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(UFTIVISHRHZEY)  Sian2 —> 3Galp1 — 4

o (HNK-1) HSO,-3GIcAB1 — 3Galp1 — 4
(RUSHUMFEY)
GIcNACB1—> 3Galg1—> 4GIcNAcp1 —> 3Galp1 —> 4

Galp1—> 4GIcNAcp1 —>

FKTN

GALT
FUT9
SIAT POMGNT1  POMT1/2
GLCAT --»GIcNAcB1 —> 2Mana1— Ser/Thr
HNK1ST
B3GNT --> GIcNACB1 fg”x
_— > GloNAGH1 P 2Mana1 Ser/Thr
POMGNT1
POMGNT1 Po, LOMK  POMT1/2
| * iManoﬂ —;VVSer/Thr

B3GALNT2

3GIcAB1— 3Xy|(x1] —> 3GIcAB1—> 4XylB1—> 4Rbo5P —> 1Rbo5P —>3GalNAcB1—> 3GIcNACB1 /[JVOMGNTZ

(LeX) 3
Fucal”
LARGE
GlcA/Xyl VE—F
(6T ER—T) B4GAT1 TMEM5  FKRP
CDP-Rbo
Rl a
----—> Rbo5P — Rbo5P — [GroP] —>ManNAc J \
Tarl . 7 TarK =y CTP
CDP-Rbo GleNAc
Tarl )\ PO,
CTP  Rbo5P PG

1 O-Man ZUBESH OIS & A2 4 OB

DOLK  DPM1/2/3
dolichol —=p Dol-P = Dol-P-Man
CTP

GDP-Man

atp’  GMPPB

Man1P

KA BERR. TROMR -V A T s ) h 2 XF—RBNBIETEY. 77 2BEHORTF 7Y
v (PG) IZEEND Y A4 TRITIT40MHFLE DO RboSP 23 22 5 (72 FAHE). *POMGNTI-FKTINH A1 ([44).
B3GALNT?2 : f1,3-N-acetylgalactosaminyltransferase 2, B4AGAT1 : f1,4-glucuronyltransferase 1, B3GNT : f1,3-N-acetyl-
glucosaminyltransferase, Dol : dolichol, DOLK - dolichol kinase, DPM : dolichol-phosphate-mannose synthase, FKTN :
fukutin, FKRP : fukutin-related protein, FUT9 : al,3-fucosyltransferase, GaINAc : N-acetylgalactosamine, GALT : f
1,4-galactosyltransferase, GIcA : glucuronic acid, GLCAT : f1,3-glucuronyltransferase, GIcNAc - N-acetylglucosamine,
GroP : glycerol phosphate, GMPPB : GDP-mannose pyrophosphorylase B, GnT-IX * «a1,6-mannosyl-glycoprotein f1,6-N-
acetylglucosaminyltransferase 1X, HNK-1 . human natural killer-1, HNK1ST : HNK-1 sulfotransferase, ISPD - isoprenoid
synthase domain-containing protein, LARGE : acetylglucosaminyltransferase-like, Le*: Lewis X, Man : mannose, ManNAc :
N-acetylmannosamine, PG : peptidoglycan, POMGNT]I : protein O-linked mannose f1,2-N-acetylglucosaminyltransferase
1, POMGNT?2 : protein O-linked mannose f1,4-N-acetylglucosaminyltransferase 2, POMK : protein O-mannose kinase,
POMT : protein O-mannosyltransferase, Rbo - ribitol, Rbo5P : ribitol-5-phosphate, Sia - sialic acid, SIAT - sialyltransferase,
Tar - teichoic acid ribitol, TMEMS : transmembrane protein 5, Xyl - xylose.
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LOF YA a7 4 —4EIHET % O-Man US4 1T,
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NRF—EHHY A ba 7 4 —OIERITIMZ T, HNEC K
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a-DGIL B 7% EOMBERICAHF AT LI AT T 4 V-
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(K2). ZoEEEIEMI~ Y v 7 A L MfaE i % i
Mda L) oeT, WMLVWERICES IR TWDH
WEBROZEAICEGTHEELEZONTWSY. a-DGD
O-Man WIS 135 I = v R X oMfast~ bV v 7 2 5F
EDOMBMEMICLETH B 2Y.
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L2L, 3= Eofilast~ by v 7 A EDREIC
FIHER TV LS a7 M3 CTH 5. 2 7 M3FEEH
DOIERITEMICIE, V70 (GleA) EFu—2
(Xyl) O BEHAL (-3GIcAB1-3Xylal-) A5 7% 5 R\
DR LKER (GleA/XylU E— b)) 2ELTWw5 (X1).
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i BIZTH AR HE ORE
POMTI Protein O-mannosyltransferase 1 DPM : protein O-Man transferase
POMT2 Protein O-mannosyltransferase 2 DPM ! protein O-Man transferase
POMGNTI Protein O-mannose UDP-GIcNAc - O-Man f$1,2-GlcNAc transferase

N-acetylglucosaminyltransferase 1
POMGNT?2 (GTDC2)  Protein O-mannose

N-acetylglucosaminyltransferase 2

UDP-GlcNAc - O-Man f1,4-GlcNAc transferase

B3GALNT2 S 1,3-N-Acetylgalactosaminyltransferase 2 UDP-GalINAc - GleNAc f1,3-GalNAc transferase

POMK (SGK196) Protein O-mannose kinase Protein O-Man kinase

FKTN Fukutin CDP-Rbo : GalNAc-3 Rbo5P transferase

FKRP Fukutin-related protein CDP-Rbo : RboSP-1 RboSP transferase

TMEMS Transmembrane protein 5 UDP-Xyl : RboSP f1,4-Xyl transferase

B4GNT1 [ 1,4-Glucuronyltransferase 1 UDP-GIcNAc : Xyl f1,4-GlcA transferase

LARGE Like-Glycosyltransferase UDP-GIcA * a-Xyl f1,3-GIcA transferase
UDP-Xyl : f-GlcA a1,3-Xyl transferase

DPM1 Dolichyl-phosphate mannosyltransferase polypeptide 1, catalytic subunit Dol-P-Man synthase

DPM?2 Dolichyl-phosphate mannosyltransferase polypeptide 2, regulatory subunit Dol-P-Man synthase

DPM3 Dolichyl-phosphate mannosyltransferase polypeptide 3 Dol-P-Man synthase

DOLK Dolichol kinase Dol kinase

GMPPB GDP-mannose pyrophosphorylase B GDP-Man pyrophosphorylase

ISPD Isoprenoid synthase domain containing CDP-Rbo synthetase

DAGI Dystroglycan 1 a, f-dystroglycan
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phosphorylase B (GMPPB) & Dolichol kinase (DOLK) 2
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3 U ¥+ bDGDOGHII L B RbosP D
(AW L7222y EF Y PDGRTF F. #EflIZ
iks) ZBM. U PHEENLFRAR YT AT IVREENE.
R L2 AR AR Y T AT VAEAE. (B)DG O T190M %
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CTP-Rbo # BT AWK TH LI VWL N L otz (5
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ISPD DIEREDSH E S 722 & T, BEERAND-Y A +
a7 g 7 28 F — IR EAR T #E Y X FKTN, FKRP, TMEMS
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FIpREATXyl 2§58 LT, Xylf1-4Rbo5P % LR 5,
XyllEBBRTH LI ERBE LR (KDY,
7z, TMEMSIZ & D & B & 1L 72 XylB1-4Rbo5P 28 B4AGAT1
DOIE L %D, GleA1-4Xylf1-4RboSP AT E N B Z &
HMHER S N7z, LARGEIZ X D R SN B Mk (-3GlcA
p1-3Xylal-) TH D EHh 5, GleA/Xyl) ¥ — b DFG
845 (GleAp1-4Xylp1-4) \ZAEEREAAR 2 5 2 L AV
L7, 2DOXHIZGIA/XylY) ¥ — MIZR % 2 kA ks
bz 2 &AM LERIIAH TS S5, My~
M)y 7 A5FEMEEMRT S (-3GlcAB1-3Xylal-) Y
¥— P OBHIEMZBBICRET D -00d Lz v,
LARGE I3 Rbo5P B & UM Xylf1-4Rbo5P (2 #F L Tl il #% Xyl
RGIAZ B TE LW &2 5, TMEMS & B4GAT1 (2
£ % GlcAB1-4XylB1-4Rbo5SP DIEHNZMIHD A 7 v T & 7

2 47,48, 60)

8. POMGNTI1 (& % a7 M3 FESHDIEHR

POMGNTI i& = 7 M1HE 5 @ GIcNAcg1-2Man % 5 K 3
LMETH D, LLad S, POMGNTI#AnT D% R
ZE N &9 5 MEBYE TIX, 27 MIAFSH & 134 & Rk
DE D 3T M3GEEE FIZTE E b GleA-Xyl ) ¥ — b
MIELT Y. D72, POMGNTLIZ 2 7 M3BESH 0 &
AT 5 22D TH G5 2 W kA S hTwiz, b
N POMGNT1136607 I / BE & R 2RI & 8 7 4
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A 1 3859 251 300 660
R ALY
B CDP-Rbo
POMGNT1-FKTN
[Rbo) wak

Ser/Thr Ser/Thr Ser/Thr  Ser/Thr
[]canac, [l GicNAc,
O Man, ® UvE

R4 XHRE A ST £ D 1% 5 72 POMGNTI @ K X £ A
& & O-Man BUBESH A I BT 5 % F A 4~ OFkfE
(A)POMGNTI @ K X 4 Y HiE. (B)POMGNTI 13 FKTN & #i4
EKEERLTEBY, BFXA 4 2125037 M3O =R 4
HTHILET, FKINOERIZESLTWwWAEEZ LS. (O)
fllfiE A A X A2a 7 MIBESHOG. C:MlRE K2 A~
TM: BB N X A4 >, LR: U ¥ H — ik, g2 pl2fié
B3 BL3KEE, p4: pl-atkE

ThY, NKumfll 2 oMBE F XA > (0~37), BEM®
F X4 >~ (38~59), 8 K24 »(60~250), Y ¥ 7% —4%H
1(251~259), il ¥ % £ > (300~660) 1Z55F B 5 V.
)32 ¥~ FPOMGNTI DFEERD S K 2 4 Y OAT
ERAMEFAEOMBEEE BB TCELI LS, B
4V OWREIAYITH o722, IR, XA SAS S AT 7
5, POMGNTI D F X 4 ¥ HSO-Man BUBESHIZHE A9 5 2
ED S E TR o720, 2, O-Man BUBESS ISR S h
% GIcNAcf1-2Man (2 7 M1) & GalNAcf1-3GleNAc (=
T M3) ICHRICEEGT I EARENS (R4). FHH
GRETERMT A S, ¥R A A D 129R & 179R 2Bk &2 &
E“(\‘a‘b%’kz’)i‘bz’)\of‘ INLDTI BT 7=
ICHE L 722 25, RI29AIHER: Ak & i vk O T )5 A
BHZISIHA L, RITOAIIHERHGREOAHI L. 61
POMGNTI1 KIEHIL 2 VT I & D RIRIZ X 5 1TH6 =
¥ h—TOREEBRE T2 2 A, Atk r ko Z
FLARRI29A & RI79A (X filt B35 1 0 A 812 BAfR 2 < TTH6 =
ChN—T7%2MHEIELILITELL o7z —F, AR
POMGNTI & filtfi ¥ X £ » D FAR (WAT3A/MATTA) |
H6ZV b —7&MEESE $4bbH, IH6ZE b —
TOERIITHE R AL VORGP LETH D 2 LR
LTw5h. POMGNTIZ7 7 F v LKk ERETHZ &
5% POMGNTIIZ7 7 F > DIE L %5 a7 M3 R
(GaINAcf1-3GlcNAcf1-4Man) (CHETH LT, 77 F
YRR LB A MBEICHEL, a7 M3IOMEIZ
HFHLTWwWREEZLNS (M4).

9. BBHUIC

I FLEE D O-Man BUBESH D L2 BRI 204E 2T, 2w

WCoa-Y A DT Z ) H I F—DORREICE b B T 7 M3HE
SHOMEE & ARSI S (K1), BUEE Tl
HEEANTWE 18 Da-Y A a7 ) ) 8 F —EH#E Az
TOBESPTXTHL 2 E R 572 (F1). O-ManBUBESH
DWRIZBNT—2DHIHEZ MR 722 LN TH 525,
R IZH 72 DAY — P EIC o7z W R 5.
RboSP % & &g AL TR DO THRO - s TH 5
A%, RboSP Y 7 M3 SH DAL D FESHAS S TR S B 0]
RETER®, RboSPHESHO ALY SR, RboSP DA 7 &
BB AU TEL T2, a7 M3BEEAT W I
a-DGH5H LA ROD o T &% O-Man BUBEH D %
M fEoriEz &, Dais o oMt L Twuiew,
SO BAEE R, SBREFH YA b7 4 —EDONTE
TR SIRPREORFEICHIRL Tw & 72w,
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