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1. Case description
A 28-year-old Caucasian female presented with a two-month history
of low-grade fevers, abdominal cramps, occasional bloody stools, weight
loss, high C-reactive protein (234 mg/L), and with a newly-onset painful
bullous skin change on the right hand (Fig. 1A). Her prior medical his
tory included inflammatory bowel disease (IBD) successfully managed
with peroral mesalazine. At the current admission, broad spectrum an
tibiotics (meropenem and vancomycine) were empirically started;
however, the fever persisted, the blood and stool cultures were repeat
edly negative, as was the skin swab. Furthermore, after three days, the
skin change progressed to a wide necrosis (Fig. 1B). Rheumatoid factor,
anti–citrullinated protein-, anti-double stranded deoxyribonucleic acid-,
and extractable nuclear antigen antibodies were negative, as were the
perinuclear antineutrophil cytoplasmic antibodies. Gastrointestinal
endoscopy revealed numerous aphthous ulcerations of the stomach,
multiple deep longitudinal and stellate-shaped ulcerations of the colon,
“cobblestone” appearance of the sigmoid colon (Fig. 1C), and several
pseudopolyps in the colon. Jejunal edema and stenosis were visualised
on computerized tomography of the abdomen. The biopsy of the
involved skin demonstrated neutrophilic inflammation. What is the
diagnosis?

Extraintestinal complications occur frequently in IBD and mostly
affect the skin, joints, eyes, bones, kidneys, and liver. In these patients,
systemic immunosuppression with anti-tumor necrosis factor-α (TNF-α)
antibodies may be particularly beneficial [2]. Interestingly, anti-TNF-α
antibodies, such as infliximab, have shown promising activity in the
treatment of PG, irrespective of whether or not the patients had coex
istent IBD [1,3]. Similarly, the patient presented here was ultimately
diagnosed with PG secondary to Crohn’s disease relapse and was suc
cessfully treated with methylprednisolone (1 mg/kg) and infliximab
(5mg/kg administered at 0, 2 and 6 weeks). More specifically, after two
months of treatment, the bloody stools had stopped, the patients’ skin
had healed, and the C-reactive protein returned within the reference
range. This case, therefore, stands to remind the clinicians about PG, its
differential diagnosis, and treatment considerations.
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2. Discussion
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Pyoderma gangrenosum (PG) is an uncommon neutrophilic skin
disorder that typically manifests as rapidly evolving painful skin ulcers.
It has several clinical variants (bullous, ulcerative, pustular, vegetative,
peristomal and perioperative) and is usually associated with IBD, he
matological neoplasms, connective tissue disorders, and postoperative
complications [1]. Due to its autoinflammatory nature, steroids, cyclo
sporine, azathioprine, and dapsone are considered to be the mainstay of
PG treatment, especially when PG is “idiopathic”. Conversely, when the
underlying disorder is identified, disease-specific treatment must be
promptly initiated [1].
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Fig. 1. A) Painful bullous skin change on the right hand, B) Large necrosis of the skin on the hand, C) “Cobblestone” appearance of the sigmoid colon.
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