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Sjögren syndrome (SjS) is a slowly 
progressing systemic autoimmune 

disease. The syndrome is characterized 
by destruction of the epithelium of 
exocrine glands, resulting in severe 
dryness of mucosal surfaces.

The global incidence of SjS ranges from 
3 to 11 per 100,000 individuals and 
the prevalence ranges from 
0.01% to 0.72%. The majority of 
patients are women and are 
predominantly diagnosed 
between their fourth and 
sixth decade of life.

The symptoms of SjS are highly variable,  
ranging from ‘sicca symptoms’ (dryness of the 
ocular and oral mucosa) to systemic symptoms. 
These symptoms can also have differing 
severities. Diagnosis is primarily based on 
classification criteria from the American–
European Consensus Group. These criteria 
require evidence of at least one SjS-related 
autoimmune process, namely, the presence of 
anti-Ro/SSA or anti-La/SSB autoantibodies in 
the serum, or focal lymphocytic sialadenitis 
(dense aggregates of lymphocytes in the salivary 
glands) in tissue from salivary gland biopsy.

Clinical knowledge of SjS is 
rapidly improving but has not yet 
led to advances in daily patient 
management. Studies aimed at 
improving the diagnostic criteria 

for both SjS and SjS-associated 
systemic disease, in addition to 
developing new treatments for 
SjS, such as biological therapies, 
are currently underway.

The heterogeneity of the symptoms that are 
associated with SjS means that management 
decisions are made on a case-by-case basis. Eye 
drops and/or gels, in combination with mucolytics 
(drugs that reduce the viscosity of mucus) are used 
to provide symptomatic relief from sicca symptoms, 
and optimal oral health is promoted to prevent 
dental caries. Therapies that modulate the immune 

system, such as corticosteroids 
and hydroxychloroquine, are 

also used to treat SjS, even 
though strong evidence 

supporting their use 
is lacking. 

Reduced quality of life has been reported in 
patients with SjS; this reduction is comparable 
to that experienced by patients with other 
autoimmune diseases, such as rheumatoid 
arthritis or systemic lupus erythematosus. 
Higher levels of symptoms (particularly pain) 
and the presence of other systemic diseases  
are associated with impaired quality of life  
in patients with SjS.
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Autoantibodies might be 
present up to 20 years before 
diagnosis of SjS. Screening 
patients for these antibodies 
could lead to early diagnosis 
and treatment.
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5% of patients with SjS develop lymphoma; 
management varies depending on 

the grade and the histological subtype of the 
lymphoma and the disease activity of SjS

Promising 
results have 

been obtained 
from clinical trials 

investigating the use 
of biological therapies 
for B cell depletion or 

T cell activation in 
patients with SjS

There is                                        
a 10/1 ratio
in the number 
of women to 

men diagnosed 
with SjS

Autoantibodies 
are secreted by 

mature B cells, leading 
to the destruction of 

epithelial cells, causing 
gland hypofunction and 

the development of 
sicca symptoms

Tissue 
damage in other 

organs can lead to severe 
systemic complications, 

resulting in excess mortality 
in patients with SjS 
compared with the 
general population 
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