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Letters to the Editors
Adalimumab for refractory 
idiopathic scleritis in children

Sirs,
Scleritis is a chronic inflammation of the 
fibrous outer layer of the eye, ranging from 
mild to sight-threatening in severity. It can 
be caused by infectious and non-infectious 
(mostly immune-mediated) diseases, how-
ever in more than half cases it is idio-
pathic (1). This condition is both rare and 
poorly recognised in children, therefore 
a high clinical suspicion is needed in or-
der to start timely a proper treatment (2). 
In this regard, very few data are currently 
available to guide therapeutic choices in 

paediatric patients. We report two cases of 
refractory idiopathic scleritis in children 
who achieved prolonged remission with the 
tumour necrosis factor (TNF)-α inhibitor 
adalimumab (ADA).
A 12-year-old girl with right inflammatory 
orbitopathy, initially diagnosed as orbital 
cellulitis and treated with systemic anti-
biotics, presented multiple relapses, char-
acterised mainly by diffuse anterior (Fig. 
1A) and posterior scleritis. Her disease was 
highly responsive to systemic glucocorti-
coids but refractory to a number of sparing 
agents, including cyclosporine A, mycophe-
nolate mofetil, cyclophosphamide, azathio-
prine, rituximab and anakinra. When she 
came to our attention at 17 years old, she 

had severe cortico-dependence. Bulbar ul-
trasonography showed the pathognomonic 
T-sign, due to fluid collecting in the poste-
rior episcleral space and extending around 
the optic nerve. Orbital magnetic resonance 
imaging (MRI) showed marked thickening 
of the inferior part of Tenon’s capsule and 
of the uveo-scleral tract (Fig. 1B). Optical 
coherence tomography (OCT) revealed ex-
udative detachment of the neuroepithelium 
in the macular area (Fig. 1C). The patient 
was reassessed through a complete diag-
nostic work-up, carefully excluding any 
systemic underlying conditions; HLA-B51 
haplotype was found, in the absence of oth-
er Behçet’s disease manifestations. There-
fore, she was started on treatment with 

Fig. 1. A: Diffuse hyperaemia and vascular congestion as a result of anterior scleritis (patient 1, before treatment); 
B: marked thickening of the inferior part of Tenon’s capsule and of the right uveo-scleral tract (*asterisk), consistent with posterior scleritis (orbital MRI, patient 1, before treatment); 
C: exudative detachment of the neuroepithelium in the macular area (OCT, patient 1, before treatment) and D its resolution after 6 months of therapy with ADA.
E: Clinical presentation of posterior scleritis with inflammatory orbitopathy mimicking orbital cellulitis (patient 2, before treatment) and G complete recovery after 6 months of 
therapy with ADA; 
F: retinal-choroidal and scleral thickening and effusion in Tenon’s space (B-SCAN ultrasound, patient 2, before treatment) and H complete resolution of the instrumental picture 
after 6 months of treatment.
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ADA 40 mg subcutaneously every 14 days, 
with striking improvement of symptoms, to 
the point that she was able to discontinue 
glucocorticoids after 3 months. Moreover, 
complete resolution of the detachment of 
the neuroepithelium was observed at the 
6-month follow-up (Fig. 1D). To date, the 
girl has been keeping steroid-free ocular re-
mission for 21 months. She gained almost 
complete recovery of visual acuity (from 
6/10 to 9-10/10), limited by the irreversible 
macular alterations developed over time 
as a consequence of the scleral and uveo-
retinal inflammation. 
The second patient was a 12-year-old boy 
evaluated for a 3-year history of inflamma-
tory orbitopathy, resistant to both metho-
trexate and azathioprine employed as ster-
oid-sparing agents (Fig. 1E). He was born 
with bilateral radial agenesis and ulnar dys-
morphism, in the context of a dysmorpho-
genetic syndrome still undefined. The diag-
nostic work-up had ruled out any systemic 
condition underlying ocular inflammation. 
When he came to our observation, he pre-
sented growth delay and features of iatro-
genic Cushing’s disease. He was diagnosed 
of posterior scleritis with inflammatory or-
bital involvement based on orbital MRI and 
B-SCAN ultrasound imaging (Fig. 1F). He 
started ADA at the standard dosage, which 
led to rapid clinical and instrumental recov-
ery (Fig. 1G-H) and allowed weaning from 
glucocorticoids after 3 months of therapy. 
At the 6-month follow-up visit, resump-
tion of growth was appreciated with a gain 
of two percentile lines and, to date, he has 
been stably in remission for 12 months.
The employment of TNF-α inhibitors in the 
management of non-infectious scleritis in 

adult patients results in good efficacy and 
tolerability, long-term control of ocular in-
flammation, visual stability and sustained 
steroid-sparing effect (3-5). Neverthe-
less, only one case of posterior scleritis in 
a 13-year-old girl treated with the TNF-α 
inhibitor infliximab is available in the cur-
rent literature (6). In our experience, ADA 
could be a valuable therapeutic option for 
children suffering from idiopathic scleritis, 
refractory to conventional immunosuppres-
sive therapy. 
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