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Pyoderma Gangrenosum in a Patient With Systemic Lupus 
Erythematosus: Case Report

Amad Hania

Abstract

Pyoderma gangrenosum (PG) is a rare and unusual manifestation 
of systemic lupus erythematosus (SLE). It deserves special mention 
whenever a case of PG is seen in any patient population, due to its 
rarity. It has an unusual association with SLE, with few documented 
cases. A case of a 53-year-old male patient, who had an unusual first 
presentation of SLE in 1995, with mainly hematological and renal 
manifestations of SLE and with a lack of any dermatological or 
musculoskeletal features until 2012 is presented here. The patient 
developed two ulcerating lesions on right leg and was diagnosed 
with PG following biopsy, which was successfully treated with cor-
ticosteroids and appropriate wound management.
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Introduction

Pyoderma gangrenosum (PG) is a rare inflammatory and 
ulcerative disorder of the skin, which is characterized by 
neutrophilic infiltrates on biopsy. The most common pre-
sentation of PG is an inflammatory papule or pustule that 
progresses to a painful ulcer with a violaceous undermined 
border and a purulent base. More than 50% of patients with 
PG have an associated systemic disease, most commonly in-
flammatory bowel disease (14-34%), arthropathies (11-25%) 
and hematologic disease or hematologic malignancy (20%) 
[1]. Systemic lupus erythematosus (SLE) is not a common-
ly recognized associate of PG. PG is diagnosed clinically, 
based on its typical clinical presentation. Diagnosis is helped 

by excluding diseases which share a similar clinical picture 
such as vascular ulcers, pressure sores, trauma and infection, 
as the histopathologic findings of PG are nonspecific. A case 
of a 53-year-old Caucasian male with known SLE, present-
ing with PG is described in this report.

 
Case Report

A 53-year-old Caucasian male patient was diagnosed with 
SLE in 1995, following an episode of right upper quadrant 
pain. Patient was found to have low hemoglobin of 9 g/dL 
(normal 3 - 18 g/dL), a raised bilirubin 40 μmol/L (normal 3 
- 17 μmol/L), low platelets (< 100 × 109/L), raised APTT 50 
s (normal 28 - 38 s), raised creatinine 200 μmol (normal 60 
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Figure 1. Well-defined tender papular lesion on right shin, 
on day 1.
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- 110 μmol), and proteinuria. Further investigations showed 
patient to have positive direct Coombs test, a strongly posi-
tive anti-double stranded DNA of 150 IU/mL normal (< 30.0 
IU/mL) and a positive antiphospholipid and anticardiolipin 
antibody. Patient was subsequently diagnosed with SLE, 
autoimmune hemolytic anemia, antiphospholipid syndrome 
and lupus nephritis. Patient had previously been well, with 
no previous hospital admissions, and was not on any regular 
medications. Patient was treated with aspirin and plaquenil 
and recovered well following a cholecystectomy for chole-
cystitis. Patient subsequently emigrated to Ireland from UK 
a few years following the diagnosis. Patient was started on 

regular low dose steroids (prednisolone 7.5 mg) following 
flare up of autoimmune hemolytic anemia and warfarin fol-
lowing a deep vein thrombosis in 2002.

On December 9, 2012, patient noticed a well-defined ir-
regular papular lesion on right mid shin (Fig. 1). The patient 
attended his GP 2 days later. The lesion failed to resolve with 
oral antibiotics for a presumed infective etiology, and the le-
sion progressed to a painful 2 × 2 cm well-defined ulcerating 
lesion with surrounding erethyma in the following week and 
subsequently referred to Dermatology in St James Hospital. 
A second 1 × 1 cm ulcerating lesion appeared just below the 
first lesion (Fig. 2, 3) a few days later. Both lesions had well-
defined purplish undermined borders and a necrotic base with 
surrounding eretheyma, and there was marked tenderness on 
palpation. There was no history of trauma, no features of 
systemic illness such as cough, shortness of breath, rigors, 
abdominal pain, diarrhea, joint pain, or any other vasculitic 
rash. On examination, patient was afebrile and all vital signs 
were stable. Peripheral pulses were normal on palpation and 
sensations over both lower limbs were normal. Investiga-
tions revealed a hemoglobin of 10 g/dL (normal 3 - 18 g/
dL), white blood cell count 12 × 109/L (normal 4 × 109/L 
- 11 × 109/L), raised CRP 150 mg/L (normal 0 - 10 mg/L) 
and a fasting glucose of 5 mmol/L (normal 3.5 - 5 mmol/L). 
A plain film of right leg was normal. A Doppler ultrasound 
of right leg showed no evidence of venous obstruction. An 
arterial sonography scan showed no evidence of arterial in-
sufficiency. A further immunology screen was carried out 
and patient remained to have a positive anti-double stranded 
DNA. An antineutrophilic cytoplasmic antibody (c ANCA) 
and (p ANCA) was negative. The patient was also found to 
have no evidence of inflammation in OGD and colonoscopy.

A clinical diagnosis of PG was made based on features 
of rapid onset and progression, resistance to treatment with 
antibiotics, and characteristic of lesion (ulcerating, well-de-

   455                                     456

Figure 2. Progression of initial popular lesion to a 2 × 2 cm 
painful ulcerating lesion with surrounding erethyma, and a 
second 1 × 1 cm ulcer just below. Both ulcers have viola-
ceous border and exudative base, on day 15.

Figure 3. Progression of ulcers, with an increasing size of the proximal ulcer from 2 × 2 cm to 3 × 3 cm and with 
increased surrounding eretheyma, on day 15 and day 18 respectively.
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fined purple undermined borders), biopsy that showed neu-
trophilic infiltrates with patches of necrosis of both dermis 
and epidermis. Patient was treated with systemic steroids 
(prednisolone 60 mg) tapering over 6 months, an increase 
in regular dose, and appropriate wound care measures and 
dressings to prevent infection and promote wound healing. 
The limb was frequently evaluated for progress of resolution 
and healed well over the next 6 months without requiring 
any further immunosuppression or surgery.

Discussion
  
PG is a rare ulcerating lesion of unknown etiology. It usu-
ally begins as an inflamed papule or nodule which frequently 
ulcerates. This lesion is characterized by a necrotic or gan-
grenous base, and a raised violaceous undermined edge. PG 
does not have any unique or specific histological features; 
however, it is characterized by epidermal and dermal necro-
sis and neutrophilic infiltrates which can help support the 
diagnosis. It has also been shown to demonstrate pathergy, 
whereby lesions develop at sites of trauma.

There is no pathognomonic histological features for PG. 
In patients initially diagnosed with PG, there has been a re-
ported misdiagnosis rate of up to 10% [2].

Epidemiological features of PG include a worldwide 
distribution affecting mostly the age group of 20 - 50 with 
women being more often affected than men [3]. The general 
incidence has been estimated to be between 3 and 10 per 
million per year [4].

PG is an uncommon cutaneous manifestation of SLE. 
More than 50% of patients with PG have an associated sys-
temic disease, most commonly inflammatory bowel disease 
(14-34%) [3, 5]. However the proportion of patients with 
inflammatory bowel disease who develop PG is small. In a 
cohort study of 2,402 patients with inflammatory bowel dis-
ease, PG was detected in only 0.75% of patients [6].

The reason for the development of the inflammatory 
process that leads to PG is unclear. Neutrophils are promi-
nent in biopsies from PG, and one study found abnormalities 
in neutrophil trafficking in patients with PG [7].

The sterile nature of the disease, with lack of infectious 
process, its often association with other autoinflammatory 
disorders, and its effective clinical response with steroids 
and immunosuppression does point towards an immunologi-
cal etiology.

This case demonstrates the development of PG in a male 
patient who previously had no cutaneous features of SLE. 
The patient had been on regular low dose steroids and still 
developed PG. He was treated with increased steroid dose 
(prednisolone 60 mg) and meticulous wound hygiene and 
dressings, and the ulcers resolved with atrophic scarring 
within 6 months. The patient did not require any further im-
munosuppression or surgical intervention. Wound dressings 

that promote a moist wound environment and do not adhere 
to the wound base are preferred, as they may be beneficial 
for healing [8]. In patients with severe disease the mainstay 
treatment is systemic glucocorticoid therapy. Additional im-
munosuppressants such as cyclosporine can be added for 
those that cannot tolerate high dose steroids. Other immu-
nosuppressants have also been shown to have a role in ex-
tensive disease such as infliximab, which is supported by a 
randomized controlled trial of 30 adults with PG, many of 
whom were concomitantly treated with topical or systemic 
therapy (primarily oral prednisolone). At the start of the trial, 
patients were given either a single 5 mg/kg infusion of in-
fliximab (n = 13) or placebo (n = 17). After 2 weeks, sig-
nificantly more patients in the infliximab group had clinical 
signs of improvement (46% versus 6%) [9].

The role of surgery is controversial in PG due to the pos-
sibility of pathergy. Surgical procedure is avoided in most 
cases. However, surgery may be necessary in a case of PG 
that runs the risk of necrosis and spreading infection. In terms 
of prognosis, studies have shown that with treatment, over 
half the patients with PG achieve remission within 1 year. 
In a series of 86 patients with PG, 68% of patients achieved 
complete remission within 6 months, and 95% were in re-
mission within 3 years [5].

Interestingly, this patient did have a diagnosis of sec-
ondary antiphospholipid syndrome from his SLE. From the 
few documented cases of PG with SLE, the majority had an-
tiphospholipid syndrome, e.g. Schmid et al [10], and it was 
believed that the PG association with SLE was as a result 
from secondary antiphospholipid syndrome as there had 
been an increased association with cutaneous ulcers includ-
ing PG.

However there have also been case reports of PG in an-
tiphospholipid antibody (aPL) negative SLE patients [11].

Many features of this rare disease such as etiology, 
pathogenesis and risk factors remain poorly understood. The 
association between SLE and PG is rare. A recent study by a 
medical analysis website in May 21, 2014 showed that from 
358 people who have PG, three patients (0.84%) have lupus. 
They amount to 0.01% of all the 41,770 people who have lu-
pus [12]. Further study is necessary to validate a relationship 
between SLE and PG.
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