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I. BU®IC

YA buZ ) A~ (dystroglycan : DG) &, YA b7 4
V¥EY o8 BHEAMR (dystrophin-glycoprotein complex :
DGC) DG & LTEKB» S5 E &Y. DGC i3,
Fay Y XMH YA I T 4 —DFEREIETEDTH D
VA ba 74 v L RS Vo BB D 7 BT HEAR
T, BERET 7 F U ERERSHEEZER LTS (R
1A). Z® DGC 23§ 2 BB 5 4% 0 m#E 25, i
DT & Vo BB 2 b L AT 2D 5 & 9 2
FEDRE 2 MR T 572 0DICHE L EZ 5N Tw5b. DG I
VA7 4 YEMBEETICORE LD LT, Mg
ATIETI= v EOREFESFERELTBY, Miid
WERKBEZFBSSTE L THEELTWYSEY. DGt a
EBOZOOH Ty PSR BN, WHITHE—D
mRNA IZI2— P3N TBY, BB OEFE T aDG &
BDG YW S N %Y. aDG T B R MR BHi% 2 TB
D, M7=y FELT, WAV FEHKAET LIk
S, aDG D) F Y FHFIRWLO2H 5TV 57,
WIFNHILALTTII=V G (LG) Fx A4 YD, BDG
FEEEMY 7=y b T, Mg Tt oDG % Mg K
IO XEDTBL—FHT, fMlANTIEYA T4
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Dystroglycan glycosylation and muscular dystrophy
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FLLTORBEEZHOZLIRBRINTVS., oDG X
640 7I /RIIEN L LD, NEKImE CEKWIZHH DD
HBIRFAL V&, ZFROICEETNTHDELF VBN AL
Yo ns (M1B). AF VRN A4 121340 BLE
DX ¥ PLAZ VREMFIEL, O BIESINS < B
ENTVD, NERERIRFAAL VL, AF VB XA I
AT % 0 RIBESHBHI A K TH 575, BESHBHiE T %
W7ty rrEanszn, MR L Tv 5k
B oDG ICIHFEL W, A DG DT ¥ V8 B
o Id R 40kDa L HEE SN B A%, SDS 7V LT, MR
LRI L > THRZ BB DD, 120~160 kDa D7 & 12
MEIND7:0, FFICHELRESHBHiZZ T TnwbEER
bhb. F7:, oDGE NERESISH b 2T 5725, (LR
B BRESHERR D S, O TUBESEAS) &7 B & DA LT
HHIEIRENTWS, oDGDE/ 70— F VHAAT
% IH6 PLfk=° VIA4-1 Piikid, BEAESHALIIC X - TS
PEDHERT 5 &R, BBOPSEAEM aDG L IZ UG L
BNZEND, aDG ICBHi SN LMY b —T DO
BICES L CTwabsEEZLNTWS. TH6HUEIIRY) 7
FiEAZHET LI ENS, Y FEATETEZ RO
R 2 ik LT a RSN BY. 1997 4, & S 1
aDG 2 0-% ¥/ — A (O-Man) #¥% 4§ (Siac2-3Galpl-4
GIcNAcBl-2Man) fFET H 2 &% & LD R". Z o
HIXHABTHO TR SN2 O-Man BIBESE T H 5.
2010 4%, Campbell 5% O-Man L2 VBV T A7V &
AL CHET 2IBLOBHIREESETET 5 2 & & Wi
L, ZOWBHIRD) 7Y MREGICHEES 32 LiRmE L72Y.
PEH LB L OBRICH Z R 5 &, 2001 4, # 51
XoT, WA YA a7 4 — (FCMD) & O LM
T IH6 PR D OB EDTHE L TWn5B 2 EATR S L7228,
INH aDG DFEFH LMV A v a7 4 —DRHEEIRIBT S
MO TOWETH 5. FDOHIEICIE, Walker-Warburg JiE
R (Walker-Warburg syndrome © WWS) 55 HRINH (mus-
cle-eye-brain disease : MEB) H#E Td, IH6 FnMEDSTHE
LTwbZE, ZLTC, INOOEREHIA b7 4 —
TiE, BESHEMICHEV oDG D) Y RS D B IS
BETFLTWAIZENRHLENII RS2, 2F), oo
P TIX, aDG OFEHEE L) 7 v NG ieol k)it
WL FHRETDHY, ZOHk DG ORESHEHIZL T
BIETHHIA MR T4 — (VAT A ) 8F—) &
WIARBBE S SN Two 20 Y2 huaz ) h )
INF— IR E DR 5, HRCHRERE R HIEIR % £F: 5
G b% <, aDG OWEHPFHBHICRS T3 F % 44
BICBOWTHEELEHEZLTWASL I EIURIEENS. 2000
EARHT P F T1X, POMTI, POMTZ, POMGNTI, fukutin,
FKRP, LARGE O 6 BIET23Y A a2z )7 /85 —JiA
BIET & LTHISNTW22S, SEEDT 7 NRENTEA DR
BLHWE - T, BUE 5 ML O EIET25 aDG O B8
BHiCHRECES TR MbRTwE (R1). ML
D EHIZ, aDG O SHME R PR AE B3 2 B AW & -
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K1 VAMar) A NRF—RInT LR

e TR

POMT1 O-Man transferase (POMT1/2 complex)

POMTZ2 O-Man transferase (POMT1/2 complex)

POMGNT1 Protein O-Man B1,2-GIcNAc transferase

FKTN Unknown, involved in post-phosphoryl
modification ?

FKRP Unknown, involved in post-phosphoryl
modification ?

LARGE Synthesis of Xyl-GIcA repeating units

ISPD Unknown

GTDC2/POMGNT2

Protein O-Man B1,4-GIcNAc transferase

DAG1 Dystroglycan, reduced interaction with
LARGE

TMEMS Unknown

B3GALNTZ2 B1,3-GalNAc transferase

SGK196/POMK  O-Man kinase

B3GNT1 B1,3-GlcNAc transferase

GMPPB GDP-Man pyrophosphorylase B

DPM1 Dol-P-Man synthesis

DPM2 Dol-P-Man synthesis

DPM3 Dol-P-Man synthesis

DOLK Dolichol phosphate synthesis

AALEERRIE L, BRRERETTE R 0 TN AAIE DS, AR
BICD%DBHoTY A M) A/ RF—IED R L
T&72. KEHS, oDG OMESMEE, By, 4B
i, KR EOEDL D ICOWTHRIEDH AL ZH T 5.

2. TZ2bMATUHLOYESHEE & ISR

BHED L ZAWE DI 5T 5 aDG @ O-Man BURESH
MEEZR 21, YA M)A X3 F—HRERBETFEE]
IZFE9. Core MLiZ ™ ¥ KM ##F L DA L 72 aDG
57, Core M3 3 HEK293 Milllg 12563 S € 7l 2 aDG %>
55 R & N 7Y, N-acetylglucosaminyltransferase IX (GnT-
IX) 250-Man |2 N-7 £ F V7V a4 3> (GleNAe) %
B3 52RO 720, aDG IZ1& Core M2 2ME£i S T
WA EEED RIS NTWBY, Campbell 1%, Core M3
D O-Man i3 YBRALSNTED, L) YRV TAT
WAEE R L TBHIi SN A RESETET 5 LIRIBLTW
Y. ZOBHiEEOFMIIZEECEAL I Ty R
Wi, KRR MY CVERMEET R R MY VRRIBHT &
N CTwad, KA MY VR ICIE, LARGE (like-
acetylglucosaminyltransferase) D MEIEBEEREEIC L - T
ERINnsFuo—2x Xyl) L7 Vvrurf (GleA) »»
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oDG 256 25 L= — 2 7 O-Man EUBESHMEE (Core M1, Core M2, Core M3) &, ZOWBHIICHSTLI A ay
UH I NNF—BIETFEWER L7z BEEBEEEESHE I N TS b DIIKOREHTRT.

LB K LHESE TN URESEWY. L LA
A5, U YL Man & Xyl-GleA V) ¥ — b 255151 F
EHLNIZEN TR, REITIE, YA MR A 28
F— H KB =T EY ORRE L DG BisiEHT & ORIz DO W
THERH T 5.

1) POMT #E&{F& POMGnTI

protein O-mannosyltransferase (POMT) 1 & POMTZ2 13,
wehd, EWICHEELREREH A I 74 —Tho
WWS D5 @R & U Cl@E S 72" i3k
(ER) IZRTEL, POMTL/POMT2 HAMKZEEK L T 5.
POMTL/POMT2 &KX, FYI—nY Vligx >y /) — R
(Dol-P-Man) Z#Eifli54kE LT, aDGOX ) ¥/ L A=
Y ERH N O Man B2 B B & il 5 7. protein O-linked
mannose Bl, 2-N-acetylglucosaminyltransferasel (POMGNTI)
1%, N-acetylglucosaminyltransferase 1 (GnT-1: & 1z T %
MGATI) L OMRAMEEZ b LI e —= v ZE NP,
POMGNTI BIZTFERD, 747 FIZEHELALND
MEB# DK & 7% %5 2 & bR ICHE ST 57,
POMGnT1 1&, UDP-GleNAc % #li fit 5-fk & L T, GIcNAc
% Bl-2 5T O-Man \ZHE# 3 HE¥ K TH 5. Core M1 A
5EEFIYIC NeuAe, Gal, GleNAc % FEELTH oDG DY)
AV FREGRIEREIN TV LOFHEDTDH D, Core Ml
TV FREEEALE UTHBE L TV Rl et &R
nTw3Y. —7J%, POMGnTl KIE~ 7 X % MEB % 8%
HEOMILTIE, Core M1 DAL LT, HA MY ¥ ERIEH
AN IAE L o> TWB T, Core M1 2% CoreM3/ R
AN VEBHZHE L TSRS E 2 SN B8,

2) GTDC2, B3GALNTZ, SGK196
glycosyltransferase-like domain containing 2
POMGnT2 ) ,

(GTDC2,

B1,3 - N- acetylgalactosaminyltransferase 2

(B3GALNT2), SGK196 (POMK) i, Mmy#L < [
ENnFvANa Y h ) XF =R EET EY T, Core
M3 DEABIZES$ 5%, GTDC2 (AGO61 & b IEh
%) ¥ UDP-GIcNAc % #E it 5- 4k & L T O-Man IZ GlcNAc
% Bl-4 #4C, B3GALNT2 I& UDP-GalNAc % B fit 5.k &
L T GlcNAcB1-4Man @ GlcNAc #% % 12 GalNAc % B1-3 #&
ATHBEIELBET, WIhd ERICFHET S LIVR
BENTW5D. SGK196 iZ ATP % 2Z 1Z Core M3 @ Manb
%) VE LT 2RO, & 2 AM, SGKI19%6 1, O-
<) Y NARTF PR GleNAcBl-4Man X7 F N % 1) VR
LIE L1349, GTDC2 & B3GALNT2 IC& > TESN S
GalNAcB1-3GlcNAcBl-4Man & A3d > TR T O-Man %
Y UEEETE S, DF D, GalNAcBI-3GIcNAcBl-4Man i
TEDYSGK196 DFFREF — 712 o TV B EHELRTE 5.
Core M3 TEHICH ST A5 VT HOBIZTICERI AL T
VA NaZY G I 8F =2k B 728, POMT1/POMT2 #
A1k, GTDC2, B3GALNT2, SGK196 23MEFE 72 - CREHIG
PEBET LI LD, KA M) VEBRBHICLETH DL, &
WABE o BB LT B. COMFE oIk
\», GTDCZ2 iZ POMGnT2, SGK & POMK & 5 Z & 34
BBENTWwh. Core MI, Core M3WITNDOEREIZL 5T
b aDG DY Y FREGREANHRT 720, HESHOEE L
WA ) Y NGRS BT 5 W O BRI BER AR -
nas.

3) LARGE & B3GnT1

LARGE I HUJFE CHEZICA SN L REFEIMET 5
BEETFELTHE SN, I, BRABEOH YA bu
T4 =T ATH5D Large™ %7 ZADRKNBEIETY, KW
T, BRUHB YA b7 14— (MDC) 1D Flo K & 5T
TH5HZENWES D% o 72", LARGE (2 3= R 5
FLEFREND AL UPBEEHFET S LR, BRI
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BUZ X o T aDG OREGEHISEEIZHETL, VAF ¥ N
AIGED WS 52 D, ZOWEEIZOVTEEREH &
T & 7257, 20124, Fi#k S 1%, LARGE 213 Xyl 58
MR L GIAMERBBREEENTH D, UDP-Xyl &
UDP-GleA % $ifit 54k & LT [-3Xylal-3GIcApl-] ®# D
WUMENEREIND Z 2D W0IZRE DY, BEEN
WA L7z Xyl-GleA #: 0 5B L& ICIE, T3 = VA
Wb L, Tz, MOBRLEEL Y FV FiGESHM
BM3aZEdRENTWS?, LARGE BE S OIRT T
1, B0 R LSRR B RSN % 729, aDG O F
SHIBHI R ) v FREATRMEDS R 2 L L CT& 5. Th
L5, Xyl-GleA #: 0 & LHED, aDG DY 7Y P&
WA E LTHELTWwbEEZONS. 72, LARGE B
FiEMLEO AR 53, LARGE & aDG O % ¥ /3 7 BM E A
b oaDG ORREMFEIUTER SN BY. aDG D N KBk
IRSHIIE LARGE & WHICHE A9 % A%, LARGE # & #
& /RIS 72 aDG 1E, WESISHFAAFETET 512
b oF, IEHE RSB ST, VA Y FREGTENED
WARTEZR\W, OF ), LARGE & DA H aDG O Hi§H
BRI A XY M THY, 5D, aDG D N KumERIK
FHIBAY LARGE 12 & - TR S5 2 & 4%, LARGE fKFf
DOFRBBEMOIFRMELZREL TDH EEZ LN, K
W &I, NRmERIRESOE, BESIBHiSE T/, furin
Morasr7—BIllo TSN BE20, KL 7
aDG ICRFEFEL V. To7aty v 7 OERIZWS )
o TV, UV FHEE B D % BESHIS AL 2
YW OB BIAE T 22 05, VA Y FEREEOR
AR IVAMENICTI D EHEEINDY. T/,
LARGE (& p3-N-acetylglucosaminyltransferase 1 (B3GnT1 :
HIZ T4 B3GNTI) LHiaThAZ LI NTVEY,
B3GnT1 i3 i HTL)E (poly-N-acetyllactosamine) D&% 12 B 5-
T % MR IEFR 7225, P3GnT1/LARGE #&1AA aDG O
SHIBEIC LI TH D T LDRIBEINT WS, B3GNTI %
BL T WWSBHEIZRWZERTW A%, B3GnTl il
% %> B3GnT1/LARGE # &K 7%, & X 512 aDG #E §H 15
iS55 2 NEHL ISR TVW RN,

4) 77U F > & FKRP

7 7 F >~ (fukutin : FKTN) % FCMD i@ =T & LT
FEsh?. 2otk 77F 2 MA%ODL5TFE L
T fukutin-related protein (FKRP) 787 H—=r 7 3,
FKRP HIn TR MDCIC R YA a7 4 — 21
DRHEIZ: B Z ENFEINZ*P. 77 F & FKRP X
TUVIRIZREL, aDGDERA M) Y EEEHIZE S5 5
TEDRBENTWEHRY, BEDOL 25, WHOWME
BHLMZERTWARWY., 77F V1%, MBSy
) VBB B F LSy R, BRSO~ Y )Y
VY VEBILICE b D F o8y B e MR E Ho 2
¥ F J2, 7 7 F ¥ & FKRPIE, nucleotidyltransferase
(NTase) fold 2 —/3—7 7 I ) =2 SN 5 2 &
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ENTWBEY.

5) TMEMS5 & ISPD
REFEREINIZT A b s ) i 8 F —HHEEF O
TMEMY5 %, exostosin glycosyltransferase 1 (EXT1) (Z& 5
5 exostosin 7 7 IV — I R ROBEEEM O F Py
BETPHMENDEY, EXTLIEASY) P HEE O &4 K2
Lo BHETH L 2 s, TMEMS b - hiinf iz
FEEZEZONED, TOFEHEIELZHLNIZSI TR
V>, isoprenoid synthase domain containing protein (ISPD) i
4-diphosphocitidyl-2C-methyl-p-erythritol (CDP-ME) synthase
773V —IZEL, ISPD BIZ RN WWS BEIZHBW»
THZESINTWSE*Y, KW Ispd &, 41V 7LV /A FHi
BRAADEBICET 52 AF VY 2 b= Y (meth-
ylerythritol phosphate : MEP) #2524 2 2%, WFLEC
MEP # ¥ IEFEE 3, & MIZBIT 5 ISPD D HERE, 1
oaDG HESIBEIIC ED L H 2GS LT 23RN TH 5.
ISPD 75 POMT #AED 0-% » 7 ¥ LIS L Twb &0
HR, oaDG ORESHEL CLE R HHOMEX 7 LA F F D
AEERICHED D L OHELED B D™,

6) KUa—JY v/ —XEKEESF

KV a—w1) Y~ >~ 7 —A (dolichol-phosphate man-
nose : Dol-P-Man) 13, /MafRTo NEIBESESH, O BIHE
BB, VIV NWVERT 7 FINVA )T h=NT v H—
(GPI) ZEDEERICEbE< Y ) ¥ VLDt 5T,
DPM AHEARIZL 5T, GDP-Man & KV 2—)LY) Vi
PHERE NS, DPM ABBEMRIE, MRS o DPML
Y, ERJGFEMEE & %2 D DPM2 & DPM3 *5 7% 5. %
I2H W72 X 912, Dol-P-Man i, POMT # & kA 5
aDG D 0-7% » J Y VALOREL G5 ARTH 545, YA ba s
V) A 7 o8 F — IR & S RPAESIE FIE (congenital disorders
of glycosylation : CDG) 18 % & #F 3 2RI B W T,
DPMI, DPM2, DPM3 O #BIZTERNFHEE I N TWw
5" CDG (& N BUBE GG i % % D J K & o e WA
BB L ERSIN TV, ETIE, oBESHLEIRE S
BAERBORE L ETN LY. DPM S RBEA RO ZE R DAL
I2h, FUYIa—v) VEBARICES TS P a—r®F—
¥ (DOLK) ZEF 3 PRALLIE & CDG 2 &0 L - 8%
PHFEEENTED, BELHTO oDG M RO
LN TwA®, F72, GDP-mannose pyrophosphorylase B %
O— N3 % GMPPB Bz TOERL I A +ury 5 J s
F—BEICBVWTHZEEN TV A", GMPPB X, GTP &
Manl U 7> 5 GDP-Man % & %3 4 §¢3% C, GDP-Man
13 N EUBESH R Dol-P-Man D AEAKIZH WS 5E. GMPPB
ZEHIZE 5T, GDP-Man O&FKE WAL, HFEEL LT
Dol-P-Man md KT ¥ 5 L Ens. DEok)yg, K
HiCHA LB TERZFEKNE T 55 BT, Dol-P-
Man A ERBHEORFIZE 5T, aDG D O-7 ¥/ ¥ VLI
WBPRAZ OEEZ NS, LA L, Dol-P-Man &1
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B, oDG UMD 0-= ~ 7 ¥ VAL N RUEE 8115
GPIT7 v — DKL D WET HIETTHS. FEEE
DPM Z BB H I NS Hi R D Db EFo. —F
T, GMPPB ZREH T NEBHAE 2RO VI — X
bdHbH. D —AD X I IZ Dol-P-Man A R D B
25, aDG @ 0-% ¥ 7 ¥ WALIZEIRIIER § 5 HIA 1E A4
72725, O-% v 7 Y IVALRREE & N EUBE SIS iR O B A
LI E O BIRYE: - BAEOENZ ERED Lk
W, Dol-P-Man R T 5 85T A£ 21X, oDG D
OB D HEN R0, YA NATYH I RF—D
FREERTEXLPIZOVTRHEROLWIPTESINTY
5.

3. JZ28ATVACOUHLRF}F

aDGDOY Y FELTE, I8 77
VR OR— N H P, Za—LF YUV ¥ F )
USHP A SN TWS, Wy F3I=2G (LG) F
AL EELEEERRD, LGFAAL Y2 AL TaDG &
WETAH. 72, oDG D O-Man BIFESH & R A b VA
FHEYH Y FREATEEICLETH L0, YAMRTY S
I8 F — DR ML T, aDG DY F Y FiEA WG
BRI T LT A,

I I VIFREREREET A EELRMMN~ ) 2 25
FT, o, B, yHO=ZODY Ty P H SR BT,
FNEFNOYT12=y MIIEEDOT AV 7+ —24 (ol
D, BH=D, vEI=D) 2BV, a/p/y DMAE DY
TEMABET I=Z VBT 5. BIE 15D Eo
VETHRMOLNTWDEA, MERRHEIC X - T3
SoUATRELRL. R BRBTIR 53
=211 (02/Bl/yl) DSEICHEIILTEY, HMilLoREE
SR E R B BB AT L TW5. 73 =V a i,
LR MMERO T I = v ZREEHIEELZH-TB
D, B THI3I=V a2k aDG DAL, B OILE
o & MBI 2 di 3 2 FE R REEH TS, /2, J
=V a2 BIETOERINMDCIA DJRHIZHRZZ &0 5
, FIZV-DGREOEEMD ) VX BT, FI=V
BHICIZHOD LG K AL Y 3d Y, Mg (53
S VSRR L LTHREEL TV A, aDG & O
A2, 4BFBHESFEHDOLG F AL ¥~ (LG4-LG5) »H
HBLTWw2H, a28HIZR D LGI-LG3 THHAL D 5.
aDG & DFREEBMBERIFT I = v o B TRE S, 2k
2L, al R o2 OB, od R b IR THFIZE
BV EFAMSENT NS,

T EANSG VRSO T A7) H VT, DG ED
AR EA B OMEN MR L EMEICEE L Sh
TWaBY, 771 0 CREHMPIHFETH=Z2D LG F
A4 D5 H, LG2HaDG & DFEEEAL L SN Tnwb
A, LG2-LG3 ¥ Y T Al A Z & T, aDG & OfE&IF X
DIBRT B, N—= VA b TR AT B FE A

(R @~ Ju

NG BT AT F T I D—2>THb. N—)Vh VI
BLG FAA UYHZEDHFEL, MDD D05 aDG & DFE
BIREEENE. N=VAh L, FI=0REEIDY
H Y RIZHN, aDGICEWRHEEBEZRT I &b,
IS=)V 71 vt aDG DFGEIIAT S 2 DI R % H 2 4H 5
TWALWHEEENEZ Z 5 5™,

Za—LF ¥ VMBI RBT 2 REER O 5T
T, al PO2HEHD_2—LF I UBHEN, wIind
aDG LA T 5. —2—LF T L aDG DA DOER
BERIMPSATOWRVD, —2—LF U FLy TS
AW T HMEA ST THH L, ZLTDGABERA
FIFTRZEBLTVWL I ERNLY, Y FTRADFER
MEFFICBIS- LTV B REEDSH 5. ¥ 5 20 VIEMEL
ZEHROV KRV F T AR T 55T T, CKMII=ZD
DLG F A A V%DV, LG2-LG3 D ¥ ¥ 7 A& A8
aDG & DIERILEELENL, EAF 2 YR~ T R
R aDG R E Y 7 A H IR, S, EhFay v
& oDG DFA X, WY -7 2o BEmE HE
EREDMEFFICE R R EH 2> TV 2 EDBHL IR >
TWBY slit i3 R 2 35 5 %) R & Fio iR
BNT-C, ZOBEMZEARE LTIERobo EHTH 5.
Slit 13 C K2 —2HFFET 5 LG K AL ¥ %4 LT aDG
BT BN, ZOREHSlt DIEW R R/EICLEEL SR
b, ZOZENS, DG VRFLEOHIEIZEDL S L)
Hr7z Rtk ATRIE S 5™,

oDG £V H Y FOREIE A VY Y AMEENTH Y, LG
FAAL ICIE Ca Z BT BT IV BREDPRIFSNT
WA )Y T DE IO LG FAAL V&
O, e DLG KA AL UHPFBMTHEET LHE IR
LG RAAL UHF UV F LB ET, aDG ~DREE B
PEAHINT 5 2 ED% V. LG FAAL UHF VT h b
L THEO C AR E TR, ARMEORA T
VU E X)W AETELEEZILNS.
aDG &V H Y FOREENRHI N AEENTH S Z LT
ZYH Y FRTHMEL TWBD, NaCl R~8Y VIZk B
HMAMEOKRIIZ) A Y FIZL - TS FE T RMEND
5. Fh, SIZUVENR— AV, SIZvEEHFY
vk, BIVHFVEFDOLG FAL YED LI, oDGHEA
R LTHETAZEMOENTWS., — /T, 93I=V
ENR—= VAU EHZTEHE, ThSD5TIE, LG AL
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