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Dilemmas in the recognition 
of Sjögren syndrome

In their CMAJ Practice article, Bau and col-
leagues present a concise working sum-
mary of primary Sjögren syndrome.1 Their 
case definition relied on international cri-
teria that were defined in the 2017 report 
from the American College of Rheumatol-
ogy and European League Against Rheuma-
tism.2 The latter establishes a set of clinical 
and investigative findings that create the 
provisional diagnosis of primary Sjögren 
syndrome. In essence, the “primary” syn-
drome would be established as a stand-
alone diagnosis. A “secondary” Sjögren 
syndrome would then be one in which 
another disease, most commonly autoim-
mune, would coexist or perhaps be causal.

A practical clinical problem arises, 
however, when the clinical presentation 
may be a forme fruste (atypical or incom-
plete) of Sjögren syndrome regardless of 
whether it is deemed primary or second-
ary. That is, the inclusion and exclusion 
criteria from the international standard 
may be present, but the patient does not 
fully achieve a sufficient scoring from the 
5  criteria items. Furthermore, although a 
patient may be considered to have pri-
mary disease when no other coexisting 

disease is found, the specific diagnosis of 
another coexisting disease may be in 
debate or not obvious.

Such dilemmas are illustrated by the find-
ings of “sicca” in the context of autoimmune/​
inflammatory syndrome induced by adju-
vants (ASIA), which has become an entity of 
growing interest.3–7 A Sjögren syndrome 
scenario may be in evolution but not fully 
emerged to the point of fulfilling the cur-
rent international criteria for Sjögren syn-
drome. The presence of another associated 
illness such as ASIA may not be understood 
or may remain elusive for a period of time. 
Such patients may be viewed as having an 
undifferentiated connective tissue disease 
associated with symptoms of sicca. It is 
quite likely that many such patients are 
cared for at a time when a full clinical diag-
nosis of primary or secondary Sjögren syn-
drome is not realized. 

Clinicians need to maintain an open 
and investigative mind for these complex 
patients as they present in more early 
phases of disease or in confusing contexts.
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