
MAS. A repeat regime of pulsed methylprednisolone proved inade-
quate, prompting a decision to add anakinra. Unfortunately, the patient
rapidly deteriorated prior to anakinra commencement and passed
away. Case 2: A 32-year-old female presented with pyrexia, fatigue,
myalgia, night sweats, hepatosplenomegaly, lymphadenopathy,
arthralgia and a rash. Blood tests revealed anaemia, thrombocytope-
nia, deranged LFTs and raised ferritin. Immunology, septic screen and
CT thorax abdomen and pelvis was negative. Subsequently, a
diagnosis of AOSD complicated by MAS was made which was
supported by bone marrow aspirate. Triple therapy with high dose
steroids, cyclosporine and anakinra led to clinical improvement and
discharge. Case 3: A 29-year-old male presented with pyrexia,
malaise, polyarthralgia, sore throat and an intermittent rash following
recent travel to USA. He rapidly developed respiratory failure requiring
ICU support. Investigations revealed raised inflammatory markers,
hyperferritinemia, splenomegaly and pleural effusions. He was initially
treated for chest sepsis causing ARDS. However, a detailed infection
screen was negative and he deteriorated despite antibiotics. Initial
bone marrow aspirate was non diagnostic. He was intermittently
treated with IVIG and low dose IV methylprednisolone. A repeat bone
marrow biopsy was supportive of MAS complicating AOSD. Triple
therapy with cyclosporine, hydrocortisone and anakinra facilitated
clinical improvement and successful discharge.
Conclusion: MAS carries a high mortality rate and early detection
with aggressive management has shown to improve patient survival.
Distinguishing between the clinical manifestations and serological
markers for AOSD and MAS remains a challenge due to overlap in
clinical features and the lack of a validated classification criteria for
MAS. We recommend the use of anakinra in MAS as a complication of
AOSD and that clinicians should be vigilant of MAS in such cases.
Disclosures: The authors have declared no conflicts of interest.
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Background: Immunoglobulin G4 related disease (IgG4-RD) is a
multisystem immune-mediated condition characterised by infiltration
of IgG4-positive plasma cells into affected organs. Typically there may
be involvement of the pancreas, salivary glands, orbits and retro-
peritoneum. Isolated pulmonary presentations of IgG4RD are uncom-
mon but increasingly recognised.
Methods: We report an 84yr old female patient with longstanding
seropositive rheumatoid arthritis who had been in remission on
adalimumab for more than ten years. She presented to clinic feeling
generally unwell for several months with malaise and lethargy. She
reported significant weight loss of 8kg. More recently, she had
experienced the onset of night sweats. On direct questioning she
admitted to poorly-localised right sided posterolateral pleuritic chest
pain but denied cough or worsening dyspnoea. Of note, she has a
long-term smoking history of 70 pack years.
Results: Clinical examination was unremarkable except for long-
standing rheumatoid change without synovitis. Routine blood tests
showed elevated ESR at 55 mm/hr but were otherwise unremarkable
(CRP 2 mg/L). Serological testing showed positive rheumatoid factor
and anti-CCP but negative ANA, ENA and ANCA. Repeat quantiferon
was now positive (negative prior to adalimumab inititiation). A chest x-
ray revealed nodular opacification in the right lower zone and she
proceeded to high-resolution CT. This demonstrated multiple patches
of right lower lobe subpleural opacification suggestive of abscess
formation. An ultrasound-guided biopsy was arranged which revealed
predominantly soft tissue lesions. Histopathological examination
revealed a lymphoplasmacytic inflammatory cell infiltrate with areas
of necrosis and significant fibrosis. An IgG4-positive lymphoid infiltrate
was demonstrated in the fibrous areas. There was no evidence of
malignancy and stains for acid-fast bacilli and fungi were negative.
Conclusion: We present a case of IgG4-RD presenting as an
inflammatory pseudotumour restricted to the lung (extended CT
imaging had shown no extrapulmonary disease). This was an
unexpected result in an elderly patient with a heavy smoking history
on long-term anti-TNF treatment; primary lung malignancy or infection
including tuberculosis were more likely differential diagnoses.
Pulmonary involvement in IgG4-RD is a relatively uncommon pre-
sentation of this rare disorder but has been described in various forms

such as lung nodules (as in this case), interstitial lung disease, ground-
glass opacities, hilar lymphadenopathy, and bronchiectasis. Diagnosis
relies on biopsy (which may require surgical excision) and typical
findings on histopathological examination. It is even more unusual for
IgG4-RD to be described in the context of rheumatoid arthritis or anti-
TNF treatment. The patient has commenced treatment with high dose
corticosteroids and will receive treatment with i.v. rituximab, which is
approved for use in IgG4-RD. IgG4 must be included in the differential
diagnosis of anyone presenting with systemic symptoms and non-
diagnostic imaging. It emphasises the need for formal tissue diagnosis,
especially in an unusual clinical context.
Disclosures: The authors have declared no conflicts of interest.

008 PERICARDITIS PRESENTING IN PRE-RHEUMATOID
ARTHRITIS AND ESTABLISHED DISEASE: A REPORT OF TWO
CASES AND LITERATURE REVIEW
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Background: Case 1: A previously well 27 year old male was
admitted with a two week history of malaise, sweats and left-sided
chest and shoulder pain. Physical examination was unremarkable.
Electrocardiogram and troponin were normal but blood tests revealed
an elevated C-reactive protein (CRP) of 143mg/L, haemoglobin (Hb)
94g/L and a thrombocytosis. White cell count (WCC) and renal
function were unremarkable.
A chest x-ray (CXR) revealed cardiomegaly, suggestive of pericardial
effusion. Computed tomography scan confirmed a 2cm pericardial
effusion, with a thickened pericardium. Echocardiogram showed a
small-moderate pericardial effusion with no significant haemodynamic
compromise.
An extensive aetiological screen (including bacterial and viral screen-
ing, T-spot, anti-nuclear antibody (ANA), double-stranded DNA anti-
body, extractable nuclear antigen, anti-neutrophil cytoplasmic
antibody, rheumatoid factor (RF) complements, immunoglobulins,
and HLA-B27) was negative. Anti-cyclic citrullinated peptide (CCP)
antibodies were strongly positive (193 U/L). Ferritin was raised (639ug/
l) but not sufficiently to suggest adult onset Still’s disease.
The patient partially responded to regular diclofenac. However this
was poorly tolerated and a course of oral corticosteroids was
commenced, to good effect. CRP fell to 19 and Hb rose to 127.
Case 2: A 39 year old female with longstanding seropositive erosive
rheumatoid arthritis was admitted with a three month history of
exertional breathlessness and intermittent aching left-sided chest
pains. Anti-rheumatic treatment was with methotrexate, hydroxychlor-
oquine and abatacept. Previous biologic treatment was not tolerated:
etanercept (flu-like symptoms); rituximab (anaphylaxis). Her concor-
dance was poor and she had required several steroid courses for
extra-articular manifestations of disease including pleurisy and small
vessel vasculitis.
Electrocardiogram was unremarkable, CXR revealed cardiomegaly,
and echocardiogram showed mild hypokinesia with preserved function
and a 1.2cm pericardial effusion. Cardiac magnetic resonance (MR)
imaging revealed global pericardial thickening resulting in constriction
and hepatic congestion. Oral prednisolone was added.
MR imaging 12 months later was essentially unchanged but she
became diuretic-dependent for progressive dyspnoea. Left and right
heart catheterisation demonstrated pressure equalization and severe
pulmonary hypertension. Total pericardiectomy was subsequently
performed with almost complete resolution of her breathlessness. She
remains on aggressive anti-rheumatic therapy.
Methods: Please see the background section.
Results: Please see the background section.
Conclusion: Pericarditis is a well-recognised complication of RA,
occurring in 30-50% of patients although symptomatic in<10%. It is
more common in males, rheumatoid factor positive patients, those
with destructive or nodular disease, and is associated with excess
mortality. It typically presents in established disease but in some
precedes arthritis onset. Echocardiogram is the gold standard
investigation. Inflammatory pericarditis typically responds well to
NSAIDs or oral corticosteroids but IV methylprednisolone may be
required where large pericardial effusions result in tamponade. If
undertreated, constrictive pericarditis may develop, causing surgically
reversible heart failure. Infective aetiology such as tuberculosis should
be considered, either as a primary or secondary phenomenon.
Disclosures: K.M.J.D. has received funding for educational activity
by UCB, Roche and Abbvie, and has been a speaker for Menarini.
M.R. and B.D. have declared no conflicts of interest.
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