
completionofsixcyclesofCYCtherapytherewasimprovementofherclini-
cal symptoms with normalization of CRP. A satisfactory clinical outcome
was achieved and a repeat PET-FDG showed significant improvement,
but persistent diffuse tracheal thickening and narrowing. Presently, she is
onazathioprine50mg/dailywithtaperingdoseoforalsteroid.
Discussion: Relapsing polychondritis is an uncommon systemic dis-
ease characterized by recurrent episodes of inflammation and destruc-
tion of systemic cartilaginous tissues. It has been reported that
approximately 50% of patients with relapsing polychondritis have suf-
fered tracheal stenosis and pneumonia, which defines their prognosis
(i.e., 5-yearand10-yearsurvival rateare74%and55%,respectively.The
airway stenosis in relapsing polychondritis isgenerallycaused by intralu-
minal fibrosis, which, in turn, is caused by inflammation of the tracheo-
bronchial cartilage. This often requires stent therapy. There is limited
evidence to guide optimum therapy. Current approaches are based on
casereports,caseseriesandexpertopinion.
Key Learning Points: Relapsing polychondritis is an uncommon condi-
tion of cartilage destruction, which is life threatening when it affects the
trachea or aortic ring. Tracheal disease is the presenting feature in 10-
15% of cases. Our patient failed to respond adequately to oral steroid
alone, and needed combination IV CS and CyC therapy to control inflam-
mation. Our case studies also suggest CYC is an effective therapy for
severecasesofRPrefractorytoCSalone.
Disclosure:M.Solaiman:None.O.Ogunbambi:None.

76. IDIOPATHIC RETROPERITONEAL FIBROSIS (POSSIBLY IG
G4 RELATED)

May Zun Swe1, Ameen Jubber1, Rachel Jeffery1, and Mudita
Tripathi1
1Rheumatology, Northampton General Hospital, Northampton,
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Introduction: Retroperitoneal fibrosis is a rare condition characterised
by the presence of inflammatory and fibrous retroperitoneal tissue that
often encases the ureters or abdominal organs. It is a systemic autoim-
mune disease that may arise as a primary aortitis that elicits a periaortic
fibroinflammatory response. It may be idiopathic (immune-mediated) or
secondary to other causes such as drugs (ergot- derivatives, methyser-
gide, bromocriptine, beta blockers, methyldopa), biological agents (eta-
nercept, TNF-alpha blocker, infliximab), infections (TB, histoplasmosis,
actinomycosis), malignancy, radiation therapy and surgery. Idiopathic
forms account for over 70% of cases and are either IgG4 or non IgG4
related.
Casedescription:A58yearold ladywithchronicbackpainsecondaryto
a prolapsed intervertebral disc, migraine and depression, presented to
A&E with a one-week history of worsening stabbing epigastric, left flank
and groin pain, radiating to the back, associated with urinary retention,
hesitancy and incomplete emptying of her bowels. She also complained
of oral and genital ulcers as well as night sweats, nausea, fatigue, weight
and appetite loss. She reported early morning stiffness affecting her
shoulders,hands, pelvis and hipsbilaterally.She hashad aprevious hys-
terectomy due to uterine cancer and a family history of lung and CNS
malignancywasnoted.Shedeniedanyrecent travelhistory,contactwith
TB patients, and any exposure to asbestos. She was not sexually active
and was not on any ergot derivatives for migraine. Examination findings
were unremarkable apart from a tender epigastrium, oral and genital
ulcerations.She has recentlybeen investigated by gastroenterology and
vascular teamfor longstandingbackandabdominalsymptomsthatwere
experienced for the last 2-3 years. She was found to have an infra-renal
abdominal aortic aneurysm measuring 3.8 cm with severe retroperito-
neal fibrosis but no ureteric obstruction according to the CT abdomen
and pelvis (2017). Subsequently, multiple investigations including auto-
immune screen, infection screen and tumourmarkers were carriedout to
exclude secondary causes of retroperitoneal fibrosis. Both gastroscopy
and colonoscopy including biopsy were not suggestive of cancer. CT
angiogram aorta was performed following the recent admission, which
showed a3.8 cmabdominal aortic aneurysm,peri aortitis, moderate size
hydro-nephrosis and right upper hydro-ureter. She was then started on
prednisolone 1mg/kgwithgastricandboneprotectionaswell as acyclo-
virprophylaxis.
Discussion: Although the diagnosis is often made by imaging studies,
including CT scan or MRI, a definitive diagnosis may require a biopsy.
However, many clinicians do not perform a biopsy in patients with imag-
ing studies demonstrating findings typical of retroperitoneal fibrosis
unless thepatient ishavingsurgery.Theroleofglucocorticoids isofpara-
mount importance in treating retroperitoneal fibrosisandtheextentof the
diseasecanbemonitoredwitharoutinePETscan.Notably,urgentclinical
advice should be sought from the renal team for ureteric stent insertion if
hydronephrosis iscomplicatedbyobstructiveuropathy.

Key Learning Points: Firstly, the initial clinical features of idiopathic or
secondary retroperitoneal fibrosis are nonspecific, and the diagnosis is
often not considered until there is significant organ (most commonly kid-
ney) involvement. Most patients have ureteral obstruction and renal
impairment by the time they come tomedical attention. Inaddition,many
patients have anaemia, possibly related to renal insufficiency or chronic
inflammation. Furthermore, among patients with presumed idiopathic
retroperitoneal fibrosis, ANA, IgG4, ASMA, ANCA, TFTs, thyroid micro-
somal antibody and thyroglobulin are normally checked. ANA has been
reported to be positive in up to 50% of cases and antibodies against thy-
roid microsome and thyroglobulin are positive in approximately 25% of
cases.
Disclosure: M. Swe: None. A. Jubber: None. R. Jeffery: None. M.
Tripathi:None.

77. A CASE REPORT ON MAGIC SYNDROME
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Introduction: MAGIC syndrome (mouth and genital ulcers with inflamed
cartilage syndrome) is a systemic condition consisting of an overlap of
Behçet’s disease (BD) and relapsing polychondritis (RP). We present the
case of a 40 year old woman with MAGIC syndrome who developed a
saccularaneurysmof theaorticarchaswell as right femoral andpopliteal
aneurysms, ultimately resulting in emergency above knee amputation.
We also discuss the development of these complications despite the
patient being on systemic immunosuppressive therapies (azathioprine,
thalidomide, infliximab,cyclophosphamideandtocilizumab).
Case description: A 34 year old female was referred to City Hospital
Birmingham’s Behçet’s Syndrome Centre of Excellence in September
2012. This was following an 18 year history of BD and a six year history of
RP. The clinical features of these two conditions led to the diagnosis of
MAGIC syndrome. She was referred to City Hospital as her symptoms
were not controlled despite attempts with multipledifferent immunosup-
pressive therapies (azathioprine, thalidomide, ciclosporine, and predni-
solone). Examination at that time revealed evidence of active synovitis in
the left hand metacarpophalangeal joints, both wrists and both mid-
tarsal joints. Ophthalmology assessment revealed bilateral scleral thin-
ning with evidence of partially suppressed scleritis.A decisionwas made
to start infliximab, at a dose of 5mg/kg, at intervals of 0, 2 and six weeks
and eight-weekly thereafter. Bloods showed: CRP 98mg/L; ESR 99mm/
hr;normal immunoglobulinsapart fromslightly reducedIgGat4.9 g/L;Hb
13.1g/Lwith raisedMCV 101fL.Other bloods were unremarkable includ-
ing liver function tests, rheumatoid factor, complements, anti-nuclear
antibody, anti-neutrophil cytoplasmic antibodies, and protein strip. In
October 2012, before receiving her 2nd dose of infliximab, the patient
reported shortness of breath. This was associated with a reduced exer-
cise tolerance and production of green sputum. Chest x-ray showed
extensive air space shadowing bilaterally, and a large area of consolida-
tion in the right mid zone. Given the immunosuppressive medications the
patient had previously received, opportunistic infections were consid-
ered. High resolution CT showed bilateral patchy ground glass changes
through all lung zones. Bronchoscopy was normal and viral polymerase
chain reaction (PCR) and mycoplasma were negative. A diagnosis of
pneumocystis jirovecii(PJP) (HIV negative) was made by PCR.
Azathioprine and ciclosporine were stopped and treatment of PJP with
septrin was commenced. Following the completion of her treatment for
PJP, our patient continued her infliximab regime and was restarted on
azathioprine. She remained on septrin prophylaxis and acyclovir was
also commenced prophylactically following an episode of herpes zoster
infection. She tolerated these treatments well with no further complica-
tions from the infliximab. In May 2013, the patient presented acutely with
right leg pain. CT angiogram showed an extremely large fusiform aneur-
ysm of the proximal right popliteal artery which measured 9cm in cranio-
caudal diameter anda number of scattered patchy areas of bone
sclerosis in the right femur and tibia which were in keeping with bone
infarcts. A right sided endovascular popliteal sheath graft was subse-
quently inserted and the patient was commenced on dual antiplatelet
therapy. During admission, the patient was commenced on her first dose
of intravenous (IV) cyclophosphamide (15mg/kg) and given two doses of
IV methylprednisolone. The patient subsequently developed a right
belowkneedeepvein thrombosis (DVT).Adecisionwasmadenot toanti-
coagulate the patient. Throughout 2013, she continued to receive IV
cyclophosphamide on a three-weekly basis. The intervals were short-
ened to two-weekly during episodes of poor disease control.In August
2013, she was found to have ischaemia of the right 1st and 2nd toes.
Following further investigation with Doppler ultrasound she was found to
have a femoral DVT. The patient’s dual antiplatelet regime was stopped
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