
also had depression. She had her menopause at 52, was on calcium
and vitamin D supplements. She was athletic, never smoked and took
two units of alcohol a week. Her mother had a hip fracture. She
presented to her GP with severe low back pain, not responding to
NSAIDs. Initial X-ray did not show any fractures. However, her low
back pain worsened while trying to lift heavy weight, this time more
localised on the left. MRI scan showed high signal changes in the left
sacral ala. She then had a CT scan of pelvis which showed marked

phenolate mofetil (MMF).
Methods: A 55-year-old Caucasian labourer was admitted with five
weeks of worsening limb weakness, swallowing difficulties, inability to
walk and 1.5 stone weight loss. Two weeks earlier, he had attended
hospital with similar symptoms that were attributed to steroid-induced
myopathy from oral budesonide taken for new microscopic colitis.
Stopping budesonide made no improvement to his symptoms. He had
background of hypertension but no statin use. On examination, he had
mild quadriceps wasting with proximal muscle weakness (hip flexion
MRC 2/5). No rashes, stigmata of connective tissue disease or other
signs on systems review. Urinalysis was 2þ positive for blood. CK was
elevated at 8712 U/L with CRP 6.6 mg/L and ESR 24 mm/hr. ANA was
negative (<1/100, cytoplasmic staining was observed), myositis
antibody panel was requested. MRI upper and lower limbs revealed
features in keeping of polymyositis more pronounced in the thighs.
EMG revealed myopathic pattern with inflammatory features (fibrilla-
tions). CT chest-abdomen-pelvis showed no malignancy but suspicion
of interstitial lung disease (ILD). Serial pulmonary function testing was
stable with all parameters >70% predicted.
Results: Pulsed intravenous methylprednisolone was followed by
prednisolone 50mg daily. MMF was chosen over methotrexate for
maintenance in view of ILD. CK fell to 3469 U/L post-methylpredniso-
lone then remained stagnant for 2 further weeks. His muscle strength
showed little improvement over this period. A muscle biopsy was
undertaken, followed by a 5-day course of IVIG. Subsequently, CK
normalized within four weeks to 214 U/L and patient’s muscle strength
and mobility significantly improved with intensive rehabilitation. Two
months’ post-discharge he remains on 20mg prednisolone daily, MMF
1g twice daily, and is independently mobilizing with a frame.
Quadriceps muscle biopsy subsequently showed features of an

immune-mediated necrotizing myopathy. Myositis antibodies came
back positive for anti-SRP but negative for anti-HMG-CoA reductase.
Conclusion: The outcome of anti-SRP myopathy is poor with only half
of patients recovering normal strength after 4 years. First line treatment
remains corticosteroid with differing maintenance DMARD choices
often methotrexate. Here, we show in light of ILD, MMF to be an
adequate choice and give support to the idea that IVIG be used early
on given its excellent response here. We remind clinicians to be

confronted with an apparent steroid-resistant

Borukhson: None. P. Yee: None. K. Baburaj:

PRESENTATION OF POLYARTERITIS

Plastiras1 and Joanne Ledingham1

Alexandra Hospital, Portsmouth, UNITED

nodosa (PAN) is an ANCA-negative,
with an estimated prevalence up to 30 per

most cases present with multi-systemic features
in presenting with isolated muscular involvement.

the case of a 47 year old male who attended the
with 7 days of progressive bilateral lower limb

he was struggling to walk due to pain, worst in
temperature 38.6c, tachycardia 115bpm, sweat-
21.3, CK normal. He had no previous medical

consuming less than 14 units alcohol/
a marine engineer, latest travel being to Bahrain 5

a viral screen and throat swab were negative
fever, inflammatory syndrome and myalgia

Lower limb ultrasound was requested due to
this showed myositis/fasciitis/panniculitis,

o rheumatology. History and examination yielded
ther organ involvement. During admission he lost

anaemia: Hb 106 (149 on admission) and
ALP 382, ALT 236, with an unremarkable

Further investigations included negative urina-
ANA, ANCA and cardiolipin; normal bone

CTCAP. CTPET with F18-fluorodeox-
vascular-related activity in all limbs. MRI
but showed fascial oedema and wide-

in the thighs and calves, suggestive of fasciitis.
biopsies demonstrated angiocentric infiltration of

size arteries with no leukocytoclasis, eosino-
or granulomas. It was decided to commence IV

for a medium vessel vasculitis, consistent with the
of Rheumatology Criteria for PAN. Prior to

he developed bilateral leg non-blanching
palpable purpura, a possible cutaneous vasculitis. He proceeded to
receive methylprednisolone and reported improvement within hours.
He was discharged on oral steroids and will be considered for steroid-
sparing agents in due course.
Conclusion: Inflammatory syndrome has multiple non-infectious
causes which must be considered, especially if refractory to
antimicrobials. While myalgia is a common presentation of PAN, the
absence of systemic symptoms, particularly alongside normal CK and
autoimmune screen, may be dissuasive for a medical team consider-
ing differentials. Literature review reveals increasing reports of isolated
lower limb muscular PAN. It is unclear whether these represent a sub-
type of disease or an initial symptom where commencing treatment
masks development of extra-muscular symptoms. MRI consistently
demonstrates hyper-intensity on T2/STIR sequences, and subsequent
biopsy is crucial for diagnosis and guiding investigation and manage-
ment. In this instance steroid therapy was commenced within 3 weeks
of presentation and 4 weeks of symptom onset, resulting in rapid
symptom resolution and enabling discharge from hospital.
Disclosures: E.C. Rose: None. A. Plastiras: None. J. Ledingham:
None.

E038 A CHALLENGING CASE OF SEVERE ULCERATIVE
PROCTITIS AND FATIGUE FOLLOWING SIX MONTHS’
TREATMENT WITH SECUKINUMAB IN A PATIENT WITH
PSORIATIC ARTHRITIS

Alice Cotton1, Coziana Ciurtin1 and Alexis Jones1

1Rheumatology, University College London, London, UNITED
KINGDOM
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Background: Secukinumab is an interleukin-17 (IL-17) monoclonal
antibody approved for the treatment of psoriatic arthritis and
ankylosing spondylitis. Controversy exists over its association with
inflammatory bowel disease (IBD). We present a patient with no prior
history of bowel disease, who developed severe ulcerative proctitis
and debilitating fatigue following treatment with secukinumab.
Methods: A thirty-year old man with psoriatic arthritis was com-
menced on secukinumab after secondary failure to three anti-TNF
drugs. He demonstrated a marked improvement in disease activity
scores at three months. Following six months of treatment, his arthritis
remained in remission. However, he developed profuse rectal
bleeding, diarrhoea and abdominal pain. He had no prior history of
bowel problems. Infection was excluded. An urgent colonoscopy and
biopsy demonstrated severe ulcerative proctitis and he was managed
with mesalazine and oral steroids. His bowel symptoms improved, but
he continued to have intermittent abdominal cramps, diarrhoea and
rectal bleeding. Furthermore, he developed new-onset severe fatigue
necessitating protracted sick leave from work. As the patient had been
resistant to a number of biologic drugs, a decision was made to
continue secukinumab at a lower dose.
Results:
Conclusion: Increasingly, new-onset IBD is being reported in patients
treated with secukinumab. This poses significant challenges with
regards to how we manage and support patients, particularly in those
where other biologics have failed. It also questions whether we require
more rigorous screening of patients prior to commencing the drug, and
how we communicate its potential risks and benefits. Patients often
express concerns about the safety of medications to rheumatology
nurses, who have a key role in educating patients about risks and
benefits so they can to make informed decisions about their treatment.
Finally, this case highlights the need for further research into the role of
IL-17 in the joint-gut axis and fatigue.
Disclosures: A. Cotton: None. C. Ciurtin: None. A. Jones: None.

E039 LATE ONSET CRYOPYRIN-ASSOCIATED PERIODIC
SYNDROME DUE TO MYELOID-RESTRICTED SOMATIC
NLRP3 MOSAICISM AND ANKYLOSING SPONDYLITIS

Natalia Palmou-Fontana1, Susana Armesto2, Luis Martin-Penagos3,
Juan Ignacio Arostegui4, Virginia Portilla-Gonzalez1, Jose Luis
Martin Varillas1, Carlos Duran Vian2 and Miguel Angel Gonzalez-
Gay1,
1Rheumatology, University Hospital Marques de Valdecilla, Satander,
SPAIN, 2Dermatology, University Hospital Marques de Valdecilla,
Satander, SPAIN, 3Nephrology, University Hospital Marques de
Valdecilla, Satander, SPAIN, and 4Immunology, Clinic University
Hospital, Barcelona, SPAIN

Background: To identify the cause of disease in an adult patient
presenting with fevers, chills, urticaria, fatigue and myalgias as well as
nephrotic range-proteinuria in addition to fecal incontinence due to
amyloidosis.
Methods: This is a case of a 61-year-old patient of Spanish descent;
with no family history of cryopyrin-associated periodic syndrome
(CAPS). Her main previous pathologies included ankylosing spondy-
litis, which was diagnosed in 2014, and treated with adalimumab and
then golimumab. She was also treated previously with certolizumab
but that resulted in limited improvement of dermatology lesions.
Nevertheless, it helped with inflammatory back pain. This treatment
was discontinued in 2017; in order to start with an IL inhibitor. Besides
that, she also suffered from uterous cancer resulting in a hysterectomy
in 1995. In 2010, she was diagnosed with bilateral neurosensorial
hearing loss and papilledema. In 2015, faecal Incontinence was
diagnosed but no triggering factors were identified, and signs and
symptoms included low-grade fever, conjunctivitis, polyarthralgias,
and oligoarthritis affecting knees, wrists, elbows, and ankles, which
appeared 1 year later.
Results: At the age of 56, she presented with recurrent episodes of
urticaria-like rash fever, conjunctivitis, and oligoarthritis, 3 years later
she developed the faecal incontinence and 12g of proteinuria with high
levels of amyloidosis was discovered. For that reason, it was
suspected that the patient had a variant of Muckle Wells syndrome,
although screening in a commercial laboratory found somatic
mutations in NLRP3. IL1 and IL1B inhibitors treatment resulted in a
positive response, with IL1 a partial success, so the patiet was
switched to IL1B resulting in a full positive response.
Conclusion: We identified the novel gain-of-function NLRP3 mutation,
which was detected as a somatic mutation restricted to myeloid cells,
as the cause of late-onset but otherwise typical CAPS, including the
symptoms as described above starting in adulthood.
Disclosures: N. Palmou-Fontana: None. S. Armesto: None. L.
Martin-Penagos: None. J. Arostegui: None. V. Portilla-Gonzalez:

None. J. Martin Varillas: None. C. Duran Vian: None. M. Gonzalez-

changed in 1943 following the description of a vascular component by
Kimura and colleagues. True incidence of the disease remains
unknown, but it is more common in Japan and Asia and most likely
underdiagnosed in the UK. It is characterised by increased production
of IgE antibodies and infiltration of tissues by eosinophils and mast
cells. No specific pathogen or antibody has been identified therefore
whether this is a true allergic reaction or a primary autoimmune
dysregulation remains unclear. The disease itself is prone to flares with
unknown triggers. Currently, there are no current recommended
specific therapies for Kimura disease. Steroids are widely used, but
there are cases where cyclosporin, cyclophosphamide, antihista-
mines, leukotrienes and imatinib have been utilised. Surgery has been
recommended for large masses, but risk of recurrence is high.
Omalizumab is an anti-IgE monoclonal antibody which binds to free
IgE in the blood and has recently been used to treat severe allergic
asthma. It has been used to treat 3 patients with refractory Kimura
disease with promising results. Based upon this, funding has been
applied for omalizumab for our patient.
Conclusion: Rheumatologists should be aware of this rare condition
which causes parotid swelling and raised eosinophils and may mimic
other rheumatological conditions.
Disclosures: A. Mahto: None. F. Sin: None. A. Macbrayne: None. V.
Morris: None.

EPIDEMIOLOGY AND OUTCOME
RESEARCH

E041 THE EPIDEMIOLOGY AND OUTCOMES OF SEPTIC
ARTHRITIS: A HOSPITAL BASED STUDY IN THE MALTESE
ISLANDS

Christian Vassallo1, Cecilia Mercieca1, Andrew Borg1 and
Daniel Farrugia2,
1Department of Rheumatology, Mater Dei Hospital, Malta, Msida,
MALTA, and 2Department of Pathology, Mater Dei Hospital, Malta,
Msida, MALTA

Background: Septic arthritis is an uncommon but important disease
due to its significant morbidity and mortality, often with potentially
disastrous outcomes when not treated adequately. This was a
retrospective observational study to epidemiologically identify the
characteristics and outcomes of the population seen at Mater Dei
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