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Discoid lupus erythematosus (DLE) is a common ma-
nifestation of chronic cutaneous lupus erythematosus 
(CCLE). Although there is evidence of beneficial effects 
of topical and systemic glucocorticoids, retinoid and 
chloroquine (1), there is a subgroup of patients for whom 
adequate disease control cannot be achieved and therefore 
there is an ongoing need for new treatment options.

A patient with severe CCLE with DLE and overlap 
to chilblain lupus refractory to all offered treatments 
was treated with ustekinumab, a human monoclonal 
antibody registered for treatment of psoriasis, with a 
maximum effect after 24 weeks of treatment (2). By 
binding to the p40 subunit of interleukin (IL)-12 and 
IL-23, it inhibits IL interaction with T-cell receptors. 
IL-23 plays a role in the activation of Th17 cells, which 
are important in the inflammatory process (3). 

CAsE rEporT

A 79-year-old woman presented with persistent CCLE 
for more than 30 years. The diagnosis of CCLE was 
made from her clinical appearance, negative serology 
and histopathological findings. Clinically, she had 
severe erythema, cutaneous atrophy, hyperpigmenta-
tion, scarring and telangiectasias in her face. There 
was scarring alopecia and erythema of her scalp. There 
were purple erythema, scales and ulcerations on her 
fingertips, and similar lesions on her toes. The patient 
had had no positive anti-DNA-antibodies or signs of 
antiphospholipid syndrome or progression to systemic 
disease.

several treatment regimens were tried over the years, 
including topical and systemic glucocorticoids, hydroxy-
chloroquine, azathioprine, thalidomide, methotrexate, 

topical calcineurin inhibitors, high-dose intravenous 
immunoglobulin, and combinations of these. 

None of the treatments had significant effects, and a 
number of adverse effects were observed. As a conse-
quence, experimental treatment with ustekinumab was 
started in 2011. 

prior to treatment 3 biopsies were taken; two from 
lesional skin on her left eyebrow and left fourth finger, 
and one from non-lesional skin on her upper left arm. 
rNA from the biopsies was isolated and the mrNA 
expression of p40 was analysed by quantitative pCr, 
as previously described (4). Increased p40 mrNA ex-
pression was demonstrated in the biopsies from lesional 
skin compared with non-lesional skin, and we therefore 
initiated the treatment after the patient’s acceptance. 
Blood tests excluded contraindicating diseases.

A 45 mg dose of ustekinumab was given subcuta-
neously at 0, 4, 16 and 34 weeks. No adverse effects 
were observed. The severity of symptoms was evaluated 
according to the Cutaneous Disease Area and severity 
Index (CLAsI) scoring system (5). The CLAsI analyses 
the activity of the disease on the basis of erythema and 
scaling, and damage from the disease due to dyspig-
mentation, scarring and alopecia (6). Furthermore, a 
visual analogue scale (VAs) was used to evaluate pain 
and the impact of the disease on the patient.

prior to treatment, the disease activity score was 23, 
the damage score was 19 and the VAs score was 10. 
After 34 weeks the disease activity score decreased to 
14, the damage score was unchanged and the VAs score 
was 5. objectively, the erythema on the patient’s face, 
scalp and fingers were improved and the ulcers on her 
fingertips were healed (Fig. 1). The erythema on her 
toes was unchanged. The patient reported feeling better 
than she had for many years. 
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Fig. 1. Response to ustekinumab on the fingers 
of the right hand. (A) Before and (B) after 34 
weeks of treatment.
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DIsCussIoN

previous studies have shown elevated IL-12 and -17 (7) 
and p40 subunit expression in patients with systemic 
lupus erythematosus (sLE) at levels correlating with 
disease severity (8). In theory, this overexpression of 
p40 could be a target for treatment in patients with 
CCLE. Two recent case reports have also reported 
marked improvement in skin lesions in a patient with 
subacute cutaneous lupus erythematosus (9) and in a 
patient with psoriasis and hypertrophic discoid lupus 
erythematosus (10). 

In our case we observed a considerable effect on 
disease activity after 34 weeks of treatment with uste-
kinumab. This suggests that patients with CCLE with 
elevated levels of p40 in skin lesions may benefit from 
this treatment. However, further studies of the role of 
ustekinumab in the treatment of patients with CCLE 
are warranted.

ACkNowLEDgEmENTs
we thank Edmund kandborg and mads rasmussen for prepara-
tion of photographs of the patient (Fig. 1).

The authors declare no conflicts of interest.

rEFErENCEs

1. Jessop s, whitelaw DA, Delamere Fm. Drugs for discoid 
lupus erythematosus. Cochrane Database syst rev 2009; 
CD002954.

2. Leonardi CL, kimball AB, papp kA, Yeilding N, guzzo 
C, Wang Y, et al. Efficacy and safety of ustekinumab, a 
human interleukin-12/23 monoclonal antibody, in patients 
with psoriasis: 76-week results from a randomised, double-
blind, placebo-controlled trial (pHoENIX 1). Lancet 2008; 
371: 1665–1674.

3. Asarch A, Barak o, Loo Ds, gottlieb AB. Th17 cells: a 
new therapeutic target in inflammatory dermatoses. J Der-
matolog Treat 2008; 19: 318–326.

4. Johansen C, Vinter H, soegaard-madsen L, olsen Lr, 
steiniche T, Iversen L, et al. preferential inhibition of the 
mrNA expression of p38 mitogen-activated protein kinase 
regulated cytokines in psoriatic skin by anti-TNFalpha 
therapy. Br J Dermatol 2010; 163: 1194–1204.

5. Bein D, kuehn E, meuth Am, Amler s, Haust m, Nyberg 
F, et al. Evaluation of disease activity and damage in dif-
ferent subtypes of cutaneous lupus erythematosus using the 
CLAsI. J Eur Acad Dermatol Venereol 2011; 25: 652–659.

6. Albrecht J, Taylor L, Berlin JA, Dulay s, Ang g, Fakharza-
deh s, et al. The CLAsI (Cutaneous Lupus Erythematosus 
Disease Area and severity Index): an outcome instrument 
for cutaneous lupus erythematosus. J Invest Dermatol 2005; 
125: 889–894.

7. wong Ck, Ho CY, Li Ek, Lam Cwk. Elevation of proin-
flammatory cytokine (IL-18, IL-17, IL-12) and Th2 cyto-
kine (IL-4) concentrations in patients with systemic lupus 
erythematosus. Lupus 2000; 9: 589–593.

8. Lauwerys Br, Van sJ, Houssiau FA. serum IL-12 in syste-
mic lupus erythematosus: absence of p70 heterodimers but 
presence of p40 monomers correlating with disease activity. 
Lupus 2002; 11: 384–387.

9. De souza A, Ali-shaw T, strober BE, Franks Ag. successful 
treatment of subacute lupus erythematosus with ustekinu-
mab. Arch Dermatol 2011; 147: 896–898.

10. Winchester D, Duffin KC, Hansen C. Response to ustekinu-
mab in a patient with both severe psoriasis and hypertropic 
cutaneus lupus. Lupus 2012; 21: 1007–1010.

Acta Derm Venereol 93


