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Background: Joint Hypermobility (JHM) is reported to occur in up to
30% of children if adult criteria are applied. Hypermobile children are
commonly seen in paediatric rheumatology clinics with associated
musculoskeletal pain, and parental anxiety relating to treatment
options and a formal diagnosis. At present there is no validated
diagnostic tool in children to determine JHM or BJHS. Adult tools such
as the Beighton score are used but there is no agreed distinction of
abnormality at different ages. The revised Brighton criteria 1998 are
validated in adults for the diagnosis of BJHS but their relevance in
paediatrics is unknown. As part of a randomized controlled trial looking
at a therapeutic intervention in children with hypermobility and pain,
we looked to determine whether the Brighton criteria are an adequate
tool for classifying children as having BJHS.
Methods: Children aged 5–16 years old were recruited from
secondary paediatric care. They were assessed to be hypermobile
with musculoskeletal pain by a paediatric rheumatologist. Two
paediatric physiotherapists determined the children’s Beighton
score, level of pain using the Faces visual analogue scale, and sites
of pain. Parents were questioned to elicit family history of BJHS and
the presence of Brighton minor criteria.
Results: A total of 120 children were included. Only 34 children
(28.3%) were classified as having BJHS using the Brighton criteria. Of
these 58.8% were female. Of the 34, 28 (82.4%) met both major
criteria. The other 6 met classification due to one major criteria
(Beighton >4) with 2 minor criteria (2 (5.8%) due to arthralgia and skin
extensibility, 1 (2.9%) due to arthralgia and dislocations, 1(2.9%) due
to skin extensibility and eye signs (myopia), 1 (2.9%) due to skin
extensibility and dislocations and 1 (2.9%) due to arthralgia, skin
extensibility and multiple dislocations). Of the children meeting criteria
for BJHS, 12 (33.3%) had a family history. A further 6 cases of BJHS
could be classified by the Brighton criteria if their family history was
confirmed. The commonest site of reported pain was in the muscles of
the legs (27.5%). 64 (53.3%) children met at least one minor criteria
however of these, 28 (43.4%) scored for arthralgia in 1–3 joints.
Conclusion: We have shown that most children presenting with
hypermobility and pain cannot be formally classified as BJHS
according to current adult criteria. The majority of children do not
have a family history of hypermobility suggesting non-hereditable
causation. The minor criteria of the Brighton classification have limited
relevance to children and they do not include the commonest site of
reported pain. A validated paediatric clinical assessment tool is
required to determine paediatric hypermobility and to predict those
who will develop pain and associated problems.
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Background: A phase 3 trial (TENDER) demonstrated the efficacy of
the IL-6 receptor inhibitor tocilizumab (TCZ) in patients with systemic
JIA (sJIA). The purpose of this analysis was to investigate progression
of radiographic joint damage in patients with sJIA treated with TCZ for
up to 2 years in TENDER.
Methods: 112 patients aged 2–17 years with active, refractory sJIA of
�6 months’ duration and an inadequate response to previous non-
steroidal anti-inflammatory drugs and oral corticosteroids were enrolled
in TENDER. Patients were randomized 2:1 to receive TCZ according to
body weight (12mg/kg <30kg or 8 mg/kg�30kg) or placebo i.v. every 2
weeks for 12 weeks. Patients then received open-label TCZ in the
ongoing long-term extension. Radiographic progression was calculated
as change in adapted Sharp/van der Heijde score (aSH) score and/or
Poznanski score, assessed on hand and wrist radiographs, from
baseline to weeks 52 and 104. Radiographic progression was indicated
by a positive aSH score change or negative Poznanski score change.
Clinical efficacy endpoints included American College of Rheumatology
(ACR) Pediatric (Pedi) 70/90 responses.
Results: Baseline and �1 post-baseline aSH and Poznanski scores
were available for 47 and 33 patients, respectively. Reasons for
missing X-rays included early withdrawal, no consent, unreadable
X-rays. Baseline characteristics for patients with radiographic data
were similar to the whole TCZ population. Patients with assessable
aSH/Poznanski scores had 5.2/4.8-year disease duration, 21.3/19.2
active joints, 20.0/18.2 joints with limitation of movement, and ESRs of
53.9/59.2 mm/h. At weeks 52 and 104, there were 20 and 19 patients,
respectively, with aSH progression, and 8 and 6 patients, respectively,
with Poznanski score progression. Median change in aSH score from
baseline to weeks 52 and 104 were 0 and 0.5, respectively (Table 1).
Median change in Poznanski score from baseline to weeks 52 and 104
were 0.3 and 0.17, respectively.
Conclusion: Although changes in radiographic scores over time were
seen in many patients, on average, patients with sJIA did not

289 TABLE 1. Radiographic progression and clinical efficacy endpoints

Wk 52 Wk 104

aSH score (n¼ 47), median (IQR) 0.00 (–8.70–4.00) 0.50 (–7.50–12.00)
Poznanski score (n¼ 33), median (IQR) 0.30 (–0.02–1.03) 0.17 (0.01–1.04)
ACR Pedi 70 (n¼ 112), n/N (%) 92/106 (86.8) 57/65 (87.7)
ACR Pedi 90 (n¼ 112), n/N (%) 67/106 (63.2) 46/65 (70.8)

IQR: interquartile range.
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experience noticeable progression of radiographic damage over 2
years of treatment with TCZ.
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Background: Young people with a spectrum of inflammatory arthritis
can have severe disease warranting aggressive treatment, including
biologic therapies. They face decisions with profound consequences,
often at a difficult time for both disease and personal development.
Our study explores various facets of this experience, including young
people’s views on the risks and benefits of treatments offered. Prior
research suggests that irrespective of age and condition people value
treatment that helps them live a normal life. However, it also indicates
that perceptions of normal life, and issues achieving this, vary by age,
condition, and treatment regime.
Methods: Young people (16–25 years) with inflammatory arthritis and
experience of treatment decision-making have been recruited via three
NHS Hospital Trusts. Sampling has been purposive and theoretical.
Twenty-three young people have been interviewed, plus 10 trusted
others (typically mothers). Recordings of consultations (n¼4) have
also been made. Data were analysed using qualitative techniques
(coding, memoing and mapping).
Results: Young people define normal with reference to: experiences
before disease onset; the lives of peers; and normative ideals. They
recognize that treatment presents both an opportunity and threat to
achievement of normal life: it might minimize joint damage, reduce pain
and improve mobility, but can also affect appearance, physical/mental
wellbeing, and freedom to engage in activities taken for granted by their
peers. Our data suggest that the emotional, social and vocational
consequences of these impacts can be profound. When offered more
aggressive treatments, young people assess whether these will move
them towards, or away from, a normal life. Experiences of past and
present treatments, in particular MTX, provide important reference
points. Young people offered biologics generally seem aware of the
uncertainties about long-term effects. However, they feel bound to
accept these potential risks to improve life in the short-term. Young
people vary in the extent to which they recognize that their ideas about
normal life might soon change, and consider the medium-term
implications of treatment, e.g. for having children.
Conclusion: Young people, like older adults, value treatment that
gives them access to normal life. However, social and vocational roles
are age-related: how normal life looks changes throughout the life
course—even within the age range in our study. Encouraging young
people to talk about their medium-term aspirations (e.g. to visualize
normal life 5 years hence) might help them to recognize and take
account of this. Perhaps more critically, young people need to be
supported—both at the point of decision-making and subsequently—

to articulate how treatment promotes or impedes normal life, so that
regimes can be clarified and/or adjusted in order not to become more
challenging and restrictive than necessary.
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Background: JIA is the most common form of arthritis that affects
young people. At UCLH we run a clinic for adolescent patients with
JIA. The clinical phenotype of JIA in the adolescent age spectrum is
relatively poorly characterized.
Methods: The aim of this survey was to provide an in-depth
description of a cohort of JIA patients attending a dedicated
adolescent service (13–19 years of age) including subtype, clinical
and laboratory characteristics within each subtype, and treatments
including biologic therapies.
Results: Clinical details of the most recent 137 patients with JIA seen
at our unit were reviewed. 57% were female. 57% of all JIA patients
were currently receiving MTX and 21% etanercept.

Polyarticular RFþ patients (n¼12,9%) were all female, with disease
onset at 11years(y) 8 months [median 6 month delay to diagnosis
(DD)]. 25% were ANAþ and 75% anti-CCPþ. 75% were receiving
MTX, 33% etanercept, and one patient, rituximab. Polyarticular RF–
(n¼ 33, 24%) had an earlier disease onset (7 years 9 months, DD 6
months), 22% were male. 25% were ANAþ, and one patient was anti-
CCPþ. 59% were receiving MTX, and they received a wider range of
biologics (etanercept 22%, Adalimumab 9%, tocilizumab 3%, ritux-
imab 6%). Enthesitis related arthritis (ERA) (n¼44, 32%) males
comprised of 75%, with a median onset of disease at 11 years (DD
over 2 years). Only 5% had ANAþ. 51% of patients were receiving
MTX, 23% etanercept, no other biologics had been given.
Oligoarticular patients (n¼ 16, 12%) presented at 9 years 1 month
(DD 10 months). 37% were male. 19% were ANAþ, none were RF or
anti-CCPþ. 50% were currently receiving MTX, and 19% were on
adalimumab. The extended oligoarticular group (n¼ 21,15%) had 48%
male, 19% ANAþ, 9% RFþ, 0% anti-CCPþ. 52% were receiving MTX,
19% etanercept, 5% adalimumab, 14% tocilizumab, 5% rituximab.
Psoriatic patients (n¼4) were 25% male, onset at 7 years 6 months
(DD almost 2 years). None had autoantibodies. 75% were receiving
MTX, 50% etanercept. Of the 7 systemic onset JIA, 28% were male,
the median onset of disease was 9 years (DD 2 months). None had
positive autoantibodies. 57% were receiving MTX, 14% etanercept,
43% tocilizumab. 34% of the whole group were currently taking
NSAIDs. This was higher in the polyarticular RFþ (42%), the ERA
group (44%) and the psoriatic group (50%)
Conclusion: This detailed description of a large adolescent cohort of
JIA patients demonstrates that the clinical phenotype of JIA in this age
group differs substantially from the typical pattern of disease seen in
paediatric rheumatology departments. There is a higher prevalence of
polyarticular JIA and ERA supporting the notion these sub-types tend
to come on later in childhood and persist. Also it is interesting that
polyarticular RF– JIA required more switching implying less response
to etanercept, the first-line biologic as compared with RFþ.
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Background: Physical activity (PA) is known to be reduced in children
with JIA compared with healthy peers. In order to assess the
influences on physical activity, a process of identifying specific
barriers within this cohort was undertaken The aim was to develop a
questionnaire to assess barriers and facilitators to physical activity in
school-age children with juvenile arthritis
Methods: A literature review of the existing body of knowledge was
conducted in addition to a semi-structured interview with 12 children
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