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Pyoderma gangrenosum — a clinical manifestation of
difficult diagnosis
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Abstract: Pyoderma gangrenosum is an uncommon ulcerative cutaneous dermatosis associated with a
variety of systemic diseases including inflammatory bowel disease, arthritis, hematological malignan-
cies, hepatitis and acquired immunodeficiency syndrome (AIDS). The pathogenesis of pyoderma gan-
grenosum remains unknown. Its diagnosis is usually based on clinical evidence and confirmed through
a process of elimination of the other possible causes of cutaneous ulcers. This report describes a case
of pyoderma gangrenosum with extensive ulceration that responded well to treatment.
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Resumo: Pioderma gangrenoso é uma dermatose cutanea ulcerativa incomum, associada a uma varie-
dade de doencas sistémicas, incluindo doenca inflamatdria intestinal, artrites, neoplasias hematologi-
cas, hepatites e aids. A sua patogénese é desconhecida. O diagnéstico geralmente é baseado em evidén-
cias clinicas e confirmado com a exclusiao das outras etiologias de lesoes ulceradas cutineas. Relatamos
um caso de PG com ulceracoes extensas com boa resposta ao tratamento.
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Introduction

Pyoderma gangrenosum (PG) is an inflammato- factor-alpha (TNF-a). > Clinically, four variants exist:

ry, neutrophilic dermatosis of unknown etiology that
affects principally adults of 20-50 years of age. ' It was
first described by Brusting et al. in 1930 in a patient
with ulcerative colitis. PG is idiopathic in 25-50% of
cases. In approximately 50% of cases, an association
has been described with systemic diseases such as
Crohn’s disease, monoclonal gammopathies, seropos-
itive arthritis, collagenoses, Behcet’s disease,
Wegener’s granulomatosis and myeloproliferative and
infectious diseases, principally hepatitis and acquired
immunodeficiency syndrome (AIDS). ** Some
patients with PG have abnormalities in cell and
humoral immunity, with an increase in interleukin
(IL) expression, particularly IL-8 and tumor necrosis
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the ulcerative, bullous, vegetative and pustular forms.
The most common variant is the ulcerative form,
which begins with papules or nodules and rapidly
progresses to ulcerated, painful lesions. Inup to 25%
of cases of PG, the appearance of new lesions may
have been triggered by trauma such as insect bites,
intravenous injections or biopsy, a phenomenon
known as pathergy. *’

The present study reports on a case of extensive
PG of difficult diagnosis in which an excellent
response to treatment was achieved with corticoids,
initially associated with clofazimine and dapsone and,
later, with azathioprine.
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Case Report

The patient was a 34 year-old, single female with
an ulcerated lesion on her face that had been present
for a year, extending to the neck and the anterior and
posterior thoracic region. At dermatological examina-
tion, ulcerated lesions with elevated borders and a
base covered with seropurulent material were found
on the face, neck and the upper portion of the anteri-
or and posterior thoracic region (Figure 1). At the time
of physical examination, differential diagnoses includ-
ed PG, atypical mycobacteriosis and vasculitis.

The following supplementary tests were
requested: full blood count, glucose, urea, creatinine,
cholesterol, triglycerides, transaminases, alkaline
phosphatase, gamma GT, uric acid, lactic dehydroge-
nase (LDH) and electrolyte levels, all of which were
found to be within the normal range. Urinalysis was
normal. Sputum smear was negative for acid-fast bacil-
li, chest x-ray was normal and two mycobacterium cul-
tures were negative. VDRL and HIV testing was nega-
tive. Antinuclear factor (ANF), anti-double-stranded
DNA antibodies, and C-reactive protein were also neg-
ative. Histology showed an edema in the papillary der-
mis with perivascular, lymphohistiocytic inflammatory
infiltrate and neutrophilic polymorphonuclear leuko-
cytes extending into the hypodermis (Figure 2). Wade
and Grocott stains showed no parasitic structures.

FIGURE 1 (A, B, C, D): Ulcerated lesions with raised borders and a
base covered with seropurulent material, situated on the face, neck
and upper anterior and posterior thoracic region
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In view of the clinicopathological correlation
and the exclusion of other diagnostic hypotheses,
immunosuppressive therapy for PG was implemented.
Initially, pulse therapy with intravenous methylpred-
nisolone at a dose of 500 mg/day was used for three
days, followed by 100 mg of prednisone orally, result-
ing in progressive regression of the lesions. In the ini-
tial phase, 100 mg/day of dapsone and 100 mg/day of
clofazimine were associated. Later, these drugs were
substituted by oral azathioprine at a total dose of 50
mg/day. During treatment, the patient developed an
ulcerated lesion on the lower third of her left leg
(Figures 3A and 3B), which healed completely follow-
ing therapy (Figure 3C).

The patient has been in follow-up for PG as an
outpatient for the past eighteen months, with com-
plete remission of all the lesions. She is currently in
use of prednisone at a dose of 20 mg/day and oral aza-
thioprine at a dose of 50 mg/day. She has severe scar-
ring with fibrotic strands, atrophy (Figures 4A, 4B and
4C) and ectropion in the lower left palpebral region
(Figure 5).

Discussion
In cases of PG, the clinical and pathological
findings and the evolution of the lesions are impor-

. il
FIGURE 2 (A, B): Hematoxylin-eosin staining, magnification 200x.
Edema in the papillary dermis with perivascular, lymphohistiocytic
inflammatory infiltrate and neutrophilic polymorphonuclear

leukocytes, extending into the hypodermis
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tant factors in reaching a diagnosis of the disease;
however, the basis of a diagnosis of PG is the exclu-
sion of other diseases, principally infectious and
autoimmune diseases, neoplasias and even self-inflict-
ed skin lesions. At histopathology, earlier PG lesions
have a neutrophilic vascular pattern, sometimes with
folliculocentric involvement, whereas more devel-
oped lesions show signs of necrosis and mononuclear
infiltrate. * Although nonspecific, the findings at
histopathology contribute towards eliminating other
differential diagnoses.

FIGURE 4 (A, B): Scarring of the lesions following treatment
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FIGURE 3 (A, B, C):
Ulcerated lesion with rapid
growth on the lower third
of the left leg that devel-
oped following an insect
bite. It healed completely
following treatment

The treatment of choice for PG is oral or intra-
venous corticoids, with pulse therapy in some of the
more severe cases. Cyclosporin, azathioprine, dap-
sone, clofazimine, thalidomide and mofetil mycophe-
nolate have also been used. > Recently, infliximab was
used as an alternative treatment for PG. '° In 2004, Su
et al." proposed a set of primary and secondary diag-
nostic criteria for PG. The primary criteria included:
the presence of a painful skin ulcer with regular bor-
ders and rapid progression, together with the exclu-
sion of other causes of skin ulceration. Secondary cri-
teria consisted of: a history suggestive of pathergy or
the presence of cribriform scarring; an association
with systemic diseases (inflammatory bowel disease,
arthritis, IgA monoclonal gammopathy or neoplasia);
a finding of sterile dermal neutrophilia and/or mixed

FIGURE 5: Cicatricial
ectropion
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inflammatory infiltrate and/or lymphocytic vasculitis
at histopathology and a rapid response to systemic
corticotherapy. The presence of the two primary cri-
teria plus one of the secondary criteria establishes a
diagnosis of PG.

Although the etiology of PG is not yet complete-
ly understood, many investigators refer to an associa-
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