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Glucocorticoids may be used in
systemic flares, or at a low dose to
improve sicca symptoms and salivary
flow. Hydroxychloroquine may improve
joint pain, fatigue, Raynaud’s and sicca
symptoms, while methotrexate is used
in patients with predominant joint
involvement (inflammatory arthritis).
Stronger disease modifying agents 
such as azathioprine, methotrexate,
cyclophosphamide or mycofenolate
mofetil are reserved for serious
complications and organ-threatening
disease (cytopaenias, lung disease, 
and neuropathy).
Clinical trials with biologics in Sjögren’s

syndrome have been disappointing to
date, when compared with other
rheumatic conditions such as RA. 

POTENTIAL COMPLICATIONS
Severe systemic disease occurs in about
15% of patients. This may include
interstitial lung disease, myositis,
idiopathic thrombocytopaenic purpura,
autoimmune liver disease, and renal
involvement.7 
Other autoimmune diseases may be

present in association with primary
Sjögren’s syndrome, including thyroid
disease, primary biliary cirrhosis and
coeliac disease. »

B-cell lymphoma is a serious
complication and affects 5-10% of
patients with primary Sjögren’s
syndrome.8 The risk of developing
lymphoma has previously been shown
to be 7 to 19 times higher compared
with the general population.9 Predictors
for development of lymphoma include:
persistent salivary gland enlargement,
lymphadenopathy, Raynaud’s
phenomenon, anti-Ro/La positivity,
rheumatoid factor positivity, and low
serum C4 levels.10

Practical tip 4: Have a low threshold for
assessing and investigating primary
Sjögren’s syndrome patients presenting
with constitutional symptoms.

Pregnancy poses many challenges
and is associated with a higher
complication rate in primary Sjögren’s
syndrome than in the general
population. 
Obstetric complications include

preterm delivery, lower birthweight, 
and pulmonary hypertension. Anti-Ro
antibodies in particular may cross the
placenta and induce congenital heart
block (occurring in < 2% of pregnancies)
and neonatal lupus. The former can be
detected by fetal ultrasound, and often

considered in those with significant
symptoms. Ophthalmology input is
advisable in severe disease and in
patients with inflammatory eye disease,
who may require steroid-containing eye
drops or ciclosporin.
Dryness of the oral cavity can be

managed by reducing sugar and acid
intake using pastilles and salivary spray
replacement. Dental health is important
and patients should see a dentist on a
regular basis as they have a higher risk
of dental cavities. Toothpaste with a
high fluoride content is recommended
in addition to intermittent chlorhexidine
mouthwash, and regular oral hygiene.
Salivary gland enlargement may

occur during acute flares or through
duct obstruction from stones or
strictures. A short course of oral or
intramuscular glucocorticoids often
helps and there is anecdotal evidence
that local massage may help reduce 
the swelling.
Management of fatigue as

recommended by the NICE guideline
includes good sleep hygiene, relaxation
techniques, graded exercise programmes
and cognitive behaviour therapy.6
Systemic features are seen in around

70% of patients2 and commonly affect
joints, lung, skin and peripheral nerves. 

Table 3

Classification criteria for Sjögren’s syndrome (sensitivity 97.4%, specificity 89.4%)5 

Criteria

I Ocular symptoms

II Oral symptoms

III Ocular signs

IV Histopathology

V Objective evidence 
of salivary gland 
involvement

VI Autoantibodies

Evidence

At least one of:
aPersistent troublesome dry eyes for
> 3 months
bRecurrent sensation of sand or gravel in
the eyes
cUsing tear substitutes > 3 times a day

At least one of:
aDaily feeling of dry mouth for > 3 months
bRecurrent or persistent swelling of
salivary glands as an adult
c Frequently drinking liquids to aid in
swallowing dry food

Positive Schirmer test or 
high Rose Bengal score 

Focal lymphocytic sialadenitis in minor
salivary glands 

Abnormal salivary flow, parotid
sialography, salivary scintigraphy 

Antibodies to Ro/SSA or La/SSB
antigens, or both

Assessment

Suitable for assessment in primary care

Suitable for assessment in primary care

Performed in secondary care or by community
optometrist

Salivary gland biopsy in secondary care required

Performed in secondary care

Suitable for assessment in primary care by ordering
generic ANA


