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Abstract  

Background  
Sjogren’s syndrome is an autoimmune rheumatic disease characterized by lymphocytic infiltration of exocrine glands 

resulting in multi-system presentations including xerostomia and dry eyes. 

 

Case Report  
A 47-year-old woman presented with generalized weakness, difficulty in walking, nausea, and pain abdomen. She had 

reduced muscle power (2/5) with reduced tone, and absent deep tendon reflexes in all four limbs. Further investigation 

revealed severe hypokalemia with metabolic acidosis. She was treated with intravenous potassium chloride and diagnosed 

with Sjogren's syndrome based on her serology profile. After treatment, her condition improved. 

 
Conclusion  
Distal Renal Tubular Acidosis is a major cause of potassium loss in urine. Sjogren's Syndrome is an important cause of 

Distal Renal Tubular Acidosis, which can present as severe hypokalemia. Although it commonly presents with symptoms 

like dry eyes and dry mouth, it can rarely present as Distal Renal Tubular Acidosis and hypokalemia as the primary 

presentation. 

 
Recommendation  
Sjogren's syndrome should be suspected in patients with hypokalemia with features of Distal Renal Tubular Acidosis. 
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Introduction  
Sjögren’s syndrome (SjS) is a chronic autoimmune disorder 

characterized by lymphocytic infiltration and dysfunction of 

exocrine glands, predominantly impacting the lacrimal and 

salivary glands. Clinically, hallmark manifestations include 

xerostomia (dry mouth) and keratoconjunctivitis sicca (dry 

eyes), but the disease is also known to have systemic 

implications. It can significantly compromise other organ 

systems, including pulmonary, renal, and neurologic 

functions, leading to a spectrum of complications that 

require comprehensive management and multidisciplinary 

care [1]. The female-to-male incidence ratio for the 

condition is 9:1, while the prevalence ratio stands at 10.72:1 

[2]. The disease spectrum ranges from a benign glandular 

disorder to more aggressive systemic manifestations. 

Notably, renal involvement can occur in rare cases, 

sometimes preceding sicca symptoms. This renal 

involvement typically results in Renal tubular acidosis 

(RTA), leading to significant hypokalemia, a finding also 

observed in various autoimmune disorders such as systemic 

lupus erythematosus and Hashimoto’s thyroiditis [3,4]. 

Distal renal tubular acidosis (dRTA) is characterized by a 

reduced capacity to maximally acidify urine (pH < 5.5) in 

the context of systemic acidosis, which is present in 

approximately 25% of patients [5,6]. This report describes a 

case of Sjögren’s syndrome complicated by hypokalemic 

periodic paralysis due to dRTA, which was initially 

mismanaged as systemic lupus erythematosus (SLE). 

 

Case Presentation  
A 47-year-old Indo-Aryan Hindu female patient presented 

to the Emergency department of BMIMS, Pawapuri, 

Nalanda, with a 7-day history of bilateral generalized limb 

weakness, fatigue, and difficulty in walking. She reported 

associated symptoms including nausea and generalized 

abdominal pain for the past 2 days. The onset of generalized 

weakness was gradual and progressive, exhibiting 

symmetrical involvement that hindered daily activities such 
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as combing hair, climbing stairs, and prolonged standing or 

walking. Notably, there were no myalgias, arthralgias, or 

signs of muscle atrophy.  

The abdominal pain emerged suddenly, was described as 

burning, non-radiating, and was relieved by rest but 

exacerbated by exertion, with a pain severity rated at 5/10. 

She experienced associated odynophagia and constipation. 

The patient had a previous diagnosis of systemic lupus 

erythematosus (SLE) for 5 years, based on a positive 

antinuclear antibody (ANA) test. Her current regimen for 

SLE included hydroxychloroquine 200 mg twice daily. 

Additionally, she has a past medical history of recurrent 

hypokalemic limb weakness, for which she required 

potassium chloride administration during episodes, with no 

identifiable underlying cause; although initially responsive, 

symptoms were recurrently reported. No surgical 

interventions were performed, and the family's medical 

history was unremarkable. 

Upon examination, the patient appeared ill but was alert and 

fully oriented. Clinical findings included pallor with no 

icterus, cyanosis, clubbing, or edema. Vital signs were 

stable, except for tachycardia at 118 beats per minute. The 

neurological assessment revealed muscle power graded at 

2/5 in all four limbs, diminished tone, and absent deep 

tendon reflexes, while sensory function remained intact. 

Chest examination showed normal vesicular breath sounds 

and cardiac auscultation was unremarkable aside from 

normal heart sounds without murmurs. Abdominal palpation 

demonstrated generalized tenderness and distension. 

Laboratory results indicated severe hypokalemia, with 

serum potassium levels at 1.6 mEq/L. The ECG exhibited 

ST segment depression, prolonged QT interval, and U 

waves, findings consistent with severe hypokalemia (Figure 

1). The patient was admitted to the intensive care unit for 

electrolyte repletion and monitoring, receiving potassium 

chloride infusions along with supportive care. 

 
Figure 1: ECG Findings Consistent with Severe Hypokalemia 

 
 

Biochemistry 

 Serum Urine 

Arterial pH 7.31 6.5 

Sodium(mEq/L) 137 87 

Potassium(mEq/L) 1.6 32 

Chloride (mEq/L) 110 112 

Bicarbonate(mEq/L) 16  

Anion gap (mEq/L) 11 6 

BUN (mg/dL) 11  

Creatinine (mg/dl) 0.8  

Serology 

ANA Positive (1:160 by IFA) 

Anti-Ro (SSA) Positive (241 AU/ml) 

Anti-La (SSB) Positive (86 AU/ml) 

Table 1: Lab Parameters of The Patient 
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Initially, ANA was positive while anti-dsDNA was 

negative. Subsequently, an Extractable Nuclear Antigen 

(ENA) panel was ordered, revealing positive anti-Sjögren’s-

syndrome-related antigen A (SSA) and anti-Sjögren’s-

syndrome-related antigen B (SSB), confirming a diagnosis 

of SjS (Table 1). The treatment regimen included 

intravenous methylprednisolone (1 g daily for 3 days), 

meropenem (1 g thrice daily), methotrexate (7.5 mg 

weekly), folic acid (5 mg 6 days weekly), and 

hydroxychloroquine (200 mg daily), potassium chloride 

syrup (15 ml thrice daily) were prescribed until her follow-

up. 

Following treatment, the patient’s generalized weakness 

improved significantly, with motor power in all four limbs 

improved to 4/5 and normalization of tone and reflexes, 

including a normal plantar reflex response. After a 

successful ICU course, she was transferred to the general 

ward for continued management of SjS. Upon follow-up 15 

days later, she denied any residual symptoms and was 

advised to return for evaluation in 2 months. 

 
Discussion  
Hypokalemia is characterized by plasma potassium levels 

below 3.5 mmol/L [7]. In clinical practice, renal 

manifestations of Sjögren's syndrome can lead to 

hypokalemia, frequently causing diagnostic challenges [8]. 

This case report aligns with the Surgical Case Report 

(SCARE) guidelines [9]. Hypokalemia can result from 

inadequate potassium intake or excessive loss, with the latter 

being more common. Potassium loss may occur via urinary 

or gastrointestinal (GI) routes, or through shifts into cells. 

GI losses typically arise from diarrhea or vomiting, while 

intracellular shifts can be triggered by insulin therapy, 

sympathetic overactivity, or thyrotoxicosis. Urinary 

potassium loss is often linked to conditions such as primary 

hyperaldosteronism, Cushing's syndrome, and RTA [10]. 

In this case, the patient displayed severe hypokalemia with 

concurrent ECG abnormalities. Arterial blood gas analysis 

revealed metabolic acidosis with low bicarbonate levels, 

indicative of RTA. This may be due to either primary 

hereditary factors or secondary processes, with SjS being a 

notable contributor to secondary RTA [11]. SjS typically 

presents with xerostomia and keratoconjunctivitis sicca, 

affecting 70-80% of patients, and prompting parotid gland 

enlargement in about 20% [12]. Systemic manifestations 

occur in 30-40% of cases, with renal involvement being the 

most common non-exocrine manifestation, typically 

presenting as tubulointerstitial nephritis, with distal RTA as 

the predominant renal presentation [13]. 

RTA refers to a spectrum of disorders affecting bicarbonate 

reabsorption and hydrogen ion secretion. This condition is 

marked by a maintained glomerular filtration rate (GFR) 

along with a distinct hyperchloremic metabolic acidosis 

(HMA). dRTA involves impaired hydrogen ion secretion in 

the distal nephron, and severe forms lead to an inability to 

excrete acid loads, resulting in progressive hydrogen ion 

retention and HMA [14].  While diminished H+-ATPase 

activity is the most frequent defect in dRTA, several other 

underlying defects can also impair hydrogen ion secretion 

[15]. dRTA is often associated with renal potassium 

wasting, occasionally severe enough to precipitate paralysis 

or respiratory failure.  

The lymphocytic infiltration accompanying SjS may lead to 

further autoimmune complications such as primary biliary 

cholangitis and obstructive bronchiolitis. Although distal 

RTA is commonly observed in this context, it frequently 

remains asymptomatic and undiagnosed. In adults, 

autoimmune diseases are significant etiologies for dRTA, 

making a thorough evaluation of these conditions essential, 

especially in cases of idiopathic dRTA 

[15,16].  Importantly, hypokalemia is the most frequent 

electrolyte disturbance linked to distal RTA. In this patient, 

the absence of classic Sjögren's symptoms like xerostomia 

and dry eyes, combined with a history of recurrent 

hypokalemia, highlights the necessity of recognizing 

systemic complications as critical diagnostic indicators, as 

demonstrated in this case. 

 

Conclusion 
Sjogren's syndrome is an uncommon but significant etiology 

of severe hypokalemia, particularly in patients diagnosed 

with distal renal tubular acidosis (RTA). It is critical to 

consider this syndrome in differential diagnoses, as it may 

be erroneously identified as systemic lupus erythematosus 

or other metabolic and rheumatological disorders in 

individuals presenting with pronounced hypokalemia. 

 

Recommendation  
The prompt recognition and diagnosis of Sjögren's 

syndrome pose significant challenges due to existing 

diagnostic criteria that may lead to frequent oversight. 

Patients exhibiting hypokalemic paralysis attributable to 

renal tubular acidosis (RTA) must undergo a comprehensive 

evaluation for underlying primary disorders, including 

Sjögren's syndrome, even in the absence of hallmark 

symptoms typically associated with the disease. 

 
List Of Abbreviations  
SjS: Sjögren’s syndrome 

RTA: Renal tubular acidosis  

dRTA: Distal renal tubular acidosis  

GI: Gastrointestinal  

SLE: Systemic lupus erythematous  

ANA: Antinuclear antibody  
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