I Letters to Editor

Renal tubular acidosis due
to Sjogren’s syndrome
presenting as hypokalemic
quadriparesis: A report of
two cases

Sir,

Sjogren’s syndrome is a chronic autoimmune disease
with lymphocytic infiltration in the exocrine glands.
Renal tubular acidosis (RTA) is a common extraglandular
manifestation of this condition, which leads to
hypokalemia. Although RTA with hypokalemia associated
with Sjogren’s syndrome has been reported earlier,
hypokalemic quadriparesis as the initial manifestation of
the disease is rare. We present two cases that presented
as quadriparesis and were subsequently found to have
Sjogren’s syndrome.

A 25-year-old lady presented with sudden onset of
weakness of all four limbs. Examination showed mild
pallor and left parotid gland enlargement and flaccid
quadriparesis with grade 1/5 power in all four limbs as
well as neck muscle weakness. Deep tendon reflexes were
absent, and sensations were intact. There was no bowel
or bladder involvement. The differential diagnosis for
acute flaccid paralysis such as Guillain-Barre syndrome,
acute disseminated encephalomyelitis, and hypokalemic
paralysis were considered. Results of relevant laboratory
investigations are shown in Table 1. She had profound
hypokalemia with normal anion gap metabolic acidosis,
suggestive of distal RTA. Further evaluation revealed the
presence of underlying Sjogren’s syndrome.

The second patient was a 45-year-old lady who presented
with acute onset of quadriparesis of 2 days duration.
She gave a history of similar episode 4 months earlier,
which resolved with medication. General examination
revealed pallor and glossitis. CNS examination revealed
quadriparesis with grade 2/5 power in all four limbs,
with normal sensations and preserved deep tendon
reflexes. Her investigations are shown in Table 1. Since
she was found to have severe hypokalemia with normal
anion gap metabolic acidosis and alkaline urinary pH, a
diagnosis of hypokalemic paralysis secondary to distal
RTA was made. On questioning, she admitted to having

Table 1: Salient laboratory Investigations

Laboratory Case 1 Case 2

investigation

Haemoglobin (g/dl) 10.9 12.4

Peripheral smear Normocytic Normocytic
normochromic normochromic

ESR (h) 52 mmin 1sth 86 mm in 1sth

Serum sodium (mEq/L) 144 143

Serum potassium (mEg/L) 1.6 1.6

Serum creatinine (mg/dl) 0.9 1.2

Liver enzymes (U/L) AST: 33, ALT: 47  AST: 15, ALT: 29

ABG pH: 7.14, HCO,: 6.4, pH: 7.236, HCO,: 7.7,
Cl: 144,p0,: 127,  CI: 115, p0O,: 116,
pCO,: 19.1 pCO,: 18.9

Urine pH 6.5 6.1

USG abdomen Renal calculi Normal study

ANA by IFA 3+ 3+

SS-A/SS-B antibody Strongly positive Strongly positive

Minor salivary gland Inconclusive Minor salivary gland
biopsy sialadenitis
Schirmer’s test Positive Positive

ESR: Erythrocyte sedimentation rate, ABG: Arterial blood gas, USG: Ultrasound
sonography, ANA: Antinuclear antibodies, IFA: Immuno fluorescence assay,
AST: Aspartate aminotransferase, ALT: Alanine aminotransferase

symptoms of dry mouth and eye irritation for the past
6 months. However, there were no symptoms of other
connective tissue disease. She was subsequently found
to have Sjogren’s syndrome.

Both the patients improved dramatically with intravenous
potassium replacement.

Approximately one-third of patients with Sjogren’s syndrome
present with systemic manifestations.”! The spectrum of
the renal disease includes interstitial nephritis, which can
manifest as distal RTA, proximal RTA, tubular proteinuria,
nephrogenic diabetes insipidus, glomerular diseases, or
renal failure. Hypokalemia is the most common electrolyte
abnormality in patients with distal RTA.? However, a severe
symptomatic decrease in serum potassium concentration
has been described in a few cases only. In India, Rao et al.
reported 31 cases of hypokalemic paralysis out of which,
Sjogren’s syndrome was found to be the etiology in three
cases.®! There have also been sporadic case reports.®
Hypokalemic paralysis as the first manifestation of distal
RTA due to Sjogren’s syndrome is uncommon. It is worth
noting that Sjogren’s syndrome should be considered even
in the absence of sicca symptoms as in our first case.

Thus, patients presenting with hypokalemic paralysis
due to RTA should be worked up for underlying primary
diseases, such as Sjogren’s syndrome, even in the absence
of classic symptoms.
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