
had other medications whilst 2 required none. Only 4 (12%) settled
following this. The majority (n¼ 29, 88%) had a relapsing and remitting
course. 23 (79%) had more than one relapse (median 3, range 1-7).
Relapse treatment varied but included NSAIDs in 12 (41%), 1 course of
Pamidronate in 7 (24%), 2 courses in 10 (34%), and �3 courses in 4
(14%). Anti-TNF therapy was used in 11 (38%) and given following
failed Pamidronate in 9 (82%). When considering initial and relapse
treatment together, 22 patients had NSAID alone, with symptomatic
response in 77%. 26 received Pamidronate, 69% responded (mean
duration 7 months). 11 received Anti-TNF therapy, 91% responded
(mean duration 16 months). No relationship was noted between the
site or number of lesions and treatment response or number of
relapses. Outcome data was available for 28 patients. 13 remain under
follow up, 7 were transitioned, 8 were discharged. 7 (21%) developed
chronic pain. 2 developed Infliximab-triggered psoriasis.
Conclusions: We describe the clinical features and management of
CRMO in a Scottish population. Delay to diagnosis in common. Often
requiring multiple courses of treatment, it is associated with significant
pain, leading in some to the development of chronic pain. We suggest
this condition may be more common than previously recognised

021. CHRONIC NON-INFECTIOUS OSTEOMYELITIS: A
TERTIARY CENTRE COHORT

Chandrika Bhat1, Marion Roderick2, Ethan Sen3, Adam Finn4 and
Athimalaipet V. Ramanan5

1Paediactric Rheumatology, 2Paediatric Infectious Disease and
Immunology, Bristol Royal Hospital for Children, 3School of Clinical
Sciences, University of Bristol, 4Paediatrics, University of Bristol and
5Paediatric Rheumatology, Bristol Royal Hospital for Children,
Bristol, UK

Background: Chronic non-infectious osteomyelitis (CNO) is an auto
inflammatory bone disease. The aetiology of CNO is still largely
unknown and treatment is most often empiric.
Aims: In this retrospective study, the aim was to understand the
demographics of this population, time to diagnosis and the most
commonly involved sites in one tertiary centre.
Methods: Children (less than 18 years of age) diagnosed with CNO
between January 2005 to July 2017 and reviewed at Bristol Royal
Hospital for Children were included. Their clinical notes were reviewed
and all pertinent data collected. The Bristol diagnostic criteria were
applied retrospectively.
Results: Sixty five patients were included in the study. There were 46/
65(70.76%) girls and 19/65(29.23%) boys. The mean age for symptom
onset was 9.36 years and the median was 9.75 years (range
20months-15years). The mean age at diagnosis was 10.65 years
with a median of 11 years (range 23months -16years) .The average
time to diagnosis in our cohort was 17.13 months with a median of 12
months. The distal tibial metaphysis was involved in 23/65 (35.38%),
clavicle in 20/65(30.76%) and the vertebral body in 20/65 (30.76%)
(See Table 1). The initial presentation was to the Orthopaedic
Surgeons in 25/65(38.46%) followed by the GP 20/65 (30.76%) and
the Emergency Department 11/65(16.92%). Only 3 patients presented
to the paediatric rheumatology department in the first instance. Bone
pain was the presenting symptom in 55/65(84.61%) and a swelling was
noticed in 30/65(46.15%) patients. Typical MRI changes were noted in
64/65(98.46%) and 40/65(61.53%) underwent a bone biopsy to
demonstrate changes of chronic osteomyelitis. Bristol Diagnostic
Criteria were met in 57/65(87.69%) of the cohort. NSAIDs were tried as
first line in 61/65(93.84%) patients. Significant clinical response was
reported in 21/61(31.42%) in the NSAID group. 36/65(53.84%) went on
to have pamidronate infusions. Of these a clinical response was seen
in 28/36(77.77%) whereas radiological improvement was demon-
strated in 30/36(83.33%). 7/36(19.44%) had no clinical response and 1
patient has completed only three days of pamidronate. 25/65 (38.46%)
patients received a course of antibiotics at some stage with variable
responses. 4/65(6.15%) patients had a trial of corticosteroids and 3/
65(4.61%) were started on methotrexate. 2/65(3.07%) were com-
menced on an anti-TNF.
Conclusions: The results of our study highlight the fact that despite
the advances made in the understanding of the disease there is still a
substantial delay in diagnosis. The distal tibial metaphysis had the
highest predilection for involvement. A whole body MRI is an effective
tool to diagnose CNO. A bone biopsy is helpful in cases where
diagnosis is uncertain. Pamidronate was an effective treatment option
for several symptomatic patients.
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Background: The Scottish Paediatric and Adolescent Rheumatology
Network (SPARN) is a National Managed Clinical Network that was
established in 2009. The remit of SPARN is to ensure that all children with
rheumatic conditions are diagnosed promptly and managed appropriately
by local multidisciplinary teams, with input from a paediatric rheumatol-
ogist supporting each network clinic. As SPARN has established, patients
with a wide variety of rare auto inflammatory conditions have been
identified, diagnosed and are locally managed within the network clinics.
Aims: We wished to demonstrate the spectrum of autoinflammatory
disease seen in SPARN network clinics. We wished to understand the
ability of the network to deliver local expert management to children
with rare conditions.
Methods: Patients with autoinflammatory disease were identified from
the 13 SPARN network clinics in Scotland. Retrospective review of
case notes and electronic records was undertaken to determine
diagnosis, genetic mutation and treatment.
Results: A total of 40 cases (definite and probable) were identified from
clinics in 7 Health Board areas around Scotland. Cases seen are shown
by diagnostic categories in Table 1. 17 children (10 CAPS, 3 TRAPS, 1
MVKD and 3 others) received anakinra during the course of their
treatment; 8 remain on it. 5 children with CAPS moved on to
canakinumab with good benefit. One child in the miscellaneous group
unsuccessfully tried canakinunumab. 5 children received tocilizumab, 2
with MVKD and 1 with CAPS responded well. 2 children responded well
to anti-TNF therapy. 9 children received colchicine alone or in
combination. 8 children (all miscellaneous or interferonopathy cate-
gories) received various conventional immunosuppressive agents as part
of their treatment. One child with an Interferonopathy responded well to
ruxolitinib. These treatments have been initiated and are administered
locally by specialist multidisciplinary teams across Scotland.
Conclusions: The development of SPARN has resulted in increased
recognition, diagnosis and treatment for these rare and complex
conditions. All therapeutic agents used have been facilitated by locally
based teams, improving compliance and quality of life for children and
families. SPARN has achieved its aim of providing equity of access to
the best possible care for all children with rheumatic conditions in
Scotland regardless of geography and in supporting locally delivered
care via a network of services with specialist multidisciplinary teams
working in partnership with expert teams from the tertiary centres.
SPARN proposes the development of clear diagnostic and therapeutic
pathways for these rare conditions for use within the network.
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Background: Majeed syndrome is a rare autoinflammatory disease of
the bone with autosomal recessive inheritance due to mutations in the
LPIN2 gene on chromosome 18. It constitutes CRMO (Chronic
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