
Shewasdiagnosed withBehçet’sdiseaseand treatedwithprednisolone
30mg in the first instance. She is awaiting further review to assess her
responsetotreatment.
Discussion: Behçet’s disease (BD) is a systemic vasculitis of unknown
aetiology. Presentation is variable. It follows a remitting and relapsing
course.Geneticandenvironmental factorsplayarole initsaetiology.
Behçet’s disease is rare in the UK, with an estimated prevalence of 1
in 100,000. Due to this, a delay of at least 6months to diagnosis is not
uncommon. It is prevalent in people of Mediterranean, Eastern Asian
backgroundswiththehighestprevalenceinTurkeyof420in100,000.
Recurrent aphthous and genital ulceration with uveitis is frequent. Blood
vessels of all sizes, joints, skin, gut and nervous system are affected by
the disease — early diagnosis with the treatment is required to prevent
lasting damage to affected organs. Treatment of Behçet’s syndrome
involves a combination of topical and oral steroid, colchicine, and dis-
ease-modifyingtherapy.
This patient presented with episcleritis, erythema nodosum, arthralgia,
oral ulceration and genitourinary tract involvement. A possible diagnosis
of Behçet’swas entertained after a thorough evaluation by the gynaecol-
ogy oncology team to exclude malignancy, with a delay of more than six
months to diagnosis. Despite features of a multisystem inflammatory
process, the initial CT scan finding on the cervix made a neoplastic
processanessentialdifferential inherworkup.
Oral and genital ulcers are the main diagnostic and classification criteria
for Behcet’s disease under the ICBD classification with scores of 2 each
while the skin, eye, positive pathergy and vascular lesions each have a
scoreof 1.A scoreof�3suggests thediagnosis. Lesionsof thevagina or
cervix are uncommon in Behçet’s but recognised. Male patients often
have scrotal and penile shaft involvement. As the treatment of Behçet’s
disease involves the use of immunosuppressant drugs, the exclusion
of a neoplastic process presenting with multisystem involvement is
essential.
Key learning points: Behçet’s disease should always be considered in
the differential diagnosis of a cervical mass once other common causes
including malignancy and infection have been excluded. This should be
consideredespecially inthebackgroundofamulti-systemicillness.
As a rheumatologist, dealing with a broad range of systemic illnesses,
vasculitis can present in varying and sometimes atypical ways. This can
be compounded by the unusual presentation of some cases. One must
bear in mind too however that some medical conditions presenting ini-
tially with rheumatological symptoms and in fact may be paraneoplastic
manifestations of an underlying malignancy. Therefore having a broad
differentialdiagnosis isessential toensureearlydiagnosisofotherpoten-
tially fataldiseases.
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Introduction: This is the case of a 67-year-old woman who presented to
the rheumatology clinic with suspected diagnosis of polymyalgia rheu-
matica on prednisolone with complaints of flu-like illness, muscle aches
and occasionally low-grade fever. Initial investigation showed anaemia
with a significantly raised CRP and ESR. Further investigation revealed a
differentoutcome.
Casedescription:A67-year-oldwomanpresented to therheumatology
clinic with the suspected diagnosis of polymyalgia rheumatica with
prednisolonecommencedinprimarycare.Threemonthsbefore,shepre-
sented in primary care with a flu-like illness, muscle aches and occasion-
ally low-grade fever. On investigation, she was found to have anaemia
(Hb 92 gm/dl with MCV of 109 femtoliters per cell) with a significantly
raised ESR of 123 mm/hr and CRP of 258 mg/L. Initially, there was a his-
toryofmildweight losswhichsheattributed toherdietandsubsequently,
sheregainedweight.
Hersymptomswerenot typicalofPMRanduponfurtherquestioning,she
complainedofshortnessofbreathon inclines.Shedeniedanysymptoms
of dizziness or any symptoms suggestive of embolic manifestation. Her
previous medical history includes hypertension and hyperlipidemia for
which she was on bendroflumethiazide and statins which were stopped
in primary care three months back. Her blood pressure in the clinic was
156/77mmHg with apulse of 82 beats per minute. There was noclubbing
or any signs suggestive of polymyalgia rheumatica or any other connec-
tivetissuedisease.Onauscultationofheart, thefirstheartsoundwasloud
and the chest was clear. Abdominal and neurological examination was
unremarkable.Restof investigations includingureaandelectrolytes, liver

function test, ANA, anti ENA, Complement C3 &C4, immunoglobulins,
creatine kinase, ferritin and thyroid function tests were unremarkable.
An echocardiogram was requested as workup of unexplained raised
inflammatory markers and non-resolving symptoms which showed a
large echogenic mass in the left atrium attached to atrial septum and
prolapsing through the mitral valve into the left ventricle, suggestive
of left atrial myxoma. She was referred to cardiothoracic surgeons for
resection. Her aches and pains subsided and she is doing very well after
surgery.
Discussion: Myxomas account for 40-50% of primary cardiac tumours.
75-85% occur in the left atrial cavity and up to 25% in the right atrium.
Symptoms range from nonspecific and constitutional to sudden cardiac
death. In 20% of cases, atrial myxoma may be asymptomatic and
reportedasanincidental finding.Otherreportedsymptomsareexertional
dyspnoea (75%) which may get worse leading to pulmonary oedema.
Othersymptomsmaybeduetoobstructionofmitralvalveleadingtodizzi-
ness (20%), Symptoms of right heart failure, embolization to the central
nervoussystemandretinalartery involvementmayleadtoblindness,cor-
onary artery disease, and PE. Constitutional symptoms include fever,
weight loss, arthralgias, and Raynaud’s phenomenon and are observed
in 50% of patients, 15% of the atrial myxoma patients present with
hemoptysiswhichmaybeduetoaninfractionorpulmonaryoedema.
Laboratory studies include raised inflammatory markers including ESR
and CRP, leukocytosis and anaemia. Transesophageal echocardiogra-
phy has better specificity and 100% sensitivity compared to transthora-
cicechocardiography.
Histologic studiesdemonstrate thepresenceof lipidiccellsembedded in
a vascular myxoid stroma. Other investigation modalities include MRI,
CT,andnuclear imaging.
Conventional treatment of atrial myxoma is surgical removal by median
sternotomy.Mini thoracotomywith roboticallyassistedsurgeryhasbeen
reported, resulting inashorter lengthofhospital stay,and it isconsidered
a safe and feasible method for atrial myxoma excision. The investigators
did not observe any difference in the quality of life between the two strat-
egies. A case report of total endoscopic robotic resection of a left atrial
myxoma in an elderly patient with persistent left superior vena cava also
demonstrated the good outcome. No recurrence of myxoma was
observedduringthe2-yearfollow-upperiodif resectedcompletely.
Key learning points: Polymyalgia rheumatica, raised inflammatory
markers,malignancy,atrialmyxoma, largevesselvasculitis.
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Introduction: Vasculitis is a heterogeneous group of autoimmune disor-
ders having multisystem involvement. In many cases, the neurological
disorders have an atypical clinical course or even an early onset, and the
healthcareprofessionalsshouldbeawareofthem.
Case description: We report a case of 57-year-old Asian male without
any significant past medical history admitted under the urology depart-
ment. He had presented with abdominal pain and fever and was being
treatedforpresumptivepyelonephritis (onantibiotics).Hewasreferredto
rheumatology when he developed severe unilateral headache on right
side with significant scalp tenderness. Headache involved temporal and
fronto-parietal-occipital area with no jaw claudication or any significant
visual disturbance. There wasno limbclaudication orpolymyalgiasymp-
toms. On examination he had new onset hypertension (BP:174/
94mmHg), rest of the systemic examination was normal with no bruit.
Musculoskeletalandskinexaminationwasnormal.
Investigations included CRP of 204, hemoglobin 133, white cell count
15.2(neutrophils:12.06),creatinine118(eGFR59).Liverfunction:normal.
Urine dip: Normal and blood/urine culture: negative. Immunological pro-
file and viral screen was negative. Urgent CT head was done for severe
headachewhichwasnormal.
Patient was referred to rheumatology with provisional diagnosis of giant
cellarteritisduetoheadacheandraised inflammatorymarkers.Onreview-
ing his CT abdomen, the renal parenchyma showed symmetrical well
demarcated bilateral involvement which was more in favor of renal infarct
rather than pyelonephritis. CT angiography of abdomen was requested
whichshowedmultiplevesselinvolvement includingmesentericarteryand
bilateralrenalarterieswithbeadedappearanceandstenosis.
MR angiogram showed 6mm aneurysm of PICA with stenosis of P1 seg-
ment of PCA. Currently he is being screened for ADA2 deficiency. During
his stay his renal function deteriorated, not responding previously to
antibiotics.
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He was started on methylprednisolone pulse and antibiotics stopped in
viewofworsening liver function.Onday3ofmethylprednisolonepulsehe
had significant improvement of his headache with stabilization of renal
andliver function.Ourplanistostarthimonsteroidsparingtherapybased
ontheADA2levels.
Discussion: The classification of vasculitis is still unsatisfactory as the
patho-genetic mechanisms have not been fully understood. Existing cri-
teria classify based on predominant vessel involvement but there is still
some overlap between them. The prevalence of CNS involvement in
mediumvesselvasculitis rangesaswidelyas2-10%anddoesnotusually
occuruntil late in thecourseof thedisease.Themostcommonly reported
CNS manifestation is diffuse encephalopathy, followed in frequency by
focaldeficitsandseizures. Intracranialaneurysmsarerarewitharound15
reported casesusuallymultiple and located insupra- aswell as infra-ten-
torial compartments. Most of the cases presented with subarachnoid
or parenchymal hemorrhage. Treatment guidelines are still not clear
and most are treated conservatively by medical management. Repeat
hemorrhages or re-bleed in spite of medical treatment have also been
reported
Deficiency of ADA2 (DADA2) has been recently recognized first molecu-
larly described monogenic vasculitis having biallelic hypomorphic muta-
tion in ADA2 gene. CNS involvement is one of the main features of
DADA2 which presents with a wide spectrum of clinical manifestations
ranging from systemic inflammation to cutaneous or visceral PAN like
vasculopathyandearlyonset stroke.
Our patient had presented with primary CNS and renal involvement with
impending rupture aneurysm. Timely control of inflammation is pertinent
in such cases with remission induction and maintenance to prevent
stroke. Although cyclophosphamide is still used in such cases DADA2
usually require anti-TNF therapy. Our patient had good response to
primarysteroidtherapy.
Key learning points: Acute GCA-like neurological presentation of
medium vessel vasculitis with cerebral involvement is rare. If not recog-
nised inatimely fashion, itcan leadtosub-arachnoidhaemorrhagewhich
isthemostcommonpresentationofsuchcases.
DADA2 is a recently recognised entity that presents with stroke and
vasculitis/vasculopathyandrespondstoanti-TNFtherapy.
Conflicts of interest: The authors have declared no conflicts of interest.

37. NON-CRANIAL LARGE VESSEL VASCULITIS IN A 65-YEAR-
OLD WOMAN

Shawki El-Ghazali1, and Maxine Hogarth1

1Rheumatology, Ealing Hospital, London, United Kingdom

Introduction:Large-vesselvasculitis inolderpatients is typicallyassoci-
atedwithgiantcellarteritis (GCA)usuallypresentingwithcranial features.
GCA can also present with a primarily extra-cranial pattern as large-
vesselGCA(LV-GCA).
Takayasuarteritis isa large-vesselvasculitisthataffectsyounger females
and classically involves the aorta and its major branches. This condition
can clinically manifest with claudication of the extremities, impaired
peripheral pulsation and systemic symptoms. Features of Takayasu
arteritisandLV-GCAcanoverlap.
This case reviews that of a 65-year-old lady with features of non-cranial
large-vesselvasculitisandtheapproachtakentomanagehercase.
Case description: A 65-year-old female developed pains affecting the
shoulder and forearms over a period of weeks. She additionally noted
pins and needles of the affected limbs. Symptoms were worse with
use and consistent with claudication. She denied systemic symptoms,
headache,visualchangesorearlymorningstiffness.
She was referred to the emergency department for assessment. Blood
pressure could not be obtained and radial pulses were absent. She was
subsequentlyarranged for further investigation via the vascular team.CT
angiogram of the upper limbs demonstrated diffuse significant subcla-
vian and axillary artery stenoses bilaterally with appearances deemed
suggestiveofunderlyingvasculitis.
Shewasreferred for rheumatological assessment.CRPwas50andMRA
aorta confirmed findings identified on CT scan. Prednisolone was initi-
ated at a dose of 60mg daily for 4 weeks, and was subsequently
decreased at an initial rate of 10mg every 2 weeks. Methotrexate was
startedatadoseof15mgweekly.
Inflammatorymarkerswerenotedto improveandCRPdecreasedtonor-
malrange.Despitethis,althoughherparaesthesiaresolved,shereported
onlyamodest improvementofherupper limbclaudicationsymptoms.
Bloodtestsweremonitored,howevershortlyafterstartingmethotrexate,
ALT significantly increased to 1002 IU/L. Autoimmune and viral hepatitis
screen returned negative, US abdomen was suggestive of fatty liver
changes but was otherwise unremarkable. Rise in ALT was attributed to

methotrexate use and this was stopped, and levels improved.
Mycophenolate was thus introduced as analternativeat adose of 1gBD,
butunfortunately resultedinrecurrenceofraisedALT.
At present, she is being managed with prednisolone alone, of which is
slowlybeing reduced.Hercase isbeingadditionally reviewed atour local
vasculitis centre based at Hammersmith Hospital for consideration of
tocilizumabshouldtherebedifficultiesonsteroidreduction.
Discussion: Takayasu arteritis is a rare systemic large vessel vasculitis.
Incidence is 1-2 per million annually with a female preponderance of 80-
90%. Based on ACR classificationcriteria, the above patient would meet
the diagnosis of this condition. Takayasu arteritis would normally be
expected for those aged <40 years and has a median onset of 25-30
years. Due to her age, the diagnosis of large vessel vasculitis would be
therefore be more consistent with LV- GCA, primarily in the absence of
cranial features. Aorta and branch involvement can occur in up to 15% of
GCAcases.Histologically,bothGCAandTakayasuarteritissharesimilar
findings and cannot be relied upon for diagnostic differentiation. Due to
overlap of features, formal diagnostic labelling can be difficult in cases
suchastheonedescribed.
Inregardstothemanagementofhercase,thegeneralprinciplewastaken
of initial high dose prednisolone which has been gradually reduced.
Introduction of DMARD therapy was implemented early which would be
more typical for Takayasu arteritis rather than GCA. Unfortunately due to
deranged ALT attributed initially to methotrexate, and subsequently
mycophenolate, she is not currently on any steroid sparing treatment.
Studies have demonstrated efficacy of IL-6 inhibition in managing large
vessel vasculitis and as mentioned, her case is being reviewed with our
localvasculitiscentreforconsiderationoftocilizumabshouldtherebedif-
ficultiesonprednisoloneweaning.
Although CRP is now within normal range with treatment, our patient has
ongoing claudication symptoms of the upper limbs. It is felt that this is
likely due to residual vascular stenotic changes rather than currentactive
vasculitis. As such, following stabilisationof her condition, consideration
wouldbemadeforvascularsurgical interventioninfuture.
Keylearningpoints:DiagnosisofTakayasuversusgiantcellarteritiscan
present a diagnostic challenge in some older patients due to overlap of
typical features. The underlying process of large vessel vasculitis and
shared components in both these conditions suggest they are within the
same spectrum of disease. We discussed our management approach of
high dose prednisolone which would be typically utilised in either
diagnosis.
In our case, due to drug induced hepatitis from methotrexate and subse-
quent mycophenolate, current management is with prednisolone alone.
Inregardsto longtermsteroidsparingtherapy,otheroptions includingIL-
6 inhibition is being considered pending response to current treatment.
Vascular surgical intervention for residual stenoses will also be reviewed
followingstabilisationofunderlying inflammation.
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Introduction: We present a case of a gentleman with atypical headache
symptoms clinically diagnosed as giant cell arteritis (GCA) and initiated
onhighdose oral steroids. He subsequentlydeveloped progressive neu-
rologicaldeficit includingbilateral internuclearophthalmoplegia (INO),as
well as third cranial nerve involvement despite above treatment. He
received IV methylprednisolone and demonstrated clinical response,
temporal artery biopsy confirmed histological evidence of GCA. The
nature of his presentation was atypical of cranial giant cell arteritis.
Few reported cases describe INO in the context of GCA, with bilateral
manifestation being rarer, especially with additional third cranial nerve
involvement.
Case description: A 66-year-old gentleman presented with a 7-day his-
tory of bilateral temporal headaches. He noted prominence of both tem-
poral arteries with mild tenderness during this period. He denied any
visual changes, PMR symptoms, and jaw claudication or weight loss. He
hadbeenexperiencinggeneralised fatigueandmyalgia for thepreceding
4months.
He was noted to have raised inflammatory markers (CRP 194, ESR 74)
andduetothenon-specificnatureofheadache,concernwasforpossible
meningitis. CT head scan was unremarkable and lumbar puncture and
CT-CAP did not demonstrate any abnormality including evidence of
infection.
He was assessed by the rheumatology team and a clinical diagnosis
of GCA was made. He was initiated on prednisolone 60mg daily, and

i36 27 September 2019 POSTER PRESENTATIONS


