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Abstract: Introduction: Ocular manifestations are frequent during primary Sjögren's syndrome (PSS) and largely 
dominated by the signs of xerophthalmia. The extra-glandular ocular involvement is, on the contrary, exceptional and 
unusual. We are reporting an original case of bilateral posterior uveitis with retinitis inaugural of PSS. 

Case report: A 48-year-old Tunisian woman, with no notable pathological history, was explored for progressive decline in 
visual acuity, bilateral visual blur, and moderate eye pain. 

The examination noted a visual acuity at 6/10 on the left and 5/10 on the right, without redness of the eyes or irritative 
signs. The anterior segment of both eyes was normal.  

Ophthalmologic exam (slit lamp, fundus, and retinal angiography) revealed bilateral, non-granulomatous posterior uveitis 
associated with retinitis and retinal vasculitis. 

Further investigations concluded to PSS and treatment with intravenous pulse methylprednisolone followed by oral 
prednisone was introduced. The evolution was rapidly favorable and ophthalmological exam with eye fundus was totally 
normal at two months. 

Conclusion: PSS remains an exceptional and unusual cause of uveitis. It is therefore appropriate to evoke it in front of 
any uveitis that does not prove itself, especially if recidivating. 
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INTRODUCTION 

Primary Sjögren's syndrome (PSS), also known as 
primary sicca syndrome, is a fairly common connective 
tissue disease, particularly in the elderly. Its prevalence 
is estimated at 0.1-3% of the general population 
according to series [1, 2]. His clinic is mainly dominated 
by glandular lesions with major symptoms of 
xerostomia and xerophthalmia [1-3]. 

Despite its relative frequency and ease of diagnosis, 
this disease remains enigmatic, not well known, and 
often difficult to diagnose, especially if atypical or 
unusual presentations [2, 3]. 

As a result, several criteria have been proposed for 
the diagnosis of this disease; the most recent are those 
developed jointly by the American College of 
Rheumatology (ACR) and the European League 
Against Rheumatism (EULAR) in 2016, recognizing the 
systemic clinical manifestations of this connectivitis and 
the specific immunological signature by anti-Ro 
antibodies [4]. 
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The extra glandular manifestations of this disease 
are noted in more than 30% of cases and can occur at 
any time in the evolution, sometimes even reveal the 
disease [5, 6]. 

We are reporting an original case of exceptional and 
unusual extra glandular ocular involvement inaugural of 
PSS.  

CASE REPORT 

A 48-year-old Tunisian woman, with no notable 
pathological history, was transferred to our department 
by his city ophthalmologist for the management of 
bilateral non granulomatous posterior uveitis with 
retinitis.  

Eye complaints started fifteen days ago, with a 
progressive decline in visual acuity, bilateral visual blur, 
and moderate eye pain. 

The examination noted a visual acuity at 6/10 on the 
left and 5/10 on the right, without redness of the eyes 
or irritative signs. The anterior segment of both eyes 
was normal.  

Ophthalmologic investigations (slit lamp, fundus, 
and retinal angiography) concluded to bilateral, non-
granulomatous posterior uveitis, associated with 
retinitis, and retinal vasculitis. 
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The somatic examination in our department was 
without abnormalities. Biology revealed an erythrocyte 
sedimentation rate at 65mmH1 and polyclonal 
hypergammaglobulinemia at 23g/l. The other basic 
biological tests were within normal limits: total blood 
count, C-reactive protein, creatinine, ionogram, 
glycaemia, liver enzymes, muscle enzymes, and urine 
analysis.  

Biopsy of the minor salivary glands revealed a 
chronic lymphocytic sialadenitis (grade 3 of Chisholm), 
with no evidence of granulomatosis, caseous necrosis, 
or neoplastic cells. 

The immunoassay showed positive anti-nuclear 
autoantibodies at 1/164 with speckled immuno- 
fluorescence pattern, and strongly positive anti-SSA 
(anti-Ro) antibodies. 

Other investigations for infections (particularly 
tuberculosis), autoimmune diseases, neoplasms, and 
systemic angiitis were negative. 

Similarly, there were no evidence for cardiac, 
neurological, pulmonary or renal involvement thus; the 
diagnosis of PSS complicated with bilateral posterior 
uveitis, retinitis, and retinal vasculitis was retained. 

The patient was treated with intravenous pulse 
methylprednisolone at a dose of 1g/day for three days, 
followed by oral prednisone at a dose of 1mg/kg/day 
with adjuvant therapy. After four weeks, corticosteroids 
were gradually tapered.  

The evolution was rapidly favorable with 
progressive disappearance of ocular complaints and 
totally recuperation of visual acuity. At two months, 
ophthalmological exam with eye fundus was normal 
and without sequel.  

DISCUSSION 

Ocular manifestations may be indicative of PSS in 
24% of cases [7]. They are largely dominated by the 
signs of xerophthalmia, namely dry eye, foreign-body 
sensation, ocular pruritus, photophobia, eye redness, 
visual blur, and decreased visual acuity [1, 2, 5, 8]. 
Keratoconjunctivitis sicca remains the most specific 
and characteristic feature of ocular involvement of PSS 
[2, 8]. 

On the other hand, extra glandular ocular 
manifestations are exceptionally reported during this 
connectivitis [7, 9, 10]. These events include; ocular 
hypertonia, cataract, corneal ulcer, corneal perforation, 
scleritis/episcleritis, conjunctivitis, retinitis, optic 

neuropathies, and uveitis [1, 7]. These manifestations 
appear to be largely underestimated in current medical 
practice, because often drowned in the global clinic of 
the disease. Indeed, their systematic search revealed 
them in 57 of the 163 patients with PSS of Mathews 
PM et al. (34.9%) [7]. 

These extra glandular ocular complications appear 
to be significantly more common in men [7]. 

Among the extra glandular ocular manifestations of 
this connective tissue disease, uveitis were 
exceptionally reported as sporadic cases [9]; they are 
classically chronic, total and bilateral [9]. They are often 
diagnosed at a late stage with complications such as 
synechiae or ocular hypertension [9]. 

Similarly, PSS remains an exceptional and unusual 
cause of uveitis [7, 9, 10-12]. Indeed, in the 
Rosenbaum JT et al. series of 185 patients referred in 
ophthalmology for uveitis of undetermined origin, only 
eight had Sjögren's syndrome as etiology (4.32%) [9], 
and only five patients had this syndrome in the series 
of 163 patients with uveitis of Mathews PM et al. (3%) 
[7]. 

These findings were also noted for childhood uveitis 
where only one case was related to PSS in the 
pediatric series of Stoffel PB et al. of 70 patients with 
uveitis (1.42%) [10]. 

In our country, this syndrome seems to be even 
more unusual and more exceptional as etiology of 
uveitis. Indeed no case was noted in the series of 424 
cases of uveitis of Chebil A et al., of which 25.3% was 
related to systemic diseases [11], and no case was 
also noted in the series of 472 adult patients with 
uveitis of Khairallah M et al., of which 20.1% were 
related to systemic diseases [12]. 

Our observation is further characterized by its 
association with retinal vasculitis, an association not 
found in the previous literature. Indeed, no case of the 
seven bilateral, total, and chronic uveitis of Rosenbaum 
JT et al., reported during PSS, had associated retinal 
vasculitis [9]. 

CONCLUSION 

Primary Sjögren's syndrome remains an exceptional 
and unusual cause of uveitis. It is therefore appropriate 
to evoke it in front of any uveitis that does not prove 
itself, especially if recidivating. Early diagnosis and 
adapted management are the only guarantors for a 
better prognosis of these disorders. 
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