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Mortality of Bulgarian patients with primary and secondary
Sjögrens syndrome
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Sjögrens syndrome is an autoimmune disease of exocrine
glands, with the most common clinical presentations being xerostomia and xerophtalmia. The disease may manifest as primary
Sjögrens syndrome (pSS) or associate with other rheumatic diseases  secondary Sjögrens syndrome (sSS) (1).
During the period March 1995 to May 2003 one hundred
and seven patients with Sjögrens syndrome (European criteria,
1993) were followed.
There were sixty two patients with pSS, 45 patients with sSS
(11 with rheumatoid arthritis, 3 with sclerodermia and 1 patient
with systemic lupus erythematosus). The mean age of patients
with pSS was 49.9 and of those with sSS 54.8 years. The frequency an causes of death were analysed according to the autopsy protocols and the hospital notesire medical records.
The results of the research established 18 death cases  7
patients (11.29 %) with pSS and 11 patients with sSS (24.44 %).
The frequency and causes of death in these two groups are presented in Table 1.

Tab. 1. Causes of death in patients with pSS and sSS.
Causes of death

lung disease*
pulmonary embolism **
acute respiratory failure
cardiac disease
cerebrovascular disease
sepsis
GI bleeding***
non lymphoma neoplasm
lymphoma

The analysis of the death cases showed significantly higher
mortality in patients with sSS than those with pSS.
Among the frequent causes of death are the pulmonary diseases, sepsis and brain vascular disease. The highest mortality is
observed in patients with rheumatoid arthriris (n = 7). Three death
cases were registered in pSS with NonHodgkin Lymphoma
(4.83 %). These data support the thesis for increased frequency
of malignant lymphoproliferation in SS (4).
The results of the study show higher mortality in the sSS
(especially rheumatoid arthritis), which is proven also in other
studies (2). Probably there is a connection with the stage and the
treatment of the primary disease, the accompanying diseases and
side effects of medications.
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