
liaison between patient, rheumatologist and obstetrician is vital to help
ensureaplannedandsafepregnancy.

9. A RARE ILLNESS PRESENTING WITH COMMON SYMPTOMS
AND PREGNANCY
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Introduction: Acute posterior multifocal placoid pigment epitheliopathy
(APMPPE) is a rare, self-limiting, inflammatory eye disorder that affects
the choriocapillaris, and external retinal layers with extra ocular manifes-
tations. We report the case of a 30-year-old 11 weeks pregnant woman,
who presented to Rheumatology with a history of polyarthralgia, rash on
her legsandbilateralvisual loss.APMPPEbelongstoagroupofdisorders
known as white dot syndromes. The exact aetiology of APMPPE is
unknown. However, it is known to be associated with certain inflamma-
tory conditions that include sarcoidosis, vasculitis, erythema nodosum
and several infections. It is characterized by whitish lesions with ill-
defined margins, deep to the retina and concentrated in the posterior
pole. It affects individualsbetween 20 to30yearsofage andocular mani-
festationsareoftenpreceded bya flu-like illness.Thiscondition isusually
presented by sudden onset bilateral painless visual loss. Visual loss is
usuallytemporary.Relapsesareveryrarewithagoodoverallprognosis.
Case description: 30-year-old ladypregnant patientpresented with3-4
weeksofpolyarthralgiaaffecting jointsknees,ankles,wrists,andshould-
ers. This was associated with joint swellings; swelling of glands in her
neckandgroin.Shealsonoticeda rasharound thesame timeonher legs,
whichwaslumpyandtender.Initially,shewastreatedwith10dayscourse
of Phenoxymethylpenicillin with not much improvement. A week later,
shestartedcomplainingofblurredvision initially inher lefteyeandquickly
followedbytherighteyeShereportedahistoryofshivering,sweatingand
feeling hot at the onset of symptoms, however no specific infection his-
tory.Therewasnohistoryofanyasore throat.Therewerenoothersignifi-
cant symptoms on systemic enquiry. There was no personal history of
autoimmune diseases. There was no history of DVT/PE or recurrent mis-
carriages. There were no other symptoms suggesting connective tissue
disease. Her uncle has psoriasis. She has three healthy children and her
youngest one is 4 1=2 months old. On examination were no vasculitic
rashes. There was any synovitis in her joints. She has multiple lumps on
both legs which were slightly bluish/purplish and slightly tender which
mayrepresenterythemanodosum.Therewasno lymphadenopathy.Her
chest was clear and heart sounds were normal. Blood pressure was nor-
mal and urine dipstick was clear. The blood test showed ESR was 26 and
CRP was 50. FBC, U and E’s, LFT’s, Coagulation screen, CK, Ferritin,
SerumACE,BNPandCorrectedCalciumwereallnormal.ASOtiterswere
slightly raised 270.HepatitisB,C,HIVandSyphilis screen werenegative.
Autoimmune screen including HLA B27, ANA, rheumatoid factor and
anti-CCP antibodies were negative; immunoglobulins and serum elec-
trophoresiswerenormal.ANCA,ENA,Antiphosphospholipidscreenwas
awaited. She was reviewed in the Ophthalmology clinic urgently. Visual
acuity was significantly reduced in both eyes. Ophthalmological findings
revealed characteristic multiple yellow-white sub-retinal lesions in the
posterior pole of both eyes probably consistent with APMPPE. She was
startedonPrednisolone60mgbyOpthalmology.Oralsteroidssettledher
visual symptoms within few days. The rash improved and sowas the joint
swellings. The lumps in her groin and neck disappeared as well. Repeat
blood within 4 days of starting steroids, showed and ESR down to 15 and
CRP of less than 5. She had a transthoracic echocardiography done
which showed no evidence of carditis, a normal LV/RV size and function
andmild-moderatepulmonaryregurgitation.
Discussion:Thispatientpresentedwithmultiplesymptoms:polyarthral-
gia, a rash that could represent erythema nodosum, acute bilateral visual
loss,andraised inflammatorymarkers.Thedifferentialdiagnosis isbroad
which included sarcoidosis, seronegative arthropathy, rheumatic fever,
vasculitis and atypical infections. This case is further complicated by the
fact that the patient is pregnant which can have potential implications for
diagnosis and treatment. When arranging investigations, such as imag-
ing,onehastoweighrisksversusbenefits.Earlyinvolvementofotherspe-
cialities, in particular, Obstetrics and Ophthalmology, is crucial. In this
case, the Ophthalmologists clinched the diagnosis based on their find-
ings. APMPPE is not commonly seen in routine rheumatology practice.
While common things are common, rare conditions like APMPPE does
exist and it is useful to keep them in mind and to be able to recognize their
potential link tootherautoimmuneconditions likesarcoidosisandvascu-
litis when assessing patients with unexplained multiple symptoms asso-
ciated with raised inflammatory markers. Early and close collaboration
with other specialities is imperative.We would be interested to know
experts panel thoughts on their approach when assessing suchpatients,

presenting with unexplained multiple systemic features associated with
objective abnormalities on investigations like raised inflammatory
markers; theirstrategies toruleout rareconditionsandtobeable tocome
tothediagnosisespecially inthesechallengingscenarios.
Key learning points: Main learning points for me and my colleagues
are seeking prompt and close collaboration with all the other relevant
specialties when assessing a patient presenting with unexplained
systemic illness; where there is diagnostic uncertainty. Besides, as per
this case, the combination of inflammatory eye conditions and systemic
symptoms should prompt a general work up to exclude autoimmune
conditions such as sarcoidosis. A delayed diagnosis such as cardiac
sarcoidosis may have life-threatening consequences and the ophthal-
mologist may be the first specialty to pick up these rare conditions as
wasinthiscase.
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Introduction: We report the outcome of an atypical haemolytic uraemic
syndrome (aHUS) in a 30 year old British-Asian prima-gravida with
Lupus/Sjogren’s Syndrome overlap. A combination of therapies includ-
ing plasma exchange, methylprednisolone pulses and compassionate
use of Eculizumab, a c5 inhibiting monoclonal antibody, was lifesaving.
The appearance of a microangiopathic haemolytic anaemia (MAHA) and
thrombocytopaenia in pregnancy is challenging. The causes can include
sepsis, placental abnormalities, anti-phospholipid syndrome, and
thrombotic microangiopathies (TMA) including pre-eclampsia/HELLP
(haemolysis, elevated liver enzymes, low platelets) syndromes, throm-
botic thrombocytopaenic purpura (TTP) and a spectrum of complement
mediatedconditionsthromboticmicroangiopathies (alsoknownasatyp-
ical haemolytic uraemic syndrome, aHUS). The timings of these compli-
cations can vary, presenting anywhere from first trimester to the post-
partumperiod. Inapregnantwomanwhoalsohas lupus, thesepresenta-
tionscanmimicalupusflare,theyareassociatedwithsignificantmaternal
and foetal mortality; even with survival there can be life-changing seque-
lae.Eculizumab isarecombinanthumanizedmonoclonalantibodywhich
actsasaterminal inhibitorofthecomplementcascadeandwasapproved
foruse inaHUS in theUK in2015:use in lupus is rareand illustrates impor-
tant learningpoints.
Case description: A 30 year old British-Asian woman had a diagnosis of
with lupus/Sjogren’s syndrome overlap and non-progressive interstitial
lung disease. Her autoantibody profile included positivity for anti-Ro and
anti-Laantibodiesandforrheumatoidfactor.ComplementC3andC4lev-
els and quantitative double stranded DNA remained in physiological
range and she had persistent low level haematuria and proteinuria with
preserved renal function. She was maintained on 200 mg of hydroxy-
chloroquine and up to 20 mg of prednisolone daily, having failed a trial of
methotrexate. Other disease modifying anti-rheumatic drugs such as
azathioprinewereconsideredbut thischoicewascomplicatedbylowthi-
opurine methyltransferase level, and the patient declined. She had one
episode of post-anti-streptolysin O positive arthralgia and renal impair-
mentwhichsettledwithan increasedsteroidcourse.Threeyearsafter ini-
tial diagnosis she was able to conceive naturally. In early pregnancy, her
condition was reported as stable, and she was referred to a combined
rheumatology/obstetricsclinic. In thenineteenthweekofpregnancy,she
presented to the emergency department with multi organ involvement
including acute confusion, multiple epileptic seizures, acute renal and
cardiac insufficiency, and absence of foetal heartbeat. Haematology
investigations showed thrombocytopaenia, reduced haptoglobins, and
the presence of schistocytes on blood film in keeping with a microangio-
pathichaemolyticanaemia (MAHA).Therewasnephroticrangeproteinu-
ria (2300 mg/mmol)andcreatininehaddoubledfrompreviousbaselineto
109 micromol/L. Her condition became critical and she was transferred
with life threatening thrombotic microangiopathy to the local tertiary
centre for access to plasma exchange. She required intensive care
admission with invasive ventilator support and a tracheostomy.
Magnetic Resonance Imaging of her brain was consistent with posterior
reversible encephalopathy syndrome (PRES). An echocardiogram
showed moderate left ventricular systolic dysfunction with regional wall
motion abnormalities. At nineteen gestational weeks, the presence of
MAHA, thrombocytopaenia and acute renal injury was compatible with
severalpossibleoverlappingdiagnoses.This includedsepsiswithdisse-
minated intravascular coagulation (DIC), anti-phospholipid syndrome,
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pre-eclampsia/HELLP and thrombotic microangiopathies including
thrombotic thrombocytopaenic purpura (TTP), and haemolytic uraemic
syndrome (HUS). She had normal prothrombin and activated partial pro-
thrombin times thus making DIC less likely. There was no evidence for
antiphospholipid syndrome. She did not fulfil the criteria for HELLP with
normal liver function tests. TTP was considered less likely with normal
value for ADAMTS13 (a disintegrin and metalloproteinase with a throm-
bospondin type1motif,member13)although it isknownthatTTP in lupus
maybeassociatedwithnormalADAMTS13activity.AdiagnosisofaHUS
was proposed. This is controversial in the presence of lupus with some
definitionstreating lupusitselfasanexclusioncriterioninaHUS. In50%of
aHUScases,genetic testingshowsabnormalitieswithinthecomplement
cascade includingmutations incomplement factors IandH,andcomple-
ment regulatory genes but these results are rarely available when thera-
peuticdecisionsarebeingmade.AnaHUSgenepanelwasrequestedbut
waslater reportedasnegative.Despitetheseconsiderations,adiagnosis
ofsporadicatypicalHUSwasconsistentwith thepresentingfeaturesand
this diagnosis was supported by renal biopsy carried out during the
recovery phase which showed features consistent with eclampsia and
aHUS. Ourpatient was initially managedwith a therapeuticevacuationof
the uterus. She was commenced on a regime of plasma exchange and 3
pulses of 500 mg of methylprednisolone with no clinical improvement.
Due to the grave outlook, an application for compassionate use of
Eculizumab, a c5 inhibiting monoclonal antibody was made to the
National aHUS Service in Newcastle. She received 2 infusions of
Eculizumab and best supportive care and made a full cardiac, haemato-
logicandneurologic recovery. IncasesofchronicaHUSwithaconfirmed
genetic cause, lifelong treatment with Eculizumab can be considered.
Given the full recovery made by this patient and the absence of a demon-
strable mutation, there was no rationale for continuing Eculizumab.
Following recovery, the patient’s conditionhasbeen furthercomplicated
by a recurrence of PRES one year after these events. Further brain imag-
ingshowedwhitematter lesionsofuncertainageandshenowremainson
anti-epilepticmedications, low dose prednisolone and azathioprine. The
patienthasnowdiscontinuedAzathioprineandwants to tryandgetpreg-
nantagain.
Discussion: Mild complications are common in lupus pregnancies, and
the risk of foetal loss is 2-3 times higher than in the normal population;
maternal life-threateningcomplicationsare lesscommonbutcanbedev-
astating.Thromboticmicroangiopathy (TMA) inpregnancycanbeclassi-
fied into several (overlapping) clinical variants. One of these is atypical
HUS which represents 10-15% of the total incidence of TMA and is asso-
ciatedwithsignificantmortality. InatypicalHUS, there iscontinuousacti-
vationof thealternativepathwayofthecomplementcascadeculminating
in the productionof C5a. Atypical HUS canbe triggered by infections (the
most common being Streptococcus pneumoniae), systemic conditions
(including lupus), pregnancy and drug therapies. In atypical HUS associ-
atedwithpregnancyandthepost-partumperiod,50%ofcasesareasso-
ciated with known mutations in complement regulation pathways. By
inhibiting C5 conversion to C5a, and reducing activity of the alternative
complement pathway, Eculizumab, the second most expensive drug
currently available worldwide, has revolutionised care for patients with
aHUS. The current indications for lifelong Eculizumab treatment include
paroxysmalnocturnalhaemaglobinuriaandsomecasesofatypicalHUS.
It is rarely used in theabsenceofprovengeneticcausesorwhenthere isa
concurrent lupusdiagnosis, whichmakes itsuse in this casenoteworthy.
Do you agree that this is a case of aHUS in a lupus pregnancy? Is further
pregnancyabsolutelycontraindicated?ShouldEculizumabhavearole in
the management of atypical HUS in the absence of known mutations of
the complement pathway? What other immunosuppressive therapy
mightbeconsidered in theongoingmanagementof thispatient?Wasthe
previous Streptococcal infection (with positive ASOT test) relevant for
development of HUS in pregnancy? What is the relevance of recurrent
PRES in this patient and is there a link between PRES and the TMA spec-
trumofdisease?
Keylearningpoints:Challengesof timelydiagnosisandmanagementof
thrombotic microangiopathies in lupus pregnancy Use of Eculizumab in
casesofatypicalhaemolyticuraemicsyndrome
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Introduction: There are currently no established guidelines in the pre-
vention and treatment of autoimmune congenital heart block.
Transplacental transfer of anti-Ro and anti-La antibodies can result in

fetalcongenitalheartdisease,withan incidenceof1-2%.Current recom-
mendations include increased vigilance to detect abnormalities through
the utilisation of fetal echocardiograms and obstetric sonograms.
Despite investigations, however, it remains unclear which populations
maybenefit frompreventativetherapy.
Case description: We present a case of a 29 year old woman with
undifferentiated connective disease who attended for fetal monitoring.
Complete atrioventricular dissociation had been detected in the fetus at
week 24 of her pregnancy. She additionally had, at the time of monitoring,
developed a vasculitic rash affecting her feet in otherwise quiescent dis-
ease. She was diagnosed with juvenile connective tissue disease at 11
yearsofage.Shepresentedwithpolyarthralgia, rashandpositiveautoan-
tibodies. Her antibody profile was as follows: positive ANA titre >1/640,
antibodies to Ro and La, anti-cardiolipin antibodies had been present at
disease presentation. Treatment with hydroxychoroquine was compli-
cated by the development of a bull’s eye maculopathy and was therefore
discontinued. Her disease, however, was relatively well controlled with
shortcoursesofprednisolone.Her firstpregnancy,atage28,wascompli-
cated by a uterine perforation, which resulted in spontaneous abortion of
thefetus.Prior toconceiving,herclinicaldiseaseactivitywaslow–shedid
not complain of any arthralgia, rash or systemic symptoms. Her ESR was
61, C-reactive protein<5. Her ANA titre remained at 1/640, with positive
Ro and La antibodies. Her double-stranded DNA antibodies were nega-
tive.HerC3level remainedlowat0.11andC4wasnormalat1.11.Arepeat
antiphospholipid screen was negative but as she was deemed high-risk,
aspirin was continued in this pregnancy. Fetal scanning had been under-
taken at a specialist obstetric clinic in a tertiarycentre. Shewas givenhigh
dose dexamethasone and consideration was given to the administration
of intravenous immunoglobulin. Following further discussion, however,
theplanwasmadetocontinuewiththepregnancywithoutfurtherimmuno-
modulation.Shehasbeencounseledaboutthegraveriskofperinatalmor-
bidityandmortalityandcontinuestobemonitoredwithhighvigilance.
Discussion:Thiscase led toa review of the literatureandbestpractice in
high risk Ro and La antibody positive mothers. The use of high dose ste-
roids remains controversial, despite several studies reporting the use of
high dose dexamethasone or betamethasone. A large study of 175
fetuses with second or third degree heart block, where 67 were treated
with steroids failed to demonstrate any difference in outcome compared
withnon-treatedfetuses.Treatmentwasalsodeemedtobequestionable
in an older study in which 93 cases of fetal heart block treated in which no
reversal of complete heart block was noted. Dexamethasone was given
to our patient and is a useful discussion point here as some studies sug-
gest there maybe some benefit in incomplete heart block – is it better to
offer thepatientsomeformof treatmentoravoid thepotential sideeffects
of controversial treatment? Hydroxychloroquine has been shown to
reducethechanceofdevelopingcompleteheartblockandissafeinpreg-
nancy. Given our patient’s history of maculopathy, however, this was not
anoptionandisunlikely tobeutilized infuturepregnancies. IVIGwascon-
sidered in this case but not given. There are case reports where adminis-
tration of IVIG has resulted in reversal to sinus rhythm in incomplete heart
block;however there isnoevidencesupportingarole inestablishedcom-
plete heart block. In terms of future pregnancies, two studies adminis-
tered IVIG at a dose of 400 mg/kg failed to demonstrate any evidence in
reducing recurrence of CHB and were terminated early. It also poses the
questionwhether there isanyevidencetoadminister immunoglobulins in
any subsequent pregnancies, as the risk increases to 17-25% following
thebirthofonechildwithcompleteheartblock.
Key learningpoints: Main learning points: Management of autoimmune
congenital cardiac disease remains controversial. There is conflicting
dataontherapiesoncecompleteheartblockhasbeenestablished;stud-
ies have explored steroids, hydroxychloroquine, IVIG and plasma
exchange. Advice and treatment for future pregnancies is important;
currently this isonan individual casebasis.Treatment isusually reserved
for“high-risk”motherswithactivediseaseorhightitresofanti-phospholi-
pid antibodies. Counseling the patient and their family is key as the
psychological factors involved with extra monitoring and complications
must be addressed by both rheumatologists and obstetricians. Learning
objectives and key questions to be discussed at the conference 1.
Review of the evidence behind these therapies 2. Is there a role for ste-
roids? 3. Would this patient be eligible or offered preventative therapy in
the future? 4. Should all antibody positive mothers be on hydroxychloro-
quineregardlessofdiseaseactivity?5.Updatesandclinical trials

12. FIRST PRESENTATION OF MCTD AS SEVERE PULMONARY
HYPERTENSION DURING PREGNANCY
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Introduction: We aim to present a case of severe pulmonary hyperten-
sionas the firstpresentationofMCTDinapatientwhenshewaspregnant
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