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Distal renal tabular acidosis(dRTA) is characterized by an inability of the distal nephron to acidify the urine.
The pathogenesis is multifactorial, but some reported that secretory defect of dRTA was due to the absence
of H'-ATPase pump or CITHCOs  exchanger in the intercalated cells of collecting duct by
immunohistochemical staining. We proved no staining to both anti-H'-ATPase antibody and anti-CIHCO3
exchanger antibody in the renal tissues of a patient with dRTA. Case : A 25-year-old woman was
admitted to emergency room with quardiparesis. She denied use of any specific medications such as diuretics.
On admission, neurologic examination revealed symmetric upper and lower muscle weakness(grade 4/5).
However peripheral sensation was intact and deep tendon reflex was preserved. Laboratory findings showed
ABGA : pH 7.304, PaCO; 254 mmHg, HCOs 127 mmol/L, Na/K/Cl 136/1.7/115 mEq/L, Cr 0.7 mg/dL.
Positive urine anion gap was also observed. Serologic tests revealed autoantibodies (RF, ANA and SSA).
Schirmer’s test demonstrated 3 mm tearflows at 5 min. Lower lip biopsy showed benign lymphoepithelial
lesion consistent with Sjégren’s syndrome (SS). Kidney biopsy showed mild tubular atrophy with interstitial
fibrosis and infiltration of plasma cells and lymphocytes. The administration of ammonium chloride induced
marked metabolic acidosis but did not lower urinary pH below 55. Bicarbonate loading test showed maximal
urinary pCO:z of 39.7 mmHg and the gradient between urine and blood pCOz was less than 20 mmHg. While
staining with the anti-H'-ATPase and anti-CI":HCOs; exchanger antibody showed strong positive in normal
renal tissues, the tissues from the patient with SS showed no staining to both antibodies. These results
suggests that the absence of intact H'-ATPase and anion exchanger in the renal tissues may be the
pathophysiologic basis of the proton secretory defect in SS.
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