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Pyoderma gangrenosum: a rare disease with a rare
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Abstract

Pyoderma gangrenosum (PG) is a rare neutrophilic inflammatory disease, characterized by necrotizing
and painful ulcers of unknown cause, that it is often misinterpreted. PG is usually idiopathic and includes
dysregulation of the autoimmune system and frequently has an association with other systemic diseases
(inflammatory bowel disease, rheumatological, hematological disease or malignancy). The most common
localization is on the lower legs, mainly in the pretibial area. We describe a case of Pyoderma gangrenosum in
a 43 year-old female patient with erythemato-edematous big plague, covered with sphacelous, yellow-green
pus, localized on the left inguinal area and pubic area, which is a rare localization of this disease.
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Introduction

Pyoderma gangrenosum (PG) is an
uncommon neutrophilic inflammatory disease,
with low incidence in medical practice and
usually idiopathic. This dermatosis s
characterized by an infiltration with neutrophils
in the dermis and secondary tissue destruction
[1]. It was first described by Louis Brocq in
1916 as “phagédénisme géométrique”, to
highlight the geometrical pattern of the ridge
and the rapidly extensive ulcerative necrotic
lesion [2], and later the term PG was
introduced in 1930 by Brunsting et al [3]. The
incidence of PG is estimated to be 3 to 10
patients per million population per year [4]

Received: November 2016; Accepted after review:
November 2016; Published: December 2016.

*Corresponding author:  Prof. Laura Gheuca-
Solovastru, MD, PhD, Department of Dermatology, “Sf.
Spiridon” Hospital, lasi, “Grigore T. Popa” University of
Medicine and Pharmacy lasi, 16 Universitatii Street,
700115, lasi, Romania.
E-mail: Isolovastrul3@yahoo.com

DOI: 10.22551/2016.13.0304.10083

137

The peak incidence occurs between the
second and fifth decade of life with female
preponderance. The most frequent
occurrences of PG happen in adults, but on
rare occasions it can also affect children [5].
The extension of the initial lesion determined
by repetitive trauma in patients with PG is
defined as pathergy phenomenon. The most
common localization is on the lower legs,
mainly in the pretibial area. It can also occur
on other sites of the body such as breasts,
hands, trunk, head and neck, and peristomal
skin [5]. Five clinical variants are currently
recognized: classic (ulcerative), bullous,
pustular, vegetative, and peristomal types [6].
PG presents the pathergy phenomenon in
approximately 20% of cases, in which injury of
the skin often initiates a new lesion or
intensifies a preexisting one [7].

In 50% to 70% of cases are associated
with a variety of systemic pathology that can

occur before, concomitantly, or after the
diagnosis of PG. The most common
associated diseases are solid organ
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malignancies [7], inflammatory bowel disease
(ulcerative  colitis, diverticulosis, Crohn’s
disease) [8], seropositive or seronegative
arthritis [9], paraproteinemia (particularly IgA)
[9], and hematological diseases (myelogenous
leukemia, hairy cell leukemia, myelofibrosis,
and monoclonal gammopathy) [10]. PG has
been reported in association with other
neutrophilic dermatosis, such as Behcet’s
disease, subcorneal pustular dermatosis,
Sweet's syndrome (acute febrile neutrophilic
dermatosis), and erythema elevatum diutinum
[10].

The etiology of PG is unknown and the
pathophysiology poorly understood [1, 10], but
the main hypothesis is that of a neutrophilic
dysfunction which is suggested by the
aberrant neutrophil chemotaxis and
inconsistencies in phagocytosis. The
overexpression of IL-8, IL-17, tumor necrosis
factor-alfa, chemokines 1, 2, 3, and 16, and
matrix metalloproteinase 2 and 9 [10],
suggests that PG represents a hyperreactive
response to inflammatory, neoplastic or
traumatic process in susceptible persons.

Pain is the major symptom responsible for
reduction in the quality of life and morbidity
[10]. Skin biopsy samples taken from the
necrotic, undermined ulcer border of PG
reveal mixed cellular inflammation with the
predominance of neutrophils [11]. Clinically,
the lesion typically starts as a tender nodule,
plaque or sterile pustule that enlarges and
erodes, over a course of days, into a sharply
edged ulcer with undermined, violaceous
borders and erythema [11]. PG continues to
be a diagnosis of exclusion [11], which can
often lead to misdiagnosis.

The variousness of systemic therapy used
to treat pyoderma gangrenosum shows the
difficulty of managing this disorder and the
lack of uniform responses to treatment by the
patients. Systemic steroids were by far the
most commonly prescribed treatment [12].

The long-term prognosis of PG for most
patients is good, especially in those who have
no other underlying associated disease [13].
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Case report

We hereby present the case of a 43 year-
old Caucasian female patient with an
inflammatory painful nodule, about 0.5/1 cm
diameter, which expressed a purulent
discharge at pressure, observed by the patient
three weeks before admission in Dermatology
Clinic, “Sf. Spiridon” Hospital, lasi.

Repeated trauma to the lesion led to its
extension, to the occurrence of an
erythematous and edematous big plaque with
pustules on the surface, intensely painful, so
the patient went to a surgical department in
the territory.

A surgery consultation was initiated for
debridement of necrotic wound areas. After
extensive surgical debridement, the wound
permanently enlarge, so the diagnosis of
pyoderma gangrenosum was suspected.
Cultures were sterile for bacteria and fungi.

The patient was admitted to our
Dermatology  Clinic  where the  skin
examination revealed erythemato-edematous
big plaque, uneven margins, 20/15 cm in
diameter, 2 cm depth, covered with
sphacelous, debris, yellow-green pus,
localized on the left inguinal area and pubic
area (Figure 1). The only symptom described
by the patient was pain.

Paraclinical investigations (complete blood
count, inflammatory markers, biochemical
investigations, serum glucose, liver and renal
function tests) were in normal parameters.
Bacterial and fungal cultures were negative for
infection. Clinical and laboratory investigations
revealed no associated pathologies.

Pathologic examination of the punch
biopsy taken from right ulcer border revealed
ulceration in the thickness of dermis (Figure
2), vascular dilatation and perivascular
lymphocytes (Figure 3), and massive
polymorphous dermal inflammatory infiltrate
(Figure 4).
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Fig. 1. Clinical aspect of the lesion at admission in Dermatology Clinic, localized on the left inguinal area and
pubic area

Fig. 2. Biopsy showing ulceration in the thickness of dermis (HE, x40)
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Fig. 4. Histopathology of the skin lesion. Lesion showing massive polymorphous dermal inflammatory infiltrate
(HE, x100)
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The clinical course of the lesion, its
morphology, and the histopathological findings
suggested a diagnosis of PG. This rare
neutrophilic dermatosis was confirmed and the
patient was commenced on concomitant
therapy with pulsed intravenous
dexamethasone (2 vials per day, 1 vial=2
mL=8 mg dexamethasone sodium phosphate),
oral prednisone (1 mg/kg per day), topical
fusidic acid and betamethasone and systemic
antibiotherapy (intravenous colistine), resulting
in rapid improvement in skin conditions (Figure
5).

We chose to administrate a combination of
intravenous  dexamethasone and  oral

prednisone due to the severity of the lesion,
and colistine for its role in the prevention of
nosocomial infection due to repeated surgical

debridement and the immunosuppression
induced by the corticosteroid treatment.

The edema and induration surrounding the
lesion had disappeared and the ulcer had
begun to close. The lesion was rapidly healing,
with a cribriform atrophic scar, after one month
of treatment (Figure 6).

In evolution, the patient had a relapse, 6
months later. The new lesion was located in
the right armpit. This time, the patient was
quickly diagnosed, and the skin lesions had a
favorable response receiving concomitant
therapy with pulsed intravenous
dexamethasone (2 vials per day, 1 vial=2
mL=8 mg dexamethasone sodium phosphate),
oral prednisone (1 mg/kg per day), topical
fusidic acid and betamethasone and systemic
antibiotherapy (intravenous colistine).

Fig. 5. The clinical aspect of the lesion, two weeks later
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Fig. 6. Rapid evolution, to the healing of the ulceration, with re-epithelization and scarring, one month later

Discussions

Pyoderma gangrenosum (PG) is a rare
skin disorder that may arise spontaneously, or
following repeated trauma on the lesion or
cutaneous injury. The underlying cause of
pathergy is considered to be the increased
activity of polymorphonuclear leukocytes.

Differential diagnosis of PG includes
infections (abscess) [14].

Despite the significant advances in the
therapeutic management, pyoderma
gangrenosum remains a potentially lethal
disease with elevated levels of morbidity and
mortality (the risk of death was shown to be
three times higher than the general
population). Due to this, long-term and regular
follow-ups are requested of these patients for
the rest of their life in order to evaluate the
development of myeloproliferative disorders
[15].
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The social and personal-life of patients
who are diagnosed with PG are mainly
influenced in a negative way which is why a
multidisciplinary care is required.

The particularities of our case report
consist in the rarity of this disease, atypical
localization (pubic area), idiopathic lesion and
the delay of the diagnosis.

Conclusions

Pyoderma gangrenosum is a disease with
an incompletely elucidated etiology,
underdiagnosed, which requires anatomical
and pathological confirmation and must be
taken into discussion in cases of ulceration
with sudden onset, without clues of possible
etiology.

PG’s diagnosis is difficult, particularly for
doctors from other specialties who rarely
recognize this entity, but also for
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dermatologists, as there is no pathognomonic
sign, clinical or histological feature.

The patient must be followed up, because
of the frequent association with important
systemic diseases.

This case highlights the importance of a
thorough history and systems review of all
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