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Case Report

Primary Sjogren’s Syndrome Presenting as Hypokalaemic
Periodic Paralysis- A Rare Case Report
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INTRODUCTION

Sjogren’s syndrome is “an autoimmune disorder which is characterized by
lymphocytic infiltration of salivary and lacrimal glands”. The commonest presenting
symptoms are dryness of eyes, mouth and parotid gland enlargement. SS also has
extra glandular manifestation in the form of RTA (renal tubular acidosis) seen in one-
third cases. RTA presenting as hypokalaemic periodic paralysis is described in few
cases in the literature as a rare presentation. We present a case report of 40-year-old
female who presented with progressive weakness in four limbs. Her serum
potassium level was low (1.2 meq/L). After thorough investigations she was
diagnosed to have primary SS. She was treated with intravenous potassium chloride
which lead to gradual improvement in weakness. She was also started on
prednisolone 40 mg/day which was tapered gradually. Thus, it is important to keep
possibility of SS in patient with unexplained distal RTA or hypokalaemia. The most
common connective tissue disorder to be reported is Sjogren’s syndrome (SS).(1) It
can be either primary or secondarily associated with other connective disorders like
RA (rheumatoid arthritis), SLE (systemic lupus erythematosus).
About half the patients with SS are of primary type
1. SS is characterised by auto- antibodies against lacrimal and salivary glands.(1
The most common presentation is of dryness of eyes and mouth. It is also
associated with various extra-glandular manifestations
2. Association of primary SS and hypokalaemic periodic paralysis (HPP) was first
described in 1981, however it is infrequently reported.?) The main renal
pathology in primary SS is tubulointerstitial nephritis of which renal tubular
acidosis is the main presentation,(3) which is reported in 4.3 to 9% of SS patients
and is common in middle-aged women.34) Hypokalaemic paralysis is the
primary symptom in 7% of patients with SS.5) Hereby, we present a case of
middle age female presenting with HPP as initial presentation of primary SS.
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‘ PRESENTATION OF CASE

A 40-year-old middle aged female presented to emergency
department of our hospital with complaints of sudden onset
painless weakness of all four limbs, progressive since 1 day.
There was no history of sensory loss or autonomic
involvement. There was no history of fever, trauma, chronic
diarrhoea, palpitations, tremors, excessive sweating and
chronic drug use. Also, she denied history of double vision,
drooping of eyelid, difficulty in speech or swallowing, sensory
complaints or bowel/bladder involvement. No history of
similar episodes in past. No H/O diabetes mellitus,
tuberculosis, hypertension, cardiac, neurological or renal
disease. She also gave h/o experiencing dry mouth and eyes
since last 3 months.

On examination, patient was conscious oriented, pulse-
84 /min regular, BP- 120/80 mmHg, respiratory rate- 16/min.
CNS examination- hypotonia in all 4 limbs with power being
2/5.Deep tendon reflexes were absent in 4 limbs. Plantar were
bilaterally mute and there was no cranial nerve involvement.

PATHOLOGICAL DISCUSSION ‘

On investigation, she had severe hypokalaemia with s.
potassium levels of 1.2 meq/L, normal anion gap (12.5),
metabolic acidosis (pH- 7.28 HCOs- 12 meq/L) with urinary
potassium being 16 meq/L suggesting renal potassium loss.
Serum magnesium was within normal limits. Blood urea (21
mg/dl) and serum creatinine (0.9 mg/dl) were within normal
range. A diagnosis of distal RTA was kept in view of normal
anion gap metabolic acidosis, alkaline urine and
hypokalaemia. Thyroid function test was normal. Autoimmune
work-up of patients showed ANA positive, anti-dsDNA
negative and strongly positive anti-Ro (SS-A) 85.6 U/ml (N<
3.0) and anti- LA (SS-B) 80.3 (N<3.0) suggestive of possible
primary SS. Lip biopsy was taken which showed lymphocyte
infiltrate in minor salivary gland and features suggestive of
chronic sialadenitis (figure 1). Schirmer’s test was positive.
Hence a diagnosis of Sjogren syndrome was made as per SICCA
guidelines wherein all the 3 criteria were positive (“serology
for Anti- SS-A and SS-B antibody plus salivary gland biopsy and
presence of symptoms”).
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Figure 1. Biopsy of Minor Salivary Gland
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Section from H & E stained slide 10X view shows acinar,
glandular and ductal structures with extensive chronic
nonspecific lymphocytic inflammatory infiltrate (short arrow)
around the periductal and peri acinar structures at place
atrophied acinar structures can be appreciated (long arrow).
Histopathological features are suggestive of chronic
sialadenitis.

DISCUSSION OF MANAGEMENT

She was treated with intravenous potassium followed by oral
potassium citrate with gradual improvement in weakness over
next 2 days with normalisation of potassium levels. In view of
systemic involvement of SS, she was started on oral
prednisolone 40 mg/day, which was gradually tapered to 10
mg/day. She was followed up for next 3 months with gradual
reduction in requirement of potassium citrate and tapering of
prednisolone to 5 mg/day.

| DISCUSSION

Periodic paralysis is a group of disorders characterized by

episodes of flaccid paralysis occurring at irregular interval

with complete recovery in between attack. Most of the cases

are as follows:

1. Hereditary with autosomal dominance inheritance.

2. Associated with alteration of sodium and potassium
levels.

3. The various forms being hypokalaemic, hyperkalaemic,
thyrotoxic, and paramyotonia congenital.

4. Symptoms are most evident during childhood and
adolescence and are triggered by large carbohydrate
meal, vigorous exercise, and viral illness.

The patient in our case had severe hypokalaemia with
acute flaccid paralysis of all four limbs. However, the age of
onset being above 50 years, the likelihood of being an
inherited condition becomes a remote possibility. Evaluation
and careful investigation of hypokalaemia lead to diagnosis of
metabolic acidosis with normal anion gap with urine pH of >5
which in turn revealed distal RTA Type 1. When the causes of
distal RTA were investigated, high-positive Sjogren antibodies
were found. Further, examination of eyes, mouth revealed
severe dryness with positive Schirmer’s test, and lip biopsy
showed chronic lymphocytic sialadenitis. Our patient was
diagnosed as a case of primary Sjogren syndrome based on
diagnostic criteria by Sjogren’s international collaborative
clinical alliance (SICCA 2012),(6) which included
1. Positive serum anti-SSA (Ro) and/or anti-SSB (La).

2. Labial salivary gland biopsy exhibiting focal lymphocytic
sialadenitis with a focus score of >1 focus/4 mm.
3. Keratoconjunctivitis sicca with ocular staining score >3.

Sjogren syndrome is “chronic systemic autoimmune
disorder characterized by lymphocytic infiltration of exocrine
glands”. The disease can present as alone (primary Sjogren
syndrome) or associated with other autoimmune conditions
such as SLE, rheumatoid arthritis, and scleroderma (secondary
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Sjogren syndrome). The prevalence of primary Sjogren’s
~0.5%-1% and middle-aged women
(female-to-male ratio is 9:1) are primarily affected.(’) Most
patients presents with sicca symptoms such as xerophthalmia,
xerostomia, and parotid gland enlargement. In addition,
various extra glandular manifestations like arthralgia,
arthritis, vasculitis, lymphoma, renal involvement, and
Raynaud’s phenomenon may be seen.(8) Renal involvement
includes proximal and distal tubular acidosis, tubular
proteinuria, and nephrogenic diabetes insipidus.(® The
mechanism of hypokalaemia in Sjogren syndrome is because
of distal RTA brought about by chronic interstitial nephritis
which in turn leads to decrease tubular sodium delivery,

syndrome is

defective H-KATPase, secondary hyperaldosteronism, and
bicarbonaturia. Thus, it is recommended that all the cases of
periodic paralysis should be evaluated for Sjogren’s syndrome.
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