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Catalytic reaction mechanisms of the enzymes producing
rare sugars based on X-ray structures
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1. AEXF > EaAEXF 8

IVFF L (Ub) F¥ U NZHEBROY7FLE LT

MuNDY., HRINDILE Y 87 BIi2iE, $RICE
Do 2O Ub BIEFREICL D FInEshs, #hr
HEfE LCHEL-7a T Ty —2o1, REy 30 8%
MRS H. ZOUb-TaF TV —AIZK D5 80 iR
VAT A, BEEMIICLHED VAT ATHY, TOER
WZR LT 2004 412 ) —XOULEE SRS SN Tw5. i
ETIX, &7 BRI O REL RN T B2 R %
FIHT 27 FNVoFE LT UbAHERET LI EHHSH
WChoTETHBY, ZoEERIIFIEIHEASIN TV S,
HE, Ubld, BHO CRMICRESINIZ7) ¥ iRk
ERENDIE Y VR ED) DV VREE DAL VY RT T
FREEENMLCERE Y V7 IiHms s sy, HEOY
DU E N L CEBINICES LT LICX D, K UbH
LIFIEN AR ~—% BT 5. FEIZIZE, L2201 T ¥
FedL (K6, K11, K27, K29, K33, K48, K63) IZhZ T,
NKmOT I /2N L CHEBRICENE L TE S
O, HEWHDLNEY Y VEERT IV EDEVIZE -
T, WERBOR L2 8FHORY) UbSHB G I 1
. HARNTRODEFICHFET LD, 707 7Y —A4
W20 7 F IV E L TE KB HERDKRY) Ub AT
HLH, TNUAOHBEERORY Ub IOV TIE, %L
WCZDRRBEDRBEIN TV EDITTIE W, L2 LaeD
5, K63 &M AEY) UbSHIZO W TIE, DNABHER T
ROTHEEZZ EICBWTEELRY 7V E LTHRET S
ZEDBHBEEN TS (R 1A).

2. BEDNDIEXFUHERD T 5B

AERPNCIZRDS ) TORR LK) Ub AL TWD
A%, UblE ZNE2ARTE Y NI HEDBEKRD AR
oIz A S EC. BL R wFlo—D2 L LT,K63
AR Ub HO G %2179 Ub #iklEHR (E2) Th b
Ubcl3 - Mms2 EE R DOBI D H T 5 5. Ubcl3 - Mms2
AR E Ub & OB ERORE S AT T, Ubcls -
Mms2 HERIZHE A L 72 Ub 40T @ C K G76 A%, #5d
TEEICHA L T2 Ub 53T @ K63 DI EICALE LT W
72. L72d 5T, ZOBE® Ub 4+ & Ubcl3 - Mms2 # &
R OMEMEMIZ, BIRWIZ K63 R Ub S5 2 AT 5
B E TR EFAETH 2 LR TE 2. F72,
Ub-associated (UBA) KX A ¥ & K48 K& R Ub =tk &
DBEROKEET VBTSN TN 207, K63 fEAH
UbSH L #EG Y v 37 B & OBAEROREETEDOBIT RS
ENTEHT K63 HAM Ub SHEZFFRINICIEHET 5 2 h =
AAXFIFEAEHHIN T o7z,
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1 AMSH-LP & LV &5 8 A&
(A)K48 ¥/ R & K63 #EATID L 5 V8l
(B) AMSH-LP HAK D % Sy i

(C) AMSH-LP & K63-Ub, & OFEARORKE Rtk

3. K Ubit B %

B Ub fLEEFR1E, Ub D C RGO ANV EKF I VEEZE L
TR ENDEXRTF FfiEDH B \VIEA VX7 F PG 2
KL D UIWT§ 27077 —E¥TH L. i UbfLlEER
&, 7 X BREEY) O M E P HE DT, Ub-specific pro-
tease (USP), Ub C-terminal hydrolase (UCH), otubain pro-
tease (OTU), Machado-Joseph disease protease (MJD), JAB1/
MPN/Mov34 metalloenzyme (JAMM) ® 5 fEfHO 7 7 I ) —
2B ENnBY. Z»9H B, USP, UCH, OTU, MJID @ 4
L, ML E LCO AT A VEREEZFIHT 23 AT
A2 7u77—¥ThHobOIIH LT, JAMMIZIEMELZ
In" B LRETHHEHTOTT —ETHEH, TNETIC
ARED Y 27 A4 v 7a 77 — Rk Ub ALRE 3% O 46 il i i
FRE SN T2t (209 5 MID BALo 3 HisIE Ub
EOBERE LTHRESNTWS), JAMM O VAR X

B

z
\ Asp}360 "
K istee His408
zn’

(‘ ‘V/& )05 |

[}

W4 { His410
@02 \ ‘8

JAMM 37
- - Ins-2
JEfERl Ub
WEENT WD o7 JAMM 2, SHF7:H D5

VLB L7z AMSH (associated molecule with the SH3
domain of STAM) 7 7 IV — (AMSH B X 1" AMSH-LP),
268 7077V —2A LTUb A YK % Rpnll/POH1 %
t Z I~ H2B O Ub L %479 MYSM1, FLASA B EIR
T-EEW) BRCAL & 312 BRCC36 e EOEE R ¥ VI8
BREINTEDY, ZOVAMEE L YIMEEEE O H AR 72
ncTwi,

4, B¢ Ub 1LE23% AMSH & AMSH-LP

FOT IR F—EMZEREEOZHERIE, VHTUFE
KA L CURMEAL L7210, MRS K%ﬁ Rl R
Y Ub M INEh, =¥ F¥4 b= 212X MBI
WYAENZYY, WY RAFNZERE, =V FY—24
ZRET, SRR EIFEN L BN SRR L, i
BINCY VY =) AENTHREND. Zolikafe

e e e



2009 4 9 )

817

IZBWT, AMSH & 2Dk E0 7 Tdhb AMSH-LP IF, &
) Ub b SN2 HED S K63 AR ORY Ub iz = v
Ky =L ETHETLIEICLY, ZHREHOHIIEL
WU A 23 55%EEHS . FAbid, Ke3HERIOR
1) Ub $H % B IRA Y9 % I Ub L % T & %5 AMSH
77IV—IZFEHL, FORKMEELTRETSLEILIZLS
T, K63 #EEARY Ub SR 2 525 - COWTHERE %2 /I3
VR L7,

5. AMSH-LP D3 {At§&E

BB JAMM 7 7 3 Y — Ot Ub {bEEE & MM &
%705 B Ub b2 2wy o587 B, SHHIE D S
tFETWLONFEL, EN0 O HIEE D S JAMM
a7 EEN B ARG ORI TS 2k o T
72Y. AMSH-LP Ofiftl K 2 £ &, Z ® JAMM 2 7 fif %
L 2T AMSH 7 7 3 U — IZHEBAY 22 9 A8 (Ins-1
L Ins-2) ICkoTHERENRTWVS (K1B). Ins-1 H5—#
DHFATR ¥ — b L ZNITHL aNY v 7 ALK S
NTVEDIZHLT, -2 1ARKDaNY vy 7 REZFN
WZHEd BV —THEEL SR SN TW5E. 2OV — T
% B2 % Cysd02, His408, His410 1, JAMM 27 L@
His362 & 3Li2 Zn*" Z Bif7 L C, Ins-2 D& 2 L ELL T
Wwh,

6. Ins-2 EMEITICKBEERD Ub 5F D35

7251, AMSH-LP DHEE TH 5 K63 #EEH Ub it
f& (K63-Ub,) % FEFEMICHER L, AMSH-LP & K63-Ub,
LoOBEROREEELZRE LY (K1C). K63 AR
Ub S a8akicix, (Ubfbahizs v 7B RT) i
BRI D Ub DFLENLETH SH. AMSH-LP Ofiltifh K 2 £
> & K63-Ub, HAMAROR Wil T, G o Ub i3, Ins-2
D Zn* " BAL L 7200 — TG L B X A 2 @ His349 2
5 Leuds6 FTON—=TIZL o THEKEINLEAINE S
IACHEALTWS (R2A). Ub ® GIn62 & Glubd
$H1X, Thr353 B X UF Ser3s8 L AHKMEAEZHK T HZ LT
s, 512, Ub D Lys63 DHISHD 2 F L v ik
AMSH-LP @ Phe355 & Phed07 12 & » T T 5. B Ub
LB BT AN OMHEEHOREZRRD 720
Thr353, Ser358, Phe355, Phed07 # 7 5 = ¥ ¥ #I2, %
72, Cysd02 2tV VIRIICER L2 EREEZERL, X
ISR IR 21T o 72 (R1D. ZOHRE, &ETOLR

KT, MEOMI TR K AHIZEFER LD S 20,
HBHIE, DIPIWP LD LT, ED#ES 2K

#F 1 AMSH-LP % 21K B i I fEAT

AMSH-LP  K,(uM) kX 1073(s7Y)
wt 71.8+6.3 860 % 65. 4
T353A 76.8+11.7 46.3 +3.7
Sl | F355A 58.9+10.4 5.33£0.30
Ub & @ S358A 75.1% 8.2 82.8 5.3
MHEAEH C4028 33.9+ 2.4 2.14%0.12
F407A 30.2+ 4.6 24,9 +1.7
-‘Lll l
ﬁ;ﬁ%§ F332A 897+ 25.8 528+ 60. 9
M370A 1277 £110. 4 487 +50.
R AR 0 87508

FTha HIZKRELSWI L. ZOREDS, TEH O Ub
EOMEAERIC X 5T, Lys63 4L THEA L7 Ub 721
PSEYNCELEE - BEm L, EIRICUIBI S D 2 & AHED D
b7z,

7. Ins-1 EBUEOTIC L B EIHAID Ub 9FDER

—REMILZ, Ub OFEICIZ, Tledd DERIZIERE S N8
KMEDOHFIBSEETH L Z EFMS5NTWS, AMSH-LP
Dl K 2 4 >~ & K63-Ub, HAKRIZB W TIE, iMoo
Ub @ Tledd % s & § 2 B/K 5 AY, AMSH-LP @ Phe332
Va8 itk o T EIhTw5 (W2B). €512, £
DOEMNZH 725 5T RKIMIZT D Leu69, 1e36, Leu7l 72 & T
R ENLBRMEDO R v bBHEEL, ZOBKEOR
o bAS, AMSH-LP @ Met370 12 & - TS IhTw5b
B Ub (LIS 2B 5 2 OMEAH ORE 2 TR 5 72
®, Phe332 & Met370 27 7 = VIRILICEIR L - ERMAEE
ER L, BOUBEERMNIRITZ4T-72 (D). ZO/FKE,

MZE BRI, ko HIZEFAER D S WA, K, HASK
ELWIML 7., ZofRE, iRl Ub o828 Ub $4

LOBAMEITHESEEL WA EEZRLTEBY, FEMH
D Ub DRBATIGEEICHF G L TWDHDEIZNBWT
Hote.

8. AMSH773U—IlLBLYRTFREED
Nk EiE

el o Ub @ B (Leu73 2* & Gly76) 1%, Ins-1 DB
Y= hMLHPATR Y- PEEKT S &I, it T L
DFRIEE LKFERHEA Y VT =2 2T H. TNHDOR

FRICE Y, WkEZT A4 RTF NS
592 70 O ICIEEICRE S L.

W7 a5 7 —XIZ L BRTF FREEDOMKGERX F =
AAE, HLASHEINTEY, B, WA 2 e

(PR
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2 AMSH-LP & K63-Ub, & DHEAEH
(AMSH-LP OB A2 BT, Ub DBEL 7L —TIXIV L)
(A) AMSH-LP & EEH 0 Ub 230F & O EAEH
(B) AMSH-LP & %3l > Ub 251 & OMHEAEH
(O H—EFY ¥ v OFHEE
(D) AMSH-LP D M: &1

TaFT—E¥ThHHEY—FY IR AEEZELY MYSM1, CSN5 ® 6 Fi¥i D & > 737 B H%, Ub % Ub KD
YBREELNT T FEOBEAEROMEEIHRE ST 7 YN LT YRTF & =Bl a2 50 L s &
52 (X 2C). ¥—=F"Y ¥ & AMSH-LP &, {iF¥i Zn*" NTWRBY CNSDy NI EDOT I BREIZZ R
BRETHDLEVH T kuﬂ CHGEME T VDS, Zn* k # THY, AMSH-LP & DIIIZ & » CTHRERFERE R L0
OB THERD LI, TNTRORE L OBEEROKS METAIELGELY. LAL, E0y s HD,
G E ELASbE S a YW % 2\ A ARG ORLE - AMSH 7 7 3 U —[AAkIZ, JAMM I 712 2D O i A 5H I8
Briz—3%d4 5 (K2c). L7zd->7T, @7 usr7—+ AR EN T 5. il o Ub & o EA/ER R,
(i Zw\7’—f N & DMK #E L AMSH 7 & O JAMM JAMM 7 7 3 ) —IZRBEENRTWAE L E 2 5N, AMSH-
77 I =L B A RTF FIEGOMKG R, kD LP KRS, il o> Ub @ lledd % vhols & § B Bk Em &
A ﬁ:f‘A“Cﬁ?bﬂZa LEZHN5. ZOEMOBKRT v b & FEHHL, FEZ, RBEEAT Ins-1
- WSS LB E B Y- MERRLT, WkaEhsd (Y
0. ROIAMM 77 IU—EDLE NTF BRI RS 2 Bl A > T 5 &
L hDJAMM % Y87 B 14 FEH L LTSN TH TRING., —7, REERYECHLST 5 Ins-2 125
D, #®9 B AMSH, AMSH-LP, BRCC36, Rpnl1/POHI, LA, Lo JAMM 7 7 3 —TED L) ks &4
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I DPIZONWTIE, D JAMM 7 7 3 1) — D Vi ARRE &
EERELRLTE RSV,

@ Ub #H% RIRAYICUIRT T B 118

HEED Ub $H % EIRWICUIWT 9 2 B Ub fLEER & L C,
K63k AR R E RO R Y Ub % BN ICYIW 3 %
CYLD (cylindromatosis) = K48 #5 &I AR Y Ub $8 % 1E R
MIZEIW 9 % OTUL 2 EAH SN TW A, CYLD it
USP773IU—IZEL, OTULIEX, OTUZ7 7 3V —I2)&
T5. BREBEND, Io 2MHEOREZE Ubiik 0#is
RO M T S TS, YIBrEER R K A KB
@m%i,:ngzﬁﬁ@%%% AMSH7 7 31 —¢&
FBRIC, EIEBMWO Ub EDHEETT 74 =54 — %
FL, S5ICEBEMO Ub 2398 DR ERI D6 O Aay)

BT 2L TA YRS NG IR IEEERA I
DDHEVI AT TV TREMEBRN YW 217 2 &
ERBLTWS, COAHZRLAPBELWVWI EZH SR
T57:012h, TNHOB UbILEEFE L Ub i & OBEER
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