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inflammation as identified on tissue
biopsy, see figure 1, above.

PRESENTATION
Sjögren’s syndrome often presents in
the fifth or sixth decade. However, it can

Howdo patients
present in 
primary care?

Howshould
diagnosis be
confirmed?

What  are the
management
approaches?

PRIMARY SJÖGREN’S
SYNDROME IS A 
CHRONIC SYSTEMIC
IMMUNE-MEDIATED 

condition of unknown aetiology
characterised by focal lymphocytic
infiltration of exocrine (mainly salivary
and lacrimal) glands. It affects 0.1-4.6%
of the general population in Europe and
90% of cases are female.1 

MECHANISMS 
The pathophysiology of primary
Sjögren’s syndrome remains unknown
and is likely to be the result of
environmental factors triggering
inflammation in individuals with a
genetic predisposition. 
It is accepted that T-cells, B-cells and

dendritic cells infiltrate exocrine glands,
interfering with their function and
causing destruction through 
cell-mediated and cytokine-activated
pathways, leading to chronic

»

»

be seen in younger people who tend to
present with systemic disease and are
less likely to have classical sicca
symptoms i.e. dryness of the mouth,
eyes or vagina.2,3
Although patients generally present

with sicca symptoms, other, systemic,
symptoms may include arthralgia,
fatigue, Raynaud’s phenomenon,
sensorimotor neuropathy and a dry cough.
Peripheral neuropathy can be sensory
or sensorimotor, with sensorimotor
involvement seen in patients with higher
B-cell activity. Cranial neuropathy is rare.
The frequency of these symptoms is
shown in table 1, left. 
Patients may present with arthralgia

or a frank inflammatory arthritis as the
dominant clinical feature, although on
direct questioning many of these
patients will report longstanding sicca
symptoms. 
In patients who develop an

inflammatory arthritis, this tends to be

FIGURE 1 
Pathophysiology
of primary
Sjögren’s
syndrome
resulting in
exocrine gland
destruction
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Table 1

Common symptoms and signs 
in primary Sjögren’s syndrome4

Symptoms and signs

Raynaud’s phenomenon
Fatigue
Dry skin/pruritus
Arthralgia
Glandular swelling
Dry cough
Sensorimotor neuropathy
Purpura rash
(hypergammaglobulinaemic)

Frequency

80%
75%
50%

33-50%
25-66%

40%
< 25%
9%


