients with EBA may experience
involvement of mucosal membranes, including the oral cavity and eyes, which can lead to painful
oral erosions, difficulty swallowing, and ocular complications such as conjunctivitis and corneal
scarring.
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Associations with Systemic Diseases

EBA may be associated with other systemic autoimmune conditions, including systemic lupus
erythematosus, Crohn’s disease, amyloidosis, and multiple myeloma. This overlap suggests that
EBA might be a secondary condition in some cases, exacerbated by the presence of an underlying
autoimmune disorder. Patients with such comorbidities may experience a more complicated
clinical course and may require more intensive management strategies.

Diagnosis

The diagnosis of EBA is primarily clinical, based on the characteristic presentation of blistering in
response to minor trauma. A skin biopsy is typically performed to confirm the diagnosis, and
direct immunofluorescence testing is used to detect deposits of immunoglobulin G and
complement C3 at the dermoepidermal junction. In addition, serologic tests to detect
autoantibodies against type VII collagen are crucial for diagnosis. Genetic testing may also be used
to exclude other forms of EB.

Treatment Options

There is no cure for EBA, and treatment primarily aims to control inflammation, promote wound
healing, and prevent complications such as infection and scarring. Due to the autoimmune nature
of EBA, immunosuppressive therapies are the cornerstone of treatment. These therapies help
reduce the autoimmune response and limit blister formation.

> Immunosuppressive Agents:

o Systemic corticosteroids: High-dose prednisone or other corticosteroids are
frequently used to reduce inflammation and immune activity. However, long-term
use may lead to significant side effects, including osteoporosis, weight gain, and
increased susceptibility to infections.

o Azathioprine: This immunosuppressive drug is commonly combined with
corticosteroids to help control the immune response and reduce the frequency of
flare-ups. Azathioprine works by inhibiting the proliferation of immune cells that
contribute to the inflammatory process.

o Other immunosuppressive agents: In refractory cases, additional medications, such as
mycophenolate mofetil or cyclophosphamide, may be considered to control disease
activity.

> Supportive Care:

o Wound care: Proper management of blisters and wounds is crucial to prevent
secondary infections. Gentle cleansing, use of appropriate dressings, and topical
antibiotics are employed to maintain skin integrity and minimize infection risk.

o Mucosal care: For patients with oral or ocular involvement, it is important to consult
with specialists (e.g., dentists and ophthalmologists) for tailored care. Avoiding
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irritating foods, such as acidic foods or hard foods, can reduce mucosal injury and
promote healing.
> Plasmapheresis and Intravenous Immunoglobulin (IVIG): In severe cases of EBA,
plasmapheresis or IVIG therapy may be used to remove autoantibodies from the
bloodstream or modulate immune function. While these therapies are not universally
effective, they may offer benefit in patients with refractory disease or those who do not
respond well to standard immunosuppressive treatment.
> Adjunctive Therapies:

o Bleach baths: For some patients, regular bleach baths may help reduce the risk of
infection and provide antimicrobial effects, particularly in the context of recurrent
blister formation and wound healing.

o Skin protection: Patients are advised to avoid mechanical trauma and wear
protective clothing or soft bandages to prevent blistering. Lifestyle modifications,
such as keeping the skin cool and moisturized, can also help minimize new blister
formation.

Prognosis

EBA is generally considered a chronic disease with relapsing-remitting courses. In the absence of
severe complications, such as widespread infections or organ involvement, individuals with EBA
can live a normal lifespan. However, the disease may cause significant morbidity due to skin
scarring, chronic pain, and complications from mucosal involvement. Patients with EBA should be
monitored for secondary complications, including infections and cancer (particularly squamous
cell carcinoma in areas of chronic scarring).

Conclusion

Epidermolysis bullosa acquisita (EBA) is a rare but debilitating autoimmune blistering disorder
that involves the immune-mediated attack on type VII collagen, leading to skin blistering and
associated complications. Although there is no cure, effective management involves
immunosuppressive therapy, careful wound care, and supportive treatments to mitigate symptoms
and prevent further damage. As research into the pathophysiology and treatment of EBA advances,
there is hope for improved therapeutic strategies in the future.
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