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INTRODUCTION

Pyoderma gangrenosum (PG) is an uncommon cutaneous ulcerative
disease." In contrast to its name, PG is neither infectious nor gangre-
nous. It occurs worldwide in patients of all ages, but most commonly
affects women between 20 and 50 years of age. It is characterized as
a neutrophilic dermatosis, though the pathogenesis of PG is not well
understood. The diagnosis of pyoderma gangrenosum is one of exclu-
sion. Of note, PG frequently is misdiagnosed as an infectious process
resulting in unnecessary antibiotic or antifungal use. In general, it is
managed with immunosuppressive therapy. Topical corticosteroids
may be sufficient to treat mild and local disease, while systemic steroids
are considered first line therapy for severe and more extensive disease.
Antibiotics and/or antifungal therapy are not necessary unless PG is
secondarily infected. We present a case of pyoderma gangrenosum
managed with systemic corticosteroids. This case report reviewed the
diagnosis and management of PG and highlighted the rapid improve-
ment that can be achieved with systemic immunosuppressive.

CASE REPORT

A 55-year-old woman presented with a one-week history of several
painful nodules on her hands and face that appeared abruptly. She
reported similar lesions in the past that resolved without treatment.
Her medical history was significant for rheumatoid arthritis for which
she was not undergoing treatment due to cost. Physical exam revealed
large, ulcerated nodules on the left fifth finger, right fourth finger, and
left cheek near nostril (Figure 1). Given the negative cultures, and
histopathology consistent with the diagnosis of pyoderma gangreno-
sum, the patient was started on intravenous methylprednisolone 1 g
daily for three days, then switched to a prednisone taper of 60 mg,
40 mg, 30 mg, 20 mg, 10 mg, then 5 mg daily for two weeks on each
dose. Trimethoprim/Sulfamethoxazole (Bactrim™ DS) was used
three times weekly when prednisone was over 20 mg daily. Within five
days, the size, depth and associated pain of the ulcers had significantly
improved (Figure 2). Unfortunately, the patient was lost to follow-up.

DISCUSSION

Pyoderma gangrenosum is a neutrophilic inflammatory disease
that causes cutaneous ulcerations.? There are different subtypes of
PG based on clinical presentations. The most common subtype is
ulcerative. It presents as a tender papule, pustule, vesicle, or nodule
that rapidly expands and ulcerates with gun-metal gray undermined
borders. Ulcers heal with characteristic thin, atrophic scars. It occurs
most frequently on the pretibial lower extremities, although lesions
may present on any area of the body including the mucosa and stomas.
PG often is associated with pain out of proportion to exam. Pathergy
has been reported in 20 - 30% of cases. Patients with PG also may
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exhibit systemic symptoms such as fever, arthralgia, and malaise. Other

subtypes include bullous, pustular, or vegetative.

Figure 1. Ulcerated nodule of pyoderma gangrenosum on the left 5t finger.

Figure 2. Improvement of pyoderma gangrenosum after [V methylpredniso-
lone.

The diagnosis of PG is a diagnosis of exclusion, as there are no specif-
ic clinical, histologic or laboratory findings.* Detailed history, complete
physical exam, and skin biopsies should be performed for diagnosis and
to rule out malignancy, infection, and vasculitis. Skin biopsies should be
sent for both histopathologic exams and cultures including bacterial,
fungal, and acid-fast bacteria. Pathology of PG should demonstrate a
neutrophilicinfiltrate and necrosis depending on the stage of ulceration.
One recently proposed list of diagnostic criteria includes the presence
of one major criterion and four out of eight minor criteria (Table 1).°
These criteria had a sensitivity of 80% and a specificity of 95%.
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PYODERMA GANGRENOSUM
continued.

Table 1. Diagnostic criteria for the diagnosis of pyoderma
gangrenosum.’®

Major criteria (required) 1. Biopsy of ulcer edge demonstrating

neutrophilic infiltrate

1. Exclusion of infection

2. Pathergy

3. History of inflammatory bowel
disease or inflammatory arthritis

4. History of a papule, pustule, or
vesicle ulcerating within four days of
appearing

5. Peripheral erythema, undermining
border, and tenderness at ulceration
site

0. Multiple ulcerations, at least one on
an anterior lower leg

7. Cribriform or wrinkles paper scar(s)
at healed ulcer sites

8. Decreased ulcer size within one
month of initiating immunosuppressive
medications

Minor criteria (4 of 8 required)

Approximately 50% of cases are idiopathic while the remainder of
the cases were associated with underlying systemic disease, such as
inflammatory bowel disease, rheumatoid arthritis, or a hematologic
disorder (IgA monoclonal gammopathy, acute myelogenous leukemia,
myelodysplasia)."* Thus, gastrointestinal and hematologic studies are
included in the recommended work-up. The most commonly associ-
ated systemic disease for PG is inflammatory bowel disease; however,
only 1.5 to 5% of patients with inflammatory bowel disease will develop
PGS

The mainstay of the treatment of pyoderma gangrenosum is immu-
nomodulatory therapy, although there is no definitive guideline for
treatment.” For mild and local disease, topical or intralesional cor-
ticosteroids and tacrolimus can be used. For more extensive disease,
systemic immunomodulators, such as systemic corticosteroids or
cyclosporine, are standard treatments, but steroid-sparing agents, such
as mycophenolate mofetil or azathioprine, are often necessary during
the steroid taper. Oral dapsone, and TNF-alpha inhibitors are among
the medications that have been used with varying degrees of success."”
Antibiotics and /or antifungal therapy are not necessary unless PG is
secondarily infected. Of note, PG is frequently misdiagnosed as an
infectious process, resulting in unnecessary antibiotic or antifungal use.
Tissue culture is commonly negative, but may yield growth of normal
skin flora or demonstrate secondary superinfection. The role of surgery
in treatment of PG is controversial due to the potential that trauma can
induce or worsen PG, also known as pathergy.
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