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HE (39 k—2R-1-P, UDP-J)LO3—R) LiREMZERMSEBDRIC
NADP+ ZhlZ 3 &, BEMPICETNSD (1)~(4) DEERDERYIC
REUT, IEEETIE NADPH HER U UV 340nm RETHKXZEHT B,



O L

REMODATDREZRICEK > TERHDKET 57H. FRORRY
BROZELREDTET, EXAMBHRICEZIBRBEDELCPIT L,




AV —REEICLDRIV—ZVT : RAT VL

250 k—2ARE0AEMNENESN, 1 BEUADBUEFLNELSBKSICEoT.

1. KBERZBEFSEBERADDBD. HSOL—IANFEIT DL
BELBELEENZIUBEZRT 57 7 —IZSTIBHIC,

2. ZREBEME/I\VYFFPONUET 1 RO ZEM EICFHE.
3. RRBEDASHF—REEVT 1 RVZER/RE LTHE.

MEAI mg/dL : * RASTVETHBESNBDIE
- HS9 k=2

VAN -
?ﬁfﬂ?ﬁiﬁ_ cHSH h—2-1-U VB
. UDP-H5% h—2
A EhE-EER>TED.
BRECSKDAEELEERE

BT 2D (IE UL,

BT EDRS EE
UTELD. 2012FEPIC
288K T, RATVEHS
BRENDBITHTT U,

4. RENRABOERRERENS N30 ~—AEE* ZHE,



'BRE [CXBANS0 —R7BBAEDEA

JBHKI galactose iBE (Gal) : H59 b—XRikFEER (GalDH; HE) =FIA
galactose + H,O + NAD+ — (GalDH) — galactono-r -lactone + H+* + NADH

JBHEIN total galactose B (T-Gal) : ZILAVURRT7 75—t (ALP; H¥E) =FIME

galactose 1-phosphate — (ALP) — galactose + Pi
galactose + H,O + NAD+ — (GalDH) — galactono- r -lactone + H+* + NADH

NADH &ERIG U TENZEHKT AR TMBEERE & (SR

NADH + resazurin — (diaphorase) = NAD* + resorfin

B EORIFEEEEC JBIEM galactose 1-phosphate (Gal-1-P) BEZ=&EWH
Gal-1-P = (T-Gal — Gal) x 1.44

BHRBEDHY A VE CKBBHRCEICETDERHD)
Gal : 3~6 mg/dL, T-Gal: 7~10 mg/dL, Gal-1-P : 10~15mg/dL



NS>0 b —ASEH DERIFZH

HOSOR—AMEE18 : RAM+>—F + Gal-1-P ZHSE
B5ICHBEERELT Gal-1-P<5mg/dL [CEBIRT B,

HS5OR—RME2E : Gal BASFE + Gal-1-P =73 L~R{E(E
B5ICIEERELUT Gal<bmg/dL [CBET B,

HS3O—2RME3HR: NRALS5—1ER + Gal-1-P EHSE + Gal EE~EESIE

OBRAEDRHEBESN TH DO EMELTVD, FBERD Gal-1-P>20mg/dL
BB\ Gal>10mg/dL K< BE (. FEBFIRZIT> TH <,

¥ hUYXRIESE (NICCD), #ERAT% - 8515 offfE 2L Gal > Gal-1-P D@

B5S o WEMSHSH h—2EHERIE. IMRENEEL RS NICCD OT4E%E
Z2RNSHBT ZREND B,

FTREPIMFBEREY vV 1 SNBHERKRR (BASEZET DERIKXDEW)

REVFSE (I REAEREIEH, BERD Gal-1-P>20mg/dL &3 L\[& Gal>10mg/dL
hi<ZE (. AEHRZET>TEL.




R IEPIABERY vV S DSHHE
EHSOM—RME:  H50 —RERORNPEEIBRNEEZIEND
- BPVEZPIE PWHMERRGE) — SSBEW, FFRE

- FOATAEIREE ©:  BASHRDIDREB DR VAFERE B B LI PIARETESE T\
RMEILRD SEBRRMIEEEY SRRE

- EIRELS (PIAESMELE) > BOTFERARAR

iEs : Z<EREED FEHEULS 5. PRI v Y Nk BEAL
BHEZPHESDMH—D
BgE LT, H5O9K—X
MFEFDRRRHOV—-=V5
HBENTEDNEENS,

<xJ75E > \ 4
* BIRERASELE, FRY vV, FONEE — BWHEEAGS (~2@8)
* AV PV L (RENBEOEFE, PIRERESE, BE)
- BHEOTEEIHEN » Vv Y REHS FNEEN~AETZE R






SFHIBT Y ) — = VTR B DB

REEZETEDLEIFTHST. MOBIEBEORRUZHSTEOHIC,
ROV-ZVIREBEDIY FO—-ILHRE

NEBEEEE
BiRERZN. BL OAEREOEBPIHEBSFIvI LT,
RERE (CV) - BRMX - ERERQBZEZE—EKELTICHRD

NEBEEERE
BSETHIMERVYRARIOU -V I 2B IEH S
REGEZIRILIT D LHROSND



BEEZEREBIN DL

EBIRONDY MATZFAET S ET. HiER - BRME - EREXRE
BHRKECIY FO-ILTEDS

KERICIE, BRNE - E/ERZBEIEHCECNO S EZBRELT

Ay RADDHDRESNTUNDS

BEEBOTEEFICDOVWT, BERENECXTHULSEBEINED.
B RIREWICE S T=DESH. BEDIBREHER - /T DDII.
IR TEBEZ TIERRL

D BPDCERAZMID BRI NNE, EREBREEFELICK L



AU (REEE) (FBEETLY

BEEBOTEEFICDOVWT, BERENECXTHULSEBEINED.
B RIREWICE S T=DESH. BEDIBREHER - /T DDII.
IR TIEBZ TR LY

Z0L. REEOREQ. EXBRE (RE) BMELBITHHSREW



WX -

RE -

NEBEEE : SHE A EZDES

IBERG6FERBICDVWT, DY RATPVPLEDRBEERD LS
BIEYMEERIN L ALEBRMREE SREMHER XM U,
REZF~RAE~EBRAIE~BSEXTO—EDEXEICDWNT
M9 B “Proficiency Test (PT)” ZH 1 [B5EH LTULWE

HDITFLARR + ROU—ZVITD—RHR 16 ZEH KV
REREIEER (FERMEPIRIREEEETIE - BIBRRE BN -
S50 h—ME) HSKRABEAEED IKERICDWLT,
£ 30 PT #£itE

D VT LR AN OIEEEZHE T 27/1-0. BEEYE~L

4 ERFEDRE TAHRN LI AT SR migEZ,. 108/R5hER T

—FRIE LU TESHRYMEBEZANRD “Quality Control (QC)”
%4 1 QEE



QC : SEDBR

HRY— + HPLC - ELISA B ERERDIREIRICEENR B &,

Y VT LR RADMIEBELGEFIE - RIMHNBERENDDH,
842 DRERERD D (LTI ER AR ZHRT 2D (3,

DI ULHBEZTERNEEZEZSND

> BIEME (=HEEEE DI THE) OB TEEL,
R L SERMEOESRE (EHE) £8hET
TS BT ET. HHREMLBOI A UFAEF TV Y

- BEICKHUT, BRESLFPITR M ZRE LT,
KEDCOHDEFNZENE - HiTiEEZ1TD

- DITVRTAR, KDEVWPTVEDAWEZEDD



PT : S&0B&

PT OEB(E rBEmRE, 2AVE (TS50 Y RER, TE?

— BEMREICKINEBEEERR) OREBBEPBIETERFP

- AIRETH, C3/C2, C8/C10, (C16+C18:1)/C2 7o
BHEBOLLZRAWEEBEZSD., DA VUFTsDEL)
HERARADERIC@ (F/ZERD D NE

- HERATREKCKBERAND PT Zikit Lah 5.
DU DOREMBREEEES T IH@MNEDTL

— DIT7YRTLEA ! HERR QC YRTFT LDBYEZRE

- T34V FERROZEEREN. X (FEBENDRASZHHS
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HERBROU—=—VT1CE-T
BICREBEZRFBDFHRIEEZHSDIC--

1) FILEERMZERWS RIRE R I L. #kiktY(CiRAtT S :
=REUZEEDD. RBME~RES Z¢CRRM TR

2) BRIHATEEILFTL. MECiRHtT S -
=BBELOTEHERDEMEZRPHICEE BRN)
SEEZBEICEHE - HWEBHN D+NIBREREEBICDORITFS

3) WREBDEBLFERT —IN—RZRBEL. BREZAMI D :
=@LFRICKIEEEFD - EREENHOREZUECT S

4) BYRBRENBB UKBE, fIRNREIRE UTENT S

5) ROV—ZVIBBDIA VT 1 %#iF - @ LI DI,
K OBNRBEERAEZTEBKRT D

6) RREGIDEMMAHIZERIIL. HERROV-ZVIBED
BRAMSHHE. ALDHDT 4 —RINY DZETREICT S



