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1. FLC&IC

YA baZ) A v (dystroglycan : DG) &, AMIRZREEM
WCHRBT LY YV HT, SIZ 0RO ET LM
WILERER D F OBk e LCHRET 5. DG, #Mila
HTOH Y FEo#iEGaiE)aDGE, ZThz ML
AR 5 — AR EEMOLDGHO DD H 7=y kH
SHEE NS (B1A). a-DGIZBfishb0-v > ) — A
(O-Man) BUBEGAS, V)V H Y FHBEEF—7 L L Ta-DGD
RIS EDOEE Z B2 L THB Y, o-DG DR IEiA4:
IR ERETEB L OCIEREZEO MY A b7 4 —
DERELRDLZEPHSNTWSEY. THFE TIZ17OHEH
B E(R T (a-DGHEHDER L ZDH 5 L 18) DR,
MILAELG ¥ 2 1 7 4 — % Walker-Warburg JE 5 5 72 & 0
HBRUEHI AP T4 —BEPSRWEZENTEY, WE
AL BV Ta-DG DHEFHIBHIA &) I > FREGIETED
BFPELESNTWEY. BUE, DG OEGH I i 54 12
BHETLZINSOEBIIVA T A ) RF— L BHE
NTWb. KETIX, a-DGD) A ¥ FiEAIGETEZH ) 5
PRIKEGIMEG &, TOAEGBBRIC OV TS 5. 7
BT, o-DGHESHIBHIFH 12 X o TH L 2 KN BB
L DB AR IS O WT, EH S DR 2 LI
5.

2. aDGDY A2 FEREEZED O-Man BIFESH DR
& & E RS

1) a-DG_E® O-Man BU¥ESH

19974F, MEESIZ X > T, BILKMWICManz A9 5
B8, 9 7% b Ho-ManB Bl 8 (Siac2-3Galf1-4GIcNAc
p1-2Man) A a-DGIZHEALTWAH I EBRWwZEshiz?

LU R R A BE R A E JE R A AR HERL R BB (T 606-8507
SURRIHY AR T e B DX B e 1 RN 53)
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(1B, Core M1). ZDH I A ba 2z h J3F— B HE
fz F T & % protein O-mannosyltransferase 1 (POMTI) 3
£ O"POMT2 3 Man @ §5 % %, protein O-linked mannose N-
acetylglucosaminyltransferase 1 (POMGNTI) 73N-7 & F )V
FNa% Iy (GleNAe) DB T EFH LML R
D, a-DGDEREITIZ O-Man BIBESHAEH TH L L E R S
N5 EHI % o7 —J)TCampbell 5%, FiL&IZHEL
%, ) v EE T O-Man TS (GalNAcB1-3GIcNAc
B1-4Man (6P)) 75a-DG FICHAET B2 & &2 HE L7725 (1
1B, Core M3).

2) UHIFHEEEF—T7DETE

20124, A U < Campbell 1%, Y A ba 27 1) & J 3
F— W E R T D —D>TdH 5 LARGE DEILTIEWH, *
vu—2A (Xyl) BXUOZ V7 a v (GleA) #ERIGHEZ
EEHED, GleA-Xyl O i ) 3% LA (-3GIcAB1-3Xyl
al-) BERTAMEBMETCHL I LERLEY. S5
\Zin vitro T L 72 GleA-Xyl V) ¥ — P 2SEPRICT I =~
LREETHIEDD, aDGOY H Y FEEEF— 71
GleA-Xyl ) ¥ — L CTH 2 LW S0k o7,

3) UCBE=PEOL SRR & POMGNT2 D#EE
20124E A 52013 4R I2 T T, BEMREOELF Y — 4
RN T B A ez VA7) —= 2 712k 5T,
By 2 ba ) i o3F —BEEIRT glycosyltransfer-
ase-like domain containing 2 (GTDC2, W% AGO61), p-1,3-
N-acetylgalactosaminyltransferase 2 (B3GALNT2), SGK196,
TMEMS A3 5E & =¥, BUE T, GTDC2/AGO61 B &
Y SGK 196 13 Z DEEFIETEA 5 POMGNT2 B X U protein O-
mannose kinase (POMK) &IFENTwW5. FEHESIE,
» 9 HLPOMGNT2IZHH L, € Da-DGHESIEHIICZ BT 2
FEREZ I 272012, KA - Ik S & 3L [F] T Pomgne2 &
BRI~ A% ER - AT L 72, Pomgni2 B ARF /R
<7 ZAXIMAEE R E L7225, B o KBz E 8
ERATLI-E A, YA MaZ)h ) o8F — iR & H
D, ARG 0 g A SR & N SRS O T A 4 A3 RR
D o7z EHITEALAREN ORER, a-DG O SHAE il
REBLIVIIZVEOMEOHRPAL L o727,
Pomgn2 AR /RIA~ 7 AJEH-H1 2k O3 Mlid 2 v T
VAF 2 —FEBREfTo7-L 25, BARPOMGNT2 DEA

HAbEE 5588 B 45, pp. 488-491 (2016)



489

A

R €4y
O-ManZ! gsH
T
A
s S
. "oonem
DXH:D«';-W
MR B AR
B

B1-3 al-
-[-GIcA XyI-]—GIcA Xyl
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Rb05P “~ FKIN q:)
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oucnti

K1 YA aZYhro)Hy FiEETEEEZHS O-Man T
i}

(A) a-DG %% O-Man BUBE 8 % - U CTHIBI AL IEZAE B 70 1 & 4
L, B-DGASHINEN CHIlL g Ry v 2 A MBS 5 2
ET, MlaRAE DR Sl AT 5. (B) O-Man TUSESH O
e AR, DB REINzCore MITLE, V) H v i
BEF— 7 & &t Core M3TI DOPEGEAEE 2R, KOOI %
bt 2R OREPUSA) ZT_T, YA MR A I INF—
BRICBOWTHEETEENFAESITYS

2 & 5 Ta-DGOYEFUEHT & ) 7 v PGS mAE L 72
P, BELABOERZFOLERIPOMGNT2 TIE L A
Fa—®EBARLNLE o7z, L2255 T, POMGNT2 X
HARN THEDIZ o-DG DFEFUSHI I LHDO 5 FTHDH T &
ASHIB L 7.

Z O, Campbell 5%, a-DGOEHERTF FEILH L
L 7B R F R EBRIC & > T Lk ) ¥ AL = hifE & o &
B % [ % L, POMGNT2, B3GALNT2, POMK 252 L &h
GleNAc, N-7tF NV HF 7 b3 v (GalNAc), V) vk
DEBBETH LI EZHHE LY.

4) UE =50 EESEHAESEEORE
WV, FIH - & i - FHSO 7 V— 7%, 5M25) vl

fbxh7zy e b= (VR=ZD@ITHE) 2% v FaIl

DG L7z (Rbo5P-1Rbo5P) 75 2 ¥ ¥J ¥ |k a-DG
WCEENEZEEZRWZL, ZDRbo5P-1RboSPAY) ¥
L=HE & GleA-Xyl Y E— M 2SS THL L2 W5
22 L722 (K1B). Rbo5P Y ¥ — ki fukutin (FKTN) B
& U fukutin-related protein (FKRP) 2 & % #5119 72 RboSP
HWEBICL > TAK SN, Zoft5 (kL L CTidisoprenoid
synthase domain-containing (ISPD) 7343 % CDP-Rbo 7%
ffiJH ¥ N 5b. FKTN, FKRP, ISPDIZ\VFNH YA ba sy
B ) RNF—BETERDPFEESN TS, T 72GleA-Xyl
¥ — O b RICEmM DD D GleA-Xyl L= v h 72
\J2SLARGE L IZBIOBRICL VAR ENLZ L, Z0)
5 GleA DFEEHNIILI3 TIE R L pI4EETHY, VA
Na 7 h X F — HELER T B4GATI 5% Ok x5
CEDBDbho TS, XyUEBBRIIBfEO L ZALRHT
H5.

UEDZ ehns, a-DGOY TV Fiia Z$#H 9 O-Man T
PESHOMERE L, V) Y BE = RboSP A DAL, Z0D
K 12 GleA-Xyl V) ¥ — I 254 L 72 & D o THESR 70 Bl 81
ETHLIEDHLNE R 572 (K1B).

3. o-DGHESHEEHRE ISR 5 N EUERE

1) NESERE DRE

A IuZ g RNF =G HRED—DTH BRI EE
BCEREE, TTANEINGEE (27000 S M A il e i B & < b
0, BRBE T OB FRILREOME & AR 7 e
~OjEN (over-migration) % T e $ 52, ML O
- BEIAEIT T A BAEMORBEEIZB VT, a-DGIX
FCERIR 2770 7 MR AN RS T TS 9 IR g o R

WCRAEL, HgbiRgete & MR LR & oBs 2309 10,
ToZEhS, KIFHEOELFERIZa-DGHEEASIZL S
MEREREOMI L TH L EEZ LN TWAS. LiL, &
BCHE A AL 5 BEW] & JHA, & 72 over-migration ICFE % £ T
OB OBEZR &, REBIEOMHER IOV TIER
B maig v, FEE51E, ko Pomgnt2 BinT-/KE~ >
ARBBETFTNVE LTHY, a-DGHESE R H RN 3
% TR0 I O FEE AR D AT %247 - 7.

2) Pomgnt2 BILFRIEY Y X% AW -RIEVIEBEDRE
iy
TR 4 R 8 850 D i =5 s C ARSI & 0 R AR X
h, RN EBE L, FROKAE L 2 5 R % %
T5 (R2). 3, v7 AKRBMEEIZE W TR
FEAE - BEIGE A4 1250 H (E12.5) ORI F
ZHEREL, YT 3 = UPURIC X B 50 gett TR % 52
L72& T A, Pomgnt2 8151 /KA~ 7 A OiZ0 O FE
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A LB A TE®RER
K2 Pomgnt2 BfnTRKIB= 7 AT BT 5 KB RUE B
AE O KR I8 AR % /S, Pomgnt2 A5T-/RIB~ 7 XD
FEATAE R & TS N5 NARSRGE D FERTF 2 AR, il
WTIE, BRI TV L — POMICESTAY, RE
WEBKT 5. BUNCEA SR (H=A) 3R
FEA SN (B=A) ZBWBL, X0 ERICiES
%. Pomgnt2 BIT- R~ ZATiX, EILSOEEETHN—) -
LFo AME Y77 L — MKEIC X 2 EEBEK & & b1k
MRS RE L, £ D BMFMNE O WART 7 B 8) A% over-migration
E R OWE R Bl & 25

FI TR LT Y, MM A M 1A TR B
5 ENEKEBREOEEORRNTIEIRAWEEZ b,
WIS, XY R0 F o R & # AT L 728R, EL0S
D Pomgnt2 815 T-/RIE~ 7 A TR IR & dhth 72
R ENT W25, EILS THO TR S, ik
FERBALI TR EOMBIIATEIL S LT w7z, E11.5 T3,
KBEZBEIET VTV — b ERERF O O>OFIMUITAFI S
5. FL7L— M@= LTI A EBOY T
TL— MR T HMIEAATE L, BHEm (3R
PHEIET S, TNZTNOMIBICHEN Y- =0T Th
% Reelin, Calretinin, Pax6 % 4t L 72859, 1 /—)b - L F
7 AMIHE (Reelin + /Calretinin+) B X 77 L — Mg
(Reelin—/Calretinin + ) 7% & B A e 807 C TR % T B
LTWw7zW, L7245 T, Pomgnt2 BAiETF/RIB~ ™ AIH
W, MEROIEEEIZ, H—u - LF Y 2l E 37
7L — ML O BB AN R TRERE 3 2 W RETEASE W
LEzohs (X2).

3) NEGEREICH T 3B BIFOMBERROENES

BEhrh o BAAEVEMEAI L, R ICm 2> THO S
JoEeke b, NROBER L D 95k & o BUs Y o T
BEEDLIZENAOLSNTVWEG, AN YA ) RF—=1Z
BT, over-migration |25 F TO, BEH O MRHIE
DWEN BB OWTRIZEAEHNSN TV R o 7.
ZIT, FEAILZ PRRL—Y 3 YIEIZEDERSD
Pomgnt2 AR TR~ 7 A ORI Ak d06 & >~ %
78 (GFP) #InT%EAL, 4H%ICGFP MRl
OBEITORELBIZ L7, AR LKL T, Pomgnt2
AR TRIE~ 7 A TEAERYEOTERE % R fR I ol &
BRELWALTED, MIBEORIZHREEZ KL T
WhEEZ LN E5IC, Pomgnt2 BIn T /K~ T X T
1, REMOFERE T TREIT XTI ER TIN5
PR 254 B BN L Tz, WELEDY o K 2 1 W)
BRI PEZE S 200 X 0 R S B 6 @At & 4
e L, AR ECAREMEIZERBICMEST S 2
EmehTnb, LB BI~1VE) BXUOTRE BV
J&) fiRE o~ — % —Td 5% Bml B X O Ctip2 ZHAT
Btn L7k 25, BAERI< ™ 2 Tld Bl B & Ctip2
Pt Atz 2N 2 @ % L L T\ 7225, Pomgnt2
BAR TR~ A TEMHEDA DR U - 7Bk 20 i %
AL, BERTRICERT 2 LR Bml M) MRS
DEBBEINY. Lo T, NEWKETIE, over
migration (21 2 CRE)AEIC X 5 Tl 2 2 3Rk
MDD FEL, TNPREREOMRICIOLNEEEZ LN
% (H2).

UbEoZ s, o-DGOFEFHIE I X 2 TELE HAE D
FIEMPEAETIE, A=V - LFY 2, T
L— MRS X 2 B BB TERK & & B ITIRE LA h e L
B R 2 R 3RS 2 IR e LR B L 22K R, 2 €
T~ B X RO RIERAE0E L5 &7
wahs (H2).

4. BHYIC

AFGTHRAN L7 0-DG YR 2 SRS 1, 3538 o Bl s
BREICL DTN, B ESGH & IR E By
5 HTCTHREV., mEOWIET, DGOV F ¥ FEEH
PEHORGED KR SDHSrE Y, YA IR TY A 8
F—IBUT B EET, PRI O FSRERE T 1R 5 B
LA TVD, LHLLEND, TMEMS 7% &\ F 724k
FRAOF K EEFDFIET S 2 &R, POMGNTI DZER &
a-DGDOERETH L &L OMNIAPATH L Z LR LREL S
CHEREINTWD. WEHAWFENBE P SAD L, a-DGD
VY RAREETERESNE, BRI (GleA) Z&T ZHEHD
BLEH#HE VW) ETZY I ) Z)Hh v EHEPLTY
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