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Letter to the editor 

The case of SLE associated Sneddon- Wilkinson pustular disease successfully and safely treated 

with infliximab. 

 

Sir,  

We are reporting on the case of a patient with a 5-year history of Sneddon-Wilkinson's disease 

(SWD) associated with systemic lupus erythematosus (SLE) who was succesfully treated with 

infliximab.  

SWD is characterised by a superficial, flaccid and aseptic vescico-pustular eruption that mainly 

affects middle-aged women. It can be associated with auto- immune systemic diseases such as 

SLE.(1)  

Current therapeutic approaches to SWD include dapsone, steroids, phototherapy and retinoids. The  

use of antitumor necrosis factor alpha (TNF-α), such as infliximab, is described as a possible rescue 

therapy for nonresponders.(2) 

A 37-year-old woman was referred to our Centre (CMID) in April 2007, with a history of SLE since 

1982. From the time of diagnosis until 1997, she had been treated with steroids and 

immunosuppressant drugs, including azathioprine and methotrexate. In 1997, the patient 

experienced an ischaemic stroke. The concomitant detection of anti-cardiolipin antibo- dies (ACAs) 



and lupus anticoagulant (LAC) sug- gested a diagnosis of antiphospholipid syndrome (APS) 

secondary to SLE. The patient was given war- farin (target INR: 3.0). Because of a concomitant 

increase in levels of antinuclear antibodies (ANA) with homogenous pattern and anti-double strand 

DNA antibodies (dsDNA-Ab) together with the appearance of antineutrophil cytoplasmic 

antibodies with perinuclear pattern and clinical symptoms, including arthralgia, weakness and 

paraesthesia, bolus doses of 500 mg cyclophosphamide were intra- venously infused every other 

week for a cumulative dose of 3 g. In March 2004, because of the difficulty in maintaining the 

therapeutic range of INR and frequent occurring of haemorrhages, warfarin was replaced by low 

doses of aspirin, which are still being administered.  

In January 2002, very itchy cutaneous lesions appeared all over the body just sparing face. No 

systemic symptoms were present, and laboratory tests, including dsDNA-Ab, ACAs and LAC were 

normal or negative. Histologically, the lesions were charac- terised by subcorneal neutrophil 

infiltration with negative direct immunofluorescence. A diagnosis of SWD was made.(1) 

Over the following years, the patient was treated with dapsone (50 mg/day), steroids (prednisone 25 

mg/day), retinoids (30 mg/day) and hydroxychlor- oquine (400 mg/day), with only partial and 

transitory control of the cutaneous manifestations, but multiple (and sometimes severe) adverse 

effects, such as haemolytic anaemia secondary to dapsone therapy. Mycophenolate mofetil, 

cyclosporine and colchicine were also used, but no improvement was observed. Phototherapy was 

not recommended by the dermatologists because of the potential risk of inducing SLE flare.(3) 

In April 2007, due to the severity of the cutaneous lesions, the patient agreed to begin a rescue 

therapy. At that time, despite continuing administration of prednisone (25 mg/day) and azathioprine 

(100 mg/ day), a SLEDAI score of 5 was determined.  

On the basis of the implications of proinflammatory cytokines, especially TNF-α, in SWD,4 

infliximab was administered intravenously, at 5 mg/kg, at weeks 0, 2, 6, 14 and 22, and then every 

other month without any adverse effects. Of interest, within 24 h after the first infusion of 

infliximab the patient's overall condition improved dramatically and the pustules disappeared. 

Prednisone was tapered until a final dose of 5 mg/day and azathioprine until 50 mg/day within 3 

months. No other drugs were administered.  

Six months after beginning infliximab, the disease remains in remission except for mild blister 

pousses on the lower limbs (Figure 1). Noteworthy, no lupus flares were observed, and serological 

findings were not modified by anti-TNF-αantibody therapy.  

Despite the known effects of anti-TNF-α antagonists on antinuclear antibodies titres,(5,6 )ANA 

levels, which were positive at a low titre at the beginning of therapy, did not increase during the 

following 6 months, whereas dsDNA-Ab levels, which were negative at the beginning, remained 

negative after 6 months. Of interest, SLEDAI score was improved, and after 6 months of therapy it 

was as low as 1.  

The Pubmed index reports two cases of SWD successfully treated with infliximab.(7,8 )Etanercept 

was also found to be effective for this rare form of dermatosis.(9) All these patients presented with 

idio- pathic, non-SLE-associated disease and showed prompt reversal of skin lesions. 

 



Our patient is unique in that she represents the first reported case of an SWD associated with 

systemic lupus erythematosus, a condition which makes questionable the therapeutic option of anti 

TNF-α. Our patient was made aware of the potential risk of an immune exacerbation. However, the 

breadth of the skin lesions and the lack of success with standard ther- apies made her agree to start 

with such a rescue therapy. Infliximab was effective at keeping the pustular manifestations under 

control in this patient without affecting the ANA and dsDNA-Ab titre at least dur- ing the 6 months 

of follow-up. Moreover, the SLE- DAI score documented some effects on decreasing lupus disease 

activity, as described.(6) 

The use of infliximab as rescue therapy in this case suggests that this innovative drug can be 

effective, at least in unusual cases of SLE. 
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