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TYR I Pt S P I T Tyrt, Phe/Tyr|
ARG i 2 R MM Argt, Arg/Phe?, Arg/Ornt
BH4D VU S AE RS 5 = i Phet, Phe/Tyrt
HCY [ 784 24 I S R I Mett, Met/Phet, Met/Citt
PRO o v i 22 R I Prot, Pro/Phet
CPS > AT BRI & il 4 B = Cit|, Cit/Phe|, Cit/Orn}, Glu/Cit}
> BEIRRAUL (FAO) R
CoJ, C2|,
PCD Ji R A AU SR = i C3J, C16,
C18}, C18:1}




SCAD SRR IE G A SRS = C41, C4/C21, C4/C31, C4/C81
\ Py C61, C81, C8:11, C10:11, C10:21, C107,
MCAD R BE R EE A B S B SR 6 C8/C21, C8IC101
VLCAD WA BRI B A St = C12-C241
e AN COt, C16(, C18(, C18:1], C18:2,
CPT-l PRVHR G AR 2 R TN SR 2 CO/C16+C18)1
GAIll Z FhiE LA A A AR 6 = iE C4-C241
Tep . C160HT1, C180Hé,14c(1)e|::;om, C18:10HT,
HHLE (OA) AR
MMA FF R P R I C31, C3/C21, C3/Mett, C3/CO1, C3/C161
— T [fr1 P A 3 [] TR 2 ik A
MMA % Jf: HCY Eﬁ%ﬁjﬁmfi o IFFIELFBER C31, C3/C21, C3/Mett, C3/CO1, C3/C161
T [ E
PA TR BRI C31, C3/C21, C3/C01, C3/C161, Glyt
IBG ST R A B S = C41, C4/C2%, C4IC31, C4/C81
IVA BRI R C5%, €5/C01, C5/C21, C5/C31
o C5DCt, C5DC/C81, C5DC/C21, C5DC/C3T,
GAl TR R I AE | B C5DC/C161
MCCD 3-F 3L 1 5 kA A SR AL ER S0 | C50H1, C50H/COT, C50H/C31, C50H/C81
— ! I, C50HT, C40HT, C5:11, C50H/COT,
pxT [ L T Ay 5k 2 C50H/C31, C50H/C81
7 oMBG 2-HURL T IR A K = g C5t1, C5/CO1, C5/C21, C5/C31
Ny o C50H1, C6DC?, C50H/COT, C50H/C31,
HMG 3P HE-3- 1 L T R I AE C50H/C81
MCD S BN R B g C50H1, C50H/C01, C50H/C31, C50H/C81
MRS A ER
) L R 2 T T G 12
ADASCID | RHLEAS Bﬁfﬂw Q% ADO?, DADO?, DADO/(ADO+DADO)t
\ SR
e N W O 3 C241, C261, C20:0-LPCt, C22:0-LPCH,
X-ALD X-YERUE IR S 7R A R C24:0-LPC1, C26:0-LPCt




HER W) KRB

R IR ACUTPIR R 1 N RE L UL R A P e 75 0 i 56 A R K L i M P A1 IR A A 19 32 5
M Py e BRI e AR OB B T TR D ™ 9 2 R v i BRI o R PR T e T e A5 5
R, HEFBOCT. UM O 20 TR SRR A .

RN RAE  (PKU) & — 0% B e R IR AR BT, T8 AR P 19 28 A R TE T e T O R
B2 WERAHATIRTT, WS SECAFEERE JEM. RN RMUE 2 5808 /R S5 R E
PR PRAE 2 S MAR P B AL . FIREIE IR 5 E R (PR IR LA R
KEIBG. WHERP (MSUD) & T SRR AR A %, MG R &R 7 a iR 55
RIRACT T . RA PR, = M IREAT PR i B 2 Bk R IR A R . IR IAE T 2
SRR D) Re R SR AL S . NERR AR 2 S EUR R, IRE . WXk 5 ighE, #Emiaed
IR BEBOE B RN

i 2 MUAE B PR R PRS2 T 5 = IR R EIA P AN 5| i 7™ 51 11 ey A 5 B0 AN LT
R IEAR N AR R, H TR SRR, BN A EAR ASET. . 1F & IR & AL i A M o = i
(0TCD) ", YRR FEIEES = S UM P B R B L A FUE TR KT . AR R IETE I IR 2 R
BREAE (ASA-LD) . BRZADHS R BRI AR A B TR I, DR S RS
IR KT
HelimeE 4k (FAO) ARUH%E

BRI E A AR i B IR 2 i o 75 1) I B 2R B M BRI o 22 780 28] B AL TR /KPR
FEAERE LT BRI FR IR B A L . B IX Pt R IR R, L A S R E B BRI PR . BEA
HEER CHF BT HR s B i O, Bl sE BRI GVl sbii BE TRE S ARt JBYE .
WEHE . R AR B BRI . SR AR IR A AL PR AS AN BEA 2 BT, ] BEidE s IR B AR 0 5
WE I VLA . M 51 AR 2 RhER, AIEFShRe s Wi OoNF S5 IR 300 3 RE AR 8 & L)
e IXESIERAEIR P 28] SEIC T . B2 BRI A LA 73 & s P8 -8R 12 N 58 ) LESE
LA ASIDS) BREG K& AiE" Y.

EHLER(0A) MRUBHR

AR B AR EEE B IR, FI A VIR MRS R AR S, AT
AR T NAR BRI T o XA R 2 T B AR XS R AR TR AR AT R R BlE N, 7T RE 5] L £ Pl ARORE
AR, AR R W, BRI, R KORZE. WO R
E R BHR

I vt B Bl e o FEORE IR & S BB (ADA-SCID) - J&— it A& 1 O mA A i« Tk = i
G, (AR A 2 - AR/ M AR B . ADA-SCID i E L R4, SN IEThhE %
th, fERGRIBEN Y R RE ZEIRTT, AlRESEUET:-" 7,

i E A Y BE AR

7B XA ERRIN A S FRAR (X-ALD) H, MRKBEMIABITRRH B S, SR eIl
WHH AR B, MR ERIFEEERE], X-ALD 1] LA S 3 i% B A AL 3 R EE i A ¢,
R T Fi i BH

W% 2 PR ARG AT BLRINAS I 57 Al 4. CELAE 14 R EmR . 36 AAIER. 2 R 38
AL Y A 4 AR I ORRAR D . SePs b, R IRAE 130 ANBE A AT 30 S PYARIER . X IR A e
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Sy T B AT B SR AR B 22 G54, AT IAE R T B A T AR AE o T AXE ik e o3y
Yy, AR A —Fh bR (BB ) BIWET. Heln €18, C18:1, C18:2, C180H, €18¢iCH,
C18:20H HA XBIIHERERFE, BtrT LLA C18 PIFRHE S R A T L3R JURH AT (I B o A B AT b
(PRSI TR AS 2 e 45 SR RS A 1, (E AT RS SR B T A7 e e LU B e 22 . JF S B il T4
[ B AR A 5 TR ] DU FH R AR I ) CL8 MR A i 2 i I B AR F T 384~ Cus B2t N i R %1 . 7
SEBRATIN I AR A, BRI 1 FH SR =R AT (1) P B i 5 A S 1 S AR S A
AT PR FFE E , 3 AT DA X 43 HHEI 1 R T SR AR

FeAlth, T BE AT C20-C26 LA IA M ONEERE (LPC), BT ILA A 250 S5, mr At
B KHEM) C26 5 C26: 0-LPC 5 AR AR 1A E N IX PR 2 53 B4 100 N B o [FIAE I, A R (Arg)
P bR AT (A IO R A 25 IR, RMEEN1E &S BRI FIES . 205 NER. i
ok R AR R B 5] IR .

2 AW 5705 SR 20 P R P 2

SR PI AR A JRIE
Ala ?H;-Ala Ala
Arg 2H,, B8C-Arg Arg
Asal 2H,, 13C-Arg Asa
Cit 2H,-Cit Cit
GIn\Lys BCs-Gln GlIn
Glu 13Cs-Gln Gln
Gly BN, 2-13C-Gly Gly
Leu\lle\Pro-OH 2Hsz-Leu Leu
Met 2H;-Met Met
o 2He-Orn Orn
Phe 13Ce-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 ?Hy-CO Co
Cc2 2H3-C2 c2
C3 ?H3-C3 C3
C3DC\MC40H ?H;-C4 C4
Ca ’Hs-C4 C4
C4DC\C50H ?H,-C5 Cc5
I 2Hs-C5 c5
vC5:1 2H,-C5 C5
C5DC\C60H 2Hg-C5DC C5DC
C6 ’H;-C6 C6
ceDC 2He-C5DC C5DC
C8 2H;-C8 C8
c8:1 ’H;-C8 Cc8

! Asa-Total, B34 Asa K EHFEHET

2 MPP 7y SA FUT A4 B AT IR TR
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MY AR A JREE &
C10 ?Hs-C10 C10

C10:1 ?H-C10 C10 <
C10:2 ?Hs-C10 C10 < 1
C12 ?H;-C12 C12

Cc12:1 ?H-C12 C12

C14 ?Hs-C14 C14

C14:1 ?Hy-C14 C14

C14:2 ’Hs-C14 C14
C140H ?H,-C14 C14

C16 ’H;-C16 C16

C16:1 ?H;-C16 C16
C160H ’H,-C16 C16
C16:10H\C17 ?H;-C16 C16

C18 ?H,-C18 C18

C18:1 ?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 ?H-C26 C26

C24 ?H,-C26 C26

c26 ?H-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

¥ A SR ]

FALML . TR B BRFABCTER . 2 MR DA S I A SR A A I R AR 1 S AR
A i B BON B A ) LT R BEAT RO T R R BTG (MSMSY RGEHEAT oM. BEFR 0 AT 0 FEAH
T AR i PR SERE 2 512 20 T VDRIV B R EE 290

ARG, BRSO o2 /NS (MRM) el X — i, Sro irimis s < s
PRI 0AE BERE BRI N I B, K R AR 55 AR B 1 AR G0 9 [ A 3T

FH -0 1) = B DU R AT BT B A e B TSR R A BE &, T AR B I B4 (m/z) B L b AT 7 3 5 08
B e B VYA A E o U AN 7K-F 75 6L <5 R AT R o e s« 3 IS i PRSI (RF)
Jis T PR i R AT A R (B XA A AT ARS8 1 R 5 AT RO B8 7 AT I D€ o ey B SRR
TR A VAT B A SR U B A R (i (LC) RGUR A E R A AL 38 B BB A A 28 7. & 1R
RE UM R H 717 VR AL SR 38 255 2, B AR R 2 R i PR Il SR SRS 0 2 NS M 3
Do

FERBS RS, B - A 125 AT HEER AN L RO AR BT 0 T S
o BT A SRR R IE S i . AN AT T RS RGARE, RN
BT AR 5N AT LR IESS, Q1. 7E Q1 B, B T A B B A Eeim 70 8, JFHE AL
s CAEREEER A WAME USRS AR = i =R T 58 PhE)s,
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LR NTE N E A SRR AR E AR (CAD)s BUMYTAUES 1B 5 8 5 B8 g i & 704y
A (Q3) FHARIEFUM LT 0 B, AR BRI NS BI(E 5 .

FEAALIE

SEpriZ Rl

BT

G O
O ¢
S

~

BTN

1E MRM REUEE T, QL # F LU R E MBS o 154 QL 2 )5, BEBSF BSR4 A
7 (CAD) Wihiifi=. BFEFiEh )G, RARHNPYE A48 avrEe Q3 M. irf
RIS I pad i 2 . IXFE, 1% MSMS MRM 5 56 Il 2 e FTi 2 w72 A8 T B P M i)
BRI TR b, Wil 2 fis. B 3 Bon T 2°-iSEIRE (251.2g/mol) £ MRM 20 A 1 A4S
+ (m/z 252.2) F=H5ES ¥ (mlz 136.1).



A2

=i
il 4 =
||} et =
e
I } § " .'_ ————— >.. %
""""""" " / ® = 2
" I BT //
0 0./ Lo 00
g | > 0
+-——- > 0
(N B > g ' 0 - 0
L s @@ @ = @ 2@
Hamn  METER FURTER |
A3
\ % o
(A {1
T A STy
g . ‘ = < IN)

Yj o ”

oH .
2'-deoxyadenosine Precursor ion Product ion
Molecular Weight: 251.2 g/mol m/z 136.1
m/z 252.2

ARG I R B TR . ABR T A M ORI, R A i TR rh AP 5 AR S PA B i
R TARVRZE U ot RIVAT o (EL2 % 1Bk P43 A 1) 235 EOR I SR AR 0 o i R P BEAT 4 R AT A R . 38
oL S A bR AR IPUR G YA I O BRI BE T R e i G ShIRPED BRI P R 1 A ORI
R ESH TN A R R 24T .

BEEATR DR 2 SN i (L 4D Bk, AZ5 Wi 2 R b 1 22 BRI B 1 BRI B R TR B I = 3 R
AR . R, BEIAE P ERE AR P R ARG A () 4) . AR SR o i B8 A ik
PINA SRR (LU R RRFR I T S A0 A S SR AE BRI L I Bl o 122 OB A= A e (1) St
FE iy P IR R BT I R A T ) — R R . B TR AR DT U M R R B T R,
PR EATAE 3-(5-FJE-1H-IEMA-3-3E) N TR, 4558 MPP (I 5). )5, M ERERIAR AN MPP
AP A P B (s R 56 ST B A 9 P I ) 2 e

WERABEIARR (Asa) (E4ENM A& SHEAME AN (SA)Y AEIRIEE Sy, Hd Asa EREBEIARR KT a-f%, SA
MR BACRIE I E L, LI6IE, R T Asa JEAK A §2 .

_9_



Bl & FETIE FTATRG 07 2 I FT 2 6 2

R H
N—R
@)
@) @)
)UWO
OH
N o
@)

. OH
I 2 Y 3% T 1k T e G4 T T F 1 T B

JEI'S (8 ET LTI T P A B exd BT T B £ A R I

H
N—N
| P .
R N—R OH
o iR (CHR) T RNAT A BRI 4
3- (5-HHJE-1H-AE Me-3-3) PR (MPP)
HN=NH, —_—
aaf b N +
TR
/\)k/\fo R N—R
OH le}

HHEA. REE SRR & 10383 W PR

MR EN, IREEIER
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[ EZEARA]

A G5y (R T2-8T)

Mg (480 Nrl€D)

HE (960 AfHED

AR

BRI R 20 A7

TP % A IR AR

U B ALK
REE AL
5 HE VR DG R Jo7 B 1

LR 25

0.7mL <13k, T

2.8mL <1 i, AR

25K, F R

10 B
15 5k
149>

L4y

0.7 mL 3230, T

2.8 mL x2 Jif, AR

35K, Al

20 B
30 7k
14>

14

B &4l (RFFT 2-30C)

B (480 AMp/ED

g (960 A&

TR AR

I

400 mL <1 i, & ZJ
1 R

90 mL > 1 Jffts & FHEE

ATEER

VK400 mL <2 i, & MES KRR

K90 mL <2 Jify, & HIEE. IKAIEER

a5 RS UL B E S HIET, R EVER VAR EEERR BRI IER . R A, B A
W R R 0L G AT P A VA A 10 9 PR DA R AE R A 1) 6 58 R EAN TR BRI FEAAR LA IR



WARE R P E/NRIT{IAEE (umol)

AT

do- B A (do-CO)
ds-ZEE R (ds-C2)
ds-AEL AT (ds-C3)
ds-TEE A, (ds-C4)
do-F /X EE R (do-C5)
de-TX —EE R (de-C5DC)
ds-C Bt (ds-C6)
ds-FEERITE (ds-C8)
ds-ZEEE R (d3-C10)
ds-+ZRkEE AT (ds-C12)
ds-+PafkEE A (ds-C14)
da-+7XEREE A HR (d3-C16)
ds-+/\BREL AHE (ds-C18)
da- =+ BB AT (ds-C26)
15N, 2-13C-HHE
Ha-ARER

BCs- A EBLAR

15N, BCs- i m BR

He-Z &I

He-ER R

BCe-A AR

BCe-FE TR

“He- SRR

2Hy- R R
HiBCHERRR
BCe- IR EmR

15Cs-MPP

BCs-IRE
BCs-2-fi R E

2Ha- —+7XB0B M IR E%AE

A
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

Btz i P 2B AT ANE (IR EE (Wmolil)

DT

B AR (CO)
LB, (C2)
AETAE (C3)
TENT (C4)
SHILEL AR (C5)

X =Bt A (C5DC)
CELAH (C6)
*ELATH (C8)
ZEARH (C10)
+ZEREE A (C12)

_12 —

R Bt

35
30
4
0.8
0.8
0.4
0.3
0.6
0.3
0.3

BKFRER

140
90
12
3

w



+mEREL R (C14)
TREAR (C16)
+/\BREL R (C18)
“HRIREE RS (C26)
RER

BaER

BRIFHR

=T

AR

HER

=1

=ER

AR

ERER

FERR

BRI

WRR

JRIABTA TR

FRE
—REOR MR BEAE

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

RAZERSHRLENREETIER LAAES— M0 MR ERE (FHETRESE) . REERBEAE
Mg, MAEEREEIDBEZRIAA 1700/L. MABRLLEIKF A 50%-55%, KAFFHEJLAM

MAELL B KE,

RASEEERENEE

T

At &2 BB AR U U R A S A e BE R G ) — BB 70 X RS0 5 B T SRR A AR B A

DRI R4t

2. AT —Wallac T BE$TfL1X DBS Puncher (7= 5 1296-071), Panthera-Puncher™
9 T (725 2081-0010) , S TUIEIEAN 3.2 mm (1/8 Ji~f) HIBE4RIL K FahiT

fLas

3. TriNEST™ i HHRZ 4 (=5 1296-0050)

4. HFEAL

T ARG BT ELEM R

FAEE WA (30~300 L)

Bk

ST miL 7 Rt PR A VR0 B 221 L

EVilkas o

TR AR IR iR 50 4 B A =) 287

LR AR £

L H

Panthera-Puncher & PetkinElmer, Inc. A& KR 5.
TriINEST & PerkinElmzr, Inc. A& FIRE R



A 2388 XK

5 5 A 2 oy R 4RI A IR AR R
LCMS 2l 1 2

LCMS 2 5l 1 FH i

=K

N,
=

AR BRI 1K P P42 o R P A A E S P o LA RU A b A it AT 228 i AR A B —
A5 FH FR 7 00 19 AR A5 2 B8
BEInE QC A RBFRTHE 24T & it QC A I A T S

EANGTRIE

MSMS R4t ik
TE VRS 2SR aisK DL 84:16 M MATR LIRS . MSMS RGEREA Z BT Tisveidfe, mMiiiE
THIZ /04 500 mL &5 P

UPLC & ¥ETR
TEVEWAE ] 2 A4tk LA 10:90 (AR LR & . BifRistT R 24> 500 mL &P

(R RBEROH]

AR ABAE 2-8T %M Mifife, B &7E 2-30T s M#fE, ARINA 12 4. A= HIA KK
RCH L= b AN

S BRI A0 PR A R A, R T A i 2 fase 4 .
R A R R IT B B T 2-8C (H-20T) I ARAE 12 M H . FFEEA 2-8C (5(-20°)
FEEFT IR, TIFE 4 N EEEH.

5 FR AR B 5O T % 2L 20 0 A o A 72 B P8 7 o 33 8 25 4 23 R B B
SCULBH A R A FR I R ARG s BR AR R, R S R TEAN R R A B A PR, R &
JH AR SO R R AR S 0 I J s H I TR 3R S M 2 b s IR 2 3 H AT AR R T
p 2B = H N b A AR RO SRR 1 2 8
(CENNED |
QSight 210MD -5 PUMAT 1 248 ; SCIEX A& APT 3200MD™ = 5 JU F AT i 4 « ¢ AB SCIEX
Triple Quad™ 4500MD WA (3% 85 TSR I R 45 ;. Waters™ ACQUITY I-X 8 i RCHIAR €1 A I
TS ARG Waters™ Acquity 8 i RO 61 B O UE RS .

[ RER]

T T U 2 VR AT DGR A BT 1) AR SR S A I P A A 7 T P B SR R AR R B Bl 2045 6 | 5K
. KET MFPEAFTEREKE., B IGSMBAR. BEUCRESTIT:

(—) IMAREN UFHERFIHMBLE . LA HTFE,
() R BEEEeH A LR IR, I 75% 2B B k.

_14 —



(=) 5 QR Fe &35 R ey ] — MR AT 2 BRSSO, JREEAN T B 2K, IRkl 2255
LRI, ANER 2 3R TR A EURE .

U0 R Fr i g, V120 b e BRBOWK, A6 M B AR S e R i, e R, /%
3 (HAETR AT 8=XK) .

CHLD TR 35 T MR BR R R L AR A7 1
() Bl &2 B, BRBT 2R 0 . 8 %P6 SR SRR BURE | 3 R VR A5 TS S

(8D KmpbRs B Ak B4R R B T3 BN, I RAF AR 2-8°C UKAf T, A 2F& W 0°C LR
TRA7

O\ BrA M B2 5 45 R M PR QO AR AR A, PR R A YA A, 30 S35 55 80 24 A A 5T B e
(R

FERRE, ORI A [BBE i, (i T S e R AR E I, TR AR
B 45

FEAR AR e

FEATE =R (18-25°C). 8k/4 ik (2-8°C) 254 T Al ERAT 21 K o Wl T MAR A 1 fifs /705 A 2-8°C
HL BB ARAT s K 22 B R 2 5 R R I 2 PR Bl i A Al s R e ),

Forpfa e AR L Z 140 Met, GIn, Asa, SA, C2, C3 4, e AITTE LRAT A5 A AN o BRAT A )
ERREAE— @ T 5 X2 CO, ADO, D-ADO &8 7 T EFEARAF I RE o, W] R 2= AR A
ETHRIE LR AR T CO M, DA BT AT e EL PCD ARl AE B -

FEFEARORAFERE A, N R B AR R AR, S AR R AR (I i A DR L i
BRI, AT BO TR E PEAS R T

(QULHERr)

L A AR T A R AR T AR VL

a) MM 0.7 mL MARCAE I/ MIA MR HE S Tk, RIS, ERIsSEE@aE Gk
i 2 60-70 7 Bhs WERATICIENIRIE AR, wT LA AR A R 2140 3 70D . BT 2-8<T (T,
FILE/NILA 2B R AF I 4 A o

b) HAORAERE A TR AT, P sa i C I PUARIE b AN AU Dk 2 %5 5 7 (18-25C)-

c) ARFEAETRIRIRE 5] IR RS BRI PN R 20 H B0 O 23 A At it 28 A OB IR A R
BR s CUF RS IEAE ) PRI R LUK I SRl A P A A it AR AR AV

RS AR 7%

AL (uL) UM B M (WL) | SRIEMNARER (uL) | B EE (mL)

12610 _|260 130 13




25220 520 260 26 ]
37830 780 390 39 N
50440 1040 520 52 S

63050 1300 650 65

d) & FIRER AR B T BOEMN, AR 2-8<T F I T ROLIRAE, WRE 2 H.

10.

11.

i B B BT ST LA AT I BT E3TFL B4R A, JRRAIEAR I A R A SRR U BRI AL
AL o JEARIIL A I EARRLZ908 3.2mm  (1/8 Je~] ). B MRAL R —MIEAR I . L% 1
AU s B2 MRSL T RGNS AR HE AR IO ARSI ARID , AT AEVAR (3 5250 5 5
WAL R IEAT . PR 5 R TARMH & 010k

A AN, 4R R DR AR AORRCFL AR 125 IAS B TAR M. RS PE LA LAR B 7 o
LI, W DR R, R R BRI D,

BEE, SAEMILRE TSR AN, 1F 4545C &0 TIRY; 3022 0% . LIRS 138
3 A 650-750rpm.

MO B 2R G LAV DBUN LR, 85 IR0 .

MAFADIRALAFEAS 100l SRR, R E X R

FRCH ARG PE AL B8 i AL, B IR B R4 R R BRI R R

DR IR AL TR, RS EURAESE 1 N 2 [ TR e 220 1O, UEAS IR 7
Wi 52 AT AR . AXES I B 4R A AT W E AT AE LT3R AT o A AR A A, U] 4 e i

IR

R f U BN B

R A ARG B TARFIER, IF S IE SR E R T, FEES WO s
Fite

ATARHERER AT 5 Ui AT
R 6 MEREAIAT

1 2 3 4 5 6 7 8 9 10 11 12

EWS | LC HC EWS. | SPL1 | SPL2 | SPL3 | SPL4 | SPL5 | SPL6 | SPL7 | SPL8
SPL9 | SPL10 | SPL11 | SPL®2 | SPL13 | SPL14 | SPL15 | SPL16. | SPL17-}-SPL18 | SPL19 | SPL20

SPL21 | SPL22 | SPL23 | SPL24 | SPL25 | SPL26 | SPL27 | SPL28.| SPL29 | SPL30 | SPL31 | SPL32

SPL33 | SPL34 | SPL35 | 5PL36 | SPL37 | SPL38 | SPL39 | SPL40 | SPL41 | SPL42 | SPL43 | SPL44

M m gl o w! >

SPL45 | SPL46 | SPLA7 | 'SPL48 | SPL49 | SPL50 | SPL51 | SPL52 | SPL53 | SPL54 | SPL55 | SPL56

SPL57 | SPL58 | SPi:59 | SPL60 | SPL61 | SPL62 | SPL63 | SPL64 | SPL65 | SPL66 | SPL67 | SPL68

[

16 —



G | SPL69 [ SPL70 [ SPL71 | SPL72 | SPL73 [ SPL74 | 'SPL75 | SPL76 | SPL77 | SPL78 | SPL79 | SPL8G|
H | SPL81 |<SPL82 { SPL83 | SPL84 | SPL85 | SPL86 | SPL87 | SPL88 | SPL89 | SPL90 | LC <10
EWS-£5 BT AR N
SPL-FEA

LC-R/KF i 42

HC-= 7K i 4%

=

/EE'
IBATRL AT, R BRSO B AR AT IR 5 O VR 23
X PRI it A PR S8 L5 BT A HHIE 5 o R R L
2 MSMS SEREI,  EUE WIWLEE TIC i 2 AN A v h g 2R, DU I AR 82 T
HA BA G N 5174 RE TR B e R AR U

KIS IR R

S SR G N A SR TSR EE, I REAS LA 53R SR NI AL RO . 2% TS ARAE AT LA B A2
AL AR —M (& 6).

A6
o O
<><>é§>
OO0
OOOOO
OO OO OOOOOD
12 11 10 9 8 7 6 5 4 3 271
N T ST
A \\\\\\\A
I e A YA TR
BAEER N

1. NE7e 7 PR AU H LA MORME AR . R A R E o — N T . T A ZRASA]
5 R - A B AR BRI RO E, AR B



2. AEAT ST BRAR T (R4 A A1 R] e 2 i It 4

3. fEBATUSET, t PerkinElmer SR TREITIHE R AL 22 T ik

45 A PG E A  ZERL )  F I A AURE T /s, TR SR B ] S iR R SRR SR S P . BT
AR A P B 7 A ) 4 ARV L R P 2R A8 B (AR S Al ) AT I, 23t O
EATAT ARG HE—Ee A, AN 2 S R SR I o A 2 A5 P o 190 — Rl S A s
SE AL LR B, AN PRI el .

5. F i AL KRG T 2R B A UG AR B FLAR AR T, ~ ANTRF P R AR B B /N o Dy 17 388 S b i i
WAL ERS R R SR B I 25 E /N o

6. i TR VA VBN P R AE

7. FEARITORE, B E R MR SL S B AR .
8. TMMPLATSLIN MR T, HET T BT E,

9. ¥ KA A BE HBORLRE TR .
SRIHH

PerkinElmer MSMS il 5 45 S A R T DL 57 U0EME . SRFIIEPIIR . BT, 5 ML
PR, TREFAINE LSRN IV FERERE, T DL B RE L . R HOETmI A B R ST 55 58
P TSRS B PR (5 S A . KR 8 T BV L A T A B R IS B 1
PR

Jof % ol

TRFE A R AP A R 2K ML B 42 AR — M LARGEEAT B ALIBAT o BRI A RO AR S 7E R 2%
HTET. REEFIES EAE ST RES N RSN T ETIEN — M £ (SD). f45%
K= #MPE L B S RFEMEN VPR ZETE . ST =B ALHIENNRAFI & P R B3R HHE T LR A%
HIREBENALISDBEZ A . BT RENRZERZH, BRELEBTEEILANAARSERER
SMERBR AR . I W IRAT & UM B X AR ER

BATHR IR =SSR B R B IPAS T3 o

WR: TR BMEEE AR S AT B AL RS . 8RBT A I AT A (R A

[(Z%KXE] "

P AEREFEMG BARKEERGAR. IRNEARENSEERFEER, BEUSXREREESHLE
M HCHSEEES IR E
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6 TE BT 2 LR AR, DL10.59%-99 5% T 4h ki, T8I 5% M6 SCibA vk, s o8 il

® 7 WU &SNS 1

sy R s
SR
WA Ala 136.41~532.58
Fh R Arg 1.33~45.51
FERIEHIR Asa 0.01~0.54
IR R Cit 6.45~27.04
Fas ARl Gln 129.46~1048.37
BER Glu 114.14~546.99
REEAN Gly 191.89~800.76
2 T\ B A A
g%gg’“ﬁg& ceille | 69.03%264.16
HEAMR Met 6.28~34.33
55 R om 41.82~243.68
EHER Ptie 23.98~79.49
i 2 2 Pro 81.37~290.44
LA Tyr 30.54~214.45
eV Val 65.59~233.32
ﬁ?é%ﬁﬂi co 16'~48.94

i LTk C2 453~40.71
TR PR i C3 0.41~4.75

_ ] o

Zﬁgg?ggﬁw gzgﬁ 0.03~0.33
TR, (‘..4_ 0.07~0.38
S’ngj;ﬁmi gggﬁ 0.1~0.5
b5
%&Eﬁ?«%ﬁ C5 0.03~0:27
k%rﬁﬁﬁmﬁ C5:1 0~0.02
T ¥ ATk C5DC 0003
3-8 CLBE A C60H

' Co TR BRI RIS EIE, AEA

10umol/L

S R i
L AV ik C6 0.01~0.09
O 1 A ik C6DC 0.01~0.11
S T PAL B cs 0.02~0.12
3 I 0 Ak cs:l 0.02~0.25
ZE LA C10 0.02~0.2 »
5 T PR T c10:1 0.01~0.14
Z& AR A C10:2 0~0.03

+ R A B c12 0.02~0.22
T REREA R | C12:1 0.01~0.16
- DU BRI A Bk Cl14 0.05~0.32
T PUBRIEBE PG C | Cl4:1 0.02~0.21
EE@%:%MW C14:2 0.01~0.04
%ﬁﬁ%’JﬂW% C140H | 0~0.03
QAN ASEE C16 0.76~6.05
TNBRIGEREAL | Cl6:1 0.03~0.37
%E%qLﬁ%m C160H ¢ 0~0.04
%fé%’JﬁW% C16:10H | 0.01~0.06
)\ B A C18 0.27~1.52
NIRRT | C18:1 0.6~2.55
;; VSRR cig 0.06~0.68
%ﬁf’ﬂ VBEE | c1g0H | 0-0.02
%fé%;ﬂ VR | cigaon | 0.0i-0.04
E%éﬁjg M= c1g:20H | 0-003
A C20 0.01~0.06
—FmRERRERL | C22 0~0.02
o lummEAEL | C24 0~0.04
ZARNBRBEAER | C26 0~0.02




SH g5 | Tl
i

BRI A SA 0.00~0.71
7553

JhRt ADO 0.15~155
27t AU D-ADO 0.00~0.02
VA I R I

Syt a5 |
%H}?ﬁiﬁmﬁﬂﬁz& gZO:O-LP | 1:0520.44
%E:nglgﬂ gzz:o-l_P 0.02~0.32
%g@ﬁwﬁmﬂ PP 012-0.73
%;?ﬁw@my‘ﬂ CPO0LP 1 0.05-04

FESEBR IR R LR BR T 0 WA S IR A AN, AR ST LU BIMEAE R L1 UL N th B A e S %

B TREADL 0.5%~99.5%Ft 1 1 AR LG IS H i EE, W] A T4 Bl 5 o
R 8 WG I AR K 2 5 Vi

SHTHILLAE S H

C8/C10 0.46 1.50
C14:1/C16 0.01 0.07
CO/(C16+C18) 2.45 22.45
calc2 0.04 0.25
C3IMet 0.03 0.31
C3/Co 0.02 0.22
C3/C16 0.21 2.06
C5/CO 0.00 0.01
C5/C2 0.00 0.02
C5/C3 0.02 0.21
C5DC/C8 0.38 2.67
C5DC/C2 0.00 0.01
C5DC/C3 0.01 0.11
C5DC/C16 0.01 0.06
C50H/CO 0.00 0.03
C50H/C3 0.05 0.47
C50H/C8 1:50 13.50
BS;DO/(ADO+DA 0.00 0.08

vigic/ladit ZXViH
[ER:x0A 0.5% 99.5%
Phe/Tyr 0.21 1.38
Cit/Phe 0.12 0.60
Cit/Arg 0.26 7.34
Cit/Orn 0.05 0.28
Met/Phe 0.16 0.73
Met/Cit 0.49 3.35
Leu/Phe 3 1.65 5.04

| Leu/Ala 0.28 0.96
Val/Phe 1.61 4.46
Arg/Phe 0.03 1.13
Arg/Orn 0.01 0.49
Pro/Phe ! 7_1 6.93
Glu/Cit 7.69 60.91
C4lC2 0.00 0.03
c4/c2 0.04 0.30

_C47¢8 1.25 8.00
c8/Cc2 0.00 0.01
(s 45 R AR ]

B A SEI = MAZEAT R TERT T, T E U S B AR M TR 04 s HERS B
N 20 —




CLSI SCfF C28-A3 VR I HI I B ATERUSCRE. BLIIESEVH IR CBLANTT 40 L IR
%) TR RN £, A TRES AR AR A AR AR B LB A L
LRGSR 6 o L8 BRI BT W4 RE R ST T #E FUE cutoff (8L, F-ARAR I cutoff e
HEWT 2 T S A FTRE, SERC I DA AROREA LB - JRTT i R
52 Cutoff (e R4 cutoff FLIROEHBIIES:. 65050 S A RE A I AR T P25 i
SRR, R RIS R L TR A6 cltoff fi.

FHE D 5F1 A1 AT BRI [ 428 45 R DA B o A

Fr s cutoff {E PL_ECHUT BRI MR T cutoff {E) M5 SR AHEWTREYE . FEARRG IS5 R KB = Fhak 2
T Ios B AT A HE T BE MR A, U DA g R R AR AR AT E I A3 R s 4 T P A 2
REF, TS Y e R 2T

HAE A

RIS ROHEWT R E, dn SREH B 45 R im T 7% cutoff (BN CBUR BRI 9K T cutoff (5D, T8
DGR AL HEWT B NE o AbFRAAR A5 HEWTRH P45 R, 15 A E AR S J7 8o an 2R 3N
ZERART (CBUR RIS e 120 7 cutoff B, $Ril 45 RN N LR &% RS I I A Bl (Wit
FEFTIAEARD I HNARYEAIUE 516 07 R 45 2R

FHEWTEA 1 -

R PRI IR A R AR T (B cutoff 45 N IR 1) By 2% cutoff {ER . AlREEE RN
BB CHRAR D A A AR 7

URR 5 R R PR

CLRH 7T - Sl R A 0 25 P 3

Bt R ER AN 65 9R 1%

IT I REAR I, SRAF K ST I3 14320 2%
FEAS AR BRI T I R TP A B A 2

HI T REAR S AAZE, ASREVE M I 3
1L A 5 i

M PE L s HRM TS G

LRI RN 7V SR PR (04 -

X Asa R IR EERIAEAS, . BT RERT T — Il A SR B s (Ul & B K oP B D o

Asa 1 SA FEA GG & LR B, MMEARRACRIEE KL . Hl T effssEt Ry, J
e PR L FH B 2% WU SRS LA SR I 225 Y B, Xl PRSI B P S M B0 o

SEREA TR ZIE (OTCD) & X-EBWR, A7 i i trifebs L& 15
Pk OTCD BULMARIL FFAEH T2t (A BRI .



QY REEE L) |
A N I B AT S R AR AR A MR R R o A A i AR S A R e e P o R -

Waters™ ACQUITY I-X i i FORUAH (il 5 R 1 R 512 Xevo

QSight 210MD — = PUALFT i 1t A %; 210MD

API1 3200MD™ = 5 PY AR AF 5 7 {3 3200MD

AB SCIEX Triple Quad™ 4500MD B4 2% 5 B B 1A I R 4t 4500MD

Waters™ Acquity TQD i mrRCBUA (il 5 BT R 5t TQD
LR

TES AT N, BT A o8 BE &40 (R) AMET 0.99,
RO KoM EIEE (umoliL)

. L2 1% FH R>0.99

R S Xevo 210MD 3200MD | 4500MD TQD

HER (Ald) 335~1108 0.9983 0.9945 0.9989 0.9991 0.9996
WEM (Arg) 8.5~393 0.9999 0.9998 0.9995 0.9999 0.9995
FERAIRFR (Asa) 0.15~42.8 0.9998 0.9995 0.9986 0.9994 0.9997
JREIR (Cit) 21.7~579 0.9999 0.9976 0.9984 0.9996 0.9965
BREMER (Gln) 515~2418 0.9998 0.9963 0.9984 0.9993 0.9995
Ha& % (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
EEE (Met) 15.4~724 0.9999 0.9985 0.9993 0.9998 0.9995

55 (Om) 112~945 0.9998 0.9984 0.9991 0.9998 0.999
KNS RS (Phe) 63.7~1140 0.9999 0.9987 0.9989 0.998 0.9993
LA (Pro) 56.0~1455 0.9999 0.9993 0.9994 0.9998 0.9996
W%uﬁz (Tyr) 196~1104 0.9999 0.9972 0.9989 0.9996 0.9994
4R (Val) 180~935 0.9998 0.9976 0.9987 0.9992 0.9995
Ui 25 A (CO) 21.3~382 0.9999 0.9983 0.9986 0.9998 0.9965
LT (C2) 12.4~85.0 0.9997 0.9986 0.9989 0.9995 0.9999
FEEATL (C3) 1.18~60.2 0.9998 0.9981 0.9992 0.9998 0.9998
TWEABL (C4) (] 0.14~9.72 0.9998 0.9988 0.9989 0.9999 0.9999
SIREERGE (CB) . ] 0.08~20.2 1.0000 0.9991 0.9994 0.9998 0.9985
I A (C5DC) 0.05~7.88 0.9997 0.9976 0.9989 0.9999 0.9995
U AV LES) 0.04~7.38 0.9999 0.9987 0.9994 0.9999 0.9995

g iRtk RIS A R T — KR R

PN IR, AR AL FIT

 EROLEMSES (6ARE) EERIENR

¢ Bk B T IR RS S MBS & R KT, R RS B AL A B R A 2
D

_ 9 L




£R 113 R>0.99

2Ll B Xevo 210MD | 3200MD [ 4500MD [ TGO |
Sk AIB,(C8) 0.06~15.1 0.9999 . | 0.9992 0.9994 0.9999 (.9995
JE 6 PIB (C10) 0.08~7.36 09998 | 0.998 0.9997 0.9899 | 0.9992
=LA (C12) | 0.03~6.27 0.9999 | 0.9982 0.9987 [ 0.9998 0.9999
+PURREE AR (C14) | 0.10~8.62 0.9999 | 0.9989 0.9993 | 0.9998 1.0000
FNBREE RS (C16) | 1.21~61.45 09996 | 0.9951 0.9976 0.9978 0.9997
+ \BEEAAR (C18) | 0.60~12.0 0.9999 | 0.9981 0.9991 0.9996 0.9994
— - NRREEIRR (C26) | 0.02~2.10 0.9997 | 0.9995 0.9994 0.9999 0.9998
BEHIW AR (SA) 0.12~51.6 0.9994 | 0.9993 0.9997 0.9999 0.9998
it (ADO) 0.35~17.3 0.9998 | 0.9998 0.9996 0.9993 0995 |
(C;g:’c)\_ﬁfggfﬂgpﬁmﬁ 0.23~3.02 0.9995 | 0.9937 0.9989 0.9998 | ©.9902
REPE

FEFH AR AR S 17 A RREBONT RABEEREASEAT A A, X6 —

L CV RIS 4 HIRFZ LML & 5
I3 A0 T e R BRE AN 1R T 26 10 FHARISL S 73 B 3 7R Py R FEE K 12

R 10 SR PEIR KT AT RE RABEE (umoliL)

RN (AR, 4
RIS I KA RERE L IR A b A BOR EEVE N D RE REBSE . BEAR Ay

y B%)):1:¥ <BA AR
4 MELAR # %fmﬁ/umﬂ
AKCF (umol/L) = 05T 210MD | 3200MD | 4500MD | TQD
HA (Ala) 332 0.0028 | 0.0446 0.0007 0.0007 0.0223
KR (Arg) 16.6 0.0124 | 0.0031 0.0015 0.0015 0.0248
WEIER (As) 0.14 0.0124 | 0.0031 0.0008 0.0008 0.0248
}L\%k - (Cit) 17.0 0.0077 | 0.0154 0.0308 0.0308 0.0308
K5 W (Gln) 617 0.0048 | 0.0773 0.0012 0.0012 0.0193
HEE (Gly) 505 0.1028 | 0.2055 0.0514 0.0514 0.1028
ZAM (Leu) 142 00012 [ 0.0750 0.0003 0.0003 0.0188
EAM (Met) 31.7 00188 | 0.0750 0.0047 0.0047 0.0094
S (Orn) 88.9 0.0405 | 0.1620 0.0405 0.0405 0.0203
ENAR (Phe) 91.0 0.0008 [.0.0267 0.0001 0.0001 0.0008
fii%H: (Pro) > [140 0.0020 | 0.0644 0.0005 0.0005 0.0040
B (Tyr) 107 0.0053 | 0.0026 0.0013 0.0013 0.0053
SRR (Vei) 123 0.0025 | 0.0203 0.0001 0.0001 0.0051
i 85 V8. (CO) 40.5 0.0042 | 0.0042 0.0001 0.0001 0.0042
ZEERIE (C2) 19.1 0.0000 | 0.0002 0.0000 0.0000 0.0001
| PIBERIG (C3) 3.12 0.0002 | 0.0001 0.0001 0.0001 0.0002
| TEEAR (C4) 0.58 0.0002 | 0.0002 0.0001 0.0001 0.0000
D kah R BUE A THEE R &
2 NRERESE THIKNEREISERR, TRELENEARNFERE



SR IR

ThAe RS <SR Py RK T

(pmol/L)

e ACE (umolL) |5 <1605 T 3200MD | 4500M TQD
5 IR BE AT (C5) 0.31 0.0001 [0.000L [0.0000 [o0.0000-  ['5.0011
I WG (C5DC) | 0.10 0,0003 [0.0001  [0.0001 [0:2601 | 0.0001
SR (C6) 0.19 0.0002 [0.0009 [0.0001 </9.0001 | 0.0009
L) 0.23 0.0002 [0.0002 [0.000L [0.0001 |0.0001
S PR (C10) 0.17 0.0001 [0.0001  [0.0000 [0.000 | 0.0001
+ B AL (C12) 041 0.0000 [0.0000  ]0.0000 [0.0000 [ 0.0000
T PURE A (C14) | 0.34 0.0000 | 0.0000. " _{0.0000 [0.0000 | 0.0001
NI (C16) | 3.46 0.0000 [ 0.0000~ [0.0000 [0.0000 [ 0.0000
+/\ BT (C18) | 0.99 0.0000 [0.0001  [0.0000 [0.0000 | 000
— -+ NBREEAGE (C26) | 0.01 0.0000 ] 0:0001  [0.0001  [0.0001 _14.0000
BRI (SA) 0.47 0.0029 100116 [0.0007 [0.0007 | 0.0058
Izt (ADO) 0.36 0.0010 _[0.0005 [0.0001 [0.0001 | 0.0005
TN I R M
(cze:o-ﬁiipg) B 015 0.0002°~ | 0.0036 | 0.0009 _ |0.0009 | 0.0036
HHE (ERE)

A A I QR R AT S BICR, B S B K BRI R R -
R 11 Fo iR

CILVE S
pagiix /|

Xevo 210MD" | 3200MD | 4500MD | TQD

N2 (Ala) 109% 78% 99% 77% 71%

(R (Arg) 103% 85% 103% 80% 101%
i AR (CO) 108% 94% 124% 103% 87%

FEEIRIR (Asa) 14% 13% 18% 13% 12%

R (Cit) 101% 98% 110% 89% 94%

BRI (Gln) 114% 120% 115% 88% 107%

HZ& (Gly) 96% 109% 128% 95% 107%

SR R (L.e_u) 95% 93% 104% 83% 99%

*“-ﬂ@;‘i (Met) 102% 101% 104% 85% 92%

r%ﬁﬁaﬁé (Orn) 86% 85% 92% 74% 87%
KNAE (Phe) 98% 87% 106% 84% 96%

FEEIR (Tyr) 95% 86% 106% 87% 102%

HER (Val) 109% 99% 109% 84% 108%

PRI AR (CR) 112% 132% 146% 129% 108%

_24 —



1Ly
AT

Xevo 210MD | 3200MD | 4500MD | TQD |
TR (C4) 104% 118% 112% 93% i 95%
SRR (C5) 97% 104% 103% u69; 82%
X kAR (C5DC) 83% 103% 91% 91% 79%
ClEEAE (C6) 109% 118% 115% 97% 102%
FETL (C8) 116% 118% 118% 97% 102%
Z [k Ak, (C10) 96% 109% 124% 102% 88%
T I R (C12) 103% 115% 113% 92% 93%_|
T VYBREE A (C14) 109% 117% 116% 93% 98%
7B B (C16) 107% 127% 132% 107% 107%
+J\BRBE B, (C18) 103% 119% 121% 96% 94%
ZA SRR AR (C26) 92% 95% 124% 109% 99%
BEEAME IR (SA) 44% 50% 56% 43% 46%
& # (ADO) 116% 104% 112% 7% 96%
fii 1% (Pro) 97% 86% 98% 78% 88%
LR (C2) 109% 144% 125% 106% 102%
Lé;iﬁfﬁwwﬁ 107% 97% 132% 88% 112%

DLENLRAB], B Asa A SA 41, HADR G 4% 2 W0 1 [ RCR BiFE 80%~120%:2 7], SA [A[IR 44%,
1 Asa [BIRR 14%. XERN SA LI T IR HIT A AL PR, Asa [RI7EH FHT B3 TR R BEFAMR &L H RN,
TEAS P B R SCR AN THEAF

HAR Asa A1 SA IOFISCHREAR, ElRTAEM 7 RGERZEKI AR, HBHE & FP S SRR E L,
PR SEE P 45 ST 060 0 A o R ) B T A N2 25 Vi B AR DU ATT X 3 HHE B L AT HE W 7 A

BEE
IR NI REA 122 S ik g K S REA A PR BB AR A AT M. R4l SR B, B Asa, SA
1 C26:0-LPC 1 NI FREAR Z Ab, HAth i G 7 AT i) 25 BEK 1) CV A I 25%.

Asa, SA 1 C26:0-LPC KN IE/KTARMK, SRR RER . WIXLE 4, BRI ek B2 45 R0
PRIZWOA AR S, T R 2 PR 7K AT R BT IR AR 3 P 2803 2 R, SN L I PR L A

R

ARAT A H B I A o B B I I8 AT — R e 1, s B eI R = IR B AT R, BB
B M BARIR B AR i ECA TR /KT B o
TARZH], BR Asa, Mal Z 8k, HoAh 7 P B RIRIR B /KPR i 25 REIR (] 21 155 A JRK P



Asa Wik FERE AR 0 R = FEAHI I A2 o, DR AE UG A o LA P HERE A AR T 3, DA G i
S 4 A R DN AR AR (RS2

X IR RFEAS o L Asa UMEL AR i AR Dt ROUE 82 0 5 — I AR 5 . ARG A AR PR VR
Kl Asa IR m IR P B TE IL L-P AN AT RE LI, DRI AR B B S B0 B A ) XU ARAEC

Val 15 Asa efbl, (BB FAORA B, (KR A4 B 5 SCBENT H 0PUR DR AR A -
LAV, REATRE R 2R A BRI S 2 B

WA R VP B s T MR, B WK AR BEEREA, R4 iKY 36 /)
), ASFEIREEFEA N RE S ML 25% AN, o8 i DA 7R SRR 438D YR, Ui B 55— Zetipn
B 5 B R RS A 2 R kR & ) D RE AR N

T
X AN E T It Fe 45 SR i
P NAMNEFIRPIR FHRUHFRE | TR0 WOUEIRE
1 Je4h G AR PR / 0.150 g/L
2 i =g MR / 10 g/L
3 MAaEA RS / 120-220 g/L
4 BB YN / 250 nmol/L
5 Xt LIRS JLEZGY) / 55 mg/L
6 L-A 2R JE LR Gln 3000 pmol/L
7 AR A e Ala 125 pmol/L
8 i A Leu 6000 pmol/L
9 L- K 4 P Ji JE IR LR orn 1500 pmol/L
10 L-Bi R E D INR LR Gin 2000 pmol/L
S 1L L-EE RN AR =4 Tyr 500 pmol/L
P12 HEH PR ADO 30 g/L
13 LEASL JLE ) ca 38.4 pmol/L
14 D617 (AR KA JLEZY) Asa 2.23 umol/L
15 -5 2R WIEFE Pro 375 pmol/L
16 W R R R R = / 37.1 umol/L
17 O- LB HE-L- 22 IR YR / 1000 pmol/L
18 2,5 RIR R JLEZGY) / 127 pmol/L
19 o BHEEBIR JLEZY) / 7.74 pmol/L
200 | O A-mBEE AR JLEZ) / 500 pimol/L
21 ¢ AT AR W / 30.5 fimol/L
22 DL-F2% T R &Y / 3000 pmol/L
| €53 6-2 5k O JLEZY) / 6.07 umol/L
24 e A TR W TH B / 0.04%
Wi

VR IR AE i1 125pmolit 1 2%t Ala & T3, I8 A L VIR IR EE A O 0, A AR
W IILAE (A3 A2 ) LA iR B AT, 8082 ) LA I FR AL Alla (RIS IR/ o

_26 —



RAME A T 1500 pmol/L 7] BES 3B O IR BHMESS SR o A2 L 0~1 > I R A i a2
F MKy 29-132 umol/ L, PRI, 1203 B2 AR R AR Il AN B M) AL o

HT Lys (HizfE) 2 Gln (B&EBLZ) RS Fidk, HS5B %M (Glu) /8 F&E4HiE, B2 Gln
LGl FIEAETHY . 2000pmol/L LA F K EERI 2 BT Glu A T8, A2 Glu [ HUA Il
500pmol/L ¥R FE FI B 0T GIn A BEF4, SO FI S AGEIX 4> GIn #1 Lys, H¥f GIn f1 Lys & IF7E
— AT .

FERATAEY LR ZE RN AT Tyr IRFEEMIIIE . 500 pmol/L 1) L-Z8 2 BRI 2 & 2L Tyr
BB TIE 25 R . PR ER IS B RIS =1, T R R e HER (Met) 14,
AT bt A ek P 1) B SRR RS MR 0~1 5 2 ) LH Met [ 1E% 7K°F (10-60 pmol/L).

HEMAET 30 g/L B, A THEE e KPR B A A T ADO WIRERIIE . HrEJLAERA
TE M5 B S (PR B & 28-47 gL, R4 I (8 PR FE N 14-24 glL, 23R FE 1 B AN 2 I
FIASE ] o

P22 R REWE BT 38.4 mol/L AT fE 512 CA TR R I PE S5 . R 22 R — b FH T R4
SURZGH) . IS T RIAR AR AR 570 22 1= RECHT 242 LIRIER .~ /b &R 2 R KA o] RE4 485 Bl br
A, (HA2, XFAYITER AN S 5 B & R G BRI — /N3 20 CF UK, T e
RN I TR 22 R R VAT IR VB I A 5.1-25.6 pmol/L. R FE I 25.6 pmol/L #dk & a1k .
G, R R 2 AR DR AS R M RS D

D617 2§15 18 38 BH i 77 4 R MK AR P . 25 SR 36 H, 2,23 pmol/L 1) D617 Kk & ] fe 53 Asa [
friAe 2k SRR o 4ERLIAK 1 L2 967 I B2 JE A 0.41-1.32 pmol/L. D617 8 58 KL K4 20%) I
Rl B R B9, B D617 B /KT b A i 2.23 pmol/L RS . DRI A B 1 4
BEMFAKAR Y D617 AN52M Asa I H RIASEIN . SR, 70 PR Z2 s B RE LM R R I 4E Rz A KA 4,
B L RTRE KT Asa BHE .

Orn W FELE = T 375 pmoi/L B YR ZAKCEAEAS H 1) Pro P2 A= -3 O F1 Pro 1248 I BRIRE
4393 243.68 pmol/L £ 290.44 pmol/L, Orn 7E 243.68 pmol/L IShy FF AT P I 7K - Rl EE 2 e i 7K STk
FEMHEAEA A Pro PEAE T3, MOZIRFERT Orn FEASFEIA Pro ) F AAS I .

I PR PEAY

AP CLERT 4 FAUREAT 1 22082 i E 1A [ B AR AR R 9, 45 S /% 17 i s & it 5 K
FHI o AR FEIL T AT &S X ) AR S50 B EAR R AT € JE AN T IR 2 W 4 R okt
LEAE £

BRI AA FAO OA ADA-SCID X-ALD
R 100% | 100% 100% / /
S 95.26% | 97.69% 96.89% 99.96% 100%

BB 1 2 4.64% 2.31% 3.11% 0.04% 0




B ZR 0 0 0 / /
FHAEBLISA EE 21.54 43.35 32.17 / /

MEREX e N 0 0 0 / 4

B 0 11 0.51% 1.03% 1.22% 0 o
B T 100% 100% 100% 100% | 100%

FEATA I SERRR A, S UL SRS 5 2R AR B S50, [ 2 3R 225 IR br . M
FRITATIT ECARAR 0 LA S5 (14 W RS 00 2 S5 i PR ISE R 700+ CAIMOREAE A 7 D 31 i 7 mHE BB 1E

NRIEL T ATIEVERE A DL AT € AR T PR A2 W 4h SR 0t LU O

Qe AA FAO OA ADA-SCID X-ALD
REE 100% 100% 100% / /
N 98.93% 99.62% 99.50% 100% 100%

165 B 14 2% 1.07% 0.38% 0.50% 0 0

R BA P2 0 0 0 / /

FHPEALSA L 93.08 263.94 200.46 / /
FAPEALSRLE 0 0 0 / /
H M oL 0 A 2.18% 5.95% 7.14% 0 0
A P T A 100% 100% 100% 100% 100%

MELESTRATUUE H, ARF & SikR 2 kS BATE, BAa8anttat. SMARYMECHS%
JEEIERLL, 45 AT Bh T HE st R A HER I .

[FEFED]

AR G Z% 200 78 7 B IR 3 E N s A

AN T HRAEAT IAG I 5 v e T 75 V4% D T A R IR o FRATTS 2 A8 o AE SR 25 F 4R M TR I R 2
HIXANRFE

H5ARRAGRE R HGTA B I 4E TAE LA Tk B AR N AT .
TR T AR A B AR Qe AL B
G USEEGE | RN R TR RS RN O o B A A e B Ly W8

W L IE S IRES B B B P AR A T B AL B AL A S T . IS B AR Y, B AL
A IR, ORUIES% B CE A7 T B RN LE AR SOR 3 28 GE AR o RN PRAIE S 36 5 N AT 38 24 1T
Mo HEXSANRERE R B 5T R GE IR T BRI R 3 18]

(AR iR B AR ]
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