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Abstract

Piodermal gangrenosum (PG) is an uncommon
ulcerative cutaneous dermatosis associated with a
variety of systemic diseases, including inflammatory
bowel disease (IBD), arthritis, leukaemia, hepatitis,
and primary biliary cirrhosis. Other cutaneous
ulceration resembling PG had been described in
literature. There has been neither laboratory finding
nor histological feature diagnostic of PG, and diagnosis
of PG is mainly made based on the exclusion criteria.
We present here a patient, with ulcerative colitis (UC)
who was referred to the emergency section with
a large and rapidly evolving cutaneous ulceration.
Laboratory and microbiological investigation associated
with histological findings of the ulcer specimen allowed
us to exclude autoimmune and systemic diseases as
well as immuno-proliferative disorders. An atypical
presentation of PG with UC was diagnosed. Pulse
boluses of i.v. methyl-prednisolone were started, and
after tapering steroids, complete resolution of the skin
lesion was achieved in 3 wk. The unusual rapid healing
of the skin ulceration with steroid mono-therapy and
the atypical cutaneous presentation in this patient as
well as the risk of misdiagnosis of PG in the clinical
practice were discussed.
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INTRODUCTION

Piodermal gangrenosum (PG) is an uncommon ulcera-
tive cutaneous dermatosis associated with a variety
of systemic conditions including inflammatory bowel
disease (IBD), arthritis, haematological malignancies,
paraproteinemia and hepatitis' 7. Many other cutaneous
ulcerations resembling PG have been described in
literature! ', There has been neither laboratory finding
nor histological feature diagnostic of PG, and diagnosis
of PG is mainly established by exclusion criteria. We
described here a patient with ulcerative colitis (UC) who
manifested atypical presentation of PG. After diagnosis,
a rapid healing of the large and painful skin ulceration
was obtained by high doses of i.v. steroid therapy.

CASE REPORT

An 82-year-old man was referred to the emergency
section with a round painful cutancous ulcer of 15 cm
in diameter in the left mammary region. The edges
were undermined and presented with granulated tissues,
crusts, and purulent exudates (Figure 1A). One month
before a lesion appeared in the same skin area presenting
as a small red plaque with surrounding erythema. This
was supposed to be a consequence of a mosquito
bite according to his family doctor. The lesion rapidly
progressed to a wider and painful cutaneous ulceration
over the past month. Antimicrobial treatment with
amoxicillin and ciprofloxacin was totally ineffective and
the patient required paracetamol and codeine every 6 h
for pain relief.

The patient was admitted to our hospital 3 years
before due to rectal bleeding and anaemia. UC was
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Figure 1 A: Patient with chronic ulcerative colitis presenting a round and
painful cutaneous ulcer of 15 cm in diameter in the left mammary region. The
edges were undermined. Granulated tissue, crusts, and purulent exudates
are evident; B: Resolution of the skin lesion after 20 d of methylprednisolone
therapy.

diagnosed. Therefore, the patient received prednisone
and mesalazine therapy (10 mg/d and 800 mg thrice/d,
respectively). Prednisone was tapered and stopped after
3 mo, whereas mesalazine administration was continued.

On examination, the patient presented with mild
hyperthermia (37.5-38°C). He complained of 3-5 daily
episodes of diarrhoea but without rectal bleeding, No
lymphadenopathy was observed. The lesion was very
painful. A swab and microbiological examination of
the specimen from the ulcer was negative for bacteria
and fungi. Routine laboratory investigations revealed
white cell count of 13.8 X 10°/L with neutrophilia. The
erythrocyte sedimentation rate was 32 mm/h. Liver
and kidney function tests, immunoglobulin, protein
electrophoresis, anticoagulation panel were normal.
Venereal Disease Research Laboratory (VDRL) test,
HIV test, anti-neutrophilic cytoplasmic, antinuclear and
anti-DNA antibodies, theumatoid factor, LE test, wetre
all negative, and cryoglobulins were absent.

Chest X-ray, venous and arterial functional studies
were normal. A skin biopsy of the lesion was performed
under local anaesthesia. Histological analysis showed
focal necrotizing flogosis associated with ulceration
and peripheral lymphocytic and neutrophilic infiltration
extending through the dermis and subcutaneous tissue;
extravascular red blood cell infiltration was also present.

Necrotizing vasculitis was not observed and the
histological changes were consistent with pioderma
gangrenosum. Methylprednisolone pulse boluses
(500 mg/d for 3 d) were given i.v. Steroid was reduced
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to 80 mg/d and then tapered to 20 mg/d for 3 wk. The
patient healed from skin lesion 20 d after beginning of
steroid therapy (Figure 1B).

DISCUSSION

Brunsting e a/' in 1930 first described five patients
with rapidly progressive and painful suppurative skin
ulceration with necrotic and undermined borders that
were called PG. This lesion is a neutrophilic dermatosis
associated with a variety of systemic diseases, such
as paraproteinemia, arthritis, and myeloproliferative
diseases, and IBD. In about 50% of the cases, UC is the
underlying condition and PG may parallel the severity
of the disease!"”"”. The pathogenesis of PG is poorly
understood and over-expression of interleukin (IL)-8
and IL-16 has been reported, suggesting an over-reactive
inflammatory response to a traumatic process. Although
the lesion can occur in any surface it is more common
on the legs in perineal, vulvar, penile and neck region.
Atypical presentations ate considered on the arms or in
the chest. Weenig ¢/ al” reported two cases of livedoid
vasculopathy, a rare thrombo-occlusive disease of post-
capillary venules, which may occur with cutaneous
ulcers of the legs characterized by a very similar
macroscopic and histological pattern. These lesions may
be confused with PG. However, livedoid vasculopathy
is not responsive to steroid therapy. Therefore, PG
is an excluded diagnosis on the basis of laboratory
findings and histology, associated with a high rate of
clinical suspicion. The good and rapid clinical responses
to steroids associated with other immunosuppressive
therapy such as cyclosporine, azathioprine and
cyclophosphamide atre also important “ex-adinvantibus”
criteria.

Patients with vasculitis associated with or not
associated with cryoglobulinemia or those with
antiphospholipid-antibody syndrome, and those with
Wegener granulomatosis and polyartrite nodosa, may
present lesions resembling PGP**”" These lesions
may be misdiagnosed with PG due to initial response
to steroid therapy, but without evidence of complete
healing. The clinical pattern of a patient with very
painful skin lesion, suffering from IBD should raise
the suspicion of PG; however laboratory findings and
functional and radiologic analysis to rule out other
systemic disease are mandatory for a correct diagnosis.

Other rare malignant lesions, such as lymphoma,
leukaemia cutis and Langherans cell histiocytosis can
be ruled out according to the histological studies of the
specimen.

PG is a diagnosis of exclusion and its misdiagnosis
can result in serious clinical consequences.

The chronic UC in our patient based on the
exclusion criteria, convinced us to start therapy with a
high dose of corticosteroid. The rapid healing of such
a large skin lesion is unusual. Some patients refractory
to steroid treatment can benefit from the combination
of steroid with cyclosporine!*"”. At the moment, our
patient is disease free at 12 mo after diagnosis without
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clinical symptoms related to UC under a maintenance

therapy of 7.5 mg/d prednisone.
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