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Abstract

Up to 40% of patients with inflammatory bowel disease (IBD) develop an extraintestinal manifestation of
the disease with the skin being the most commonly involved organ. Pyoderma gangrenosum (PG), an
autoinflammatory non-infectious neutrophilic dermatosis, occurs in 1-2% of patients with IBD. PG can
follow a course independent to that of the bowel disease, however, most reported cases describe PG
occurring in patients with an established diagnosis of IBD. We present a case of a young patient who
presented with axillary skin ulceration, which was subsequently diagnosed as PG. On further investigation
for a possible underlying cause, she was found to have Crohn’s disease. She had not developed any
preceding change in her bowels and did not have abdominal pain; the IBD was diagnosed on endoscopic
findings. This case is also unusual for the distribution of the PG lesions that typically occur in the lower
limbs.
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Introduction

Extraintestinal manifestations (EIMs) occur in up to 50% of patients with inflammatory bowel disease
(IBD). They can affect practically any body system, from the eyes to the skeletal system, and have a
significant impact on the number of symptoms experienced by patients. The majority of EIMs have a
direct connection to an ongoing intestinal flare. This comprises episcleritis, erythema nodosum (EN),
pauciarticular arthritis, and aphthous ulcers. Other EIMs, such as uveitis and ankylosing spondylitis (AS),
are unrelated to intestinal disease activity.[4]

Our case reports a pyoderma gangrenosum that coincided with Ano perineal manifestations revealing
Crohn's disease in a misdiagnosed patient.

Case presentation

During a follow-up consultation, a 24-year-old patient, who had been treated in our department for a year
for UC discovered following severe acute colitis during pregnancy and initially put on 5-ASA with very
good clinical improvement, presented with painful skin lesions that had been evolving for 1 week, as well
as proctalgia and purulent anal emissions.

A proctological examination revealed a large anal fissure, with edematous detached edges and a major
inflammatory component. We also noted the presence of an anal fistula at 10 o'clock, surmounted by an
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intraductal bud with intermittent pus emission.

Meticulous mucocutaneous examination revealed several lesions in the form of necrotic ulcers, with well-
defined, purplish hypertrophic margins. The surrounding skin tissue is erythematous, infiltrated and
indurated.

Figure 1 Necrotic ulcer on the leg

Figure 2 Necrotic ulcers on the upper-external quandrant of the right buttock

The largest is located on the anterior aspect of the left leg, measuring 6 cm in diameter.(Figure 1) The rest
of the lesions are located on the upper-external quadrant of the right buttock (Figure 2 ).

Iniatial blood tests revealed a microcytic anaemia (haemoglobin 9.5 g/dL), hypoalbuminemia (21 g/L) and
a high C reactive protein (166 mg/L). Her renal and liver function tests were normal.

A skin biopsy was performed on the leg lesion. The diagnosis of UC was changed to Crohn's disease, and
the patient was put on ciprofloxacin and metronidazole to dry out the ano-perineal lesions.
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Anatomopathological results revealed a deep suppurative folliculitis with a dense neutrophilic infiltrate
confirming the diagnosis of pyoderma gangrenosum. (Figure 3)

The indication for systemic and topical corticosteroid therapy has been established. However, with the
patient ongoing active fistula, it was put on hold. The evolution was marked by the drying of the anal
fistula after 5 days and complete healing of the anal fissure.

Figure 4 : A. Ulcerative lesion of the chin B.
ulcerative lesion on caesarean scar C. ulcerative
lesions on the groin D. ulcerative lesion on the
buttock
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During this period, the patient developed further ulcerative lesions on her chin, groin fold, genitals and
buttocks,(figure 4 ) as well as pustules on both ankles and the elbow (Figure6 ) and worsening of existing

lesions.(Figure 5)

Figure S : A. Pustula on the elbow

B. Pustula on the left ankle C. Pustula
on the right ankle

Figure 6 : worsening of lesions on the front of
the leg and buttocks
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Figure 7 : A. Evolution after one month

B. Evolution after two months

We were able to start prednisolone-based corticosteroid therapy at 1 mg/Kg/day with a good improvement
in skin lesions. (Figure 6) The patient was later discharged on corticosteroids and was put on infliximab.
The evolution was marked by healing of the lesion. (Figure 7)

Discussion

Pyoderma gangrenosum (PG) is an ulcerative form of neutrophilic dermatosis of unknown etiology.

The pathophysiological mechanisms of PG remain very hypothetical at present. Nearly half of the cases
involve patients with systemic inflammatory diseases. In 20 to 60% of cases, patients with PG have a
digestive inflammatory disease such as Crohn's disease or ulcerative colitis.[2]In contrast to erythema
nodosum, pyoderma gangrenosum was more common in UC than Crohn's disease with a female
predominance. [3, 10] The colonic location of the disease has been linked to this complication.[6]

The prevalence of PG in chronic inflammatory bowel disease is estimated to be between 0.4 and 2%.[8]
In the majority of cases, pyoderma presented in known IBD patients.[9]PG often presents as an
erythematous lesion centered by a pustule that rapidly evolves into an ulcerated lesion with irregular,
purplish borders. The bottom of the ulcer contains purulent material, sterile in culture.[10]
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The areas most affected are the extensible surfaces of the legs (shins) and areas adjacent to a post-surgical
stoma, but other locations have been reported including the genitalia. [6]

The diagnosis of PG is based primarily on clinical signs, and is supported by a biopsy for histopathological
purposes. The patient's history must be taken in order to detect any underlying disease, and specific
examinations must be carried out on the basis of this history. PG is a diagnosis of exclusion.There are no
laboratory parameters . The histopathology of PG is non-specific and evolves according to the stage of the
lesion. Initial lesions present a deep suppurative folliculitis with a dense neutrophilic infiltrate.[11] There
is no gold standard for the treatment of PG. PG has both a systemic inflammatory component and a wound-
related component, so an effective treatment strategy must address both processes.

PG lesions are painful. Pain management should include judicious use of NSAIDs, opioids, pain specialists
and psychiatric consultants if necessary for patients with chronic pain or depression.[5]

A mix of wound care, topical therapy, and systemic therapy may be used to treat PG. Every lesion requires
specific wound care based on the kind of lesion and level of exudation. It is frequently advised to keep an
area moist to encourage wound healing. Additionally, it's critical to look out for symptoms of overlaid
illnesses.

For localized, moderate disease, topical therapy can be used alone; however, for more severe lesions,
topical therapy can be combined with systemic therapy. Topical treatments such as corticosteroids,
tacrolimus, ciclosporin, 5-aminosalicylic acid, and dapsone have been used with some success.

The literature shows that systemic corticosteroids (prednisone 0.5-1 mg/kg/day, methylprednisolone up to
0.8 mg/kg/day) are effective in a large number of cases and are the first-line systemic treatment.[7]
Biological agents are useful therapeutic options for PG and are frequently used to treat specific associated
pathologies, notably Crohn's disease. Infliximab, an anti-TNFa monoclonal antibody that binds to both
soluble and membrane-bound TNFa, is the only biological agent that has shown efficacy in classic PG.[1]

Conclusion

In summary, extraintestinal symptoms are a common symptom of inflammatory bowel disease (IBD).
Large, painful ulcers are the primary presenting feature of pyoderma gangrenosum; histology is supportive
of the clinical diagnosis. Although the course of pyoderma gangrenosum can differ from that of IBD,
treatment for both diseases entails wound care and immunosuppressive drugs.
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