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TR D Lac-Cerz T3 LTHERENSE DT, Lac-Cer DI
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M Y OEKIZ, F724GaT4IEN-T L F IV 7V 34
IV6HBON T P UM ELTH) ZENTE, 7T
Y UMBOEERICHEYS LT RENHRE SN TY
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Galp1—>4GIcNAcBt—~R GaIB1—>4GI§NAc[S1—>R p4GalT1 CH — lQ N ] 400 a.a.
Sia2—>3Galpi—>4GIcNACB1—>R t m ¥ 2@
Fucad ¢ ¢ GG
S o AOKNA o uee p4GalT2 W - ] 373aa.
h Siaa2—>SGaIB1—>4GIgNAcB1—>R w F e 1020
a  (Siac2—8),Siac2—>3Galp1—>4GIcNACB1—~>R ] 1 p4GalT3 qu ' | ] 393 a.a.
1
HSO;-3Galp1—>4GIcNAcB1—R v 77 118 189208
. ™ ¢ ¢ ¢e
Galo1—>3Galp1—~>4GlcNAcpt—~R | Fucot—2Galp1—~4GieNAc1—~R p4GalT4 CH - I 344 a.a.
114 158 229248
b HsO;-GluABt—>3Galp1—4GIcNAB1—~R Fuca: ™ (%
B4GalT5 CH LI ] 388a.a.
C (Galp1—>4GIcNAcB1—>3),Galp1—4GIcNAcp1—~R Siaa2—’3G2|ﬁ1—’4G|CNACB1—’ R . 188 1(552 2%;3 2(512
d Fuca—>2Galp1—4GIcNAcB1—> R t et f4GalT6 CH | ' ] 382aa
GalNAcB1 )3
e GalNAca1—>3Galp1—>4GIcNACB1—~R ) 6 ™
' ? Slaa2—>3GaIB1—>4Gl:c;NAcB1—>R [34GaIT7 E. I '} ] 327 a.a.
Fucal
. Fucort I:DVD J:FGGV 0: GWG(G/R)EDD(D/E)
f Galo1—>3GalB1—>4GIcNACH1—>R J Galp1—>4Glcp1—>Cer
1
Fuca1 k Galf1—>4Xylp1—>Ser

X1 FEEPUR(A) & p4GalT 7 7 31 —(B)

(A) Z R BESHPUR DS NELR OFURESE & 12 A4 T 7 N RFIBENRE O Galp1—~4GIcNAcIBHICHBLT 5. a: KY ¥
TOVEE, b:HNKHUE, c: RUN-TEFNTZ M3, d:OMPUE, e: ABIPUE, £:BEIE, g: LUK,
h: Y 7UNLSPUR, i LB, j: 527 bYWt F I, k1 RTFF-Z)aH$3 )7 H y4EHEHEE (B)
Y NBAGaIT 7 7 3 ) —D ¥ V2 E. il 2 OFFEICBWT, MIBEE®EN (TM), 6, &, REoHEBIZ
773 IBRESN TR EMART. CAYATA YERL, 20FFIE5 ¥ X7 HATOMEEL RS

TONAMEBEBET THDLEEZ TV L LAN
5 Gle-Cer~# 5 7 b — A %58 L Lac-Cer & &% 7 % B#
# (p4GalT6) PHHINZOHEETI 70— 7 Sh
L&, Wy X7 EORIZIZ70% OMEESFELET 5 2
£V, K 5I244GalT5 13 f4GalT6 & 1) #h# X < Lac-Cer 2 &
KB ENSHY, EREELAGATS FMN T ED ST %
HHEL TR0 ERME o7z, ZOMMEZFRT S
121X p4GalTS IR T2 WIE L2~ 7 ZA0MIL T, #Es o3
B ERENREDO G ZAT) S EHPNTEEE X, pAGalTS '~
<7 AT S MAES AT (MEF) % J0 8 U AT %2 17 -
7o, ZORER, WY NI HEMEROT T 7 NI MEITIZE
LIEA BN H o 72h, Lac-Cer & N HIRAET 5 GM3
DFBEHL4GaITS ", p4GalT5™", P4GalT5' =7 AH
Sk @ MEF ML D NEWZ Il L CTikA L, p4GalTs id Lac-Cer
BRBEHETHLZEDPN SN E o727, KEMKDMEF
AN 72 & 725 2272 Lac-Cerld, B4GalT61C & %
boLlbihs., ZoORETHILBWHIIZIE =D Lac-
Cer AR DGAET 5 2 NI L 728, Z OFFAE %
WHELTEHAETOIAHLZEETHAS. invitoDT vt
AR TRBRIMA LB EST 7 CATEDD, in
vivo CIIBEREDORAE L, ZF OB EBRILEIIAET D H
BEREINDHFOEEGPIEENLE 2D, Lzho T,
BEDHAEBEREEZZ D202, invitoDT v A R7Z
VT T % Z OREFBAZFAEMEALHINE 2 v 7e i L X

VTN UETH B, B % AICA4GaITT IX GalTI & b
WEh, 7V asI 2 70 h YR a Ty s EEfEs
T 2 ZE I Gal f1—3Gal 1= 4Xyl DIRF D AT 7 b — A
AT LR TH Y, ZORREERTFOERITRYEL
$iE D —D T 5 Ehlers-Danlos JEMRIE 2 | i 2§ 2 & 28
MHNTWD (FEER OB R ICB T 2 5Bl S

"z 4,6))

3. HRROIAILE p4GATBIEFREDEL

ML A2 AL T % & GleNAcf1—6Man 73l % & K 5 %
N-7EFNT NI ViEBEEEV (GIeNACTV) DI
RBIZTRBSMT 5 2 EBMOENTW2A, Mlao)s
AALIZRE D BAGaIT DZET D\ T DR 2 IRAT 134T D
NCwidros, T THRAIINHITIMLE ZNERY
F == 4 )V ADmiddle THUE IR T TR S & 74
i % A AALHIL D E 7V & L TLAGaIT1~6 D@5 FE B
ZIENT L7z, ZORE, middle THUEEIEFOEAIZE D
LAGAIT2 BT DFEBDMKT L, p4GalTS BInF O FEBIA
BT a2 RW2ZLAY. S5 FHEOEED D
AIBAE T GIeNACTV & .0 D p4GalT M fn T DB % It
BT 5L, p4GaT2 IR T DFEBUI GIeNACTV DIEHL & I
HHBIDBARIZ, p4GalTs HIZ T DOFEBUI LB O BRIZ D
BT NP,
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v b HIEHIL TS A DEREDREED —DTH 53
FIPE D BRI, p4GalT] & p4GalT5 D& T- I8 ok
HHEEGLTWwSE, INSOBETRANES L LAY
Ry FY I FVSERLE N, Kk y 7 EHTH
B PHEY v 7 B R HAIMERIE 7 % 7 B OFEILAIEKR
T 4. EPE HL60M I TR4AGaIT1 B 5 \» 1Z f4GalT5 D ik
EFHB 2 ANTNICED 5 & MR Y2 53 5
Z &, WIZPAGaIT1 B B\ I 4GalT5 D B AxT-FEBL % H0il]
T % & HEAN I EANDORZ A RS 2 L
WHEEINTWDE Y, JEHEPED L ) ITHEEL TWBE DM
EHh0L50nHREbO THRBEVWAATH 5. HeLafiiz
TPAGaAIT2 DBIZFHBLZ HO D L p53 &M L72T H b —
VADELEIND Z L, B BIZAAGAT2 MR T DIREIN T
ApS3THHI NS, HAMILTIEp53 Z AL L
ZDRERAGAT2 BInTF OFHBHH S AR O 7 R b —
VAEWTWAEEZ NS, F724GalT3 IR L C,
AR T OB BUINIES Cilfao BB iR 2 gL, —
FHe MEESA TIEHIEOEE 2 I3 5 2 LG S h
TWw3 29 20X ) eHEZPAMBTEHAD A S 2 b
VIALDHEEDORE Y X7 B TRE, S SICFEA OREIRE
WRHLTL B72OTHHLEEZLN, ThHNEDLYH
BB E TR L TWDONENDPLETH 5.

4. PAMRICE T BL4GATEEZFREANDKELE ZD
EERREEDEL

1) p4GalT2 BIZTFDORBEIERE

MBS AALT B & BAGaIT2 BIE T DRBAIME T 3 5.
FZTCTEMEEOEVBICFION Y A X T/ —<fMle) 5
pAGaIT2 FAE Bk 2 Bk . L 72, S s ofilaidv
FTNDBEBOMINEE S » 37 FTHSHO N T 7 b 2 Iufba)s
THELTBY, SHICHREELI R &5 & &Il s
MR OBFAREC 2 D, M EESREL TE LR
bz, F72, BAGaIT2 BAZ T OFEBIA R OMINark & I
52 1LC 2.5 > DA KK & X IR otk % C57BL/6 < ™7
AR TICRAT 5 &, DAL TZDERTER A L < #
s/ (R1A). B S N7 BEHHLRE % Rk L 20
WZIRNT S 5 &, D4R RO IES; Cld TUNEL Bt Mg 23
WL 7R =Y ZA2FE SN, S 512CD31 oI
MRS A3 U VA HT AR A S Tn b 2 & sin 72
EN7W, TRSOBHBIZRALIZFUHRMEGET AL
PHIHNTEY, BI6-FI0MML TLAGaIT2 BAZ T D FEHL AT
WRT 2 MY >3 7 HICHA LSO T 7 b
MEDTCHEL, HFEDH L 7 F VDR D HVITHATE
7%y, LiLOBEIGFEINbDEEZONS.

1 PAGalT2 ¥ ZcDNA(A) F 72 13p4GalT5 7 ~ F & v A
¢cDNA (B) #3# A L7-B16-FI0% ™ A X T ) — < Mtk o & 5

ol
Re

A
ST 955 4% .
Al BUOKE  (nm) () P
Bl6-mock (C2) 10/10 13.1=0.8 (10)®
B16-$4GalT2 (D4) 8/10 5.1+1.1 (8) <0.01
B
JE 955 T 1K, JE 955 4%
iR i
Al BWORE  (mm) () P
B16-mock (C1) 10/10 13.3%0.5 (10)¢
B16-4GalT5 (E4) 10/10 10.4+0.6 (10)  <0.05
B16-#4GalT5 (E5) 9/10 5.9%0.7 (9) <0.01

*C2MllNE & DARINEATHE B BT O T34 4 XD WEIZ BT 54
A CCLMIL L E4Aia B X ONCLM & ES ML A 2 Mg o
YA AOWEII BT 5 AR " B R iR
(PE%%). (A) 1E3CHK 14 2 5 Nature Publishing Group O iz #% i I
%, F72(B)IZ3CHk 15 % 5 Oxford University Press D ¥R 1] %
AT A LS.

2)  PAGalTS BIZFDFEIRMH

MBS AALT B & pAGaITS BB T DRBH KT 5.
% 2T Ll & FFRIZ B16-FIO ML~ B4GalT5 7~ F &~ A
cDNA Z 38 A L, p4GalTs BT D 5B % Wil L 7=/l tk
R, TS ORI Tld Lac-Cer DI B & 25 9% A5
5L BT, Lac-Cer 2 HIRAET 5 GM3 DT S A L
Tz, 251225 OMIBBIERTFER T ORI b i
L, MRS EEAE < % % LMl OB A SR
7. etk O CHP iR & K L T g4Gal TS fn - DR B
23%, 65%¥NHl & 72 B4, E5 Milkk & P oMtk % 2
ZNCSTBLI6Y 7 A FICBAT 5 &, E4, ESHllEtkTO
JEEI DTSR B RR & Hele U CAH E ISR S, 2 odn
B3 f4Gal TS B AR T- D FEBLPIHI L & M5 2 IR 234 &
7o (FR1B). Z oW % it & MBI g L2219\ f#
MdarE, TRV AOFERCIMEF EOHEIE T D
ZALIZASNLE D DD, & LAWAMMBL THGE % T 5
MAPK #% % D5z E 5 T 0 ) Y B HH S hTw b
EDRWEENZY. Lac-Cer iZ MAPK #E % 2 15 AL 3
HIEDBMOENTWAEDT, PAGalTS #fr T DIEHINH] A
Lac-Cer &1 & ¥l L 7245 R L b 5.

FREOERN S, DBAMIBONEETEKEE & p4GalT5 E
FORBL XV EDOHICHE D L L E XL 6N L
L, EETZEA LTS EET ORE 2 &bk
V0, WELZRETHFETL2ZENELVDT, LA
D PAGalT5 i = T & O R 7 % p4GalT5, p4GalT5* ",
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pAGaITS " =7 AHKDOMEFMILIZARY F—<7 £ L A
D middle THUEBEIE T 28 A L CHMlez 25A LS &, #
OWEZERNT L7, TIN5 oMo L imiE % ik
FEREWTHMT2a0=2—DKE S (k) KT
Ms2E& ZOKESEHITLIGTS <B4GalTs" <
LAGalTS ™"~ 7 AR O MEFMILDNACTE A > 72, I
INLOMIEE X — K~ AR TSR LB K GE % i#
M3 5L, EROMHIZKE o7, DLEoERErS, 25A
N o0 5 T B 1 pAGalT5 D fn 8 (¥ —5) 12k
B4 2 Lo shrz.

LLAAS, ZOHETIIP4GATS Ein T ORI HEY
TdH 5 Lac-Cer HENWEETH LD, ZiLe b Lac-Cer
SIRAET 5 GM3ED LML BEIRE N EE TH 5 DM IEAR
WHTHb. b MFRERTIE Lac-Cer iZHIBIEDIEE 5 7 b
ZJRAE LI o Bk 2 18 L TV 2 A H 2 0 T,
— WD AKNLTD Lac-Cer BSIBE T 7 MZHFELEL, £2
ZRAES % Ml EEs 41 R B R T2 AR O ke 2 48 L
TWAREENE Z S s. FB, MR 7 4 7
O F U ANOEEWNE L AR L4GalTs '~ 7 AHkK
@ MEF fMllld % Lac-Cer % & To55 Mo TRy 28 LANNEBIZHLY 3A
FHLET TR FUANOTEEWENHIET L E
5, Lac-Cer HE MR CTA > 57 7 Vo1 DOFERE % i
ML TWDZENEZOND GasCitaifg). Mgk
TLac-Cer DFEBEAMZ 5 L TN ED L) @) & TH
JADWEEZIER D BDOD, FDRAN =R LDRHIEHRE
HWThHY, TNEHRORE LB X =X L% EH
WM E LR DL Lk,

Lac-Cerx &K A5 %2 H T 5B L L TH4GalT6
LAFAET B 2%, ZDIEH L N )V IZB4AGaITS & g UK
<, POMBEDO AL THRIZTFHRIAOEE I AL R
W, BAGalTSD /) v 7 T b= AIRRERIE & 7% % 25,
PAGAIT6 D/ v 7 77 b= AZIZSHE R REIIA LT
HAETEDL. INHZODFFFETHE S N5 Lac-Cer 12l
BHE OREE OENE EDIAENH L DOHh, Ihd E b
THIRIEWIETH 5. ik, SRMWRLE (A B
PH) BTV T ADRKIETH TPAGalT6 12 & % Lac-Cer
DHEEEHPTLHEL, TP EIEZRET 2 2 EAHEEh
TWwb ', Z®Lac-Cerl3p4GalTs AT 5 b D LY
B2 B DD, B 5D\ IE I D JRIERR TL4GalT6 & 5T
DFBDEERIITEAL SN TV 200, ZOESHIEO
ANZA LG ExGHT LUEND L.

3) ZODR4GaAT BIEFDERDHKE

I FETHBARTE X9 ICBI6-FI0MI L TA4GalT2 i %
TORMERD 2\ IZL4GaTS BIE T OB EET s &
L, WITNRLEFEERAHHI SN, Tholdfiesdxh
ZALTEEOMEZIH L CWL I e L. 2

IS OFEETIHBEOEITHNE DDA LI NEIZE S
HDT, FEMIIZIZDSAMBTZ O OBME T OFH % FiF
CHIET U, LW EREEREIRITE 2L EZ LN,
FEEL, BI6-FIOME T oD@ a7 28ET 5 &, BT
BT 28 LM X 0 & S IIESTE R IH S b
RSN TWD G Chhie).

5. PAGaITBIZFIC & % b MEBOHEIEIH DA

FE DB T2 EA L Z ORI E LA MRk E
BB L CEOEREEREZHHITETH, BELTE
T MEBANBIATF 2 — ISR ECEAT S 2 L3 L.
& L CRAGaTEIZ T2 HEM & Lz b ORABRIE
TEZVWLDTHA) . T TTHERIAL Y & —iHHL
M o BRSO & EFBFZE 2 7, SCIDY 7 AL T
2t MIFEAAMIEZ B L Smam KOEHE 25D, 20
JEHNT 7 T A NVARY & —IZHAAATZE b 4GalT2
cDNA % JEF 8 CHEBERT~NEA L, JEF oM BIgE L
7o, ZORR, EEOBBIIHR (77 94 VAXRY
¥ —DREN) WCHNTHECHH S A (K2)W. &
5 O EES LR Tid TUNEL B M B o0 B4 %> cD31 B P
ML DWW DA S NTA, R THREMLE 21T &
BETFAEASN R HBbHENL -0 E AT
Bohahorz, LEL, TOZEiEd L bp4GaT2
cDNA % BB~ —IZHEATE 2 FEZRET UL, 20
WA AT N TELIEERLTVS. £
72AGalTS BIZ TS L TS, D7 »F ¥ XAcDNAR
SIRNA % JEHE (Z7EA LRIERYIZ f4GalT5 DFEBL L N 2K
TEEIUE, FRRICHESG ORI ZIHTE 5. MlaodsA
LTIE Y v 37 B ENREISHES L7 IR I 2 b AsE
ZBHDT, P4GalT2 & B4GalT5 D D DAL T DI HL % i
HTHZEDHETH 5.

A
~~
& 5000
&
n@ 8000 alT2
*ﬁ NA
1000
0

(A)SCID~ 7 AIZRHl L 7 IR o R iR (O : Wi, @:
pAGalT2 cDNA % {E A L 72Jli%5). (B)p4GalT2 cDNA % JE A L
7z MIFHES 5 H HOABBEER). k14 2> © Nature Pub-
lishing Group DEIRFF ] % 15 C— 2 B LIk
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1995 4E 2] LR B0 B TEIN T b Bz FiHHEsfTbh
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B) #Hw7zZ LIZXBTEHR, 200241275 VAT
Fh S 7z X Qe R g R A A B~ O BIA TR
PECHIME 2 EORWERAG I E R Eh/-2 enb, #Ix
THERIWREINTE . TOBRIT Ry ¥ —DF%
HHeA, BETHEBEOAIEZ RITIZEDH 2, KN Tk
2012 4F 1) THRRFIHHEIE & L T Glybera 23K S 1,
YRS X7 1) =¥ (LPL) KIEDBEH G-I N T
Wh, KETHRART: X9 ICHIKLDASAALTH: U 2 HESH O
HERE R BET 2 LG O £ T S TE L 2
En, AEHEMRT BEHZEASK T IBHEEZI—F
THEAT) IPADBMLETHEFREL L TRWICHIFEFTE
5.
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