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recombinant adenovirus with the
Cre/loxP system. ] Am Soc Nephrol.
2001 Nov;12(11):2330-7.

6) Shen JS, Watabe K, QOhashi T, Eto
Y. Intraventricular administration
of recombinant adenovirus to
neonatal twitcher mouse leads to
clinlicopathological improvernents,
Gene Ther. 2001 Jul;8(14):1081-7.
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1)Shen J, et al. Intraventricular
administration of recombinant
adenovirus to neonatal twitcher
mouse leads to significant clinico-
pathological improvement. The 7th
annual meeting of the Japanese
Society of Gene Therapy, 2001

2 Kimura T, et al. Anti-tumor
immunity Induced by ex vivo
retrovirus vector-mediated
expression of CD40 ligand against
bladder cancer. The 7th annual
meeting of the Japanese Society of
Gene Therapy, 2001

3) Shiba H, et al. Efficlent cancer-
selective gene transfer to
hapatocellular carcinoma in a rat
mode!l using adenovirus vector with
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Society of Gene Therapy, 2001
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astrocvtes and oligedendrocytes
using “Pseudotype™  baculovirus
vector. The 7th annual meeting of
the Japanese Soclety of Gene
Therapy, 2001
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gene therapy of neonatal twitcher
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7) IENMb  BLRZ T T TV ADR
BARNKEIC KD HET twitcher
mouse DBEFHEE. £43HEA
INBREREE2 2001

) PR EM  NF a1 )L A%EH
WAL EMEMEAOEETEA-
Sly W FHEBEAMTT. $£4 46
HELRRBERERES 2001

o) HIBE T T— > o ROBETER
oWwWT., F44FIFLEXAMET
¥4 2001

10) LBt . 77/ DA N ADTHAN
B 5P X UFRNER ST LD KE R
O BETFREORS. F£44HA
FERABBEEES 2001

1) B Fft  MEEHSEEBETL
BRI T O RURTAF
VEOIFH FH44EQFERABE
WS 2001

12) /NARIEAMS : B2 A Fabry RiICBY
HEHER. BEETERCHETSHR
F44EPAEFERXARBEEFES 2001

13) M@ : ELISA AT LERWE
Fabry §@ A2 —=4 5446
HAEXRRB#ETER 2001

14) TR b NHRBRRMRETD
Bl s1 Y~ AEREOCERGTE
oA PFa44EBEFERAMER
24 2001
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- EEE 1 IFERANFHRARADS (REREMRRITE)
154/~ A ORI B ORI R NEREOR R T 5555
SHETREREE

AV - AROEBRAE

SERRE GERE NEESERARENEH - DNA BEHAR
RigH BHIREESERKSE DNA BFMAR
HEHE FREESERAS/NIE

gt =]

LR 2AREEZTSTFETHS.

FHRIZBITAHSAVYYV—LBBREFORBEHOACGT 520, 2RALET -, TTEEHEHS
METEHE0—REFEET- . MR 29 EO S VYV —AFHTLE 9,845 OB — KA
MERM L, BERIT 2,933 THD, ANEE 298%Thok, BEDHD LEX ) 247 B
TEENH-HELOO 8.2%TH-o7. BERL 516 THUESNTRNYF—FIEEDE < 100
#l, 2WT7y7)—HO 91 B, T— KD 52 fHThHhok. BOSHTWEBIR T ASFLY
WAV VRE, DANRUETH>Ie. REEZREEHEOBEENLERO QOL. ADL ZH&MCT

A Br5EEAY '

D~ AEBER R IR RERTHDF
HTRBE{OERNDPBOBELBHELTNDD
NRBTHS, TOLORERKBICBHSSA
VYV AMBEOEBRTHLRANSW, icH
BRTOBEIAD QOL. ADL £#HShizli
BEFRPZN, FRATRIAVY—LFHEBEE
ERBORBMREETS.

B. i A

MBIL 20 BEDSA VY —AHTHD (R
D, SAVYY—ABOLETOREND DS
B 200 L EOMBROMNSBREE. 55 98345 &
R —RRELREEALE.

C. &%

FELS4 2 A5BHE. 2933 ORIENGFS
hilz., 24& L TORNERD 208%THo k. &
BRITRARALDORINENES L 49.2%
Thole. RITHEETBRERMNRS 42.1%TH
S {F 1) 2L TEEN W L EZ LEHI 247
ERTREEZFONEERD 82%ThHolk. &
HEEIL 516 piTHY, PLRD—MERHLEDES
2ABEEZZRLTOWIHEINZD S OERY
DPHOBEEBRL TWI I LM ERIhE, &
BHloBEER2ICFRY. —HFLRERN S
|T 100 A, 2E/BROyTU—KRT 9 ko
Yoo bI2D0KBIT X HHITEORETH D HA
BELWTRETIEDEADNE. B o
Mo LRBRTFANSFNINIYI VRE. 7
ANTMTHH

D.#&%
SRIO—RKAETLIDSIVV-AREBEOR

MR OhITh-7, BEbESE IS EShTE

TEELISLRREIRETSZLAS., LDl

RS BMERETRIUREL 30% 5 EIECRS EAD

10

5., MRBENSF L ThinERLD om|Ix
ZHREWDT, T 5 0EFEEMANICHEKE
TE5TFETHS. SHOMAETRENM RIS
LizoT. REEFT2ZRREETOTFETH B,
2RRETREMVEETHAE., HEORSE
A QOL, ADL #HhLICEMEL, BiEDS
AV LAROEEIAOEREEEZASHICL,
SELTETOREREZRRAThE I Wholhd
EHED.,

E. &

£EARBOSIYYV - ARBEO—RAEE
frof. &t 516 HoBEIVE, NF—5.
Fr TN —miaENE Tz, B ohhngE
ileERETHh .

F. grAcfatiitirim
7al.

G. FRRE
RERE TIARRICRT IR, FRRERRN,
REETITFETH S,



#1 %9

E’)ﬁﬂﬁﬂ iliﬁ.ti 4$2H5Ei§{£ gy
1|AH 1,901 427 . e 52
2| ReE 1,173 247 4 21.1% 2|=~IuE"99AB 2
3NEH 1387 682 125 492% 3{z—Ivt9iC 12
4| EENH 785 304 50 38.7% 4|GMIE Y4 VA 15
S| MmEAH 110 38 1 34.5% SIGM2H A 2R 15
Gl{EBIRSBH 18 7 1 38.9% 6939~ 15
TN 1,665 301 8] - 235% TRy AT 16
8| EBH 1,321 426 14 32.2% 8{Muttiple sulfatase I EE 2
olag ¥ 1,378 373 10 27.1% 9|7r—n— 1
10| HEANH 3 1 1 33.3% i0jn—5—/dx 33
| BEHETBERAR 19 8 3 42.1% tng- 100
2|EgTedkEiRaE 80 28 5 35.0% 12l85a¢hE 15
13| A+ AR 5 1 1 20.0% 13|E4%4 28
9,845 2933 14|T0F53~fE B BT 4
1512541 2
TOihOESESH - 16] 7Y~ 10
BN -1 17N TR A 16
HLBNH 1 18[l-celti AL - A MY -2
MEREEH 3 19| @ =Y/ =X 6
T O (FRE) 11 200 B - vk =42 1
263 21{7294° =% 2
22|TAN AT RISV BREE 0
23)4 5/t E 1
REEH 9845 BEH 24| & 29
B E & 2533 BEH 25|94 0
B 8 ¥ 29.8% 264/ 4
27| R TABEREE 2
28| e Y& IXF/ LR 21
29{777Y— 91
516|

Tofh

Pycnodystosis (077 VKX B 7
Adrenoleulodustrophy 1
8
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BRI S A VY — AFROBEFCBET 3%
—— Gaucher /3, Fabry J5iCBIL T —

SHERRE K@ B HAKREREN AR

(HREE)

BREEICBT L5 A Y Y - ARORBLBETH 0T 2E02E
REREEZ B LRI LT, FEFAOEERBIZOWVWTOH LW i#t% Gaucher fd3
LT Fabry f8iZxt L TiT> 7%, 1980 EfVETiX, A& A Gaucher {WBEDH
¥4k 2 B, BI% acute neuronopathic form T 7o 48, 1990 ERDHE T
2BDOFE LEP & 18 (chronic non-neuronopathic form) OMABERD L
f2, EOEED 1 5% LT, 25 Gaucher HORAETFHOIDIITOATEL
HAERZORBRERET bhd, —F, Fabry i O85 HERLH MG &
DA%, ThiTid, AYECHT 2 MRE IR EEOERE»1bo TS L0
LB S, £/, 4 Fabry fBEOBREZBIZOVTHRELILER, &
FEDE < THk 30 B ITRAER, 40 BMUAKICAERDS B S M0/ B I L A5RER

ahiz,
A. BIEAEMN B. Mih&k
TEH, IGRER RS TFRARREERTVES 1. A

A V= hFOFI BB D iR
FOMER Y OEFESBEEND LS ITh
2D XD EF L R BRBORYR IS
B2 L b BRBEICRT 2 RABEL
AL T I LBREL o TE R, a1,
ZRETTA VY- AFROBEB L EER
BEiihhrbo TEOT, FEE, IGFEN
BA%E s KB oW H 6 Gaucher 55 & Fabry
REBC. BRICBIT 2 TORBEH O LT
B TUTONREIT 7.

12

AR LBERE., NNRBHEEE ((R#. A
S35, MIEFR) PRI BT 1980~1982 45
IHEAT L7 e KR ERIEOZ 2B/
DRFREB LU, BARERRE (F—7 7 17
v VREHREH)., I— = RIEHEORSR
BAPIT 1992~1996 EIZHifT L - 2ERE
EROGH S Gaucher H5E L U Fabry #58
THORMRER M L CERAEORBREZT >, &
e, ZHEDRAEBEDFEERNL, FRBREEI
RS T RWESIOBERHFREFL
<HEL,



2. FARDE LT o TIEHR & DO HB

Foa i 1974 ~1995 FOMIZIT -7
Gaucher 75 21 F%. 25 BIORSIE2ETREE & .
Gaucher #BHF OEERAMRE LHBL,
FEOHBREITH T,

3. Fabry # 2 IRFE O ST _

F—7 7 FI7 v THEMRBRICIBTD
Fabry #8® 1 KRE TEF DV L OREEG
HRICE VLW 2 RAERT> T REL
FEEL A8 39 flomEE it Lic, &
o, bz LT 200l FEICH A REL K
Tl

C. MIEGKR
1. Gaucher T2V T
1982 4 (GGRAL 1), 1995 4 (FRE 2) @ 2 [
OFETHE Sz Gaucher HOIEHIK & i
BAH LITTT,
¥ 1 Gaucher HOWMEH

AR

1982 &

1995 4

TEBIRK

38 #i

54 #

180
| om
e 3y
BN

15
18
2
3

41
2
10
1

FREEBT2REROMERIITHY (acute

neuronopathic form) O®APTHH | FE 1
T18 % EHT W= IANL, 13 EXDORET
3 2 It Eipipotc, #ME 2 KBVWTHLEHE
FEREREO AT 12 HIFELIEN, 2055
10 FlBHEORAZ MY | b BEELAEFL

13

TN, R DBREOSRUHE->TIH
LU GRELIEBT S 2BloRMRIE 1 EE
THRTH, 2ERETHAM, SZETH2HT
»5), £f-. 13 (chronic non-neuronopathic
form) &HIE S NWIIEFIOEESMITE 2 O
£HTHY, FHE 1 TH 30 UL OEFILA
b o5 HE 2 Tid 41 i 9 45 30
BUETHoT,
% 2 Gaucher f5 1 RO ERST

£ (%) 1982 (15 #i)

1995 ££(41 #1)
2~5 3 '

5~10

10~15

20~30

30~40

(=4 I O =L I -5, B I I O e o

4
4
15~20 3
1
0
0

40 L

2. Fabry #3

A 1 (1982 4F) Trx 23 #. A 2 (1996
4£) TiX 39 FilD Fabry S EE &hi-, 2ds.
FE 2 2 RAT LRI Fabry RO @R T
$ % cardiac variant BHFE L LTERD LN
THRY . BRBEOHFEOHEY &S EHNRE
SR, T ODWTHERA LSS TH
5, ARECHE SN BRERIZEIDL Y
Thy., FREEFXHLNZDPOT,

£ 3 Fabry GEAERICH bR

1982 (23 #) | 1996 ££(39 #))
(1053 ] 21 32
g ¥ 19 25
B E iR 17 8
22 /¢ 23 39




A 2 0 1 KHE T Fabry BEHFD D ¢
EahleEiioe LT RICE LW 2 KRS
T2, 05 LR LUWMER O HERH
EOWCORBITEE 4 O 5 2EERED
Nic, THIZE B L, BB RRE L U0ER
BHBET SR 30 BREBETH D Z & 25k
Banl, TRODEHERSL LTHRITLE
3 KRE TR RS CORIKEHK 50%i2 &
EEoTWD7e8d, TORIRSRIIREE T H
HT 5,

¥4 Fabry 2 RHIE

masre| 22 | 20 [ Lo |28
FEGI% 9 14 8 5 3
EEARHY| 0 3 1 b 1
LFEER] 0 0 1 3 2
Eir 0 0 3 1 1
D. ¥ ¥

10 5E2 DMK E BV T4T o /= Gaucher fi50
2 Bo2EAREICLBTSRLEE2EIT 2R
DELNBDTHD, TOBRRELARICTHO
HELWR, Z0o—20ER L LTREETIT
LT eFREOHARMBHOMERSH DL
O LR END, By OEETH, 1974 £
& Gaucher FO¥ABWIZITV, BEE T
21 % 25 BB &1T > 1. TOFRBOAR
2R 14E%K, 1R6xEHR, 3WMIERTDH
. 2RBFEIENoT, £LT, BROFE
ARFHLEZ LR, 13 E£HROFEICBIS
2REFHOFLIZAE LTS L0k Bbh
Do, ¥, AE2TI0HFEU LD 1RREZLLI A
LN FRO—DICH.HAE 1 THRESh T
12 208 LR BUORE S LE

14

Zohbd,

—7 ., Fabry 0 2 BEORE T, TOBK
BITFREEL RO o7, 3 WHEL, 1996
FOREFEXHR L UTHIT L2720, Fabry
FROBREREBAOIITADOHFARE
BErEXTINDIBLOLEZITND,

E. & &
BBETITok LR 2EDOT A VY — A
£ ARE T hospital base DFMETHY . M
EoHFERvR AT Y —= TR X
X 5 7 population base ODFEABELBAIZ &
REETHD, L, AEOHIEE L URZK
EEOREFBEFEZD L IO ORMAITE
REICBY 5 ARBORLORERE LT
TWabhorERIhd,

F. BIRRX

1. RXER

1) KA # &h : bBEICIT S Gaucher
WROER, BIRE 104(7):717~722, 2000.

2) XKfnHE # 13 BRORE LEHE—%
FHEARBREEL RRERORDY, ERA
FAotR 53 (8) 749~753, 2001.

3) KM@ . NREB VY Y—LERE
(VY Y—Ah¥). BAER BT, RREHK
#EtE (2):317~827, 2001,




BEEREPIREME RERENRIAFEIHRE)
g LI S

B L D ZPEERE O QOL ITBY 5 M ME

SENEE  fBAREZ BBRRFEFEEREREHRTRA LSS -)
WEBAE  #HIRF BEEXZEFRAER)

ARFERE (KR KFRFENEH)

WiEExR (PR

LADREEBED QOL 2HET 2 1 D20 HEL LT WeeFIM #AWTRHEIT> 2. FEEHEM
PO BHE QOL OFMEICGHAEET, Wb RS TH /. Fir WeeFIM BIERNSITHON
TWAREEE - IQ L L BICBHOED - ANBEOMIO—BI &S EBX L1,

A. BIZEHE
BEELISHEEIIFHEOME, PIEMERE
@, DEEE BHNE BETEREERE®:
EETHEEETH DI BEEERISEILIEN
TE5T., BF QOL iKW ThifflakenifT
bhTtwiw, 841X WeeFIM (Z EHD70
@ FIM: functional independence measure,
Za—I3-—- MY KEFE) ERW. AIZEHED
QOLITET 310y bAFT 4 &EITo .

B. A HE

BB XHERBEICHRRO 3L 0L ASNEER
# (Hurler-Scheie 55 1 %, Hunter 8§ 2 %) 12D
WTEBENHEMBEFTo . ERIEED (A
3, BESA., CHEHR. DEEK. F M LEME
G HR. H $HF. 1K %, L 558, M B,
ZAmE (N B, 0 £, P #2HTH. Q i
Eftgk, R i) chhh, £3H. 28X
78, EIEH 6 M. FKEABILSL R, BT
Bh 4 £, hEMB 3N BAME 2 K. 27
1 RTHMELE (BE 126 K. R 18 5D,

C. DR

$EH 1 (Hunter 35, 25E40H R : £#9
PDBIAIAEHESTA - A7 Y- 0ONRA
Ow hAYF4 CRERRENFR.BEASTHGE
By 42 5. M 15 20 T, RERRBRERIES
B, BENIEBRTHH M X -
bV ABRERBRRTBNBETHH .

JEF 2 (Hunterds, 5EHRY) : 3ETSICE
X2EHIh, £E8E40R, BHENS0N (&
Bels. BH19%) T. HESREIZOTH1S
B OGEESS . B33 ChA BAEK -
ER-BE - A% - ML THEMEL S .

SEF 3 (Hugler-Scheied%. 65510AHIR) 1 2
HEERZIR, 2E2hATEHHESEEL
T/, BERI26E GEE9LA. BH35R) T,

15

fEEELE<EERYENO .

D. %

WeeFIM OEMEBEAEETFERSREL
THED, QOL 2FFTAOBULEFREEX
LR, LOLHEEFCL> THRBCENBS
ATHEtE D, BEHZOTENADUEEDSLHD,
SHBESITRATILENSD EEZ DN,
HIrRBAEHOERZEMLIC< WESRSHD. M
ERRBERIREEIEL LN, :

E. &
AOEBEEBED QOL #3¥ETH2FEELT
WeeFIM ASSGRI v EEE B 2 bz,

F. WI9ERE

1. @mXFHE

1) 8 EH. SRER, BAREZ. Bk
RBEMBEBROTHBHER. HEEE
33(3):25-9, 2001

2) AR, MBS REMREENE. U
Sy, BEO-DOBRHESEE (PE
JE) 1:520-521,2002,

3) $hoKEEZ ¢ LAOEEE, LOUER—-R.

S O/NEBEEHESHE 13K, EFEHER (AR

2. FEREK

1) AsE, AR  Mflm, mig, K
MIROFEE —FoF OB, B 4 EHEFL
KERMEYFES 2001.11.8-10 ABX

2) MrAEEE, &ARBEZIED ( GC/MS RV
BRSPS BEOMOBEESRBIIDWT -dRE
BRI B SR, 8 44 BHFLERK
BWAREFS 2001.11.8-10 AKX

G. AMHAHEOHREFIRK 7l




IFARFHREHE (ERBRTRFE)
FA VS~ MROREOBARCEREORRE IR T SRR FAESEH

FRNBERICBITD A Y Y — b

SHRFRE it

AR FHEXEMREREAHE SRR T &R

ThD.

WRER  #ENHES TR I A VY —ARBERTI I L0PRVWELEERTHY, YH T
BRERLASe? 38 FERIC 14 # (0.2%) OEMEZER L. EBOWNRIL galactosialidosis 4% 3 % 4
. Gaucher 7575 2 HF 2 # (N 1 LHEEVWHD, metachromatic leukodystrophy(MLD)A% 3 % 3 #
(P91 & i3EEV ), Krabbe #6573 2 F 5% 2 41, GM2 gangliosidosis 7% 1 5% 1 #, mucopolysaccharidosis
13 Scheie SEFREEM 1 A 1 Y, Hunter SERHA 1 £F 1 fiChotk, MENBTIR CIIREREN
DIET VA BB R ARIRIEGIOBR D ZV D3, GMmz gangliosidosis @ X 5 (ZBEAR 03 JLEY
HHEELH Y, REHERBE R B ICIIHBIIC T (Y /— ABERTE LA WET B S L BBE

HRGHE : PERE—
7 18 X 4 4 BF 9% 7 G B 4 E AY 22 45 P
EPTR £ 558

ATFREK

FIZRAZHASIZ LTWAHERABHEE T,

TAYY LRI EBTIRECEY, WK

BETHD. MBI 1964 FiThAR SN TLL,
7300 AHU LD ABRBERZHLTELN, 74
Y —AHITEVHESD TS 14 # (02%)
CBRER2V, FWECRYBTORRH IS
WT, hERARARICBT 354 Y /- AKD
¥, BENFSR. BREZHLLRLTVL
“EEBHLET D,
B. HEFik

19644E DBARR LI, IBERITUH CEEBLT
FA - ARBEOEEEREHNT D,
C. B

I8 EMITABRLEZA Y —ARBEIR 14
B (0.2%) Tdhoi, 1964 b 1977 £F T
A4 —ARE2HEINTEAITRZLS, 10
Pl AL EMRET R TRz ie o7 1980
FRUBOBETCH-, RKBOARI
gelactosialidosis #% 3 % 4 . Gaucher A 2
FHR 2 H (RN 1 LiITEVH) . metachromatic
leukodystrophy(MLD)#S 3 % 3 8 (W 1 A XEE
W)  Krabbe #5238 2 F % 2 £, GM2 gangliosidosis
2% 1 &% 1 #l. mucopolysaccharidosis I¥ Scheie
JEMEEEN 1 % 1 . Hunter SEERL 1 EFH 1
FlChot,

1) Galactosialidosis : JE# 1 : £ 1=8F 13 S I2

(BT R®A 3364). MMEL o7, BT
T2 BEEBR, 5 BRRITEESREL B IO
foo 7 REEFICHBETEERSL, ABRE (9
B VERTEE YV — 4 V8T HEEETIQs6).
W ELAE, REXFEL RO, Vo SKD
ER{EEFES., ALRFA VS —LHPDF-
galactosidase #% 21.8nmol/mg protein/hr(% B8 116.2
+ 338) & {& T . sialidase 2% 0.44nmol/mg
protein/he (B8 1.09*+03NELETLTH Y, R
Y THEERBET ORI FEmL T,
TO®%, F8EEN, BEKRIL /-2, £
SEBEE, PAL=THEIMDY, 13 8 8
A TCREAHGOLDET L, EH 2: 40
Rt (Brkapy 3488), 16 KRI D IRNIET.
35 RE X 0 BRITHRENR, AR, G5, B
ER., 0B%IT angiokeratoma, cherry-red spots,

0 RBAT. FHEARERED, V" RoXR
£, AMERZT A Y /b P D f -galactosidase

" 23.1nmol/mg protein/hr( X B8 170-180) L & T,

16

sialidase 0.33nmol/mg protein/hr(¥1 88 2.0%+0.5)&
ETLTW, EM 3:41 RBHE (HAHN
4732), IEHD 2 DF, B L D angiokeratoma,
16 RELVRAET 28 RFELVEBERE 3R
HELVATEEHR, YRARE, YT
WREEM. E¥. angiokeratoma, HAETF, I 4
rr—X R, KREHERT, BRATELED,

A%z A Y S — A D B -galactosidase
12.1nmol/mg protein/hr(Gei 8 119.0£32.3) L KT,
sialidase 0.342nmol/mg protein/hr(f B 1.31+0.42)
EETLTWE, E6 4: 44 BHE (FKHA
2467), 12 BEIVHENET, 15 BEL Y ED
BEOETSH D, AR, angiokeratoma, 1Q79.



WAET. HEEE, I+ 70—X 2, gk
W, THROKHE. BEHTEXRBD, U8
Ehafe, BMEK T A V7 — LB D B -galactosidase
FEHOBTEZRED L,

2) Guaucher # : JEH : 1 88 3 AL (FA
P 5264), FEHARE - oA B, FFEEE. i
B, HRERESHY, 4 PAKLEHZEMCT
Gaucher #lAEH1E, B -glucosidase FHIEIK T 4R
o, 28 Gaucher & BMr&iz, 4% 10 A
LY ERBREFEEETY., R, LMK,
HHREBREOHL AR HELHRELEORE
HELRDH, BEAHMIZIY 1R 3 1A
TR LI,

3) Metachromatic leukodystrophy(MLD) : fE#1 1 :

30 BActE (BT KM 5444), 24 AL DV FHEM
DELTERLKRY RAZHRNBH LML LR
ofc, Ay, mEOHRE, ABEEMSE, B
BEHET, AORH. RE2ED. kg
CHEEOET, M CT THEOBRIEER
Wic, BMRZ A Y — AP D arylsulfatase A
BXBO MS%IETLTWe, E6 242 &
TtE (FRMA 5184), 39 BRIV HLZIRER
EEDLSRY, BLEB SRR kolz, AR
B, BRI 16 A, FHERER, THRERHT
ELRY, XHFEREFEEOEN BT LK
MRl TAHE® T2 &BESRLB DL, ALK
A4 Y /S — A O arylsulfatase A & # i
13.2nmol/mg protein/hr (X 50-100) LET L
T,

4) Krabbe 75 : FEf 1:38 BB (FR#HPA 5444),
17 AL BITHEE, 25 RE XY FRIRE, 37
BEIVEFEREHER, AR, B,

MEOXE., EEBOER, BEEREEFLED.

FEHECHEEOEFRLRET LM MR L,

KEEARCLEHRABEHEAE 2R, ARKT A
v — I 1 O galactocerebrosidase & % %
0.33nmol/mg protein/hr (XfE& 1.93.5.58) L{ET
LTWie, &6 2 - 40 Bt (R 6898),

MNEEENPLFOEREBSL Y, 32 BEL YOG
HETHRELNEL 2ok, ABiR., MEZEMAG
DERLTHGMET., BTHEOKME, BREHTCE.
R AT, RE 2RO, M MR Tzl
FHERIZB>T T2 BIESHE. MEOEHL
ERLROL, KR EEEEIEHICET
LTY, ahKZA4 Y — L0
galactocerebrosidase & 4 X 0.053nmolmg
protein/hr (6F B2 1.93-5.58) LS F L T\ /=,

5) Gm2 gangliosidosis : FEB 39 BB # (FK#
P 4250), BEMEN »>7ons, HE 7 »A. 8L
BObLE,o, 7T RELIVERBHEOKEE
CHEEAETHS2EBEOERIIK SIhi, ARE, B

17

MEZEENE (1Q44), BHE, EHCAHLN
EHEOSEBOEBLM, S THRSEOEE:
0¥, local panatrophy & 2B, AMKRF~1 v/
— A hexosaminidase A, B & b EBRATEHIET
RO EBNBELAR CEIMERABAR
membranous cytoplasmic bodies 232, Sandhoff
mEBEH LI,
6) Mucopolysaccharidosis : JE# 1(Scheie #%8) : 33
B (FAMA 5072), MWETHoEH, 8
BEHIOVKVRNMET. 250MHHEE. a8
HR. 33 RSB LENETHR. AR,
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