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1 T L1 GRedR) glucocerebrosidase DIEMHE (R Ao glucocerebroside O MNHD PR (i) SR
(Gaucher 7%) 2,27 (Y Ly e ) Ly ( ) LD L&Y
3,37 (ERR) EEEC ~ ) 2. 721 2.72L 2.72L
2. RFi 3. R 3. KFh 3. KTt
2 = B LA%Y acid sphingomyelinase OIFMHE F [ E o2 sphingomyel in ##( Y o <) SRR (It S
(Niemann-Pick %) 2.B% L ) L&Y LD LD
EHfE (o~ ) 2. 721 2.72L 2.72L
2. RFi 3. R 3. KFh 3. KTt
3 =< By ICR 1. LR NPCI 721 NPC2 0255 Filipin Y44 CD cholesterol ester | JPffies (fiffth) Fiad
(Niemann-Pick J5 C ) 2. N L&Y 255 LD
2.72L L&Y 2.721L
3. R 2.7 3. RFEh
3. KTt
4 ML A7V AY R=VA LU Bgalactosidase OFFHHE LS ERRZ N AL CHEID S
2. A4 L ) L&Y LD
3. RN EEEC ~ ) 2. 721 2.781L
2. RFi 3. R 3. KTt
5 G2 7Y Ao R—=T A 1. gLy B-hexosaminidase A DIFHHE T a7z MR TR 1. oligosaccharides JRHBRIESER PR
(Tay-Sachs Sandhoff AB%) 2.4 Ly ) L&Y LD (PR &)
3. N EHfE (o~ ) 2. 721 2.72L L
2. KFh 3. R 3. RFEh 2.7
B-hexosaminidase B ORI BY 7= hOMRTAR 2.QW2 WY A RO 3. At
L ) L&Y AR &)
EHfE (o~ ) 2. 721 LD
2. KFh 3. R 2.7
GM2 Tt AR D s T A5 3. At
1.5y
2.72L
3. AR
6 77 I 1. L galactocerebrosidase DK T (R Ao JPERAR RIS S
(Krabbe J73) 2. FERY L&Y iEHE( ) L&Y L&Y
3. RN IEHE ( ~ ) 2.72L 2.72L
2. RFhi 3. K H 3. A
7 SRS L LR arylsulfatese A OFFHET [DLEEERRZ N Sulfatide OIRAHRIIIN A ORISR S
2, 4R L&Y 5 ) L&Y L&Y L&Y
3. BRI EEE (O~ ) 2. 7L 2.7 2.72L
2. A 3. K H 3. A 3. A
8 < IVFINAINE 7 7 —P Kb LA arylsulfatese A, B, C OIRMHE SUNF1 3z 00255 PR RIS (PR S
(Multiple sulfatese JHEiE) 2. LR L&Y LdY (1. sulfatide 2.DS 3.HS) L&Y
2. KFh 2.72L L&Y 2.72L
arylsulfatese AJEMHE( ) 3. ARt 2.72L 3. Kt
EE( ~ ) 3. KTt
arylsulfatese B ( )
EE( ~ )
arylsulfatese CGPH{E( )
EEE( ~ )
FDHho sul fatase (
TEPHiE ( )
IEE ( ~ )
9 77— L1% ceramidase OTHE T [/ T2 ceramide OOZFE (B ) Pty Ghilfd) S
(Farber J73) 2.2%! L ) L&Y LD LD
3,37 EEEC ~ ) 2. 721 2.7 2.73L
4,474 2. KFh 3. R 3. RFEh 3. KTt
5.5%!
6.6
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10 LT 1R LN—F— a~iduronidase OTFHHE T [FI/ETRR o2 5% DS 2. HS ObRApHRIES A
2 N—T—/ = A T L&Y iEHE( ) L&Y L&Y L&Y
3. VA T (o~ ) 2.72L 2. KFh 2.7
2. RFhi 3. K H 3. A
1 LA LI 1. Hi iduronate sulfatase OFFIHE [FI/ETRR o2 5% DS 2. HS ObRApHRIES A
(N5 2. R L EPHE( ) LdY Ldb LD
IEHE ( ~ ) 2.72L 2. KFh 2.72L
2. KFhi 3. R 3. KTt
12 LTSI LA%Y heparan N-sul fatase OJFHEE F [DLEEERRZ N HS OJRAHRIESE A
(74 V) L ) L&Y LD LD
EHfE (o~ ) 2. 721 2. K 2.72L
2. KFh 3. R 3. KTt
2.B7% a-N-asetylglucosaminidase OFEHHE T (Rl oA
L ) L&Y
EHfE (o~ ) 2.72L
2. KFh 3. R
3.CHY acetyl-CoA: a glucosaminide N (Rl oA
acetyltransferase OFHIHE T 1.&Y
Ly e ) 2.72L
(o~ ) 3. R
2. A
4.D7% N-acetylglucosamine 6-sulfatase [Elst i adr iy
L ) L&Y
2. A 2.72L
3. R
13 LaZPHEIVE] LA%Y galactosamine 6-sul fatase OIEMHE B Eean? KS 2. CS-A ORIt PP
i) L ) L&Y LD LD
(BAFXAHH) EHfE (o~ ) 2. 721 2.72L 2.72L
2. iR 2. KFh 3. R 3. RFEh 3. KTt
3.B7% B-galactosidase (R Ao
L ) LdY
2. A 2.72L
3. R
14 LA HHEVIR 1. T arysulfatase B ORIV [/ T2 DS SRR SRS
(v\ b=+ 731 2. i L ) L&Y LD LD
EHfE (o~ ) 2. 721 2. K 2.72L
2. KFh 3. AR 3. KTt
15 LI HHEVIR LAY B-glucuronidase DIEHHIL T [/ T2 DS 2.HS 3.CS JRApitsE SRS
(AFA95) 2. Hpd L ) L&Y LD LD
3 AR EEE (O~ ) 2. 72 2.7 2.72L
2. A 3. K H 3. A 3. A
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16 LR hyaluronidase OIFHHE T [/ T oA BRGSO JoEIA DR
(Hyaluronidase KABIE) 1L.&Y  1EMHE( ) 1L.5HY 1L.&Y 1L.&Y
EEEC ~ ) 2.7 2.72L 2.72L
2. RFi 3. R 3. KFh 3. KTt
17 T Y R=vA I sialidase OIFPHE (RIS A T o2 JRe sialyloligosaccharide HRIEE | JrsEihds () o BRZeh) S
2. I Ldb  ErHiE( ) L&Y L1 LD
EEEC ~ ) 2.7 L 2.72L
2. KFh 3. R 2.7 3. RFEh
3. A
18 HZ7 b7V K=y A LTV O B-galactosidase OIFHHE PR PR T CTSA 45 JRH sialyloligosaccharide PRI | A (Y o SERAND) i
2. s LR L EPHE( ) LdY #® L
3. FARROWNEL (o~ ) 2.72L LD 2.7
2. R 3. KK 2.72L 3. A
sialidase OIFHHE T 3. KTt
Ly )
(o~ )
2. Kt
cathepsin A OIEMHE T
L )
(o~ )
2. Kt
19 LAY ER—TR LA (TTEL T-cell %) Y vk B galactosidase DIERIHE T GNPTABIEH 50025 itiraontics
2. (PR Ly e ) L&Y AR T2l
G~ ) 2. 721 LD
2. R 3. R 2721
1 a-mannosidase OGN 3, i
Ly ) GNPTG S 0085
EHE (o~ ) LdY
2. KRt 2.72L
ifufEep B—fucosidase OIFHERIIN 3. R
Ly e )
(o~ )
2. A
20 - )Y =R 1L gL a-mannosidase OIFHHE [/ OA oligosaccharide OpRHRIEELH RO, Y o k) S
2. AN L EPHE( ) LdY L L
EEE (o~ ) 2. 7L 2.7 2.7
2.72L  TEHHE( ~ ) 3. R 3. At 3. At
3. KTt
21 B~V FUA B-mannosidase OIFHAE T (RIS A T2 oligosaccharide (OFRAWRHSEH PR (RO, HHE) S
L ) L&Y LD LD
EEEC ~ ) 2. 721 2.72L 2.72L
2. K 3. R 3. KFh 3. KTt
22 Tay R—=UA 1. LR a~—fucosidase DIEMHET [Elst i adr iy oligosaccharide (OJRHPRIEL PR (T S
2. [ L ) L&Y LD LD
EEEC ~ ) 2. 721 2.72L 2.72L
2. KFh 3. R 3. KFh 3. KTt
23 T AT NI R aspartylglucosaminidase OIEMHE T (R Ao oligosaccharide DFRAHRIETES R (V) 2 ER) SR
1L.&HY  1EHE( ) 1L.5HY (aspartylglucosamine) 1L.&Y
(o~ ) 2.72L LD 2.7
2. R 3. KK 2.72L 3. A
3. KTt
24 S RT—/ PR LIE N-acetyl-a-galactosaminidase M T [ E o2 1. oligosaccharide DFRAHRILE PP
(Schindler,/lkH7) 2. Y L ) L&Y 2. glycopeptide OPRIODYRITGH (B2, &P, IR
3. TIPEY EHfE (o~ ) 2. 721 Ldb LD
2. KFh 3. R 2.72L 2.7
3. A 3. A
25 R~ L LY a~glucosidase DL T LS ERRZ N AL (TR S
(Pompe 73) 2. /N L EPHE( ) LdY LD
3. BN i (o~ ) 2.72L 2.72L
2. A 3. K H 3. A
26 ) =P ARE 1LY Wolman 57%) acid lipase OFEHET [RIEm o2 1. choresuterol ester (¥ JoERRRAT (T S
2. MBI (U AT NaAT VR REE Ldbh  iEHE( ) LdY 2. triglyceride O L&Y
(CESD)) (o~ ) 2.72L LD 2.7
2. R 3. KK 2.72L 3. A
3. KTt
27 5 )P Lamp-2 DS LA FTROIER; Lanp-2 DTSR Sl (), LR,
(Danon %) 1L.&Y 1.&Y 1L.&Y
2.72L 2.7 2.72L
3. A 3. K H 3. A
28 e 7 SR LY (i) STALIN (D55 SLCI7A5 (STALIN)IE 5 A5 3 pReigfes 7 VO R AL (B2, Al S
2. HffpE L&Y L&Y L&Y L&Y
3.Sallafi @R 2.72L 2.72L 2.72L 2.72L
3. A 3. K H 3. A 3. A
29 A NURTAF ) =LA L S PPT DO, [AZERR T (GLND) OZE5% AL
2. LR L EPHE( ) LdY GhfRAn < )
3. IBFEFLIRY 2. Kt 2.72L 1.GROD 2.CV 3. FP 4.RL
4, AR tripeptidyl peptidase 1 (DFEH 3. AR 1LY
5. N L ErHiE( ) [A/ERT (N2 025 2.72L
6. IEERE 2. A L&Y 3. A
2.72L (ESASONT, e TEED
3. AR
M CLNIEGFO2ER:
30 777 VW 1. gy a-galactosidase A DIGMHET [/ Ao Gb3 DLRFRHR P (D, D S
2. Y L&Y ) 1.5y L&Y
EEEC ~ ) 2. 721 2.72L
3. Wt~ A A 2. 2L @tE~T e i) 3. R 3. At
2. Kt
31 SAFUE (AT )= R) 1. CINS HHEF- 0L FUMERTOD S AT A |- SRR (iR L) S
2. pf 1.HY L&Y L&Y
3 (D 2.72L 2.72L 2.72L
3. R 3. KFEh 3. KTt

1) DS:dematan sulfate

HS:heparan sulfate
GROD: granular osmioohilic deposits
PPT:palmitoil protein thioesterase

KS:leratan sulfate
RL:rectilinear complex

lysosomal SAT:lysosomal sialic acid transporter

CTH:ceramide trihexoside

CV:curvilinear profiles

(CS:chondroitin sulfate

FP:gingerprint profiles
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