Pediatric Rheumatology 2019, 17(Suppl 1):18

that in both groups of patients IL-1f, IL-6 and TNF-a levels were sig-
nificantly higher than those observed in HS. In addition, we found
that LPS-stimulated whole blood cells from non-responder inactive
sJIA patients released significantly higher levels of IL-1f and TNF-
a compared to responder inactive sJIA patients.

Conclusion: Our preliminary results show a dysregulated production
of inflammatory cytokines by whole blood cells from sJIA patients in
remission disease, when stimulated with a TLR-4 agonist.
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Introduction: Only a few studies have reported the long-term effi-
cacy of interleukin (IL)-1 inhibition in systemic juvenile idiopathic
arthritis (sJIA) and adult onset Still's disease (AOSD). We herein de-
scribe Anakinra (ANA) effectiveness expressed in terms of drug

Page 133 of 166

retention rate (DRR) and evaluate predictive factors of drug survival
in sJIA and ASOD patients.

Objectives: Examine the overall DRR of ANA in sJIA and AOSD pa-
tients. Explore the influence of biologic line of treatment, and the
concomitant use of disease modifying anti-rheumatic drugs
(cDMARDs) on DRR in the whole sample and stratified according to
the disease thereafter; find eventual predictive factors associated
with events leading to drug discontinuation. The corticosteroid (CS)-
and ¢cDMARDS-sparing effect, the impact of treatment delay on sur-
vival and the record of safety profile constituted ancillary aims.
Methods: Medical records from 61 sJIA and 76 AOSD patients treated
with ANA in 24 [talian tertiary referral centers were retrospectively
reviewed.

Results: The cumulative retention rate of ANA at 12-, 24-, 48- and 60-
months of follow-up was 74.3%, 62.9%, 49.4% and 49.4% respect-
ively, without any significant differences between sJIA and AOSD pa-
tients (p=0.164), and between patients treated in monotherapy
compared to the subgroup co-administered with conventional
cDMARDs (p=0.473). On the other hand, a significant difference in
DRR was found between biologic-naive patients and those previously
treated with biologic drugs (p=0.009), which persisted even after
adjusting for pathology (p=0.013). In regression analysis, patients ex-
periencing adverse events (AEs) (HR=3.029 [Cl. 1.750-5.242],
p<0.0001) and those previously treated with other biotechnologic
agents (HR=1.818 [C.l. 1.007-3.282], p=0.047) were associated with a
higher hazard ratio of ANA discontinuation. The median treatment
delay was significantly higher among patients discontinuing ANA
(p<0.0001). A significant CS- (p=0.033) and ¢cDMARDs-sparing effect
(p<0.0001) was also recorded. Less than one third of our cohort de-
veloped AEs and 85% were deemed mild in nature, with 70% involv-
ing the skin.

Conclusion: Our findings display an overall excellent DRR of ANA on
the long run for both sJIA and AOSD that may be further optimized
by closely monitoring patient’s safety issues and employing this IL-1
inhibitor as a first-line biologic as early as possible. Moreover, ANA
allowed a significant drug-sparing effect while showing a good safety
profile.
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Introduction:Systemic juvenilei diopathicarthritis (sJIA) is the most
severe and a rather distinct subtype of JIA. It is common viewthats-
JIAis the most severe form of childhood arthritis and the most diffi-
cult to treat. Recently the use of interleukin(IL)-1 antagonists has led
to a significant improvement of the disease’s long-term evolution
and has confirmed this cytochin’s key-role in the pathogenesis of
sJIA. A number of potential predictors of the therapeutic effective-
ness of IL-1 inhibitors have been reported, which include less severe
joint disease and increased white blood cell count, shorter disease
duration, older age at disease onset and use of IL-1 blockade as first-
line therapy. However, because the experience gained so far is still
limited, there is a need of further data to better characterize the pro-
file of sJIA patients who are more susceptible to respond to IL-1
blockade.

Objectives: To seek predictors of therapeutic response to the inter-
leukin (IL)-1 inhibitor anakinra in children with systemic-onset juven-
ile idiopathic arthritis (sJIA).



