
(ACT), which aims to increase psychological flexibility. This is sup-
ported in chronic pain research where ACT leads to improved function-
ing, particularly in those with higher ASD traits.
A discrepancy exists in chronic pain literature as there is a higher preva-
lence of children with clinically significant ASD traits than with con-
firmed ASD diagnosis. It appears that medically unexplained pain can
interfere with ASD diagnosis, with it often being the first presenting
symptom in undiagnosed ASD, and oversensitivity to pain has been
associated with delayed ASD diagnosis. Sensory and perceptual
abnormalities are commonly seen in ASD, with research indicating an
underlying link between hypersensitivity and pain. However, current
pain sensitivity findings can often not be generalised to children with
comorbid chronic pain and ASD; studies tend to exclude those with
such physical health conditions and investigate only acute pain sensi-
tivity in ASD.
Key learning points/Conclusion: There is a link between chronic pain
and ASD evident in the literature as children with ASD are at a higher
risk of developing chronic pain than the general population, particularly
if they also experience abnormal or hypersensitivities.
Chronic pain is likely to have a greater impact on children with ASD,
including higher depression levels and lower quality of life.
Due to the risk for greater functional impairment, it is particularly impor-
tant to manage chronic pain in children with ASD, however common
ASD traits and a lack of specific guidelines pose challenges in doing so.
Due to a lack of existing research, further research is required to gain
understanding of the link between chronic pain and ASD, including
exploring sensory abnormalities in chronic pain and the management
of comorbid chronic pain and ASD.
It is important raise awareness of this association amongst clinicians,
particularly due to the prevalence of undiagnosed ASD, the impact on
intervention, and the risk for more severe functional impairment in
paediatric chronic pain.
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OA03 “I CAN’T STAND THIS PAIN ANYMORE. PLEASE CHOP
MY LEG OFF.” IS AMPUTATION A THERAPEUTIC OPTION FOR
COMPLEX REGIONAL PAIN SYNDROME IN CHILDREN AND
YOUNG PEOPLE?

Bristol and
Weston NHS Trust, Bristol, United Kingdom, 2Bath Centre for Pain
Services, Bath, United Kingdom, and 3Department of paediatric
Rheumatology, The Royal Wolverhampton NHS Trust,
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Introduction/Background: Complex Regional Pain Syndrome (CRPS)
is a chronic intensified localised pain condition. Symptoms may include
limb pain, allodynia; hyperalgesia; swelling and/or changes in skin col-
our of the affected limb; dry, mottled skin; hyperhidrosis and trophic
changes of the nails and hair. There is no known cure. Management
involves analgesic medication and intensive multidisciplinary pain
rehabilitation. Some cases however seem intractable, with little or no
response to therapy. Some patients feel amputation of the affected
limb is the only possible option. We present four cases of children and
young adults requesting amputation for CRPS.
Description/Method: Case 1: 13 years, CRPS left leg, with associated
gross oedema, ulceration and high risk of sepsis.
Case 2: 16 years, CRPS both feet and ankles, ulceration, fixed dystonic
posturing bilaterally, Autistic Spectrum Disorder
Case 3: 17 years, mild cerebral palsy affecting left side, passionate
about sport, development of CRPS following surgery for tendon release
right hip flexors, fixed flexion contractures at right hip and knee.
Case 4:17 years, high functioning athlete, CRPS initially foot and ankle,
contractures ankle, knee and hip; progression to involve other leg.
In each of these cases, prolonged intensive therapeutic interventions
have not been successful in restoring function or reducing pain. All
have requested amputation of the affected limb(s).
Discussion/Results: The tabloid press has reported the transforming
success of amputation for some cases of CRPS, describing individuals
who have had CRPS which has not responded to treatment finally hav-
ing the affected limb amputated, and subsequently achieving great
things - including winning medals in the Para-Olympics. Unsurprisingly
such success stories provide hope for some enduring CRPS and
becomes part of their ‘evidence’ for requesting amputation.
The scientific literature however is sparce, and virtually non-existent in
children and young people. The risks of ongoing pain in the stump;

recurrence of CRPS in the amputated limb - or elsewhere; phantom
limb pain and inability to tolerate a prosthesis are well documented in
the adult literature that is available.
Key learning points/Conclusion: Despite this, for the child/young
person experiencing not only pain, but disgust, shame and body per-
ception disturbance, the argument for amputation can be strong, and
has to be considered. We present the evidence to date and share the
complexity of such discussions, focusing on the experience gained
from these cases.

CONNECTIVE TISSUE DISEASES
INCLUDING JDM
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OA04 PAEDIATRIC APS - CHILDREN ARE NOT JUST SMALL
ADULTS

Rosie Close, Alice Leahy, Kerstin Nott
Southampton Children’s Hospital, Southampton, United Kingdom

Introduction/Background: Antiphospholipid syndrome (APS) is a rare
autoimmune multisystem disease characterised by thrombosis and
pregnancy morbidity in the presence of persistently elevated titres of:
lupus anticoagulant, anticardiolipin and/or anti-glycoprotein 1. It may
be primary (occurring alone) or secondary (in combination with another
disease, most commonly systemic lupus erythematosus (SLE)). Recent
publications highlighted clinical criteria limitations for children and
raised awareness of the burden and prevalence of non-criteria mani-
festations in this population. This case report adds further weight to the
need to raise multi-specialty awareness of non-criteria manifestations
to aid recognition and treatment of this rare condition with potentially
severe sequelae.
Description/Method: 13-year-old female with SLE diagnosed aged 8
in India with bilateral optic neuritis occurring two months later. ANA
positive at diagnosis with low complement and thrombocytopenia.
Treated with prednisolone and hydroxychloroquine. Patient moved to
the UK aged 9; initial abnormal bloods: mildly positive ANA (ENA nega-
tive), thrombocytopenia, strong lupus anticoagulant. As serology not
strongly suggestive and optic neuritis rare in lupus diagnosis ques-
tioned. Ophthalmology review confirmed bilateral optic atrophy without
evidence of previous vasculitis. There was debate whether the post-
retinal demyelination was due to antiphospholipid syndrome or a
primary demyelinating condition. Hydroxychloroquine stopped and
azathioprine started. Following normal neurology investigations (brain,
spine MRI/MRV/MRA) concluded if patient developed new APS-
related symptoms or worsening visual evoked potentials anticoagula-
tion would be discussed. Patient remained stable over four years with
chronic thrombocytopenia and ESR persistently elevated. Azathioprine
changed to Mycophenolate mofetil (MMF) due to side effects.
Routine medication monitoring bloods in 2022 showed ESR 97, CRP
78, Platelets 61. Review identified vasculitic rash on soles of both feet
with palpable nodules and normal pulses. Further investigation con-
firmed antiphospholipid antibody triple positivity. Aspirin commenced,
hydroxychloroquine restarted, MMF dose increased and rituximab
administered. Left foot rash settled but right progressed with toe disco-
louration and numbness. Skin biopsy considered but not performed
due to skin integrity concerns. Foot pulses remained present and nor-
mal. Bilateral lower limb doppler reported as normal; increased symp-
toms resulted in CT angiogram which revealed bilateral non-occlusive
popliteal thrombus and left pulmonary embolus. Subsequent echocar-
diogram was normal. Patient was anticoagulated with low molecular
weight heparin followed by warfarin. Vascular surgical team advocated
medical management and patient received seven infusions of Iloprost
followed by Sildenafil. She achieved near total resolution of skin
changes to toes with only minimal loss of skin over tip of right great toe.
Patient will now require long-term anticoagulation.
Discussion/Results: APS was considered in initial differential diagno-
sis but patient did not meet current clinical criteria as no past evidence
of thrombosis. Lupus anticoagulant was consistently strongly positive
and anticardiolipin repeatedly negative. As anti-B2 glycoprotein 1 anti-
body is not routinely tested and must be verbally requested, it was only
checked once (negative) prior to discovery of triple positivity.
ANA reported as strongly positive at time of SLE diagnosis but review-
ing original notes from India titre was 1:100 and therefore not highly
convincing. ENA negative and complement and white cell count normal
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on repeat testing since. Therefore, it is probable that this patient has
primary APS as opposed to secondary APS in association with SLE.
However, it is possible that this patient may develop more symptoms of
SLE over time.
When this patient presented with foot rash there were high numbers of
children presenting with varying severity of painful, itchy toes coined
‘covid toes’ due to suspected link to SARS-CoV-2 infection. Patient
had exposure history, and COVID antibody serology was difficult to
interpret due to recent vaccination. Dermatology found appearance to
be consistent with ‘covid toes’ and advised supportive treatment. The
triple APS antibody positivity result provided probable aetiology.
Providing evidence of thrombus was problematic with false reassur-
ance from apparently normal lower limb arterial doppler when actually
popliteal arteries were not checked in view of the presence of normal
flow proximally at the groin and distally in the feet.
This case highlights the need to continue to search for thrombus in
presence of high titres antiphospholipid antibodies and particularly in
the case of triple positivity as although patient presented with colour
change to toes, she was entirely asymptomatic from her PE and her left
foot improved spontaneously despite a left popliteal thrombus also
being present.
Key learning points/Conclusion: Non-criteria manifestation of
thrombocytopenia (occurs in 25% paediatric APS patients) was
present throughout and patient had past history of haematuria (a rec-
ognised renal non-criteria manifestation). A paediatric specific APS cri-
teria including these may have resulted in earlier detection of triple
antiphospholipid antibody positivity and thus earlier treatment escala-
tion and possible avoidance of thrombus.
It has been reported that a high proportion of children with positive anti-
phospholipid antibodies don’t develop a thrombus. However, it is inter-
esting that our patient was entirely asymptomatic from her pulmonary
embolus which was an incidental finding on her CT angiogram. This
prompts a discussion about how much imaging should be performed in
those with high levels of persistent positive antiphospholipid
antibodies.
Rituximab resulted in normalisation of platelet count and ESR for the
first time since initial presentation. Anticardiolipin antibodies normal-
ised, lupus anticoagulant decreased from strong to moderate and anti-
B2 glycoprotein levels decreased but remained positive. Rituximab is a
recognised treatment for catastrophic antiphospholipid syndrome
(CAPS) but not routinely used in APS. The consistently raised ESR in an
apparently clinically well patient is a reminder to continue to search for
causes of inflammation. As the CRP was largely in normal range, this
demonstrates the unique value of the ESR.
In view of anti-B2 glycoprotein 1 antibody requiring to be verbally
requested, discussions are ongoing with the laboratory department
regarding the possibility of electronic request and a comment with rec-
ommendation to check other two antiphospholipid antibodies following
one positive antibody result.
As a result of this case, a plan will be put in place to ensure annual
screening of antiphospholipid antibodies in all juvenile SLE patients in
our care.
It is hoped that this case report promotes discussion amongst the
paediatric rheumatology community regarding further research
required for development of paediatric specific APS criteria and man-
agement.

Abstract citation ID: rkac066.005

Introduction/Background: MDA5-positive juvenile dermatomyositis
(JDM) represents a distinct clinical phenotype associated with skin and
oral ulceration, milder muscle involvement and a higher incidence of
interstitial lung disease (ILD) and severe rapidly progressive ILD (RP-
ILD).
Description/Method: The objectives were to describe the presenting
clinical characteristics of patients with MDA5-positive JDM, the inci-
dence of ILD and risk factors associated with development of RP-ILD.
Retrospective clinical notes review of patients with MDA5-positive
JDM managed at Great Ormond Street Hospital (GOSH) over a 24-year
period.

Discussion/Results Demographics: Twenty-five patients were man-
aged at our centre with MDA5-positive JDM. One additional patient
was excluded as no notes available. Sixty-four % females. Sixty %
were White British, 20% Black African, 8% Mixed, 8% Asian, 8%
European and 4% South Asian. Median age of presentation was 10.0
years (IQR 6.9,12.3). Diagnostic delay was significant, with median 14
weeks (8,26) between initial symptoms and diagnosis. 24% of this
cohort were also Ro-52 positive.
Presentation: All patients had skin involvement; 52% ulcerating skin
disease, 64% heliotrope rash and 100% Gottrons papules on initial
presentation. Forty-four % had peri-ungal changes, 35% digital pitting/
infarcts and 64% nailfold changes. 40% had peri-orbital oedema.
Muscle involvement was present in all, with median CMAS 40/52
(36,44) and MMT8 57/80 (51,62). Eighty-eight % had arthritis; initial
active joint count was available for 16 patients with median 5.5 joints
(3,16). 40% had gastrointestinal symptoms; fever, weight loss and
mouth ulcers were present in 52%, 52% and 60% respectively.
Twenty-four % had respiratory symptoms at diagnosis.
Interstitial lung disease: 52% were diagnosed with ILD and a further
20% had abnormal pulmonary CT scans not thought to be diagnostic
of ILD. 13% (2 patients) had RP-ILD; both of whom died despite immu-
nosuppression and extracorporeal membrane oxygenation. There
were no other deaths amongst this cohort. No respiratory involvement
was identified in 28%. Of 19 patients who had a CT chest at diagnosis,
84% were abnormal. Only 1 patient developed respiratory involvement
during disease course whilst on treatment; the other 93% with ILD had
evidence of ILD at diagnosis. Out of 58 putative variables, 4 risk factors
were associated with development of RP-ILD which reached statistical
significance, a further 3 factors were significantly protective, as is
shown in Table 1. 2 patients had pneumocystis pneumonia (PCP), both
of whom required intensive care and one associated with death.
Key learning points/Conclusion: Skin and muscle involvement were
identified in all patients, with the majority also presenting with ulcerat-
ing skin disease, oral ulceration and arthritis. The majority of this cohort
had lung involvement and 2 patients died of RP-ILD. Four risk factors
were found to be predictive of RP-ILD and a further 3 protective factors
were identified. Rapid deterioration of respiratory symptoms was asso-
ciated with PCP, while ILD was unlikely to develop whilst on treatment
if not present at diagnosis. These findings need to be validated in a
larger cohort of patients.

Walsall Healthcare NHS Trust, Walsall, United Kingdom

Introduction/Background: Rheumatic pain can result from a multi-
tude of aetiologies. We present a complex case of thigh pain as the pre-
senting manifestation of GPA, which required a multi-disciplinary
approach to investigate, diagnose and manage. The pain was attrib-
uted to lumbosacral plexopathy, a rare neurological manifestation of
GPA. The case was further complicated by subsequent leg weakness
secondary to steroid-induced myopathy underlining the challenges
confronting clinicians in diagnosing and managing complex systemic
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