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Introduction: There is no internationally agreed definition of JDM-
Scleroderma overlap’ in children and little data on the clinical charac-
teristics, laboratory features and outcome in this specific group of
JDM have been published. The goal of this survey is to achieve con-
sensus on a meaningful definition of JDM-Scleroderma overlap in
paediatric population and to determine whether overlap features
affect outcome and management.

Objectives: To develop criteria for the diagnosis of JDM-Scleroderma
overlap using an international consensus process.

Methods: A survey was circulated to all investigators in the Juvenile
Dermatomyositis Cohort and Biomarker Study and Repository
(JDCBS) and extended to other members of the Network for JDM in
Paediatric Rheumatology European Society (PReS JDM working party)
through a Delphi survey. Each individual was asked to identify those
clinical manifestations that were felt to be most characteristic to en-
able them to make the diagnosis of JDM-Scleroderma overlap. The
opinions on the importance of identification this subtype of JDM
ware collected and the role of myositis autoantibodies has been
mentioned in the questionnaire.

Results: The survey had a response rate of 26.9% (41 individuals)
from both JDCBS and PReS JDM working party. The most common
clinical features identified by survey responders as found in JDM pa-
tients with scleroderma overlap were sclerodactyly, sclerodermatous
skin change proximal to MCP joints, Raynaud phenomenon and ul-
ceration at the tip of fingers, respectively. 95.1% of responders
though the scleroderma overlap presentations influence the outcome
of JDM, while 86.4% agreed that these features influence the choice
of treatment. Interestingly, all of responders (100%) thought that
negative myositis autoantibodies could not exclude the diagnosis
JDM-Scleroderma overlap, but almost 11% used positive myositis
autoantibodies to diagnose this subgroup of JDM. Myositis associ-
ated autoantibodies occurring in systemic sclerosis overlap (anti PM-
Scl, anti UT-RNP and anti Ku) were thought to be the most com-
monly associated autoantibodies with JDM-Scleroderma overlap
(78%), followed by systemic sclerosis specific autoantibodies (anti
Scl70, anti RNA polymerase ) (44%). Although 83% felt that autoanti-
body profile influences the outcome, only 49% thought that autoanti-
body profile would influence the choice of medication. 89% of
participants in this survey have seen patients with JDM-Scleroderma
overlap.

Conclusion: This process identified clinical features that clinicians felt
to be helpful or important in the diagnosis of JDM-Scleroderma over-
lap. A further process of secondary survey is necessary to agree an
internationally acceptable, clinically usable set of classification criteria.
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Introduction: About 10-20% of patients with Kawasaki disease (KD)
are resistant to intravenous immunoglobulin (IVlg) and are at in-
creased risk of coronary artery abnormalities (CAAs). Early identifica-
tion is critical to initiate aggressive therapies, but available scoring
systems lack sensitivity in non-Japanese populations.
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Objectives: We investigated the accuracy of 2 Japanese scoring sys-
tems and studied factors associated with IVIg resistance in a large
multiethnic French population of children with KD to build a new
scoring system.

Methods: Children admitted for KD between 2011-2014 in 65 centers
were enrolled. For patients fulfilling American Heart Association
(AHA) criteria, we identified factors predicting resistance to IVlg by
multivariate regression analysis. The performance of our score and
the Kobayashi and Egami scores were compared in our population
and in ethnic subgroups.

Results: Overall, 465 children were reported by 84 physicians; 355
(76%) fulfilled AHA criteria (55% European Caucasian, 12% North Afri-
can/Middle Eastern, 10% African/Afro-Caribbean, 3% Asian and 11%
mixed). Eighty patients (23%) needed second-line treatment. Japa-
nese scores had poor performance in our whole population (sensitivity
52-44.5%). Predictors of IVIg resistance were ALT>30 IU/L, hemoglobin
level <10 g/dl, lymphocyte count <1500/mm?, modification of extrem-
ities, CAAs at initial echocardiography, and time to treatment <5 days.
The best sensitivity (80%) and specificity (65%) of this model was with
weighted variables and cut-off > 17.5/50 points. The sensitivity remained
good in our 3 main ethnic subgroups (78-83%).

Conclusion: We identified predictors of IVlg resistance and built a
new score with good sensitivity and specificity in a non-Asian
population.
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Introduction: Persistent fever and inflammation after infusion of 2g/
kg of IVIG, the standard treatment of KD represents a high-risk situ-
ation for coronary aneurysms in Kawasaki disease. Identifying pa-
tients at risk for IVIG resistance is difficult outside the Asian
population, and there remains a critical unmet need to identify an
anti-inflammatory treatment that is efficacious in all KD patients. Re-
cent evidence from studies in animals and humans suggest a critical
role for interleukin-1 (IL-1) a and B in the pathogenesis of KD.
Objectives: To identify the clinical characteristics, reasons for use and
response to treatment with anakinra in a retrospective series of pa-
tients with Kawasaki Disease (KD).

Methods: A retrospective chart review of patients treated with ana-
kinra for KD diagnosed according to the AHA criteria. We compared
clinical, biological and echocardiographic characteristics of KD before
and after anakinra use. We analysed reasons for use of anakinra, and
compared treatment regimens used in 7 European KD referral
centres.

Results: Eight boys and 3 girls with treatment-refractory KD, aged 4
months to 9 years old, received at least 2 different KD treatments
prior to anakinra, which was given on mean at 25 days after disease
onset (8 to 87 days). The main reasons for use of anakinra were clin-
ical and biological inflammation, progression of coronary dilatations,
and severe myocarditis with cardiac failure. Doses of anakinra ranged
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from 2 to 8 mg/kg and duration varied from 6 to 81 days. On ana-
kinra treatment, fever disappeared within hours (<24 h) in 3 patients,
and within 2 and 6 days in two patients respectively. Six others pa-
tients were not febrile at onset of anakinra. In addition, CRP levels fell
two to three fold within 48 hours in 7/9 evaluable patients. In terms
of its effect on coronary artery dilatation, Z scores decreased in 10/
11 patients and increased in one who died suddenly of pericardial
hemorrhage.

Conclusion: Anakinra used late in the disease course led to a rapid
and sustained improvement in clinical and biological inflammation.
However, our retrospective analysis did show neither a striking nor a
rapid decrease of coronary dilatations and we cannot determine if
anakinra itself had an effect on coronary artery dimensions. More ro-
bust data will be available soon from the two Phase Il ongoing trials,
KAWAKINRA using anakinra treatment early after one failure of IVIG
treatment (European Clinical Trials no. 2014-002715-41) and ANAKID
(ClinicalTrials.gov identifier: NCT02179853), focused on patients with
coronary giant aneurysms.
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Introduction: Takayasu arteritis (TA) is a chronic large-vessel vascu-
litis affecting the aorta and its major branches. Glucocorticoids (GCs)
can achieve remission in most patients with TA. As most patients suf-
fer relapse after reducing GCs, additional therapy such as methotrex-
ate, azathioprine and intravenous cyclophosphamide (IVCY) has been
applied. Recently, the efficacy of TNF-a inhibitors or tocilizumab
(TCZ) has been reported. However, there remain insufficient data on
clinical characteristics and outcomes of patients with childhood-
onset TA, including recent therapeutic advances.

Objectives: We aimed to retrospectively analyse the characteristics
and outcomes of patients with childhood-onset TA in two tertiary
centres in Japan.

Methods: Subjects were 24 patients with TA diagnosed when youn-
ger than 18 years. Follow-up duration was more than 2 years. Diag-
nosis of TA was based on the EULAR/PRINTO/PRES criteria. We
divided the subjects into two groups: those who did and did not ex-
perience relapse. Relapse was defined as NIH criteria for active dis-
ease in TA.

We analysed the patients’ background, treatment and complications.
We additionally compared two groups according to prednisolone
(PSL) reduction rate and whether or not they carried HLA-B52.

Binary data were analysed by Fisher's exact test, and quantitative
data by Mann-Whitney U test. The cumulative relapse rates after the
diagnosis were estimated using the Kaplan-Meier method; differ-
ences between two groups were assessed by the log-rank test.
Results: Median age at onset was 13.0 (range; 0.5-18.0) years old
(male:female, 11:13). Thirteen patients (54%) had HLA-B52. Period
from onset to diagnosis was 1 (0-66) months. Angiographic classifica-
tions were |, lla, llb, lll, IV and V (n=3, 2, 4, 1, 2 and12), respectively.
Four patients and one patient had pulmonary artery involvement
and coronary involvement, respectively.

Three patients achieved drug-free remission. Median dose of prednis-
olone (PSL) was 0.8 (0.4-2.4) mg/kg/day at initiation of treatment and
0 (0-0.3) mg/kg/day at the last visit. Inmunosuppressants were used
in 13 (54%) from the onset and in 21 (88%) at the last visit. IVCY was
used in 10 patients (42%) from the onset, and 4 after the relapse.
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Some biologics were used in 4 (17%) from the onset, and in 12
(50%) at the last visit.

Twelve patients (50%) experienced relapse, and median number of
relapses was 3 (1-6) times. The ratio of relapse was not significantly
different between the HLA-B52 positive and negative patients (69%
vs 27%, P=0.099). However, median duration from diagnosis to the
first relapse was significantly shorter in HLA-B52 positive patients
than negative patients (6 vs 51months, P=0.016). The reduction pace
of PSL was significantly greater in relapsed patients than non-
relapsed patients (0.058 vs 0.025 mg/kg/month, P=0.017). The cumu-
lative relapse rates after the started IVCY or TCZ were not signifi-
cantly difference between the patient who introduced IVCY (n=14)
and TCZ (n=12) (P=0.10).

Nine patients (38%) had cardiovascular complications (aortic valve re-
gurgitation (AR) (n=4), annuloaortic ectasia (AAE) (n=1) and AR+AAE
(n=4)). Two patients underwent cardiac surgery. Ten patients had
osteoporosis, 2 had surgery for glaucoma and 5 had some mental
disorders in their clinical coarse.

Conclusion: Approximately half of the patients with childhood-onset
TA experienced relapse despite using immunosuppressants and/or
biologics. HLA-B52 positivity and rapid reduction rate of PSL signifi-
cantly increased risk of early relapse. Furthermore, cardiovascular in-
volvement and GCs-related complications were common. Our study
suggests the outcome of childhood-onset TA remains unfavourable.
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Introduction: International Myositis Assessment and Clinical Stud-
ies Group (IMACS) developed the Myositis Damage Index (MDI)
structured separately for pediatrics and adults, to provide
consistency in myositis outcomes. The MDI documents persistent
changes in 11 organ systems thought to be related to damage.
There is a dearth of studies on damage caused by Juvenile Derm-
atomyositis (JDM) especially from less resourced countries and
hence our study.

Objectives: Primarily to assess the myositis damage index in a cohort
of children with JDM from a single centre in Mumbai, India and sec-
ondarily to study associations of factors leading to long term damage
in these children.

Methods: After ethics approval and consents, a total of 23 patients
with JDM under regular treatment and at least a 2 year follow up, at
first study visit were identified. Specifically excluded were children
with overlap syndromes eg scleromyositis. The MDI was assessed as
severity of damage and extent of damage at the first study visit and
reassessed at a second visit at least six months later and only damage
present at both visits were scored to give a final severity and extent
of damage score. There were no drop outs.

Results: 23 children with age range at disease onset 1y - 179 y
(mean 6.9 y, median 6.8 y, IQR 3.5-8.8) were diagnosed as JDM after
a duration of symptoms ranging Tm-30 m (mean 6.8 m, median 5 m,
IQR 3-8.5). Their age at the study visit ranged from 55y - 248 y
(mean 13.4 y, median 129y, IQR 10.4-15.3) after a follow up duration
ranging from 2 y - 20.1 y (mean 5.9 y, median 4.2 y, IQR 2.6-8.5, Total
136.5 patient years). The disease course was monocyclic in 14, con-
tinuous in 6 and polycyclic in 3. The total MDI extent of damage score
ranged from 0- 8 / 35 (children) or 37 (adolescents) (mean 2.04, me-
dian 2.0, IQR 0.5-2.5) and severity of damage score ranged from 0-
24.7 /110 (mean 4.7, median 3.5, IQR 1.3-6.4). 17/23 children had
damage in one or more organ systems, with 9 showing damage in
one organ system, 4 in two organ systems, 3 in three organ systems



