
remission after 12 months of treatment. Interestingly, about half of
patients did not need to be treated with a biologic to reach predefined
T2T (2). Thus, the early treatment escalation seems advantageous indi-
cating a window of opportunity to successfully treat polyarticular JIA.

REFERENCES
[1] Horneff G, et al. Pediatr Rheumatol Online J. 2017; 15:78
[2] Horneff G et Becker I. Rheumatology. 2014;53:1229-34.

Acknowledgement: The authors acknowledge Pfizer Pharma, Germany for
an unrestricted grand
Disclosure of Interests: Gerd Horneff: None declared, Joachim Peitz:
None declared, Ivan Foeldvari Consultant for: Chugai, Novartis, Ralf Trau-
zeddel: None declared, Toni Hospach Speakers bureau: Chugai, Roche,
Novartis, Tilmann Kallinich Grant/research support from: Novartis, Speak-
ers bureau: Sobi, Roche, Novartis, CLB, Frank Weller-Heinemann: None
declared, Ariane Klein: None declared, Kirsten Minden: None declared
DOI: 10.1136/annrheumdis-2019-eular.2107

SAT0483 COMPARISON OF THE CLINICAL DIAGNOSTIC
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Background: Autoinflammatory diseases (AID) are a group of hereditary
diseases characterised by inflammation periods accompanied with clinical
findings such as fever, skin rash, lymphadenopathy, abdominal pain, mus-
culoskeletal symptoms, and with sign of inflammation in the blood. Each
disease has own typical clinical findings and they are associated with
mutations in specific genes such as in MEFV gene in familial Mediterra-
nean fever (FMF), MVK gene in mevolonate kinase deficiency (MKD),
TNFRSF1A gene in TRAPS and NLRP3 gene in cryopyrin associated
periodic fever syndrome (CAPS). There are also patients exhibit the
incomplete phenotype of a disease or overlap signs of more than one
AID. The diagnosis of these patients have difficult and may not be possi-
ble by a single target gene analysis. Screening of the periodic fever syn-
drome (PFS) genetic panel including various AID genes may be
beneficial to define the atypical cases.
Objectives: The aim of this study was to compare the phenotypic diagno-
ses to the genotypic results obtained from the PFS genetic panel, which
studied in patients with phenotypic findings of AIDs except the FMF,
such as MKD, TRAPS and CAPS.
Methods: This is a prospective study and conducted between June 2016
and December 2018. Patients who met “The Eurofever clinical diagnostic/
classification criteria”* for MKD, TRAPS and CAPS were included in the
study. Next-generation sequencing (NGS) analysis was performed includ-
ing 8 genes (MEFV, MVK, NLRP3, NLRP12, TNFRSF1A, TNFRSF11A,
LPIN2 and PSTPIP1) in 37 patients with phenotypic findings of MKD,
TRAPS or CAPS. The patients phenotypic preliminary diagnoses and gen-
otypic results were compared.

Results: Thirty seven patient included in the study who met the clinical
diagnostic criteria for MKD, TRAPS or CAPS. As a result of clinical
signs; 19 patients were diagnosed with MKD, 10 were TRAPS and 8
were CAPS.
In the PFS genetic screening panel of 19 patients with phenotypic diag-
nosis of MKD; disease causing mutation was found in 8 patients in MVK
gene, in 3 patients in MEFV gene, in 2 patients in NLRP12 gene and in
1 patient in TNFRSF1A gene. No pathogenic mutation was shown in 3
patients and genetic variants of uncertain significance (VUS) in different
genes were shown in two patient.
In the result of PFS panel of 10 patients with phenotypic diagnosis of
TRAPS; disease causing mutation was found in 5 patients in MEFV
gene and in 2 patients in TRAPS gene. No pathogenic mutation was
identified in 3 patients.
In 8 patients who were diagnosed phenotypically as CAPS; disease caus-
ing mutation was found in 3 patients in NLRP3 gene, in 2 patients in
NLRP12 and in one patient in MEFV. No mutation was detected in
remaining two patient.
The final diagnosis was made by both phenotypic and genotypic data. In
37 patients (phenotypically 19 MKD, 10 TRAPS, 8 CAPS), respectively; 8
had MKD, 9 had FMF, 3 had CAPS, 3 had TRAPS, 4 had FCAS2 and
10 had undifferentiated PFS.
Conclusion: In our study, we have shown that clinical diagnostic criteria
may not always be sufficient to establish the correct diagnosis. In case
of clinical suspicion or in the presence of more than one autoinflamma-
tory disease findings, NGS analysis may help to determined the
diagnosis.
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ASSESSMENT QUESTIONNAIRE?
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Sanja Peric2, Kristina Potocki3, Nenad Vukojevic2, Marija Jelusic1. 1University
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Paediatrics, Zagreb, Croatia; 2University Hospital Centre Zagreb, University of
Zagreb School of Medicine, Department of Ophthalmology, Zagreb, Croatia;
3University Hospital Centre Zagreb, University of Zagreb School of Medicine,
Department of Radiology, Zagreb, Croatia

Background: Uveitis, the most common extra-articular manifestation in
juvenile idiopathic arthritis (JIA), occurs in 10-20% of patients. Although
prognosis of uveitis within JIA (JIA-U) improved, complications still cause
severe impairment of visual function in 25-33% of children that affects
their psychophysical and psychosocial development and quality of life
(QoL).
Objectives: To study the QoL and it’s dimensions in children suffering
from JIA-U as well as to investigate is there any difference in childhood’s
and parent’s perception of disease between the group of children with
JIA-U and children with JIA without uveitis.
Methods: The study included 42 children with JIA and their parents.
Patients were divided into two groups. The first consisted of 21 children
with JIA-U and the second of 21 children with JIA and no uveitis. Both
groups of patients and their parents filled the Juvenile Arthritis Multidi-
mensional Assessment Report questionnaire (JAMAR) for monitoring and
assessing the health status of children with JIA. The variables used to
test differences were: QoL, functional ability, pain level, disease activity
estimation, and current emotional state of the child. The significance of
differences between groups of children and parents was verified by the
independent-samples t-test. The Pearson correlation coefficient was used
for measurement of the strength of the linear relationship between
variables.
Results: There were no statistically significant differences in the JIA-U
group and the control group in either of the examined variables. Although
there is a tendency of higher scores in children with JIA-U, which indi-
cates their worse functioning, higher pain intensity and worse current
emotional state, these differences were not statistically significant. Two
groups did not differ significantly in the assessment of their own overall
functional ability, which was associated with experienced pain intensity.
Stronger pain intensity was associated with dysfunction (r = 0.642, p
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<0.01) while a lower level of QoL was associated with more intense pain
(r = 0.542, p <0.01) and poor current emotional state (r = 0.401, p
<0.05). The activity of the disease in children was not significantly related
to any determinant of the QoL. In contrast to children, parents of children
with JIA-U estimated current emotional state of their children significantly
worse (t = 2.05, p <0.05) and the overall level of functioning significantly
lower than parents whose children did not have uveitis (t = 2.03, p
<0.05).
Conclusion: Since children with JIA evaluated the QoL equally well,
whether they had uveitis or not, we can conclude that they are psycho-
logically well adapted to their health status and cope well with different
levels of pain. Unlike children with uveitis, their parents evaluated the
current emotional state and overall functionality significantly worse com-
pared to parents of children who did not have uveitis. These results sup-
port a need for the development of new uveitis specific questionnaires
that will enable us better identification of patient‘s requirements. It is nec-
essary to implement a holistic and multidisciplinary approach to assess
the emotional functioning of the children and their families, and to devise
appropriate psychosocial interventions for continuing support for ill children
and their families.

REFERENCES
[1] Filocamo G, Consolaro A, Schiappapietra B, et al. A new approach to clini-

cal care of juvenile idiopathic arthritis: the Juvenile Arthritis Multidimen-
sional Assessment Report. J Rheumatol. 2011;38:938-53.

Disclosure of Interests: None declared
DOI: 10.1136/annrheumdis-2019-eular.5013

SAT0485 THE FIRST 18 MONTHS OF A PEDIATRIC
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Background: Pediatric rheumatic diseases impart a significant disease
burden upon children and their families with the potential to cause dimin-
ished quality of life and significant direct and indirect costs [1-3]. Determi-
nation of the burden of disease is a prerequisite to improving access to
care and optimizing use of the healthcare ecosystem for the well-being
of these patients [4-5].
Objectives: We thus set out to describe what clinical cases were referred
to the Pediatric Rheumatology Service at Aga Khan University Hospital
Nairobi, Kenya (AKUHN) for the first 18 months since its establishment.
Methods: A prospective chart review of all patients referred to the pedia-
tric rheumatology service at AKUHN was undertaken from October 2016
to March 2018. Patients were followed up for at least 3 months to deter-
mine the course of their disease. Data on bio-demographics and diagno-
sis was extracted from medical records of these patients and
documented in a standard study tool. Frequencies were calculated for
each disease category and sub-category.
Results: A total of 113 patients attended the pediatric rheumatology serv-
ice of which 61.06% (69 of 113) were female and 53.15% (59 of 113)
were aged above 10 years. Most patients attending the service were
Kenyan accounting for 95.58% (108 of 113). Among the Kenyan patients
seen, 77.88% (88 of 113) were from the capital, Nairobi. Out-patients
accounted for 84.96% (96 of 113) of the patients compared to 15.04%
(17 of 113) who were seen as in-patients. Inflammatory musculoskeletal
conditions accounted for 36.3% of all cases (41 of 113) compared to
52.2% (59 of 113) of non-inflammatory musculoskeletal conditions.
Among the inflammatory conditions diagnosed, reactive arthritis accounted
for 29.3% (12 of 41), juvenile idiopathic arthritis (JIA) accounted for
14.6% (6 of 41) and vasculitis accounted for 12.2% (5 of 41) of the
cases as demonstrated in graph 1. The non-inflammatory musculoskeletal
conditions included mechanical joint pain 42.4% (25 of 59), conversion
disorder 13.6% (8of 59), benign joint hypermobility 8.5% (5 of 59) among
others as illustrated in graph 1. The other medical conditions diagnosed
at the pediatric rheumatology service were two cases of acute lympho-
blastic leukemia and one case of neurofibromatosis, serum sickness,
sturge weber syndrome, diabetes, eczema, epidermolysis bullosa and a
case of suspected griscelli syndrome. There were four patients lost to fol-
low up; two children with prolonged fever and two others with unex-
plained painless unilateral limb swelling. There were three mortalities; two
lupus patients and the systemic scleroderma patient, all of whom suc-
cumbed to sepsis.

Conclusion: Non inflammatory mechanical musculoskeletal complaints are
the commonest complaints noted at AKUHN pediatric rheumatology clinic.
The three commonest inflammatory musculoskeletal conditions are reactive
arthritis, JIA and vasculitis. Sepsis was the main cause of mortality
among the pediatric rheumatology patients. Further studies are required to
better describe the burden and natural history of these diseases in
Kenya and Sub-Sahara Africa at large.
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WORLD EXPERIENCE
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Background: Tocilizumab (TCZ) is a humanized monoclonal antibody that
blocks interleukin 6. In children, TCZ has been approved for the
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treatment of systemic-onset and polyarticular course juvenile idiopathic
arthritis (JIA), and is used off-label in other treatment refractory inflamma-
tory diseases. Real-world data regarding tolerance of TCZ in children are
scarce.
Objectives: To assess the incidence rate and type of serious adverse
events in children treated with TCZ.
Methods: A single-center retrospective review of all consecutive patients
receiving TCZ in the pediatric rheumatology division from 01/2007 to 12/
2018 was performed. Inclusion criteria were a diagnosis of inflammatory
rheumatic disease and treatment with at least one dose of TCZ. Patients
with missing data were excluded. Serious adverse events (SAE) were
defined as a life-threatening event and/or an event requiring hospital
admission, leading to permanent disability or treatment discontinuation.
Results: A total of 70 children (39 females) were included. Thirty children
had systemic JIA, 25 polyarticular course JIA, 14 systemic inflammatory
disorders such as autoinflammatory syndromes and one patient severe
refractory idiopathic uveitis. Median age at diagnosis was 4.2 years (IQR
2.0 – 7.3). The majority of children had received prednisone (n=56), and/
or at least one biologic agent (n=63) prior to TCZ initiation. At TCZ start,
children had a median age of 8.9 years (IQR 4.9 – 12.3) and disease
duration of 3.2 years (IQR 0.9 – 7.4). TCZ was initiated at a 2-weekly
interval in 44 children, 26 children received TCZ every 4 weeks. Fifty-
eight children received concomitantly another immunosuppressive agent
(prednisone (n=47) and/or methotrexate (n=20) and/or various other drugs
(n=5)). A median of 26 TCZ doses were given per child (IQR 7 – 48),
TCZ exposure was 146.8 patient years. Twenty-two SAE were observed
in 18 (26%) children (SAE 14.9/100 patient years): 8 severe infusion
reactions, 7 serious infections, 3 cutaneous reactions (toxic reaction, cuta-
neous vasculitis, scleroderma-like skin thickening with fasciitis), two macro-
phage activation syndromes, and one abnormal hepatic function and
severe dizziness each. Infusion reactions occurred most frequently during
the first few infusions (median during 4th infusion, IQR 3 – 5). All
patients with infusion reactions had either systemic JIA (n=4) or another
autoinflammatory disease (n=4). At time of infusion reaction, all children
(8/8) had active disease, 7/8 had a concomitant treatment with predni-
sone and 2/8 additionally with cyclosporine.
At last follow up, 35 (50%) children were still on TCZ, the other 35 had
discontinued TCZ: 4 for remission, 13 because of inefficacy, 12 because
of side effects, 3 because of both inefficacy and side effects, and 3 for
other reasons. No death occurred during TCZ treatment; two patients
with systemic inflammatory disease, in whom TCZ had been inefficient,
died from uncontrollable disease 13 and 15 months after TCZ discontinu-
ation, respectively.
Conclusion: In this cohort, serious adverse events were observed in a
quarter of children with half of them having severe infusion reactions.
Higher incidence rates of severe infusion reactions were observed in chil-
dren with systemic JIA or autoinflammatory diseases. Ongoing careful
monitoring of patients treated with TCZ, especially those with important
systemic inflammation is required.
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Thaschawee Arkachaisri1,2, Manasita Tanya1, Yun Xin Book1, Sook Fun Hoh3,
Xiaocong Gao3, Lena Das1. 1KK Women’s and Children’s Hospital, Rheumatology
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Background: JIA remains one of the most common rheumatic diseases
afflicted children in SE Asia1. Despite the improvement in our treatment,
outcomes of children treated with current therapy are unknown.
Objectives: To describe the clinical outcomes of children with JIA in a
large, single center cohort in Singapore
Methods: Children diagnosed with JIA with a minimum follow-up of 6
month duration were recruited from our registry, from 1997 to 2015, at
KK Women’s and Children’s Hospital, Singapore. Kaplan-Meier survival
analyses were used to estimate the probability of ever attaining inactive
disease (ID), remission with (CRM) or off (CR) medication according to
modified Wallace criteria2. Revised Steinbroker functional classification

was used to assess functional status of JIA patients at their last follow-
up visit. Non-parametric descriptive statistics including median (IQR) were
used to described data.
Results: In a cohort of 251 children (62% male and 71% Chinese; 35%
ERA, 34% oligoarthritis and 12% RF-negative polyarthritis were among
the most common JIA subtypes encountered locally), 43% used biologics
and 65% used methotrexate. Median follow-up was 35 months (IQR 13 –
70). Of all subtypes, 89%, 71% and 21% achieved ID, CRM and CR at
least once during the course of follow-up, respectively. Over 85 – 100%
of all JIA children could experience ID, including RF-positive polyarthritis
(Fig. 1, 2). The probabilities of attaining ID within 1 and 5 years were
30 - 81% and 80 - 100%. The probabilities of attaining remission within
1 and 5 years were 10-59% and 67-100% across JIA subtypes. All of
our psoriatic arthritis and systemic onset JIA reached remission on medi-
cation within 3 and 5 years, respectively. Only 33.6% of children could
totally stop their medication at 1 year, but 19.3 – 87.0% could do so at
5 years. However, none of the RF-positive polyarthritis and undifferenti-
ated JIA children had CR during the course of their diseases. Functional
classes were achieved in 96%, 4%, 0.4% and 0% for class I – IV,
respectively.

Fig 1. Cumulative proportion of children attaining clinical inactive disease and clinical
remission on medication

Fig 2. Proportion of children achieving at least one time of clinical inactive disease and
remission in each JIA category during the follow-up period.

Conclusion: Majority of children with JIA managed by our current therapy
attained inactive disease in 2 years. Despite significant improvement in
JIA therapy, most of them remained on medications to maintain their
inactive disease status. Only 20% were able to totally withdraw treatment.
Almost all of our JIA children had no disability.
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