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PP1 EIRIMFI D AT EEME

BLRZENC 212, RS v b ORMSEAAT T SURSE C
,%Flﬁﬁkmmx%wﬁkﬁﬁfwﬁﬁﬁiﬁ
L, PP1yl &ETOCpG 74 T ¥ FABEIZAF VLE
U, TOFEBAPH SN LY. ATR-X JEFEHE 1L DNA
AF VALY — VIZEALB R SN DY, 5%, PPIy] #
{ETF- D X F VLAY ATR-X SEMERE % & O 78RR 12 B W
THEEREEHZHD 2HETT 5.

7. TOMOBEERETILYIXE
CaMKII ;&4 DOEEM

X-H PR TdH b Rett IEBERE L, MECP2 #inT
DERIERT 5. CaMKILIZ & % MeCP2 (Serd21) 1)
v BAtIx MeCP2 #1714 @ BDNF (brain-derived neurotrophic
factor) OFEEHIEL, BIRGEOMER X34 VIERE

WZBE 595 2 LA 72", Angelman SE BRI, B
H3k 15 Fgetafk 1o UBE3A Bz T3 ¥ —oREF 21t
BRICIVOERISNIEEORKMIERTHSD. UBEA
BIZTHE~ Y XA TIHERICBI) 5 CaMKI IO T 28
Roh, AL v oRSHPEL, BELKV., 2512, £
D=7 A% ENR CaMKII 2 BB T 2 BB TREST TR &
BUF G b LT, UBE3A BIZTHE~Y Y AD CaM-
KILGEHOETABE SR, ¥+ FANEEoRE, %3
REOUENR ST, IS o, CaMKII M
T DSKE AR O RHZ VO R Z R LT 5

8. & b U

GRS L 2R AE®R 2T TR, RA %ﬁf?
ADHD % OABMI B B W T HOBIRZER Z /5 » D Jt

R EEAR BV HE ST W5, &ijc%_xzm’
> B BRAR I O AR ZE DY, KSR R O R KR 721 T 7
<o RRIS, WAREOBERICEMTE S EE 2T
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ATEHUI DRI R D LB AE S R 5 2 L sk
5E9hoTETVS. ThETICHE L OBIFHRT —
FT7 DT MEREEFIPFR SN TV B05, ETNVEYIC
BOWTINTTICHESNRTELBERBEBICEITNLN
EWMROLLHN, BFRT —F 707 7 AEHPII R
ENTIHVWIEPRHLNERSTEZ. L2L, ¥/ 4
HHRPICEE SN B P ERR 2 2 — M5 28 fs
TAZoWT, KIBEHECERESEy V87 % v TR
FRIICHCY MA 2L 2 A, BIFET —F 7THREERIIIN
FTICRABIN TR 2 BMERT A2 LW S0
EoT&. 22T, FO—IHIZOWTHEH LI -WwER
).

2. T—X%TOFERHHICONT

T—FT7EIE BEHAEDOMEEEZ SN LM EY
T, 16S VKV — 2 RNA BT OERF LI X ) FEEAE
MOz THITF N b DT, DL O»
LIFEM O O TEEL. A LMWEINZ T TITE
WHDOEEBEWITEWDDEDEE LN T v Nl
DOWMEWPZEEZ 5N TV,

FIRERFICERLTWA T —F TAWES RIS L ) =4 L
F—2HETIBICIE, 22— 7 RERRE V56
DEDLZENAMONT VS, —FEIIE 7 Vva—Ri3Y) ~
Bilbsh8, SMINTZALNF—IIERINTNL
W5, B 243 Sulfolobus EO T —F TIZIZ 7 Vva—A%1) v
AL V2R 2 R R AR AFAE T 5 2 LIS
NTn3B?, 7272, 7—F 7O 7 L& F FRIBHRED
AT 2 AIEIEFICEO N2 LrMbsTnZk
WOT, FEFROMAETIIMELEZ AT 2BHHT —F7
Hik OPHEHiIRER - BEX 7 LA F FERERICER L.

3. TDP-7 ../ —X (Rhamnose) &mIEK

WAIDO Y =4y N & U THREEMIFICIUD A 72 85T -
%1%, TDP-Z & / — A (Rhamnose) & & (X 1A
ZH) RN 2R EET (RmA-D) LM ZIT> 0
BIZTT, B LKLY 7AY — 2K L TWw
7z, FZT, BT —F T Pyrococcus horikoshii FH®
INSDEDDBIZTFNZONWTENEFNKRIEHN TOERE
WZHLD FAZE. P. horikoshii HEDTUD OFEER % K384 8L
THHLZNVI—A1-) YETIP LIRS &L 2

7)L9|“=F+_‘E l glutamine
! @ (
—_ ) A S— lutamat
FARIATNIA—RAVAFG—H glutamate
| Glcosamine-6-P |
) THRIAIV /) LE3—E/ F4F JL-CoA
! FARIH+I NaLs—E % (1) l ° l 1v) pu
Glcosamine-6-P = CoA %
? RmlA ? GleN-1-P GleNAc-6-P | &
an : IN T EFIL-CoA %
! Y S (HDK» V) %
| Glcosamine-1-P | | Galactosamine-1-P | lleB KS CoA
(1) (ST0452) (ST0452) | dTDP-D-xylo-hexulose | | GleNAc-1-P |
' . | RmIC
GlcNAc-1-P GalNAc-1-P UTP
(VD] (ST0452) (ST0452) I RmID PPi
UDP-GIcNAc <---‘)--> UDP-GalNAc | dTDP-L-rhamnose | | UDP-GlIcNAc |

R R LW 3

A 1 S. tokodaii \Z A M} & 7172 UDP-GIeNAc, UDP-GalNAc } UN TDP-T & J — A& Bifk#s, B /N7 71 7 8} OV ELA% A 1 1 UDP-
GlcNAc & AR DL, (1) : glutamine:fructose-6-phosphate amidotransferase, (II): phosphoglucosamine mutase, (III): GlcN-1-P ace-
tyltransferase, (IV): GIcN-6-P acetyltransferase, (V): phosphoacetylglucosamine mutase, (VI): GIcNAc-1-P uridyltransferase
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2 T —AEREERE UL S 725E DY O HPLC 4
ViR S

FNVaA—A1Y YBETTP G L LTMAKIGRIZ, A

RmlA BEZ 2 M2 7234, B RmlA L O°RmIB # /I 2 72354,

C :RmlA, RmIB }2 O RmIC % il 2 72 %4, D RmlA-D K OF

NADPH %z 7=854.

%, B22R T L9512, RmAMABEZOAZINZ S &7
Va—R-1-9) VERE TTP 256 L7z TDP-Z )V 2 — XA D&
BASHERR S 7z (K 2A). KIZ, RmlA I2E 512 RmIB #
FBEE %A 725, RmlA, RmiIB % UF RmIC MBS %
Iz 72 5O TlZ, TDP-Z )V 2 — X DEEER 2324 L 72

Y—2r 3l Ehs (W2B, 0. &512, 4FHE DM
f#3%4C L NADPH #2125 & 4 BEBED SUGH 4 CTHEAT L
T, TDP-T & —ANEEENS Z LR SNz (K2
D). TP X )T, REAENT 4 BRSO JUS AT IE A 12 4T
ThHZ e, KBIHET —F%7 P. horikoshii OFIEANTD
CNODOMEIBIEL TVALILEZRBLTWVS, 51
ZDZ EE, REIFRT —F 7 OMBMNIZIZR 1A 1I2RY
TDP-T & J — A GBI L, EBRIZT A — AN
BERENTVDE I LHHMIREL TS, ZORBREED
RAREY TH B L-F 4 —RIL, WEREHEOWHEROM
FABIZHE A LTV B0 b ILICAET 2 N-7 & F
V-p-Z VI I ¥ (GleNAc) DRITHLE L, HEMEDOTE
BUCEE L REE2 R L TC0b I EMbONTWSY. L
ML, BFHRT —F7IESEEH S LVwDT, ZOEK
ENRL-FL ) —2AFEDL ) BREEHSTVLD
M ORL-T A — AT —F TN TH S T
WAHEBOBEEZH S 2ICL TV S EPROEE 2 i E
ELEZD.

4, S. tokodaii DE T 5 ST0452 BEZ DFR

ETRLUAZTDP-5 4 ) — AHERBEOMRIETH 5
FNVaA—RX-1-1) VBETTIP 2 #ET AL EDONE LS
HETHDL 7 IVa—X-1-1) VR TTP iR & DR
FEOMBEITo72EZA, 7 AERFIFHShERoTW
5 I ERMEBIFEL 7 — 3 7 Sulfolobus tokodaii  strain7? D7/
AERPICEBOMHEBETARBENTE L. 2o
TST0452 HEHE % 21— N5 5 # a1 % thoMFE#EET &
WL 2A, X780 CKmFIRICHY T 55
AHRIEFIZRVWIEFRBENTE A, KST0452 7 /8
2L, EBRIHE) VEEXZLE Y FEY VERE KA
THEIENTE DD, BV CRBHEBOBERE XM, &
WA BRI R SMICTH I L2 HIZ, A ST0452 ¥ >~
NIBR RKBRTRBASE, Bonhizs » X7 BHoiEM %
FEREMRITICI D MLA 72,

ZORER, K ST0452 7 ¥ /37 1%, 80 T 3 BRI
ML TD 60% BEDOTEMEDERS Z L5, F7295 8 1K
B O MNRALHLE T B 5O IERS L v ) EFITH W
HEEEZAELTWD I EHHP LY. S5 3H# % pH
i, 7.5 LIRFRHEZE RS N/ZY, R ST0452 & ¥ /%7
BRI ENBIFE T — % 7 8. tokodaii 13T HEVE T pH2
M0 3 DIEATRMZH, T OREEIHERET L MRPIX
MR D Zth & e ) pEICR 72N T B 2 E RIS
5. F72, KBHRZOMoEF VA ORHEE T34
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BAAELTIE, MZ'E72Mn" OARLPFIHTE 2
A%, AR ST0452 & V28 7 HOBEAI2IE, Co' % Ca?', Zn*
DL RMTIIFH SN LKL ER A4+ VDR TE
HZEBHLNE LS.

KT, BIBICHWS 2 AR T oE % R~z L
Z A, RST0452 & 37 BOMEME» S FHEINZ 7V
I—R1-V VEBRETTPEHEATEL T TR, 7V
I—-1-1) YBEETORMBEO T+ F 3 NTP L 244G T
L2 ENRMEN. S5, RST0M52 ¥ ¥ 287 2
&, BEY VEEREE LCN-TEFA VTN I V1Y Y
% (GIcNAc-1-1) Y ) % TTP £ 721X UTP & #i & A1
PHRBENTEL, ZhsoEEIC T, MR
LYPHEINLTIVva— A1) VERE TTP 2467 5 itk
IV LBV S R ENTEL S TEKINS
UDP-GlIcNAc 1%, % < AW oMBREEA L Tw L5
BHOHRTH I D HETITHFTET 2T % GleNAc % BigH
WY AL 7D I E R LEWTH B, T2, ZOILEW
DOEBARIIK 1B ISRT LI, N7 7Y T LEBEY
TRLZLIEFMSNTWBY. /N7 51 7 H D UDP-
GIcNAc AR TIE, 1B IZRT X 9 12K HE D GleNAc-
1-) YR E UTP 26T 2RO —EREHT O 7 v a
I V1) VBOT R F VLD T A Z ST
W2, —J7, BEEWEOSRRETIE, KlICTeF
1L &8 N7z GIeNAc-6-V Y25, V) YBOG T HEERIC
& 5T GleNAc-1-Y YEEDER SNS, RA2LTT7—F7
T, EHE505 4 TOEEREEE v TWv 2 hE DO RERH
RUBHIZILY HLA 72,

5. ST0452 BEZ D7 & F IV EERE 5 EM

KGH R DN 27 7 7 HHE 9§ % UDP-GleNAc A BUiE
BORAED 2 Bebs % it 3 2 8% 13 GlmU & EEN S 75,
AR ST0452 7 ¥ 78 7 L 13 20% FEE DM P L 2 A &
Nhhoi”. LeL, 7TEFNVERT UNVEZER IS
LR S R ENTWIEF— TN =V THDHT
I ERFRIEDOME Y R LATA ST0452 & > 78 7 B D C- K
Wb RMEhT&, 2F), TOST452 7 ¥ /87 Y
I 7 & F VIR O E DRI S 7z DT, ARG
DRI Y HLATZ.

7 e FNVEERIETIE, 7EFIV-CoADT F LI
A CoA M SHiEEEL T, TEFIMLENBILEWICHET
5. HER E N7z CoA iE, DTNB (thiol reagent 5,5  -dithiobis
(2-nitrobenzoic acid)) R & S 85 Z & TR 412 nm
DI R E NS5 DT, 412 nm DPE R DO

EPLERIN CoOADERNTESL., 22T, $7#
BThHbH7NayIv1-) VB, TEFIV-CoA &L K
JSEAZ ST0452 7 /8 7 H & 2 T 80 FE TR L TA 7z
LA, 412 nm TORNBEOBMAMB SN2 25,
KT F NVIEEBIHEOFEEI R R IN. —FH, B
BAWM O T 2 F VEEBIEESEIET 20700 a4 3
Y-6-U VIREIEE LTHRDORIGZIT o 7288, 208
Fi12F 412 nm TOWREO ERHIZRSh o7, Th
SOKREN D, WIS T —F 7 S. tokodaii TIX, /N
2 71) 7 1@ UDP-GlcNAc B SHERE L T b 2 &
DRI NI,

L2L, SOZVa%I vyl rygeitgicL-Bo
412 nm OWIEED EH 2T, TR FUEST L F V-
CoA Bl L 72 2 LM 8 N7 T, KInAERY
BRESNTIEWRW, 22T, fEEEBYICZ VIV
¥ -1-U YD S GleNAc-1-1) YRR E TV 5 h O
AREARST452 ¥ VST EPHELTWBHELY) VX7 L
FF FEEBEZIEEZ H TINS5 2 L 2Rka /.

A ST0452 % Y /87 EDORE1 ) Y EX 7 L F Nz EE
FEWMTIE, ZF Va3 vl YBREREICTE RV,
T2 F VIR O RS A TH 5 GleNAc-1-1) ¥
% UTP L 54 8¢ T UDP-GIeNAc 2 4K T AH Z LA TE
5. Z£IT, KT F VEERRIEDRICUTP Nz 72
WA AR &S B UDP-GIeNAe # il 95 2 L TT & F
WENHPOEEWMIHEE L TV I e AT L
72, RIBART X I T EF IV CoA F 7212 ST0452 % ~
NI EMZ R CEEITE, X7 VAT FoTImm s
Neipo?zh’, TROHLOEEZETMATRIGZIT) &N
3B 12789 & 9 12 UDP-GlcNAc HEH#E N & [i] — o i AL 12
Y— i Sz, ZofREPS, 72 F VIS
FN a3 12 YRR ST GleNAc-1-Y) Y gD E
WENTWE I EDVHERINI-OTHAH".

6. FR7EFINEERBENE

RIZA ST0452 # ¥ /8 7 DT & F )V FEEBIE D »
HIENTELT I /HE-1-) Y IRILE OB IOV TR
L7 ZoORE, 7 I V1Y vBEREICL
RIS EAT o728 25 CoA DREEA Z R $ WL O LR
M Ehz, 22C, LRI UTP % KIsR ISz
TR TSR THAIEZ A, M3CIZREINSE LD
\Z, UDP-N-7 £ F V45 27 b4 3~ (UDP-GalNAc) %
FTPERSIND ZEPHERINLE. Tz Lid, AST
0452 % YIS EB 7NV aAR I V1) YERZGTRATS
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3 UTPZMATT ¥ FMERISZ T o 2B E LR O
HPLC 73H7 &

Al TEFIVCoA F/IESTOS2 EZR#MA WA, B 7
Va3 V1) VEERIEE LTT £ F IV CoA J U ST0452 ¥
FHMA TS ZED YA, C. 527 b3 U-1-Y V%
B E LTT7EF IV CoA J U STO452 FEsE 2 T It % #E &
72354, D AEHE o UTP, UDP-GIcNAc, UDP-GalNAc % 77 B
L 755,

M IVIY) VLT EFIMLETED E WD) T EER
LTwab., CORREIT) LN TEBMHEIL, InET
CEoERFE,rS I RBEIN TV AREP 5725 DT, KST
0452 % Y X7 B THH TR SN DTH 5.

A ST0452 % ¥ 787 E 13, GleNAc-1-V) Y& UTP % &
GT BT THRL, GalNAc-1-Y Y& UTP b#i4&T 516
YOI TR ENT. F2T, TOEZEETICOVWT,
B 5% HAEFRAER - AT AT L7, LA L GalNAc-1-V)
VL, oSt I N TR VDT, GalNAc-
1-1) YWk & UTP 2* 5 UDP-GalNAc % L $ 5 Ko % H 3
ERT A Z EIEIATEETH - 72. —7, UDP-GalNAc I3,
RIEL LTHBENTW/2DT, UDP-GalNAc £ ¥ 1) »
M 3E & LTUTP & GalNAc-1-) Y BBO AR5, K
RO FAEOMHRICI Y A, ThooEx &
BUGHENZ ST0452 # /3 7 B & 2 T80 FETHRIL L 72 &

Z A, HEMIZUTP DERDFERINIZDOTHS".

VI EOFEBHEREDS, KST0452 ¥ V287 H 121k, Th
FTHHEIN TR H T 7 I V1) YRIZT
tFNIEEEBE T I ONIC GalNAc-1-1) ~ & & UTP
LEBETHEMPHAET LI L DPHRTEZDTH 5.
NS ODFEME—2D Y VI EPFELTHEDT
OBITHABH. X5IT, KRST0452 7 ¥ 787 B E Wi 2k
EFHELTWAZENLICHECOMBE LI N TV,

Z N ¥ T, UDP-GalNAc |3 UDP-GIcNAc 2* » T ¥ X
T — & AV THER SN REED ADAEWSETH S 2
ENTWREY, LaL, RSTM52 ¥ VN7 EBAHT 5
ODEEEEBT S EMIAWCKRT X9 % # 72 % UDP-
GalNAc AR 7 —F 7 ICWIHFAET 5 2 L5 R
BENT=DTHbH. TOLI) LREDHFLEIRINTZDIF
BRSO TTH 5.

7. % & 9]

AWEGEE, 7/ AEHREARICHA L CEBROEN: % i
BT BHZED, FhBRICOENsRWHI7ZZEBbh
B, ) NEWDSVER L7z 7 v 37 e 72 5500 7 1%
ik, HFEZTCTIERATIaVWETSRT —FT7OH L
TWbL=— 7 TP RMEICHENE T TV R FET
H59.
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