CASE REPORT

v

Synchronous pyoderma gangrenosum and inflammatory

bowel disease, healing after total proctocolectomy
Pioderma gangrenoso associado a doenca inflamatoria intestinal, com
resolucao apo6s proctocolectomia total

Pedro Andrade’ Maria Manuel Brites’
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Abstract: We present a female patient observed with painful violaceous plaques with central bullae and
pustules on the lower limbs, rapidly transformed into ulcers, associated with bloody diarrhea, recurrent
oral erosions and hyperthermia in the previous 3 months. Cutaneous biopsy was consistent with pyoder-
ma gangrenosum, and intestinal diagnostic procedures revealed a non-classifiable inflammatory bowel
disease with high x-ANCA titers. Soon after admission the patient was submitted to total proctocolectomy
following colonic perforation. Complete ulcer healing occurred three months after surgery, without recur-
rence. Pyoderma gangrenosum is a rare dermatosis frequently associated with inflammatory bowel disea-
se. This case is particularly interesting for the synchronic clinical presentation of cutaneous and intestinal
diseases, but also for the prompt regression of the former after total proctocolectomy.
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Resumo: Apresentamos uma paciente do sexo feminino observada com multiplas placas violaceas dolo-
rosas dos membros inferiores, com bolhas e pustulas evoluindo rapidamente para lesdes ulceradas, sur-
gindo no contexto de diarreia sanguinolenta, erosoes orais recorrentes e febre com trés meses de evolu-
¢20. A bidpsia cutanea foi compativel com pioderma gangrenoso; o estudo complementar revelou doen-
ca inflamatdria intestinal inclassificivel com titulos elevados de x-ANCA. Ap6s perfuracao coélica, a doente
foi submetida a proctocolectomia total, com rdpida cicatrizacdo das lesoes cutineas ulceradas em trés
meses, sem recorréncia. O pioderma gangrenoso ¢ uma dermatose rara frequentemente associada a doen-
ca inflamatéria intestinal. E interessante verificar neste caso a apresentacio clinica sincrénica das doencas
cutanea e intestinal, bem como a rapida resolucao da primeira ap6s proctocolectomia total.
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INTRODUCTION

Pyoderma gangrenosum is a rare neutrophilic
dermatosis of unclear etiopathogenesis which is fre-
quently associated with systemic disease, particularly
inflammatory bowel disease, myeloproliferative disor-
ders or malignancy."**Its course and prognosis are high-
ly unpredictable, as many different topical and systemic
treatments have been proposed, with variable results. "*

CASE REPORT

We present a 67-year-old female patient obser-
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ved with multiple painful violaceous plaques with
central flaccid bullae and pustules on distal lower
limbs, rapidly transforming into deep ulcers with
infiltrated erythemato-violaceous undermined bor-
ders and centrifugal progression (Figures 1 and 2).
This patient reported recurrent mucous bloody
diarrhea, diffuse abdominal pain, painful oral ulcers,
hyperthermia, asthenia, anorexia and significant
weight loss in the previous three months, of unk-
nown nature. Histopathologic skin examination
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FIGURE 1: Multiple painful violaceous plaques with bullae and
pustules on the dorsum of the right foot

revealed an intra-epidermic pustule surrounded by a
dense neutrophilic dermal infiltrate, without eviden-
ces of vasculopathy, supporting the clinical diagnosis
of pyoderma gangrenosum (Figures 3 and 4). Apart
from high erythrocyte sedimentation rate (83mm,1"
hour), C-reactive protein (190mg/l) and leukocytosis
(WBC 13.400x10°/L) with neutrophilia (83,2%), high
titers of serum antineutrophil cytoplasmic antibodies
(x-ANCA) were also detected. HIV infection was
excluded by ELISA serology. Subtotal colonoscopy
showed severe rectocolitis with extensive mucosal
ulceration, clinically and histologically consistent
with unspecific inflammatory bowel disease. No
other significant analytical changes were detected,
including microbiologic analysis of faecal samples
and serum anti-Saccharomyces cerevisiae antibo-

FIGURE 2: Painful deep ulcers with undermined violaceous
borders and centrifugal progression
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FIGURE 3: Large intraepidermic pustule and dense karyoclastic
neutrophilic dermal infiltrate without vasculitis consistent with
pyoderma gangrenosum, revealed by histopathologic analysis of
the skin (H&E, 40x)

dies (ASCA). Cytomegalovirus (CMV) infection was
excluded by negative serology and colonic histologi-
cal analysis. Additionally, esophagogastroduodenos-
copy did not reveal upper gastrointestinal lesions.
Treatment with oral mesalazin, ciprofloxacin, metro-
nidazol and methylprednisolone (1mg/kg) was per-
formed for 10 days, with no significant improvement
of both intestinal and cutaneous diseases. In this
context, a second diagnostic colonoscopy was per-
formed, resulting in colonic perforation with perito-
neal abscedation. Therefore, the patient was submit-
ted to emergency left colectomy, and later to total
proctocolectomy due to early postsurgical complica-
tions. Colonic macroscopic examination revealed a
continuous transmural chronic inflammation with
multiple deep mucosal ulcers; on histopathologic
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FIGURE 4: Detail of the dense neutrophilic dermal infiltrate
revealed by histopathologic analysis of the skin (H&E, 400x)
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FIGURE 5: Colonic histopathologic analysis, revealing a dense
neutrophilic infiltrate with extensive mucosal ulceration and non-
specific granulation tissue, consistent with non-classifiable
inflammatory bowel disease. No evidences of epithelial granulo-
mas, dysplasia or CMV infection were observed (H&E, 100x)

examination, an extensive neutrophilic inflammatory
infiltrate was observed, with important mucosal ulce-
ration, lacking epithelial granulomas, dysplasia or
nuclear CMV inclusions - in the context of acute peri-
tonitis and lacking specific classification criteria, it
was still not possible to classify the diagnosed inflam-
matory bowel disease (Figure 5).

Oral steroids were suspended immediately after
surgery, and local occlusive topical treatment with clo-
betasol propionate ointment (0.05%) was started.
Complete ulcer healing was observed within three
months after abdominal surgery, and no recurrence
was detected in the following 2 years (Figure 0).
Pathergy phenomena were also not reported.
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FIGURE 6: Complete
ulcer healing three
months after
proctocolectomy

DISCUSSION

The relevance of this case is supported not only
by the synergic evolution of severe pyoderma gangreno-
sum and inflammatory bowel disease, but also by the
prompt regression of the former after proctocolectomy.
The synchronic clinical presentation of both diseases is
particularly interesting, corroborating a clear connec-
tion between them. Although there is some evidence
showing good results in mild cutaneous disease with
topical steroids in monotherapy, in most cases aggressi-
ve medical therapies are required and often insufficient.
"** A good control of the underlying bowel disease is
clearly helpful, and radical intestinal surgical treatment
has been previously described as effective for associated
pyoderma gangrenosum. >

MAILING ADDRESS:

Pedro Andrade

Servico de Dermatologia e Venereologia, Hospitais
da Universidade de Coimbra, EPE

Praceta Mota Pinto

3000-075 Coimbra - Portugal

E-mail: pedro.andrade@portugalmail com

How to cite this article: Andrade P, Brites MM, Figueiredo A. Synchronous Pyoderma Gangrenosum and
Inflammatory Bowel Disease, healing after total proctocolectomy. An Bras Dermatol. 2012;87(4):637-9.

An Bras Dermatol. 2012;87(4):637-9.






