
• Strength and range of motion restored to shoulder and arm.
• School attendance increased.
However, in recent months A&E attendances and reports of pain were
increasing, with service engagement decreasing.
Requests for individual psychology for Ed had been made by various
team members, but Ed had not taken up offered psychology conversa-
tions or appointments. This contributed to expressions of frustration,
worry and hopelessness in the team who wanted individual psychology
for Ed “to move things forward”.
3rd Multidisciplinary Clinic appointment:
With all therapists and doctors in attendance the psychologist took
time to explore Ed and his mother’s daily lives outside pain, their inter-
ests, joys and skills. They explored the family’s explanations for pain,
experience of services so far, roles they felt investigations, doctors,
occupational therapy, physiotherapy and psychology had, could and
should play.
Amongst other things particular emphasis placed on:
• Privileging family’s views.
• Using patient’s language.
• Regular summarising.
• Placing professionals then family members in listening positions and
exploring what each had heard the other say.
The psychologist endorsed Ed’s view that psychology had no role to
play in his care.
Discussion/Results: Was Ed in desperate need of 1-1 psychology to
move forward?
For this family the psychological intervention was with both family and
healthcare system. The psychologist used a narrative approach, posi-
tioned as a curious (almost) "outsider", with the patient as an expert in
their own care. Beginning with a foundation of identity outside pain, fol-
lowed by facilitated witnessing of ideas and experiences for family and
healthcare professionals. Thus, new insights, a shared understanding
and plan could develop.
With this approach it emerged referrals to psychology coupled with no
simple medical explanation and treatment fed fears professionals
thought "pain was all in Ed’s head". This shook confidence in the
healthcare team and reinforced messages the family experienced fam-
ily, school and friends as giving. Around this time Ed’s progress stalled.
Whilst family described previous negative experiences of psycholo-
gists, current physiotherapy was described as developing "strength
and mobility", occupational therapy as "really understanding" and giv-
ing "useful exercises/advice", cheerleading throughout a difficult jour-
ney. Doctors offered (another) detailed review of investigations and
physical examination reiterating pain, but not damage were present.
The psychologist thoroughly explored and all things psychology might
add, none of which the family felt were useful. This choice was thor-
oughly validated and respected.
During the appointment "thinking break" (family not present) the team
were surprised by the family’s positive interpretations of care offered
thus far. It was hypothesised not feeling believed/validated was a very
difficult place to "recover" from and ideas generated of what validation/
being believed would look like for this family. Given the family’s vocal-
ised block to progress was "the hand", perhaps is was a hand special-
ist rather than a psychologist?
The family were pleased to see joint occupational and hand therapy
resulting in "full recovery". Throughout the professionals were offered
regular psychological consultation and team discussion time.
Key learning points/Conclusion: There are many ways to peel the
chronic pain orange.

When faced with often overwhelming needs of young people living with
chronic pain and sometimes overwhelming needs of referring health
and social care systems it can be hard to hold onto this idea. Initially
referrers thought individual psychology was indicated, what was
offered and created change was a psychologically informed multidisci-
plinary appointment in which the family’s worries were given space,
validated and answered, whilst their right to decline psychological sup-
port was validated and bolstered. Alongside ongoing psychological
consultation to professionals.
Pain is all in my head, no-one believes me, no-one understands.

Are powerful ideas that can be detrimental to family-healthcare rela-
tionships, whether stated directly, implied or internally voiced. They
can represent a significant barrier to families accessing psychology
directly.
We may wholeheartedly believe people experience pain that cannot
reliably be seen or measured externally, but that does not mean we are
experienced that way. For me this case highlighted the importance of
• checking out beliefs about symptoms.
• gauging whether ongoing/regular validation and reassurance is
needed and in what form.
• even celebrating someone’s successes in the face of pain even sug-
gesting someone can move on with their life can be experienced as

invalidating/not getting it. Families need a voice in their won paths
forward.
Is what you thought you said what they thought you meant?
Whether with families or professional you can never underestimate the
value of checking whether the same thing was heard differently.
This is written from the position of a psychologist embedded within a
predominantly non-pharmacological multidisciplinary chronic pain
service, which informed the intervention. Other cases have invited/
necessitated different approaches. It would be interesting and helpful
to invite discussion around the variety of ways similar/different road
blocks have been bypassed, removed or otherwise.

CONNECTIVE TISSUE DISEASES
INCLUDING JDM
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Introduction/Background: Juvenile dermatomyositis is a rare inflam-
matory disease with a reported incidence of 0.8–4.1 per million children
per year. It presents with a constellation of symptoms and signs of
inflammation of skin and muscle, and is associated with significant
morbidity if untreated. Juvenile systemic sclerosis (JSSc) is an even
rarer rheumatological condition of childhood with significant risk of
internal organ involvement, especially cardiopulmonary disease. We
herewith present the case of a 7-year-old boy with history of hypothyr-
oidism associated with a PAX8 gene variant who presented with clinical
features of an overlap of Systemic Sclerosis with JDM with supportive
autoantibody profile.
Description/Method: A 7-year-old boy presented with a history of
restricted range of movements in his hands – noted due to difficulties
with pen grip – and calcinosis. He reported symptoms of fatigue, intol-
erance to cold with colour changes to hands and feet, stiffness of
movements particularly in the morning, and infrequent episodes of
choking. His past medical history was significant for hypothyroidism
secondary to a paternally inherited PAX8 missense mutation, and there
is a family history of Raynaud’s and hypothyroidism. A detailed exami-
nation identified diffusely swollen hands with sclerodactyly, calcinosis
of his elbows and fingertips, and limited flexion of his fingers and wrists.
He also had telangiectasia of his upper eyelids, Gottron’s papules over
his knees and elbows, and sluggish circulation in his hands and feet.
He had evidence of mild proximal muscle weakness.
His investigations revealed mild elevation of muscle enzymes with nor-
mal inflammatory markers. His autoantibody profile showed a moder-
ately positive ANA titre of 1600 with a nucleolar pattern, and was
positive for anti-NXP2 and anti-SCL-100 antibodies MRI scan of the
pelvis showed no evidence of myositis, echocardiogram was normal
and a high-resolution CT scan of chest was normal with no features of
interstitial lung disease.
The overall picture was one of Systemic Sclerosis/JDM overlap with
CREST syndrome. He was commenced on induction therapy with IV
Methylprednisolone and Cyclophosphamide in view of the calcinosis.
After three cycles of Cyclophosphamide and weaning course of oral
corticosteroids, his energy levels are significantly improved and he has
better overall mobility with no significant proximal muscle weakness
(Childhood Myositis Assessment Scale score 49/53). However, flexion
of his fingers remains limited albeit better; he has ongoing fingertip cal-
cinosis but fewer lesions over his elbows. He has been commenced on
weekly subcutaneous Methotrexate as he completes
Cyclophosphamide.
Discussion/Results: This patient had an unusual medical history of
early onset thyroid dysfunction, the genetic testing for which revealed a
missense PAX8 gene variant [c.49G>Ap.(Gly17Arg)] (also present in
his father, who is euthyroid). This was classified as being of uncertain
significance, although felt to clinically be the most likely cause for his
hypothyroidism. There was no evidence to suggest that PAX8 gene
mutations increased the risk of autoimmune conditions. There is evi-
dence that PAX8 gene mutations, when expressed on malignant cells,
may confer resistance to chemotherapy, which made us rethink the
plan to commence him on Cyclophosphamide. However, we were
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reassured that in constitutional variants, there is no increased risk of
cancer, and no known history of resistance to Cyclophosphamide.
This patient also demonstrated an interesting antibody pattern, as he
was positive for anti-NXP2 antibodies (indicating high risk for calcino-
sis) and anti-SCL-100 antibodies, which are associated with a clinical
subset of patients with overlap of Systemic Sclerosis and JDM and
associated with extensive extra-muscular features. He had two distinct
clinical phenotypes of calcinosis, which is probably explained by the
presence of two autoantibodies that increase the risk of calcinosis.
Key learning points/Conclusion: Although JDM has bimodal age
group for presentation in childhood, only 3% of systemic sclerosis are
seen in childhood, which makes this an extremely unusual presenta-
tion, given the age, gender and the overlap features (clinical and
immunological).
We explored whether this rare presentation could be linked to the
underlying PAX8 gene mutations, but we could not find any
association.
With the clinical diagnosis of systemic sclerosis, it was important to
rule out cardiopulmonary complications.
The other consideration was regarding the choice of therapeutic agent
- whether the germline PAX8 gene variants could increase the risk of
malignancies or cause resistance to chemotherapeutic agents like
Cyclophosphamide, for neither of which we could find any evidence.
Extensive calcinosis cutis in this patient could be explained by the
presence of two risk factors (CREST syndrome and JDM with NXP2
antibodies).

Abstract citation ID: rkac067.012
P12 A CASE OF MDA5-POSITIVE JUVENILE

MACROPHAGE

Kingdom

Introduction/Background: Here we describe a case of juvenile der-
matomyositis (JDM) complicated by macrophage activation syndrome
(MAS), and the approach taken to treatment. Treatment with pulsed IV
methylprednisolone was inadequate to control hyperinflammation in
this case, so other treatment strategies were introduced. Macrophage
activation syndrome appears to be less common in JDM than in sys-
temic JIA or SLE, but it may be more frequent in MDA5-positive JDM.
Description/Method: An 11-year-old boy presented to paediatrics
with a 6-week history of rash, mouth ulcers, anorexia and myalgia. He
was previously well, with mild eczema only.
On examination, he had rash affecting his face, periocular area, elbows
and hands, with Gottron’s papules, plus arthritis of ankle and PIP joints.
He had mild proximal muscle weakness with CMAS 45/52. JDM was
diagnosed based on typical rash, proximal muscle weakness, raised
muscle enzymes, muscle MRI and positive anti-MDA5.
Echocardiography showed normal cardiac function whilst PFTs
showed no evidence of interstitial lung disease.
Blood results are shown in table 1. Findings included raised muscle
enzymes, transaminitis, leucopenia, mild thrombocytopaenia and
hyperferritinaemia. Two weeks previously, his FBC was normal.
IV methylprednisolone was started on day 2 of admission, however he
remained persistently pyrexial, developing a rising ferritin and worsen-
ing transaminitis. This pattern was recognised as MAS.
IV immunoglobulin was started on day 7, in addition to methotrexate
and hydroxychloroquine. This resulted in resolution of fever and
improved bloods. He was discharged on day 10 to continue outpatient
management.
After discharge, however, the ferritin climbed again. He was given fur-
ther methylprednisolone and switched from methotrexate to ciclo-
sporin on day 14. Following this, the features of MAS resolved, with
ferritin falling. CMAS normalised within 2 months and his rash gradually
improved.
Once ferritin and FBC had normalised, ciclosporin was switched back
to methotrexate. He continues on a treatment regimen of hydroxychlor-
oquine, IVIg, methotrexate and reducing oral prednisolone with a plan
to reassess after 6 months.
Discussion/Results: MAS, or secondary haemophagocytic lympho-
histiocytosis (HLH), is a well-recognised phenomenon in systemic-JIA
but may occur in other rheumatological conditions.
The incidence of MAS in JDM is unknown. A systematic review found
12 case reports of MAS in JDM but was unable to estimate incidence or
mortality. As with our patient, this case series suggested that JDM-
related MAS may be difficult to treat, with methylprednisolone being

inadequate in most. Likewise, it found that MAS tended to occur at pre-
sentation of JDM. A case series of adults with dermatomyositis compli-
cated by MAS had similar findings.
Cases of MDA5-positive dermatomyositis complicated by MAS have
been reported in children and adults, suggesting an association. MDA5
positivity has also been associated with increased risk of interstitial
lung disease, potentially suggesting a more severe phenotype.
Key learning points/Conclusion: MAS can occur occasionally in
JDM and is most likely to present at diagnosis. In particular it should be
considered in a patient presenting with features of JDM and associated
cytopaenias or persistent fevers.
Anti-MDA5 positive JDM may be associated with a higher incidence of
MAS.
IV methylprednisolone alone may be inadequate to treat MAS in JDM.
A combination of IV methylprednisolone, IV immunoglobulin and oral
ciclosporin successfully controlled clinical and biochemical features of
MAS in this patient with JDM.
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Introduction/Background: We present a rare case of Kikuchi-
Fujimoto disease (KFD), involving a patient journey from diagnosis, ini-
tial treatment, serological development and maintenance therapy. This
is a disease of necrotizing lymphadenitis, often associated with autoim-
mune diseases such as Systemic Lupus Erythematosus (SLE) and
antecedent viral infections. It has a higher prevalence in Asiatic people,
affecting adults younger than 40 years and with a female:male ratio
close to 1:1. It is a systemic disease with fever, cervical lymphadenop-
athy, rash and arthralgia being the most observed symptoms.
Differential diagnoses include lymphoma, SLE and tuberculous lym-
phadenitis, mandating biopsy, although histological identification can
be challenging.
Description/Method: A 56-year-old male presented with pyrexia
(38.7 �C) and bilateral leg swelling (left more than right), without evi-
dence of heart failure or nephrotic syndrome. There was no other medi-
cal or drug history. His leukocyte count (13.4x109/L) and CRP (308mg/
L) were elevated. Following intravenous antibiotics for leg cellulitis, his
pyrexia and inflammatory markers improved. Subsequently, two weeks
from initial presentation, he developed pyrexia (38-40 �C), sweats,
weight loss and a rise in CRP (191mg/L) with a new pancytopenia (hae-
moglobin 107g/L; leukocytes 1.0x109/L; platelets 78x109/L) despite
multiple courses of antibiotics, requiring intensive care support.
Computerised tomography (CT) demonstrated axillary and para-aortic
lymphadenopathy without evidence of infection. Blood culture, urine
culture and serological infection screens were negative. His creatinine
kinase (1573U/L), alanine aminotransferase (90IU/L), triglycerides
(3.8mmol/L) and ferritin (14,000ug/L) were all elevated. Double-
stranded DNA (dsDNA) antibodies, lupus anticoagulant and myositis
immunoblot were all negative at this point, with normal C3/4. Anti-
nuclear antibodies (ANA) (1:640) and anti-Ro/La antibodies were
present. During this acute phase, there were no features of SLE; partic-
ularly, no mucocutaneous symptoms, serositis, arthritis or renal
involvement. Bone-marrow trephine biopsy, performed to investigate
pancytopenia, looking for evidence of macrophage activation, demon-
strated no haemophagocytosis, but an elevated myeloid:erythroid ratio
and bilineage dysplasia without abnormal lymphocytes. Lymph-node
biopsy showed large areas of necrosis with karyorrhectic debris, histio-
cytes and lymphocytes; granulocytes were sparse with no granulomas,
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