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We present the case of a one-year-old male patient with infantile primary hyperoxaluria type 1 (PH1).
The patient visited hospital because of growth delay and poor feeding when he was six months old, and
was diagnosed as PH1 with chronic renal failure. He underwent peritoneal dialysis until receiving a living-
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related liver transplantation when he was seventeen months old, and after the operation, underwent
hemodialysis or hemodiafiltration four times per week. Six months after the liver transplantation, his
serum oxalate level decreased to around 20 ymol// and a living-related kidney transplantation was
successfully performed. Nine months have passed since the kidney transplantation, and the patient’s liver
and kidney functions have been good and his growth and development much better than before the
sequential liver and kidney transplantation. However, his serum and urine oxalate levels remained high
and he has required high-dose hydration to prevent deposition of calcium oxalate crystals in his grafted
kidney.

The key-points for treating infantile PHI patients are summarized as follows ; 1) make a precise
diagnosis as soon as possible, 2) perform a combined liver-kidney transplantation successfully, 3)
conduct careful monitoring of the serum and urine oxalate levels and continue adequate hydration after
kidney transplantation until the serum and urine oxalate levels normalize. Furthermore, cooperation
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between the medical staff and the patient’s family seems to be essential.
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Table 1. Laboratory findings on admission
CBC Biochemistry Blood gas analysis (vein)

WBC 8,100/mm? BUN I1.0mg/d!/ pH 7.384
RBC 380X 10*/mm? Cr 2.1 mg/dl pCO, 45.4 mmHg
Hb 10.2 g/dl UA 2.8 mg/dl BE 1.7
Ht 30.8% £,-MG  24.6mg/l HCO;~ 26.5mM/!/
Plt  43.9%10*/mm? TP 5.0g/d!/

Alb 3.3g/d/ Cer 4.5m!/min

Na 136 mEq/! (urine volume 250~400 m//day)

K 3.2mEq/!/

cl 100 mEq/! Oxalate level(serum) 99 umol//

Ca 8.1 mg/dl

P 3.2 mg/dl

ALP 2335 U/1

iPTH  466.0 pg/m/

GOT 56 U/1

GPT 16 U/!

LDH 379U/1

CRP <0.2mg/dl

Fig. 1.
nephrocalcinosis

Plain CT of the abdomen demonstrating diffuse
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Funduscopic examination

calcium oxalate crystals in the
retina
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Changes in urinary oxalate excre-

estimated by the urinary oxalate-
creatinine ratio
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Table 2. Oxalate elimination via tidal PD, HD, or HDF
tidal PD HD HDF
oxalate clearance 47.0 75.0 86.7
(ml/min/1.73 m?) +25.0 +16.9 +24.6
oxalate elimination per 6,749.8 5,724.0 6,091.1
week (umol/1.73 m?) +3,513.8 +1,087.2 +2,405. 1
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