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o IR B, MR OEHT.
WTFNORPHIZF -~ NVED
FLEEEEINOERE RAE (S
B) K0@Eldbonk., &<
I ROFERMTIE. HLEDBRKIC
WA RO LRME (SHA) X0 &
EAERD., TROFEFAIMED
EAIVEETH->Tt, THHD
REHZ2F F-NVEIHREMEDD
DTHH. ZOEREBEOESEFR
KIBEMNICE 2D ERDN S,

X3 OaHDD 3 EHMSILEE
BERLTWBELBHDOT., Z2hF
NOFOMBEITADIRAT
neE,. 1 X375 FOFBERED
EFTHoTc., €D IFEFMDIRF
HII2F P - VEHNTHS HRA
KORIETH >,

PIF. WREEREELEbYE 3
FEFICOWVWT., I HWKRF LK.
AEFIEFTHRCHEL R
T. EHHEKAGE . £ TRKE
25002, HEHECHERBER
EHETh-c. E®BRS5HEDT R
A DY — = CPaigen 12ng/dl
T BuetlerQ I EHR ThH-Tc. B
L ekt B Paigenl6~20 mg/d1T .
Gal-1-pdEEH %2 LTc (X4) .
WA Z 5. KRBk epimerase
PHIEL . Dk Fepinerased
E¥EThoTc, UL, —IHH>
7 b - ZHIRBEEEFEEG L. B
6311 A29H A % 34H B THEHC
MANXhic, Buetlerid IEH T.
Paigen’s ¥idtraceTd - T, ik

ek Kinase & epimerase® @ &
L. #hFn2.91umol/g Hb/hr
(IE#{H:2.71 £ 0.33) &£11.33
pmol/g Hb/hr (JEHE : 10.92~
15.68) EHFTH »>Tc. FEH
OHERMOITFEERBRIAHT
Hoteh, RBEHTCIEIRBWKCRL
te & 5w GOT: 70 1U, GPT:50 1U.
ALP:85 KAUTEFEETH > T,
7-GTP:50 IU, 2L A5 0 -1 120
mg/dITCE®HTH -, #DHKGPT
M50 IULLTFiCh > kD Eik171
HET®-» k. GOTIE 56~60 IUC
FEreh T, 284dHBWw IV >
FylLITRPETH, FFRI
BEEIE SN - . FHLFEH
FRAEBEBRL . ZOHOFBIELR
EhiEH L hshoTc, ZOH/OD
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SN AR EOKETIS0 ¢
Tdh-tc, ZHETRHBIAE 15961
FWILL . —HHE240 ml. 2H B500
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X 1
Case #£h Kinase Transferase Epimerase Type Treatment k]
TY 1% E® KR E® 1 mNE 1
MT 10 # iR E® EHW I ELER B3 1n
NS 1urA EX ER KiA m mILRA [l
1s 97 ER ER XA n SALlikmam w-
ST 3rA E® Y iEH EX 0 it |
UM 1#37A E¥ ER E% FRE LrYrA®RMHERX H*
& 2

REEPH S F - VRIEE

1. REHE

H2Y - R (K3 cax 8 cm)
RO.5~1.0 al@i L AT

BRAEREBX
2. iHE
R Es AL
5 mlk:mx Tl
242707 40% - CTHA
WAN | sl 2 HEER
3. MEE
+ pyridine

0.25 =l

+ phenylisocyanate 0.5 sl
ZE:#t. 55°C. 60 min incubation

mip
+ methanol
+ pyridine

0.25 =l
1.0 =l

4. 0.005 sl % HPLCWCHE A
0DS 4¢ x 20 ca
Wil : 1 wl/min
FEH : 130 ke/n?

UV .240 n»

5 . Creatinine® i
2. O 0.1 al
TRAVTER

6. My
1 uol/pmol creatinine
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urinary galactitol

One time urinary galactitol in
various types of galactosemia
compared with normal ranges

umol /umol Cr

0.25r

n=23
.20 ]

tor
0.15p %

- A

L8
010FS ho2

L n=2

0.05F : p=1 2., n=10
] * M B
) B

0.00 -

1 1 K | N
1.I1.§:type of galactosemia
D:heterozygote of | type
H:impared in liver function
x:data during no treatment

v tupper range of normal
milk feeding infants
-------- B :upper range of normal

non-milk feediog subjects

Mass screening data of a galactosemic with impared liver functions

r—-—-Thin
Paigen Galactose
88.10.26:born
88.10.31: 12 wg/dl 4~5 ag/dl
88.11.14: 16~20 mg/dl 12 ag/dl
Galactose restriction siart
88.11.29: trace trace
89. 1.11: ND ND
89, 8. 7: milk feeding test(180 ml. BN 735
0 win ND tarce
30 min trace 1-2 mg/dl
60 min trace 1-2 mg/dl
90 min trace 1-2 ng/dl
120 min ND 1-2 »g/di
89. 9.28:no more restriction of galactose
90. 1.17 Paigen Galactose
trace trace

layer chromatography -
Lactose  UDPG Gal-
trace trace 3 ]
trace trace 5m
trace trace tra
ND ND ND
0 g) Bloo:
trace + 69
+ + + 106
+ + + 101
+ 80
+ + 75
Laciose  UDPG Gal-
trace trace ND

Laboretory data of a case with
impared liver functions

250 =
h 4
200 —+— CHOL
a4
\ _._Gorr
150
~+- ALP
100
R - GPT
50 S
S - T—GTP
ro—1———o
' b 2
0 100 200 300 400 500

Age (days old)

¥:the day of milk fee

ding test

= :no more treatment
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300

]
day=—-ol
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galactitol
functions

milk feeding test

pgmol  umol

0.12

case

—e- BUN
—+— TP

= Alb
= UA

= 2ZTT
——TTT
~a— CHE

—s— T-Bil

500

6.08

URINARY GALACTITOL

0.00

A:day of
30:days
=:no
----------- A

pol =

formu

| 1)
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treatment
range
feeding
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