wt E ®» R

(_
N
&

R XEL
iﬁvnb—-5i—ﬁﬁﬁ@ﬁﬂﬁ?Uwzw779—EBk§ﬁNﬂi
WHXNEHEETYNZINT 7 4 —PBRETFF VY AERERORE

SRR DB

YObh— - 53 —EHEH (Maroteaux-Lamy syndrome, MLS; £/
Mucopolysaccharidosis VI, MPSVI) RUYY —LAEREDO—F T, £XET U
WA T 74 —+B(Arylsulfatase B, ASB, EC 3.1.6.12) REBETH 5. ASBId.
FIVIY ORI RO F KB ON-7TFIVHI T M I 2 -4-RBEOR L
T AR THD. ChARETZ L. RAEBCOHNEMBEOY VY —AFRIZFI
Y UWMERLI Y RO FUORBMNERL, JUaYI )T ORZLSHEYHIR
IHEtE B, FiZ, BESRLE. KEOIRE, ABOES, RTHEHEEsSNIcEL
DRIV AV VTV A OERICLIBEREEZELT,

ERERRIIC, EERK R UREEHBICE D EE, BERVCTPHBICHEIND, EEY
BHERE VDI, £ 2ELURNICREL. 6 ~8F THRER2E1LETS. thOMPSH
R, KBUEROKRBOEBRNE L, HITKIRARELZEL, £<E20~3 0K
ODAREIZEDETT D, BERIIREUBICEEL., 40R~50RETEETS. b
RASB cDNA O Bt EEHE RS, RUASB BRF DY/ LABEIIBICHRESINT
Wb, £MLSIT, FREESEBEHEZRTEFICHIFI (6 0OFAHED 1AL
T) THBDT, DU VY - LEREL BRI, ERIAOEZKRENEZ NS, BHHE
ETIIHOMLSER ONTFEYENRTNBE SN, ASBEEF LITR A 72ER
ZENAEVWHZIN, INSORRERIZESASBELREDERKRPEEOREDHRE S
NN, WTNORRERDBEILICRLR > TS, LML SHEETIZ. BE
TRABERRVETIUCHRKTIASBEAEMER S NICEERESERY &, BKRERE
DEBABIRIIRZRHATH 5.

FHETII—FIOBEAERE MLS BED ASB #EEFERICHI BT 2T
72« ASB cDNA % RT-PCR ¥%:THE, 70— 0FR -0 0 FRURE
EDNADYT AL I N — DT I T RICEKDMITOER, ASB cDNA £, 1261
BOT7ZNFIVIIBBRLUEFREOF DL AREREZRVWHLE, TOEERD
7e®IZ, ASB cDNAD 421 BOINI I VEIARCHA My 7R ERRD, 533
T/ BEENSHRDASB YN IBDHAIINVEFIIVEKER 42 2BELUEDL 125
BEOT I ENRELUIARELASBEAE 2 REATIIEMNBEDOHER THD ETFTHEE
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Nic. BERBEDNADY ALY MY —H T2y D P B L BMTORE. DNA L
REWHTNAHEBRR, RASRASORBEICHEET S (homoallele) &
ez, £, —BERBERICLD, TORERLTR -7~ ASB cDNA i1,
BREEERE LA ASB YNV BEART A ENTHI WA, b MEsEBERD
ASB Y UN IR DEMBBERTMREZINTWS, Blb, REASB ¥ /N7 KiZ.
43 kDa. 7 kDa XU 8 kDa DA FEZETH=D00H 1=y ME&ET. &Y 71
Zv bOT I /RIETNTN, Ala-41. Ala-424. Asp-466 TH 3. EHEI-H
WTRWHINFROEEBRIZ, Glu-421 OF B2 ABRERETHD. /%
DENRBERBRZEOTIEZER LARVNIE, 7 kDa X8 kDa OH T =w k3t
RELZ 43 kDa DU T A=y FOIZBREBEINBZENTFRENSE, T2 XS T
Oy 54T DRRTIE. TRASB cDNA HA 293 MIIZB N T, 43 kDafhED
N ROBMMAEEI N, ZHT. 7 kDa kU8 kDa OH 1= v MNIBEREMIZ
BDERORRTHD I EETHET S, FiZ. £RASBcDNA H AMAICZBT2 36 kDa
DN RN, ZRASBY VNI BEOHBMMEE SN-FIRESENEZ S NB, 7
DIWANT 75 —E A, CRUETZTFUINAINT 75 —EO—RiE&ENEIZH/E =N,
TNTNRBICEZEUEINRENTWB A, ASBD 7 kDa %Rk 8 kDa 71—
MZBELTIE, 7V WAINT 7 5 —EBHICBISHEENRD SN, 5T, h
ST, TN UFELI RO FURBERIITFSL TR EEZ SN,
FRATHEASNAZED., HIVEFIINEKBMREASB YNGR, FUNZLT 5
S—CHABEORETHIp-Z b OATF 1) BB ODRRIEE2Z2ICHE LTV,
CORRIZ. ASBIZH T RAAS VSR B WIS 2R LU, # - T, KBEC
BOTIES AIVRF DIVKIH 12 E A RIB U REM ASB 5 U BO A DRI X
. IO BfEvo b— 5 —ERBOFERTH S EEZ 5N 3,

SE. MLS KT 20 FAEMEH - E{LFMBRTFINERINB 2 &ickD.,
BRDEEASB B FRATERNASBEERSY N BEORMEDHE B, HFLA
WTEIESKHIND Z LN EN S,
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FANRLEBEBEOEST
X A& H B A B M i
Bl &8 #H & /N K F =
B OE H B OB B A I
oA H B @ ) HES

% f X E &

BEffvo b— 7 I —EHEBERETYVINVANT 7 7 —EBREE)ICR
WHIhEGRTIVINANT » ¥ —¥BEETF V2V RERERORE

AIIES VY - LEREO—ETHD £RBET YNLRLT 79 —+¥B (Aryl-
sulfatase B (ASB) : EC 3.1.6.12) RiBECTHB<O b — + 5 I —EBRE (Maroteaux-
Lamy Syndrome(ML S)XItMucopolysaccharidosis VI (MP S VI)) EERIDHAA—
REFIICDVT, B FAEYENRIT 21TV, CORBORELMES NS A S BBE
EHEDORIE% A S BBETREOAE, SI|I LS ELAbDTH S, ASBid, Fi=
5 URBEP I Y FOA F U RBON-TEFUA5 5 M3 - A-TREEO BB LA A4
ZBETH. THHRIET B &, HAHEBCARMEIED Y VY — LhicFIL< 7 VTl
PIAYNOA FURBAERL. VY1) S A D ORELLSRYINERPICHtxh
5. BICHEAL. HWIEE, SRES. BREHEEROEL OBRE~DY 343 )
7070 ERIC L BRI E AR, ERROREFSIC LY BE. SRR
SEah, BRERRYRRE bvbh, £%R2FELNICREL 6 ~8F THRELELT 3,
KEPIRBOREE LB . FABIGIRELE L, £<1220~3 0RILTE
ICK ORI T 3, BIERUIARELRICRIEL. 40~5 0RETHEET 3,

E FDOIEEASB®D c DNARUEETY /) LHEERBRICHSMcIhTWS, $HE
BRI IBEE TIC 1 3FIOML SERIDSI FAEYEMNCHIN SN, AS BEET LK
RIERRERLINGITL A S BEREOEARPHEEHORELRHBEN TV 3,
L LBEDEZ A, RHEINARARERIBETLICRLE->THD, AS BEEFER
LRRFTIIKERT 2 A S BREEBELOCBREERS & . BARER & OHBIRIE
BRIEAHTH 3,
| AT, EERML SBEEDY LSHEDASB c DNAART-PCRETHIE
7A—=v T LY==y TESTS LERIC, BRBEEADNAEXS S LI b v—x
Y VTETRIT L. ROFBLSEHSM L7z : DASB cDNAD1261FZDST
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S hF I Vit BRUAFEOF v Y AEERERERVH L, QT ORRBERK
&O\ASB@421$7»9£7@(G1w421)%S-FTécDNALGJF
SHZ by TaARYELD, 5337 1) BEESSHSASBEEEDONIEF VIR
ﬁM422$u%®112@@7&/&EEﬁK%LtX%éASBEEEﬁ%ﬁT%:
LATRxNT, @BERBEEDNAXSAVI b - =Xy TETHRIFL. O
é%%%im@%&%ﬁﬁ@méwmﬁﬁié(homoallele)&mﬁén\ﬁ
VEFULKELL 2T I MEBRELRE LKA S BEREOANFBE BV TSRS
xnBTEiid, QEE, —BHREFRT. JOSERERICIVBREREXRIAL
t*%ASB%EE@%&ﬁib%:aﬁﬁ%énto$%%uﬁmrm\ﬁwﬁ#vw
*%11275/&ﬁﬁémﬁbtxﬁﬁuAsBEEE@&ﬁ%ﬁén\:@:&ﬁi
FEML SOBFERTHBZEEZI SN S,

x izt MARESROKBA S BEAHEI. #TE43kDa, TkDakU'8kDa
D3H T2y MEETH BN, 7u—=VILIERASB ¢ DN ADOEAEERTK
DEEEHI S TS -7 OAFECRVHENZG 1 u-42 1 0F & ARBER
kib\7kDa&U8kDa®ﬁ7J_/F#K%Lt43kDa®ﬁ71;/F@&
PRI NSZ ELTRIENED, BE, ERASB ¢ DNAX¥A L2 9 34k
BT ﬁlzy/7n/r4/7f43kDaﬁﬂ®n/b®#m#ﬁ§gnto
@7kDakU'8kDan¥ 7=y MM IBEEEMIC AN TH 5 2 AR I NI
®§§ASBcDNA%Aﬂ@KﬁW%36kDa@NyFG%mu\EEASBEE
Emﬁﬁﬁﬁ@éhtﬂ%ﬁﬁﬁiéﬂto@ASB@?kDa&U8kDaﬂ7J;v
MBI LTI, TYLRLT 7 & —EBIcH I 2HERNGRD ST Tn s ORI,
Fe s VERYD Y FO4 F U RBOBBICES LTV LEL oNeh FHFETE
%éntﬁo\ﬁ»f#vwkﬁK%ASBﬁaﬁu\7uwzw779—€ﬁﬁﬁ@%
Eﬁﬁépnzbnﬁ%n—wﬁﬁmﬂﬂ%ﬁ%é%éumﬁtruto:nu\ASB
BHT KAL VEBEEREWI EERELTWS,

%&\Xﬂ%wxéﬁMLSK%T%ﬁ?&%#%ﬁﬁﬂﬁ%ééﬂé:&K;D\ﬁ
%ﬁﬁ&ASBﬁ&?ﬂﬁ&&AsBﬁ%ﬁegmkmémw%ﬁ\ﬁ?VNw?EK%

FEIHx N3 2 &0 PFEIN S,

$%%m FHEW T 3BDRIEDFHMTIL ﬁkﬁégﬁkﬁbf SLHEFAY Z5H
b%ot#\%gﬁﬁﬂbﬁﬁ%m%“%éb\W%MLH4¥§§E#MHT%5%&
FMBBEZ AR LEBLbOEEZZ 6N,

%§é~@m\:néwm%&%%%<WML\k#ﬁﬁﬁuﬁwamﬁpmﬁﬁﬁu
Ebﬁ&\$%ﬁﬁﬁi(Ei)®$&%%U5@u%ﬁﬁ§%%ﬁ¢5bméwﬁbto
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