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£1 BEBRATRDD ZEHHWNDRIEOERKRR
Name; [. K. (male)
Age: 12 years old
AST: 122 U/l
ALT: 37 U/
Total bilirubin: 16.3 mg/dl
Direct bilirubin: 10.6 mg/dl
Serum ceruloplasmin; <7 mg/dl
Serum copper: 108 ¢£ g/dI
Urinary ALA: 0.38 mg/l
Urinary total porphyrins: 994 pmol/ml
Urinary coproporphyrins: 885 pmol/ml
Porphyrin standards Chiba Cpl Cpi Hokkaido
CpllI Cpl =/ %3 élqzun L Cpl =I C|'1 (l?:m)
Cp

SI
61

o ¥
}

:\
M1

S—

CplIl

J |

Cplll

)

10

15 0 5 10

15 0 5 10 15
Retention time (min)

X1 BRHporphyrinDHPLCESH /8 & — 3

Chiba: TER TRREZNIHHWNDE CERLL4EERE)

Hokkaido: N TH R XN /- BEWNDRIR

—537—



#2 WNDEHZRDP d-aminolevulinic acid (ALA) IBE

ALARRE (mg)
f@EE -l (n=48) 0.93 £ 0.36
WNDR®D=  (n=31) 0.87 = 0.54
ENWNDEE (n=33) 1.05 + 0.64
(mean = SD)

#3 WNDEER O #EporphynniBE

#pomphynni®  (pmol/ml)

fEFEI -l {n=48) 120 + 53.5

WNDEDOR (n=31) 49.7 & 46.6 -~
BN WNDEE (n=33) 111 £ 65.2
{mean £ SD)

t O REEEIM SR L TOWEE D p <0001
" EAWNDEE LK L TORES : p<0DI

Fd W FEENWNDEEZ R F 0 Lporphyn nif B

#pomhyrini# B

{pmol/mg Cr.)

few &y bo-l (n=48) 103 = 36.1
Trientine$%5 WND#E#H n=24) 115+ 375

D-penicillamine$ 5 WNDE#H (n=9) 686 + 213~

(mean + SD)

YOREEVH-MEEBRLTOEEE ¢ p<0Dl
** Trientineft SWNDEBH SHEUTOHFEE . p<005
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15

P<0.005

10 f

Total porphyrin concentrations (nmol/day)

Control 500 3000 500 3000
D-Pc D-Pc Trn Trn

Experimental groups

2 #FlL—FRORSCLDEE LECT v bR porphyrinBEIZS A5 BICHL T
(n=4), 500: 500 pg/ml; 3000: 3000 pg/ml; D-Pc: D-penicillamine; Trn: trientine.
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