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HRTE. 3R, ORNIBLE, 16BN/ TH
. HiEiZ, BROR (ER) 23 H0MHic4C
WREL, BN OS2I AMEEREL. &
VP F IS THERE U, R0 TS
A OMEEELISAEIC TH Iz o 7=,

MEERBLIVEE

HHRI 2 b VRO EBBIRPEER LD T
ZAI EE. FNEN2-5 EO161.88
140.02ng/mg Cr. 6-125%49.15+179.4978
ng/mgCr. 13-15@423.86+41.74ng/mg Cr
1680, A1 2.56218.75ng/me Cr, £7Wilson
FREEE TR, 0.0520.09ng.mg Cred -z, &
e EWilsonfR LB B & ORMICHEHFRNE EE
dEoshizhofz, THIREBEELEIEMEICNT

VFAEEL . FEE THET 5 EWilsoni® lhikEE &
HHRI hO—ILHEOMICEERFEMIED 5N
oo BRIZAZ ) =207 855 LThy b4 718
ERHLSIECHELT. EEFE1SDBLU-2SD
ICTEE L7=&E T A, W &B2-0rRREIC 124
(3.9%) . 6-12BREEIC T38(4.5%). 13-15EREC
T 1 4(3.8%). 16 EBICTI8(4.7%) D BB %
ThHhol. BREIDLHNDDOSRIER K EIE
RLTNSZERIONTUFERIZATHITEHR
D)—Z TR EEZ SN,

L]

3mahoE LERFESRRELVOT A I VE
FIEE, T 5RHRAVBELANERIL & FHkiC X
p—ZTTHRAEERZ OGN,
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ERIVEEREMEHARBYS (FEODRERSMARR) NHENAREE

HHERTSR

BRI AAT ) - T REOERICT HE

RO TS AI L HEICEBZTAIV VR A « A7 =20 T ORA

MRES

RN O7 523 REICKDTA N RERAY V-2 0T BHESER L O/RETE
Rk DizENk, COFBERERROBESNEYRA - AV V-2V FiCBLERERESE
b, MARTHZOHFEEAVWTIFREMRELAETR - A7 -2 FORH 26
URRES R E2RE Uiz, RP R 7S A YREFREBICSDRZEAET LS. &
SRR & D 3 < OHUR TIXRBAEOEIR - BR FHENAERRELRLBDEEDbNL,
ERICEA ) —Z T BT 2D OHERERFLIL,

HRBhE
HHEARE. &R f. HEET
(FRHAFREFEH/NERD
HREN

AN R ERAEINT TS AR 2ACPIE
IZEDAZ )= 75 FEVEERE DRE
N, FECEODAIINY ORBENREREINE, &
DFFE TR EFROEEENEIRA - AV ) -2
FemlimbiElEbi, EETH 3FIEENR
ELUEDIAINIERA c A ) - TEBEL
7=

HRAE. BERBIUER
FTIFNSI2ZFROREMRIEC P ZELIZA
FICTHELE. TO#E. RCPIEZ98.6 (SD:
76.9) ng/meg Cr (n=30) a0 E & IFIER
BOTFT—FREoNkE, Ric, EECIA - A
V-V HEERTES A TORMER R L.
IFBEBIIBEFIENG O BBEATERIN TN
B, ETHET CORNET- 2. KET T
RREIYABCBETTIAFy 7V EBICHRL

BBETOHERE LTS, —BRRECHERHEOR
BEEEIRL 4ACTHREL, BAICEIVOTTAR
CHEERTIHETEAS V-2 TR 5 5%
Batl/z (K1) . BIEATRERTEN SREE
WETD 7~ SEHOREDREFRIEIIES D&M
FAEENEZ SN, KRBT LA DESHEIEEIC
ML TR L. BROMEAIRREERXRFE S
Erohiz, FTREFRTHET Z2HEOREIL
O75 A2 AEOHICEL THRIT L. RgED
N TS AIBLIUB I VT F U E2RFERE. 4
CIRELZHD L, KHERSHD S ERE TR
LRz U T, 488MBIcEE a7 S
AR BLURT LT F R RE LCFEEN S D
TizBEL THHLE (K2) . FOME. RAEERE
LB TIAI AEQETIIEBRTH D BHE
TOWRIIRSETHD Z Ltbhofz, . L
075 A3 2 0HERE <HENRBRREENNEERY
ELEBTREIEDNS, L TEHERTIER
M6 8 BisEh S — L BEEREERVSEH LN
HERNZFEEEDNE., 58 ERICA7U—Z=
VT EREDILICHERERF LN,

B1: 940U UERR - AL - IREODFAN

®1H

kB ER RkHETWRELES )

REBEORMT (RREXZENERET)

1
PN VAT R
TR TF
EREH AR ZENER

p 1A s i S
RERZENER
RERKR —

w20

30

% H

2L 7Fo B

RETREFT~RE — BUYEE~ORS
Bk EER D X OERERRZZ
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FRICEEREANZRAREDS (FELRERSTRAER) HHARRES

SHEEFTE  BRMERAAT ) - TREOEEICET 5

RICEDT I RO AZ V-2 7B 2% GE248)

HAREE

HAETERRREVPERLTBD. TOROEINOT I A3 (EITFCP) 2R Edhid,
WilsonfRERBIERNICAZ ) —S 2 7 §2 Z EMAREEE A TINERBRIICTR- =, HE
EHD—EHD /N ERITH LT, BRRZOADDORO—BEBEFEDAZ ) - FICERTS
EDOHEERD. HHOBONERORE22,6302DRCPE, ik MEREE ), 70—
WAiEZRAWAEELISAEFY bTRIEL 2. TOHERE. 1bng/mIE[ T 2R L ZOIZ1484)
0.7%) T. FOIIFOREBFBREL L ETA, 1241 (0.1%) H¥15ng/mlE - 1315ng/mg
creat. LR THo 2. FOIMHE2BEBRELE LA, 1HORCPII0.9ng/mgcreat.. R
262ng/mg creat.. IfIIFCP 9 ug/dITWilsonks & B/, FOHEESLI— D RILE
¥ T. KayserFleischerBE#R\IEN - 20, BERFRITTHELZHIN., FEOFHIEE

FEBH L 7=,

MEGHE LIRS LD, 260EH 5645 F TOWilsondm
JLJNEEA, A (EREETFHEZEGS) BHEHIL OB OCPIE., FO1443320ng/ml.
KFnH # (A RFENBED 362.4ng/mecreat. PE L WEEEZRLTWE, L

HEE 8 ml. ZOMD28FDRCPDIFIEIL. 8.6+
2l

INEAB XA O MR EH W TERHB I T
BB RCPIEIZ DWW TR L, Wilsonymi 3294
DCPIE & LhEE L7z, Bz A2 ) —Z st
Beut~of iz DNTHMET L7z, £/, EROEE
IEIERE, ERRHFO—HO/NEEOREZM O
WICRRENFERO—EEHWT. REEAT U —
ST AT BB RSNETMRDEE
22,63 D REREFFEL T, HBHA L) —
2T RITRO .

HRAZBE L UHE

1) NEEFOHA). BBAGOH) DHEFRICBITLE
ER B X UBLRICPEIC DWW TR Lz,

2) MNEEZ200LDREGIREANT, AU —2
Tz BT Scut-off iz DWW TR L,

3) WilsonfmEB E29 D RCPE LIRS ZHE L T,
BEANDMEERELE.

1) BREZHOEDICERINZFEE22,639408
BREZWHE LT, RBWRA 7)) - T &7
e

5) RCPRELISAEFy b (k =via—) 2H0
THEL, R L7 ForidYaffeiET, $iz.
FREEFEERIC R O @ L,

HRER
1) Wilsonfig B F - BT 5 RCPHE

8.3ng/ml. 7.1+8.3ng/mg creat. DIEEZERL 7.
RCPINEEEZRLZIFEZRLS &, FOLHN
27.5ng/MIEATFTH D, 20F 244 (82.8%) M
27.6ng/mIEL T TH - 7,
2) NEEB L URRABERER O ERBIS Z B 5]

CPfE

bt hORCPREHBNCHA D & RUTRTL DT,
INEE, RADRCPOESMIITHOBFES
100ng/mg creat. LA L OEE R L, WilsonfiB&
DEEEELWERRD SN, £, s &3k
CPEMN ER L, 7T~30BERH L0 Lo LT
i B T BRI EREENFT D S NA, 30Uk
OB TIEHAEREIRD SRaho

—5. NEEBIURADBLEICIIMI DS
ZFHRAGEERFED SN0 T,
3) A7) = FIZ AW Bcut-of i DR s

INEE2 0005 DBREARDOCPEZHIE L.
15ng/mld &ong/mliEiz35ng/mlE TORIZ 40
T. BRICHBITABHERE2,00060FRICEDH S
BEBHLEZ, RATRT DI, —KAZU—=
T OCPEN1Sng/mIEA T OO EEBHM L /=35
. FRIERIILI%ICRY. 25ng/mIELFOHD
ThE4.9%. 30ng/mIBIF OB TIZ9.6% &0 7.
AR L 7= Wilsonfg BE OCPEN S &5 &
15ng/mILA T OO EEFEIM L. il L& B
LizneET 3 &, H1/40WilsonigBEN R E
BT EWZRY. 25ng/mILLT TR LASHI10%IZ
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BT L, 30ng/mIEA T TiE3.5% &m0, 1FIELH
PIBTEILANTESEEDRE,

BEDOREMNS., SEORBHNAS ) -7 T
1, ARUBIDPELDHOO, BEMBMELS T
FROWINE S RE W 5ng/meg % cut-of il E
EL~.
4) NEEBBEDORCPIZ L B2WilsonfFm o A A &

J—z=

NEEIRE22,6398 O RCPIT & AWilsondi D
BRI 27 )= A OFOEEEIL, 103.3%
72.2ng/mlTH > T, BITFRT LI, 15ng/ml
BT &ERLZDIZ1486] (0.7%) TH O, FHEE
8.2x4.4ng/mITH oz, KA —Z 7Tk
148FP1I3BF D RBIREH SN, FOOBHEE
15ng/mlFE~1dibng/mg creat. LT &2RLEHO
WF12H T FOROEHEIZ.2+5.5ng/ mIB L
Uf10.3+£6.5ng/mg creat. TH-o/z. T D12t
DIOFIZ DN THEEREZERLEZE A, 1HO
RCPA. 1.6ng/mlB L r0.9ng/mgcreat. &3F L
WK %R L. Wilsonfii & Bz, aoofo
WHEIZ73.4+44.5ne/mlB XL T41.63 £
5.bng/mg creat. ThH- 7=,
DHEBNA - TRASHEBED &8

RCPEEICED - 721180 B R0 mHCPIL.
2.7mg/dl. &9 ng/dl. FEEiZ262ng/me
creat. T, Wilsonf@ia< &bz, LHL. miF
EEERETIIANT I AF 72 M H52% & K iE
ERUEDAIIMMNEEE TH- . iz, B2
WA B X R E NG T, FERER <,
IR IC Kayser-Fleischer @B izES 5T, 18
Hra—RETHFEERES Wb, Lk
DFFRMN S, REAWilsonm TH D = & iR T
BHi-0Hiz, BETF ORI & FLIRTTE ERETICHE
L.

FORER, INETICAEADOWilsonfFiz B
TELHEINTNSEHETFER., ISExon8d
R778LB L TUEXonSDASOITRROEENT O#

BHRTHS VR EN=.

EZR

Wilsoripi # BHR B¢ 2 B0 En &2 RETT
L7, HFHCPERIE S AELISAE TLOA # %
BALHERBHRMHETOD/STOy AV F 42 T
b=, BESFTRIFOBELEEINTH
R, HEREMTIE, EXTLCPENREETRT
ZEICEBEMSHD, AV -y T ETRYICEE
R Tl SR I N TWS, BATIER. #18
DECPE A 7 1) —2 25 LT, RBIERTOWilson
FEHEMMAWTHREINTHWS, UL, HEIZ
—HRICEMZHEI> DT, MEICEAREORAT 1 —
ZoUEERTHOEMEEEbh, el &
BADRIZCPAHEM X 31, WilsonfFEBE DR T
FTRENC EZ2ED, INFETICRCPHIEIC L
BAZU—Z TR LTER., fih. bAE
TIEE2 2N E L=SBEORBRENEERT
ENTWBEOT, TOR*FEATHNEIZEMRET
DA THalRe &z, R43. BHNE
N7, 22,6398 DFEEDRCPIZ DN THER
BIAZ )~ T2fTh, IHOBRBERAL T,
FEOHEREEEHL .

LAL, ZFETIEHEBICREL TOWSEHELEND
T, IRORERANWTAZ )= T3 20BN
BHEEZTHED, 3BEIOHAIDNTRHET ST
ETHS,

SCHER

1) KInH &, 8K &, L8 F— it : Wilsonf§ @
RA - AT V)—Z 2T A% B2k - &
RENVOTF IR aRLELT - AFERR
MEEFELFE 1995; 11: 122

2) $k B, IR B, NE IE 8 Rizk B Wilson
WOAZ ) - T OWE HETZA A7 —
= ERAEE 1997; 70 108
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41 - Wilsoryi & D [RCPE

ng/ml 320

50r mean=+SD

19.3+57.4 ng/ml

P T e e e Beoy s BN A RtE BN (= et e
1 2 3456 78 910111213141516 1718 19 2021 22 23 24 25 2627 28 29
EFHES

ng/mg creat. 362

3001
v

v

50

40

30

20

10

mean=*SD
19.3165.3 ng/mg creat.

16 375 91110 2 14 8 4 1517 13 19 20 22 26 18 23 25 28 24 27 29

ERES
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1. FEpfl - BLRIRCPE

SE n RCP{E

T~30FRE 92 106.4+65.4ng/mg creat.
30~40mAwm 36 134.5+69.2 ng/mg creat.
40~50@HWm 23 173.1+65.7 ng/me creat.
50~60EAM 17 183.9+£87.2 ng/mg creat.

INEAE B LRI RCPE
FR 21 121.7458.0 ng/mg creat.
R 49 102.9+74.8 ng/mg creat.
Bk A B L B RCPiE
% 76 143.9+71.7 ng/mg creat.
pegis 22 151.8+122.3 ng/mg creat.

*2. —R R — = FITBF Bout-of DRSS

L N2, 000610 F TERCPAS15-35ng/mIEd F

L DB OOEFI & T DB
RCPIED Ky JE Bl H %

ng/ml

150 F 19 0.9
2080F 29 2.4
250 F 59 4.9
30LLF 94 9.6
35LAF 140 16.2

£33 HEBHTA - AZU— IR
(INZEA22 6394 2R E LT

(4 (£33 R
—k 148 (0.7%) 22,491 (99.3%) 0
R 12 (0.19%) 126 (0.6%) 10 (0.04%)
=K 1 (0.004%) 9 (0.04%) 2 (0.001%)
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TER1 OAF [ S A R R RIS (FEOREATHAER) HHMARSS

SHHIERE SRR TRAAT ) - T EROERICEET 613K

TN IREE O L WA, ATP7REMOHAIEICEET 285

HARS

Wilsonf§it. ATPTBEEFICL DEEINDHHREERD (P-type ATPase) OEFIZXD
EUBEBZONS, FFERCBVWTEE ST, WilsonSHIEF . MenkesfFAEH &2 DR,
BEOEFED > MO )L} 5 MEESEEFEATPaseBHE ORIE Z17 . FEPWilsondl
DEFLWBIEICRD S 20BN ERE Uiz, B8 DB E DER S 2RE U, $EF
HATPaseiE E ZATPO LI ) Y ELOELIZRDHEIELE., TOHR. MenkesiFEEH T
BNTEKERATPaselEHEIZ T > 1 — )L OKB0REE T, WilsondRER IZB W THHM5
~BO%ITIE F L TWie, &EDWilsoni (MenkesiAbEH 5 5) O LWBEIEICRD S S

BIREMEMNRIR X417z,

HRBAE
HAE—. FHALCT. WODZH. &R
CRARFEERB2/NER)
HwRICE, IBREL
(EBIEEERD TEWSH)

WREN
Wilsondwid. HFR. ARSI HEMEZEI
FOWMBTERZ2RD., B OBBOBREFLLELS
SREHSRBATEORRNERTH S, TORE

O, FRiCBT 5 HExEEER
ATP7B(P-type ATPase)DBEEIC & 28 Okt E
THdHEBELLHNE, BHE, PHsnidRyot
NP5 AI AERBIC K AFIEDOT AR ) —=
U AT ADREXRBRRENTED. 1Oy
K2 &F ¢ REEOKHRICTITFbhTns, L,
Ih s ORBICXDERINZEDHINT. BEDK
HREELZ ENEL, —RAZV—Z VT L OREE
B TE2AL AT O2BOTELVAFLEST
R AT ERBETHD, EHESIL. Wilsondmd
EEENHERHIRERRE TS E2HMNEL T,
RS AR DR RS I B VT B SR F AT Pasels 1%
OHEEERM L=, WilsonFmiEF., #RZHED
BGHESHAH RS E TH BMenkesi B L OEE D
hO—NizBUAERREEL, fkES
ATPasei®tE DRIED, Wilsondi D L Wk
) DB hEhERELE,

MRAE

ST H A MenkesEFLF ST D EE (R
m&E) . WilsonfEFLH, BLNEE2> O—
N2 TH o F,

Hi (R REOATPasei®ERE) - D EFELZX

RO 2 IEREEB virusiZ TR UIE#ER L 2. 2)
HRE A L. BERaEHE Lz, 3)Sodium azide.
ZnSO4, Quabainiz T IEEF BMICATPasefit % [
EL, DATPBIUCUSO4ZIMA . 37CE00 K
RSB RESRNATPase 21EMHE L. IRARHZ
MAEA820nmZRIET B Z Lok D ATPORR{LHY
U B LD EEIE L.

HHRER
1LIEFI>rO—)LELUTHWEER) 2 /NRO
ATPaseiZ i, 3BEOATPasefHERIZMA S Z
Lick D, EMEOR20%ICE T LA, RIZEEMA
RinEs®aZ&ick D, ATPasef®EtER LR L. AT
i FRZEFHZSH) OF150%IZELZ.

2. MenkesFEFR B LR EHFCBW TSI hO—
JVHRATPaseFAER O 5z L D, ATPaseiffEld
BTEDR20%ITET Liz. S8 DHKITHERIT
ERLED, RRFCTHME HERRSH) OR
809%, MenkesImEMIZ TITFB0%BD ERIZEEE S
7

3. FEIY RO=)LiICBIT A aREOEE100%
&L T. Menkesi, F0REED K UWilsonfHb
JEFDATPaselFEE LB L7z, FOHHRE. Menkes
WEFZEE D bO—L®29.1£4.2%i2, #REA
#3482 £1 9% T L Tz, Wilsordi§biEFTi,
FNFN46.8+4.1, 47.5+4.6, 48.2+1.9, 53.2
+7.4, 56.1+3.38BL7860.5+0.3% & . Menkesii
EHRETIIZVEO0, RRDHASHIENERZSE
LT,

=8
EEIMO—)VOERD /BRIZBNT.
ATPaselHEHNIC & DEF L ZATPaseiE A RO &
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Btk ERTBI LD, HREMNATPaseDiE
i, SEFIROBLEN) VBLoBE(bERB T
LI DRERBETH o . HHEEP-type
ATPaseTH 3, ATPTABLUTBEHDIAEE, &
EERAWTHRIFT 2 &N TED EEZA SR,
“E, Wilsonf@REFSFIZTB T, ZORE) >
ISERICBVT BT & B ATPasei&E O EH, &
THh B ENRMATPaseif X, T 0
DFM46-60% EEHSNICRT L T, Thid.
ATPTBEACHEEMESRIL TWAEEZ LN
%, REFWilsonmEOER ER->TWBER DO
BEEZEENETAHETHO. FEQZEITED T
HRATHDEEZ SN, BHKICHBWTIEERY
IEREER LN, RERMLE O SBEL 2B
HERAWTRHKOEREToTHED., LOMEE - K
WhBlENAEE B EEL NS,
FiEOMESR, ATPTAETBEA DK% [F R
KHIELTED., MBFBERT D ENTERNG
WwHnH, £ FEBICLSEE EROREN

MenkesfFiZ TIEHE DFI30%. Wilsonii THEK
45-60% &, V) BRI BT S HAHICIIATPTAS
AL DR <HEAEL T3 EHEI NS, Wilsonk
DEWE LD EHE - BFEITIT O3, BIRMIC
ATPTBEHOENR ZRAIET 2/ ECHERBNEEN
5, %, ATPasefHEXO T ED, HATPTAER
FiEz B2 ROTATPTARA S TBEHOENL 2 S
BT A HEERNT 2 FETH D,

ot ]

Wilsonds. Menkesi#i. Menkesi{RRER L
EEIhO—)LOiEzE) L SBROFREICBTS
FHEE M AT PaseiE 2 JIE U7z, MenkesiRiEH
IZHBNWT, FEKEEATPaselEMIZI > b — LD
FBORREICHE T L T/, WilsonfEFIcHBNT
i, $45-60%THo7z. TNSORBRID. FiE
PWilsoni(Menkesiig H & A D D) DEHT L W2 Mk
{2720 D B afREE AN R X N,
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ERRIOEERARLMARBYE (FELRERSHRER) SHAERES

SHEWE  HRNRTAAL ) -2 SBEOKBIZET DR

ESI-MS/MS#ERY AR ) —Z 2 VOB

MRES

& T LERGSIHERWERERRHEFECARAZ ) -2 1200 T, ATEED T
EOWRIZED., 6 ARG E /U LM R Lo, CRETIHFLIO04HD

N1 0w RAYT 0 TH23,000 &2 0B,

1FAO7oEF  BAEREEZRREL, BE

FREEINCF UV BRSICIVBRFREENREEZBTVS, ISR ) -2 TR AL,
TOTARAZ ) T OERRZEREL TWS TETH S, 28, BARNKCLD.
AN = THBREROEIIBHATETH 2 Z EBHEND LN THWEM, SEARRLEER
EFRAEZRS MV EHWS Y MV UHEBERE CTORBTM VN EBEEOR 71—
T ONTR, REEATORIERRFENOTEIIRHNET DO TETH S,
DAL= FER. ERLKBEEERL, BITFYARAZ -0 FOMGFEED
FIJBRHREEDAI) - HEROT, EHOFERIYAAZ -2 FEBEEL

TRHICEASNSREHELEEALND,

HRGHE
ERBT

;Ean

BHERERTAATZ ) —o iAW ENTNS
FETIR, 842 OEBICOWTEERENEEFN
FHUM AN 1 %AW CHIEOREE THIE
LTWwa, ZOX3RAETIR. LRUAOERE
AT VU= FHBITEINL LD ET 556, B
EEMERNEORDOFREBHINEE S B, HR
EHOBEL DEENED THRTHEODT, AV U—
ST OBEHETTS, ZHUIHLT. 1EOH
ETHEKOEEZZHTELHEERLVNE R
ORESRMRTES, JOLIRHEENTTRER S
EO1DELT, L7 QAT L— - T AR
BESIE ES-MS/MS) %7 ohs, O
ZOEMIE. ESI-MS/MSEEEA LB S OBE
HBEERBIZDWT, AN —Z TR RERE LR
ERERE O EMSRML, BTFOA -2
BERIGBIMFERATEANESHLEZHONETTS I &
ThHb,

(BHERRFANEH)

MERAE

(1) HratsR

ESI-MS/MS#ETIZ. #H4ERAHM % ok &
UCERYTS. RROEELOBRBLESTOY H
AFF 4 Tid. BHERNOBRTHEEYAAS ) —
ST TR AN S, ROEHELADOH S
RS T HAE U AR K0 i E Sz A i & .
BEEREL T, 2L TWS, FER1 0EESS]

EEERIUEATTI Oy FAFT 1 &0, £
. BAERMIC. BEOABNBNEL L,
MREBIELOEOTHS.

(2) L

R : ESI-MS/MSHETIL. At a7 2L
ANZF o ETIBEERNET S, 05 EITKE
SR USSR T 2R E RO R,
ESI-MS/MS#EZRATWAENEOREEBICS
WTHEDSRLAL SE, LEBEORELEBRRE
LTt ourb—hrEH0WEREEZRFLE, I
WAEOITHHET, bR EEHEHRTINE
NHBED, FEETIT . MEARITBHEN
H1MEI 6RO L — M AN, FERERE
BEEDAS )= THEL. BHE®IIND 9 6787
4o b—hicBd, chEgEovyr /o7 —
MR ANWVERBZTEEFSAY—ENRNAICLDERK
RETERAL. K ERAEEMA. EHETY—
W UMBFEEERLT 2, FEALREIRRICEER
SETEEL. SRAL0% 7 = MU IRKRICE
BRT D,
MS/MSHHHR - BiRZ, 96 RYA /7L —hk
WIEOA— b P o HTHEHEEAL LU,
1 BROMS/MSO R R L.37. B> Tk AR

- RiI2.37 TH S, MS/MSHIRIEER 2 TR L 2 &MF

THoi. SFBERLEE2BHC. CIDOBRI R
WF—-LBEOBBELETo2R. 73 /BOMIIBN
T PRIV OMBMIOEDIZEKBERRS -
V) EERL, ERO ATy 22— RERELE.
ST -5 O, ROBWRIEIZEEROED O
ETro /.
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MAER
(DBAILIRAE S

&E., w107 — bEHEHL s ERR
ALz, 96?707 —k 1KOOBREDL
HIFETHLSHERITH B, BEBRCHTLT
EEROT L — NOUBEBTA 20T, REDAHK
MiEOUE TS, LWEBEE ZOHZT. FED
minsiahal,

MS/MSH R 9 6 R 707 L —-h 1
B DR AW TH 5., TRITICRERTILE 2T,
HIEZHELUEHBERICEA0HE2TOE. 1HS
B OBBERET I AOBEYFIILD L - 3K
OHRAIBETH - 7.

(2)ESI-MS/MS4¥rh ik

BTA0 U —Z 0 TOMBRETHD7 I JER
MEREREOAT V- THET 2 JBEROTIF
SUODEBBENRIFTHAS . BITHRELT
HLHDTHERT 5,

R OERIZDWLWTH. 2-200nmol/mid
BEHECSWTRFTEGENRGONZ, TOH
B EBMBHERD T LY BER, 1671
6.2nmol/mITH o, BHE, MU OTERL Y
b 7% 7.0nmol/ml &L TAL ) —2 v it
Tna,

FIF/ AN BERECBEIZT IV aN
TEHBEZEIY—LTVEY, EXZERNTE
ERTFENBRNO T, TIHFZ L AIEORNERERES
RBLTEERZT->TVS, MEBEHERTRTIV
FZ 7 aANTBBERIZED TRNOTIERGEHRNE
ETERNHOO, BEMREBEOMITIIREL
<EBRHKDL ZEMIETERE (J1) .

AVEEBAEDRAS ) - T kFBELSOT
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Table 2 Scan functions in ESI-MS/MS for naonatal screening

Order Scan function Collision  Scan Range Time Target analytes
energy (eV) (m/z) (sec)
1 precursor ions of m/z 85 -30 250-500 2.0 acylcarnitines
2 product ions of m/z 459 -30 140-174 0.5 argininosuccinic acid
3 neutral loss of m/z 161 -26 231 0.1 arginine
4 neutral loss of m/z 163 -26 237 0.1 arginine-13C6
5 neutral loss of m/z 102 -18 140-242 1.0 amino acids*
6 neutral loss of m/z 56 -12 128-136 0.3 glycine
7 neutral loss of m/z 119 -18 185-197 0.3 ornithine
8 neutral loss of m/z 162 -26 228-240 0.3 citrulline

~ *alanine, valine, leucine, glutamine, phenylalanine, tyrosine
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