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BAUEMBRKEER SARRRDB R A

W EESME AR
(mucopolysaccharidoses, MPS) - J5[X
Je Rk Z 53 6 &6 2 W6 T 7 (£ 2 T 7K f% I8 2
(lysosomal hydrolases) & H iy H —Ff 57 2 B
Py 35 S G MR R+ 5O A 7 i e S
B%5 % i 8 & K43 F (mucopolysaccharide,
glycosaminoglycan, GAG) ZRHiHERE N L E
EBE - A - B BET - B B TP
SEERR IS O R IR PRIE AR o 8] 780 B
TWE R AR TSR - BHEANHED B
B REEY) - B RIA B R R (dermatan
sulfate, DS) -~ ffF #if& & (heparan sulfate,
HS) ~ #E R Wi EEEE(chondroitin sulfate, CS) »
'8 F i B (keratan sulfate, KS) ;& iBHHE
G AR A RSB EBAL « H
R %52 B o - B9 A o R E 2 AE R I 5y
IEHERE (lysosomes) FRAEFT - & FRIKIj 2 E
BR EMMITIRENT - S IEITE N E -
WEREZNE T OB - B2 BEE A L R
BRI TS EEAERE (lysosomals storage disease,
LSD) -

A (R S L L R 6 2

073 P ] 7 W A R K O - 5 A R A
Y2 K R AT 1 20 - I8 1 A B KT iR o o 3
A B RE 2 B REREOE - HER IR 2 B Ty 7
R JEEHI2ME R B - BR TR R TR R I
HE I HALR R Ry e g e R s A
A (F—) - HEEIR ~ R KRR
B B ACREEE T (FLA ) T B R BE A B [A]
BRIE | SEAEHG T2 BET IR BE AR B
PRI 7 25 Th RE R B T PR = 352 BRRE A 5 18 1

W

(hyaluronan)%¥ -
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B REAPE R - KR HE S
BALET 2D ERZ A 200~250 R 1 5 25 X
T B redE ICE (Hunter disease, MPS 11, OMIM
309900) - 2158 ke nn N Ml & i LAY %G %
BERE > #905 FEIR I - RS & TE
B RS - BOELZMERER - JIREEE R
P AEX GRS B2 s HERBE AR Fas
=K 8 BESBIAERE B
SUAE s (E—) -

bR 158 AL S WEE R R R
HUREERIIDS (MIM 300823)47 fAX B @ﬁ&XqZS
R EG i Hh » HA S ARG 26 Wi FH R L AT (32 B
S RIRERS
MPS IH ~ IH/S IS :
at 4p16.3

IDUA gene (MIM 252800)

MPS IIIA : SGSH gene (MIMM 605270) at
17q25.3

MPS HIB : NAGLU gene (MIM 609701) at 17921

MPS IIIC : HGSNAT gene (MIM 610453) at
8pl1.21

MPS IIID : GNS gene (MIM 607664) at 12q14.3
MPS 1IIE : ?

MPS IVA : GALNS gene (MIM 612222) at
16q24.3

MPS IVB : GLBI1 gene (MIM 611458) at 3q21.33

MPS VI : ARSB gene (MIM 611542) at 5q13-q14
MPS VII : GUSB gene (MIM 611499) at 7q21.11

MPS IX : HYALI1 gene (MIM 607071) at 3p21.31
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IHEE#Y %) ESE(Hurler) i e B
IH/SEEAY | B 8)-J A EGSE (Hurler-Scheie) g ekEt: | hEE
~E I s EE
ISHEAY i 2 IGAiE(Scheie) T
~EIA R E
A
Jei B AR s FAE % B Y (Hunter, severe) HE
e il R FUEES AU (Hunter, mild) PERRRE R |
~BIIRZ R
il
IITARR#Y EIEHIASEARI(Sanfilippo A) IR mpeRErE | hEE
IIBREAY BIER I KSE B (Sanfilippo B) HE
IMCEA | BEFEAAH EECHY(Sanfilippo C)
HIDREAY | BEFEFA FGiE DRI (Sanfilippo D)
IERE Y BIEA ESEESY (Sanfilippo E)
gAY
IVAREHU BB iEAZY (Morquio A) g tatekEt: |
IVBERA! |~ T
BEZERUSEBAI(Morquio B)
~EIIRZ R
HBhil A —HUISHI AU(Scheie)
Cyavitl FHIRFE FR SE(Maroteaux-Lamy) ~E A5 5228 IR miEErE | A
b1 gL HHEE
Caweit] SR FAE(Sly) e miEEE | hEE
bl gL
5\ (EHGH)
HIA B PRIGZ IR Z i RO | KR
(Hyaluronidase deficiency) SEE
IR

Ik P Sk IR B i 5 22

FEFS 3t 2 W EREUE e e s AR - XTIt
TR HY £ -0 e A W ) A IR I fE S - {ELRE
Rl - 2 R R A B A 1 i e B
(FEZHE) - GEMAEIN - 1TEIRE
P es B R AR RS - R AR - A

ok (58 _RUBISh) ~ B2 o BE
BRI ~ GRS REREE  OREAREDR S - JEER%E
o~ IR ~ THERE BB RE AT « T
RS R I R~ TTE A FAEAR > LUK
71~ BEIEREERSR (R 5 WARNFRGE
Rz - AR WY RS B - R
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Epidemiology of Mucopohsaccharidoses i Tanvan
[ 1984-2004, n=1300)

-
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e

MPS 110 193

B MBS SWEELE
20085 8. 5F 9 4 (Taiwan, Korea, HK & Malaysia)

e <192 s FES
Takwan: 138

= Korea: 50

- Malaysia: 1
HK: 3

*H2Lin HY, Lin SP, et al. Am J Med Genet 2009; 149A:960-4

B— - 48(A) RN IE(B) 35 BHE S AR S L%

ORIk [ eE ~ TR ER ~ SORVE B
RIFRDL > A ATE RIS E IR E KRB
B W AR EE AR - BERNET
RATEE Tk > A ISR R T R R
WA EHE - FrEtsE e 2R E -

B2 BEE Y B RS B B 1 5 Rl s B9 E IR
WBH I BREREE LB KRN
AAER ~ > T A VERAR BR S BN R RERE A 2 HE
FEAY o HURURE 2 WEAESN AR B2 G B b v] DU
KN ZRIEEWER B R EHRER
AN IR A R A PR R A E Y o w] DU
F g 0 o3 Tk e ZROT R vk iR PUE M K
E BT ETT A - Sl )R S L o A [ S A
PIRIHERE - 3 —2D 0 A5 AU A L mh
BRI B R R AME R 55 Z 2 T E R B B SR
WETE 5 AR R E S B AR B -
L FH BE BRI R PRERAIPERE - e L2 m]
ZE100% - < HER EIEERTZZ B - n] DA BIRE
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RN AEIEMERRS T b - DUYE Rl PR 3 I
B LSRR - 55 AR 2 WEE 5 IEGE (4 58T
2B ATEEEE RS 25 - SURAE BT R
Bt ATRERI 2 R AT IR - R A LRy
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HIRE IR B P Ry 20t AEACR IS E A |
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TR IR S BRI - AE /0 5 2R
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MPS IH |[MPS IH/| MPS | MPSII | MPSII | MPS |MPSIVA/MPSIVB| MPS VI | MPS VIl | MPS IX
S IS (Severe) | (Mild) | IIIA-D
ERER R +++ +/— i e e et et B s o +/— - =+t | =
e it
HEEBE| +++ |[H—~+| /- | ++ /=~ | = |+ |+ ++ —~++ | +~++
R
KB +++ | +— | = | + - + +/— - +/— —~t/— |-
EPEE | +++ | ++ + ++ + +—~+| + + ++ /=t |+~
FEREE| +++ | ++ + | —~+/- — + ++ + ++ —~+/—  |+/—
e | ++ +/— | = | |~ |+t ++ — +/—~+ | + ?
SBRME| +++ |[+~++ | + ++ +~++ | + +++ | + +++  |[FH—~t+ |-
gaés
REEE | -+ | A+ [ -~ + + ++ + ++ —~t/— | —~t/—
++
OREEIR | ++ +/— | = | +~++ |+ | +/— + ? ++ ? ?
FFIEA | +++ + + ++ Frtt [t | = | - +++ +
ITEY +++ | + + |4+ +~++ | + +/— +/— + + ?
LA K| 28 IEAR BRENAL it By | BAETRR I 1 [ L
EE 51§ % B R mRaE ik /[ IE S
LT g

TR |~ /\| = — B~ | B~ BRAT~ RRIEE | R 7Y W R — & | KPR | RFREE /MY —Bk~ | ?

i H WiEk  |[EEM B B A
FRrffr#E(DS, HS |DS, HS |DS,HS|DS,HS |DS,HS |HS KS, C6-S| KS DS/AI$#(DS, HS,| Hyaluronan
ZGAGs HC-4-S |C4-,6-S
MIRTERERE : — ~+++ -

PR R B TR ~ R DL A b R ey
Afife A SF S IE - DU E A S H A 5 R B g
A o SR ACRER R E S E HABITHE -
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FERE SR AE Z W — TN RE 2 BEE
T R PR LR R - FA ALk 16-20 ] RF
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= BRVERERR A - SR I SRR
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TEBEIR KW E 5 TH - AR R BB 2002
FLLAERIEGH (compassionate use ) HIJT
25 [#EAldurazyme 1 TEI A E BIRE L BEE (57
— A1) AYEERAHFEIEHE o 20035 ARRLT B Al
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Ry Fl s %8¢ (Royal Manchester Children's
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FHEZEAEEE - RIERT) - ZBRIE RN
BIZEZ WERE 1GR3V Naglazymer [HE 518 - L
FKAGENERAG S - iR B BBl
A o 20074 o fEHC & B e 2 5 18 A S E 5
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