)i @] |

Ttk o av 17 7 ¢~/ B a il & R AN
— AR 7 7 7)) — DS i —

KAARGERBEERA L 7 A FRFAFZE T

T ®HIC

BT (MS) i, HERRHC L ¥ — % 52T
AF b X T, 2044V E5EE - T 528 T
WEOER (IEMIITEREAML) 2 Hled 28T
»Hb, 2VTFLERSGE (2 VT Lv 2 (MS/MS))
TIF1IEH OMSTHREDBEED A + v DA ERER L,
SOIIAEME A 2 2 B IS S8 5 2 & TH U722
BA KV E2BEHOMS THING 5., B
RicEEh s 4 v 2B e izt s
ZENG, MROFHBZW L EHN & LA F~—
B —OBERPHBICEH I T3, RIEREBICEN
Tid. BRI 28F8 O e RANHHER FRE 2 Xt R4 v 7 4
T2 EROEHERZ ) —= v I AHB IR TE D,
BEOFIAZMNIC I L T3,

KHAF KSR ST B =i 2 0 i
L7234 F v = =R & 47 > T %28, ERIREORH %
W0 TR TE 2B A METH L2 %
W, 2O KD BHAITIE. BV LR A DR
IRV L B, ARGTIE, ERE»DEREED
SMMTERE T Ry~ N5 T 4 — BRI
fii (7 LC-MS/MS) &. 4%l T3 L 7=,
YHELR ) TL HLCOWEIETH BT 7 7)) =l D
Wr DSGEIZ T 72234 v — F — W DHLD LA % 4
L7200,

>/ ®iEoO% NI ST 4 —/BESFHEE

— MUK A T A IGAICIE. BR S EE
ks a~ 277 4 — (LC) #¥kiL. & 512Ul
T U 72O H IV % Doy 20 6 o3, ki < ¢ 5 2
EEHMELTHN Y 7 %25, 7/ kiksa
v b5 T 4 — /BRSPS H8 7 4
DOWNEERI07O—FREICHrME L. 5124 4 /1L
L7k A b B K S EESIREICIRDAFE S Z &
TR MRS 2 TRIEN I X 2 B Ek T H B (Fig. 1),
AEAIE. METHIUIE YA 70 v PIL &S Kk

P I B = N

R DAEREREE A 5 FBLL 7220079 > 77 )L O gl
ENRETH B Z en b, HRBIKL EDHTZA
TH B, Wl 5 5 TONBIZRE LK
TR IME U 728048 O NSH DR ETH D |
—RRINTIE. ST O REIE R B 2B B A AR
T H o720 W RE % O 22 RISERFZE & Wt &
NTETNBIND, KARTRKBESERSHE 7 45
SRR CIE. BRI h b AREE ORG A3
JRIE DRSS 22 iy BT VT RE A2 Ny R L .
RUSERFZEISI L T %39,

————————————————————————————————————

Conventional LC column

nanoLC column

—||<
1.D :0.05-0.1 mm

| |
| |
| |
| |
| |
I |
| |
| O |
| |
| I
| |
| |
| |

___________________________________

B Mechanism of high sensitivity in
nanoLC-MS/MS System
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DWREOERG ZRT Z EAMeh T30, BIE,
WAEELE ) 7L LR e & DL AR A GLABE R % F /-
WEEMTREEIZ L 5T 7 7 7 ) — IR e s
BTk, FHRZN - FHIREICE,N 22
A~ = —DEHEELZ STV,

A. Healthy Subjects

Clinical
Manifestation

Lysosome

B Molecular mechanism for Fabry disease

Lyso-Gb3
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BEEEN Structures of Gb3 and Lyso-Gb3
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1L EN S Comparison between HPLC and
nanoL.C-MS/MS based Lyso-Gb3 assay

Plasma Limit of Internal
volume  quantification standard
HPLC 50 uL 2nM None
nanoLC-MS/MS 20 L 003nM  Stable-isotoped

Lyso-Gbh3
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A) Lyso-Gb3 (HPLC)

B Lyso-Gb3 concentrations in the patients
with Fabry disease by
A) HPLC and B) nanoLC-MS/MS
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