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Abstract: Neuromuscular junction (NMJ) is a classical peripheral cholinergic chemical synapse which has been
extensively studied to date. The formation of NMJ synapses relies on the precise interaction as well as complicated
signaling transduction between motoneurons and skeletal muscle fibers. Moreover, Schwann cells also play a critical
role during NMJ synapses development and maturation. This review highlights recent advances in the study of NMJ
development, focusing on several crucial signaling pathways, and related neuromuscular disorders as well.
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M LAk (neuromuscular junction, NMJ) &
— M E A, EERES M TT. H R
FLGRAEIE B 4 AR A 1) F5 BE IS (Schwann) A% 5 41 g
Hil. FHRPE RGERAAHEL, NMI BA AR
K REUERE, S5 S5RE S, Bk, EA—14
2 SSRGS 2 F T T R AR B RIS S AL T
ANIE b8 NMI SR FH A [ B R ph 22386 AT (5 5 1%
i - A HESIY) NMI R 52 SRR (Ach) 5 S
NMJ KA ZBEIR (Glu) ; 12k B BA A E
FAP)NMI, FLHERERS 5] B % LS A Y4 1) &
T R (Ach) A1 AT 5 S50 T B LA ) P4 87 5K 1) y- 200k
TR (GABA),  FIRHPER I 5T 1R T2 3l#i &
AR b FEV A2 Al “THERIX” (active zone) H 74K
B MRG0 N 2B B8 VLR TR TR b
2230 T S M e P AR B R A5 R, N 1AL BOR
HERT L) NMT Ss s 454 o NMI & & 5iTh e
W FEEIE L RENVEFRA RAE. BEENLIE /M
B HE R AESELE N 2 P eh 2NN RGE50R

NMIJ (1)K & FI YRR RO T 2% fi 7 32 20 #h 48 0
G ik f B LA 2 18] B AH AR, HLPR 3 2 [H)
FEAR . 2NN, BB LIS B 2R 1) 7 il 2
WA T 12 B AR R A 7 WA I 15 5 43 T (antegrade
signals), 11712 Zh#H 2 TC ) 70 A0 B T 5 i )= By
BE UL 23 WA 1) 306 1] {5 S 43 T (retrograde signals)' ™,
T AP SR R 2 B TR SE, sy F R 2 5
S Hi AN T ok J5 ) A B, IX R B N 2R i i
Ji BG4 A S AR T ARORSAH (7] 76 20 7 R TR AR
IBAk, AL G AE NMI 32 2+ 48 R A 1) 5 BE PRI 48
f il ok o — e IR T 2 5 NMT R E B,
T 25 FE A B P 0 A s 288 A, 52 381 5 s 1 R0 5 e 5 K
W 2550 iR B

BrAEF IR, ASOR 245X 2304 NMT
REAEFIZIIMETT. BRI & ASEE )
LA I IE R B A [ BEAR R )9 15 5
BLE B FE a3 e AT S 4

1 NMILERH: SoRHEisSACR “FdE”

AR & BB, NMI T 135 41T 99 A 1%
AP IR, RPEHERT M2 30t 4 o0 1) IR 5 AR 28
HE IR . EIG R, A RERT A
1a B 22 70 B AR 48 B 75 AL B A [F) W) I 23 AN TR
“JEEhHFE” (motor columns)!, IX EER[EZRAI ) “in
A" ETE AR A B IR E o B S
B MRS IR NMT DhRe Ik R 2 R 12 a7 AT

T ke AR D Y FLRE B e A i B O 1)
HAZ B HEE, 102 H A SR RIER R
P L TEE % ) B A 2 B 8 5 ) 43 TS 22 Bl R R 3k
[ay_\,_% [11-12,15-17]o

BE )5, 35 Bh I B I H A B B AR L AT
TEAfR A T il NMU B2 S IE I SR B D IR . /R
16 E12.5-E13.5 B3, 7837 4= B # LR 12 T8 %
1R Z SR B AR AR 2 PRV TR BB SZ 448 (AChR)
TG, 1% HFR 2 NH A (aneural) AChR ] “ il
7 (prepatterning)'*?", X #838 4= AChR T4 #% 1)
A B 22 T RE R AT A U E 4 OGN R )
Mo AN R, R FRAR R TR REIE A
TG 4 2N B B LA R T O RN IR
(primitive) AChR H &K 5%, TMk# 4 dE AChR ¥
ETRIBALTE BOHT AR R, RS PE U
NMJ o7 B il T v s PR A P2 7 A sz ae
RE|, LI E R BINR /T, WEF4ER
I “¥I8h 7 AChR B 1% 2 G b 76 B 8- LET
Y ) e g X3 B i A R e 4 BE Bh A 42 TG Bk
(ISR A2 k28 AChR ) “HiHE”, 2R “HI
47 AChR R I A KH T is sh# <ot 7,
H LA 460 NMI R B R II R ERARER 9. 24
INRHER R B £ EIRS I, Bahh&a LR “ W)
46”7 AChR JRAEE 2 W KPR IE i NM,
RIS L “HIUs” AChR REFER
%ﬁiﬂﬁ% [23—24,27]o

T T /N BV I I LR AT AR A1 B 7% WL 508 K
L, 7EWH “YIHE” AChR BARETY A1 LA FH
WARBENEF ST R NMT g5 B 5 szt itk — 5
S, MAEZ AChRy WAL ARER A “#)4E” AChR
RAEFER, BEhMEPEME “RER” agrin FIFERERS
15 WA R & W 175 5 AChR 58 45 5 A1 NMJ 45 14 T
J, R AT E R LR T A 43 A 2 N ok P,
PR “WIUE” AChR TR AR 2 NMIT JE 1)
DB, Jing 5 PO 0 BE T 0 NMT & B 515
AChR AL “TiHE” iz hih 22855 31T IR N 40
MR, REHAMG R, RHEZ, EEHES)
YRGB R0, AR ULRT “YI4h” AChR R4E
TR AR RIS B A T AR K HE R R AT e
NMJ ¥ s B 5 T 7] B & 4% B A B,
2 NMJRMEES: BERAIFTEAChRE
= 304

PR LA K R B A R A i BARER TR
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A F EE LR 1 2R ik f5 R A A AChR SR AR fR T
% (AChR clustering), H 3= ZI40#5 AChR £ & Al
LI A e PR 98 LR IR IR 7 AChRy 72 )
AR e WA AR, RN R IR 2 EEAE 5
TZ5 17 NMIJ 55 1) A % .
2.1 Agrin/LRP4/MuSK/{E =

it 58 NMJ 5t 5 5 AChR LT Al Fe /&
a7 NMJ K & ISR OCB AT . Horh, “3R4E
%7 agrin TEULRE P R FESCHAE A B, Agrin & —Fh
iR 2 Bk 2R 2 (1 58 B (heparan sulfate proteoglycan,
HSPG), ‘BN 5T B & a8 L 72 AChR 2§
R P, R A I B L 5 2
J& BRRF 5 4 AChR S A1 404k B, Agrin 848 /)N
R ILH NMT & H kG, b5 B AChR 5K AL
AT RAZ /N R B NLR I, UE B agrin ££ 155 5 5 fil
J& B AChR ZE4EF1 NMJ J& RY 7 T A 45 2 0 L)
TEF B, TR, fEMAR R B T agrin 2878/ B
HESWIR A AT TR “H14h” AChR B, R
agrin JF A2 5 B AChR “Fi#E” (prepatterning).
AN, EARE RS LR RE (R4 B 3 68 77 2F agrin (z-
WA, HRFIE )M agrin (z+ LAY ) 755
P AChR REERTZ BT A R B Thae, HIEME
SR AR agrin (17 1 000 5 P BB,
agrin B 25 /N B R fid 5 B AChR 3R £ 1% K & BB 1)
AR 08 B £ T RH B A% B ChAT 58 78 Ji 4 KL,
agrin/ChAT XU RAL /N iR B A #2301 1E % NMJ (1) 58
fillJ5 AChR BEAEFELE M Mz shh & e ', 2k
JIEB8 ACh 15 & AChR 54 7% fiff 5% (00 3 P 40 st T &
VLA H P9 22 95 A BR W Cdks AT 1 & 1 B R
gg HEHL CdkS AN BLG A ChAT 48/
B NMJ SRR, 72 iG K & R S Re A
B E LR B 2 R 1) AChR “ FiiHE” 14,
FIRZE R, agrin I E@E I FEHUVLANE S5 K
AChR REMBME, ik T NMJ 25 B AChR
% R AR e G .

MuSK (muscle-specific tyrosine kinase) & & &/l
R MRS BRI 2 A, I RAE R S A R A
M52 P9 Bl R I OE S B ), RS AR NIMT A 5 5% fil 5
AChR R EAL Y, 55 agrin 2828/ RANFE 2,
MuSK AL/ RAMUA GRS T B NMT, T HIEAfg
TR “#I4E” AChR &% “ Wik ”, 478 MuSK
TE AR 2 M I 2R Al J5 5 AChR “ TiiHE” Al 24K
1) agrin 55 AChR S8R W il 7 THI 35 R 4% Ok
PR B2 agrin SRR /N R P I ik MuSK

MU B 15 T NMJ JE R, 318 RE 45 R agrin TR /)N 5
G TP B AS S B st T B B AR MuSK E N
agrin 32 &£ i % agrin {5 5 ¥ S N NMJ & & J5 M
RERBEH, EWFEIFAREEMEIEN, &
A — AN FR N MASC (myotube-associated specific
component) [{JFE5Z 4K A5 ¥, B % 2008 4F, Steven
Burden #{#% F1 Lin Mei #(#5% 5256 2 [F] M 37 & B0 I
IE, IR LR B A S R SR A LRP4 (low-
density lipoprotein receptor-related protein 4) ¥t /& £
WILLK -3 1945 agrin 5 MuSK 2 [8] A E.AF F 1)
24K, LRP4 ZAASr3 1 agrin X MuSK HJ¥#0%
i B AChR A L2 ¥,

SER AW EET S e 7N , LRPA O/ 58 — A B-
WEL e 3% % #h (B-propeller) 45 #4) BE % 5 7 M 45 & 2+
agrin &5 [ C I Y LG3 503k, AT BAPY 58 44 i 7%
AWOE MuSK™ . PR T4 RAEH], H LI
P£ LRP4 A RE 75 5 7 fish J5 I8 AChR SR FE T 1%,
YeiE AChR RERAE H NIRRT RO E, M H
WERENE N “1i[A] (retrograde)” 15 5 4> Tz st
2 TREN R AR 4, AR Fh gt [ 142 19 4 B
Vi Btk — IR AW 5, LRP4 Joh BLE e
[F] V€ ¥ FF 55 A 44 28 A (amyloid precursor protein,
APP) M4i&, TEREFRNLAGHM A A APP (22 &
1400 agrin 75 5 B%UL4H HL SR 1 AChR SR AR 1
TR, RN B APP BEINE LRP4 5 15 [X Gl 25 /N B
NMJ SRR, $o~ APP n] GEiliid 5 agrin 1 LRP4
ERE &S5 NMI K E s 5. $Hst 1, LRP4
AMYAE S NMI &K B 7 K EEZAEH, R
TYERE L NMT 25K AT e R A AT al st B0

MuSK 1A agrin/LRP4/MuSK {5 5 il % 1 K 4%
RBEAE I O ik J B U BRI, L RS 5 i AL
il — EL A2 1B T A R ORI R R 2 R
FeR ], MuSK AAL R AE Ay agrin i H) —ME
ST REEM, FR, WEN— “HFR”
BRZESh TieE - BIERESEEaY. £H
AT S HRGE R MuSK AHEAEFE B, oS )R
$23k 431 Dok7 (downstream-of-tyrosine-kinase 7). Dok7
H) PTB 45 #4345 A8 0% [F] MuSK A Py B A0 i i 3% 14 (X
HIEAF S, Dok7 AL/ R A A A MuSK 42 /N i
e FEARBLR) NMY R BRSNS IE SR,
It 2 15 Dok7 fg % LA agrin JE 4K 8t 77 X i0iE MuSK
H %5 AChR EAEHKLAL ", Hollock % P #f 52 K&
I, agrin ¥ MuSK 15 5 5 Be 5 29 Ah P Az =k 2R
1 Crk A1 Crk-L 1 55 31 Dok7 & 1) C I I 3% N
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WelE 545, 40 Crk 1 Crk-L 23K 6 5 5 NMJ
KEMEMKFEERE. ot Dok7 M, HEGHE
% [5] LRP4 A H.AE H I 3 agrin (5 55 S 2 —
MESRZRWAEE A B LIRS . B Dok7 4t
MuSK i& 7] [7] #K 70 25 [ 4> T FE 18 Tidl (tumorous
imaginal discs) A .1 H, X F 4 H X agrin 07
MusSK [7] Dok7 Z [A] #H H.4F F I 15 3 AChR 2R £ 7%
B E R EE P, 24 MuSK B U IS Re 8 Kk A

R AL O, RS AChR REAEFEI KK 5%
oD, HArc KD 20 2 A0 MuSK i AR BAE H
BT, AIEERE R Abl Y, Dvl I GTPases %
1bHE GGT ), MAGUK & 4 MAGI-1¢ Y, 14-3-3y [
1 Synel 7, DL K E3 7 3% B K MR 4 T Paul
A1 PDZRN3 ) 28 - 3 it/ 4F MuSK /51 NMJ
SR fi 5 W oA D7 TS R FE TR (R 1)
OB IR R WL, B AN [F] 28 Y i B UL

1 Agrin/LRP4/MuSK{ESiE TiFEXXBIESHF

e HEESHT A B I RE

TR E A Dok7. Dvl. Pakl. Tidl. APC. Rapsyn. Crk. CrkL 75 5 %2 2 AChRER 4
EEIES Calpain fif 58 AChR B 4E 1%

Wi R B 1 Abl. Src. Fyn E 5 B84y Factind] 5

Mt e R £ 1 Shp2 5 S MuSK Il 2: B R AL
22 J3 R IR R E Cdk5. CaMK II. CK2 AN EBACHES . REEACHR
NGEH Rho. Rac W45 AChR R EE #5TF h
CARL e e GGT Vi AChRE LRI

MuSK [JRIEKPAEE 2 S, X P2 5] g v
%N [F AL B LA 4 NMD Rl s i 22 % 7 H
BT, AR SO0 5 OE 2% 3R FH B 0 R 0 F BOR i ik
MuSK J7E (1) R J1 SR 40 1, MR O A 2
HE— PR NMT & & i #% o agrin/LRP4/MuSK
& AL B R A
2.2 WnatFfINeuregulin{§ 5

TEAR IS AL S UEHE R B, LRP4 FI MuSK 75/
BRI NIMT & 75 B 6 R B2 LE agrin 9825 /N ™ E13
%, JRHAEMIG K E F 4, LRP4 Al MuSK ZA45 /)N
B BRULET “HI8h 7 AChR BEEERE “TiHE” TEM
SEATVH O, T agrin 9848 /N BRAK H B2 % T2 Bt AChR
RN “THE”, SRR AE—Fh agrin JEHH
FIE T E B 5 5 NMI R 2 - 3 78 R B0
MuSK f& % [7] Wnt {5 5 18 B 3 O 8 || F 42 7 ¢
Dishevelled (Dv1) #1 B.{E H, 11 Dvl f{) 5848 4> 5] 2
TR ARG 7% NMT S8 il i )5 BEE (0 Th RS 5%, 3278 Wnt
FEAEES S T NMI A B R . thsh, Wnt
N 55 T APC Fl B-catenin 43 i #% 1iF BH A& 05 1
4% AChR B A NMI & F 77, Wnt3 1] i@
I 0% Racl 17 JE £ 8t Wnt {5 538 1%, {23k AChR
RAEFET AR T [ N B IR o 8% S 6 = e F 7 R L
Wnt3a 7]l it 28 i Wt {5 5 38 % 40l NMJ i 22
B A rapsyn # 3%, J/> AChR HEFE K ™. &
T R GRS B 45 R B 7R, Wnt3a, 7a. 8a Al
10b HE 1% #11 fil] agrin /)5 1) AChR &K k. 1M

Wnt9a, 9b, 10 HI 16 N {E L agrin JEAKHT7 i =
HER LR T AChR JREEFFEIL I, FERAS RIS
Wt 731 Al BEE NMJ K & i 18 K35 2 e A4
P2 AE R U Jing 5 PO R B, Wntll (5D £ [
U5 P Wntllr 2 9% &5 & MuSK(Unplugged) Jfl 41 Bx
CRD 253k, FFdidEuE Dyl 15 5 10 i 8 75 5 5 £
KB A AChR FAEM M “TiHE”, 3 sz
IE B 4 0 A KA T 1) R LA B LR T ) S AT
$E7R Wt 7] B8 I8 b 1 5 Sl 5 - B LR T AChR %
BB “THE” (T ORI SR Ak T I8 S 4 a4
Rk, BAXEE ST ThEE. 2015 4F, Messeant
2 Uk 7 k8L, MuSK A4k B CRD #/NR A B
FUHHAT K AChR R “TiHE” TR RGkia, Hk
o RN A E N A N 3 N s
T GSK3B 41l 77 G Ak 45 b B 5 BE % 300 56 NMLT B
LA, KB Wnt A A MuSK £ [ CRD 4514
B NMI BEE, FNGES5 7RG NMJ
HIThfededr.

ENMI R B fE i, w2 T R 5 R 5
neuregulinl (NRG1) " Z KA Fi@sh & o, B
JLETF2E J 5 0T B4 b U, BEAERF AR, M sh
NRG1 R [ 1 i 2 BR B4 52 74 ErbB A1 I {F FH 7+
M5 AChR # 3¢ KM o< 8 (R IE "), {H NRG1
g ErbB R S 5 a0 B 33 M I 5 AChR % 56 f 5
R PO E BRI T, AUt R g R 20
5 NRG1 M H 324k ErbB 2B E NS T NMJ 1B
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BB MR SRR AT 3 I A R R N B SR K
W, L E BV R R bR NRG1 5244 ErbB2 B¢
ErbB4 i 3 AKX NMI JE = B o ', 24557
VEFR SIS EN A 4R UE NRG1 I, 58 fiftj5 i AChR [1)
RN At R W2 2 5o 5 4 S M o B JUL U
Pk NRG1 AN 2 0 A8 5 ik 5 6 119 43 Ak il 3 ™2, (H
i F NRG1 8§ H: 3 {& ErbB2 Hl ErbB3 4 £ 5 4% /)
FRANREWS I3 T i NMI™, $27% NRG1 % NMJ [
KB AR A R IEAFAE — 224 AChR s i i)
Hhigz.

o T 55 HE G40 A th %3k NRG1 K& H 3z 4k 7,
ok B 2 B SR 38, NRG1 6T NMJ 2 fii J5 s £ 14
A AT B E R A 4% HE PN M A7 S L T RE A
ReszEl B ek, SHE R R AE S A
Y5V T AR B B WLYS 1 NRGs 7 B8 A4 2 4% NMJ &
B ARG BERIR . B AT AN E 2 NRGL K A7
{4 ErbB2 A1 ErbB3 4= & A% /N B (1) NMJT ik fa & A
e T IR R B 5 ia 33500, RN
NRG &5 51 2, #EH 25 M A o B B 251 )
A 8y ) N T R Y AN s Bh A 42 T S
NRG1 Je HoZ M B /N BRA A v R sk B, 2016 4,
Lee 2 ™V 5 70 & Bl, NRGI /£ NMJ J filt “ 4 ik,
SR WIRD A JE 2~3 Ak g, 2 SRR T
B, ZRUEJE IRFFRAKP RIS, 830 & R R =
PRI Ak NRG1 % B PR/ R H B () NMT 2R
file Uk IR AL, AR S RS A NRG
M E NMT i) 5Thae ¥, KPEshs ks
NRG1 *F NMJ 7] 28 14 (1) 1 42 4 FH 7T se st 32 3))
PR AR S HE AN I ThRE R A% -
23 YHRESNERER

fENMI KIS, &8RRGz 4
TR 22 B 5t [T B P 2 T S — bR A R f g JE 225 44
(synaptic basal lamina, SBL) [ 4l it ¥ J5 Jifi 25 1 (ECM)
HEM. HArAN, XEqshE R & A AT T
Rful f5 5 AChR SREFRTY AN GERF 22 CH 2L, [RII,
N ATECEN LI BRI k2 N 0P X A % P = i)
CL %0 ) NMI AR iR AM SRR 1, R EA
5 00 A 0 i2 g & YR agrin, EIEER M
laminin, [ J5 25 [ collagen IV (a3~a6) Al XIII,
JE JIE 2 19 % B perlecan,  Z.E I B IS B AChE % H:
R JEEE 1 ColQ % ™, W ERFRIFR I, M
gk B&E, NMJ Sl R ECM & H I 1E AT Rg
W 1B B & R Y 5 R A S % VLR T 43 R T
NMJ 5 i [i] i ) 25 25 7F 50 nm A2 45, TR £ ECM

HH, {UHE agrin, laminin 1 collagen IV 25 7E N H
S F RN 50 nm, $E/RIXEEHESI#E SBL Hr ]
f¥] ECM HE 1 RES [ A2 fid 1) 5 i 7 B )t o

NMJ F i 57 PERIA 1) laminin S84 3 PP A,
od, o5 F1 B2, Hr ad Al oS WA EZAE A G RIE,
i B2 A R A e A BT, Laminin B2 2845/
R~ NMI KB RE, MTEaMaRMNS
A IR 4 % Hh S SRR A = as B & oo 5 i 6 UL
U AR (Bl SR A R B A, Ak, SRAR/NERIE B HY
SR fid J5 EEAE S H 9D SO R R TR A IS
PRIX” (active zone) F5 HESR BRI Mok, FRAZ/NER
W SR AL K RS S5 B B Laminin & 7]
DL 5588 1 entactin™!, £F3%E 8 [ fibronectin®” Al
T [ Z ¥ perlecan %5 [F] collagen 1V 45 & T Al il #h 3
L%, JEHEEEEALAM Laminin 211 (02B1y1) £ H
SXoF T 2 R R R UL 248 F ) S A i 5 8 e L P2,
4 laminin 02 f H 25 & W & dystroglycan B8 &
% integrin a7B1 J A= S FE I AT 77 AR B 2 S RN
JPREAR Py Tl & dystroglycan il 41 BURE B0 A&
Mg P07, B A P i 45 A & 1 dystrophin 5%
plectinl Gk, #PAE 4 B E MM B LM, 4
fHERERE, JUFArA 1 laminin 25 H o BEASHE T
24 o-dystroglycan Fl integrin B1, H =R
R laminin 7> FAEAREH NS5 N AR HA
ECM AWK Z KE SR EAR T, s
laminin 7£ P [f]3X £ ECM A 7 e DL 2 R 2 A1
WA ILE 25 NMI KA Z5 /4 T R, FF BT %
ANMI it e kAR B 0 EE, F b,
H VIR laminin ZX05% 73 TR 1T 2 51045 NMJ K
fil 5 BRRE A AT AChR SRR AR E 1, [RIRY, 721
Ir) U8 45 TR A T 32 B #0 22 RN 23 A 7 T B A B )
e, AHOCHI Uik A AE A S G 34 AT ik .

K% laminin #&, & 8% ULAF4E 3L R HIL E &
Ah—Fh BCM Ji Jil & [ collagen TV™”, H 8 L%
[l collagen IV H A Z #t A 5] .Y, It collagen
IV(al)2(a2) = EAFAE T 4E NMT FAL 1) 8% UL R
i, 1 collagen IV (03 a4 a5) Al collagen IV (a5)2-
(06) U S PE R IALE NMI EBAL A 2 A JEE JER st phy 110,
Collagen IV(03~a6) £ NMJ #47 £ A%, — HF|
ARG 3 8 A NMI A A4 HF s RIAs Y IER
ik, collagen IV 838 /N B 7E AR J5 3 J 9 NMJ
RILEZE R, (Hl4 2 A5 R H A AChR
REBH . AREBNZ, RB/NRIEEIH
R Ph 2 R R 45 1) 8 2038, 327 collagen IV R 1
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Z 5z =3l 5 AChR RER MR e HE4h, FR,
ARy “in 7 550 TS5 5 RAATE M & Tt
() 534k, 38 Ik 3 P X ) 3 458 A P 4 5 Rl 2 NMT &5
FaRnThRerkaE k", 5 collagen IV 28{8L, collagen
XIII 76 H AE J5 B30 ) NM 5B 67 35 L3I, T 7E
AR S 2 FRE BRI, B R VURE 5 v e B
collagen XIII 1] 52 NMJ 2 firh 517 5 FEHE 51 A1 %€ A7 2%
B, T EIEMAE, collagen XIIT 2878/ R AT [A]
laminin B2 2878 /N AL NMT R 5y %, BT
A2 R RS A AN 1 HE A f 1) = Rk
FEAR 2 Rk (B B N 5 FESRARTIRETT H, RIL AT
SR L. mEPP 1 AR 1) $ 3 BRI 1O

ColQ (Collagen Q) & 73 — Fh /£ NMJ A7 7 5
PE v RIA W IR 2 E, AES A JIH Bl 5 B AChE 1
MuSK 454, 2 5115 NMJ 5 B4t g g U
ColQ Z&45 /N R4 1 ¥ AChE IEAf € 7 # NMJ %5
AT EIRE ST, SRAEIIRRERETE B NMT, (HAEREA
—ERRFEM AT A 00, RAR/DN AT R fg
PG HUE N, ColQ IE 6% [F] & (1 % Hif perlecan AH
HAEH, perlecan RAZ/N R HA A ColQ RAZ /MK
LR 28, BRI AChE AN Be A% 1 i £ 2 NMJ (1 & i
PLE, {H5 ColQ RAZ/NRAIEM A&, perlecan 5845
/IR A S BRI v i AT U Rk, R
& W, ColQ-AChE fiE % [F] MuSK ¢ fi, $& perlecan
FE N ) H A — 28 NMJ % il s = 4 ECM AH BLAE A,
S AChE ¥ & 7 flf2 € ECM RIEMITER,
IR

BT —3EME, NS & )8 B Tl (extra-
cellular matrix metalloproteinases, MMPs) £z F: 11 i
7] TIMPs (tissue inhibitors of metalloproteinases) 7E
NMI K&l ] et R P E 2R . (HEH T
WRBNYAE N & A K E A R AL MMPs Al TIMPs,
KGRI TAEH R — e Phhk. Fuaikpy RAE/EmFh
MMPs ( 4% MMP1 1 GPI- 4% 7 MMP2) A1—
st TIMP, X K KJ7{# 144 % MMPs Al TIMPs
PIENMI & B TR IRERT 78 . A =B A, 2016 4F,
Dear 2 " [y 1fF 71 45 S £ W, FL 08 4k ) MMP1 Al
MMP2 DUAH B0 75 20 NMI 1R 8 F DD RE
W B AT 3 I BR ] Wt {5 5ok 48 R i ) &k A
FERAZ AR h 1 ik Wt £5 5 3£ % 44 Dlp (Dally-like
protein) §& % PH (& 5% fil 7% p R B 10 R AR, T Y
MMP1 I MMP2 X ik 5 I S T B % Pk 52 1E 5 NMJ
REMINEE, @3 —BUEsE T MMPL Al MMP2 #] i
T AH B 7 2 S NMT T

24 ZEWESEKEM

FiE NMI K B % 3 B3 2 & % #% i APC/C
(anaphase-promoting complex/cyclosome) 1 highwire
. Forh APC/C AN RE % 1 4% 58 fir By 5% fi 411
4% (synaptic bouton) JU~J, [F] i ik §E 38 i 1 44 R fik
Ji M B JUL 3R T 7 20 PR 52 A 1) SR R B ) 2R ik A% 346
1M highwire 172 18 15 Fdig NMJ & & 5 2 58 1 8
PR UM SRRz B AAE S I T REAE PR 4R N
REMIGe T R EREEH . &P RIZRE
Stz 5REEEIIY NMI K E N E#EIEE &
E3 2 %420 PDZRN3 1 PAUL (putative ariadne-like
E3 ubiquitin ligase) GE[7 MuSK i N BeAH BAEF, i

B2 MuSK 4 7 FI17Z 54k 38 12 4005t 1) P it 1,
AN, 75 NMJ 98 fih 5% 55 HE Q40 e N A7 /E—Fh E3 32
FOERNE LNX1, HAE NMJ X8t makis, IF
Al 14 ErbB2 & H KB # 20 NRG1/ErbB2 {5
5 10 PR O, 3 TR S 1 S e N R fi 5% 25 HE
Ranf o hge M. NMI & B AR % B3 2 RiE#
fitf Nedd4 4%, Nedd4 7 #% LRI S HE FQAH M i F
e & o ik B m Rk, AR B, Nedd4
AR /IN B 7 Y NI 3R il {7328 3 44 280 40 58 AL 1)
3 T E R AN AR AN R TBOI (1) S 3 B
ik, $&/K~ Neddd fEif$E2 s &0k B KL F 3%
JULAH B AH ELAE FH 5 T R AR, (HHEAS S5 WL
BRFANBE T M,

BT PE 5 5 NMI 07T 0 45 RIE R W], NMT &
B2 IFH9) 1 rapsyn B H I FEAEMITHRES E3 2
R H 41k CUL3/KEL-8 4%, WHFLEI4 rapsyn
EHWRWHE X E3 2 RELBE G ERFEED
CUL3/KLHLS8 &, mifi KLHLS [} IXRE08 2 2%
BEARAA A rapsyn [f132 AL AE MK F, $2787E rapsyn
A AR E PR R AL 7 TR — i A IR S
PEURL e E AR, rapsyn EE CIg AL
B E3 32 Z & #2 B RING-H2 £r 57 ) fig 45 # 45
(C3H2C3), T4 rapsyn AL 27 A E3 2
FIERME TR — N E R ARSI A . Chen
2 W Rt 78 K B, 2 & C oK ¥ /K fi# il UCH-L1
(ubiquitin carboxyl-terminal hydrolase L1) 245 /)N i, 2
7~ LR NMT ZhRE NS5 R Fig,  $27s FL7E NMJ
SEMIANTRELERE 7 1 K EEAEAE R . BORi L
WKW, E3 72 RiEHM HERC1 R /N RAEH A&
1N H R B EME T hiEeg, R, fHF
BN LR AN LS B R PR FNIZ 3)
PR o B S S5, 3275 HERCL fE4ERF NMJ 45



3

WigaL, 5. MANAECSL R bk

B 15 T HLH 0T Tt 283

FRIThaefe e Mo R FEEE/EH . Wilson & H 4]
A8 7 3T AR BRI 9 TAE R B, 2532 R AGBG SR A
71 USP14 (ubiquitin-specific protease 14) t = &5 T
NMJ {1k & kA2, JLAE F AL AT 68 8 1 45
MLK3-MKK4-INK {5 5 i ## % P ok sp gl ', 45
b, ZFAE TR T AE T B I R NMT R
PG B 1 A E PR B OG5 S B B Th RETE N &
XFNMI KB &R FIIhRE % .

Ak, #5 mRNA 25 7T NMIKE. 45
a5 T Re s AR LA RGO R AE o Lu 25 1
KB, miR-8 A JE T i 7% 40 2 B 4> 7 CAMs (cell
adhesion molecules) ] X £ A K & B B NMJ
AT R . [F4E, Valdez 25 UV F B L
RF S P R TR B S R S8 98 T miR-206, miR-
133b Al Dicer ZZAF /N NMJ K & 5 £ WA L5
AR, A~ miR-206 i 4F miR-133b 7 i 75 2k
22 S IE J5 NMT 7 A & 5 05 Tk #8423 1 .
2015 4F, Amin 28 "W 7 K I, miR218E K F
s sh 2 oo ke M s 2RI, miR-218 R
AN AR S B ZIBE T IR T E M A LA R4t
hRekEts, RAS/NRIE SIS s 2 e M A it
FEE VO AN H 3 D RRAE, %R BRI IR A
FEA RN R BEALAE (ALS) FEHERY LN 245 (SMA)
ET1E N Z FIE B & TCIRAT MR B AL, 42
7N miR-218 2 5 42 [ ¥ EL R o] BRE A2 Bl 4 22 0B
ITPEIR AR R A T T R ¥R RSB E R . Ak, A ORE R
NMIJ (R FEE RIE R, PIAREF M miR-1 AT fgidE
i 1 4% nAChR 5244 Fl % 56 R -7 MEF2 3% 75 5l &
P ) 5 390 e A S R 1 A s

3 NMISSHHRTER L. EaERERTS

NMJ KB iR o —bn SR E R R ATz
NP AR 0 5 B, 12 BRI TR B
URIE “im)” 550 FRIWEER, MERHS
HE AN AR AR B Dh g . B Tz sh 4 ks
M AS S EEE, HEON CHim 7 55 0T AR
BONABR . T T 32 [ o 45 R 4% NMT 5% il i
SR B BRI “0m 7 5501, AR
WL A AR ARG 30 AT e .

3.1 pB-catenin5TGFp

Luo %5 1 FLHSCF Wnt /55 N F 4 5 A
Dvl HJ DR FE R I, B B Dvl RAEANBE W
%> AChR AL L, B REMS IR B 71k R

KAV SRR B R R B m RO Ee, 12
NE LDV R “Hm” F5 0T RS
T NMJ il (9% & 184 5 {5 DvIl RAZ/N R I A
KO EENNMI K FaEERE, a5k NIE
TEAE 57 4 W5 B DvI2 F1 DvI3 [7] 5 5 44 44 A 56 7Y,
N RRIX — [ A, Li %5 U S5 Dvl i cit(s S
53 F B-catenin JEFF TIRNIRGE, I8 R A 24P
B3 SFE WG 43 I AE B B LA B 2 70 h s S R g T
B-catenin 7 f-, &5 LW, B #% UL KR 5 1R R
B-catenin A FHU/N L H A SFRIZISET:, FRAEA E
(1) NMJ & B FMITh e sk b, RIMNIS ) 4 HR 1)
WAL Dhfe e IR B R TR 2 2 PR ARG
1M 418 B P 28 To e e PEREER B-catenin f5, TEAZ/INER
NMJ FEEFINREARZ M . %485 o IR BHE 24K
“FAESE B-catenin HLEZ 5 7 NMJ “iiH” {5 518
PRIIRE . ek, ARSI EEE IR “H a7 (gain-
of-function) 1 Ij fig “ # &~ <2 5% 43 7 %) 1 8% AL
B-catenin “ i [w] 7 542 B # & Jo B T LG
17T RNERGE P, 9 AIESE T B-catenin (1) 4 3%
BoGDiRe M AR AR NS S AE “m 7 HiEiEs)
P TL I WA R R CBEE R, HER S
¥ Slit2 7] /E N 52 B-catenin #8 [7) A 42 19 R WiE 0 1
R S M R 4 R ik T SRR o 0 8 BB TR, TR R B UL
B-catenin FE 4% /)N R i 28 il 9% AL 7 HE A g D Slit2
MERL/INER BT “HR07, $27R B-catenin T iFIL A7 AE
HAth— e 7y 75 Slit2 [ 2 5 7 X il fiiz )
M TR a7 U N2k, e R A O
BGAIE B 2% 52 B-catenin W45 (1) NMJ “ 3 [ 7 {55 5>
TR AR SIS AE AR SR — N i 1Al

K& Wnt/B-catenin {554k, K& CHRIESS, TGF-B
15 508 B A2 SR 0 NMY R & 2 b k4 B R 1A
. g NMI & & (55 HLH] D7 T i) i iR 8,
24 TGF-B {5 St f& Gbb (Glass bottom boat). I 52
& Tkv (Thickveins) 1 Sax (Saxophone). II %Y 52 A&
Wit (Wishful thinking) 8 T Smad ¥ 5% K1 K £
RAZEY, WA B 2 NMT 5 firh 7 R B R 28,
4G NMJ 20 H B9 FEAG. RARHT T-bars 45 1) 19 7
U 20 380 R TR g 45 U, (AR IR, B
Z R ET ) R B R PR AL S, Wit A R
NMJ 5 fiih J5 Ji6 & 1 Dlg (Discs large) Fl14 2 8 52 14
GluRs [IRIEF IR FEASZ 0, H I NMT R fil
JE (1) 8 2% 284 W] 40 s P 48 0 RE 1 Wit #5 JE [RI B
PR . ARSI 7R B, Gbb AT AR N LA SRR 1
W7 A5 50 TR R aT iz sh i & R &
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29%:

KA FIThRE, R WA SCEUESE Gbb J 1 B2 1k
Tkv /3 1] TGF-B 15 5 75 4% FL b NMJ 5 firh Ji5 i
KBTI RE BB ER Y R TR
TGF-B (5%, /NRAKNAELE 3 P20 TGF-B AL f4
J§ 4« TGF-B. BMPs (bone morphogenetic proteins) £/l
activins, 1X 3 MEEAEZEIMEL I, B EULIAI S HE
QY Mo 38 73z 3Rk, IR JE o s 1AL A I &Y
TGF-B 3244 (TbRI A1 TbRIT) 4% H T~ i Smad 4% i
PEAN Smad AEIKHIE(S S R IEDAE 1. SRR
TGF-B 55 A, &4 M1k, MIEEfE =R,
/NERAR TGE-B AIAER “Wim” (550 TS 5%
NMIJ (T8 &, S i B 22 28 R 45 m) H ] g F 22 0l
T 5 MR 5 HE DR 20 B A7 35 FH O T R R 4 NMT
g PR ST AL sk N TGF-B 55 4% NMJ
RE MR, ¥ 5B AR G 30 5 T HE I
YA AT SR IR 21
3.2 FGFs. lamininflcollagen

Umemori 2 "2 @ i R Al (A 4h 5 3212 h 4 ot
SN AR A TREE M 78, R I/ R 2H
ZURIE FGF22 v AE L W RIRAE 57 TR iE 4l R
43 1k A5 fih B 0 5 45, FGF7 #1 FGF10 5 FGF22
HAG LKA T RETE . Fox 2 1O ik — 45 i i B Al
Mk TE RS9 7 FGF %44 FGFR2. laminin $2
AR JEE 11 collagen TV 28745 /1N BiLIK) NMJ Bl AL,
K I FGFR2/laminin B2 X845 /N iR 7 H 5 A ™ 8
[ NMJ b i % 8 BRI, IESE T AR IR £ Fh
IR AF 50T A E P R R R NMI S fk AT
FEAS A0 25 ) (T B BRI T B 4 1 UYL Bk Ab,
Nishimune 2 9 3R R B, 183 #14 KRY 5 T 4K 5
£ 8 il 3E (VGCC) 1] LU laminin B2 5244 & 5
WATTER. £ NMI K& MR WIRE Y, E3is
KR T4 I35 N- B0 P/Q B VGCC B i3, N-
T VGCC 4% /N i, NMJ 28 fird 51 5 2 B0 H 7] laminin
B2 RAF/NRAMARIREL, B SRARATAHE AR “IHER
X7 H H kb B N- AR P/Q A VGCC XS
7N BRI 2 B fL FE Bassoon. Piccolo 1 CAST/
Erc2 Z5fE NI Z Rl 9 fih “VEERIX " A RIEFEIKK)
AR, PEIRATREAFAE — Rl “laminin B2- £5IEIE - R
filyS KX W F 20 A7 EA RS 5 NMJ 5l
IS 4] 3 A R R o

HISCHEF, collagen IV (03~a6) 7£ Hi4E 3 & G 1
B NMI AL A JFafi Rk, H A 2 AR R4
/N B ONMIT B % 2E AChR R FRIE AL Ak, & 23
BT (P 22 KR 45 8 7 B, 32K collagen IV

(03~a6) BRI 2 Ml 5 5 AChR REEFE TR 41,
WAy “In)” S5 IR E B e A AR B 4h
5 ThaE, (BHEAERB FHEITE R U
IR, B R )R & 1 CLAC-P/collagen
XXV 75 1 2 5 1138 B0 28 b 9 8 LA £F 4 v 1 %
B K HEEEAE M. Col25al 248/ H A J5
TP R SRR ZIGE T, B —2D b R IR A
& T2 A 2 AN RE IR B 1) S L3 202 3)
PR TT IR B T TS mfR Bax BES W 3 /b
Col25al Sk FE I & LI Tk A2, K
CLAC-P/collagen XXV J&Z 5 4 7z s 1 & J0 A7 I
5 NMIJ IR F 78 B Y,
3.3 P1 integrin

WIHTFTIA, 4 A AR JE )5 8 [ laminin B2 GRS [R]
PR ARG I P/Q ZYAT B Tl IE SZ AR A ELAE A b4t
laminin B2 EREHSEGR Z agrin FAAEMIEAL T, @i
i ECM 2 4K B1 integrin 38 fil & #% HJL 2% [ AChR
REBLRHK, RaAHATERSE5MBRE S8 “¥)
46”7 AChR REEFE “TiHE” KAERRELTRE. Ad
BEEHLUER M B1 integrin fi 4/ B IG & B -8
BEL “H)46” AChR ZRAEFE “ T ” FAZ R,
H B integrin # BRI PR 20 i ) 5 AE 54 JUL40 P AH bE st
agrin (1) 5 B P I G 25 1 2 50 1Y, 69 laminin
B2/B1 integrin {55 X 2 fif J5 i AChR ZRAERE “ k™
PIRAERIEDEFAM . AREREZ, BRI
S B1 integrin Z84% /N R A9 NMJ 28 it Ji5 5 AChR 5
EARZEELW, HHBAERFHZIET, #ZRH
NMJ ThRe ] REAF A0 E BB . BRI, R
/N SR ISR AT IZE B h 2 R R AN e % 1E 1 SCBC e B B
LA e X ek, S R AR KR A, Tis B
22 Tur R FR 1 integrin FANFZ M NMJ K & 1)
fE U, ZHIE A R URAE 38 A 2 KSR SR B LR M
Bl integrin K H NFE S/ FralfER “Hm” 552
HiREZ s AR K B A, 1Zd R S
1T laminin B2 WG £ T-3E— B IR AT - Lluri 2519
WHFE R I, TIMP-2 @b /N R I3 WL R B,
HDAPVIRI A 255 3 5 Al T8 A B TIMP-2 /s
LA ZHZA R B1 integrin 323k /K P 55 2 &, [AI
A B B il 2 B A KT SR A DR A e
X5 BN 1 B integrin m bR /N B — & 1)
FRRIME, FERIGE T Bl integrin A {E K “ii [ 7 (5
0TS 51 R ARTE s & T R B RS
3.4 GDNF#FIBDNF

A P B % UL T SR I b — e AR T s o 44
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J5 M 48 F: R F (GDNF) Fl T3 NMI IR &
5. MATENLA i 3% 15 GDNF i, ] 55
NMJ 7 8% W12 TH b 5 S FH 9 il 715 98 (synaptic
elimination) [EfS, [&]I} H B SR R E @REEIR 17
TR I8 B 4 o6 KR 1 R GDNF 52 44 Ret B,
A 5 8503a B 4 R 70 A A 5 A s Bh AR
Wb Y PR B B LR JE GDNF 76 “ I ” 4%
NMJ Sl HiT 32 S04 76 3 4k B AR T B 4475 7 T m]
BRI HEE/ER . A GDNF ML, ZEHT 4/ BB
JULHF T 2 T A i Y P b 48 9% (KT (BDNF) 11
14 proBDNF [N HE % i NMJ S fil i ek, 1 ot %3
AT 2 mBDNF B8 1% 4E 2% NMJ 58 filt 1 9 i3 72
0% proBDNF 5244 proBDNF-p75 (NTR) g fiid NMJ
SRAM L, TAIH] p75 (NTR) 3244 ) RS 15 1k AE % 1E
GO b R FE Y, R B B LR U proBDNF
A1 mBDNF AJGEFE “3 ) 7 4% NMJ 5 fil 5732 3))
PR AR A R R ¥ 52 A R IVE T

TEIZ B 05 1 B LAH B LR 22k R A
GDNF REf8 14 & #% UL [ AChR 7K P17 A 52 1 H
HR 5 MR, B IR R B L0 R
Jn N BDNF GE% 4% agrin 75 5 AChR %4 7% (1) J&
RN 4R U9 gk Ak, BDNF K Hofih wh 878 32 A
T RGO, WINT3 &, & Ge 55l 8 5 i K4
JIZ2THI [ ATP 244 P2YR F1 mAChR 3 15 JI2 53 248 o
TG, R R 5 41 i 5 308 Bl 48 70 2 [R] R A
HAEA U™, SRR, WEEFRFFRRAER “¥
7 55515 5 R METE s 2 70504 A5 fi 3
WORTE 2 A, RIS Ml S AChR SRAEFRTE ORI
THE RN ThRe g 1, ORI S 752 BT % &
RATRELE NMT R B R 2 AN R ThRE

4 EFRKMMAENMIL B MR HIER

B2 Ti2shm & 5w 5 VL0 A BAE F R
ANFRINE, HilAXRESHE R IAE NMI K E
SRR REBNEIR. WRTATA, 5 HE KR40 8
T4 WA A IR - 1 4% NMD (R & R B,
T EATTAS 5 195010 55 Rt 52 31 5 i i AR 5 i i R
PS50 T ' 41 NRG1. ErbB2 1 ErbB3
RAZN R 2 G EUE IE IR B BBt i 51 it ia
B 2 AAS ML S 1 B B JUL2R 1D [ 45 F3E Bl 22
ﬁ%t [9,83]0

HRTIA R, 128 31 28 3 5K A 5 BE [ 40 i 72
NMJ K& B0 712 h i 48 il 5% 3 1) A NMT )46
TERE AT RE LL AT PR, (HILTE(R i3 NMT A=

% firh E 98 55 3y G 4 7 THI AT g R 4 R T fig U
Brill %5 M @ik g V7 B T HE ECAN I AR v, 4y
BIWLEE T kB L FE A RS NMT 58 i 5% 55 HE S
4 L ) 7 18] B0 77 AR AR AR, IF B NMLT Bl SRR
25 HE P AH M 0] 6 38 e A A1 A 5T 40 i R) BRI i 5 18
AR Z B2 E 5525 7 NMT R fil 451
EE., HHE RS 5 NMI 25 1% AChR
ARG E ] e 5 52 ECM 25 [ MMP3 [1)7% 1
A %, MMP3 1] 38 i 7 Fr agrin 1k 3 W B A fa €
AChR F A M 2R "), Smith &5 M7 YN 7E R
ik eIt R R, 25 HE QA B RS DX e 2 2l S R R 1
TEBRTTREIF C IR R, TR BENLEAT SRR,
KB ME— [k SR AT SZ /L. 1M Darabid %5 U il
ik R RO T80 UG 46 L AR BRIE SR B R R A
T AN T HE DA A HAE FLAE A A 48 o R R B 1
Dhfe, KL I IR A0 0] i 4 R A 1 2R F 3
BT H IR, Tzl REdri e s 76 25 HE R4t
T PR R UEZAR, 4 ATP %244 P2YR 5{ mAChR
(R, IR G52 A B A% X1 28 AR 73 W 1) b 22386 I
AChR Y ATP 7 A= 0i 5,  500 25 FE EC 2 i [F]32 2 i
ZARM AN AR, SRS a KI5
B R L. _E IR FC O EE A NM HE i 45 A
(PR % AR 1Rt T HBAS BAL R, d— P urs
NMIJ 25 ¥4 IR T 1A R T b 48 2l 292 22 AN SR A 1 1) 5%
o R IR S H 5 55 RE IGE 2 TA] B A BLAE
Fi. 2014 4F, Roche 25 " HF 9% i8 & B, 25 I K40
Jio AT 43 Wh— Ff Nfasc155 (Neurofascinl55) & (4, IF
B % S NMT 5 “YH 98”7, Nfascl55 58
AF /N B NMT 2 B R fid v 9ok B A8 1 5 fih 5 i K B
IR BRI . W] %558 B 22 19 55 HE Q20 iRy
SR NMI KB e R E, LRI s H R
FH SR S 1 A2 AR 2 NMT 5 fi & BT A1 A %8 ¢ AR 1k
(1953 A0 FIAE FHRRAE, A B2 ORI R SR AT 70 A3k 1 7
K ST7 1A

TR, BARIBEIMETG. VU I KA
i35 B ik TGF-B, 5L I NMJ #B47 TGF-p £ %
KA T HE QUM . UAER SN LR RIS B4 ol
BB LA M A 2R 9N 5 EE G 40 i 2% R 3 R R R
TGF-B1 i, B o 25 {2 2k & #& WL 4H ffe 3% 1] AChR
REEFIIIEE - K/ PR AR 2548 T B
M0 2% 75 B TGF-B1 REFH I Z w230 7, $2R
= I BG40 it A a4 W TGF-B1 Ja] 4% 4% NMJT R
filh 5 I AChR 58 48 % (1) % Bc. 3F — B i 5 R W,
TGF-B1 & S fih JE B AE F mT e i it iRz s
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29%:

KA agrin AR LHH Ve BhAh, BR T AT SCHRE R
(& B IKIR GDNF nifER “1m 7 (55401 K H#%
WHEAE 2 Ah, 5 5% 55 0E ISR 5 41 A B mT 4 b
GDNF, {H5H8 IR GDNF /] K% “difm” 15
SWIER AR, 2AE K408 5 % GDNF 7£ NMJ
RESEP DRI ER T, WA —PHA

Bis (7
5 NMIRMALZBIRERESHENRRGER

S RMENITE J147AAIE (congenital myasthenic syn-
drome, CMS) & NMJ H 5 (1) —Ff 5 WL st 4% 14 5 i
A2 Fh NMJ K 7 A B R 42 2 R e A 5] i 12
X S8 B 8 A8 A1 35 Agrin-LRP4-MuSK-Dok7-rapsyn-
AChR {5 5 3 B% % 47 T R A5 5 70 1 W agrin,
LRP4, MuSK 8% MuSK #HH545 4 4 (1 iy 58748 1517,
JEIF- 4255 19 rapsyn 1 AChR £t i [ ity 584 15519,
Dok7 #8437 st (¥ A% U192 e i iz shah 48 76 P
R HEB 54 B i ChAT [ 5878 U0 4 402 S 80l
PR E & MR CMS SR R . thak, Ak A
4‘%—‘ % @ﬁ NaV14 % /E [164-165]‘ COIQ % /E [166-167] ﬁ
laminin B2 % i K LAMB2 5875 1% &5 1oy al G 5 i
B CMS KA. HEEILEE a-dystroglycan Fii 4L,
&1l POMT1 A POMT2 [) 5845 1 £ 5| i ™ 5 1)
CMS KA P, 3 — B3 T dystroglycan 25 [ b
FE A0S 6 T 4 B 3 OE A T T R & e R U,
bk, 41 RSN R 5 £ 1 2 8 perlecan AR 4> 5] i
A HME LA R GURAT M A 1T

3 —Fl NMJ AH G 28 JUL A 22 45 ) R i ] |
H B 9% 50 518, 4 EE AL JE /7 (myasthenia
gravis, MG) Al Eaton-Lambert I TG /] 4 & % . 24K
FH S8 B 5 G 1t BRE LG 77/ BRAR Y (EAMG)
PG LRPA | H B TR, Refgif 3 R 1 E
FENLTE SRR 22 0%, 3 — P UEB T LRP4 AY
X 4ERE NMT IEH P Dhae 2 oCE 2, 1 Hoal g2 I
PR b 38 43 SRE LG 77 58 3 VB AE S0 R R 2 — 7Y,
HET, CABCKREZ B ORI SRRz, B ER
7k WL EE % AChR A MuSK [ H B Hiik a5
R MG 24k, %% LRP4 8¢ agrin [ H S Hiikt Al fE
SRR _E MG [k 4 P $i ColQ Al MuSK
H S Pkl i 55 4 A0 | agrin/LRP4/MuSK 15 5
B 7% R J1EdR U, Eaton-Lambert L /145
GAEAE 5 —Fh E B e 1t NMT 55,  BE RN A7
TEAFXTIZ B & KR VGCC 85 3 FlEE 1) H 5 Bt
A, HE W I B0 R R AT e 2 iZ PUAR PBHLIT 1 laminin

B2 [F] VGCC 5 & - i 2 8] ) AH BAEH, i3k 5%
i 1 fk i iE s e R AY i o g 1

B b b DL SIS 2R f i 22 L IR 38 8 0 1
NMIJ AH G 28 LA 28 490 92 s o 0 468 4 4 12k JUL 28 4
(SMA) I R 2= B SE (ALS) %5, HEl oA K&
KT XA 0 R L VAT e 55 7 T 1Y S
BRESEIR, AT Z R

6 SESREE

NMJ {E o —Fh e Al 2 58 i, o HHEAT G54
T BeAUE 5 ML J7 T KA FE B R E A . A 5% NMJ
Rk FAE SR, NEPE PR RGR
fiuh 2 BRI R AL AR AR B A 1 — T T
B XU TR R HOR . BT R R AR HOR L Ol
WAL AL A AR A F R BT R JE R 7635, R
ORI T X e R F 7E T Bokt 2 AR A 45 75 NMJ
KRB W S NMI AR A 2 LA 2 G5 B BOm AL
B, AR LA B8 2 &2 Mzl
AR GPIR 216 S Al A S s .
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