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FIRLHRES B EFR CAIE/)
KER (AA) REDKE

HPA e AR P R AL Phet, Phe/Tyrt

PKU 2 R PR AE Phe?, Phe/Tyrt

ASA R S IR HE R PR AE Citf, Asa?,Cit/Phet, Cit/Argt
CITI TN R IAE | Y Citt, Cit/Phet, Cit/Argt, GIn?t

(CCI:'IFTQ:II\I) JRZRR ILAE 11 %%g%%%%éﬁ%i Citt, CitPhet
; PTRTET
(Q:Tcslz) %ﬁEJLHWE;g;ii (Fhrbk i Citt, Cit/Phet

MET o PR e R ML Mett, Met/Phet, Met/Cit?
MSUD WK R i Leut, Valt, Leu/Phet, Leu/Alat, Val/Phet
OTCD I R 2, P It e e il e = i Cit},Orn?, Glu/Citt, Cit/Orn|
TYRI M S IR MAE T AE Tyrt, SAT, Alat
TYR I % S R I 11 Tyrt, Phe/Tyr|
TYR I P 22 I IfRE TS Tyr?, Phe/Tyr]

ARG H 2 R IAE Arg?, Arg/Phet, Arg/Ornt
BH4D VU AE i i ik = i Phet, Phe/Tyr}

HCY [ 784 2 I S R I Mett, Met/Phet, Met/Citt

PRO =0 el d ik Prot, Pro/Phet

CPS 1 AT IR & il 1 8= Cit|, Cit/Phe|, Cit/Orn|, Glu/Cit}

FepiEREL (FAO) AR
CoJ, C2|,
PCD JiR R PRI ik = €3y, C16,

C18], C18:1]




SCAD

LR I A I A T S R

C4%, C4/C21, C4/C31, C4/C81

Y . CB1, C81, C8:11, C10:11, C10:21, C107,
MCAD FRAEE TR L A BB R = C8/C21, C8IC101
VLCAD WA B I B A A Tt SR R = A C12-C241
. v Co01, C16], C18, C18:1], C18:2|,
CPT-I PRIBR AR I 2 FE T | SR A COIG16+C18)1
GAIl 2 Pk L A A B S BG B = E C4-C241
Fa\s R S C160H1, C180H(T:,1i)(1)(|5_i;OHT, C18:10H1,
HHLE (OA) AR
MMA FR LT R I C3t, C3/C21, C3/Mett, C3/COT, C3/C161
— WA V= A 5 | NP3
MMA & J£HCY Eﬁ%ﬁjﬁmii - IFFRECEHER C31%, C3/C21, C3/Met?t, C3/COT, C3/C161
P& I E
PA P R I C31, C3/C21, C3/C0t, C3/C161, Glyt
IBG T T Bt A S B2 T C41, C4/C21, C4/C31, C4/C81
IVA R TLAE C5t, C5/C0t1, C5/C21, C5/C31
. , C5DC1?, C5DC/C81, C5DC/C2%, C5DC/C3T,
GAI TR ILAE | BY C5DCIC161
MCCD 3-HIE: [ & BEAlE AR LEEE=%E | C50HT, C50H/CO01, C50H/C31, C50H/C81
: (o 5 C50H?, C40H?, C5:11, C50H/CO1,
BKT [ L0 A iy 5k 2 C50H/C31, C50H/C81
2MBG 2-FA L T IR Ae T A 7K Aty Bk = i C5t, C5/C0t1, C5/C21, C5/C31
. o C50H?, C6DC1, C50H/C0%, C50H/C31,
HMG 3-F2 -3 F 3 1 R I C50H/C81
MCD SR A R R = T C50H?, C50H/C01, C50H/C31, C50H/C81
EAN NS /7 y M A A2
aDA-scip | RN Kﬂﬁf’rﬂ% g ADO?, DADO1, DADO/(ADO+DADO)t
AL PEE s
X-ALD

X-EEBFF LI A BE R AR R

C24t1, C261, C20:0-LPC?, C22:0-LPCT,
C24:0-LPC?, C26:0-LPC?




HER (A0 REHHE

IR AR R A S e R IR A P A 75 P 8 5 4 R R BT PR FRARG o XLt Bl N 32 5
) SRR A e AR (OB PRI D IR B A T v e BTG o R RE T S 7 b4 O fg
R, HRIFBOCT. UM OB 20 SRR R .

RN RAE  (PKU) & — 0% B IR R IR AR B, o8 AR A R T G R eV e T O B
B2 WERAHATIRYY, WS SEAFRREE S /R, mAENERRMIE 2 3808 /iR S5 IR E
PR IR PR 2 SR MARVEGR . B BgRe . [FIREREEIR 5 EER OTRERR) KRR LA RRAK
KEIBG, MHERP (MSUD) &SRR AL IR A, WM R &R . 7 2R 540
RARKF T o WRATIBIT - 2 AT VEvE e B 2 Bk . R ARGk MR RILIE T Ao
SRR SR R S . N RIMAE S SRR PR WXk 5 EHE,  f i ik
HLETREBOEN SRk

AR PR 2 IR PR Eh T 52 FR R 3 W 31 20 . 7 SR 0 B L & SO A
UERIPIAE (PR, OF ELTflE SO 8, R M R IE T, 6 S R e RS 5t 0
(OTCD) #ft, 1 B P ERS 51 2 S B P R M R BLIS BRI Tl A BT
BT (ASA-LD). . ST AR A SEHER R A AR SOIRING  DAU B (R RS
SRR P

FRITREAL. (FAO) AR

BRI RREACAR IR, AR R LM BT 06 75 0 Bt B i AR B PR BRI o 24 0 A TR KPR
FEAERE R T BRI R AL . B2 X PP LR IR R, R S R E HPURIMPEE IR . BEA
HEEm CF T BB st SR E ) » FE TR BRI fEHL. MR B T RE A KL BEYS .
REME . WU A (SR . R BT EAL RS A REW L2 W, wREERR IR CE AT . OIS S
J 3t BE VR . AT B RS 2 PRk, EUFE TS Re ek . i O I SRR S i o R A LA R & i WL il
. X EEIRPRIEIR o 2R SEIE T . B Y2 B8 07 R A AR 7 5 1 B T iR 12 e B ) LB AL
ZEEORE (SIDS) ERER RLEEE" s

AU (04) R

AR B E A PIRRACSR R M BLUR R, B SO VURRAE IS PR AR, AT
AL T NAR BRI o X SR A 2 B B AR T AR AR AT R B BOE N, FT RS S 2 Rl AR
W, BRI BAE. M. AKIBS, Wl &% .

IR AR

iR ROt 2 Pl R EERE IR 5 S B BB (ADA-SCID) s — st AL Pk AR .l TSR = iR
NS, AR A 2 - R AR M P A B . ADA-SCID 2 REHE iE R4t FEUS M Ry thfel:
o FERRTE LR, R RS %EHIRYT, WTREFEOET ",

JUERAEY] 3L s

£ XSEBUE BRI U 7R AR (X-ALD) o, AREEMAE IR B —SAAL3est, SECEAIFEM
R PR R ARYE RO R, X-ALD 7T LS S0 R A Ak 31 7™ g

PR FaT A A58 B

WNER VRIRBN T R s, ARG ST DURINHAS I 57 Fhor ) (R04E 14 Fha B2 36 Fi A
Bl 2 P REF S BRECEL T ER AN 4 FPys MORBEAR ). SEPr b, BGRIGEIRAL T 30 NS R AT 30 AN ARHE M
R RN S e B HE B B SR AR LR A S S5 5 BT TE B R o A S AR R AL - T B



X FIX LA, FRATT IR 75 A8 A —Fh ARt i (BT 9% B e B €18, €18:1, €18:2, C180H,
C18:10H, C18:20H HA XM EREREYE, sl LA C18 PARE S kAt i _E3d JUR 2 A v B o i
BACH AR RN T iEA S e 25 ks i i, (BnT RE S R SR B IR A 7E 1 e bl w2 . JFH, BT
R 7 AR B4R N bR, TR AT LA SR FRAC T CLI8 4 4R 4% b R B AR T35/~ G118 ik It P
FA o (ESEBRRT I AR A, BRI I A ok e = I = — R e AT I P AR B 55 AR 5 45 o AR
TERAFEAR M R FRIE e, mt ] DA J9 0 1 55 AN = e A

FAelth, TR AR C20-C26 LARIA M ONREAE (LPC) , HTARHARA 250 SR, ml AR
B KHEM) C26 5 C26: 0-LPC 5 EATTR RIS 1A E N IX PR 2H 53 By N B i o [FIRE I, A R (Arg)
P A] TE] B A IR R AR IR IR, BIEEA 1A & 5 B AR B o5 Ws. i
0% R e R L RIR B G IR -

R 3 BTG 1 73 A4 -5 LIS (14 PN AR VR Al RIS 2 i

S P PRHE S JRAE &
Ala 2Hz-Ala Ala
Arg 2H,, B¥C-Arg Arg
Asal 2Hy, BC-Arg Asa
Cit °H,-Cit Cit
Gln\Lys 13Cs-GlIn Gln
Glu BCs-Gln Gln
Gly BN, 2-13C-Gly Gly
Leu\lle\Pro-OH ?Hs-Leu Leu
Met 2H3-Met Met
orn 2He-Orn orn
Phe 13Cq-Phe Phe
Pro 13Cs-Pro Pro
Tyr BCe-Tyr Tyr
Val 15N-13Cs-Val Val
SA 13Cs-MPP? SA
ADO 13Cs-ADO ADO
D-ADO 13Cs-D-ADO ADO
Co 2Ho-CO Co
C2 2Hs-C2 C2
C3 2H;-C3 C3
C3DC\C40H 2H;-C4 C4
C4 2H;-C4 C4
C4DC\C50H 2H3-C5 C5
C5 2H3-C5 C5
C5:1 2H;-C5 C5
C5DC\C60H 2He-C5DC C5DC
C6 ’H3-C6 C6
ceDC ’He-C5DC C5DC
C8 ?H3-C8 C8
C8:1 ’H;-C8 C8
C10 ?H;-C10 C10

1 Asa-Total, - B & Asa K HFRET
2 MPP A SA FYLTAE Y R EL I MR R



Y A PR HE S SR
C10:1 ’H;-C10 C10

C10:2 H;-C10 C10

C12 ’H,-C12 C12

Cl12:1 ’H,-C12 C12

Cl4 ’H3-C14 Cl4

Cl4:1 ’Hs-C14 Cl4

C14:2 ’H;-C14 C14
C140H ’H;-C14 Cl4

C16 ’H;-C16 C16

Cl6:1 ’H;-C16 C16
C160H ’H;-C16 C16
C16:10H\C17 ’H;-C16 C16

C18 ’H,-C18 C18

Cl8:1 ’H;-C18 C18

C18:2 ’H,-C18 C18
C180H H;-C18 C18
C18:10H ’H;-C18 C18
C18:20H ’H;-C18 C18

C20 H,-C26 C26

C22 ’H3-C26 C26

C24 H,-C26 C26

C26 ’H3-C26 C26
C20:0-LPC ’H4-C26:0-LPC C26:0-LPC
C22:0-LPC ’H4-C26:0-LPC C26:0-LPC
C24:0-LPC ?H4-C26:0-LPC C26:0-LPC
C26:0-LPC ’H4-C26:0-LPC C26:0-LPC

[ R ]

TR TR TR AR BRI AR . 2 Rl DL I SR A I S R R A R S AT AR
#HE i AR ORI 2E ) LT LB AT A IO (8 & R0 (MSMS) AR GEREAT 04T BFRI AT et JLAR
FRT P AR A i BT SRR B2 4512 70 T VD ROV BE G B 290

A&, B sRIBOT O 2 OB S (MRM) B, 7RI — 33, e o i Wil 5 5 /5
R ) AE BERE IO () B &, KRS 5 AR B it R G0 9 (A AT

FH 500 P = B - DU B AT 5 6 5 - SRR B0, PRS8BT (m/z) Beoxs HedE AT 70 B 5
EME o B WUABAT AR AL H DA KI5 L A <5 A2 RS Jod i g s o S5 BT T S0 (RF) HE
s T ) K e < JrR AT ) R i SRR AT AR 125 RS Ao bR 18 7 BEAT I 08 . A sl e %
TR 55 T T R SR B A BT 43 (LC) AR GRS AR I A A 345 8 i 0 (A 8 7 25 U
RE WS T R 1ty HVRR LRI 22 28 58, B ARV RI 8 e PP Il IR 888 1 e NS BT A (4
RIRREI T ).

FEERIRUE R 4tT, 75— ADEE T, %50 AR A e O B T 5 B T
o BT R S NER R R ELE S il oy . AN A R T RS RGRE, RER
BT AR SN — R DUBAT L g ds, QL. 7E QL HL, B 7% | BT L 70 B, JFHEARL
s (AR IR ). WAME USRI AN S, FidhE =R T 50 ks,
ZHER AN E T o RIS ARG AFES (CAD)o BUNFARES 7Bl 5 4 N 58 — 2R ot B 53 #r
A (Q3) FFARHE S LLIEAT 70 B, - B AR BRI B A A3 B 5
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£ MRM FREUBE A, QL 4 A LUEFRAR e I BB 1o 1E9% QL Z 5, BEES 7 5 N R A Rl s M A
B (CAD) (Wi =. BFE TG, RARUNDEF A avrEd Q3 NN, irf
RAB I 8 TGS ERR 25 . XK, 1% MSMS MRM SR EAG I 28 5 4 8 A st = 28 75 B P2 M i)
AR 7 IR LG, R R IRBISI AW, s HBiRIRRBGIHE. BT 22-BAMRE
(251.2g/mol) 7E MRM #E A TR B 7 (m/z 252.2) FIF=90EsF (m/z 136.1).
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Molecular Weight: 251.2 g/mol 'z 2522 mvz 1361

ARG IR SR B B A M ORI, R A i A e R o A P 5 AR L A B A i )
R L AR R ZERURE ft BIVAT o L2 358 3119k P43 i ) 235 EBORN U B B SRAE B9 7 e rh b AT s e O 2R O . 38
R0 A PYARHE it A G & R A0 — G BREIE 9 B S0 A (25 shIBDE ), TR HA L AT B £ A T A
RS E AR R AT .

BEIAME I A2 SN i CRRRIRARBSI R ). B, 2 5 T R M b 22 IR AL ER 1 5T )2
SRR R S SN BRIk, B ETIE A RE 5 AR P R I A ARl CRRRIRIR B 51 A
o) o FEARG G 8 o BRIk P i 5 ER R (b S PR A B o OBl ). oA A BN R A R A 1
PR o 12 S5 277 AR AR A R ISR i 327 i AU A i B ) LT ) — IR AR . $5E (E
A3 IR 1 Ik P U BB N, e e AT 3-(5- AR -1H-MEME-3-F) IR, 4508 MPP (4FR!
REILBISIHIR.D . Bon, EIEAEZERUEE TR MPP AU PR B 1 it >R 56 ORT 3% BT 15 1A I ) 5
B,

W IRHIRR (Asa) TE4EM) A E SIRFANEIER (SA) FALRIES Sy, Horh Asa BEHEIRHARRM o-fk, SA



M BACREE ek . g0, RIS T Asa LA A 70 .

KA FEIBE PR 57 2 2 R T 2 2

H
N—R
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0
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0
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3 8 TR A Uk £ RIS P

KIS L8/ AT HI BT T B 50 B IR T B AT B 77 R R A

H
N——N
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o R (HER) W B AT A BEEA L PR
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[EZEARS ]

A=Ay (RFT 2-8T)

i (480 AMp/ED

i (960 A&

AR AE iy

BREFTL A i 50 A7 ¥

TP 2 A AR

U R A LR
FhVERALAR R
5 HEUC UG A 57 A E 1

PR 265

0.7 mL <1, +43

2.8 mL <1 i, AR

25K, FmERmE

10 B
15 5k
1 4y

14y

0.7mL =<2k, TH

2.8 mL <2 Jif, AW

35K, Al

20 B

30 7

14y

B &4l (RFFT 2-30C)

= (480 Ap/ED

o (960 Ap/ED

TR AR

AU

400 mL <1, &85, K 400mL <2 L, & 20 /KA g

R

90 mL <1 Jf, & HEE., &K 90mL <23, & HEE. KRR

AR

Ut & A 5 Ett S ICRC R B HRES, IEB R PRI, JEIABE AN e . BEEEA

il R R AL BB PN AR VA i R0 B DA R AE R Al 25 58 UR E AT R PR AR AL B BE



WirER P&/ RIEIEE (umol)

AT

do- ¥ E R (do-CO)
ds-ZFE R (ds-C2)
ds-AEE R (ds-C3)
ds- T EE AR (d3-C4)
do-F /X EE R (do-C5)
de-/X ZEE AR (de-C5DC)
ds-C Bt (ds-C6)
ds-EEE AR (ds-C8)
ds-ZFEL R (ds-C10)
ds-+ZRkEE R (ds-C12)
ds-+POfkEE A (ds-C14)
da-+7]EREE AT (ds-C16)
ds-+/\FxEE AHE, (ds-C18)
da- -+ 7NBBEEA T (ds-C26)
15N 2-13C-HHE

2He-A R

BCs- A E AR

15N, BCs- i m BR
’Hs-= H R

Ha-ERR

BCe- RN AR

13Ce-FE AR

He- SRR

2Ho- NE R

2Ha BC-IFRER
BCs-fHRER

15Cs-MPP

13Cs-BRFEF
183Cs-2- R FRRE

2Ha- BRI IR SRS

EEE
0.015
0.005
0.002
0.002
0.002
0.002
0.001
0.001
0.001
0.001
0.001
0.001
0.001
0.001
0.5
0.2
0.1
0.1
0.1
0.1
0.1
0.2
0.2
0.1
0.1
0.1
0.1
0.01
0.01
0.005

Bz P& T E R EE (umol/L)

D

B A (CO)
ZBLAH (C2)
AETRH (C3)
TELRH (C4)
FILELAT (C5)

X =Bt A, (C5DC)
CELAH (C6)

FEL AR (C8)
RELAT (C10)

T+ IEREE R (C12)

RAKF Bz i

35
30
4
0.8
0.8
0.4
0.3
0.6
0.3
0.3

KT RES

140
90
12



TEEREL R (C14)
TIRERAR (C16)
+/\#REL R (C18)
“HAERET R (C26)
AR

BER

BRIFILR

=T

AR

HER

5 R

TR

ERR

ERER

RER

BRI

MR

JRIABIA TR

R

i AN i

0.4
2.1
13
0.6
450
25

50
650
420
180
230
40
90
250
150
220
2.6
1.2
1

11
4.5
15
1000
140
40
200
1400
1200
600
900
200
300
800
600
500
10

5

3

vy O

RAZERSHRLENREEVIER LAAES— Mo MIRERE (FHETRESE) . RERBEAE
Mg, MATREREERDBEZRIAA 1709/L. MARLLEKF A 50%-55%, KAFTFHEILAM

AL AR

WS BA R EB T

ARt G HR AR LA U R A S 2 ) S BE R G ) — B 0o A% B G0 5 B N IR HERZ AR B A

1. SFEEARS

2. HITFI —Wallac FIBE$TfL1{% DBS Puncher (=55 1296-071), Panthera-Puncher™
9 T (725 2081-0010) , S TUIEIEAN 3.2 mm (1/8 JE~F) B4R K FahFT

fLés

3. TrNEST™ BER% % (75 1296-0050)

4. BEAY

b T ARG, ETHEREM R

F A B R A (30~300 L)

Rk

HTIE mL 2 &1

LS

TR W s BT 2 JEE R

TR0 AR IR iR 50 48 B AR R 287

Tl LIR A &
M7 38 XA

Panthera-Puncher J& PerkinElmer, Inc. 2 & (KRG Fr -
TriNEST & PerkinElmer, Inc. 2 & 745



15 T B 24 My B R S 4R PO AS
LCMS i 2. i

LCMS 2 51 1t H 1

— %K

N,
tE:

AT R N RS N AR HE i C P o AT R YR KA HE i AN S b RS A ke
A5 FH B D 19 AR A5 B B8
BN QC A RFAT e s 24T & 243t QC A I A 3 S U

W -

MSMS Z i ek
TEVEAEH 24K L 84:16 (R UAAFR LR A« MSMS RS EREAR Y (AT Tisveit 2, #ifiis
TR 24 500 mL & ¥E -

UPLC &V
TEVEAE ] 2 A4tk L 10:90 [RAATIELIR & . BRIz 4T R 2 /04 500 mL & B

(e R A RAB R ]

BRI A BAE 2-8C 5 M #fE, B &AE 2-30T %A Tifr, ARIWIN 12 M AP H Ak
RCH L= i SR

M R R ZORE R, IR A Ay 2 ReE 4 F.
BRI P R R e BT 2-8C (E-200) B AT{RAE 12 M H, HFHETE 2-8<T (8-209)
FFORRFTIRIN, WAL 4 A EE A

FEFR IR A 25 B T G 5 4 430 o AR P i (R o 1R B R B2 A B R 21
SCUL BB R A RRI A BOW . ARG SEBR AR . GRS 2 AE AN A TR 40 il A = 1),
R H W SO AR R B A s H . DR, R SN2 AR AE B AR H AT RE T
e A2 7 H TN L 7 RR A RO AR SR 1 2R 0
[EAER]

QSight 210MD = H JUMAF 1% R4 ; SCIEX A ) API 3200MD™ = 5 UM AT i (X . AB SCIEX
Triple Quad™ 4500MD & AH (15 43 B PSR R Gt Waters™ ACQUITY 1-X 8 iy R 4 1% £ X5
W R Yty Waters™ Acquity - 51 800 AH T 1 B 50T HE R St

[FEAEK]

TR 20 4 AT SRR IR R AR S A PR AT T A ZE3R o FEACSRER A I Al b U7 5 [ X
ME . RETIMFERTZEDLNRE ., B IOEHEA . EUCRELRIUTT:

(=) M7 RENZIFVAF ML LHORINTFE.
(=) R PERGEANEOR A L2 B, I 75% L1V B Bk .



(=) oM adERk)n, A — MR R 2R I BSMI, EREEANT 3 2K, MRkt
1 L, ANEE 2 R LA EURE .

V0D KEE g R Bt g, D120 fh S22 BRE G, ALIMVR AR E B URACE T, AR M, 2/AK
3 MmPE (EAAFH KT 82X .

(D TR R T AR ER AR MR M A o7 1 1
() Bl &2 B, BRI T 2R 0. 8 G fIE SR INR IS R L S R PR 2 S5 G

(8D KRR & A A% (PR AR T A B T AR, I RAFAE 2-8°C UKAf T, A2 F& 1] 0°C LR
RA7

U\ A IR B2 IR AT A R bR A A, KRR IRAL R AR A, 0S50 55 N5 AR AR A B p
(WP

FERRA, MO A BUBE DA, T 28 i AR E T, PTRE AR
PSSR

FEAR 32 E 1

FEATE =R (18-25°C) B4k (2-8°C) 251 N Al ERAF 21 K o W T AR A 0 fifs /735 N 2-8°C
H G758 ORAT, K22 B0 2 J5 R AN I 356 A3 e 0 = A e (490,

Forp R e AR XL ZE 1A Met, GIn, Asa, SA, C2, C3 &0, A ITE LR AT AR A AN o B AR AN )
A REE—E T % 5 X2 CO, ADO, D-ADQ 487 T fEFEADRAF L RE b, A RES ™ AR MIMA
ETHRIELL, RN T CO M, MIME_ETT AT RE S E PCD Kl AR -

FEREADRAF I RE T, BEREREARE RIEE, 5560 A2 (U UK IR
BRI, W BE S Hrikase TEAS KT .

(%75 ]
1. il e A bR il A AR B AR

a) fHMH 0.7 mL MIZBOABE /M B A BRAE S T8y, RN S, ERBEdmAE Giw
i 2 60-70 70 B, WRAT AR AR T CAE AT A BRI 2 3 ). BIET 2-8T &M,
FPE /NN 3 B R SEAF T 4

b). A PRAE S5 A AR AT, s B R PO AR e A U e TR 22 %R (18-25T) o

c) MRIHERIRIREISI IR 1A I IR 2 A VBN V8 AR HE R ARG o X S A
R GRS IIEAE ). PRI R DK I SRl A P A A i AR A AV

R 4 R 6 7%

A (L) BRIM B 2 M (L) | SRIEMAARES (uL) | SR EE (mL)

12610 260 130 13
25220 520 260 26




37830 780 390 39
50440 1040 520 52
63050 1300 650 65

d) il HIABCTAR A E T 3O, 72 2-8T M NROLIRAE, FIARE 2 4.

2. fEFEhETF ST LA T MBE_BATFLH 4RI A, FR gl A # A SR AL U BT # s FLAR
MIRRALPY - JEARIL A I EARMN 28 3.2mm  (1/8 5a~f) o FEAMRAL R A — A4t Ao dUCK &
AU R E 2 MRALE T2 8 (CGA I PR il B ZE B AR, IS RAH il R4 5 i
WACRILEP AT« AR R RIREI 5 YR .

3. fEH R MIIN, 25 R S IEARII A AR LA A I 1250 AEE TARM . FORS MR LIR B 78 &
LR, BROREE B RA, R R B RSB R

4. #HiEfs, SLEPEMAURE T 5 ARS %N, 1E 4535T &1 F IR 3022 705l . LA IR (138 B
Y5 650-750rpm.

5. MIEE 2SR A LN BURCFUR, B G TG

6. MEFAMRALH A5 100 VA 2B A LR, T E AL E T —— X,

7. FRIRARSVER LR B B8 S APLIR, MR E R, B R E KRR,

8. WA TMRIREAME AN, ARG RS 1 2 [0 RS R 2 /b 4 /N, DASAS 3R FE
A 56 AT AE AL . AR B 4EdP RS AT W B T AR IR T o AN IR BRI I D, R4 i
IR

9. BFLIEN A3

10. B3 RGidEhl At Gl TAEIR, FHEAEE M EHERE IR IT N, 5SS WRi-a P
Flt.

11, AGARHER R H LT 7 kA7 .

x5 AT U
1 2 3 4 5 6 7 8 9 10 11 12
A | EWS LC HC EWS SPL1 | SPL2 | SPL3 | SPL4 | SPL5 | SPL6 | SPL7 | SPL8
B | SPL9 | SPL10 | SPL11 | SPL12 | SPL13 | SPL14 | SPL15 | SPL16 | SPL17 | SPL18 | SPL19 | SPL20
C | SPL21 | SPL22 | SPL23 | SPL24 | SPL25 | SPL26 | SPL27 | SPL28 | SPL29 | SPL30 | SPL31 | SPL32
D | SPL33 | SPL34 | SPL35 | SPL36 | SPL37 | SPL38 | SPL39 | SPL40 | SPL41 | SPL42 | SPL43 | SPL44
E | SPL45 | SPL46 | SPLA7 | SPL48 | SPL49 | SPL50 | SPL51 | SPL52 | SPL53 | SPL54 | SPL55 | SPL56
F | SPL57 | SPL58 | SPL59 | SPL60 | SPL61 | SPL62 | SPL63 | SPL64 | SPL65 | SPL66 | SPL67 | SPL68
G| SPL69. | SPL70 | SPL71 | SPL72 | SPL73 | SPL74 | SPL75 | SPL76 | SPL77 | SPL78 | SPL79 | SPL80




H | SPL81 | SPL82 | SPL83 | SPL84 | SPL85 | SPL86 | SPL87 | SPL88. | SPL89 | SPL90 | LC HC
EWS-A<H TAEK

SPL-ffA

LCAR/KF i

HC-=1 7K 4%

=z

HE:
BATIR AT, Sl E BN SO0 B AR AT A IR S O VR 23
XF N ARE AL DU PR E LS B R A E S s R B
2 MSMS BERERT, FEBUE JILEE TIC i ZAN A bRyl O N9, ARSI AR 82 15 IR
HA BA TR G A g R B R

KA

AR N ST AREE, LRENS TAE B3R S N AL B . 25 TS ARAE T LA B2
AR A ER — 0 (BERRIRIRBIG TR )-

6
=S
oSS
OO
OO OOO
slelclelololololololole
12 113 10 9 8 7 6 5 4 3 2 1
| [osemmose e IUIINIIL
sarvsts, s ]I
B AR A BT

1. NLge s PRAEAS U] A5 LLEE MR E A Al loma A RS E N — N REARE T o TE AN ZRE AN A
S5 PEFREN . B ER LA RO 5, AEE A BGH

2. ARSI BRAR R AR A AT RE S I 45 R



3. ABATHUSRET, W PerkinElmer SR TREITRHE S AL 2237 1

4. A BGRE A  BRL  FR I A AIURF T /N s BRI SR o B T S 2 R SRR SRS R . BT
A P B A A ) 4 ARV WRAE A 2R A8 B (IR S Al ) AT, 20t Ok
EATAT A NG . Wl i, oA S iR Gk I S B A5 P o 157 — Rl S A A s
SE LIRS LR B 22, AR AT e .

5. B ERTRUIR ORGSR 2 b UM S AE A LR AR T, TR A BRI B e /s o O 1 8 G i
o WAL RS BRI S B D 25 /N o

6. i TR VA VBN T A

7. FEARITOE A B AR G LR AL AT — NI AR T
8. TMMPEATALIN MR T &, HEFEH T FE.

9. B KA A BE HBOR TRENTAIE

GRIE

PerkinElmer MSMS ik R Gt 45 Rl AL BEBE AT DATHEAN AR IE TR - BRIIME A I . I8 25 AR, 22 Fhi 2
TRIBRR i R 5 T SR i PO FE R S, AT DA R A LE o Ik e 0 ek ) L 45 1) 20 T S 5 5
5 REE AR A T N N bR AE (5 0REAS . R IX e B FT ED S RIS 245 R GES R E
P F e

RIS A AP A0 R AP MLRE B 42 s AR — M LA AT L ALIBAT o BRI A RO AR S 7E R 2%
HT=2T. REZFIES LAAE S RGN RSN TR FSEN—MRETZ (SD). BAE
KrE#PEESL A CHPFMEM R VFHRETEE . SR E B HIENRF & R EZEHHET LRMARE
EIREVCHENAEL3SD WHZW. T RENFEZEMZ, RELEBTEBEINARARSEHEN
SMERRFERE . TR & A E X AR R

BAI R W SR 5 SR F B B PPAS TR«

R S A E IR A ST AL AR . Sl B T P P R U

[(Z%KXH] !
I IE W JLREAS, B 0.5%~99.5% [ 70 A HEHE, RIS S5 M X SCIRAI Bk, @SS 4 T -

P ARKEEM . BAKFERZOAR. RENEARENSEERTEER, BUSKEEREBSERE
M HEMNSEEE IR THE



* 6 WU E SRl Z 5

o2
S35 4 ﬁj‘ﬁ
SR
WA Ala 136.41~532.58
FE &R Arg 1.33~45.51
R IR Asa 0.01~0.54
JRE R Cit 6.45~27.04
Ees RIS Gln 129.46~1048.37
BRAR Glu 114.14~546.99
HaEmR Gly 191.89~800.76
e A s
g@ggﬁ%& Lettlie | 60.03-264.16
HEMR Met 6.28~34.33
55 om 41.82~243.68
KNAR Phe 23.98~79.49
it 2 2 Pro 81.37~290.44
%2R Tyr 30.54~214.45
AR Val 65.59~233.32
PRI
Ui 125 PR Co 10'~48.94
LTk T C2 4.53~40.71
TR PR C3 0.41~4.75
Ayt Tm | lon | 005038
T BEPA C4 0.07~0.38
srmsn | 9% o108
Bl
7 G PR B C5 0.03~0.27
ot LA P C5:1 0~0.02
e | oo | 0027013
LTk A Bl C6 0.01~0.09

' Co MTRRSRAE XA R IR EE, HEA

10umol/L

i w5 | B
C T Ak c6DC 0.01~0.11
S T AV B cs 0.02~0.12
3 I T R cs:1 0.02~0.25
58 1t AL C10 0.02~0.2
50 T PR Tk c10:1 0.01~0.14
5% AR A B C10:2 0~0.03

- BRI AR C12 0.02~0.22
T BRIEEEAEL - | C12:1 0.01~0.16
| DU P A i Cl14 0.05~0.32
TVUBREEEA L | Cl4:l 0.02~0.21
ﬁ;lﬂlﬁﬁiiﬁ%@m C14:2 0.01~0.04
%’%%er%m C140H 0~0.03
TN BRI AT C16 0.76~6.05
TG A | Cl6:1 0.03~0.37
%%%'Jrﬁmﬁ C160H 0~0.04
g;é%sz%h’% C16:10H | 0.01~0.06
BRI AL T C18 0.27~152
T\BRIGEEA L | C18:1 0.6~2.55
%/ VBHEBEN| cig 0.06~0.68
%ﬁ%’ﬂ VL cgon | 0-002
%f%%’ﬂ VK| cigaoH | 0.01-0.04
z)%?ﬁ]%/ W= cigooH | 0-003
BRI AR C20 0.01~0.06
T TERBEAE | C22 0~0.02
U AL | C24 0~0.04
ZAINEBEAE | C26 0~0.02

Fid

BRFAWE AR SA 0.00~0.71




SHEHE 2HETH

MY wE (oL ST %55 (Lmol/L)
fis %E;:ﬁif%f@mw’ﬂ gzz:o-LP 0.020\8

ADO 0.15~1.55
B —PIUBEmEY | C24:0-LP | 15 7
2SR D-ADO | 0.00~0.02 A C e
11 Tk PN BRE LR | C26:0-LP _
V4 1M 5P Al i c 0.05~0.4
::rﬁﬁiﬁmlﬁﬂ W | C200-LP | ) 0e 043
Ji c

FESEBR IR N s B T 0 MR S R LA AN, AR T L BHEE R L DL R R — 2 S %
B MRIEZA ML 0.5%~99.5%St it 1A ILBIE KISV, w4 B W s

® 7 WU &I LU AE ) 225 T

ST AR SEViH SHTI AR SEVEH
JER: (VA 0.5% 99.5% C8/C10 0.46 1.50
Phe/Tyr 0.21 1.38 C14:1/C16 0.01 0.07
Cit/Phe 0.12 0.60 C0/(C16+C18) 2.45 22.45
Cit/Arg 0.26 7.34 C3/C2 0.04 0.25
Cit/Orn 0.05 0.28 C3/Met 0.03 0.31
Met/Phe 0.16 0.73 C3/Co 0.02 0.22
Met/Cit 0.49 3.35 C3/C16 0.21 2.06
Leu/Phe 1.65 5.04 C5/C0 0.00 0.01

C5/C2 0.00 0.02
Leu/Ala 0.28 0.96

C5/C3 0.02 0.21
Val/Phe 1.61 4.46

C5DC/C8 0.38 2.67
Arg/Phe 0.03 1.13

C5DC/C2 0.00 0.01
Arg/Orn 0.01 0.49

C5DC/C3 0.01 0.11
Pro/Phe 1.71 6.93

C5DC/C16 0.01 0.06
Glu/Cit 7.69 60.91

C50H/CO 0.00 0.03
C4/C2 0.00 0.03

C50H/C3 0.05 0.47
C4/C3 0.04 0.30

C50H/C8 1.50 13.50
c4ics 1.25 8.00

B'S)DO/ (ADO+DA | 4 40 0.08
C8/C2 0.00 0.01
@ reap i) o |

B AL NAZIAT I VE T 7T, T F % B AR — R AT IR BE 70 AT 77 2R
CLSI 3¢ C28-A3 K sg i Barhlf 78 & NI AR . NARYE ST AR (Bl 7 by P (E AR



HEZE) JFERAREIEZOR T 5K, AT TRE RS AR I S A2 8 i 7™ LR P LA B RN BH A B R
TR OLFEALRT NG T o N GRSt AT B PER FE M 5 S5 TUE cutoff {6, FHARYEZ cutoff fEKHE
HEWT & U T IR BE 3 A e A mTRE, BRI AR N IIREA CFLPRTED, AT € fR 57 1Y)
St cutoff (AL S cutoff EARMEABITR T W TR LU0 S SRAT AR A A 22 B DA O HEWT B 12 45 SR 1)
HOHARK, VU IR IX L5 B R PP cutoff (4.

FHE DB B P20 FHE DB I 2 9 2R A K B A2 00 1K

FRETIA 1

S H-cutoff (B LA CHUR BRISCUART cutoff 48D AR BAR S HEWT A1 o REACK TN S5 R 3L B —Fh el 2
At 570 AT ) g T B A IS, BRSO TR SR R A AT BT A A A o A1 T B 414 45
R, IER S A E ARSI A

HE A

RIS R HEWT AT, SR EFr I A 45 R T 4 cutoff (BN (BT RIS T cutoff £,
AEER N IHEWTBANE o AbFH Rl 35 ST RH P 45 SR, 15y R E AR S 07 8o an SR I BN
SRR CBUR RIS Jyi T, % cutoff (EI, Rk 45 R BLRE % RS A 8l (WIS
FHNR LR IF HNRSEA M E 518 TG 458

UM RARA T4 E AT RS SRR T (B cutoff (8 FRRIN Jyrmi 1) Firfy 79 cutoff MBI, w45 S gt
WrEH T CBRAR MRS D I AR AR

(A7 %1 R R 141

LR A AT RE - A 4 R S A SR A 4
PR R IR 23R IE
IT AR SRAE RO ST 3 (10 25
FEA SR Bl T R P A B A 2
M T REAS R A2, ASREVE i I B
LB 2 i
AL 358 4R 52 HE DTS G

CLR RSN 7V SR PR A A4 -

XHF Asa MR EERIFEAS, AT REXT T — I ul AR B s CApalARl & iR ZKP i) o

Asa Al SA LEAS G & 1 BICR AR, IMEA REACR SR . ElFENrssEttBir, H
i AR IS FH 25 B UG AR S ST ARG 1 228 3 ] Xt i RSN S A R S N o

SRR T B AL B = 5E (OTCD) & — M X-EE8050, A7 fb o - Hr e b A& T 5
P OTCD EJLIIAI, FFANE T 2ot (BB RS IR o



7= ge 471
AT A I ) B8 AR G R R P AT A AR RE o L P A 0 AR A R S T TR «

Waters™ ACQUITY I-X i =i B0 AH (1% 5 R 1 SR 452 Xevo

QSight 210MD. = JU B FF 57 ik 2 % 210MD

API 3200MD™ = 5 U AT 5 #4% 3200MD

AB SCIEX Triple Quad™ 4500MD i AH 213 5 B¢ 5 3 460 R 4t 4500MD

Waters™ Acquity TQD i i RCBUHH (il 5 BT R 5t TQD
S

TEE M BTG, Fra &t mIa 248 (R) AMET 0.99.
* 8 KoL (umoliL)

- LHEEIR R>0.99

i AR Xevo | 210MD | 3200MD | 4500MD | TQD
HEIR (Ala) 335~1108 0.9983 0.9945 0.9989 0.9991 0.9996
AR (Arg) 8.5~393 0.9999 0.9998 0.9995 0.9999 0.9995
FE PR (Asa) 0.15~42.8 0.9998 0.9995 0.9986 0.9994 0.9997
JRE M (Cit) 21.7~579 0.9999 0.9976 0.9984 0.9996 0.9965
BEBE (Gln) 515~2418 0.9998 0.9963 0.9984 0.9993 0.9995
HEE (Gly) 371~2915 0.9996 0.9976 0.9984 0.9998 0.9997
SRR (Leu) 180~935 0.9998 0.9976 0.9987 0.9992 0.9995
BRI (Met) 15.4~724 0.9999 0.9985 0.9993 0.9998 0.9995
5% (Om) 112~945 0.9998 0.9984 0.9991 0.9998 0.999
AR (Phe) 63.7~1140 0.9999 0.9987 0.9989 0.998 0.9993
R (Pro) 56.0~1455 0.9999 0.9993 0.9994 0.9998 0.9996
xR (Tyr) 196~1104 0.9999 0.9972 0.9989 0.9996 0.9994
S (Val) 180~935 0.9998 0.9976 0.9987 0.9992 0.9995
JEE A (CO) 21.3~382 0.9999 0.9983 0.9986 0.9998 0.9965
LI AR (C2) 12.4~85.0 0.9997 0.9986 0.9989 0.9995 0.9999
FEEABE (C3) 1.18~60.2 0.9998 0.9981 0.9992 0.9998 0.9998
T ELAT (C4) 0.14~9.72 0.9998 0.9988 0.9989 0.9999 0.9999
S IREEAIBR (C5) 0.08~20.2 1.0000 0.9991 0.9994 0.9998 0.9985
% BB, (C5DC) 0.05~7.88 0.9997 0.9976 0.9989 0.9999 0.9995
CUEE B (C6) 0.04~7.38 0.9999 0.9987 0.9994 0.9999 0.9995
T AV, (C8) 0.06~15.1 0.9999 0.9992 0.9994 0.9999 0.9995
ZEFEAR (C10) 0.08~7.36 0.9998 0.998 0.9997 0.9999 0.9992

' ot s TR R A EBIERE T —RARIEER
PIZAN B AENE, MAERENAETYIE FBIE
P EREVEMSER (6 MRE) HTRIENIK

b FR AR AL M TR AN AT AR bk 2 M 222 R RIEREKE, ARHACK SR R R RRKEFRE—
E K




_ 2245 R>0.99

aH BT Xevo | 210MD | 3200MD | 4500MD | TQD
B (C12) | 0.03-6.27 0.9999 09982  |0.9987 | 09998 | 0.9999
T VUBEE AL (CL4) | 0.10~8.62 0.0999 09989 | 09993  |0.9998 | 1.0000
TN (C16) | 1.21-61.45 | 0.9996 | 09951 | 0.9976 - |0.9978" | 0.9997
T BB (C18)- | 0.60~12.0 0.0999 | 09981  |0.0991 — |0.9996 | 0.9994
—FNBERARR (C26) | 0.02~2.10 0.9997 | 09995 | 0.9994 | 09999 | 0.9998
BRI (SA) 0.12~51.6 0.0994 | 09993 | 0.9997 |09999 | 0.9998
i (ADO) 0.35~17.3 0.0998 | 09998  |0.9996 | 09993 | 0.9993
S ERES I ER e A
(c;;:o-ﬁfpg) IR | 0232302 0.9995 |09937  |09989  |09998 | 0.9992
RESE!

A5 FH PYAR iy S 17 ARREORT RBEEFFAS AT RN, X6 MR AR (BORRED, 2
H CV RELE 4 2R RN FF 5 2RI BURCMRERE L 1 AR TARROR A N DI RER B . AR Ay
T3 W VIR D RE REUZ AN 5 T8 R IRIRBIGI IR AR (K170 B e A Pyl oK -12.

9 B AR EE KA D e R (umol/L)

. ThiE: <HAIPRPRKS
J—, \ﬂ@'éliwﬁ IR i@(}%mﬁmm&m?

K (umol/L) Xevo 210MD | 3200MD | 4500MD TQD
NER (Ala) 332 0.0028 0.0446 0.0007 0.0007 0.0223
K2 (Arg) 16.6 0.0124 0.0031 0.0015 0.0015 0.0248
K2 B (Asa) 0.14 0.0124 0.0031 0.0008 0.0008 0.0248
JRE R (Cit) 17.0 0.0077 0.0154 0.0308 0.0308 0.0308
KRB (Gln) 617 0.0048 0.0773 0.0012 0.0012 0.0193
Ha& % (Gly) 505 0.1028 0.2055 0.0514 0.0514 0.1028
FLHER (Leu) 142 0.0012 0.0750 0.0003 0.0003 0.0188
HER (Met) 31.7 0.0188 0.0750 0.0047 0.0047 0.0094
5% % (Om) 88.9 0.0405 0.1620 0.0405 0.0405 0.0203
KN (Phe) 91.0 0.0008 0.0267 0.0001 0.0001 0.0008
R (Pro) 140 0.0020 0.0644 0.0005 0.0005 0.0040
it 28 (Tyr) 107 0.0053 0.0026 0.0013 0.0013 0.0053
SR (Val) 123 0.0025 0.0203 0.0001 0.0001 0.0051
i g (CO) 40.5 0.0042 0.0042 0.0001 0.0001 0.0042
LRI (C2) 19.1 0.0000 0.0002 0.0000 0.0000 0.0001
BT (C3) 3.12 0.0002 0.0001 0.0001 0.0001 0.0002
T EEABE (C4) 0.58 0.0002 0.0002 0.0001 0.0001 0.0000
S IREEABR (C5) 0.31 0.0001 0.0001 0.0000 0.0000 0.0011
% B AR (C5DC) 0.10 0.0003 0.0001 0.0001 0.0001 0.0001
CLEE AL (C6) 0.19 0.0002 0.0009 0.0001 0.0001 0.0009

U A R IR R
: Wik AR ERS T AR RRREEEN, THESRFERATEERE




SR IR

ThEE R B <L R PRk -T

(pmol/L)

i A (umol/L) s T2 10MD 3l;OOMD 4500MD | TQD
SEEAT (C8) 0.23 0.0002 - 0.0002 | 0.000L | 0.000L | 0.0001
S4B (C10) 0.17 0.0001 | 00001 | 00000 . |0.0000 | 0.0001
+ WAL (CL2). | 0.41 0.0000 | 0.0000 | 0.0000 . | 00000 | 0.0000
T IUBEE AR (C14) | 0.34 0.0000 | 00000 | 00000 |0.0000 | 0.0001
TSR (C16) | 3.46 0.0000 | 00000 | 00000 |0.0000 | 0.0000
+\BE AR (C18) | 0.99 0.0000 |0.0001  |0.0000 |00000 | 0.0000
—F BB (C26) | 0.01 0.0000 | 00001  |00001 |0.0001  |0.0000
BEHAEA A (SA) 0.47 0.0029 | 0.0116 | 0.0007 | 0.0007 . | 0.0058
&t (ADO) 0.36 0.0010 | 00005 |00001 |0.000L | 0.0005
— PANBAR I | 45 0.0002 - 00036 | 00009 |0.0009 |0.0036

(C26:0-LPC)




HEFE (ERE)
I AETE A AN G R AR AT SR, B 2 SR i i I R i R R s
R 10 F o EieR

EILhES
VaRiIk )

Xevo 210MD | 3200MD | 4500MD | TQD
W& (Ala) 109% 78% 99% 7% 71%
Wi (Arg) 103% 85% 103% 80% 101%
Ui 25 AR (CO) 108% 94% 124% 103% 87%
FEEIRHIR (Asa) 14% 13% 18% 13% 12%
JRE R (Cit) 101% 98% 110% 89% 94%
H@ B (Gln) 114% 120% 115% 88% 107%
HZ&® (Gly) 96% 109% 128% 95% 107%
A (Leu) 95% 93% 104% 83% 99%
HAM (Met) 102% 101% 104% 85% 92%
5% (0m) 86% 85% 92% 74% 87%
KHZE (Phe) 98% 87% 106% 84% 96%
fig 2 (Tyr) 95% 86% 106% 87% 102%
SRR (Val) 109% 99% 109% 84% 108%
LT (C3) 112% 132% 146% 129% 108%
TEEAE (C4) 104% 118% 112% 93% 95%
S IREE AT (C5) 97% 104% 103% 86% 82%
% Bt (C5DC) 83% 103% 91% 91% 79%
CLEEAE (C6) 109% 118% 115% 97% 102%
L (C8) 116% 118% 118% 97% 102%
ZEE AR (C10) 96% 109% 124% 102% 88%
T R (C12) 103% 115% 113% 92% 93%
T VUBKIEE AR (C14) 109% 117% 116% 93% 98%
+ 7S BRI A Bk (C16) 107% 127% 132% 107% 107%
- )\BREE I, (C18) 103% 119% 121% 96% 94%
ZA/SERIR R (C26) 92% 95% 124% 109% 99%
BRIAME AR (SA) 44% 50% 56% 43% 46%




I
ST

Xevo 210MD | 3200MD | 4500MD | TQD
iR (ADO) 116% 104% 112% 77% 96%
& R - (Pro) 97% 86% 98% 78% 88%
BT (C2) 109% 144% 125% 106% 102%
TARNER VA ML SR 0 0 0 0 0
(C26:0-LPC) 107% 97% 132% 88% 112%

PLENLE NG, B Asa £ SA AL, Hofth 545 40 M el W R S AE 80%~120%2 7], - SA [AIUSCR 44%,
1M-Asa [B|IlR 14%., XAERN SA &3l T EhR T A AL EE, Asa [RFETHEREE TR R BEFAIR &L HIRET,
EA5 5 & 1 RIS AN TREAF o

IR Asa F1 SA 1 EMCRER, Bl TRERENNR, HBREH DS 5EARRTC TR,
PR PR AE % S s AT I B A ) BN AH S 5 T B IR O T 75T DX 70 HE BT 1 W A IR 7 B R A

REE

i IE 5 PRSP REAS B S R g AR SPRE A AT PR S KRR AR AT M. kel SRR B, R Asa, SA
F1 C26:0-LPC 1 NI FREA A, AT B 7 Hrn i 25 R BE K. CV A IS 25%.

Asa, SA 1 C26:0-LPC KA JE/K-TARMIK, FEIMBALAEN . XTI LE 4, PRI ik B 45 R0t
PRIZWIA AT, LR PR AT R B /KT AR RR AR 5 M /2 R, SN R i i RS

R

FERT AR R I O A Sk B BB AT - RAREE WS B eI E R IR AT AR, RS
E A N EARIR AT il BUA TP AR b

TR, Bk Asa, Val Z 8k, HAt 7B i R B /KT ik 22T REIR ] 21 1E 5 A JEK T

Asa R FEREAS 2000 T —REAH I A, R e A o S I HERE AT AR 3K, DL vk
S 47 et e I RE AR (R

X IRARFEAS, & WL Asa MEMK i AOTE DL, LR ) 5 — Ul AR 52, HRAE O A I PR VP A
il Asa IR IR EZ RO DL LF AT RE T, - BRI AT B -G B0 FH 2k R XU I I

Val 5 Asa %L, {EFCTR BRI s  PARE AR BT S BRI RS R R HIR
Loty (i, REATRBI ST G 0 BRSHP2

BB

WG & RS VP E I AT TR, BE BT ST BHEREA, R4 IR 4] 36 /)
e, ANFEREEREA B RORS 3 MR LE 25% LA, 53 il FE#EE A 28SD SRl A, 15 B 27 — B A
s — B R RS AN 2 R kR G A D RE PEAS DN o

T
XL T I T S A R AT

e WAMETFIRYIR FHRUHEFRKIR | TR OUEIREE
1 A HA R NIEFE / 0.150 g/L




2 il = RREEE / 10 g/L

3 1415 A P / 120-220 g/L.
4 BB VAT / 250 nmol/L
5 X} LR JLEHY) / 55 mg/L

6 L-B 2R EIDVPEE T Gln 3000 pmol/L
7 MR A4 Ala 125 umol/L
8 LR A Leu 6000 pmol/L
9 L- R A i E D INA R orn 1500 umol/L
10 L-fi iR EIDPEE T Gln 2000 pmol/L
11 L - 2 RN A Tyr 500 pmol/L
12 HEH PR ADO 30g/L

13 LEAN JLE ) C4 38.4 umol/L
14 D617 (ZERimi KA JLEZ) Asa 2.23 umol/L
15 L-Z %% MR Pro 375 umol/L
16 WG R 2 R A4 / 37.1 umol/L
17 O-Z i FE-L- 22 H R BRI / 1000 pmol/L
18 25- IR HIR JLEZ) / 127 pmol/L
19 2R JLEZY) / 7.74 ymol/L
20 4-Z 2 B Lok JLEZ) / 500 pumol/L
21 ARV IR / 30.5 pmol/L
22 DL-FEE T R i F &Y g / 3000 pmol/L
23 6-2 R JLEZGY) / 6.07 pmol/L
24 HERERA D E TH 7 / 0.04%
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B MILAE FA59T A2 ) LA A iR BE KT, 08 8 LA DN P LU Alla (52 IR o
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F IR0 29-132 pmol/ L, BRI, T2 B B R 2 I HE AN S M RIS D«

T Lys GiZiR) & Gin (&M MFES ik, HEREK (Glu) 7 F &ML, E2 Gln
A1 Glu KB . 2000pmol/L LA R F B X Glu &A1 T390, AFEH Glu 1 H RUA I
500pmol/L ¥ B [ Z FR 0T GIn A B B4, HolfI & AR X 4 Gin F Lys, H¥4 GIn F1 Lys & IAE
— AT R .

REMRATAEY L-EZRRWN S T Tyr BRI E « 500 pmol/L 1) L-EZ BRI B I+ K S8 Tyr
PR FEPET RS R . TR BRI A=Y, a2 S EE R (Met) 1174,
PRI B e VR ) AR S BRINAS B R 0~1 %5 32 ) LR Met R IE 3 7K °F (10-60 pmol/L)

FE AT 309/l i, ATHEE A KPR EE BT FE A 1 ADQ IR I 5E o B A2 LI B
FE LI BRI S 28-47 /L, XML LA IR 14-24 il IR EE 1 F R A A2 H
TR o

FIZ RETEMKE T 38.4 pmol/L B AT RE S| T C4 kR IIE25  . F2 R — R T RRR 2
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A AH A, IXFME ST R AR EE S R B R R A BRI — /N, UK, LR Re
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ALl Re 2 ta i Asa FHE .
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B BT REAS FR ) Pro PEAET L, MOZIK BE Y Orn SEANEZ I Pro F4 5 AEAG I o
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IFI 1 o U 100% 100% 100% 100% 100%

MELEEERATUE ), AXH & SIRRZCEE R, BB RtEaE. SotRiaECLE 2%
TERBEA 2, 45 S ARSI R AR A B S e 4 R e L .

[EERFEH]

ZN el VAE A S v i |ES (Y NIAY E A E R

Aoy AR A A 0 B BT 7t Y6 O T RS IR AR o FRATTSR R UR 7 A S 08 ST 4R L UG /i 2
I PREE -

HARRAIGRCE R/ A B I 4ER LA AT BB AR N AT .

TR A AR AR N TEAE AL YR AL 2

AeFRBGRIRT,  BIGESARVA R AN A O, O ST 2 L

WG SRR B4R B BRI iR S T By AL B AL A T . WAL B AR, A AL
AN, I ORAIEFE A AR 227 1 U IE R HEEOR B S R GERI R e RN ORIIE S50 % N A 38 4 38
ZOE RO < S= Do i) A=k o € DT e

(AR iR B ]

IVD
A2 Wi REF s

AN Lot e

=

=pmp

A

&( |
\ 4
N

Z WA S

[ _EAR TR

-
o <m0 i E

3:5‘]0:?;1 NIEE R
-~ 5731 A H 3
=
(A7 LR 2 1 )

TEE O]

GGG




dh, i Vo] Shne LI CERD
@ i O fe

& itk

v/

®
Sr
=
ES

E = BTN

10.

11.

12.

Nyhan, W.L. and Ozand, P.T. (1998): Atlas of Metabolic Diseases, 1st ed. Chapman & Hall, UK.f

Naylor, E\W. and Chace, D.H. (1999): Automated Tandem Mass Spectrometry for Mass Newborn
Screening for Disorders in Fatty Acid, Organic Acid, and Amino Acid Metabolism. J. Child Neurol., 14
Suppl..1; S4-8.

Chace, D.H., DiPerna, J.C., and Naylor, E.W. (1999): Laboratory integration and utilization of tandem
mass spectrometry in neonatal screening: a model for clinical mass spectrometry in the next millennium.
Acta Paediatr. 88 (432), 45-47.

Hannon, W.H., Grosse, S.D. (2001): Using tandem mass spectrometry for metabolic disease screening
among newborns. Areport of a workgroup, MMWR, 50, RR-3; April 13, 2001.

Rashed, M.S.,-Bucknall, M.P., Little, D., Awad, A.;, Jacob, M., Alamoudi, M., Alwattar, M., and Ozand,
P.T. (1997): Screening blood spots for inborn errors of metabolism by electrospray tandem mass
spectrometry with a microplate batch process and a computer algorithm for automated flagging of
abnormal profiles. Clin. Chem. 43 (7), 1129-1141.

Hardy, D.T. (1999): Technological developments: development-of tandem mass spectrometry for
neonatal screening. West Midlands regional laboratory for -neonatal screening and inherited metabolic
disorders, The Birmingham Children’s Hospital, NHS Trust, Steelhouse Lane, Birmingham, England B4
6NH.

Rashed, M.S. (2001): Clinical applications of tandem mass spectrometry: ten years of diagnosis and
screening for inherited metabolic diseases. J. Chromatogr. B. Biomed. Sci. Appl. 758 (1), 27-48.

Chace, D.H., Kalas, T.A., and Naylor, E.W. (2002): The application of ‘tandem mass spectrometry to
neonatal- screening for inherited disorders of intermediary metabolism. Annu. Rev. Genomics Hum.
Genet. 3, 17-45.

Jones, P.M. and Bennett, M.J. (2002): The changing face ‘of newborn screening: diagnosis of inborn
errars of metabolism by tandem mass spectrometry. Clinica Chimica Acta 324 (1-2), 121-128.

Wilcken, B., Wiley, V., Hammond, J., and Carpenter, K. (2003): Screening newborns for-inborn errors of
metabolism by tandem mass spectrometry. The New Eng. J. Med. 348 (23), 2304-2312.

Chace, D.C. and Kalas, T.A. (2004): A biochemical perspective on the use of tandem mass spectrometry
for newborn screening and clinical testing. Clin. Biochem. 38 (4), 296-3009.

James, P.M.-and Levy, H.L. (2006): The clinical aspects of newborn screening: importance of newborn
screening follow-up. Ment. Retard. Dev. Disabil. 12 (4), 246-254.



http://www.ncbi.nlm.nih.gov/pubmed/12142359?ordinalpos=1&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVDocSum
http://www.sciencedirect.com/science?_ob=PublicationURL&_tockey=%23TOC%235196%232005%23999619995%23580917%23FLA%23&_cdi=5196&_pubType=J&_auth=y&_acct=C000064512&_version=1&_urlVersion=0&_userid=5180634&md5=338b4264bf08e51e66f1af5ab92feced

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

Allard, P., Grenier, A., Korson, M.S., and Zytkovicz, T.H. (2004): Newborn screening for hepatorenal
tyrosinemia by tandem mass spectrometry: analysis of succinylacetone extracted from dried blood spots.
Clin. Biochem. 37 (11), 1010-1015.

Magera, M.J., Gunawardena, N.D., Hahn, S.H., Tortorelli, S., Mitchell, GA., Goodman; S.1., Rinaldo, P.,
and Matern, D. (2006): Quantitative determination of succinylacetone in dried-blood spots for newborn
screening of tyrosinemia type |. Mol. Genet. Metab. 88 (1), 16-21.

Chace, D.H., Millington, D.S., Terada, N., Kahler, S.G,, Roe, C.R., and Hofmann, L.F. (1993): Rapid
diagnosis. of phenylketonuria by quantitative analysis of phenylalanine and tyrosine in neonatal blood
spots by tandem mass spectrometry. Clin. Chem. 39, 66-71.

Trinh, M.-U., Blake, J., Harrison, J.R., Gerace, R., Ranieri, E., Flethcer, J.M. and Johnson, D.W. (2003):
Quantification of glutamine in dried blood spots and plasma by tandem mass spectrometry for the
biochemical diagnosis and ‘monitoring of ornithine-transcarbamylase deficiency. Clin. Chem. 49 (4),
681-684.

Cavicchi, C.,'Malvagia, S., la Marca, G, Gasperini, S., Donati, M.A., Zammarchi, E., Guerrini, R.,
Morrone, “/A. And Pasquini, E. (2009): Hypocitrullinemia in expanded newborn screening by
LC-MS/MS is not a reliable marker-for ornithine transcarbamylase deficiency. J. Pharm. Biomed. Anal.
49, 1292-1295.

De Biase, I., Liu, A., Yuzyuk, T., Longo, N. and Pasquali, M. (2015): Quantitative amino acid analysis
by liquid chromatography-tandem mass spectrometry: Implications for the diagnosis of argininosuccinic
aciduria. Clinica Chimica Acta442, 73-74.

Azzari, C., la Marca, . G and Resti, M. (2011): ‘Neonatal screening for -severe combined
immunodeficiency caused by an adenosine deaminase defect: A reliable and inexpensive method using
tandem mass spectrometry. J Allergy Clin. Immunol. 127 (6), 1394-1399.

la Marca, G., Canessa, C., Giocaliere, E., Romano, F., Duse, M., Malvagia, S., Lippi, F., Funghini, S.,
Bianchi, L., Della Bona, M.L., Valleriani, C.; Ombrone, D., Moriondo, M., Villanelli, F., Speckmann, C.,
Adams, S., Gaspar, B.H., Hershfield, M., Santisteban, I., Fairbanks, L., Ragusa, G., Resti; M., de
Martino, M., Guerrini, R. and Azzari, C. (2013): Tandem mass spectrometry, but not T-cell receptor
excision circle analysis, identifies newborns with late-onset adenosine deaminase deficiency. J. Allergy
Clin. Immunol. 131 (6), 1604-1610.

Turgeon, C.T., Moser, A.B., Makrid, L., Magera, M.J., Gavrilov, D.K., Oglesbee, D., Raymond, K.,
Rinaldo, P., Matern, S. and Tortorelli, S. (2015): Streamlined determination of lysophosphatidylcholines
in dried blood spots for newborn screening of X-linked adrenoleukodystrophy. Mol. Genet. Metab. 114
(1), 46-50.

Theda, C., Gibbons, K., DeFor, T.E.; Donohue, P.K., Golden, W.C., Kline, A.D., Gulamali-Majid, F.,
Panny, S.R., Hubbard, W.C., Jones, R.O., Liu, A.K., Moser, A.B.-and Raymod, G.V. (2014): Newborn
screening for X-linked adrenoleukodystrophy: Further evidence high- throughput screening.is feasible.
Mol. Genet. Metab. 111 (1), 55-57.

Chace, D.H., Hillman, S.L., Van Hove, J.L.K., and Naylor, E.W. (1997): Rapid Diagnosis of MCAD
deficiency: quantitative analysis of octanoylcarnitine and other acylcarnitines in newborn blood spots by
tandem mass spectrometry. Clin. Chem. 43 (11), 2106-2113.

Van Hove, J.L.K., Kahler, S.G,, Feezor, M.D., Ramakrishna, J.P., Hart, P., Treem, W.R., Shen, J.J.,
Matern, D., and Millington, D.S. (2000): Acylcarnitines in plasma.and blood spots of patients with
long-chain 3-hydroxyacyl-coenzyme A dehydrogenase defiency. J. Inherit. Metab. Dis. 23, 571-582.

Clinical ‘and Laboratory Standards Institute (2013): Blood Collection on Filter Paper for Newborn
Screening Programs; Approved Standard — Sixth Edition; CLSI Document NBS01-A6. CLSI, Wayne,
Pennsylvania 19087-1898, USA.


http://www.ncbi.nlm.nih.gov/sites/entrez?Db=pubmed&Cmd=Search&Term=%22Allard%20P%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstractPlusDrugs1
http://www.ncbi.nlm.nih.gov/sites/entrez?Db=pubmed&Cmd=Search&Term=%22Grenier%20A%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstractPlusDrugs1
http://www.ncbi.nlm.nih.gov/sites/entrez?Db=pubmed&Cmd=Search&Term=%22Korson%20MS%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstractPlusDrugs1
http://www.ncbi.nlm.nih.gov/sites/entrez?Db=pubmed&Cmd=Search&Term=%22Zytkovicz%20TH%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVAbstractPlusDrugs1
javascript:AL_get(this,%20'jour',%20'Clin%20Biochem.');
http://www.ncbi.nlm.nih.gov/pubmed/16448836?ordinalpos=2&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVDocSum
http://www.ncbi.nlm.nih.gov/pubmed/16448836?ordinalpos=2&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVDocSum

26.

27.

28.

29.

30.

Strnadovg K.A., Holub, M., Mihl, A., Heinze, G., Ratschmann, R.; Mascher, H., St&kler-Ipsiroglu, S.,
Waldhauser, F., Votava, F., Lebl, J., and Bodamer, O.A; (2007): Long-Term Stability-of Amino Acids
and Acylcarnitines in Dried Blood Spots. Clin. Chem. 53, 717-722.

Schulze, A., Linder, M., Kohimuller, D., Olgemoller, K., Mayatepek, E., Hoffmann, G.F. (2003):
Expanded Newborn Screening for Inborn Errors of Metabolism By Electrospray. lonization-Tandem
Mass Spectrometry: Results, Outcome, and Implications. Pediatrics 111, 1399-1406.

Zytkovicz, T.H., Fitzgerald, E.F., Marsden, D., Larson, C.A., Shih, V.E., Johnson, D.M., Strauss, A.W,
Comeau, A.M., Eaton, R.B. and Grady, G.F. (2001): Tandem Mass Spectrometric Analysis for Amino,
Organic, and Fatty Acid Disorders in Newborn Dried Blood Spots: A Two-Year Summary from the New
England Newborn Screening Program. Clin. Chem. 47 (11), 1945-1955.

Soldin, S. J. et al. (2011). Pediatric Reference Intervals, 7th edition, AACC Press, Washington DC,
USA.

Carducci, C. et al. (2006): Quantitative determination of guanidinoacetate and creatine in dried blood
spot by flow injection analysis-electrospray tandem mass spectrometry. Clin. Chim. Acta 364, 180-187.

31. Lee, S-Y.etal.(2006): A Report of Two Families with Sarcosinaemiain Hong Kong and Revisiting the
Pathogenetic Potential of Hypersarcosinaemia. Ann. Acad. Med. Singapore 35, 582-584.
[(EAXER]

TEM NI AP Al A8 FR: S5 M B E I RARA IR A 7

£ P LR REEFIT KO TALH 115 5
/S VI W

B JE 55 AL AR

/S VIEW

(EESSEER

(¥

Al TLI5E REAT TR RFILE 115 5
APV RS 5 -

(ST S EHER 5 /7 AR E RS 1
K B -Fitt 3 R s A 3]



