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This is a case report of renal tubular acidosis combined with bilateral renal calculi and
glycogen storage disease (von Gierke’s disease) seen in a 15-year-old girl.
On laboratory
Therefore, the

effect of ammonium chloride on urinary pH and of sodium thio-sulfate on potassium clearance

She was admitted with chief complaint of hematuria and lumbar pain.

examinations, urinalysis revealed high pH in spite of the metabolic acidosis.

were examined, and the disorder of renal tubules to excrete H* was proved. Histologic exami-
nation of a renal biopsy specimen showed no abnormality except slight inflammatory hypercellu-
larity. Enzymatic assay for liver and kidney showed glucose-6-phosphatase deficiency.

The relationship between renal tubular acidosis and glycogen storage disease was briefly

discussed.
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Fig. 6. Photomicrograph of the liver.

Left : Darkly PAS stained granule in the hepatic cells.

Right : After digestion with diastase, showing loss of PAS stained granule.
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Table 2. Classification of RTA.

Primary RTA :
Transient
Permanent : complete and incomplete

Secondary RTA :

* Toxins : heavy metals, out-dated tetracycli-
ne, amphotericin B and paraldehyde
ingestion

Inherited metabolic disease: Wilson’s dis-
ease, galactosemia, hereditary fructose
intolerance, Fanconi syndrome and Lowe’s
oculo-renal syndrome

AL 72 (Table 1), Hyperglobulinemias
Table 1. Activity of enzyme and glycogen Hyp ercalcer'ma
content. Hypokalemia
1. Mg Medullary sponge kidney
_ T Homotransplantation
y # moles glucose| control idi
3 £ £ } Y100mg /hr 1 rat liver Hyperthyroidism
Glucose-s- ‘ Liver 1.91 E 13.8 & 3 i i
phosphatase | Kidney 0.5871/(8.8 ~13.8) AIEDHREEL 2 0 CRENCRE azotemia 4

! Liver 1.61 0.568

| Kidney 0.238 1(0.13~0.30)
Liver 33.6
Kidney 59.0

a-1,4-glucosidase

Phosphorylase ’ 25.583

. Glycogen ©&

WO k| W % | T % (4

Muscle ‘ 1.9778 % 1.0~1.52%
Liver i 10.2458 % 1.0~4.08%
Kidney E 3.2678 %
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Table 3. Classification of glycogen storage disease (LI&1P).
e 7l SEN. | B EEEERE-EN
1, VERSEABERREY
1) Phosphorylase deficiency
(1) Liver VI Hers Fr, B3k
(2) Muscle v McArdle B
2) Amilo-1.6-glucosidase deficiency i1 Cori fF, BRE, O, Bk
3) Glucose-6-phosphatase deficiency I von Gierke FF, &, B, ARmBk
4) Phosphofructokinase deficiency
5) Acid maltase deficiency I Pompe L B
2. HIFESRABEERE
1) Glycogen synthetase deficiency VI Spencer Peet BT, B
2) Amylo-1.4-1.6-transglucosidase deficiency| IV Andersen fF, BRE, O, 8RR
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BLESEERO L SWE LS. UL Yaffe 5191
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BREOEREN, RTA OFBTHILO>EL I
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