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MULTIPLE CALCIUM OXALATE STONE FORMATION
IN A PATIENT WITH GLYCOGEN STORAGE DISEASE
TYPE I (VON GIERKE’S DISEASE) AND RENAL
TUBULAR ACIDOSIS TYPE I: A CASE REPORT

Akihiro Kanematsu, Takehiko Segawa and Yoshiyuki Kakehi
From the Department of Urology, National Himeji Hospital
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From the Department of Urology, Faculty of Medicine, Kyoto University

A case of multiple urinary stones in a patient with glycogen storage disease type 1 (GSD-1) is

reported.

In spite of the presence of hyperuricemia, these stones did not consist of uric acid, but mainly
of calcium oxalate. Laboratory studies revealed distal renal tubular acidosis and hypocitraturia,
but no significant abnormality in calcium metabolism.

We discussed the mechanism of calcium stone formation in our case, and its prophylactic treat-

ment by oral administration of citrate compound.

(Acta Urol. Jpn. 39: 645-648, 1993)
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Fig. 1. KUB shows right lower ureteral stone
and several left renal stones (arrows).

Thiiss Ca £ TH T,

VIR IR AL 5 JREE 14.4 mg/dl, MufE 55 mg/
dl, GOT 1981U/dl, GPT 1251U/dl, yGTP 221
IU/dl, =2 v AT e —n 276mg/dl + ) 7Y 254
N 1,105 mg/dl W&#ENGIGESE 1,366 mg/dl, BUN 26
mg/dl, 7 v7 %=+ 1.2mg, PTH-C X 1.8ng/
ml (QE#{H 1.3ng LAT), #»av 1 =v 48pg/ml
(IE#fE 75.5+22.3), $Lf% 112.2 mg/dl, Na 137 mEq

7% 19934

/dl, K 40mEq/dl, Cl 110 mEq/dl, Ca 9.8 mg/dl,
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3 BRI, 4 RIS 5.5 F TIE T LR EEE »
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T DR, AEFIORERVE O T &R BIME
Pz, RTAT Bz & dic5E 7 = VEERIEDZIE
BUELEX bhic. ZOldUBERE TEE30
g/day 5 INT et T A%, 7= vEBEH (FEh
4 Uralyt®) 6.0g/day WZE L, LI 15.0g/day ¥
THELTWA., TOER, REHE7 Y F—vREE
7 = VEBRIEERHEEEDCH D (HERCL7 > F—
VAR X BEHEFROBENLZLNRT5). F2
HRe B SR cERMRIER, 72 7Y 7 — AL OfR3EH
B R Uictcsdds, IEHEIFN &7 - 7 (Table 1).

Uralyt® BRAHET

—H 6glRA® —H 15¢g lRA®

4B RIZE (mg/day)

Ca 200
P 700
Na 3300
Mg 78.5*%
Uric Acid 1200
Oxalate 43.2*
Citrate 34 5%
E#R pH (1 BMEH) 2 5.7
A A
pH 7.355
pCO, 30.4
PO: 99.9
HCO, 17.0
BE —-7.3

90 150*
580 900*
5700*
76.0 59.6
260 380*
21.5 19.6
68.5 111.5
6.6~6.8 6.6~6.8
7.378 7.402
31.2 30.9
97.8 104.3
18.4 19.3
—=5.4 —4.3

* DFF TV B b OIBEE DR O T

Table . Laboratory data of urine and arterial blood gas,
before and after the administration of citrate

compounds.
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Fig. 2. Metabolic disorders in glycogen
storage disease type 1. PRPP:
5-phospho-ribosylpyrophosphate

glycogen storage disease type 1
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CaOX, CaP stone

Fig. 3. A schematic model of calcium oxalate stone formation

in our case. UA:

uric acid CaOX:

CaP: calcium phosphate

calcium oxalate
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