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&5 PRI ) RERTEE R4S CPiEAREMORT Zofth GEBRAHD
1 T 118 GFE) glucocerebrosidase DTG T [RIAEE 2 glucocerebroside YN (fiHH MR (D SR
(Gaucher 47%) 2. 278 (bR L&Y JEHE ( ) L&Y ( ) L&Y L&Y
3. 3% (M) EREEC o~ ) 2.72L 2.78L 2.7
2. R 3. R 3. RIHti 3. RIHti
2 = VIR LA acid sphingomyelinase DFFMHEKT [ErRt e aa Y sphingomyelin Zf& (U > <) TR (R R
(Niemann-Pick §%) 2.B% L&y EHE ( ) 1L.&Y 1.&Y 1.&Y
ERE G~ ) 2781 2.7 2.72L
2. R 3. K 3. RIHti 3. RIHti
3 = By sEc 1.l NPCI & 70 F NPC2 0285 T4V ELETO cholesterol @ | P (FBf)
(Niemann-Pick §% C ) 2. L L&Y B 1Y
2.72L L&Y 2.72L
3. RIHi 2721 3. RIHti
3. RIHti
4 ML H> 7V Ay =y A LU B-galactosidase OFFHHE T RV 7oA SR ) S
2.4 L&Y & ) L&Y L&Y
3. FRN ERE G~ ) 2781 2.7
2. K 3. R 3. RIHti
5 Q2 Ho 7 ) Ay R—v A 1.l B-hexosaminidase A DFFMEKT a7 =y O TR 1. oligosaccharides FRAHRRR, JREA
(TA Y A (Tay-Sachs ¥, Yo | 2 AL L&y EHE ( ) L&Y LY (B )
RA79% (Sandhoff §7) . ABT) 3. RN ERE G~ ) 2720 2.72L L&Y
2. R 3. RIHi 3. RIHti 271
B-hexosaminidase B OIEHIT BYT =y MOBRTAT: 2.6 W7V A RO 3. AR
L&Y & ) L&Y (ARSI 2 L)
ERE G~ ) 2781 LbY
2. R 3. RIHi 271
G2 A VAR P PO T 455 3. RIfL
L&Y
2720
3 ARFHi
6 77 i 1. gLy galactocerebrosidase OFFIHET [ e o oA JRERRA CRRSIER) S
(Krabbe 579) 2. Ly TEHE ( ) 1.&Y LbY
3. FRAH EHE (o~ ) 2.72L 271
2. K 3. A 3. A9
7 FIHEATA ba 74— L AL arylsulfatase A OJFHHIET [V O Sulfatide OLRAHRIEIN PR ORIHD) S
2. Ly TEHE ( ) 1.&Y LbY LbY
3. FRAH EHE (o~ ) 2.72L 271 271
2. Kt 3. A 3. A9 3. A9
8 NNFTNAINA T 7 —BIAE LTS arylsulfatase A, B,C OJEMEHET SUMF1 S8z 004 PR PR (ki) S
(Multiple sulfatase KFHE) 2. FLEhhE 1LY 1.5 (1.sulfatide 2.DS 3.HS) 1.5HY
2. Rt 2.72L LdbY 2.7
arylsul fatase A7EMAE ( ) 3. KFit 2.7 3. RFEtE
A ( ~ ) 3. A
arylsulfatase BIEMHIE ( )
A ( ~ )
arylsulfatase CIEMIE ( )
A ( ~ )
ZOAhod sul fatase ( )
TEPHE ( )
IERE ( ~ )
9 77— 1. 17 ceramidase OFFEMHE T [FY e o oA ceramide O (R 5D TR Gilft) Siar
(Farber 7%) 2. 2% LdbY & ( ) L&Y L&Y L&Y
3. 3% EFRE G~ ) 2.72L 2.72L 2.72L
4. 4% 2. A9 3. AR 3. AR 3. A
5. 5%
6. 6%
7.7
10 LA ZHE 1 L= a~iduronidase OIFHEE T [/ 025 1.DS 2. HS ORI AR
2. N—=F =/ V= T L&Y TEHE ( ) L&Y LbY LbY
3. YA T EfE o~ ) 271 2. RIHi 271
2. K 3. K 3. A5
1 LT ZBE 11 1. FiFR iduronate-2-sul fatase OFEIHE [/ 025 1.DS 2. HS ORI AR
N B—) 2. BT L&Y & ( ) L&Y L&Y L&Y
EE (o~ ) 2721 2. Kt 2. 721
2. At 3. AR 3. ARG
12 LaZE 1115 LA heparan N-sulfatase OIEHAE T [RVAES oD 2E 5 HS PRI AR
(71 VA LdbY & ( ) L&Y L&Y L&Y
ERAE (o~ ) 2.72L 2. R 2.72L
2. A9 3. AR 3. A
2.B% a—N-acetylglucosaminidase OFFMHE (R AR
L&Y & ( ) L&Y
I o~ ) 2.72L
2. Rt 3. AR
3.cHl acetyl-CoA: a glucosaminide N- (Rl n o2 R
acetyltransferase OFHHAL T L&Y
LbY JEHE ( ) 2.72L
(o~ ) 3. A
2. RFE
4.D%! N-acetylglucosamine 6-sulfatase il (R n oA
KT L&Y
LbY JEHE ( ) 2.72L
IEEGE ( ~ ) 2 K 3. A
13 LIZHHE TV A 1A% galactosamine 6-sul fatase OFFPHE [FlfE oA 1.KS 2.CS-A Ot SRR A L
Y LdY 75 ( ) L&Y L&Y L&Y
(&) ERE G~ ) 2.72L 2.72L 2.72L
R 2. At 3. A 3. A 3. A
2.B%! B-galactosidase [R5
L&Y & ( ) L&Y
2. Kt 2.72L
3. Rt
14 LIZHHEV HY 1. FREA arylsulfatase B OGPHE [RIfE n e 5 DS JRAIRILY SRR
(vr b=+ 7 I—) 2. WP LdY G ( ) L&Y L&Y L&Y
o~ ) 2.72L 2. R 2.72L
2. A 3. Kl 3. A
15 LI ZHREVIT AL L AR B-glucuronidase OIFHHE Rz 1.DS 2.HS 3.CS Rl TEUSATH
(AFA9) 2. i L&Y iEHE ( ) L&Y L&Y L&Y
3. R EE (o~ ) 2.72L 2.72L 2.72L
2. R 3. K 3 AE 3. RIHi




& PRI ) RERTEE R4S CPiEAREMORRT ZOfth CEBRAHD
16 LIZHE X hyaluroni dase OIEPHE T R/ oA BRSO il e
(e7nrnm=4%—¥KHBIE LY TEHEHE ( ) LY 1.HY 1.&HY
(Hyaluronidase JFEIE) ) EHE ( ~ ) 2.72L 2.7 2.7
2. Kt 3. Kt 3. R 3. A
17 T R=U R L1 sialidase OIFHHE T [FEH oA JRHp sialyloligosaccharide RS | JpEipseds (Vo ekade) Sk
2. 1178 Ldbb EHE ( ) LY 1 L&Y
IR o~ ) 2.72L L&Y 2.72L
2. Kt 3. AR 2.72L 3. A
3 K
18 HF 7 b T ) R—= 2 L BN RO Y B-galactosidase DIFMHET VRV - (TS 045 JRHp sialyloligosaccharide HRftS | iy (Vo ERda) S
2. i S LdbY & ) 1L.&HY il 1L.HY
3 AHER OB IERE ( ~ ) 2.72L 1.&Y 2721
2. Kt 3. Rt 2.72L 3. R
sialidase OIFHHIKT 3. REN
LY jEHE ( )
IR~ )
2. Kt
cathepsin A DIFHHET
LY jEHE ( )
IR o~ )
2. K9t
19 PEPIEISZA LB (15 IcellJ%) | Ui~ $kpgalactosidase OIFMHAT GNPTABEH S O PRI
2.8 (1117 Ldby EEHE ( ) LY (RSP M Co2ZE)
EE (o ~ ) 2.72L LdHY
2. R 3. Rt 2.72L
1 o —mannosidase OIEMERNN 3. Rt
LY jEHE ( ) GNPIG s {0255
IR~ ) LY
2. RFE 2.72L
1 B~fucosidase OOTEPERIN 3. RN
LdbY & )
(o~ )
2. Kt
20 @Y/ Y R—VA Ll a-mannosidase DT T [ oA oligosaccharide OFRHHILT S (T, V> SBR) S
2. AN Ly TEHE ( ) 1LHY LdY L&Y
(o~ ) 2.72L 2.72L 2.72L
2721 IEEfE ( ~ ) 3. Rt 3. AR 3. AR
3 K
21 B )Y R—UA B-mannosidase OTFMHE T [ e o oA oligosaccharide BRI, TR (W, EBD RE
Ly & ( ) Ldb L&Y L&Y
IR o~ ) 2.72L 2.72L 27201
2. KIti 3. Rt 3. R 3. R
22 Tay =R 1. flhem a—fucosidase DIFMHET [RIfEE TS5 oligosaccharide BRI, TR (HED S
pA Sheivd L&Y EHE ( ) L&Y 1LY 1L.dY
IR o~ ) 2.72L 2.72L 27201
2. Kt 3. Rt 3. R 3. R
23 TR INFNT Y U RE aspartylglucosaminidase OFFME T [RYE s O oligosaccharide OFRHHEIELH JRERRT (Uo7 ER) HE
LY EHE ( ) L&Y (aspartylglucosamine) 1.®Y
(o~ ) 2.72L L&Y 2.72L
2. Kt 3. Rt 2.7L 3. AR
3 K
24 v RT—/ R 1175 N-acetyl-a—galactosaminidase MR [R5 1. ol igosaccharide OJRHRIETH il rgotite
(Schindler,/fHHi3) 2. 117 Ly &M ( ) Lb 2. glycopeptide DJRPOHRHESLH (B2, EPRE, TP
3. 1117 I o~ ) 2.72L L&Y L&Y
2. Rt 3. AR 2.72L 2.72L
25 R 1. L acid a-glucosidase DIFIMHET [R5 TR (AR B
(Pompe #5) 2. /NI LdY EHE ( ) L&Y L&Y
3. N EE (o~ ) 2.72L 2.7
2. Kt 3. Rt 3. AR
26 i ) S— R AEE LLIRR (U4~ | acid lipase OIFHET LIPATEz -5, 1. cholesterol ester (O RS (IR S
(Wolman 7)) Ly JEMH ( ) L&Y 2. triglyceride O L&Y
2.3 (AL ATFI—LT EE (o~ ) 2.72L L&Y 2.7%L
AT VERYE (CESD)) 2. Kt 3. Rt 2.72L 3. AR
3 R
27 4 P Lamp-2 S LTS, Lanp2 DR 7455% S (7). LIS
(Danon 773 1.&Y L&Y 1L.®Y
2.7 2.72L 2.72L
3. Kt 3. Rt 3. AR
2 e 7 MR LSRR (B STALIN D5 SLCI7A5 (SIALIN) Yz 1255 SRepibEE 7 M 5 TR (RO, AN S
2. PR 1.&Y 1L.&Y 1.HY 1.HY
3. YT (Sallafif) (R 2781 2.72L 2.72L 2.72L
3. Kt 3. Rt 3. AR 3. AR
29 taAf RURTRAF ) — R 1 e PPT DS, [RAESE - (AN 025 B
2. FLIR LY TEHEE ) LY [ 2 )
3. YRR 9. k3 2. 7L 1.GROD 2.0V 3.FP 4.RL
A, R tripeptidyl peptidase 1 DFEH 3. Rt 1.5HY
5. N Ldbb & ( ) [F/ERIET (AN o2ER 2.7l
6. JEETR 2. Kt L&y 3. R
2.72L (EPRTANT, PTget 2 i)
3. Rt
MDD CLNEEAOIER
30 777 V=G 1. iRl a-galactosidase A DFEMHET [R5 Gb3 DFRFREEYE LB, R (D, R R
2. iR Ldbb & ( ) LD LdY 1
o~ ) 2.72L 2.7L
3. JtE~T R 2. 721 @EET miEe ) 3. Rt 3. RIHL
2. At
31 VAFUIE (VAT ) —VR) 1R CINSTHET OISR [UfERAOD Y AT LA 5 S (e L) SR
2. HfY LdY 1L.HY L&Y
3P (R 2. 7L 2721 2721
3. AR 3. K 3. AR

1) DS : dermatan sulfate
GROD : granular osmiophilic deposits
PPT : palmitoyl protein thicesterase

HS : heparan sulfate

RL : rectilinear complex

lysosomal SAT : lysosomal sialic acid transporter

CTH : ceramide trihexoside

KS : keratan sulfate

CS : chondroitin sulfate
CV : curvilinear profiles

FP : fingerprint profiles

2007-01-01




