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i MuSK FiiRBS S E A BEJE (myasthenia gravis : MG) 3. BRIE
KNERTIZY—EE2FRLLT L, HEHBEERIZEN, BFRE
BEEEDRWAE, Fi7EFIay >Z28AFYA (acetylcholine
receptor : AChR) HiARSMENMG S IIELR., FOEMFN RS -12M
G& U THEN SNz, BITITE. RIAETH ACR JiiE2 R H S 117z
WEBEBMG (seronegative MG) DHIT0% IZ{KE 1% D HT AChR H1
ENRD5ND EOWE P D, WRHESHIVRICLARES T T
H5 LD ZHRIKREEEHE 4 (LDL-receptor related protein 4:
Lrpd) IZK9 HASED SN D E0WE O ZHMERNTHED, T
NETHREETH > /= seronegative MG DZWHIRIBAI/ S Z % ITT
W5, ARETIEH MSK FABEMGIZINZ, 83 DOMG) THSH]
LrpABUAREHE MG 12 DWW TR 5,

1 MuSK i B1EM G DS RS

PLMuSK HifR13. 2 5% seronegative MG D20 ~ 40% T4 &
25, ZTOHEERABRSCEEICL > TR TWS, HFACKRH
FEMHEMG TRIEMICIRFHT2RHEMGHASNZDITHL. ]
MuSK HUKBMEM G TIRIRFENT DK O®EH Y b2 DD, 20
BEAENRHTTH S, BLIZLMIcE<., BEFBIIRICE
HL,

PFLAChR FUKRBSHEMG B & sk U T, M GHEIRIZIR - BRFEIR A E L B
7V —FIZR0oedn, EE. & SERHRSICHERESRICED
ENFHTH D, BRERIZ. 1) HEim HERZEEREL, BER
FOFEMREEDS ., 2) B, WRBREZ AR, LidLidry—
TAEKT, 3)BHEDOMGC EXA DM, O 3FRICHEI NP,



AHTOHRA DR (ERT) T B3 1 3 TRMENL <. BRAERK. BRFE, SASEH KT,

LR AR 2 FER E T2 —4, MGFA T a OBEF DR I N,

#130% 127 ) —tE&ED,

KIB0%ICHERE AL T @, . KHS ®. AEBEREEZHREL TS 7,
B, PLMuSK FURRGHEM G OB S —BMICEKRZ R T 5 HERMGERFNREINT

Vg 80 B MuSK A 2B o THAERICERITL, —BHICMGERERITZE

ZEHELTHBO, HiMuSK RO REH 258 < R 5,

]/ HUACHR HEIEMEM G & 31 MuSK B3 1EM G D3tLE

HRPRMR - e FRIR i AChR HIARBHEMG * Pi MuSK FURRGHEM G **
SE (%) 80—85 5A10H
Ftt 1:02 1:03
 mK® IAER TRIE L 2 BN FEHERE & O IRf - BRARELR
IRHEOEE (%) 20—40 3
 EBEROEE (%) 10 26
U —tastE (%) 10 A 20 H 33
AYIAFS—EHEE | E 3N TE
MRIED SHER (%) 20—30 0
HEHK 6 TI5R | 1gG1 18G4
FRAL AT BE & BN 3T BT EMEBES D BT TEERBIES L

+: [BERIE, AROLEBEREDHERESEIIL 2
1 AFROT MSK FiikBEHEEE (10H) EZhETOREZSEICLL

REFMRR

FLACRR FIAABHEMG OZMICERATH 2T Ru 7+ U Al (2o iR 3B
RAMEL ., KEDZMRHETIZO0% EMEZNTWS ", LIXUIEE R, WEEEHICHEOER
HRNAEOEIERZ E AT LB 0. FELEEI ZonTITbRD > 5 P 1000,

(B B A8 R T BB BN 5 0T % Wi IR 4R 0 B — I AR A T B X 00 B3 IR X D B BRI AR,
B CREINSTWERAS S P 1Y, H{ACKR FRBHEM G ORIEICRE 59 2 HfRE S
B OHEEIZ DD P HFiMuSK FIEBHEMG TR I RO 7 4+ 27 ARBOBET OESR AR
2HRBETHERFANEONT., BEICEERTIHEDE N, L7722t TH MuSK FifkEEH
MG%58213. EEGZ2EOFELAEEEMNREICNA. 7 MUSK FUABIENBLA L WA S,
BTE. i MuSK FiAERIEIZ — O FEZE T LU NBIE TERWVAL LR, H1 ACKR HifAFERIZ
REAERENS Z ENEEN 5,

g
H1 MuSK FURBBIEM G DIE#IE. —MRAVICHT ACOR FTARBHEMGICHE L TS 5485, U
CIAT T —UER. MMM AR OB R, RO ARSI OB £ ITHERDID D,

o



 MUSKHL PR e T 5 1 O BT & AR

JYIAT I —VPHEKIMEREE L TRAVSNEAN FOFRIZZLWIEND TRL,
BHEERNAR,. SBEREVOEBERIGESRNCTVWI ENHELNAER> TS, OV 1E
Bty ) —taRLgEFbH0 WY 2OMHREEZRTNETH S, RERRTIC
DWTIE, FIMSKBBHEMGREENEL THIRIZIEFE TH . FMICko THRIKERSKET
BENIZ <IN P, 5o TH ACKR FUABHMG O X 5128 1 BIR &3 R 5780,

KHTOBBERBTIE. AT704 ROUVAREEEZ D). 70 L R12EDRBIHIERE,
BN REENEN TH o 2. 7 -0l FEELR ESQFRITERDEN L BRI BN
MR BEENE L BIRTH S, TOHRIBENDRETH S LM%, HiMuSK ikl
g6 3T 75 24IZBL. REFREERETIZTORENRNEN D, M (LBEKIIEMM
B HED U BT HERBESHREI NS, [VIg BEAMGITH LRGBS & 725 7245,
FOHBRIIMETHEELDE DL THS O O, BIBHRRERADEDATO1 REES
WETIRBNZH U TRENMTENEZEI NS,

. BB LTI YF I TWEDTH o =T HERHRE O Y ARV TED,
ZOMRIEILIELISENTH 5. LnLais, BETHLEHAEMEEZREL 285 @
HO, FRIIITHREENSLBETH S,

FHRIZDNWTIE, KETOLBRMIET TIININERORENMHBEELZELN, 34E
LA E® follow up T. MGFA postintervention status T19 7 33#] (58%) AAMMUEL E,
improved status (32461 (78%) THo-EMELTHD "V, KM/ T%ITH] AChR HikHE
HEMG E B L TEIE W, BRIND Evoli 513, 5THIH496] (86%) 13EkEL =45 #930%
WWHERHCHRERNRE L @G L Tns W2,

1 MuSK nfEBR1E MG DFEAEHRFF

MuSK I3RS OE L - T ARICHEEL., MEKANS 2SN 3 agrin & 3£ AChR
DERBERET 5, TE MSK DEEL AChREFED KDL HEB (clustering)| ZRH 5 E B #
HFTH5Dok-7T ., ESSFHETH Nerve terminal
D7z agrin 2N LDL ZBRBEE Y > /X
VEDT77IV—THAHLIMdTHBDI &
AFEREIND D EIZIZ Dok-TEEFEE
12 DR LW 56 KA 175 0 A i M B Y R B
LrpdHFiRBHEM G P s s h = (B 1),

PLACR FUARBMEM G Tid, HOFAD usc
HRGEEWMIIKETHEFEL T, O7
FILaU > & AChR DFEAFHLE, @ AChR .
BAEE(RHE. OF ACKR FUkIC £ 5 Mk 1E =X ® Muscle

@Rapsyn Rapsyn Rapsyn

30



b MIEBIC B AT 5N 5, Hi AChR Hi

contrl : AR A posite 4G T ABMEMGHEEO LB _HEG & ERT S
&, MEEESEO ACR B3 L. &
BESROILEZED, BHEETII®%S
F T RABEONHE, P F T ABOED. W
REVWSEFAPBEEINEP 2 Ens,
CIBRLEETHLEELZLNSD(H2),

ZAUZH U BT MuSK HiARBHEM G Tid.
B 0. kBTS¢ OwgEEs
B RERTHEOIEMIE AL, K
e > EOBENHSNEL (B2), Hi
MuSK HTIA D KBRS BWEREEEM LRV g6 YT IS 24128 T % @ Z&En 6, HMuSK #i
EBHEMG Tid, HLACKR HiABHEMG E B2 0, MM ERES F S A EREE SN
ENTRB I N,

FE, THF P w2 W EROWEEMETINEILTED, 205 OmRHESDH
% F T AR TIZACKR 25> LT s, ZORRIZI MuSK FiADOREMEZRET 5H DD,
INETOLE FORREIZRIZ>THO. HMSK HilkS @i i S mic RFTEFITIL<D
Mo TWiah- 7,

—75. MuSK ix AChR DEEDIENIC. ERTZEFIL Y T AF 55— (AChE) &a5—4
>Q (ColQ) DEAIK (AChE / ColQ) &HEEE L. ACKE ZHEMESHICDORE LD H%E
ZHSOTWBE I ENHSN TV, 20114E, Kawakami 5iZ. #i MuSK HFUERBRHEMG TiZay >
IRATFS—VEOHRENZL NI &S, HiMuSK Fifkid AChE / ColQ A A & MuSK D#ES
EHEL TWS ERE LRI ZITo 7. TORFE. §i MuSK FifkiEH MG £E Tid. 51 MuSK 51
RS G EIC B W T ACKE / ColQ EE R E MuSK DR EZAET 52 &k D, AChE &
AChR DTEZE MO L THHE TR IS EWIFEA N =X LZRLE O, HiMuSK Hifko
ERBFEEZRLEPD TORETH . 5% I 5RIFEMBASHI‘FEINS,

55 3 D MG 1L Lrpaini&pRieM G

RGO RRMEEICRAI R TH 5 agrin DZEMAE LT LDL SEMKEESY > /NI ED
T77IY—D—DTH5 LrpdEGETNHERIN/. Higuchi 5i3. AFKDH ACR FiiREMEM
GRatEBEFE MR E L Lipdbik 2 EL &5, 94D LipdHiABHEM G BE 2 RE
L @, WTFhbRREZZORNEERMGTHo7-. BE44, 54, HREKEZE
RKEL, LB TH) —FERELELBEINTNSA, HEHREREDZTOA RIERE
HIHEEDB BN RIZDWTIIRETH 5, 1 ACKR Hifk-0H MuSK HUARBRMHEM G & s % &

s



HiMuSK LA RR 1 B 5 4 JTAE D BB I & H5 9

BEILE <IZRVAL B2E|AT R Y OREFRD S seronegative MG 13FD 5 5 6 FIASAFUE
BHETHh- - EMEIN~ P, 8 3MIKEN S T, double seronegative MG (n=120) @
9.2% T LipAEABEMG THo ke BEa N Y, ZOHEESHRS NIz, FM/LERE.
BRI DV TIIS B OIEFI OEENH N5,
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HROBA

1 @ RRE S & REEENTUER
R RIZIE. LEMS OEMFUE TH A PABIAN DI LF v RIVBEET S, —H.
AN, 7eFIa) CEROETRFEE (clustering) ICHOEEONDOERE
NEET D, FOERTHS MSKIZHTEIOD OBREEMOEAET. HELICMHLEL
LripdEAE EESEERL, FlRANSIZDKTEAENEE L TS, ZOHEEEIT AChR @
clustering (8L TW5 AChR WES L T 2HK) ZHEL. EEEROEK  FEICE
bHboTW3B, BIE. LFDX D57 Agrin-Lrpd/MuSKRFH DB & Dok EDHE DM DEHE
MDD, HREESIO ACR SEFHITHEL, > F T AEEEZRZL TVWDEERS
nTtng,
@ Dok-TIZBHIFEANE £ D MuSK iZ#& L. MuSK 20 (Ll . EMHbLEE %,
@ Agrin TR S W N, FHMAEKEO LipdicfEa L. T ORE, MuSK ZiEHE L
TH 5,
@ DokTR TR Agrin IZ & o THHEMAL L7z MuSK i3, RETT/R L 7285 THSHMIZNW S DHh D
EHAEEN LIS T FIRENZ I N, Rapsyn OIFEHIERE Z 5,
@ Rapsyn DIEMEALIZEL D AChR IZEHME L. SEEHEIRIC AChR 2IHEEICERKT 2,

X2 : §iMuSK BUARRBEM G BB OmREHmEaE (L 2l OBEBTHEMER
E¥E3>bO—)L (EBEED control) EH#T 2 E, MuSK HiRBHEMGEE (FEO

MuSK. 1& MuSK. 2) % F 7 AEOBEFNEIIEEIIEM TH S, —F. AChR HiEH

HMGHEE (EBA) TREHE (=) TRLTWBEDIT, ETERICER S F 7 AN

S



BN, B F T AEENHKL TS, (Shiraishi et al, Ann Neurol, 2005 b E|H)

# 1 Bl AChR HUARBHEM G & Hi MuSK HLARREMEM G Otk
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MRFEMICDOWT

BHEMUKE S
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36 )

[ZLHIC

MRl EARICHH2EBOTFICH DY 2Nk (THIR) Z{F
BWMBETT, ©HoMn< T, KATIIN~0g<50HD, INN
e, RENTEERA, BEMZ TIZEREENIKLT L TWT,
KATIZYRL THRENEL S Z &R0 XA, BEEHEIE
H7EF)a) o SBEKRICE> TREA2HACREERTY. 7t
FI Y CSRETHBBOBEICH > THRMSDTFI (TEFIV
Y ) BRZUED., HREUGHESEET. IO L,
BMLDLTFIUNMEDDICK KBV ET, i7EF)ILa) 2R E
FUALIIMZ & DETT A MuSK iR 4 Lrpdbifkic k> TEEZ 5 E
EMENENH D ET, WTNIZL A HEHKROIERICE > THRD
FIASHAIZEDDIC K> TWAHITTY, FOHALEE-Z
< M DEFRIC P HHIIEE T > TEEMHEHEN L 12D DITFREZET
T, BiZFORIESHGHLZ O T, ELEFEMIE> T T
FN O LZEEAFKRITAZDOD, ZRIIEDICTSHILIETE
Fth, BEHENECRFEIATRBRMENEZITSZNEDINEA
HExEIT, ZOFEMI. WEEURT 2L BFRLITEORERIE
BAEIEEFTICHEMLUTIZEI N,

EDLSBEEZADERBERBERITEIRED

T2 0H - T £T O & DIZHIARIED H 2 BfE 7 B I O B
HEATYT, INHOEFIAZETHT EFI Y 2 ZERPUEN
BHETY. RREIRRICTZ2EBEOD 5RHZVHDOT, HET
ZEMITOOAN S S WO HED ZOEROHHM 22T TEoNET. i
BREIRF IO DAROTTN. BHEE T, E> Tl
IR TR TRNABLBD I ENH O ET, HEHEEOHEIL
MRENH D LWL TIDHRINVEBIEINTNDHI LD D
D, KIGEZ GO - EREMREEDRE S AR TRERR O TN TH
R 2 ST B NETY, BHEBBEZROBRIETL. MIREES



ZEIEDEEHENENKETDIENHOET,

HI2V0EDREHFEROH 2 EEMB/E/ET. OEEBICKENH D, 60RUTT. H7t
FNIY ZBEEENBEREOBEIATYT., INSOHIBBICEFLAZ AL, Kk
BEMONRPFETEET. ELEVHTELEOR T O ROGEMHH 2 0EE T 5 AT,
INSDOEDBERZEEZEADE 7 EFI DY) CZHRERFUEDSBESE THNID) MEmER s
ZIFBDRENA T a > ENEET,

HUE A AE (S T S BRI A O RIIREMNAZ DO TET O T, IR O HEAE 5 5 1 jE,
REOC2FHUBEFHEETLEOY IV D IXAF5—FHIRXF01 B (EET10ng 2E)
DERFETITIEAEFERPZNSSWIZRIFIZCA FO— )L ENTWAHIBITIHL EE A,

MREHTERIEVADBRVEZTEA

FRRFEHN 22 T THHRIABNEEZ 5ND DT, FIMSK FikB O REMHENE (2
NSOHIETHTZEFIN I DZEEFUKZIBMETT) OB &, KIREN /2 W60 LD
T, EAMEHENEENIZERERFEMNTEIHOEEAD, WEFEEOH &, LHHEND
5, BREGHEOEVWHIZZITZIEINELNTT. 60EUALTT &, BEAEDHTHRIRIZE
MLT EEMEDECHED @EHOER BEbHD EEA. HEVEROEEGEED
FHERBST, Titing&E, 7EFNLa) U7y —LISNOERICKHT I I ks
HoTVNBHZENEL, BVALBFEOLNMNERSIEN. MBROBEDLDBRVWEEZS
N, WEHHNIHRERNBVWEEZZSNE T, 727 2FEROBNI T 2F)IL D) O ZERE
RO H T, CTTHRRENSREODLZIIARE L —EHKL TATIZEW, HiMuSK Hi
ROBEHTIVE TIIWRO B E I <, MBRHETODIR L NEINTNET,

I EBRSEE O BB NI ICHRIH S

NI D> TVRNDOTTN, REDEZIAEEMENERESAOHIRIZH DT
TFIN Y ZREFEEEICED > TOSRFEFLEND BRIFIRED Y NP2 S AD
DEOLMBEROKRS ZEICk> T, WRUATORTY tFIV 3V O ZEEGURE £ AR 4
WKWENBZEICE»THIREH SO EELZSNE T, HEL, BEHENMETINTEFIL
I EETRIT, BIRZT TR, B8 iR, U NERETESTAEELEEINTVS
OTHRBHER TRATEF I3 ) OSBERAEEITYOICRST, MigE & 2R3 MEE
WTAZERRHDTY, WIRHHNTOD LITRTFILa Y B EFERNE IR 5h 7
MATOHAEESENH DN THOTMIALNEZDATY,

csr



MIBRFERICONT

MERFHROEROML

LR & > I EEHENEICHNT 2REHHNOPRIMBENRZDOTY, LEAE KR
EWMBD5ITIZI0%EEICEDZDNBBEAALNDTITH, HLISBLARNTICS %Ko
TLESEDETHZEOYRIIKRERELRNEZSZSNET, MEEIFHIBESTHET
L. WOBARZENTEEGA. LHUREIRS THESLPHL <. RO & EO—
BHRORLTVOTTN, REODZHEHRTHNIREZYLDLLDOYHRIIBOBRNEED
hEd, 27/20. WBEY5HBFHFRIIERMT. JOEETIDEETY, XBINT
VHHERMBN TV S HENLIVWERNET, ZZLRBESOLEICS 2DV TS &EL
TW3) LOBBERIMEEYLFREZEATIEL,



REITOT ) VEBELGE
RMDRE

wimne L BL®IC

“ID [__E.ﬁ EIEMMIE (Myasthenia gravis i MG) (d. N S BRI ~#|
BZEGADE THLMREHHESHEEN & LZH ORI X D RBIE
TEHLHORERBEEBHEINTNET, fAZFHZ2HKEEAEAOES
BN EEDSHRT HEEE2FOY NIETHOETHA, MGOD
BEIADKTIE, Ho THREFESHMELERL TL Z5HKNES
NTLEO>TVET, ZDDITHBOHBMBHNITEDDIT <
DTLEXW, EHORBIZHEWHAMENLZD (BEHE). ¥4
WHERAEEL 720 (HNEE) . HiIZL > TIERNZTE L /=D T3 (H
AEE) . EVODRMABERNENE T, FIREKREL TIEBNT
MOl OPN—EIZRA DR EDRERN L, ERPILAL TTFRE
MELRS L VERNEDLD DL B 2EDTHIEBHDET, &
FEF TIXFREEL KT IENHVFEELELET, 2D TORER
F30%LNEENEL A, RIETIIRBIBEOEAICX D ERIZHK
FELERD, HENEROI FO—ILRDON0n =D O HIITTE
ERDoNERA. MGIRMFEBENICOMBRHZSHLOK L F T AE
FiZHBTEFIVaY > ZAK (acetylcholine receplor ; AChR) izt
T EHHAMNEET 551 ACOR FiRREHEM G, OfRMNF O > FF
—1 (Muscle specific tyrosine kinase ; MuSK) 2359 BHifkMTE
T 5 MSK UK EHEM G, @WNTNOHFUK SRS 5 #1780 double
seronegative MG IZEEINETH, ARTEOIIHT %% /0T
V) & E#E S (Intravenous Immunogloblin ; IVIg) DZHR - HIC DN
THEEH L. SS5ICHRANLZVLOIZHT 2EBHZRRL £7.

Il. EAEFHEEDIE D —RHI /5 AR

MG OWE#EE. ILRKBEERMN. 1oy > T 255 —YE 250

1 REE, GUEMHIEE. Mgk, Vg R ER, FESHES. &
FEERREISC THMEAIZEAEDETHWO R TLET @

LY, MGIIERGESEICH T 2 HCHANEE SN S I &0
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R 0T ) S RHERIETS SR OIER

EVALHCREERTTAS, BEHANCIACHAEELEONH£ZBIEL MBENRERIEZ
FOICTAB). EHMMICIRECHAORE (MkHELE) BIUHBINICHETZESHOR
EMEEEZEEIELE (I7FINAY XTI —ER) 2EEFERAL CEROI > hO—
WERDZENBEANREZ LD T, Vg dnEEtEBERFOMED T LINTN
9, ERBBEEHENTABRORELERIT, FihEROGH RHME 258, K
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