53 I cellFRoRWHEETLIHE. Sic, 1, BHEFE
Ml e LU B0 lysosomal enzyme BB OB,

BECRFESEM : .
i B B

-i 2. z)g % -A

> Leroy and De Mar’sl-'.)i.-&é:.i Hurler BEEH L2 IN TR ERNO L H
, RPoBRE s - SBHHCRERTE Y bh 3, FABCEHOREE K BBRESE
MRARCHEL AR B s EflO—Brsb 2 REE, 1 96 74K
B ULARBELT, Licell HMEBMFTHELL, OB, Rz ES
OHREBRAF IEERKTIMKATEINTE Y, BETAFER, £ =0
EF—vRELTHEIRTW %.ﬁsf,)tifif&w%@miﬁﬂ) BMBE 2 IR THWEW,
REE TOMAD O CEBEHE N g FHMIO lysosomal enzymeld#
ﬂif&g',‘i)ﬁVCi%%iﬁ?&f(ﬁlﬁ%Oﬁx@ lysosomal enzyme {EHMREWC 2:5,'6)
ALV EFEOME lysosomal enzyme EMARELENLEW S EH s
LhTHh, TOHPHEEWGHE ysosomal enzyme: @& package ICRE
ﬂ*@%@"(ﬂ&‘n%}*&:%ifbﬂ‘flﬁéie) BTN

EEDT I-CeeWITRAFIEREL, TOBREAEHHREO—HBro N
CRELTE RS DE, MW, RS COEERE, % b0
K&mg@%ﬁmpkpﬂ@%ﬁ@%@dywmmmléﬁymyﬁﬁ%ﬂﬁ?“
5&&%%,@?@&&%9%1—,_@&ﬁ%wz,}oﬁﬁﬁ%ﬂﬁbk
OTHET B,

- : N A A
(1), mFLCo>NT- , L |
Ieell H3a®RFK4£(S. I 3%, 0. K I'infg, N. N 8% ig;
N 3% (N. NET, NEFEA) )b L oAEo~rnBEatks £omss
RENRETBEEHIC, SBE LTRELR (0~ 1F) 1 04, HR( 2
~5F) 1o FE(6~12FIF0E WA (13FLL) s AOmWE
65—



rHERR E Lk, T, MBEPEREDC—-2 CCLEELTREL, #
REHORBI AW, - vse b san AT e

(2) HEBHEFEMRBECOWT

I cell W24 E¢N. N, S, I)Ltto®EE(N. N, T. N, S.
I) #6504 Tl celll W~7FeBAR3IAL, BREEAOREMELAV
ro R, TTeHE L ThAOTEOBMEERT b, TOHEEME
CR~BE, BRE ICMBIRONMERO —HEd Db, MITHES x 3on
Falecon plastie dish: KE%, 1 81 8N ok — 5 3 X TIWLAR,
1:00=1-5%C:G ibeo i fétal ¢alf serum: £ MAZF 1 0¥ :TMT
By BBEWE AR 2~3ERHRL, e~ FHEEL THIK, Falcon pl-
astié flask’ WAL THELhABHFERLERL £, METHMER,
ERkT 2 WL, AT AR TSP TR FAIL, BREELT
FERU oo HRBEWE HEgET 23 OREWE ﬁ-ﬁﬁfl,, ‘blank T 1°0 %IC
fetal edIf séxiEm - TIL7%F 10 %Fﬁhfco £ FUGE

(B BEED W - T N
CRRFEL KT cell fﬁ( 8. 1) Eﬂ'ﬁ.—lli-, FHBELIC P TR CEE
Ly L0 BB G HIR L 7o 2 O FFR© — B MR AEC A, fofRnE
bICHREL, BEEELHET 2BCEE L 06+ 03— D, O
8.0 0. 9iX-g L BEME LTFEAL s WRERIFEHRCE 2T ECH
Bl —HrlREsEcERL, EEBREL T SHRICER L% ZEy
BB 1 MRS B ot B T SEMEREL oy S b5,
%90, 2 5 M sucrose: T 1L0%HkRkESF —bELF0.34M sucrose
KERBLTO00XgT1oAMENLL, *othBELBEL,E, o LEES50
00~8000Xg THURERNLL, HERALUBE: 2 F ) 7HEE LA,
AL EQOLEEX100000Xg6 0MELLE UKL I 2V —2anE
L, *OLELTEBEESELE L T4LBERHT, &4 OHFBICDOW T ysos-
omal ‘enzyme: TEHEZREEBL s 7 LE e e s

W) BREHEOAERHECOWT. a WELL T e

Den Tandty &) # 11F Glaster and S1y"h o8z REL
Blik, T, BB IUVEEFBREFMREROBEHELG Lowry B 5T
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14)

el o 5 Lo | ' RS e e

o i BoR . R R | g
(1), MufED lysosomal enzyme:FEHILC DT R 1 ) auia 1o
« Tireell ST, B-hexosaminidase EHEHEOEL W ERXBEY
bh EEXNBO L 06~5 0fFIcBYE L AR, B~galactosidase & . acid
phosphatase EHELThBELL EREZ(, L5~208THD, 5~
glucosidase, BEE MM ORF RO SNk d ok, T/ B~ hexosamini
dase TE#C B LR ER Jﬁl!%“c: total hexosaminidase: FE¥ED 6 0~
70 %% 5158 -hexosaminidase A EHE2, I cell HTESF~1 0
BEELL ENWEEERL, TOANHEHOBEYER 3 .5:0.~7 .50 nmoles
/ mL hour %, BN T s B ERs@n bhk, - i
¥k, 1 cell O~TF e ESKHOMTE lysosomal enziyme . ?ﬁﬁ'@ 5.
1, B—hexosaminidase.id s PR 5HlickH T, B-~glucuronidaskh i
s FlH 3 BlICH T, da-mannosidase; HeFF2HcE T, 24 a-
fucosidase - @ 6B LAlCEP VT, R1IKFRTIHICRKAERELZRT
OBBD b ko - By T T :
¥, EENR @Mﬁﬂ%@h‘b%ﬁ@ lysosomal: enzyme: TGE¥EEKC D
WTRHLAECD, E1RETHE, 0~1F0OMiE acid-hydrolasesid
#d, @Toenzyme T2FYUELOBEHCHELTCEELsRLUA. ELT
B-galactosidase & acid phosphatase WEiE, "G L b KTOHE
BERBRPT 2OoRB O bRk, %, B-glucosidase ;.'a.—-m';ar_;m\g}-‘_sji;da‘s
ed Ly a-.fucosidase QIEKMER, 2 FUBAESKLZ2ERGHELDT
%<, —7%, B-hexosaminidase & B—glucuronidase Tik 2 M,
méE &3 BUELES LRT 5 HRAsR0 bR o ¥
(9) BESMEFMROBECDoNT - : i
BEEEFMIRETORE acid hydrolase #EH X, acid phosphaitase
4L B~galactosidase; B -gluacosidase, B - hexosaminidase;

B ~glucuronidase, a-fucosidase , - hexosaminidase , .3 T
arylsulfatase A&SBORTOBEFEEREEXNRBO o~ 30 BEETFTLT
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Wi, B-hexosaminidase \E#:® A, BAEEZ, MWLR% DIE'%'?J‘HR&
Fifko HLEERL £,

%k, BEBUPOZED lysosomal enzyme FEHZRELALZ 5,
B-galactosidase ,” f—hexosaminidase Tk, "'~ eell HWeIUPIEF
EHRBE L fetal calf serum% 10 BOHECMALAF 1| 0RO EHRE
LERBOLR 2D ok, [:'—glucuronldaseﬁﬁﬂﬁ’%’ﬁﬂﬂ?ﬁiﬂﬂﬁé
hEndndbbd, I cell RTRBEBEERLA, ol

R, BEO~T o BEAKI Ao REREEMIOSE acid hydrolased
EHd, Eﬁﬁﬁaﬁ«z%w%ﬁuﬁbbnf,%@%iﬁmmﬁﬁﬁwﬁ
HDohEdok, IR -
= (3) R D lysosomal «e'nz:y'me BHEeswT (B2 )1

FToO lysosonial enzyme E¥%, f-galactosidase ~THEHEMR
RO 2 0 BT, B~gluecosidase EHLWBOKS 0 pCETL 0
7 #5, arylsulfatase A & @-'mannosidase iEMK, WRICE~XTH 4
oTBWEERLTWA, %%, B-hexosaminidase, #— glucuronid~
ase, &= fucosidase WHANBLEREABEOFEHELERLTVEs

BRI nTI, B-galactosidase MHENEBELERBOOLNF, B
glucosidase & arylsulfatase A (XN FOIEMIED 5 %2, ﬁE@
lysosdmall - enzyme "JEHENIRB LA SHLMETD 5 %o S

BRCErnTIR-galactosidase EHANBLENBO LA, B-glu-
cosidase TEHOETHRBY bhis, Mo acid hydro lases HWEHIE’-
EEHOBHAK DB EEL bk, ‘ S

BTOPR- galactosidase WX, FRE ﬁﬁlﬁﬁﬂ?@ 10 %VC{EET'L'C
AR, HRHRBEBERLELEZEL bk’ : : '

% ¥, BB TOBA-hexosaminidase FEHHW, Bﬁ*@#ﬁiﬁﬁﬁiﬁﬁb
THnHMEDO %~ R RE2>T, total IV A/ BlELCEENRE
mﬁmﬁmﬁ&ﬁtfmka- o e SR

(4) - B-galactosidase L F B—~hexosaminidase ® pH* proflle
VCOV)'C(B(}I,Z) T : A “

R, B, B, BEFMERO 8000 Xxgo LtBCETB F-galactoss

Y. .



idase ® pH profile M1 KRLAL K, TOEH pHIEMAL D 4.0
~4.5THokH, I cell HWTLEALTWEB-galactosidase &4
'@zﬁpﬂn%n;b%b<@&MKaof ﬁﬁapﬂpmfue&rbr

‘B -hexosaminidase @pHproflle B 2RLAE L S, OB M
WAL EHp HE A5, HHEEMEE 5.0 Cd ok UL, XEWET cell
BN TE, MECEPNTLMBCENT Y f-hexosaminidase ©® pH
profile WHEEBEALREZD 5k’ v

Le:roy""and'DeMarsl‘) RERBEFEEREFERZANTI cell ol
RENME LT, B-glucuronidase EHESLEEGTRCETHKETL
THLEFERLAL, ToB, Z{OWRERCL 5T, ioacid hydrola -
se TEHL ARCEL CETLT WAL &ABHESh T ggrd S8 610)

Fh& R, BEEOmedinvm TR S A Y ¥V —« IROBEOFEER L
BT\ AT L AWiesmann S5 I Hickman and NeufeldlorioTH
EIn, zoBEHRELT Wiesmamf"?o)bi lysnsome BOBEHK EEE -
27T% b, Hickman andNeuf"elds) XA AN & hydrolage ™, T “cé-
11 % Tk lysosomal enzyme'® packaging @E%@fcbm:’l‘éﬁgéf?
Ihtne, MRRCRDIAZ T, MEADOmedium “P'C,E,\ni%&%;r?
OTREVWLEEL TV B,

GERIT o BEREBEEMNMEL B 288 lysosomal énzyme ?E{é
BEOKRED, TTRBEHEIhTH B BERLFARK, ‘acid phosphatase %’
BwnihLToBRIEER, FENEBO1 0~30 $EFL, BIcEBEE TR
B-glucuronidise EHOBELAD bk, ORI LEETEWiesmann
B'bviZFNeufiel.d‘——i%%igéa‘ﬁ—j*éﬁVC, lysosomal enzyme package ICH
BRDBEBEL ONB, WEFIC L T, BHEFHIO.8 - glucosidaselEkidiy
RN EBNTY 25, EFOWUEMRKC I AL, B- galactOSIdase % &
AR T OERBETLTVS208BO bk,

B, BERCECMERD lysosomal enzyme BEANEL ¢ LT 2
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i, Wnsmmn§QMBb&Lf,thif%&ﬁﬁﬁhgnfbpﬁi
ey Kﬁ@l’:’lﬂhﬁﬁ@ lysogomal enzyme BRI EETD A L8R T
mé %%#ﬁﬁbkﬁﬁﬂ‘l%%b%f% B-glucosidaser @b Tid,
MmO B-~galactosidase & acid phosphatase EHENEXENEE K
NTEERCEAL, f-hexosaminidase ,;,8~ glucuronidase., @~ minn-
; osidase; @- fucosidase BEEWRO 1L 0~5 0 F0HELRL TWEHD
2Bk, ko, KEQNT e BAKCENTE, BHHFLLLATEES
s, —HCHBL VL \BWEREEETRITOERB AR L L, TofRx
RE overlap TH530ORENWDT, FEO~TrEAKETBH T 5HELL
Tm¥w lysosomal enzyme *fET 203 EEXTCHANWEEL bR B,
Leroy: b: % CoRRERLTE Y, SE-BRXZAGEZZHOSEOREHR
BELELZ LN B, i ‘
& E, ﬂfﬂ?ﬁagld hydrolases: ?ﬁ&@ﬁ%ﬁ@&%ﬁ%ﬂiﬁﬁlb'ﬂi T T
Eriksson S AMBLTna, BHICL2E, £4LRCBEERSETS 2
lysosomal .enzymetlUJB ~galactosidase ¥ L {f acid phosphata-
se &Y, BICMA & LI HEBHEXLEAT 2BERLL T B-hexosami
nidase B{rj;glucuro.niglags@-;k‘IU‘asrgfuch_s,__,ifdase BBy, EHRE
FEIhzwBRIK -B~»g.1{ucosiidase' F IWa@-mannosidase: 7t H B ¥
EL T2, &TED acid hydrolases TEHD EHHEIKEITSH Erinksson
Z%ﬁ%fm HER - ARCOwTHA VB IR TE b, EEOKRA
ThExMRTHIOTH A, ThabH, BAIELALTOacid hydrolase 7§
B TBESORI~ L FTROMEIE L BEEELRL AR, a7 -
ucosidase kT, 2{?&%@%%0%&%*‘ Eriksson B.@ﬁ%&f’.‘ﬁ‘i
L RERL %o » Y c ,
. Rk, BEOHBCI TS lysosomal enzyme ?@’&{EVCOV\"CM #E’z“'t
BRI > TLOBRBELLT LD —HLTWE b b Lmhmmwr)
SEFEEREE NTE, B-galactosidase:iElLNO acld hydrolase
AR EAELER THDEBRNT NEN, ‘Rondeur Bki}ﬁ:ﬁﬁ'f@ 8-
galactosidase EHMEOET ax~galactosidase, 8~ xylosidase.
OEEED LRERBY, Leroy bk, BT B-galactosidase
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o%ﬁ&ﬁuwméﬁ&ﬁ%L;Gubﬂwgﬁ$ﬁﬁm¢3%wﬁ~mnm—
tosidase QBT REBH S h 28, B2 2ficiBERHOBRTRED Lh
ook LBFELTNDEs TORE, BREZC L > THEHPBEGTRES TW B,
BLTAEOFESLBMOB -galactosidase BHEFETL T EE2
bhd, SEPHRER, FBrIUMTOB-galactosidase BHEERD
%"'% CETLTWwAZR, BELEECIXB-galactosidase IHFHEWR
ERILTD Y, BBRCL >TEROLRBREEXD2O0R8BO LN A, k¥,
B -glucosidase EHIBSERTCHRBI I s BEnHEAROh, HCEH
BTl toBBRETHEL» >k, LL, O acid hydrolase OEHE
BLAYEERBLoMKE:2 R, REREFEMIE T lysosomal enzy-
me EHEXNEBRPBCETLTWI 0K, BEABRTAE4«oBBCLI2ELN
HMESRBD bh &,

2k, I cell HWTHMBEOEL Dacid hydrolase FEHEHRERLT
b, oK acid hydrolase EHEIL B-galactosidase WEH%E
CLREEETH D, CORBBERSERETME L toRBREOMICR S
haBzBERERBOONRTWVWE W, £C T, B-galactosidase & B—hexo-
saminidase HHELOW T, MELHEET pH probile ZHBELTH S
L, BBTRFRE, BE MOLTTEHEPHA40TLH0K, FETEE
CHEML Ty A MED B-galactosidase DEFH pHIZ 226~3.0T» b,
W& pH profile KRBELHALZERERLBO LNk, T4, Icell HoM
¥ B8 -hexosaminidase (X, ADBEOEDALIERZHFECLZL, BLED
ARFCHML, BHECEBREFTMEOAB HEZPHLACRE > T,
zDgE, Lie fislz:tiE'%'& I cell SROKEEBHEFEMATDO hexosaminidase
B, TORB 5 —vH R EEMBLCEDY, I cell HTOMES LN
BRI D lysosomal enzyme 235, B LBECHELTEAIOTHZWEL
BEMERREIN T ), BEOMEBRICh 2ILbEMNT LI DLEELT
n5,

B #
XEO M, BHEFHES L ESBO lysosomal enzyme & HMICHREL



TADBMERKOFEC O TEROX RN 2 ML o T ORR, KBRESF
MBLD lysosomal enzyme TEHE € 1% lysosomal ehzyme TEHEK
BIRBNEZEErBe bhao Ty ThifllET o0 EEREFBRC S
7% inclusion body OIEHEIN;K, zORBWOBELLLEEL bk,

BB -HBRE TS EAXNERELKE, FLTEASRRYFHEL, B
138 BRERAFHERTRR LA L L
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n moles / mg protein/ hour

®1 THE pH . ACTIVITY CURVE OF IS-GALACTOSIDASE

100p

75

50

25

n moles / ml / hour

liver
150

e I-cell
1 S control
co ‘,P»AQ.‘“ o tontral
50

pH 25 35 45 55 65 15

serum

L ]
o l-cell

O
¢ hetero

© control

pH 25 35 45 55 65 715

50

k1

400

200

n moles » mg protein./ hour

kidney

® |-cell

o control

o

pH 25 35 45 55 65 715

fibroblasts ,
<

f-cell

control

brain

cerebrum

* [-ceit
o control

cerebellum
+ l-cell

pH 25 35 45 5565 15



®2 FHE -

pH -ACTIVITY CURVE OF ‘HEXOSAMINIDASE

3 I-cell
fibroblasts
serum NE ; o cantrol
20000,
2000
15000 £ lcell
10000 g hetero
- control E
& 5000 = 1000
~
: :
£ 200 5
= E
£ 1000,
= 2 =
. 3
pH 26 35 45 55 65 75 pH
. brain
liver s kidney 200 s ce rebrum
@ |-cell
o l-cell o b-cell o cantrdt
5.1200 \ o control 1200 © control 150 cerebellum
2 '\ 4 j-cell
X ’ /
£ g0 800 / 100
g d '
g
2 400 \ 400 50
E Y
- A\ 5

" pH 25 35 45 5

85 75

pH 25 35 45 55 65 15

1%

"pH 25 35 45 65 85 71§



BREHTX R b OCRGEEMXTER) Y IMER @
WX O—HTEt. BREOEECRTNATNIRANBYET

FRANE

Leroy and De Marsl) (X, Hurler JREMRHEF & R2Wr S IV TWIERI D 72270, R
OFEYE 2 2 ZHEYRMNC B8 0358 B ALY, RIRFIC 2 O R778 B ARME 2R A PN 1
R B AR ZBO DIEF O—FER S H Z & & L L, 1967 FITMSL L2
ELT, T cell JWEAMTTHE LI, TOR, RIS OHE DK X
OARMTHHRNTRINTEY, i TIEAEIL, L3 F—3 2 & LTHHE

SNTWDNR, 2) RIZIZEDAREDOMIHIL /2 3TV R0,




