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Background/Aims
The BILAG-2004 index grades musculoskeletal (MSK) inflammation as
mild (C), moderate (B) and severe (A), based on clinical features. In a
recent study, 27% of SLE patients with MSK pain have ultrasound (US)
synovitis without swelling, and respond better to therapy than those
with normal ultrasound. We aimed to revise the MSK domain of the
BILAG-2004 index to improve its utility in modern practice.
Methods
An MSK sub-committee reviewed the existing BILAG-2004 MSK
definitions and glossary, then re-analysed data from recent studies to
propose revised definitions.
Results
The new definitions/changes are: (i) BILAG-C arthralgia (if US is not
performed) is defined as a classical inflammatory symmetrical small-
joint distribution of symptomatic joints on clinical assessment, based
on the features most associated with US inflammation in a previous
study. If US is performed, all previous BILAG-C patients are
reclassified: (ii) BILAG-B now includes patients without swelling if
they have significant synovitis/tenosynovitis on US in symptomatic
joints/tendons; (iii) patients with arthralgia without swelling are scored
as BILAG-D instead of C, if US of the symptomatic joints has been
performed and is normal; (iv) a more detailed definition of functional
impairment is provided for BILAG-A. Data from 221 symptomatic SLE
patients (BILAG-A-C) in two recent studies were re-analysed in the
light of the above changes. 121/221 (54.8%) were graded clinically as
having arthralgia / myalgia (BILAG-C) on BILAG-2004 . Of these, 53/
121 (43.8%) had evidence of synovitis (GS> 1 or PD>0) or
tenosynovitis (GS>0 or PD>0) on US. The effect on grading if US
were performed on all BILAG C cases is shown in table 1.

P246 TABLE 1:

BILAG MSK
Grade

Original
BILAG-2004

Proposed revision if US
performed in all BILAG-C patients

A 28 (12.7%) 28 (12.7%)
B 72 (32.6%) 125 (56.5%)
C 121 (54.8%) 0
D/E - 68 (30.8%)

Data presented as n(%), amalgamated from 2 recent studies.

Conclusion
Future versions of the BILAG index will allow the use of US to classify
patients who are graded as mild inflammatory arthritis (BILAG-C) to
moderate (BILAG-B) or non-inflammatory pain (BILAG-D/E). Although
US is not required for all assessments it may be used when there is
diagnostic uncertainty. This is in keeping with clinical practice in
inflammatory arthritis care, and similar to use of other investigations
(e.g. renal biopsy) that contribute to BILAG assessments of other
systems.
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Background/Aims
Whilst plasmacytoid dendritic cells, B-cells and damaged tissue
resident cells are established as key players in lupus pathogenesis,
macrophages have received limited attention. However, in the disease
microenvironment these cells might release inflammatory cytokines,
thus contributing to the tissue damage. Moreover, macrophages have
the potential to synthesise factors that stimulate B-cell proliferation
and promote polyclonal immunoglobulin synthesis, underlying the
autoantibody component. There is evidence that anti-inflammatory
peptides derived from endogenous host defence proteins can
modulate the macrophage activation state. Here, we measure the
capacity for RP832c, one such peptide that targets cells via the CD206
receptor, to inhibit ATP-stimulated lupus macrophages.
Methods
Peripheral blood monocytes from SLE patients and healthy controls
(HC) (both n¼ 4) were cultured with 4ng/ml of M-CSF for 7 days, in
order to derive macrophages. These cells were stimulated with 20(30 )-
O-(4-Benzoylbenzoyl)adenosine 50-triphosphate (BzATP) 0.1mM, a
selective P2X7 receptor agonist, to model the effect of damaged
tissue, with or without RP832c (10mM). After 24 hours media were
removed for assay of inflammatory factors (IL-6), and B-cell promoting
growth factors (IL-10 and BAFF) by ELISA, and cells lysed for RNA
extraction, profiled by qPCR for CD206 (M2-like), CD86 (classical M1-
like), relative to TBP.
Results
In SLE macrophages there was lower basal IL-6 release than in healthy
controls (Mean�SEM: HC 74�44, SLE 4�0.7, P-value <0.029). BzATP
induced IL-6 release (basal HC 74�44 vs BzATP stimulated HC
187�63, p-value NS; basal SLE 4�0.7 vs BzATP stimulated SLE
104�46, p-value 0.037). The addition of RP832c treatment inhibted
BzATP induced IL-6 (BzATP stimulated HC 187�63 vs
BzATPþRP832c HC 126�45, p NS; BzATP stimulated SLE 104�46
vs BzATPþRP832c SLE 27�10, p<0.078). IL-10 release in SLE lines
followed a similar pattern, induced by BzATP and suppressed by co-
added RP832c whereas IL-10 release in HC lines did not change with
the various treatments. Most interestingly, BAFF was detectable only
in BzATP treated lupus macrophage media, and was subsequently
suppressed in 3 out of 4 lines by co-addition of RP832c. In certain
lupus macrophage lines, BzATP treatment led to induction of CD206,
inhibited by RP832c (basal 6.84�0.29, BzATP treated 12.41�1.8,
BzATPþRP832c 9.08�1.48, RP832c alone 9.11�1.48 relative expres-
sion P<0.025 for effect of BzATP, P<0.13 for effect of RP832c),
whereas the RP832c treatment appeared to enhance CD86 expression
in lupus (enhanced in 3 out of 4 lupus lines, 0 of 4 HC lines).
Conclusion
These data confirm macrophages as a potential source of inflamma-
tory mediators and B cell-activating factors in lupus. These properties
are enhanced by exposure to an ATP-like stimulus. In particular, lupus
but not control macrophages had the capacity to synthesis BAFF
when exposed to the DAMP stimulus. Moreover, we observed a trend
towards suppression of pathogenic responses by RP832c, of potential
benefit to patients.
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Background/Aims
Infections are a major cause of morbidity and mortality in juvenile
systemic lupus erythematosus (SLE). We assessed the incidence and
risk factors for major infections in juvenile SLE.
Methods
We carried out a retrospective review of 175 patients of juvenile SLE
(ACR 1997 criteria) with age <18 years visiting the rheumatology clinic
at a single centre between 2010 and 2020. Clinical details were
retrieved from clinical case records and supplemented with data from
the hospital’s electronic health records. Major infections (defined as
need for hospitalization, prolonged antibacterial therapy >1 week,
resulting in disability or death) were recorded. Predictors of infection
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and their outcomes were determined using multivariate logistic
regression and Kaplan Meier survival analysis.
Results
Among 175 patients (154 were girls) with a mean age of 14.79�3.1
years, there were a total of 52 major infections in 43 patients with an
incidence rate of 8.83 per 100 person-years. The respiratory tract (19)
was the most commonly involved site followed by skin and soft tissue
(10), gastrointestinal tract (6), systemic bacteremia (5), ear nose and
throat (4), disseminated infection (3), urinary tract (2), central nervous
system (1), joint (1) and dengue shock syndrome (1). Organisms
isolated were Mycobacterium tuberculosis (11) which was the most
common and predominantly extrapulmonary, followed by enterobac-
teria (12), Staphylococcus aureus (5), cytomegalovirus (3), Herpes
zoster (2), Herpes simplex (1), MRSA (1), and Candida (1).
Gastrointestinal involvement (OR 4.21), major organ involvement (OR
2.5), use of cyclophosphamide (OR 7.63), higher baseline SLEDAI
(16[11.5-21] vs 12[8.75-16.25]) and a higher daily dose of prednisolone
(16.1�15.1mg vs 6.1�5.8mg) at the time of the infection were
predictors of a major infection. On multivariate analysis, only higher
daily doses of corticosteroids (OR1.09, 95% CI 1.05-1.14) and
gastrointestinal involvement (OR 4.98, 1.05-23.65) were significant
predictors.
Major infection-free survival at 1 year and 5 years was 82.5% (95% CI
76.8-88.7) and 72.5% (95% CI 65-80.9) respectively. There were eight
deaths with five directly attributable to infection. Overall survival was
worse in those who had an episode of major infection.
Conclusion
The risk of major infections in juvenile SLE is significant and associated
with higher daily corticosteroid use and gastrointestinal involvement at
baseline.
Disclosure
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Background/Aims
Traditionally, patients with ankylosing spondylitis (AS) and axial
spondyloarthritis (axSpA) have been managed in general rheumatology
clinics at district general hospitals, which can potentially lead to delays
in diagnosis or treatment. In order to improve the service, a fortnightly
axSpA clinic was set up at West Suffolk Hospital, with appointments
with either a consultant or nurse specialist.
Methods
A retrospective case note review was performed for patients
diagnosed with axSpA prior to the establishment of the axSpA clinic
in April 2019 (comparator group), who were subsequently followed-up
in the axSpA clinic. The ‘active group’ comprised patients referred to
the clinic with suspected axSpA from May 2019 to December 2020.
The performance analysis looked at time from GP referral to outpatient
appointment (OPA), time from OPA to MRI examination, time from MRI
scan to follow-up appointment and time to biologic disease-modifying
anti-rheumatic drug (bDMARD) therapy. Statistical analysis was
performed using unpaired t-tests.
Results
From December 2013 to April 2019, 31 patients were identified with an
axSpA diagnosis (comparator group), and 65 patients were identified
post-audit (active group). The mean time from referral to initial OPA
was unchanged between the two groups, at 37 days. While the time
from OPA to MRI scan was significantly shorter prior to set-up of the
axSpA clinic (34.9 vs. 76.7 days; p¼0.0014), at least nine patients had
delayed MRI owing to COVID-19. Excluding these patients from the
analysis, the mean wait time from MRI scan in the active group
reduced to 35.2 days, which was not statistically different from the
comparator group (p¼0.9600). Time from MRI to follow-up OPA and

time from a patient meeting the criteria for bDMARD therapy to first
prescription of bDMARD reduced following set-up of the axSpA clinic,
although differences were not significant (93.1 vs. 50.0 days;
p¼0.1400 and 35.3 vs. 21.0 days; p¼0.0510, respectively). Time
from first OPA to bDMARD therapy prescription reduced significantly
(288.4 vs. 116.7 days; p<0.0500).
Conclusion
The set-up of the axSpA clinic did not make any difference to the early
part of the axSpA pathway (the diagnostic phase); however, there was
a notable difference for follow-up times and starting treatment after the
diagnosis had been made, which most likely reflects the importance of
the role of a nurse specialist in the clinic.
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Background/Aims
Psychological distress is prevalent in people with inflammatory
arthritis. In populations with axial spondyloarthritis (SpA), the risk of
developing mental ill-health is high - for depression more than twice
that of control populations. Positive emotions are protective against
psychological distress and emotional wellbeing is favourably asso-
ciated with physical illness prognosis. However, the emotional
experiences of people who live with axial SpA are not well understood.
This study aimed to explore and synthesise qualitative data about the
emotional experience of living with axial SpA and identify barriers and
facilitators to emotional wellbeing.
Methods
First, a systematic review and thematic synthesis was conducted. Nine
databases were searched from inception to December 2019. Qualitative
and mixed methods studies were included if they reported qualitative
participant level data about the lived emotional experiences of people with
axial SpA and were published in English or German. The search was
updated in March 2021. Study quality was assessed using a modified
version of the CASP (Critical Appraisal Skills Programme) qualitative tool.
Grey literature was appraised using the Authority, Accuracy, Coverage,
Objectivity, Date, Significance (AACODS) checklist. Data were extracted,
coded and categorised. Synthesis involved translation of concepts from
one study into another and development of descriptive themes. Second,
four axial SpA online forums were searched from inception to June 2020 for
posts from UK-based individuals with axial SpA containing data about their
emotional experiences of axial SpA. Thematic analysis was undertaken.
Results
Of 10,824 database records screened, 27 studies, published between
1995 and 2020, went forward for synthesis. Study populations
included people diagnosed with Ankylosing Spondylitis (n¼ 1143),
axial SpA (n¼ 53) and non-radiographic axial SpA (n¼18). Two studies
with mixed populations (n¼37) did not specify numbers diagnosed
with axial SpA. Most participants were male and had established
disease. No studies specifically focused on the psychological
experiences of living with axial SpA. 537 posts were identified from
online fora, 278 (52%) of which were from men. Seven descriptive
themes were generated from the qualitative synthesis: delayed
diagnosis: a barrier to emotional wellbeing; disruptive symptoms: a
source of mood swings; work disability: a loss of self-esteem;
obstacles in interpersonal relationships: a trigger of distress; taking
up exercise: ‘personal pride’ or ‘unwelcomed reminders’; anti-TNF
therapy: hope reignited despite concerns; journey of acceptance:
worry mixed with hope. The findings from our review of online fora
supported and validated these themes. One additional theme -
COVID-19: uncertainty and anxiety during the pandemic - was
developed from constructs identified from online posts.
Conclusion
Our findings highlight substantial negative and mixed emotions
experienced by people with axial SpA. However, data about the
emotional experiences of women, people diagnosed with non-radio-
graphic axial SpA, and those in the early stages of diagnosis, are limited.
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