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CASE REPORT

Abstract

Pyoderma gangrenosum (PG) represents a rare
inflammatory, neutrophilic dermatosis, characterized by an
non-infectious ulcer. This disease is quite rare. The clinical
aspect of this neutrophilic dermatosis is often characteristic:
erythematous ulcer that progresses to necrotic/blistered ulcer
with an erythematous/violaceus, undermined border. Several
forms of PG exist. It is always important to investigate the
patient for a possible associated disease.

We present a case of a 25 years old man, who presented in
our clinical with multiple ulcerations, erythematous-violaceus,
located on left leg, in evolution for 5 months. After complete
evaluation of our patient, and skin biopsy with
histopathological examination, we established the final
diagnosis: PG. Evolution of the skin disease varied, with
multiple episodes of exacerbation and improvement.

Management of PG may sometimes be difficult. However,
studies show multiple studies with good results, so it is
important to initiate the right one. Due to its unpredictable
evolution, periodic follow-up should be performed.
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I. INTRODUCTION

Pyoderma gangrenosum (PG) represents a rare
inflammatory, neutrophilic dermatosis, characterized by an
non-infectious ulcer. The ulceration is erythematous and, after
a while, turns into a necrotic ulcer. Other characteristics
include undermined, erythematous/violaceus edge and the
patergy phenomenon [1].

As for epidemiology, PG is a quite rare dermatologic
disease. It affects 3-10 cases/million/year [2]. The most
common age is 40-60 years old, although this pathology may
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develop at any age, even children [3-5]. Women are more
frequently affected, in up to 76% of cases [6].

The clinical aspect of this neutrophilic dermatosis is often
characteristic:  erythematous ulcer that progresses to
necrotic/blistered ulcer with an erythematous/violaceus,
undermined border. It might be associated with fever. This one
represents the classical form of PG [7].

Another form is bullous PG. The main lesions are vesicles
and bullae, that coalesce and form big lesions. These are
usually located on arms. It is usually associated with
malignances (70% of cases), and histopathological resembles
in Sweet’s syndrome [8].

In granulomatous superficial PG, the lesions are verrucous
and ulcerative, and the evolution us good [9].

Pustular PG is associated with ulcerative recto-colitis or
Crohn’s disease. The main lesion is a pustule, on erythematous
background [10]. Another form of PG related to bowel
inflammatory diseases is peristomal PG: it appears
months/decades after placement of stoma. Also, trauma may
be a trigger [11].

Postoperative PG develops after a surgery. It usually starts
with pain and erythema, and lately, ulcerations develop [12].

Malignant PG is usually located on head, neck and upper
torso. The undermined violaceus border is not present, and no
other pathologies are associated [13].

Pathogenesis of PG is still unclear. Specialty literature
refers to some theories. First, it seems that neutrophil
disfunction is key of etiology: neutrophils are present in
lesions; the response to anti-neutrophilic agents, such as
dapsone, supports this theory [14]. Frequent association
between PG and other inflammatory diseases suggests the
importance of systemic inflammation. Often, there have been
reported increased IL-8 and IL-23. Because therapy with anti-
TNF-a is benefit, the role of TNF-a have also been mentioned
[15-17]. As in most autoimmune diseases, genetic factors



seem to play an important role. For example, in PAPA
syndrome, which consists in PG, acne and pyogenic sterile
arthritis, authors reported a mutation in PSTPIP1/CD2BPI
gene, located on chromosome 15q. Also, case reports of
familial PG exist [18-20].

II. CASE REPORT

We present a case of a 25 years old man, who presented in
our clinical with multiple ulcerations, erythematous-violaceus,
located on left leg, in evolution for 5 months.

History of patient revealed Crohn’s disease, diagnosed 2
years ago. This inflammatory bowel disease evolved with
periods of amelioration and exacerbation. The last acute
episode coincided with development of leg ulcers. Our patient
also associated dyslipidemia and hypertension.

Actual medication included: Mesalamine, Atorvastatinum,
Amlodipine.

Clinical examination revealed a normoponderal patient,
cardio-respiratory balanced.

Cutaneous examination indicates multiple coalescing
ulcerations, erythematous-violaceus, covered with whitish
deposits, with undermined and necrotic borders, well-
delimitated, with variable diameter (5/7cm), located on left
leg.

Figure 1- multiple coalescing ulcerations, erythematous-violaceus, covered
with whitish deposits, with undermined and necrotic borders, well-delimitated

We decided to perform series of blood tests: complete
blood count, hepatic function, renal function, glucose and
hypercoagulability studies; there were all normal. However, an
inflammatory syndrome was detected. Antinuclear antibodies
and antineutrophilic cytoplasmic antibodies were negative.

Due to the clinical aspect, history of patient and
paraclinical examinations, we suspected PG. We performed a
skin biopsy, with a histopathological examination, which
revealed: irregular epidermis with infundibular invagination,
epithelial hyperplasia, neutrophilic infiltrates with suppurative
appearance, fibrosis and granulation tissue; PAS coloration -
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without fungal elements. Direct immunofluorescence did not
show any specific findings.
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Figure 2: Neutrophilic infiltrates with suppurative appearance, fibrosis and
granulation tissue

With the help of histopathological examination, we were
able to establish the final diagnosis: PG, classical form, related
to the inflammatory bowel disease.

We also performed a microbiological examination of the
wound, which was negative.

First, we educated the patient about taking care of the
wound, general measures: cleansing with mild antiseptics and
absorptive dressings, such as alginates, because the ulcers
exudates a lot. As we identified in his history the pathergy
phenomenon (an insect bite), we advised him to avoid, as
much as possible, any type of local trauma.

Given the severe evolution, we chose to initiate the therapy
with systemic glucocorticoids, with a dose of prednisolone
0.75mg/kg/day, with progressive decrease. The lesions
improved quickly, also with disappearance of pain in 3 weeks.

Topical treatment included corticosteroids, clobetasol.

After 2 months of good evolution of the disease, PG
relapsed. Our patients returned with wounds that were similar
with the initial ones: large, painful that could not be controlled
and even depression because of the ulceration. This time, we
initiated a short-term treatment with corticosteroids, and we
associated dapsone, 100mg/day. He continued local therapy.

II1. DISCUSSION

Diagnosis of PG may sometimes be challenging, as it may
mimic other pathologies: infections (bacterial, mycobacterial,
fungal, viral, parasitic), Sweet’s syndrome, systemic diseases
(systemic lupus erythematosus, rheumatoid arthritis, Behcet’s
disease, Wegener’s granulomatosis), vascular ulceration
(venous or arterial disease, antiphospholipid syndrome),
malignancy (squamous cell carcinoma, cutaneous lymphoma)
[21].

In order to exclude these pathologies and to establish the
correct one of PG, authors concisely on diagnosis criteria,
during a Delphi consensus:

- Major criteria include: skin biopsy of the wound,
which reveals neutrophilic infiltrate

- Minor criteria include: phenomenon of pathergy;
history of inflammatory arthritis, Crohn’s disease,
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ulcerative colitis; exclusion of infection; personal
history of development of skin lesions, such as
papule, pustule, or vesicle; these lesions quickly
ulcerate, healed ulcers, which heal with scars
(cribriform/wrinkled paper scars), edges with the
characteristics:  erythematous, undermined, and
tenderness; multiple ulcerations, favorable response
to immunosuppressive agents [22, 23].

Management of PG is difficult, due to the unpredictability
of the disease. However, in limited forms of PG, local therapy
may be sufficient. Dermatocorticoids, such as clobetasol
propionate, seems to be efficient, if applied once/twice per
day. On the other hand, if corticosteroids were used for too
long, or contraindications exist, another option are calcineurin
inhibitors: tacrolimus 0.03/0.1 ointment [24-26]. Other studies
demonstrated efficacity of PG with pimecrolimus 1% cream
[27].

As for more extensive disease, it is recommended to
initiate systemic therapy. The improvement of PG was
demonstrated in  several studies: prednisone  (0.5-
1.5mg/kg/day-maximum 60mg/day); 1g/day/1-5days
metilprednisolon. Cyclosporine, in dose of 4-5mg/kg is
another variant of therapy [28, 29].

Second-line therapies include: Infliximab, mycofenolat
mofetil, azathioprine, methotrexate, dapsone, minocycline
[11].

In case of refractory disease, we may opt for: intravenous
immune globulins, cyclophosphamide or chlorambucil [11].

IV. CONCLUSION

In conclusion, PG still remains a challenging disease, due
to its unpredictable evolution. It is essential to establish the
correct diagnosis, as well as search for any possible related
disorders, or etiologies that could lead to PG. On the other
hand, management may be difficult, and periodic follow-up
should be performed.
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