PHRTFEEREY CHEERRE
TSR - NGWRBEN 2227 ) —= 7,
ETHE R RERICET 2%,

BRrEBEORED OB ORRERGN 7 -2 ME
(SHEME BT 2AR7 ) —= v HRREOFELOMBRICET 585D

RHEZEZ, FEESE, BHEIL

B BRRBOAONROVEEMERS 77 P—XMEAXET 5 4% 8 v ABREZER LIS
FHERRRA7Y) —=v 7/ THmg/ /Al OMmhH 3 7 b —X 2SN THEABELIC X 2H8%
BEtA L7z, F I EOABICLIB3F 4y LY O F I bBIUH 57 F—2AEARFICELDMGEH 57 +
— 208 30~50m,/dl), RPH 57 F—RBLUHF 75 b —nodEmgss b hi,
FRMRBLCFBON 77 b —ARHEERRIEE T oo, BLELD, KEREREBES
hTORROMER? S FHERANON T 7 F —20BENRTEEEENEZL bR,

RHUUSE: HS  b—MfE, ERAMRELE, TARIU-=25

£EHY _

EB : 48 W E BR

FHF  BEEEYZ 7 - RE

FIRE  MBERES, AR L, 212
FHRAICHT 77 +—RAMEPHEELET

VR YOI EAYAAR

BRE  ERSREEE, HEKRER 2759
g CHBRIIOcn, FIERTRARZY —= v 7
THgH 7 7 b —2RBEMRBE,AITHY,
#A4 b5 —ETEEHRELHENI, £H%I13E
BcHRLZR Ui, —BREBERFTH -
fesfuh A 5 7+ — 2 BEI30m./d1THY,
R s 7 F—2BEEICHEhTOI,
ABED D> ZBE L ICEAREILICE 2R ML
Lic, DBBEBIURERZELRBET, T
BEEEAR(CBRBBNCIEEFREIZADLNT
WIS, F 1 EoRERA T TS AEBUC
mEAFENER

KBF xVVYIYTAPMTMPH T b ~RE
BEOEE ( 30—5018,/dDB L CEBORB Y
7 7 b —2BEMAED ST,
HEHERUER
. FOBTI 7 P—ZREBER(E1)
Galactokinase, Galactose-1- phosphate
uridyltransferase ( 2L T Transferase), UDP-
galactose- 4 - epimerase ( LT Epimerase)
EHILECRE Lo FEP? TllE L, &
BFOFRMBRPEREEICTHBEREELT
Ui,
2. Ro#777 v —nBii&8(E2)
Flib D FETHE LY, 181 VAR
BLU2EE6 NHRBICBOTHIERR LU
FxVYITFRAIRTHH 7 7 F bRt
B3 O Galactokinase RBEBRR LG
Bi#mL T,
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3. A7 F—XEBHRTFAFN(E1)
3WMIOH AR, 1g  K§OHF 7 +—R%
®ROBE®WL, 0, 15, 30, 60, 9048 (Z#Rm

LA 7 7 b—R¥BLUGalactose- 1- phospha-

te *BRECEE Lic, T/cEEE 7~ |
7774 —R2BOTHEEL, Galactose-1-
phosphate #5 & {* UDP - galactose OER L
BONIED 1B H T 7 FP—RBEI>I5HT
25mg,/dl, 305 Ch50m,/dl, 604 T50mg,”
dl, 904 T4Tmg,//dl 2R L7,

4. Kb © s 7 P2 REEBEE (K3 )

FEEFTIIFBOH 7 7 + — A RBBERTE
HIXIE®R TH » 720 FcGalactokinase DEE
PHIZ 8. 2, #527 b—2IcF 2Kmid 0.2 mM
THOEEELEEZEERIALEDONE) 572,
g

HZ7F P —NFKREKICH B Aldose re-
ductase DIFERICLDHF T 7 P —ZA»LHERK
SN b, Aldose reductase DH 7 7 F—2RiZ
9 A2Kmid 1235 & U20mM ( 216 1 X U 360
mg,”d1) TH Y P, Galactokinase OH 7 7
P—2 g 3Kmid 0.12—0.2mM( 2.0—
3.6m, Al TH5>, —F, BEBTOH 7
7+ —20BRNEE, MBS 7 -2
REN10~20m,/d]l BLEIZIS 2 ERAUCH 7
JF—ZABRONBENREINTNED,
DEOERUMEREREEAEFANTH S 7 F—
ZAOROAFICLDMABHT 7 7 b~ RBED
30—50mg, /dlC ER L, RBAHF T 7 b —R B
LOH 775 P—noBEEMRRON S
PRI R EBFE LI, $MbLARETH
HIT P—2bSI VT —R TR 5 RE
BRECHOhOBRENRSLILARBLTH
Bo ERHZ77 F—RAWICXLDMPICH 7

7 F—2D&HHMEMLUGal-1-P ®UDP-
Gal 28#in L7302 & 4 5 Galactokinase K
BESRELEDNI, L LRMEE I O
B ©Galactokinase B L OMbOHF 77 +—2
RBBREEROCTHIEETHD, BRFE
MHELERTH o7, HLEOHRLYD, K
EATIIFMEANDH 7 7+~ 2DBRN
HNEAREOFENROEIONI, 77
b —Z DI S O KK IR E % Rk
TEHELENMESATVE?, L LMEkT
KOHB~DH 7 7 b —2 DEABBIAEDS
IMCENTVIED, AREFUIPER S TS
NTWROEFZ 7 P —RMEXET 5RE
EZHLTHY, #FHZHRENEISICHETS
5, UDLARETHOHBRPOHFF 7 F b
—VEEREAECAFREABMETHY, L
BRI 2BBROMGENVBELEZON S,
MERPHFII/F P BEXRELT
WO RIRM AR Bl ALEIC
B LEd,
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% 1 Enzyme activities in erythrocytes

Galactokinase Gal-1-P Uridyl UDP- Galactose
transferase 4 - Epimerase
(nmol/min/gHb) (#mol/h/gHb) ( #mol/h/gHb)
Patient 39.3+6.1 30.2 16,1+ 1.7
Father 15,1+ 2.3 16.2 +1.3
Mother 14.6 + 2.6 30.0 9.9+2.9
Controls
Adults 131+ 25 28.9+4.2 1.0+ 1.5
Infants 41.7+£13.3
Mean+ SD

%2 WRbF777Ft—-nBHitR

1110 AR
bay ;= dan) 0.107 —0.135
FxLYITR IR 0 —1.208
26 W AR
HBEh 0.222—0.568

77 vFF—EREBE
HER 0.397 —0.480

EESHE 0.054 K%
( #mol/ #mol Creat.)

% 3 Enzyme activities in liver

Galactokinase Gal-1-P Uridyl UDP - Galactose
transferase 4 - Epimerase
(nmol/min/mg prot.) ( #mol/h/mg prot.) (umol/h/mg prot.)

Patient 14.5 2.38 1.13

Controls

( n=4) 13.3+6.9 1.40 £0.55 0.59 +0.04
Mean + SD
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(min)

— 129 —



BEHTFX A b OCRGEEZMXTERYIMER @
BXO—8BTIH. BREOBRATEENEThIRANBYET

4 8
36 /dl

1

(30 50 /d1),




