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197 44 Lim & Neufeld 52 kD heparin 2286 0— (¢— L — idop-
yranosyluronic acid a—sulfate)-(1—4 ) -2, 5 - anhydro-D-
[ *H-1]-mannitol-6-sulfatedifftah, Hunter FEBEFOMELH
e AL 2 Y, M BmER FEREFME K FKEREBNT
D Hunter FERERBOBRZLZHEEL, DV OVWTEEINTER, LLID
EEEACCOFMARNEEMECOVTORFNEE L TEARERE WD, B
BEARCTHCY oo mE, HmEK, KEHEFMARIC ST sBEREEORES
HEBE Lo ‘

7 %

H Bk Dextran-Heparin ETHBEL, WERMBRC X VBER2EL S H,
25mM, Tris-HC1 £EKpH 7.5k V—FEBEF Lo MEIE UL E
ik, BRI Lo REHMEF RS BEURERER BN L, BEFRL
Lizo B ( ~1500cpm) 1224M, 100mMEEESFEE R, 5 mM NaN,,
25ug FMBE7 VT I v, BREEMAZ, EBS50u40 L, 37C, 90~
1200RIES/Tco RIGHKTHR, cellex E- B 4 VX" 5 A TERY
ROEL, BEBEEREY VFU—v o VI YV E—THIE Lo

A R *
RIEROZEH pH i H MR, @4, fibroblast Tkx pH35,pH43,
pH40(K1 )T, BAEIX*425, 300, 8rgxCHERG BN
e (R2)o RIGKEIZ90~12 003 EHEBERLE (K3 )o EHEHET
TOREFROBECikfIhd EE T iduronate sulfatase E 2D A
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Kx DR icqfik Neuteld SORIBEFCHE LT, BREARSDP RS,
: REEHEAE V. ¥R RICERY 25 BT 20 A vEBRA» I 22l Vi
TLHRBEARTH Do RERLIVED THEOER TEREIR, hofELEE
. 12k D iduronate sulfatase (SO HERTEEL 2 Y, HAFZEICS L
THEHNRFRLADZ EPRE N,

= #
Hunter JEEFEC/RINT 5 iduronate sulfatase OFEHFHEHITETS 2D

o, e B IR REREFER Y BV CRERREORE ET Y, BT
HWEOBRR:AVIAEHE LB L. S DICHIERELEALL, BE
DLW EBHIT Lo REZHAEFTHZHICL . TEBOTHENAHELEDL
Do
721  PLASMA, LEUKOCYTE AND SKIN FIBROBLAST
SULFOIDURONATE SULFATASE ACTIVITY
SULFOYDURONATE SULFATASE#
SUBJECT
Plasma Leukocyte Fibroblast
Hunter 1 0.01 0.08 0
Hunter 2 ' 0 0.08 n.d.*
* Hunter 3 0 [} n.d,**
Hunter 4 n.d, ®% n.d.®* 0
- Hunter § n.d. e n.d.x* 0
Control 0.19+0.03 - 9.1+3.3 5.2242.29
{n=8) (n=14) (n=23)
% Activities expressed as mmole substrate hydrolysed/h/mg/ protein
% not determined
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BREHTX R b OCRGEENXTER) VIMER @
WX D—HTTH. BREOEECRENMR TN IR NBYET

1974 0 Lim & Neufeld O O OO heparin O 0O 0-(a -L-idop-yranosyluronic
acid a -sulfate)-(1-4)-2,5-anhydro-D-[J 3H-10 -mannitol-6-sulfate 0 [
UU,Hunter DO OO0 oooo,go,0gbu,boood
go.,utd, bbbt Huntert oo, ougogg
guobobbtoooouobobuooobobobbuoooooooo
goootdootdo, oo oooood,ood,ooggoodgo
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