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lupus disease, for example lupus
nephritis or neuropsychiatric lupus,
requires treatment by a specialist with
intensive immunosuppression followed
by prolonged maintenance therapy to
prevent relapse.7,8 This usually involves
intravenous methylprednisolone
initially but may consist of high-dose
oral prednisolone (up to 1 mg/kg/day)
to induce remission with mycophenolate
mofetil or cyclophosphamide, followed
by steroid taper over several months. 

Belimumab and rituximab are
considered if patients fail conventional
immunosuppressive drugs due to
inefficacy or intolerance as described
above. Intravenous immunoglobulin
and plasmapheresis are rarely used. In
some cases there may be a thrombotic
component to the clinical features that
requires anticoagulation. The evidence
is best for the management of lupus
nephritis, weaker for neuropsychiatric
disease and is sparse for other specific
organ-specific manifestations.7,8 

ORGANISATION OF CARE
GPs should refer patients with
suspected lupus to a physician with
experience of managing lupus so that
they can confirm the diagnosis, assess
disease activity and provide advice 
on treatment and monitoring of lupus,
its complications and side effects of
therapy. Immunosuppressive therapies
are challenging to use in patients with
lupus because of the risk of adverse
events including infection, difficulties
with attribution of cytopenias to lupus
or cytotoxic drugs, and the need to
distinguish disease activity from
damage and comorbid conditions.8

Shared care arrangements may be
put in place once patients are stable on
therapy. Patients should have access to
a multidisciplinary team comprising a
variety of specialists including
rheumatologists, nephrologists,
dermatologists, haematologists,
cardiologists, chest physicians,
neurologists, obstetricians, nurse
specialists, physiotherapists, as well as
podiatrists, occupational therapists and
clinical psychologists working as part
of collaborative clinical networks
involving regional specialist centres,
local hospitals and GPs.8

Patients should be monitored to
ensure that they achieve a low level of
disease activity if not remission35,36

using hydroxychloroquine,
immunosuppressants and the minimum
amount of corticosteroids, in order to
reduce accumulating damage from the
disease and its treatment.35 If drug
treatment is not working within the

drugs in the management of pregnant
lupus patients as there is already a BSR
guideline on the use of drugs in
rheumatic diseases in pregnancy and
breastfeeding.31,32

High factor UVA and UVB sunscreen
are strongly recommended in the
treatment and prevention of UV
induced cutaneous lesions supported
by good evidence. There is also some
evidence that this strategy prevents
other lupus manifestations. Patients
should be advised about sun
avoidance and protective clothing.7,8

There is high quality evidence for 
the management of mild lupus using 
the disease modifying drugs
hydroxychloroquine and methotrexate.
These drugs reduce the need for
corticosteroids.7,8 Prednisolone doses
up to 7.5 mg/day may be required 
for maintenance therapy but topical
preparations for cutaneous
manifestations and intra-articular
injections for arthritis are preferred
although there is less evidence for their
use. Short courses of NSAIDs may be
used for symptomatic benefit but the
evidence is weak and the risks are
considerable especially in patients with
renal disease in whom they are
contraindicated.7,8

The management of moderate lupus
requires specialist advice and will
usually involve the use of
immunosuppressive, steroid-sparing
drugs such as azathioprine,
mycophenolate mofetil, calcineurin
inhibitors (ciclosporin and tacrolimus)
or methotrexate with corticosteroids, 
in addition to hydroxychloroquine and
avoidance of UV radiation.7,8 The aim is
to reduce disease activity, prevent
further flares and lower the risk of
damage accrual due to disease and
corticosteroids in patients with features
such as arthritis, cutaneous disease,
serositis, vasculitis, or cytopenias not
controlled by hydroxychloroquine. 

Initial doses of prednisolone up to
0.5 mg/kg/day or the use of
intramuscular or intravenous doses of
methylprednisolone may be required to
control active disease but prednisolone
should be reduced steadily to a
baseline of 7.5 mg/day or less and
withdrawn later if possible.7,8

Some patients are refractory to these
drugs, and these cases should be
discussed with and/or seen by a
regional specialist lupus centre. 
The biologic drugs belimumab and
rituximab may be considered if 
the patients meet the appropriate
criteria.7,8,33,34

Organ- or life-threatening severe
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Systemic lupus erythematosus (SLE or lupus) is a 
multisystem, autoimmune disease. It can present in
women or men at any age but is most common in women
of reproductive age, especially those of African-Caribbean
or South Asian descent. Lupus affected nearly 1 in 1,000
of the UK population in 2012 with a mean age at diagnosis
of 49 years. Lupus nephritis occurs in a third of lupus
patients in the UK and is associated with significant
mortality and morbidity. 

Lupus mainly affects women and causes fatigue, rashes 
(often associated with photosensitivity), hair loss and
inflammatory arthritis. However, lupus can also affect men
in whom it is often more severe with a greater likelihood
of renal involvement and a greater degree of organ damage.
Constitutional (e.g. fever and lymphadenopathy), cardio-
respiratory (e.g. pleurisy and pericarditis), gastrointestinal
(e.g. gall bladder vasculitis) and hepatic (e.g. autoimmune
hepatitis) features may occur in up to 60% of patients.
Eye involvement, other than sicca symptoms, is rare but
potentially sight threatening and requires prompt referral
to an experienced ophthalmologist.

An autoantibody screen should be performed when there
is a clinical suspicion of SLE. Around 95% of lupus patients
are ANA positive. ANA is not specific for lupus and may
occur in other conditions including Sjögren’s syndrome,
systemic sclerosis, dermatomyositis, viral infections such
as infectious mononucleosis and cancer. Lupus patients
should be tested for antiphospholipid antibodies as these
confer an increased risk of arterial/venous thrombosis and
adverse pregnancy outcomes.

A low CRP with a raised ESR is typical of active lupus 
unless infection or effusions are present. According to the
BSR guideline, the diagnosis of SLE requires a combination
of clinical features and the presence of at least one relevant
immunological abnormality. Biopsy proven lupus nephritis
in the presence of ANA or anti-dsDNA antibodies may
also be classified as lupus without the need for other
criteria. Disease activity is categorised as mild, moderate
or severe, and worsening disease activity is termed a flare.

Patients with lupus should be monitored regularly for 
disease features, drug toxicity and comorbidities. Those
with active disease should be reviewed at least every 
1-3 months with blood pressure, urinalysis, renal function,
liver function tests, anti-dsDNA antibodies, complement
levels and full blood count, with further tests as necessary. 
In active lupus, the ESR is usually high and CRP low, so an
increase in CRP should prompt an infection screen. Those
with stable low disease activity or in remission may be
reviewed less frequently, such as 6 to 12 monthly. Patients
with lupus are at increased risk of infection, atherosclerotic
disease, malignancy, osteoporosis and avascular necrosis.
They should be screened at least annually for risk factors
including hypertension, dyslipidaemia, diabetes, high BMI
and smoking.


