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Bullous Pemphigoid

Bullous pemphigoid (BP) is a chronic, autoimmune blistering disorder that predominantly affects
the elderly, though it can occur at any age. The condition is characterized by the formation of large,
fluid-filled blisters (bullae) on the skin, which can range frommildly itchy welts to more severe
lesions that may become infected. The blisters typically appear in areas of the body that are
subject to friction or movement, such as the flexural regions. Although BP primarily affects the
skin, it can also involve mucous membranes, including the mouth and esophagus, in some patients.

Pathophysiology and Etiology

BP is classified as an autoimmune disorder, meaning it occurs when the body’s immune system
mistakenly targets and attacks its own tissues. Specifically, BP involves the production of
autoantibodies directed against the hemidesmosomes—structures that anchor the epidermis to
the underlying dermis. This immune attack leads to the formation of blisters between the
epidermal and dermal layers of the skin .

Although BP predominantly affects older adults, it can also occur in younger individuals, often in
association with other autoimmune diseases such as diabetes mellitus, rheumatoid arthritis, and
thyroid disorders. Environmental and physical factors have been implicated in triggering BP,
including certain drugs (e.g., furosemide, penicillins), as well as mechanical trauma, and physical
stress (e.g., burns from radiation, sunburn, or heat exposure). In some cases, BP has been
associated with vaccination or infection, although these links remain poorly understood.

Clinical Presentation and Diagnosis

BP manifests with a variety of symptoms, ranging frommild to severe. The initial signs often
include urticarial (hive-like) lesions or red, itchy welts that precede the formation of large, tense
blisters (bullae). These blisters are filled with clear fluid and can appear on any part of the body,
although they are most common in areas that undergo frequent movement or flexion, such as the
groin, axillae, abdomen, and inner thighs. In approximately 15-20% of cases, blisters may also
affect mucosal surfaces, including the oral cavity and esophagus, which can lead to difficulty
swallowing and eating.

Because BP shares clinical features with other blistering disorders, skin biopsy is essential for
diagnosis. A direct immunofluorescence test, which involves examining the skin under a special
microscope, is typically required to confirm the presence of antibodies against bullous pemphigoid
antigen 1 and 2 (BPAG1 and BPAG2). Although blood tests can be useful for detecting circulating
autoantibodies, they are often inconclusive in early stages or in patients with limited disease.



Ph: (956) 971 - 0404
www.oasisderm.com

Treatment Strategies

The primary goals of treatment for BP are to control symptoms, prevent infection, and reduce the
activity of the immune system. Given the potential for systemic involvement and the severity of the
disease, treatment often requires a combination of topical, oral, and immunosuppressive
therapies.

➢ Topical Treatments:
○ For mild cases of BP, tetracycline and minocycline, which are antibiotics with

immunomodulatory properties, can be effective. These drugs help to modulate the
immune response by inhibiting the activation of T-cells and inflammatory mediators.

○ Topical corticosteroids are commonly used for their anti-inflammatory effects.
These are typically applied to the affected areas to help reduce the severity of the
rash and blistering.

➢ Systemic Treatments:
○ In more severe cases, oral corticosteroids, such as prednisone or prednisolone, are

the treatment of choice. These drugs provide significant immunosuppressive effects
by reducing the production of autoantibodies and suppressing the inflammatory
response. High doses are required initially to control the disease, but once the
blisters subside, the dose is gradually reduced over a period of months or years to
minimize side effects.

○ Given the potential side effects of long-term steroid use (e.g., osteoporosis,
hypertension, and diabetes), immunosuppressive agents are often added to allow for
lower steroid doses. Common agents include azathioprine, mycophenolate mofetil,
methotrexate, and cyclophosphamide. These medications work by inhibiting the
proliferation of immune cells responsible for the autoimmune attack.

➢ Other Therapies:
○ Intravenous immunoglobulin has been used in refractory cases of BP. This therapy

involves the infusion of pooled immunoglobulins from healthy donors to modulate
the immune system and reduce disease activity.

○ Plasmapheresis, a procedure that involves filtering antibodies from the blood, may
also be utilized in severe, treatment-resistant cases of BP.

➢ Wound Care and Infection Prevention:
○ Proper wound care is essential to prevent secondary infections of the blisters. In

severe cases, hospitalization may be necessary for intravenous therapy and
professional wound management.

○ Infection prevention is critical, as the blistered skin is highly susceptible to bacterial
colonization, which can lead to more severe complications.

➢ Long-TermManagement:
○ BP is a self-limiting disease in many cases, with remission occurring after several

months or years of treatment. However, flare-ups may occur intermittently, and the
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disease often follows a relapsing-remitting course. Regular monitoring and
adjustments to the treatment regimen are required to achieve the best outcomes.

○ Adherence to treatment regimens and wound care can significantly impact the
course of the disease.

Prognosis

The prognosis for BP is generally favorable with appropriate treatment. Most patients achieve
remission with long-term therapy, and many can eventually taper off medications after a period of
stable disease. However, because of the potential for disease relapse and the side effects of
long-term steroid use, careful and consistent follow-up is necessary.

Conclusion

Bullous pemphigoid is a chronic autoimmune blistering disorder that primarily affects the elderly,
though it can occur in individuals of any age. Diagnosis is confirmed through skin biopsy and
direct immunofluorescence, and treatment typically involves a combination of systemic
corticosteroids, immunosuppressive agents, and topical treatments. Although BP can be
challenging to manage, with careful monitoring and tailored therapy, most patients can achieve
symptom control and remission. As the disease often follows a relapsing-remitting pattern,
long-term follow-up and patient education are essential for optimizing outcomes.
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