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Abstract 
Hypokalemic acidosis can complicate a primary Sjögren’s syndrome. The clinical feature is rarely 
revealed by manifestations due to hypokalemia. We report the case of a 46-year-old woman, ad-
mitted to explore a paresthesia and paresis of inferior limbs. The diagnosis of Sjögren’s syndrome 
was retained since there was the association of xerophthalmia, sialadenitis at the labial biopsy 
and positive immunological results (anti-SSA and anti-SSB). The absence of another auto-immune 
or systemic illness allowed us to consider that the Sjögren’s syndrome was primary. The biological 
explorations revealed a hyperchloremic and hypokalemic acidosis. The treatment was based on 
corticosteroid and potassium supplementation. The follow-up was marked by a clinical and bio-
logical amelioration. 
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1. Introduction 
The Sjögren’s syndrome is a frequent exocrine insufficiency associated to auto-immune systemic anomalies [1]. 
It’s characterized by lymphocytic infiltration of exocrine glands associated with immunological disturbances 
marked by the production of anti-Ro/SSA and/or anti-La/SSB antibodies. 

The most frequent clinical symptoms are oral and ocular dryness, asthenia, arthralgia and pain. However, ex-
traglandular manifestations occurring in third of patients can implicate pulmonary, renal and neurological sys-
tems. Its diagnosis may be difficult because of clinical features polymorphism in which the xerophtalmia ans 
xerostomia can be not revelatory [1] [2].  
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Many classification criteria were proposed to pose the diagnosis of primary Sjögren’s syndrome [1]-[3].  
The renal implication corresponds more frequently to tubulo-interstitial nephritis and manifests biologically 

as hypokalemic acidosis [2]. It’s related to renal tubular acidosis. It may constitute an urgence requiring a rapid 
supplementation to avoid the occurrence of severe paralysis. The isolated renal signs without sicca syndrome 
lead to a delay in the Sjögren’s syndrome diagnosis. 

2. Case Report 
A 46-year-old woman whose complaints were invaliding paresthesia of lower limbs and knee’s ache lasting 
from a month. She presented a sensation of strange bodies in the eyes, an ocular dryness evolving since one year. 
She didn’t receive any treatment. 

Physical examination found a paresis of the inferior limbs. The cardiac and respiratory examinations were 
normal. The hemodynamic parameters were stable with a blood pressure of 120/70 mmHg.  

The electrocardiogram signed regular rhythm without flattened or inverted T waves.  
Moreover, the Schirmer and rose Bengal tests were pathologic confirming xerophthalmia. 
The biological explorations confirmed a biological inflammatory syndrome with a polyclonal hypergammag-

lobulinemia, a normochromic normocytic anemia (hemoglobin: 11 g/dl), a hypokalemia of 2.9 mEq/l, a hyper-
chloremia and a normal level of blood sodium. The level of urine potassium was high (140 mEq/l). The blood 
gas (pH: 7.48; pO2: 86 mm Hg; pCO2: 40 mm Hg; SatO2: 98%; HCO3: 29) showed a metabolic acidosis. The 
renal and hepatic functions were also normal. 

The immunological investigations showed a high titer of anti-nuclear anti-bodies (1/1800) with positivity of 
Rheumatoid Factor, anti-SSA and anti-SSB. 

The accessory salivary gland biopsy found a lymphocytic sialadenitis concluding to a stage 4 of Chisholm. 
The conventional radiographs of the chest and the knees were normal. 
The abdominal echography didn’t mention any anomalies especially there were no kidney calcium deposits 

(nephrocalcinosis). 
The thoracic CT scan didn’t sign an interstitial lung disease. 
The functional respiratory explorations were without abnormalities. 
A renal tubulopathy was suspected. The kidney biopsy had objectified tubulo-interstitial nephritis with lym-

phoplasmocyte infiltrates. 
The diagnosis of a primary Sjögren’s syndrome complicated of tubulo-interstitial nephritis was confirmed. 
The treatment was based on oral potassium supplements, corticosteroids, local ocular treatment. 
The clinical follow up was marked by the disappearance of paresthesia, paresis and arthralgias within few 

days. The hypokalemic acidosis was managed. 

3. Discussion 
The Sjögren’s syndrome is an auto-immune disease in which renal disturbances are common. The diagnosis is 
evident if the the sicca syndrome is patent and revelatory [1]-[3].  

Clinical, biological and radiological investigations didn’t reveal any other systemic manifestation of the 
Sjögren’s syndrome in our patient. It was considered a primary Sjögren’s syndrome since no auto-immune or 
connective disease was found in our case.  

Renal manifestations may be the revealing disturbance. The rate of renal involvement in Sjögren's syndrome 
ranges from 4% to 50%.  

Primary Sjögren’s syndrome is a frequent cause of renal tubulo-interstitial disturbance, in relation with ac-
quired type 1 distal renal tubular acidosis and concentration defects [4]. 

Two types of renal lesions occurred in patients with Primary Sjögren’s syndrome: the most common is inters-
titial nephritis and rarely glomerulonephritis [4]. 

Three immunopathologic mechanisms affect the kidney in the Primary Sjögren’s syndrome: activated lym-
phocytes infiltrate tubular epithelium inducing interstitial nephritis, immune-mediated mechanism damaging 
acid secreting renal cells in the kidney and immune complex-mediated process leading to a glomerulonephritis 
[4]-[6].  

Thus, the renal common lesion in Sjögren’s syndrome is interstitial nephritis associated to tubular lesion. 
Tubulo-interstitial kidney can be latent limited to histological disturbances or induce type I distal tubular aci-
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dosis. The main manifestations are persistent alkaline urinary pH, hyposthenuria, hyperchloremic hypokalemic 
metabolic acidosis with anion gap, and nephrolithiasis/nephrocalcinosis [4] [7] [8]. An end-stage renal failure 
can occur exceptionally in case of a lateness of diagnosis delay.  

Kidney biopsies show chronic interstitial nephritis with focal or diffuse plasmo-lymphocytoid infiltration.  
Rarely, the proximal renal tubules can be affected, clinically leading to Fanconi’s syndrome (type II renal tu-

bular acidosis) [4]. 
In contrast, glomerulonephritis is less frequent but is usually symptomatic manifesting by hypertension, ede-

ma, active urine sediment, proteinuria, and renal insufficiency [4]. The kidney biopsy defines the type of renal 
lesion [7]-[9].  

Hypokalemic acidosis can be sometimes revelatory of the clinical feature.  
There was no significant association between kidney disturbance in Sjögren’s syndrome and the other sys-

temic complications.  
A patent feature is rare, consisting of paresthesia, paresis or paralysis, was published in limited cases [10]-[12]. 

The diagnosis of Sjögren’s syndrome is difficult if the hypokalemia’s symptoms are not associated to a patent 
sicca syndrome or precede sicca symptoms.  

Hattori N et al. reported two cases of hypokalemic paralysis complicating a Sjögren’s syndrome. The first was a 
68-year-old man having hydronephrosis due to ureteral stones and increasing muscle weakness. The second was a 
30-year-old woman presenting rapidly progressive quadriparesis [11]. 

Besides, two cases of paralysis due to hypokalemia complicating a primary Sjögren’s syndrome nephropathy 
were published; Khandelwal D et al concluded then that Sjögren’s syndrome should be evoked in patients with 
inexplained hypokalemic paralysis [12]. 

The treatment was based in all publications on potassium supplement, and corticoticotherapy for the active 
interstitial nephritis [10] [13]-[16]. The lateness of diagnosis can threat the prognosis [15] [16]. Only rapid and 
efficient treatment avoids paralysis complication.  

The evolving was good in our patient and comparable to the cases reported in the literature. 
The prognosis varies for patients affected by primary Sjögren’s syndrome with renal involvement and depends 

on the type of nephropathy. Patients with interstitial nephritis have a favorable prognosis clinical outcome if a 
rapid and efficient medical treatment is well conducted, while patients with glomerulonephritis have high risk of 
developing lymphoma and poor survival [4]. 

4. Conclusion 
The kidney involvement in Sjögren’s syndrome can present as hypokalemic paralysis in the absence of significant 
sicca symptoms or may precede sicca symptoms. Sjögren’s syndrome should be researched in a case of inex-
plained hypokalemic paralysis, even in the absence of the sicca syndrome. 
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