Wy HB 370 A, COBEREBICEFL, TORREICFa S @HEERL, ROIv K
5T P-OH-phenyl {LAMINERICED S DT, ZTUEMIL A ETARICTTL S H-P-
acetic acid, H-P-lactic acid, H-P-pyruvic acid OkittH585% 57z, $ic H-P-lactic ac-
id ZEEOHT00 HC bEL, Fo P VENRELNFL, IL20FdY, T22AT5=Y, A
FA=VERBLALETAMSPOT 3 /By — v RIERGL, R H-P-{b&M & RIS 7,
P ED SN FEELREICEKL, BEOL I ABRBRRFTH S, FEFAIRFr vV ELE
ZohBh, UUAFEECLSZ RINET I/ BORELHESA, CORKSOTRIEDTS 3,
VO H 77 + —2HEE L TR ZTORHFMBERVCH EFLELBE TV S, 27 Y —=v /T
DEHPNC I k% TREPIVFEY B bt b 20T, HEICRFTTILEBHBEEILONS,

Table 1. Urinary excretion of parahydroxyphenyl-
derivatives
H-P-acetic acid | H-P-lactic acid | H~-P-pyruvic acid
Control 1 302.4 31.7 42.7
Control 2 129.6 43.2 31.0
Control 3 109.3 74.9 170.7
Patient 1336.3 38563.2 3263.1

(pg/mg creatinine)

TRERBEER 7 ) —= v 7GHROBHHEE

— HENBK B O 5 HE—

FENENESEBRLeYy—/RM =W FH B =

HRNRICBI EHRY) —HERA7 ) —= v /T, WHS1ELNA | A G556 4 A308 ¥ TR
ROT-DWEEREE I 21 AlIK>0 T, BIFNSREEL $ &b
MERL SIS EERE
BRRER, oAy B 28, A77F-2BH5H, AF4=vBEIf, 7 =rT 7=V
H38%, £ 25U VIBHSTHIO 121 BITE - Fco RBWBEINTIEIMENIRILE & SER« v & —47
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B, By 7 vFEXIGE, LERIF, BEASH, WETATH, Frigmrmktefl, IR
B B 5 4, EEREREES AL, ERYANEYF—va Rk S Fl, BEBRERKE IS, Bz
FEBERE 16, BIEARRE 1H, 20MIFATH -7,
BHER
1) a4y Bk, 2ME MRIFICIZT TRIERLL T,
2) #57 r—RBH, galactose -1-phosphate - uridyltransferase {& FEEIR > » oo 3 HlE
—i@t LR Ao hs, o 2 BliIEEILI CRBERERDP TREBHIIRE N TV 5,
3) AF A= R, 1HIE 0 # AN A F 4= ¥ 3 mg/dl T TE T (LT CEE, &S 4mg/
D), fho18BI T NT BT H - o
4) 72=07 7=V, PKUESHT 2HEEAARESNTO S, IGEAIORSMPHE
B2 40 mg/dl BLEAR LT e BRBLIEO 2 v b 9 — VBB TIRWVERLA BT,
5) R F Y VB, STHIRRBEO E RBHBIN TV HO018HH D, 55 3 FlidKSM
th 2 F VAl 10 mg/dl BLEAR LBlAS » 7o b EASEE TRFI5 8 mg/d1 L FIC(
FLTW e EERF VY I it & BIRE29BICIT DN TV o M E X F ¥ V#D$ 10 mg
/A1 DL EDsiE S BIDSIEERR L1 » Tie BEMRHEL LI EX F U /HIROBESWSEL I
STWEH, Mhe2F Y Uil 10mg/dl #BE TV 350 EET, BEOEOHIREE B
CHEE T BHE 1 Hlb IS - 120 AED KIS heterozygote DEEEHEDSH b, REFRD
& 5 homozygote DX BH AT AL BR TR ILIBIIC B A BT AH THESBET B ICH
WERF U VEIGIRE WD), Mt 2F Y OEBELE AL ES, REOBRET 55E
BEWEEZ SN,

RRERBEEEDO BB ICET 5 i

b pER N 8 B OB

L. BHS Y b—REETRLULEEHNOREERZH
19794F 3 A4 5 19814F | Bigic Paigen Bk o QEE (BNE:) TF 57 b -2 &EERL,
#H37 b—RME I B~TEOWVTARELREWEAOEESH OKFESEEOERER» S

D 7T - R A B |
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