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L% ¥ERE (mucopolysaccharidosis, MPS) 1, S VYV —ALWD—#HTHSD. TO
JRREIL, EICHRBHRS E U THRRAIEETS Va3 /7)Y (GAG) HREEER
DORIE, FEHETTHS. MPS 1T, BEI~NIXBOBEIC K EINTWS. EEHARIC
BREZRIT, HEBRLKEHOHEBIZ GAG OLFEIET L CTERNEELT 3.
F—HETHo THBESFELEEENEEL, ERFRMNCIEEEZ PRI &3
LW ZOHREICDODWTIE, EE THBRHARBRENRRINT—EOUEEZH T THD,
HB5HDIIERBELAEN THS. WINbERBEEAICHREZBEBL, TO®%D GAG
DEBEHWEEFNIVEMEZZSNIMEREMRRIIEB#ETH -2, MoK ARH
BEEELLNTHREBREORWKBTHS MPS ORHRROERIIEL, BHFSIL,
ZOHMIETSRIEERE LT, HIERAMIMT O GAG 2L, ®E®REI/ OT NS
574 =15 T LI AIEEBSWE (LC/MSMS) Z2RAVWTERT ZFEERHL TER.
FERAMMZERAT DAY v ME, REDERDPSITONTELEHERTA - AT U—
SUTRELRI-THDENIRTHS. BEELSETINTY VEEE (DS), ~N)NT UHiE
(HS), 5% Wil (KS) O 3D GAG 2 MS/MS THIE TENXFLALEDHERE
HETEDEEA . INETR, FEEZRBVWTESEOHERAMINT D GAG ZRIEL
TS EAICE RV

KR

FIRT M ERICHERT A - A7 V-2 7B T20084E 4 A 1 S 14EORM
WERESNZHERABILOS S, HAHNOFERICRENBSNLTNSHDTHE 40
56 ORICERmMENzbDEMAWE. KEHNC 6 BICHV, & 238 KT D5 138 Kk %
E¥EBEELTHAW:. BLFHEERELT, AN MEEHE 2B W TIRINE |72 A
MTIEAS M HS AT/ 5728, AN ACEME 2B W TWSHERN S OBk
B L7z,

FEFERZLCEFRANRBTI+0—3N TS MPS BEOA T, FOHREEE
S5NTVEHDEEFEREELTEALZ. SENEMPSIEREE 24 (595 1 AIIHEK S
OBREE 1 EBEORESH D, 5t3/RE), MPSII BBk 14 (BERMAREEBAE 1
TaNVZN T 7 & —EIZ K 5BERHREELERER 3 BMRO 2 k) O s REZER
L7z.

Hik
1. BE
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AR A DI E END GAG TH 3 DS, HS, KS #HHL, 74 V¥ —(ELEEZHA
WTETAERESTFRD ERWEE, 74005 — LIRS GAG Z2BRALEICI DN
KABLUTESTILE., CNEBERBLTSIET, FERESF TR T4 NVI—L
KHERD, BR<. 2B@BHEPICTEELTHESNZ GAG 2 LC/MS/MS TEEL 7.

2. AR ORILE S %

HERAEMZE 3 mmTIKRITEIRERAE E L, 2T EMicrocon Ultracel YM—10D 7 «
& — Eiz AN 1 %BSAHE 100 pl& A T25 C, 2 BT L. Z41%8000 rpm,
I5ABORBETERLLIALV YV a »Fa—T2FRObOICTH L. 22 RO D50
ng/ml7K¥E# 10 nl & 50 mmol/l Tris-HCHEE R (pH7) 20 1], 5K 75 F—F 1, AN
VFF>—+t, a3 Ra4FF—tEBZ&E1mU/B0plE2skd FOREL ZEBRIERKE
w30 plz 7 4 vy —LicEmlez. KI0BERILVT v I I F—ICXDRE LR
37 CT12.5 BFHIINRE L 7. £ %16000 rpm, 1590 MOEHTELLESI/Z 58K
F—bY T IT—REANATINABL, BEELE.

3. RERHB OIS TE

K SEERRII T 5% Vil (U AKERR) ZAW, HSEEBRKRELT, Rfafin
NS /NN —ZFEFy b (HFv ) ZERL, ADIHS-0S, ADiHS-6SkU
ADiHS-NSZ&U/KIZKR Z1ER L 7=. Microcon Ultracel YM-10NFEE10 nlDOK S kN
HSEM#REEZHRM LUz, D2, EFRBRICa RO U 2HRMEUBERLEL, RE
EEy Pl O Al
4. HREEHE :

LC/MS/MS%iE & U TEESHTEHCIZAPLI 40002 A L7z, £-@mEkAEI O T 57
4 —%E & U THP1100 system%, A —hY 25— UTHTCPALZER L. H 5
IV Hypercarb 2.0 mm i.d.x100 mm, 5 pmZ{# /A L7z, 1 7 >1bi%kidTurbo ionspray
i, BT — FidMultiple reaction monitoring (MRM) negative mode& L 7z. KS, HS,
DSEBEXRNMLTHELND W, TNTHOEE/1F 0 (m/z) ML/ k%)
EWF LD RNV F— (CID) TH 3D, KSr 55 —YITHHET 5L, Gal
B1-4GlcNAc(6S) (MSD) & Gal(6S) B1-4GlcNAc(6S)(DSDYD —FEED —HENELN, h
5 Dm/zid 462.1/97.0 (CID: -80 eV)ERUTH 2 Z &S5 EHETKSEL TRIEL .
HSZANY) FF—F THHET 5 &, ADIHS-0S [378.1/174.9 (-22eV)] EADIHS-NS
[416.0/137.9 (-34 eV)], ADiHS-6S [458.2/97.1 (-52 eV)] D3EED BN E N/-. K=,
DSZa RaA FF—EBTHRT 5 &, ZHTH 2 ADIDS-4S235 5150, ADIHS-6S
- L ADIDS4SIEFNMETH U, m/zECIDAFUT, E—7 baBEHRRW. AEMSIX
ADIHS-6SHNIF & A EEA TN VWA, AR TIIADIHS-6STHREMZIER L, AHtiMm
BRIEN S/ SN E—7 ZDSHEDADIDS-45& LU THEIE L /2.

EREUVER :

HAERAEMD GAG %2 API4000 THIE L =458, ADIHS-0S O¥1513 87.57+28.53
ng/ml, ADiHS-6S D ¥1X 205.568+73.76 ng/ml, KS D¥FHiX 357.07+102.96 ng/ml
E7xo7. ADIHS-NS K DWTEHSETARRENFESNLRNHONENo T, 2PH
FICEDET, COMBMCHERITA- AT V-2V TREEZZTZIRN MPS 2FEL
EWSEEITEN, £z MPS BEELEEFHFERABM TOREDLRZETT> /& 3,
BONZENRDEN, NI MPSIHEBEEOHE 5 DAMOICBNWTHRKTH 7.
MPSII B BE O EBRIAET & BERMRBRERRE S ARBOKREZ BT 2 &, 1HRHLE
#%, KS 2R A+ D GAG MET L TWw=,

BERMOEIIISHOMRFFREETHD. REORIERFMIIN 10 2/BETHD, BT
DAY == 7 ERBRERBET 2I3FE 2R ERROERZ K5 ld/n s inn.

EEREBRFICNTI2RED DL, TNFTLERBOFETREZNETEDZ NS
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ACBNTENTSY, TN THETH 5/ MPS ORMFERO—B) & 735 WheE AR
BENz -, BHEBROARLT, TOROERDEHNERECHFEMRATE ST HES
NH0, KRERAYy bEBbnzk.
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5 V7 A AEBESHEN R AW
FrAER AR 77 a3 7)) A v EORE

I ZFERE (mucopolysaccharidosis, MPS) IX. T4 VYV —ARO—HTHbD, TOR
RBiX, ZICHREBEES L LTERNICFET D 7Y a3 7Y 2 (GAG) DBEROK
H, EHETTHY, BEHERIIREZRI T, HAERBRLIZEFOMEMBIT GAG DIk
EBREIT U TERBBEENLT D, FOHEBIONWTIR, HETREBRERBEESERZSH
T—EOHREDITTEY. HDLOIXBHBENELD TH D, WTHLERBE/NIC
VEREBIEL., ZTOHBD GAG DEREHVWEFRLVAEDEELZOLNDN, EREHER
REETH o, FFRICBNT, FEFIENRRICET IAIEE L LTHAR A8
PO GAG ZHIH L, MEREI v~ ST 7 4 —/F T A RERIHTEE (LC/MS/MS) %
AWTERTHIFEERFT L, BREIINS L UTHIRMEEFRFTICHAER <X - 2
7V —=r7HMT2084E4A 1 B0 1 FOMICEMENHFERSELD 5 5, BF%
HHOERAIZHEN LN TWAHOTHE 4 25 6 OMICRML I bDEAVWE, &
BRI 6 BECAT. & 23 RIAT R 198 MR ERBE L LTRVE, TR RMR-2m
B/hRBITCTZ7 0 —E&N TS MPS BEDOARM T, THOREEZBLNATVSHD 5 RiE
FREREL LTCERALE,

I DABMBREFIZEEND GAC THET V< ¥ UEiEE (DS). ~F HiEE (HS),
o & kB KS) BHHL., 74 rE—(FELMERAVTETRERES FHS EBRY
7ok, TANVF—EIZED GAG REBERQHICL Y IR L TESFLL, ThEEE
BLTHIET, REREBSTFRGE 7 ANVF—EZBRW I L THRBEHICHEL LTE
LI GAG & LC/MS/MS TEB L7 KSE 77 #F—¥ 11 THET 5 L .Gal B GLlcNAC(6S)

(MSD) & Gal(6S) B '™GlcNAc(6S) (DSD) D —FEEH_ERE LI, “h b4 EHFETKS
ELTRELE, S Z~ANR)FF—ETHMLELNZIRED—>, ADIHS-0S % HS X
MTIL2bDELTRAIEL, £72 DS vy FuAfFF—¥ B THETDIE, ZBETHHA
DiDS-4S BB SN 523, HS H¥ED ADiHS-6S & ADiDS-4S IXRIAETH Y, ARE Tk
ADiHS-6S THREMEZIER L. AHRMLBENOH/ SN —7 % DS HI3RD ADIDS-4S & L

THIZE LT,
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BrAEIRAREMD GAG & & T A~ REB/IHTR API4000 THIZE L72fES. ADiHS-0S D
13 87. 57%28.53 ng/ml, ADiHS-6S MDY 205. 58 +73. 76 ng/ml, KS DX 357. 07
+102.96 ng/ml &72o7-, HS RO ZHED—->, ADiHS-NS IZ DWW TS E+45 72 B
BOENRVLDOBENoT, £ WS BELEEFERAMO TCORED B LT L
A, BoNPRENBDLON, ZHIIMPSIBBEDBE 5 OABMMICBWTHRETH-
7z, MPSII ZU/BE DOIRMRBALART & BER M TR IEEI A% 3 BB ORMAEE LB 5 &L | JAHE
1. KS ZER< AREMLH D GAG AMET LTV iz,

ARRRICEL, BEOCERTEEN,O | REYTY Offiks, &7 s~ AHESHTE
DEAZ Y= > TORIBERIZOWTOEMYEH o, RNT, BIEOBRILEREFZEND
AT A OEE, FERABMUNOREER., ¥ T A REESTEITO £T,
KM —7 OHBITE D, FREORIT L THMOY —7 LR¥EY— 7 25BEL TV
BN OVTOERM Doz, BRICFEOCHEEHEN LRBATIIELARRIER
EVEVREORROTEEL . ZRICHAVRET SHBERCOVWTOEMEH -7,
WTFROERIZR LTH, BEFIIER» ORYREEE L,

A RIIFERE T HRELD2L, REBFERABOLTHY ., ZTRIIRERN BT
PHNTELHERTR « A7 Y=V PRELFA—ThHB I b, fEREFABOFIET
BEZNETEDLWVIRTBNTEALTEY, ZhETHRETH -7 MPS DEME RO
—BhE AT E TR LT, 2. BEIRROLZR LT, TOROBRERDRHER LI
LEATXLARBELHfFF NS,

EBEEE—RIIZNOORREEFME L. RERRBICET SHESCREEAZR &b 6
HHFENEL (BR) ORMEZITIOCHELSLRERERTDHI O LHE L,
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