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MR GEE R IdoA =X A MER 5 GlcA =% & B &
B ; GalNAc = N-Z & ¥ L # % ; GlcNAc=N-Zz &% % & &

5

; GICN=%%7}7§H§E ; UA =Tl§§’ﬂ§ﬂ£ ; S=)ILE£E§; ; Gal =~$-
ER

MPS I
HL&&E?H%:
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IdoA-(GalNAc-(UA-GalNAc),)(S)m* n=0-5> m=0-11:
IdoA-(GalNAc-UA),(S)m* n=1-6> m=0-12;

n B B AT R R B
IdoA-(GlcNAc/GlecN-(UA-GIcNAc/GleN)p)(S)m ° n=0-5~
m=0-17;

1doA-(GlcNAc/GlcN-UA)n(S)m® n=1-6° m=0-18.

MPS 11
R R R E R B
IdoA2S-(GalNAc-(UA-GalNAc),)(S)m*® n=0-5> m=0-11;
IdoA2S-(GalNAc-UA),(S)m n=1-6 v m=0-12.
B L B AT £ R B
IdoA2S-(GlcNAc/GleN-(UA-GlcNAc/GIcN),)(S)m® n=0-5>
m=0-17;

IdoA2S-(GlcNAc/GlcN-UA),(S)n > n=1-6> m=0-18.

MPS IIIA

mE BT E R B
GlcNS-(UA-(GIcNAc/GIeN-UA),)(S)m® n=0-5° m=0-16;
GIcNS-(UA-GlecNAc/GleN)(S)m » n=1-6> m=0-18.

MPS IIIB

RER L ERAT R OB B
GlcNAc-(UA-(GIcNAc/GIcN-UA),)(S)n’> n=0-5> m=0-16:
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GlcNAc-(UA-GIcNAc/GIcN),(S)n > n=1-6> m=0-18.

MPS IIIC

WER L EEAT E R B C
G1cN-(UA-(GlcNAc/GleN-UA),)(S)m *° n=0-5+ m=0-16;
GlcN-(UA-GlecNAc/GleN) o (S)m * n=1-6+ m=0-18.

MPS IIID
W B T B AT K K B
GlcNAc6S/GlecN6S-(UA-(GlcNAc/GleN-UA),)(S)m® n=0-5>
m=0-16
GlcNAc6S/GlecN6S-(UA-GIcNAc/GleN)x(S)m * n=0-6 >
m=0-18

MPS IVA
n B A K E R B
Gal6S-(GlcNAc-(Gal-GIcNAc),)(S)m* n=0-5> m=0-11:
Gal6S-(GlcNAc-Gal)n(S)ym* n=0-6> m=0-12.
il
GalNAc6S-(UA-(GalNAc-UA),)(S)m® n=0-5> m=0-11;

GalNAc6S-(UA-GalNAC)a(S)m > n=0-6° m=0-12.

MPS IVB
RE AR F R B
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Gal-(GlcNAc-(Gal-GlcNAc),)(S)m® n=0-5> m=0-11;

Gal-(GlcNAc-Gal),(S)m > n=1-6> m=0-12.

MPS VI

R R R FE R B

GalNAc4S-(UA-(GalNAc-UA),)(S)m * n=0-5> m=0-12 -
GalNAc4S-(UA-GalNAc),(S)m > n=0-6> m=0-13.

MPS VII
R K h B s
GlcA-GalNAc-(UA-GalNAc),)(S)m > n=0-5> m=0-11:
GlcA-(GalNAc-UA),(S)n* n=0-6 m=0-12.
R L EFT R R B
GlcA-(GlcNAcS/GleNS-(UA-GleNAc/GleN),)(S)m> n=0-5>
m=0-17 ;
GlcA-(GlcNAc/GIcN-UA),(S)n > n=0-6 >
AFEMOAREWERBRACRERS 122 13@H%H 5 #
BA BRIEOUAEKEBREFR TR —BERERIS>TE
AMiB5000Daty — AP EEYF - B4 ROTZAKXMKE
ERBR AL BENREBGERELEBA)TRRER
ISR EABBEEE IR OADZ - FE T R M
THRRBRFZEANBEEREF °

m=0-18.

%5 4
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MPS &2l : HEREBHRAEADBAFTENHG Y
el W SHIHBAR 146 MPSTI EXRRERTH 64
E 8 (B4 &R HNAc(S) ~ UA-HN-UA(S) »
UA-HN-UA(2S) ~ UA-HNAcS ~ UAHNAc-UA(S) ~ & &
UA-HNAc-UA-HNAc(2S))#y e K P47 TR & - # 6 %
FEBYTe SHETTHRA TLEBATEAHBAHXR
MPSIT 2%z FfaEgh - #8BAMPSIEX RN EHERY
BREB-TAERBR 12 F > wlhramull »r AL ARFRE
(GIcNAC6S(d3)) W H B L B ERFTTHE -HAF 1
umol MEF X BEH W HBAEMPSIEHFRRBAEITTITA
PAEHXBRLEET TN - B 12 VP E5EHKBERE—FFR
R ER NREXSFATHRABE(LRARTERAR
MPST@) KPP SHhBAMARAOHME  ALHAVE
EEFTHRE2HFE I5arMmH BAIRREFRERBR
THREB O ARCOIREA KT ERME -

R

MPSTIRegsEx: RAB2HHBR3IH MPSIT &£
EERBUEmBESA 0 M FhFARREBELE
(BME)A % 6 R - Akt il tepiRiyg &
BETHEIHAE MPSIE X AN G ERBETE R (E
13) c HHEHBERXREAMPSI B Z e ZANFAREINGE
BAHAKPFEFBEEMHLEZE REARRN RE—BHRBE
# Btk SF5344 B @ e & &8 W UA-HN-UAQ2S)® 2 2 B
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0.034> @ & & — ] MPS I & % ) 4= o #% SF 2662 &
UA-HN-UA(2S)48 # K F & £ 44 % 3 4 (B 0.090) <2 ] & &
EX W ERFAEAREUL I TFTEEBFAHBHER L
B2 BTERBAPRELZFEERMEZ M o8 MM -

B Bl 6

MPS IT R ey B & - MPSITH &%k NbtyFsEkKFR
ABRAANLEAFRFHMBMME N EBMEEKZREA 0.5 umol
BB EEH AR PMP A B AR ER > H HMEER
B RATERSLE AR 8N - REWAKRBZEARE MPS T @
B (n=7)) & F # @m%ﬁ%%$m2®‘&&ﬁ$ﬂmgm
BRUMmEBELWEBEAAT NN - T MPSTI B X HEW R
RREAEF —BEAAAEED  AARAPRBAERCTAH
XBhieék o B 14 B8 MPSTI B HmMEFREY
hﬂM%%ﬁ*%%%%%%%$%%ﬁ°

S TFTEBLoHEAERORELRAEAETRLE A E
ZAENM  EXABEREROBREEH N MPS & B X R
EFEMEZHER -wB 47 KREBEHEKF A

BEREYBRERZIMELERFOAMME - 4l > R8IQ F
AR B WANRX ER AR REBABEM MALZHRABR
BEw) % 4k B (Scott et al.» 1993) - E s » B A W402X
SR EARNBFAEERBATPFAASA RIQEFMLAR & &
%%%*%j%@Mﬁ%°ﬁ%m%%$%%ﬁ%&%%
BABFONREBIDSTRETHEARETE > BT UA
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£ LSD Em AR M A XTAR BEHZEHRLAHL > AR
HAEMEBRER Biohiik K2R B EHEEY
Bl Bl F A BT R A48 B0 -

£ %l 7

MPSI B ¥ EBE#: HAELMAREEKPFHREXESN
BEmepF o HESERERS MPST B B RBRAEeFEELK
T - B ISERHA MPSI &8 FHBMH
(“BMT”) AT & R EE G B H K-PF £ HE X T HS AT KR E MPS
IEHHEARBA AEXFTHBHEANEIRPE ERE
RBERBRBELR  -HEBERBREA®IT MPST B 5 ¥ £
f8) 64 F 8 (8 UA-HN-UA(2S) “HNAc(S) “UA-HN-UA(S) »
UA-HNAc(S) ~ UA-HNAc-UA(S) ~ & &
UA-HNAc-UA-HNAc(2S))# 4T o # - EFF A T L E &8 F >
TURRINAHRENFHEEFR -l FHBHEATAN
UA-HNAc(S)#y /e B B B 1393 mA B U B HL B F 3
AFE SR BHRES>HNE 839 2.12- M A » £ 5 8
AHBEAN UA-HNAc(S)® B B E B 0.04 -

K 2% 1) 8
Rk I HEE ARBEXRKEKEE MPSIVA & MPS
IR X EAEXFHBANTAYEENAESTHEE - 5 B8R
AEITHEZFEENARSHH KRB 16 RE 17T)BR T
ARBLEEHFABZXFTHBHEARRBHNAMRBFIRABEASH
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o B 16 T THA MPSIVA L EEXBLFHRBHEN
B AEAREBITE GAGAAH KPP # -2 B 14 MPSIVA
LRABERARBANRERELERN(TR) UAFHSB
Mk 0516 RA& 11.6 F(HhX4hthk  ELRAREAR
) HEBEBERAZRBRAT LG T EETEENTNE GAG 5 47
BRABRBHBAFREAREMCLRE  AFHEEHMB M
M3 -

B 178~ & MPSVIR ZAEREXFTHMSEAT R A
MEBME GAGHH KL% - e MPSVIgsEmar @
MAEARBALEBERXFTHBEAAN(FER)ANRELBHEAZY
1140 R BER 49 F(EXEH - ELUABRBEABLE)ERE -
HEBRARAZBATLA YT LT EBENE GAGo M &R
BRBEHBAFETREMALRE  AFYHEEME LK 0
W o

T m 9
Bk NI EE: FH % LSDEHEHAA - 4 40 MPS I
XBA - MPST & A ~ MPS VI & & ~ st & MPS VII /i

ABA - MPSVIE ¥ ER#HEAME MPS AR E R B9 A XK
A BRI ERAERARAFNBRERER O BR EL
RETEES2ELEHETR - ZERFKH > A A MPSIV A
HEDMELZY ERERBE T A A MS/MS ¥

B RMARILCEBRACER  REETRABRE - & T
MPSIV A& THAKRSE |BASHEQRO £x/kh &
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B A BER(rfAS" )R MBI BAL TRE EN
rf4S(1 ZE H/kg)e % 28 A > A BZ/KEB E( £ 51 /kg)
HHBRERIBERANGHETLR -

MPS IV S kiR v o RAZ A WAL EH N-Z 8@ i X T
B (“HexNAC”) R it ¥ # N- 2@ A C B -B B &
(“HexNAc-UA™)H % - B E B e F BT AEREALMN
BRMEARRGABZIHGER ARG RAMBL  BR
4@ MPS VIR L i R e B E A BAERK oAl
B EHEALEFHE 22 A3 B EERFPLNY 2MHEA
N ARG BRENRZTRAEZIMEBAKFERER D - £K
%%iﬁ’ﬁ%%%%%%iﬁﬁkﬁﬂﬁﬁé’ﬁﬁﬁ
SR EBERBRIGH FTEBREBBRAFERILARE -
T BB ERMERECBETUAR R W BB OB E DL
EHEEHRBELASIDLEERRES BEHZERRK
BowReWERERKITES MPS 8 R ¥ - XU &2
it RBRRE  RMAEFRZREAMBAGRE ~ Fliw F R
BMERBRE - B S G RO HHEHBZHTET MPS
CRER  RHBEMRLRARE > ATHEEFEZRAHKIK

 BENMHERTE B BEMHERFTE BRI BE
HHELEREME -

F A 1>9-—F AT F E(“DMB” )& # 7% & B k&
GAG - & & & 5 % & ERT /4 % $4 /48 GAGA % A MDB
AW ERE  BAEAEHE MPSVIGH A HBEHHZHL

—EBARYFTHMER 18)- S B & & %M GAG K+ £ KX
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{2 RAMBREY  ARB IR RHBAL > EARxbe 28
ARNBREAABFESZBEY f4S B B —% - £ R E 55X
o OOR > SR ETANMKBETLGHY AN GAGKF MM -
B ISETWHAKREYSHM(x) MPS VI k6 % & % (o) ~
MPS VI 1& & & 76 % & # (O) > MPS VI & # & /& & & # &£ A7
B TH R ANEBEATE - 4#EHA DMB 8 44 % Bl & & 4
GAG K F » #48 £ 42 £ 1 B WU B -

# A ESI-MS/MS 7 4 7% & Bk GAG #1 £ 5 8 - H#
¥HB - MPS VI % R %% - X R 846 % MPS VI %% - B& 4 5
% B~ W 1B 8L A $8 MPS VI % &% ik & 48 B 4 & 8 (Ramsay
¥
T EATTER - £ KL EH MPS VI 52 /& B # HexNAcS %k
FREHMW L IS—25ABBIAEBARTFAELAHB G Y
By 4—54% > EI0ORBAEFHHe 742 (E 19 KB £
CREAERM2S RAMCERBYRERKRLH B MPS VI #
ﬁwe%N%%&@%%*%ﬁi#ﬁ%m#%&ﬁom
X ERAESSARBWME B EARLEHE]L £ 1
/kg) * # 18 ERT &l & 4 #1416 B 4 K F 4% sk 48 0 > K F 3 3t
EFRREER MPS VIS PRMEKRFE - B 19 B~ R
¥(x)>MPSVI 2% % & (0) MPSVI KB B R B 9
(O) B MPS VI & B B R HM(A)EMBATHRERRE
KF -HexNAcS ERREHERA B A ERA L LR E A
B W& -

TR P I exNAcS-UA B ey e 8 X &

Mol Genet Metab 2003 ; 78(3) : 193-204) » & kW Xk

-
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I5—2S ABEBEEY HYHM 1548 meS OXRFRYBE
Y& ey 37T/ (E 20)- R ERABRENNERAE T
EHBELL RGO EANAILERY RS T EH Y
A MAEBELAANRLEEY S ZAAREERN
MPSVI®##Ei - £EAY SSK# > "B ERTEHELH B
GFRABRICERH S EAM B 20 BT 8 A K EF (x) MPS
I k% % & % (0)° MPS VI f& # & & % % 4% (O) X & MPS VI
EEEEAGHMNERBTHHMBERER
HexNAcS-UA # &4 A & B & %A A & £ & R4 R ALE -
26/173 MRM #: F # A7 R & &9 JE B 1t % 4%
HexNAc-UA:» & —# et G GAGH A s H EH > B LR
MPS VI % BE R Ak 6 > B e 42 — B AR £t B LB o9 B R
BBl e o % HexNAcS-UA Bt B B EH B
HexNAc-UA Lk & £ 0 > T U B E MM M &1 R FA
BA(B 21) - B 21T~ AKREF(X)>MPSVI KR H
#(o)> MPS VI KEEXHZHH (O) RAE MPS VI F
BELESY (MEFBE-THELELESE - HexNAcS-UA
B HexNAc-UA % EHAHREMERA B EXZTHME > E N

tb {8 & & o
HexNAcS-UA/HexNAc-UA tb {8 3+ R KE & &5 84 3% v M
ik > 48 R AP BE T 88 B 69 ¥ ju - exNAcS-UA/HexNAc-UA

A S 21 5> A EX H B 3348 mA 90 X &F A
REBHY 47 - THITUE R RAE ERT @a$ 4 2 M
MER -ZBEAE ML HexNAcS-UA/HexNAc-UA b {8 2
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E¥XHmAAam nBRBELRAGHAKRE L R Y MPS VI
A BEBRAHARERBL  RH 55 R &
HexNAcS-UA/HexNAc-UA b {8 /& /M 18 7 % @& B 48 X ° S BE
B EEFAEM KA HexNAcS-UA/HexNAc-UA b & &
0 0 38 Ao @ 3 Ao o

ok GAGFTEAERBWYER - K&K KR MPS VI @ g i
mmmw%ﬁ%$%%QMﬁ%m’ﬁﬁ%ﬁ%wﬁﬁf
—EBAHgETYKF(R 22) & >~ &% T4 ERT $# 2 &
HexNAcS K FBETFTE AR EZBHME  -EZH AL K
BEABT TEINRMARPF - RKEAEZE OO R R & &
—EEZHFERF AR RYHEKEHE MPS VI H R
Mz M PR - HARSEOB S HAKFELRIRNEF
MPS VI X & MPS VI A &6 B &% (B 22 £ F 19 th &) o
EX >  AREAMNHEN R ERARBEAFBREINGE RER
2 REBRZEARKE  ERXARAHKHOFTELTRANEL R
AHMBRBAAOSN  HwohiR -FHREAKFTRR A B
TR AAABME AR BB 22 BAoF 89 & K IEF (o)) MPS VI
ABE R Y% (m) MPS VI & & & 4 & & 4 (o)X & MPS VI
BB EERGM(A) AMIRELERFE AN EHE HexNAcS iR
B - 34 HexNAcCS REME R M E AR - w F#H K E
BB MMM K2 RRELAT BEEBREY T H
B X#BT

K % 10
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MAEFRBYOBHL/MEHIL BALECEHKA RN
MPS B M A FRBELBRHETHEN THRABROTER
FRBRICZEHILATEERB LRI AN R E
B TRHEAM MPS BARE & —F )TN L &4
REMEEATET M OBKRME -

REHBR MPSTI EEWMABRE R RS %t 35k
ARNAEARI-SA ARARBARBLIL TR ORE -RiZ LA
R a-L-X HERBETHEA AT HFERRMEFT (100°C
Smin) AR FEMEHEEE - REAER o-L- X A BREH
BEHL IR MPSI & B R EENER AR E
WKk ERA MSMS Rl - B 23 B~ R &A1 A a-L-X 4 4
BB THBHLHILCATAHRBRAEA MPSI B e 2 RRE B
BREBAXKE HBRAEAMPSIZS A BEHerEMERER a-L-
XA REREBRALHL EHFLT(EALEL(TR)
MAAHERBKPFPETARL - StHepExaRITEELRF
RIE - B 23ABE T8 & MPS 1 o ¢k s B BR R P &9 BA % ¥
m o B AL R R ek &3 w o £ MPS I
Mk N-CEBHHBEBER(B 23B)EE A B EM > W H R
MR R R o BAE W o) R EE L ALK HNACS »
HNAc-UA -~ R R Bt & T 8 -N-#i 1t # &8 8% (HNS-UA) X & (B
23 W3 R #% C-~D-E)- AR A% HNAc F &
Bl R EBEAS S MM m MPST B % 4 a4 UA-HNAcS
BER M MAK 12 R AN 4 8B & 4k (B 23F) -8 23A = UA >
B 23B = HNAc ' B 23C= HNAcS * B 23D= HNAc-UA > B
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23E = HNS-UA » B 23F= UA-HNAcS- s &% & R 8+ * &
%4 H 8 «é'fb&éﬁ&ﬁzﬁkaéaﬁb%ﬁ'éﬁﬁ% B R
AA LB BB REERMBAEYYE > B4 sk H MPS
oA AT E M

BEHRZERKRE 2L L4 MPS 8oy 8/ & T XA I
AT XARKRREELERARARN T R BENRE R
dH MPSAAM W BREFTEZH - Rtk H4&BEHB GAG
NI Es > MR FER - BN EB AR TREBL T
AR ELRBER -2 28 ZoBHBRRXSTH
GAG: ® HZERBITEAK - ZFT FZLTUAHARKR B
ﬁ%%m%ﬁx%%%%%%&%#&~aﬁ‘;&m#%#ii
BRu > A¥ B 2% MPS RmEATEMH -

RTHRUE  C2EABAFTELTUARNERBERY
%%%%’%ﬂu&k%%@?uﬁi%%‘iﬁ‘ﬁm
HEEA MPSHABEMLYERES T - St A A &ER
HS TEA M BAERLEAEZRRG O G EHBEHERE -

£ 2% 5 11

MPS & # % 8% LC-MSMS %2 & - #/ B DEAE-Sephacre
&R » A A (NaCl w2 2 0.1 3] 2M)BE F X % & B » 4 » &
it MPS VI &8 R R B AR & GAG: K% & BioGel
P10(200mM > pH 6.0 FE 4 ) B BIE - By N EZ B Mo
BT B AMN®TLC-MSMS AR AR - & T # 47
LC-MSMS 4 #f » # 0.5 gy BB EFETHEA SMO-(4-
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B A& ¥ B )-8 B HCl (pNO,HA) » & M7 200 mM ¥ & 4 #
HHpHA2& kR F 37°CHr & M 7 @ K- £ # 47 LC-MSMS
WEAM  HHRRBELENBZRALL S

WK ERAW o LC £ Alltech C18(2mm x 150mm)4 k # 47

0.5mM = zZ # (TEA)

it FE N LB R A.5mM TEA)F0 4 5% B (60% 2 5> 0.5mM
TEA)XW - % #& % /£ A API 3000 API-SCIEX $ 3t 4 % 4% > A
BREBEO02EHA /54 - EHMAEANARB 0.05ug 9 T4 4-57 8 B
s OSug UA ¥ B T8 AL FBWAEHEN pH4.2 F

B4R R R A - ®
BEKHBARRAN KRR/ RAI T - B 24A

BAWATHLE SI4eg[M3H e R A e HHE

®= B TR

GalNAc4S-UA-GalNAc4S-UA-GalNAc4S-UA-pNo2HA » 731

& X &

GalNAc4S-UA-GalNAc-UA-GalNAc4S-UA-pNo2HA - & 24B
BrH A B 24A 7 AARMER 4-MBEHBREETAY
CM o WAL E SI4eydl % &G HLB 487 4 731 ®
#E R T R & [M-3H] % [M-2H]*- = # 1t & #
(GalNAc-UA-GalNAc4S-UA-GalNAc4S-UA-pNo2HA) -

5 12
BAERBAARSB EmB MPST 28 K E - GAG & & & &

HEZBHAEANAR ' B NBHESEBIBBEEE » &

BRIIMBERREAN T LEZBEHOFERLE R E A ER AR
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BB AEBBEBEREYN RIS REKRKBBa-L-X B
BEBEFBHBAAETRABIE MPSI CEE&BEFTHERR
M GAGAEFRARBHFABRB AW AEASHRBASER - &
B A w8 ZBRRERITE A RE GAG # A &
FRBEBR IV ARBBRBESH N E # MPST & %
R - FAETEEER TR EBH I XY L ERE
FER REFLIFRBEANAa-L-X A BERHEFHEIL &
Tﬁiiﬁ%% BMEREAFERMERN® - RAE MPST & #
%%%&Eﬁﬁ&@%%ﬁﬂﬁ%%%g%&ﬁ%%%&
BHER RABBF AN EBR=ZB FIORABRAE
FORE WM - BBE MPSIRBL@BRABENTET AW
Fao-L- X HEBBRTE TABATLAEESBRR
BN BREBROKT  ERFTRY MPST AR &K
Eeo@mB RAEWHGATEARF RN RAMBEN
EMmMHR RIAIFE-—BFIFHRBED > F R Ha-L-
AAHABERTBYOEDREATERE > FAEAMEAXEEIR -
T GCACEEBHETRIARSIBEBRRRERL AT AR
MBENARARLEAD 2R BEEBEBAEMPSIEES RRAR
AAARNRBEALIBAREA AN B ABXFTRBHA
B EEHANKERR -

TRAR -FMAEG@REEZETRMA B RE £ 4 B/
Gibco BRL 3 - & 48 A #$5 o-L- 3 # 4% 8 8 i # (rhIDUA) >
ABN-LEHBEABK-4-BEBEHAALEN-CEYHB
B2 -6-7h B: B5 B8 39 4% CHO-KI1 2% 4 % W 2 # - DEAE
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Sephacel #4 B Pharmacia /» 3 ° ¥ # 3 FA Bio-Gel P2 & B
(@) A Bio-Rad 23 - Cl8 e B EREBE AR
% Mt B 4T 8 0 PMP 88 A Tokyo Kasei Kogyo 2 3 -
R HRBRAERAEBM A HPLC & » mA A F & A &K
BUB R - EBEATREARDEZAMA

# -20°C -

MEE AR RBLLEBEREAEZEEARANTE O L
BEHRER E¥HBAEAMPSI(F - EE)EELWEF RS
wmip o ERAASF 10%(v/V) 4 & % (FCS)#y BME 3 % &
£75 Bk P ARAIICHBUNBEENASA 5 %CO,3
AANZ A B EAR@BREZEHHES (2000 gk & -
AR BARABEBRBEHERAERIRE  ENKepBFLE 20
mM TrisHC1 > 0.5 MNaCl(pH7)¥ » 8 F %k HM® 155 - 4a
B4 % G #% A Lowry 5 B & - RhIDUA # #w 2] MPS I #| #
BRrébmpB P(RRBEEBLOOA)EZEANE RSN T g
W E@BE/R o B R E#%38 %A (FrhIDUA)E 5 X - MPS 1
R BB ERRE THRAB LR EE —RAE S
AR®EE -

FBOEE %5 MPSIAHB RSB LB RBE A
REBZABLOFARARHBEF @BKE - ERARIFHRE
(ISTD)# o B RIR M AT A AN H 24 > K% » b % T
MRM 8 7 # - 33 A M (R Bs A 2k B AN K5 7 &
FEOBEBRFAB 25N - B 2CSBATHARERG G
R hE B mB N MRMLILE - %% MPST AU R & B
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m%%&@ﬁ&%& %22 158 - trmBRRY 47T
ARREEHIMEH>AEEMRMBET S - BBA T T4

B REMPSIBEHAHBEARAAL LWl - BT OR
BB B (m/z 632)4 0 R 3% AR BF R &) 3w L E F B B R &
etmppiatt MPST &% Btk R BHRY -

ARnAISTDHLE AE RS bmLNnmETSTERRY
S E L DS AT A = (m/z490/982) £ 38 % 4 B 44 Hi
AHB ARG L@ AE =B ERMLHLE MPSI & F K
BRégsmpRA‘E S wEMSMERRYE MW EYH
BRS4mbrRN et S 10BN =BRIFNARL

TawmeAEL o RBuAEh 6A MPSIT &&X & KK

Hta o WM (m/z806) % — ¥ AL FR8®E- RME(m/zT720)
R BB =& HS(m/z 1020/509 B m/z940) 4 2 B %%
e MPST & 4 & A St b i 783 % -

BERE - ERBAZESRAAEBERGZ A MPST R &4
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M~ EXEABE

The present invention is related to methods for diagnosing mucopolysaccharidoses
(“MPS”) and related diseases. This invention pertains to methods for identifying and
quantitating biochemical markers (“biomarkers™) that are present in biological fluids or tissues
of a patient having a MPS or related disorder. One aspect of the method comprises
determining a target quantity of a target MPS biomarker oligosaccharide from a target
biological sample taken from the target animal, and then comparing the target quantity to a
reference quantity of a reference MPS biomarker oligosaccharide for the diagnosis,
characterization, monitoring , and clinical management of MPS and related disease. This
invention also describes a kit comprising a oligosaccharide derivatization solution; an acid
solution; an internal standard; a solid phase extraction column; a solid phase extraction
column wash solution; an oligosaccharide elution solution; and a set of instructions for using

the kit to diagnose a MPS or related disease.
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