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FEAFHRREI EZORBE AV TFr o VB IV RERBCBETSUTO
HEREEEFBEL o T4 P-HPPARLER (LI1NgE), Fry v
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NEGRAD B:) , BB 7L Fs —¥RIUVEE BB 712 ¥ 5 - (WoLF
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edd, ZofoOREBIHEDO SO & HV iz,
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F1 KXEFe o vmiE I BIcBT 5 FERESE

CASE SU CASE ME CONTROLS(6)

3yom tylm
TYROSINE AMEVO™ 53 1.7 31 - 82
p-HPP OXIDASE  0.85 0.65 26 - 45
FDPase(pH 7.5) 43.4 11.6 21.1 - 25.6
F1P ALDOLASE 27.3 16.0 12.3-20.8
FDP ALDOLASE 44.7 34.4 17.2- 23.9
FDP/F1P ALD.ratic  1.64 2.10 1.34~ 2.02

nanomoles / min./mg protein

#£2 BEATECRYzHFERESE

CASE M.S. CASE T.K. CASEK.K.  CONTROLS(6)

F 10mo. M 4mo. M Syrs
TRARSERASES 3.7 3.5 10.3 3.1-8.2
p-HPP OXIDASE 2.3 3.8 3. 2.6-4.5
FDPase (pH 7.5)  22.1 21.8 193 211 - 350
(pH9.6) 28.9 13.8 104 275- 38.0
FIP ALDOLASE 1.5 3.7 4.6 12.3- 20.8
FDP ALDOLASE 7.4 _l 0.8 13.6 17.2- 28.7
FDPALD/ FIPALD 4.9 2.9 3.1 1.0 - 1.8
FIP ACCUM” 21.7 5.0 - 1.2-24

unit: nanomoles/min./mg prot. # nanomoles/mg prot.
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B P-Hydroxyphenylpyruvate oxidase i+ 3 EBEEDEE

p-HPP OXIDASE ACTIVITY IN HUMAN LIVER

EFFECT OF SUBSTRATE CONC.
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SUBSTRATE CONCENTRATION IN mM

Q@a FRMEFrYVME

O  RERGE
#3. [mIKic BT 5 P-HPPARRLEEREN
U-family K- family

PATIENT 0.52 0.70 8.61
FATHER 2.63 6.53
MOTHER 1.67 191 11.91
sSIB 1 2,12 ---

2, 3.58

3 2.55

4 1.75

ADULT CONT'L(7) 2.95-5.95

nanomoles/min./ mg prot.
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