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protein complex : DGC) X EBEICHFIET 5 57 V7 B
BEKTH L. DGCIIEBRDIMUZHFLET b a-¥ A b
a7 Y 5 v (a-dystroglycan : a-DG) AN L T % ¥
HENMLT, 7 \M/&‘k@n‘lﬂﬁ'@ﬂ? M)y 7 AG5FE
#HE35 (B1A). —7, DGCOMMBEMIZHFET 5P
Ara74 3T FUMBEREHEET S Z0X)
(2, DGCIEMIEast~ ) v 7 Z LR EKRE DR T
&T, M AT - oA & M D R SERICA U B W EY
AR OMIBEE A RET 2 DI EE 2 EH A2 R T
BY, DCCHEMIT T DRIAIZ, & OB IIDHA KT
TAHEMEERERTHLH YA b7 1 — ORI & %2
5. TOEBIIZVE AR RGEREN R L, BAETEA
@?a%%rf%é AFTIY LT % a-DG DFESH G A
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HiE EX!

FFENOISHPf SN S, BEEE Iy At sy A/
NRF—DRNBETIZISHEAFNEINTEY, Z0EMER
FHEWIZa-DGZED L DB L Na-DG EOL=—2 % 0-7
¥/ =2 (Man) BIBESH (i) OB LEEERT
HoHV. LE, BAEGELWLOPOTV—=FI2XY), T
DOHEGREE D EIB L OFOEMEEEITTXTH S 2
rolV. ZOMETHKAIX, ZoOMEMIEINE CHALE
MOFEETIIRWZEINZ 0w [VE =LY VB
(RboP) | (K 1B) 2% ¥ F AIZD RN - 72k % G4 IER
2 =—=2%bDTHAHZ L, RboPIZFTVA MO B/
T — D JFRBAE T W TH 5 fukutin (FKTN) & Z DA
[F] 43 F- fukutin-related protein (FKRP) {2 & - THFIZHESHIZ
EBENLZEZWPSICLY. RboPid, 7T 2N
WOMBEED LR TH 5 7 4 IO ST & LTHS
NTW™Y, HLBYORESE TEINOTOfITH L. &
fTix, 9 0-DG D O-Man BUHEGH O G IR 2D W THE
G L, RboPHABIEMORBOMA L LT, RboPIEBE %R
Td % FKRP 12D\ THRATR 4 DT o 72T R AT DWW T
s 5.

2. a-DGIZHB T B O-Man BUFESH DB B IELE

¥ NI B BT ARSI NS AL L O AR R
SN, ZTNENAsn IO ZEFEIFTF, Ser/Thr I OER T
FICHET A, OMEGHBEHD ) B, Ser/ThrlZHiE T 5
D Man T % b O % O-Man BUBESH & IT5. & 41321997
12 a-DGHO-Man BUBESA CIEfli S B Z L 28R L, €
OHERLGHBEEZ W S ML TERY. aDGIREH D
O-Man BUAESH TIEMi S NCHB Y, Th o OFEgHIE, Hic
DOMan EN-7 £ F IV 7V 2% 3 ¥ (GleNAc) O i &Kk
ROBENZ LD Z00 T THEEICHEEIN S [core M1 :
GIcNAcf1-2Man, core M2 : GleNAcf1-2 [GleNAcf1-6]
Man, core M3 : GalNAcf1-3GlcNAcf1-4Man (GalNAc : N-
TEFNAT I MHI )] (KIC). FHF % £ Da-DG
EAsHI$ 5 FE R O- Man*"*?ﬁfﬁ IEcore M1 I TH % 7%,
fasb= 1) v 7 A5T L OEICB W TEERH % 3
723 D1t core M3 TUBESH T dH V), ZNF Ta-DGTOD A
HERNTWBY. 6-DG_E @ core M3 b §5 1% fifi (7 & 1&
Thr317, Thr319, Thi379 @ 3 i 25t STz 49,
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core M1

— GleNACE2

Mani‘—Ser/Thr
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S|a_'Ga|B1_’4 m

etc. core M2 m

—! GIcNAc _B16 .
Man——Ser/Thr
—! GlcNACc 512

m POMT1/POMT2

core M3

OH O

GalNAc 22 GleNAG "l—“ Man2Y—Ser/Thr

1 a-DG ® O-Man BUH§H

(A) DGC D& & O-Man BB AR IS X BV 2 ha ) & ) o8F —,

i (IEH): a-DG D O-Man BUFEGE AT I =

VHELEAEL, VAN T4 BT F OMBEKEEET LI LT, MRS MY v 2 R ISR E D
HREERT. A (YA PAZ YA 8F =) O-ManBUEIASICE D S I v R EERATE R VW ET

T EEANESS 2 2 D, AR AR b,

(B) I.: RboP D . Rbo DS YIBENFEG L TV 5.

T : CDP-Rbo DHExE. (C) O-Man BUBESH OREE & S KEES. core M3 EURESH A L O C, FKTNIZ—2 H @ RboP,
FKRPIZZ=DOH®DRboP % FNFNIERTA. Man: ¥~/ — A, GlcNAc : N-TXF NV FZ NV aH3I v, Gal: o7

M—2Z, Sia: Y7V, GalNAc:N-7TYFNHTF 7 M3V,

ZonaT#EoaRIE, wTFRb /MK (ER) 2B
I3 %5 POMT1/POMT2 N 7 B B A MIZ X 5 Ser/Thr ™~ ® Man
OEBIZL VB ENS (K1C). core M1IZD W T,
FDHINIVKIZBWTPOMGNTIIZ L D AL X, core
M2 iZcore M1 % 7612 L TGnT-IX (B4 GnT-Vb) (2 & 0
AR ENDL. —Jicore M3 1L, WD DManDEEf X N7z
%, ERIZCTPOMGNT2IZ & V) GleNAc 3 p1-445 & Tl
N, B3GALNT2IZ & V) GalNAcHB1-3fEETIB IND
ZETHEREND (K10). FD%, POMKIZ X D Man®

Xyl: ¥ 0—2Z, GleA: Z V27 a Vg

6fiAN) YL EINTY VB licore M3 & 72 5 72, T
IRICBATL CE DL R HOMEEZ 2T 5. ROAT v
7T, RboPH Y ¥ T A DO L h o lod=— 7 DT
WENSH. YE b= (Rbo) FHRMET IV I—IVT, ik
FHOPHEIRIZO Ao M 28> (K1B). T,
FKTNIZ X ) —D H @ RboP A*GalNAc D 3L IZHxH S 1,
WIZFKRPIZ L D, =2 H D RboP 25— H ® RboP ® 11,
WCHEFE & 5. FKTN & FKRP O K F—3£% 13 CDP-Rbo T
H DA, THIECTP & RboP A 5 CRPPA (H) %4 ISPD) |2
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IoTaEKENLY. Z0O%, RXYLTL (3% TMEMS)
Lo THFu—2 (Xyl) 2522 HDRboPIZp1-4%EH
THBE SN, BAGATIIC X > T V7 1 v (GleA) A
Pl-4FEETIEBING, BB, XylZal-3846 T
T 55 & GleA % f1-3 44 TIB T A2 GO >R
Witk % FFOLARGEIC & 5T, GleA & XylD ) ¥ — MM
[3GIcAS1-3Xylall, TR EN S, T D) ¥— MEEDN T

IV EOHIBAT MY v 2 A5 T L OREETTH
D, COWGTETTHEREINTHD THREERHE 2 5. &
B, core M3EHESH DGR D 5 TR TCOMFEIETIE,
TANAZY)H I NF—DFEHBIEFTH o 7.

core M3TUHEGH L, A DHHER R, DGCZ AL 72
MBENY 7 F VN0 Ao THE s, Sx8Fn
J&) T “C core M3 BUHE S > &5 B A3 & LT B W] REME S
Hb. 728 Z1E, core MITUBESRM R, WRMEILIZRE IR
HNK-1ST 2 & 2 #ll#l A3 STHB Y, HNK-ISTIZLD
PG A G D GleA D 3FLAERIL S b &, LARGEIZ X %
GleA-Xyl ) ¥ — FOMENHELS N LYY, 25 —<%
iz BWTid, 29 LTGleA-Xyl) ¥ — F O F & 55
ENBIEDPHEENTWEYY. K41, FKIN
& FKRP IZ RboP ¥R IGME721)CT% {, CDP-7Y) 1 — )
ZRF—LLTrZYEtu—Y L (GroP) 2¥BT 5
WEHEDHLTBY, GroPA M S s & DL O S &
BEILETALZIEEZHSNICILTWE Y. TS 0FEHMIC
DVWTRASHDORETDH 5.

O-Man BUHESH DA D 5 W { DD OFEIRBEER T
WIZHEAERZER T 56D, 28 21, core M1 DAL
B4 % POMGNTI X FKTN & &4 %2 K L, POMGNTI
DHFEORMZRRT D N AL V2 FTAHZ LT, FKIN
% core M3 TUBESH G IR OIGICZY) 2 Vv — F T 5 2 EATRIE X
NTwa?, ok eiEBEEE S LOMEIENZ,
o-DG 2 HFFLIY 70 Bl SHRE 3 % DRI AT 2 DICEE R
DD LNk,

3. FKRP I & % RboP Exfgiéis

RboPZ FD L= — 7 RO EWR A H = A A, T4
bhH, O XS ITEE R S N RboPHu SR A3 HEAT
T50, BEFoRLAWTH- 7. kK41, —=oH
® RboP % #x 8 3 % FKRP O X i W A 0% AT (B L,
FKRP O S B 7R R A 2 M 3% SRR IS DO W T O HEE L
F—5 8.

1) FKRPD2FEEEMEFEDERK

FKRP 3% < @ TV VRBIE OB R & kL, TR
WY 87 B Th Y, NAKYG B\ 5538 257 a2
WAL L, BEEEEO%, N x4 2 Et oK

N A

AT LRAY

GalNAc|H GleNAc | (Man)
(P)

FKRP

C

FKRP
X2 FKRP OGS & 7 7 & 7 7 — RS o FHaR bR
(A) UEA0#E. (B)HEAROHE (O)7 777 —higHE
ROBIN. BRI RIEH O Man D 6D ) YRR —D D
TR =DAT LR AL VH, BN DO RboP DV VI
L) =007 u b =Dl R X4 BTN ETNEERT L.
(A), (B)IESCHK13 & b —3#Ree& LCHIA.

O FEIZATT N JARNIEIALE T . A1, NKYG D
S EMMEME TEBRVA451T7 I JBH S % bk
FKRP (soluble FKRP : sFKRP) % W THIsEx #d7z. %
T, EREIEAAET CHMEEZE L/ L 25, sFKRP
FHEREZIEZE L Tz (R24). HEfkE L TOFKRP
OREHIIK2BIZRTEBYTH Y, NEWmMIZAT AN
ALY (T3 IR IL45~287), CARIGHIZMBE B X 4
v (7 X MRFEH288~495) A 4. FKRPIE, filtlit
FAAL VORIPEXZVLFFINET VAT 2 T—E
(nucleotidyltransferase : NTase) DA —/3—7 7 I 1) —|ZJ&
FTAHILEIREINTEBY, WMBIEMHEICUNHLE =20 Asp
RIELAE SN T WD (Asp362, Asp364, Aspal6)'. Frx
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DOFETERATRE R 5 D, NTase A —728—7 7 3 1) — |23
Dalfp7 + =V FPFERZN, FKRPBIZ DT 7 I —IZ
BT 5 EPWMEITREIN. ThETIZHSLNTWSIZ
IZTRCTONTase 7 7 I —F V32 HIiX, X274+ T K
=Y UVEE (NTP) 225X 27 LAY F—Y Y (NMP) %7
YTy =R T AR RS, <A Y Uik
Z NI THADHANT (27)-IaRRNARY X T —¥phE
MeaEhb, —J, FKRPIZ (CDP-Rbo—CMP + RboP T4:
L%) CMPTlt7% { RboPDER % il 5. ZDw,
— M7 NTase & 13 % LRI 2 FO L E X b 5.
SFKRP O # g fif & Clx, HEMAgY7212=v b (Fu
~—) O_EARE) LABESICEREZRE L2 UEK
DK% LD, ZOMBRBEKIIZFFICAT AN V8
) LOMEEAPEREEZE ZHS . 72, 1 Pk
rax 7774 —-XHMIEELE (SEC-SAXS) 12 &
D, sFKRPIZHEWHICBWTHMNERE LTHAET L E
PRI NIz, B, YA MY Hh ) R3F—%5| &L
3 FKRP D EHELZRIILZHEME SN TV E25, wioHh
DEFIT T b~ =R N XA U OMEAEH I
HETHIENS, MERTHALZLEOEEEIRIZIN
72. FZT, TRHED=ZDO0D3I Ak v AR (Tyr88Phe,
Ser221Arg, Leu276lle) 122\, DPUEARTEBIREE & BEG
% P72 (FKRP @ Leu276lle & 5 1%, KRN TH T A b
U7 ) h ) RF =BV TR EHETAONDER).
ZORE, WITNOERKLUEERZERTE R ko
THEY, BEEEDRECETLTVWA 2o erb,
FKRP2SPU AR Z KT 5 & L IZWHEGHICEETH ),
AR ASIEBEORKNE 22 2 ERH SR -
7z,

2) FKRP®D RFF—EHE (CDP-Rbo) DFRHEIEE

BH NTase A —/3—7 7 I ) =BT 55 CTid, Y
L DA ITBWTIEEIBILIC o D 2l 48 A A+ » ASEE Az
FTAHIENLETH L. Mg HFET THiMAL L 72 sSFKRP
WZBWTDH, Ml B AL > OFRBEDOEHMIZ DD Mg At
B LTz (KA ML 4 bID. H A4 PITIEM &
Asp360, Asp362, Asp364 7%, A MIITIIMg " & Asp362,
Asp364, AspAl6 S BEAEH L Tz, H A4 M, T CHAALE
HT2INODAsp & AlalZER L 72E8KTIE, wTh
LEEEIEEN b2 ERS, 4 PLUTD?2
i) A A > DR IERIGIEICLHTH B 2 LS
WX ofz. W, FF—3HTHSCDP-RboZHH L7
sFKRP D & i1 & Pesg L7z, Z O %, CDP-Rbo®D VY
YERIEER A, A ML U O 248 A A > &AM AEAE
HI s ZenyEans —J, MR 7Z% NTase Tld, ¥
A MERF—3E, YA b nx7 277y —EEHEMHE
YERT %Y. Z@EWiE, FKRP ALY 72 NTase & 72

D, CMPTiZ7 { RboP Z 525 Z L ICHBRT H2DOH b
Lz, F 72, filtlt ¥ 2 £ > A2 CDP-Rbo @ Rbo &4
EHEAEH L CTRET ANV — THBSARWZ S, Rbo
A Thbr EEZ SN,

3) FKRPDT7 Y &7 2 —¥EHDHEE

U2, CDP-Rbo 2%, FKRPDT 7 7 % —hid [RboP-
3GalNAc/ 1-3GlcNAcS 1-4 (phospho-6) Mana 1-] % FFOHE~R
TF FEEG L =B RWAEROM S IE Lz 77
75 —HEH O Sed D Rbo #B51E, € DRV IEB) kD 7280
2, BMHTEZRdo72. Lo L, WIBTE 7255 O
5, MEAKSFKRPD S LD —REEZHKT 52 o071
M=%l TR Z BT 5 L9, BIRREWT 7 €7
Y — SRR S S S o 72 BARIGICIE, R
O rY—DAF AKX A VDOHis252 & Lys256 2380 DR
TLOMan D6 DY) YEEILEMESERAL, 9K o7
b~ — DOfiltiE K 2 £ 2 D Arg295 & Val300 25HE §H 0 55 v
DY) YEHE RboPD) YERE) EMEAERL Tz (K
20). ZOMHEAEH O EEE DO 5 72®, His252Ala,
Lys256Ala, Arg295Ala D % 2 BRAROWEFRIG &2 iR 72. &
DFER, His252Ala, Lys256Ala TIXBE R G VE D B E AL T
LTHEY, ManD 6D VEEIE XA T L K24 v OME
R OBEEEATRENT. Man D 6 MDY > FRIED B
X, TOV) VBEREBRETHAEFKRPOT 7T Y =120k
LRV ENSBIER SN T2, Arg295Ala TIIIE M
MEEIZEDNTEY, RooPD ) VB & filtlt B2 4 ~
D Arg295 & D HAE IR TGMEICLHTH B Z L 05Db
Moz, TS ORERMS, FKRP OMEFEHAIE RIKT
HY, ATFTLARAAL VERoTO b —OffiE X £ 2T
T 7Ty —PEEE L T A I e SR

4. BBHYIC

FKRP DOREE# MW L7722 212X Y, 2= — 2 7 RboP
GHBEHEDOEGWA I =X LAHPW SN o TEZ T4
HH, FKRPIENTase A —/8—7 7 I 1) — L HMLL 72884
T, FF—3E CDP-Rbo % #i#k L T RboP #E It % 1T 9
Z&, 51T, FKRPIFWHERKEZEKL, ZDHEL=>D
T —DRLDLFAL VEHWTT 7277 —HigHD
RICAWM &l oz Eho ) VI A FIRICERRR T
5LV BEIRENT 7 & 75 — s A o 2 LA S
Moz, DX R, RboP % Hi e 37X X A
EREEEIGRIT B 720 E o d L w, 72, A
TARXA VR, WEHREERT 7175 —O#RIZB W
TEERE#HERT LD, WEEZMPL-ZLTUD
Thro7:. FKRPOMBEREEAEZL I A a5/
NRF— L DOBRBHS IR, FBEA A= ZXLD
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