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1. 3ILHIT

FE 7 JE (myasthenia gravis, MG) IZ. = DIRKE DB EHUATH DI EDME—FEBRIIZEEIAS U
TWHHCHRERBTHY, B CHURPIERIE T8RS T2 BT T 22 L1, MGOZKCIa
BEIE DR IE , SO TBA N3 5 L CREEFREE 0D, ZIET, MGORRREEL TRIES
TWHDIET BF a2 5K (AChR) I T 2Pk e, RN AR Frs o ®F—F
(MuSK) (ZxH 925U T D, AChRIFHIR G ERIC T DT B F a2t LT s EIC AR
AR THY, —F . MuSKIFTHRR A EE BB T EAERH AR 3 T ThDHTLNBEH, bz T 5
H CHUADMGOFRIEIIRLS B> TN DT LA SRRIE T 5, S92, M AT DB RN EEMGE 5|
P ZLITEBRINTHIEAS LTS, BIE, 2HTIMGEHE DB L E8ENTAChREUAN, F7=, £
TENZMuSKFURARHE D A3, 750 O VEIFRFE TN £722 B CPUERO EARNRH LS TN,
oz 13 MGOIFIR E72 287770 B CHUADHUR S F LU T MuSKERIBRIZHR 2 BB DT ROHE
FRHIMIETHALDLZ RRR 2 /4 (LDL receptor-related protein 4, Lrp4) (23 H L7z, Lrp4
VAR BT DI E @I 2 R (HERE 53 F- 52 215 kDa) C, JEEIFRRE O MISRAE ARG D500
SINDLT BT ATV ThbHneural agrink AL, £ DIE H5EMUSKIRIET 52 & THEEEH L TD
AChRD BB LR AARME T D LB 2 B TVD, 5T, MuSKHUIRLIRIFRIZ | LrpdHiiR23AMGA 5| &
B2 AR L 0B 2 Bd, £2C, RBFETIE, MGEF O MIEHIZLpd B CHUEDPMFIET D
LIGEL £ DEERZFHRIL T2, LrpdfURDERRICE T DI1H 720, MiE PITAFIE S DHUARZ {8
DERFE IR T A LW E L Ty 7 =5 — PR pE 1% (luciferase immunoprecipitation
method, LUCIP) &% 7=, LUCIPCIL, HUFTRV T FREDAT v UEEEEY 77 7 b O—F)
Hk/L 7 27— (Gaussia luciferase, GL) DF A753 14 VR —4—ELUTHIHT %, VAR —%—0DH
ARV AR FFRESIFEA LTIZHURIE, 70T A2 G 77— 2% 52 & T 75w D ED 7
(TR T DI ENFHEL 2D, IR, 7 a7 A G T 7a—ALLH I LTz IgGEA R O
N7 =T —BIEWAET 2L THRE T DHUAD A E)HES LD, LUCIPTIE, UR—2—0Dft
JFRYRTFROT LRI W 7T VBB T DL T VR —2 —ZpE L 28 iila o
IR = — 3 T WS NDT D Z DRERNE G ThHT21T Tl LpdD XS5 7 ) v
AU RS RGO E G FREOZ ™V EEGUREL TR 258 £ D mik G CREgE
fOBLEN DS LV BRI HUR S T O ATRETH D, IHIT, FURDALFAERSC B LD 25
NN | TE =T 2 dH AT BIE T35, 20X, LUCIPIIFU R Z 35 HEE L TIhek
DRIAVESPELISAEIZ E A~ &2 72 UZ BV TR TS,
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2. Tk

AW TIX, VAR —Z—& LT, vV ALrpAD M MEIRE GLOX A7 53+ (Lrpd-GL) ZEH L 72, #
MG EEHCEE 3 L 72 HEK 293/t Z Lpd-GLA R BLS W, = VAT L AR LIZT 74 =7 1 — 5
(X 0REE FED B Lmpd-GLAFERILT=,

FRIRF RS2 2750 « FRE AL O AR BB L D 1 /1245 T AFROAChREUAFZMEMG #3004 0D ifi.
TET T NVEBRER G E LT, et RS LTI, 5 A 10044 36 L OAChRETIA MG 1004 D 1t
EEFIA Lz, £o0 MGEIF B2 3 R U mmE 25 D RIK ChD A 2 6aE 8 - Lambert-Eaton
myasthenic syndrome (LEMS)? 351004 O L5 % % REEE L CRIH L=, £7=. LrpdFiik DGt L
PEOHEIZBIL T, i A 1004 125 L CLUCIPA FEHE 952 & T T cut-offfl (mean + 4s.d.) 2%
ELTRE, ZOcut-of[i& 2 54 7 V& 2 LAt EmA S LT,

AP, FORK P ERPISEAT I L ONRIR K P E RO BT OBk &% B S OERE =TT

2T T,

3. fER

Lrp4GiiEDRIE

Fex IZLUCIPIC LD LrpdHUR GRS A FE ML T2 R . 944 OLrpd UK E 2B TIMGEE 25 LT,
BTN Z 7R THREGI 4D ARW UM A R T REBIN5 Th o7z, — 77, i AfE(10044) LAChR
PURBGPEMGHEE (10048) DWW HUSH LrpAFURBGE TR D e o7z, 7238 944 DLrpAHUARG MG .
FHOWTHUH BIIRIEIIFRD S0 -T2, RIS, LrpdFUikiv: S E S 7294 OMG B H ko i
TS EB IR 112 THRBLT DLpda 38k CEDMEIN A~ T, EMEMITIHEK293(C 2k~
ALrpAZFEBLS R 1= 1% . AR O[] E AL BRSO Mgz 1 AL BR A fil X 70\ VR AE CAFERE M iYE 2 IV Vo g
SRt m Tl Tz, ZTORER, @mOPURMIAZ RS B3 T D B2 T L (B0 1 T VIEE
CHNCTARFERRIAE H CT&7eho72) ZSHEK293 MR FIZ 7 E T ALz idik Lz, o6 7
(DWW TIELrpd FUA TR EE MR 2D IZ YN TE Ao T2 ST L D, Fifa e e talidhilic
HEK293HIfa |l 2R BLL 72 2 R~ ALrpAd D 5o VE R FEBR S TR L7223, @\ Ui iz =9 Bhrdte
NDOWNTNEN R~V ALpda ik LT, B ORERNG, Tex BLrpdFUR G ESHIR L 7-MGEE
D MLIE PITITAEBRAIZRIR A T D Lrpd 278l CEDPUANFAE T DI EN BN 5T,

LrpdFiEDIgGY 7 77 ARTE
AChRFLIRBGIE 2B TIMG DA . AChRBUAD KE /33 eGLH 7 77 AT JBL T, 1gGLH7 77
AV AREEEETEPE DS <, 3, AChRPUIA I 2 B FIMG S DO MR A #2550 CII R ERE D TR
HID, ZDFER WA LT R G ORI T, MGE B E 2T, ZD&DIZ, MGIZH
7% B CHURDICY 77T ADRTEITIRREMEI ~D T390 L7022, 22T, A RIFEIELIZI ADLrpd
PURGHE R OG> 7056 | HUkflias @ EAr A4S 7 /WO T, G 7 V7 ADPiER
TG R, WTHOV L T BN THIgGIY T 7T AR EETHLZ LN DT, 1T AT
2



723, IgGlElgGAD T A B SLS Bl o772, A BT 040D D fFENT T - 7273, LrpdHiiRod 3=
FERlgGY T 7T ANIgGLTHDHET D7abIR, iR E I LI i 582 & 5 O EE A LrpAH TR MG D
D TIREEDA N7 Emie L CEETAVENH L5,

Lrp4HifiZ & B Lrpd-agrinks & B EZNROMAT

EWRU72391Z, Lrpdidneural agrin&fiEa L. £DIE 5 EMuSKIZ BT A% E|ZfH->T\5, it T,
Z®neural agrinLrpADFEAA, LrpdH TR LB ES NG Fo, MR HE AT O 208
s N RS ATRENED 8D, £ 2T, Fox 13, LrpdBtRSIEMG A RO i Dneural agrin
Lrpd DFA AAERIZ R4 DR B A~ T3, 7/ KmIIFLAGH 7 CHEE#k L 7=neural agrin&Lrp4-GL
AP CIRAL, RIZ, PIFLAGHUAT /7 a— 2% FV  Cneural agrinZ e LM L7=1412 ., (LR
W& ENDCLIEMZNE T 5, ZOLUCIPERIFH L= 711D neural agrindLrp4[ D55 S HE 4 fE
Hre&xdbE X 7=, 9592, neural agrin-LrpAfOFFMEIZDOWTIE, OBSE7 L— 7 I HmE LT
HDLRIEDEZMETELTC, ZZC, LpdFTURDFURMM A3 B30 7 /WD T agrinfili A LRI
TR, FORER, 3V LDV T b Ddneural agrind Lrpd-GLOFH AAERIZXTL CRHERMIZ/EN
THZEN DTz,

4, E5

AL Fox id, HFUTSERNT CLpd B CHUADRE THL RS IMGEBEZF R LT, LnLeh b,
BARF AU, Lip4HU IR AMGOIEIR CTH AN EIMNIARATH D, 4 t41%. 1) Lrpd H CHiiA%EEAET D
BET VEEHL, FZERICMGEZ S IZEI T EIDNEFR N, IHIZ, 2) LrpdHURBEHEMG A O g
BB RERLT-1gG I 5y %38 AL 7= KEREV S EERICMGORER & 7R T E0DE R DT & L
TdhD, 7o, LrpATURBEMEMGD 53 TR B DR D —BR L LT, LrpdHURIGME B ISR L TR AR TS
FOVE T BRI LB L OMAEZ LML, #hEAFEEA T O B O A 2 SIS D B
WHDHIESD,
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