RRPR iR

StO-01-1 Bz TDDuchenneBfFI X RO T 4 —BHE (T
BEEATERE LD Y 3

OT%E MK RAREY % P
VRS AR v 8 — . P iR T b

[E ) Duchenne® Y 2 + 17 4 — (LUFDMD) 38647k 0 5 i 12 & 0 IR
R T 5. HRMBBIC X 2HGXI0RAR T TH > 7225 EAEZA TITRE
HAZ LD LT HHEFEMHBIC L Y EGPRAKEICLHEL T D, 4l 188
N TIWR i % 38 A L C 204E DL Lo U 72400 5 B O DMD % o i S 2
FEER U720 b CTIX19824F ISR MARE, RIMIESHE % BAA L T LK, DMDIEFIZTE
BN TIPS % R LA LT %o R8I0 B % £ T 4 B ASB b - 72DMD
BAIOWT, EBALIRHREO LGP HRANOZHP, BAKOEFOQOLIC
DWTHGE L. EEATIFEAREOEHRE X %o [J7iE] 19904 LR b % 52
&Ly TN LT R L 72108 ODMDEF IC O W TG L72o [RiH]
RAHE L % h o 72161 % B < OB N TIFWRRE 28 A L, 8BIICHELTOA
LI A L7ze 9B 5 B 6B KA VI BB A LI E: (TIPPV) %35 A
L. 3BTRS R RS IE A T (NIPPV) %3 A, 9 H2BIIENIPP VA #£ 12
TIPPVIZE YL L 720 9BIH3BIE TIPPVEA L THEfr L Ta D) 3HIILAEHR 13400 5.
N TIPWAE B O W B 2045 2 B 2 T B o FET L7266 OB DR 100 S
BB, 200 B 3B, 30 ADLB. A0iKAED I TH - 720 N LITWREED
PHEIZ DWW TIE, G226, SAF NS X 2500 2261 Tlld 72, FEBA TIT
ﬁ&%ﬁkLtﬁwmiﬁtwau‘%ﬁiw?#vﬁ—«®§w¢\ﬂv:
YERM LizA— A _R— VEHOAY, ARl gE il 2 & ORIE, ENSAANOJRET
BTETzo AL TOVDIPNEYUEED L < 1E2 0 ) D EOFMBHER. ~brs—
% & ORI A RS ﬂtﬂL FIEDORHED HHS HVEHIZ & 5T b,
[R5l e C AL, B TREUET20HA TR, BHEOMLFRLE
AV HELGLTWD, AHEEIDMDEFICL > THERTHH L EZ b,

StO-01-3 [HEH - 288F - EBIBIFS > - NU—EIRBECH (I DER
PREVF S IER DRET
Ol M, Re Bz, Fi WL, Big W 18 BEE.
B o W A\
TROCHE T SR O B

[#¥5tB X O'H W] Guillain-Barré ERE (Guillain-Barré syndrome: GBS) @il %l o
=& LT, W - $06 - LB oBL)) % & 723 W - §356 - EBAGuillain-
BarréEE# (pharyngeal-cervical-brachial variant of Guillain-Barré syndrome:
PCB) %% %, PCBIZILEMHMTH . BRMIEBIZ VW E 2P S TR
A% o [J51:] 20094 2> 5 2018412 4 i THEBR L 72PCBIBIIC D W T 7 BLIN IS
R o [RERIERE162 5525 (RILfli37i) . WHETHI, Krk2fl, Jetr ks
DHERTEIPNIBITH o 7o JEBEBE L LTIt CHRUFRDIBI, T PR
V=7 H1B. GBSZ 260, NGB AIBITDH - 720 BRBBEE LTEPITHIN
VA, ZHIP. EREOM KT 238072, BRAERIZpure PCBA3M6I. Fisheri 5 #
(Miller Fisher syndrome: MFS) D& HE25681Tdh > 72o MBREOREE P D & %
7 MR 30. AR B T I F I o I BB T R0 7] — I 0 541 258451
conduction blockiX 1B TRD HN7zo F ¥ 7)) & ¥ FHARKIZPCBE MFSO £ Bt 6
TIHGQIbE X CHIGT ladifh D i & b BB 230 Tdh - 72, HHILRIES 1
7Y ¥ORISEDAB), MBI ADH T JiAT S v, N LIP3 13361 Tdh > 720
PHIGILEN BAF T, 2P TREMICADLA Y. & 7 o 720 [E53B X O] PCB
IR R & 2B H ). FRIZRIFTH S, FIEO S IZBHIC
HhH U, WREEEE 7Y 70 F ¥ FHREHBEARWE 2 bh/e,

StO-01-5 TrousseaufiEf&E$ i g 2DOACHERE

OX% 575, OHiE JeBl. WH R R . &% &,
/SR )
JE 955 b

[H 9] Trousseaudi EHEIC BT 2 MBI ZEDTHH TR & LT, A2 YHHwHR
ZA5, #EEIRYE G b LR FHEEALETH Y. Sk TOfollow upllid A
EThHbo TO20, MERIIPUEEEH (Direct Oral Anti Coagulants : DOAC)
%, TrousseaWEMERFIC BT 2B ETHFH PRI & LTHWHN L Z L2 Ty
L5, ORI TP 25T E T o Tuiv, 22T, Ukl
BT Trousseawit BRI LDOACKE EH L 729 Bl O BR WIF B P 2 &%
FEli U720 [J58:]20174E4 3 1H 22 52018410 H31 H £ TIZ. Trousseauwlfiff & L
TYBE~NABE L. DOACH TP & LTHWw bR ziifl &, BB H VT
5 BRNE A A L. Z OB % BT L7z, Trousseauwdie EHE OB &, 15 E)
YD 3 2 WAENESE B3 2 MR i S % 5 I & L C. B MRIM % TR
O B IR HE G USRS W] U1 R IR 2 T S % 5 2 2 SRR 2 & ek L 7o [
B, TrousseawfEfERE L LCISHIAABEL 20, 2D 5 HB7BIIDOACH
SN T Wiz DOACHE SN d o 7Bk, ABERE I 4 B IRED T W 2
EOHHD SFADRE SN TV BIEB DL 25 720 DOACHHA S NTHI
S CIMBEZE & FE7E LT\ ize BEZE % B7E L7ERIC BT, S hTwniz
DOACOFE R RS ORI Ik 4 TH o 7o Tz, IMHIZEZ T1% L7 Ef T
X, D-dimer2*F OB T D . 1290 H AN TS U 729 51 4B TR 4290
BEZT T BPTOWEIETH - 720 [Fdw] Trousseawdit A IZ B W TDOACE
FEF L 22 7BIr 5B T IS 2 i, BRI % 17 LT iz, RIS W
5 U723 A B8 8 2 521 T\ 72728, Trousseaudie B IZ B TDOAC
ZHOVLYE, ALERBEEHEREOY A2 LR B EEARIE SN, SHRORER O
EHrEEhs,
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St0-01-2 REERZERELF P QBP1 [E7ILY N1 Y —fRiE
ZHEHT D

O,y ', o Ml B wuES mi —E.
Aurelian Kerever’. %A B 7l 2&'. vl BRRS,
M L EEm X WE B
VRO EERR SRR, PR AR, P BLSERESET. | EREER R

[A]7 V2 34 < =95 (AD) DR FLFEIIFH OO L 212, Mlast7 I FR—
7 (AR) BEAROERMIPHON L, T OWHFIIFBIIED S MIALA BB
RERZ: % mfRi & U722 BB O BR RS BUE F ThEV TV S 45, A BEHE %
WHSELZICHEDL ST, BRERIEEL Lo/ v BRTH L, Zhid,
A B BT 0 55 T B OB IE D W T, IBBRIE & T E 5 2 LB %
BRLCTWdo 22Ty ABESBEMAILE OB LG Z B L. BrBLin e o B
BEMEDOHN L Lizo [HEIARMEREDBATMIEC BT, MKAA g & D
MBS & I8 5 Y X7 T D) VIBILEAL R R Lz ABI%ETIEX, 20
9 H O [SRRM2] ITHERZERY . V) Y RALods B & T oowE 2 i Lz, [#s
] Erkl/20 B4R & V. SRRM2DSerl06812 B\ TH4E ) ~ B{LAVE L
5Tl 5T YRBALBURA AR OMBBPRAEDSIE )~ FRALK) & BRI 1 |
Serl1068Y YIBALIZL D Y ¥ Ru v & Y82 [TCPla ) L DMAIMETFT 22 &
ZHWZE L7, SRRM2BHBICBWTRNAR T T4 ¥ ¥ 7% Vs 2458 L LT
W2 AS B VRALSRRM2IIBICRATTE TS, ThOE2BI LRSS
PR 2ok e UTosERE RN EE - TPQBPLICIEH L. %Bice b
AD iPSHIRAFERINL R & B4 12 33V TSRRM2 & PQBPLIZ 3L IR A L T 7z,
F 72, PQBPIKIR Y ALCBVWT Y F 7 AORFEHFBHE SN, ZORFIZADE
Fh=w AL OISR I N, S HITHRBET IV Y ZAIZAAV-PQBP1 %
7z IR AT o 72 & T A BABETE O WEA N S Wiz, [RaR]ADDA B
BRI AT E C AW MIREA A= XL # WS LTz, 20 CORENS
PQBPl% ¥ —% v b & Liz@ifa Fidtik otk & w72 L=,

StO-01-4 Euthyroid TRAEL, TRAbIE T - Iz BRIRERIRED 3 f

ORigh 3!, W% 52 AN 4525 W RS i SRT
TRGE 227, A KB B R0 I
T T D B RIS % I b T I e i R I IR PR

[HIO) BB % TR AR AR 2 23, A ST BHEE v FRBEIE
HICEED D05, WIRBBEREZIE LIERTHOMERET L2 L P n kv,
F 72, HURMEBERE & & B2, TRAD (TSH rexeptor antibody) %l LEEYETH
MERET B2 DLV, SRR A Z0ISEICHEHMICTYR%ZZ L, euthyroid
TTRAD (—) T - 7z ASHURMRIE & I L 2238120 Tl L7z, [ iDEd)
1 : 755 Mk TAERT & U MG\ IR A follow . 3 D & D BBl 2
DOBAME FES MBL, AP IcYf2s. AMRK FE LSl cogiiz
Rd7z. WES X OBIAChRYUERE S & Y, FIEN MIEDBED =25, 7
yya vy A b, AR (—) Th o 72 HERBRREIE S, TRAD (-),
TSAb (Thyroid stimulating antibody) (+) T, MRI# & P8 HARBRIE & 2
WiL7z. diEfl 2 @ 63 1E. 8 HUIX D BIBIAMBL, R4 (CHI, MERZEm S
DYIOHICURHZZ. Ao F R A 27, HURBBEREIEHR, TRAD (-),
TSAb (+) T, MRIFIL & i HERBRIGAE & 32107 L7z, 5B 3« 3954tk 2016
"Fb:BasedowﬁTﬂ\I ﬁﬂfftfﬂﬂﬂ SHWMOE L ) BB, & )5 ICHE
T WA - 7z, HASURZEE, AR RRE 2 R 7, iRhch o727z
DB E L. 7ﬂb Wi, 8 HITUMFZH, BBLICEDY &<, 4
BT S TIEMEIES DNz, T Yimysa &, AR R
1 (—) TH o7z, HIRMEBEREIES, TRADb (—), TSAb (+) T, MRI#RE Bt
R HURIRIBE & 307 L7z, [#R] 3PV b TRAD (-) Tah o775, TSAbK
btk Td o 72 [Riaa] R NRHNC 223 2 B B3P 2 < v, HURBREE
BEE TRADME TH 22 & 3% <, HURIRIBE OB W ITIZTSAbIZ L3 H5E
FTRUEND L.

StO-01-6 BERRSEPREAMEIREE DEREREVITEY

ONAMy Jtis. OhiE JeBl. Bl R R g, & &,
RFB v
JE 5 B

[H ] e PR I IR B % S0 2356058 O o BB ISR BE 5 (meningitis-
retention syndrome: MRS) & I:-EN T4, MRSIZIERNMGRRELE EZZ ShT
BY. TRETOWHBRIBIWEVBEARTHY . L F o ERARTORTICZ
LW, ZZT, HEEICHEWVTMRS & B & N7 O BRI T4 % &% 5
i L7z [J7:]20174E 11 1 H 2> 520184510 431 H F TLa, MERPEREE % & 2 &
TWERT 5 £ TORMAPIIRE 2 40 LT W 22EB 2 MRS & 2l L. %4 #LIIC

AT H SRR ARG L. € ORBER Lz, &b, WﬁﬁﬁﬁMJE@u/
& FEBE B 2 R, BRI CHUEREE L oM B 2 & & B AR
72bDEEHR L. REIEPHRNEED 72015V — Ui AD L IZH Llﬁﬁifﬁdl‘%
THoldbD L@k Lz [RERDUM P, MRSE LCORIAABEE 2 BEsHI,
ZVEIBIT, SEEAERE53.81% (33~T77Tm) Td - 720 BBLIIANED SIRBTIE S T
DM FES42H (0~8H) Thorzo N —rihid L BHDER AT
THEBNE6HIHRSHI T, NV — VA TOMRIZ Y3580 (9~107H) TH Y.
Herpes Zoster "Bt PCR CIE SN 721810 AfkliE & L CRMASEREL, HE
R Z R T /ze B CHALERE R ORI B 2 2 20 M i VBB e At b
722 b S F, 6B 4B THIBORE/ MR 2505 & WAKMETH V. 56T ABE
RIS AN A A 320 T 2o [RERR] 24 BELS 33 W CLAE R TOBIOMRSZ 29,
MRS i g Cld v & bhiz, 7o, 66IPSHTREAIZEEHELTBY ., R
HOPHIIRIFTH 5 L Wbz, BT HALEREEN ORI S 2 3250 1 3 Pk i
JBLGEASEED B2 b H b & FTREGME QMR T 2 272 ) . AKNalfiliiE % 20 7236 i
MRSZ K LR TV REMD D Y . SHROEFOEMILENS.
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St0-01-7 EEZHFEULFARENMMETADAICHTEIAFUN
Y hb—=ILOER%

OZHROH!, T A FURFHE . AW L. wl WL
BOFHRES B AR T R FHOWAS R a2’
BN AIEPIRL, G AR KRR AMRPIRE,
SRR R BNTTREBE B - PRI T RS A
? S BB BT A DA - HIEDENE ¥ 5 — BRIV

[H ] SEAEHNE T A DAL, BROWTADARE RERLEE TS, HiTA
BAFEE, EBEHLVILPMONTHEY, EHPHIRTAD»AEEZHET S
FEPIVZ N EIEUATH L. OB, HTADLAEORIUCML T, % DR
EAFEWER TV S, T, FBEEIELEATALATRRIIHN T2 A5~
Y= VOAHYEAER SR Twh, BEEICIEO &, 395 & 0k L 2o A RHITE
TAPACHLTAFYRY b=V EMEH L, TAPARIELEBORTIBT S
FMYER A L7z, [T A F VXY b=V, DravetfEfBEIE S TAD AT
WPREBEIS A5 > TV B A DB LM TH 5. AMETORAFIRY P =L D
MAICB LT, SkeicE Sh a2 MAFEZHESTRT SN, BHOMELH2
LT L. MBS, TADATHE/ ABTDOBFH T, 3R EOREAIHEE
AL, BEEHBLIERICH LT, AFIRY =V EBALZ. HilkfBE0
IMBUCTERE LT, MRS A 30l o4 (500mg) 2 SBIG L, MiFh F T500mg
FOWH L7z, TADARBEORHDRHE I, Fll 2 M & k2 v CHEML
T Witz BB OMBLOGWOW X, B RIE/ B - Peilkr 7 3852 A i & ik
U THEHI L7z, [R]3HEL, E oA 2R L, REEZMEELALTADLAR
FEBNSH LT, AFVRY b=V L7z, TADARIEE, SHR3HIR, 2
DHBEDOPTADAEOINC L Y WHE72 1 HNIETA D AFEEDWIHLY I BT
LCBY, IBIECTAPABMCE DL, 72, AFUARY b=V ADEI,
BB HBMBLL 2B T b o 72, [ AU C AP A TS 2 005
L72Wid, AFUANRY F=id, RICHHT 2 CTADPAEOBIRBIAC R V155,

St0-02-2 AV TJUFITTICKURELT EER BDIRMER
BRBEMRED 1 6l

OBl Z3k, Wi B Bk
PRAT e
T A A LA 5 B

[H] B Y 7 = 5% g P A 0 S M IS i LA & 2 TNF a B
SEORIVER Ty K R ORI ARESR BB B A A U & 2 Wil E R L
TWb, FhKA1E4 ¥ 70 F v<7 (IFX) O Tk ok BB B % 7%
JiE L IFXOWRIER R T a4 KOV 2#%: (IVMP) TR L 72296 2 el L 72
DTZOHRFRGE & TG T 20 DEFIHFERBERNZA0 LY. ABE64 T2 & B
i) = F I3 LIFX 2 {51 L. 270mg/body % 845\ $% 15 L5 2 HEFF L Tw
720 ABE2E BRI CIFX 2 45 5 U ) HAZ D & A2 1RGN 00 38 Rl A 18 11 201 BE SRR
BREEREE DI BL L 720 BEMRIC M0 5 )8 PH 208 O i (S FLATR B 45 59 48
DAL Ly IFXIC & 2 Btk skt b7z I HICIFX &2 Wk L2283 H I
AT O REAEREE S ML UM H S ABE L7z, Biilh o & AH 13, 1eG
indexfi M, 4V T7 T —F Ny FEYEZE RS, HIEMRITIE A M5 = 504 5
PH M O B V28 S R A S & iR 720 IVMP % SH MIfifT. Bl LT
L k=vny (PSL) 50mg/day% Bt L 7zo I B OB 0 52 B 5 13050 0 L iR
Pl F28 1 THO—FORGEREE % bt SAERIEH IR Lo WifR b Bz A
1352 Ly PSL30mglZ i L7z Wi niColBE L7zo ARk L 7 %5 & PSLZ i o
R T U725, JERIZE AR LIRS B0 T v, [F4E]TNF o BLESE A
] & 2 A ARR YRS S D W T, SR AT BB REYE R 2 T 5
A BEAE D BB ZE AR E S N T 0202 FmE 2 Tw R v, AEFITIE
TF X855 00 W {05 (3 Bt 17 "CoB BLISAE 2 BEAT O BE R 25 0 B 1 RE 3 2 &
LIEHEEZ 5720 LA L, RIS % 5> CIFX Z Wl L7z 2 & CRIFR#
RREH SN, IFXEEG SRR L 2251208, AR R OV R A
RDOBBIVER R OFNE 2 5> TH B ICIFXO i 2 Z BT 2L ERH L EE R b,

N1 I NI TV N (1N

St0-02-4 =FEIGHITRETHAL. BEIICRERNERTS
TeU O F B D —B5I

OlizIWizde, @t BB, RJF B W 23 B0 284
T AJCHEAIE A R A

[HH) Y > <~ F PSR R 7 1 4 FRGAHERT 2 852 < 1Bk
BB DERN & LT TEBTRETH DA% B mi{RHA2 O (32 Wi
EDWHETH %o FHTkA . LB E D720 AERME T L2V v~ F
ROM % R85 L 720 (]80S M. BV = F (RA) 720, BMCTLF
=vuy (PSL) AEB LAY b L FH— b THIRIMFES LT, X4ETH B
WCHEMAD 5SSO & & HiE, 6HBITHE LUK D AT M lEAT R 3 5 7200 U FL
W% i Lize AEFMIBYERT L L LT BRI 07 22 B A35E b L 2 4tk
e ERETROE IS, Ao MR R . B X O 2 . RARABEE o
7oo MUHA I IESSE 2 -3 5 W& 7 < BEURAS C I3 B o B = &1
EREED B H o 72 MMRITAMUEALE, UEIELE, BB T ORMIPHE & 3%
HAEOFLAIRFE 5 % 20, FEB 0N IIEGAE TR M % TR R % 3%
W7z MILFESPECT TIMBIRIEIC —3 L CMHAE F % 20720 RADEEAEAD Y |
R T AR D BB 58 % /R § 2 MRUFT L 20 & V) 7 < FYER S dsit b 7z s, &
E R NSV ZE A S T & T, BWIHEE D 72 D AR % W7 L 7ze DRI IE
FLCIRIMEC W A OREED A G L TB Y . MU L 1 2 o8 20
EIREBNOTRNLEARD ) ¥ 835kiIc X 2 8915 % B RO Y & < F PRk
ROMBIE L —FH LMEBWICE oo WHRELTAFVTL F=V 0 280 R
#: & PSLIIREHEE 2 170, GAIEEMRI TR OB mA FATH L L, »50%
R PMARAT S &HEDE S iz, PSLE WK L DRI R TROBBIZE L T 5. [H
] Uy = FURRE R OMBRIGE T Y 7~ F RO 5B IR v,
THIRL AR s skl T M B 2545 i & SN TR Y. A RBHFIE
RERY (IR HET O LB % AT U CHLRR A I % 47 Vol b) 2 iR I8t & 72T A X
ETHbo
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St0-02-1 {RELZRRGAE(C & v Al DaIEIRZ & ICPRIS U fo iRk

BZE U BHELEED—F

Oyl K. # Mk, fim 4, #3 sfR
A A S

[H i CHE S e T — M IS L & 0 IRV AR S hoe <, BRSO
B, OGRS - BUR, W, B LI LIRE SRS, $h, KBEE TR
0 S5 B D 3 AR B BUR R 1 B VLS ZE U3, U LA I S oV 5 Bl o0 S 2
2B TR IR LS & 0 W0 b O 1l B2 S B L 722 9 i iR 25 (b & 52 L
TP Z B L. ZOWRRLHESM 2 E U2 E8 LIS 5. [HiE]
TBFI50iACHYE. Co/THERIMAN =7 D72 OMMT 40 PUIEASAIFRBE, DU &
FERESE % A UMBRAT b 1R 4 W & 72 o 72720 2 B B AR i Al fd ol 5 4t
AHAT & M Fz. MR IIRSAM A U 22 Kk o> I 0D 72 3 TR 205 [ 6% & ) P DR i
AIMBL, 2o, SGHEHEIC X2 0MEIRIREE 2o 72 AT, OHlisE
M2 X Y, Low flow time 647, No flow time K473 TH ORI Sh
7z, DR 720 M o B ik 2 47, FEES H B3 S & 42 0 B ) & o
AR I IER TH o 7225, MBILIE L TH Y §illiE Z 2o R o7z, F8E6H
FCBTERMRT 2 Hie# L 0 b O i i 2002 B L T ol i % < o 8545 518 2
RBO7z—JT, WMORMEZE, M - BUR, W, MRIIEETho 7. i
#1177 H 0%\ T JIEMMT 3~48E £ TRHGINTH 5. [5im] Stk
FHIE TIIMRA XY b a2 2 — 2 T—UIEBIFI B ANAA/Crelk DL,
FThbbIFavy FY THRERTZELTVS Z LANTERESATWS. T,
MR B 5 2 3 o TRRRRINIAZE IS B A £ TIZIE I b a Y FY TRBA S EYE
BEEEHSTWDL E S EbRTw5, FHEBEETFAE O BH Tl —REF I
BWTI bay MY 7THERBE T 2L U TwAZ EAMKEIREIZS T 2 RNk
M EAEL, AREFOD LD IR AREIMZ LB EEZ SN,

St0-02-3 MfAliEKIEERAE CTHRAE U fc SRR LEED—F]

Odetiem !, B RHE. A W& W& fL
Sl MRS ORE RS
UHAPER KSR ISR BRIEPIRL, * HARPER RS EE PRI
RIREPIRL R0, * HARIERL KRR P2RREIERE TR T8 I (AT 27l
PHARBER SRR BAiEE Y 5 —

[0 i 0V AP T BRI VAR DR 28 © A Uy S e JR & Lok i A8 e %o M
WOWREBD L o LRUEMALE TIX. PHHER (medial longitudinal fascicule;
MLF) #EEShRdnI LM 5N TY S5 mYEACEEE SR 2 & 725
WD e Sl A i, W BACEE BRI T RiE L 722 YR LAE D 1 61
R L 2O THET 50 DEW]30 o &k, HH. K, A Tko LhigEz
LTI & o T ML, WO REEZRDLd > 72, FHH
T2WI/FLAIR CAf k3% & Wl o KIS FV MR IC R T 2 WiE 5 %2, KN
TRV ZE (IS AN R & R 7z EHEMRITIZ. Th12/L1L Vo FiiAH
M T2WIRGE 5 &2 #2070 BEYR, MR, BIGER LEHEENTH > 72, 2
W% 5k, WIS B2 R0 5 2 5. SHRMBLEL BRI L. 2 FLT
L k=vwr1000mg/HZ3H %S LizE 2 A, RS L AB21H BICHEE
Lo Teo [B5] Z DM ke i 2 P b 2 Wil HACTEBURIE O N & L.
W05 1E P GHE AR ME (paramedian pontine reticular formation; PPRF) Askis X
N2 REMEASE 2 SN Tee REaR] 76 i PP ACE I BURSE & 5 L2235, i
FREECIES 720 Tld e K S RYEMALIE D BRIV D LA EETH S,

$t0-02-5 NMOSDEHERIZEUBRRAREZET D
anaplastic astrocytoma® 1 i

O=JF A~ Uk JTOFL AL ML A WEL B R
N S AN ECTE NPT N TS SN T R 72
ikl
VRIS M IR b AR IR IR MR B RS
S LK 2 R 9 B B

[#5c]Fr iR A A (LESCL) 243 2356, NMOSDA E $ I %A% 0%, i
TR T 288 % v, SBiAMIC X - Tanaplastic astrocytoma& ZHi L Z
T REB) % B R 92 B BSLI SRR L 7= O THUS 3 %0 [EBI]42m B Pk 20174107
O GEEASIBIL, 1T HR 2 S5 81. 2080 IS8R, H KT 258, 11
H PN AN B, B S MK F L7ze 120 R AR L. BBEMRIICT
T2 {% TCI~Thl £ TORME TMHEL % R0, CA~BITHBARERD . W
57T 7 SNMOSD % 5 - 72728, HLAQPAPUIKIZBEYETH - 720 BHMA THEN
111 mg/dL. MNE%5/ L. BEEMILEE Eclass ] TH o7ze AT A K8V R
TR R T, SR AT L 7ze SIEMRITIXT2HZ M A L7z 0
DIEHRNARNIEACD 2 o T AT, SR A OV A B 10 H TR L,
IVIg, %A et % MifT 3 % b MR TH - 720 IMP-SPECT. FDG-PET TH
Mz D, b EEbNIz720, 201841 H #HBEWE % M L7z & & Aanaplastic
astrocytoma & Wi SN 7z. YERMMENARHCIRI E 2 ) RN X TETFEY
U3 FIC &2 MO RSz, [FE]LESCLZ 4§ 2B TIZNMOSD & 51
DEL e B BH D %, anaplastic astrocytomald i PYIE S 0 30-40% % 5 .
FRBEICOWT2EHICE . FRHMRICTT2ERE S, A2 AL D, EEAA
ERDDL LN B Do WE. MREFNAT R, LA, B, Wik Lz T
SRR Uy BRREAEE, EME E MR L A3, ERD B LTI 5 L%
2B %o



RRPR iR

St0-02-6 HMIMRESHEEMBENEDESERICIVTI IV AR
BEERR = FEE U Tc =i s 1441

OB M JWISERMe, WA M7 5 BAS I R
A ERE EDE SRR B0 MBS WK BT Jun —°
VHORT TR R RS RRIME & >~ & — . 2 BURR TR R AR R

[ H DB £ OF i 5 00 (MG) OWEFTICHEAYEZ V) 7 3 v 7 Aflil %k
ZREE L7z B M B & R L 72 0 THUE 3 B0 [JEE] XSRS AChRIGEMG % %6
giE Uy MR HY - O Ra#E2 AT L7z DEA T a4 FRIRCTa Y ba—IV R
U Cdh o725 X+164E6 7 IS % H7E. MM CTH D WA TH o 720 I
SETH XY B30, BRIER L E05320 S NMGHE L B, ¥ 7 1) AR ZEN
L. S a7 ) v REHEE AT 04 P25V AHEZ Y B LT - 720 X+17
AESHL FEEBIETURAMBL LIS 2 55 L7225, g2 < MR ABE. AR
W, REER LAV, REBOR BB & 2 A o Foo ILEET 38 A & Cryplococcus.
neoformansHSB SN 7z. PR TN E67.3 M/ 1L, B 6 mg/dl, it
Yett B, B3 TCryptococcus. neoformans MM E 7)) 7 b3 v H A§E %
LW L7ze L-AMB+5-FC%& B L7275, 3l [ # I B RERE S5 s BL L 72720
5-FC% it LFLCZZ BN L7z GRE Y- U= AsBEMT i Gl B b5, Sl
ke, FEBIEAL) 138 EE S, FLCZ%2 VRCZICE W L7z 2 DBEIRREIR -
BT L & B s L2272 X170 SBBE & 72 o 720 DR RDEIRTEH A S B0
T24HME U7z HHHIEEY L2250 R2 S BBEE TICI120H W% L 72, ~
VT b3y h ARBERO D AT O FEET 5 LEND Y. PR
OMEMERICE Y &7 0 A 2O M PEERE IR 2 27 [Kiaw] 2 v 7 b
Iy ) AR SNE E YR E RAE T B Z & DS IR IR YE TH Do A
WY BRARE MGG & & 0F LMGOWRBIYE DS < v A7 a4 K - Seee il 25 22
ThHY), TOLDOHBRIIRETH > 720 HEMGEAEIIBITZ22) T a2y h A
RIS TEREDTE T RE MR LITOWT, W ELE2 M AW %,

St0-03-1 Width of the third ventricle is high-sensitive marker
for chronic progressive neuro-Behget's disease

Omig 'y w0 AP = M, BiM R
RO PR B KRB S R B A TS € > 8 — U DR R A
KBRS AT OIER, BRI IELA ST (e P

[ObjectivelChronic progressive neuro-Behcet's disease (CPNBD) is
characterized by slowly progressive cognitive decline, ataxia, dysarthria, and
brain stem atrophy. To evaluate the progression of CPNBD, we performed a
longitudinal analysis involving brain magnetic resonance imaging (MRI) in
patients with CPNBD. [Method]We reviewed clinical records of 23 patients who
were diagnosed as having NBD in our hospital between May 1998 and May
2018, and classified them into three groups: acute NBD (ANBD), CPNBD, and
mixed NBD. The monthly enlargement rate of the width of the third ventricle
(AWTVm) and the relative value of AWTVm to the transverse diameter
of cerebrum (AWTVIm) were measured on MRI, and statistically analyzed.
[ResultslSix patients diagnosed with ANBD and three with CPNBD were
included. The mean age at onset was 37.8 and 41.7, respectively. Cerebrospinal
fluid (CSF) analysis revealed a higher number of cells and higher interleukin-6
concentration in ANBD patients. Both AWTVm (0.042 vs 0.0036 cm/month,
$=.024) and AWTVIm (29 vs 2.6, p=.024) were significantly higher in CPNBD
than in ANBD patients. Methotrexate treatment improved AWTVm from
0.085 to 0.009 during observation periods. [Conclusion]Although inflammation
in the CSF was milder in CPNBD, the present study revealed that the atrophy
rate of the deep grey matter is about 10 times faster in CPNBD than in
ANBD, suggesting that mechanisms other than inflammation contribute to
brain atrophy in CPNBD, and that AWTVm is a highly sensitive and useful
biomarker for evaluating CPNBD progression.

St0-03-3 MEBMEZEFHLIBVIRERARER R YU ST
INF — DERFRESF

Ofi Wy, #m b, Wi R, Wl —=0 R R
TR R TR IRl AP
LSRR - ARREDHERRTEL ¥ 5 —  RIERFTEIT B IEGE 45— .

RF AR Y 5 —

[ F ] M 11 IfSE 2 BF 5 056 AR B R < ) ¥ 3 4 /8F — (SLONM with
MGUS) 13 AFERE THAYEC L, Sk, AR, B OIS T WA FR
e TREEDMEATT 2 PHRARGIRETDH % RIEHBFENBIDIZL . fLFHRE
209 AR AR E ShTwb, —Ji. MEMIEZ Eb v
SLONM (SLONM without MGUS) ®#t#13P %2 & £ % %, SLONM without
MGUSO ¥ %, WIS % 2 & &k 2o [DE] %A THEBE L 72SLONM
without MGUS 3#1% . 5 BLIICHRET L7zo DRG] 2B 1T v #8 o 3 33
L OWIAR T CRAE Ly WAYECH 250 . R oM F, Mt gl F, w1
DRTEIDHIMBLL 720 BESSHIACT Ly MiFCKAIZIER TH > 720 #ITHITI
W R B B O AT % R 1B TR N T, RS R 2 2 L 72,
FHMRITIR GO REE 5 2 8 (20)) . BERARETE (1/260) TR
REEES 72 SHHER TRIMHEFOMRIEEE 5 IO A TRIE B %2R0,
FE IR T Re S B WA AL O FA S Z LVIEBIAAFAE L7z (1) o Wi BECld4r
BITHIA VA=) VAMEE, 280 TRHMHERE L OHLA-ABCREH & #d7. A7 1
4 Rt e IBICRIEs a7 ) v RREHEREZ DR L. 20T 1258 L7z,
[#5#] SLONM without MGUSIE. M6 TH Pk BUF & D% b %A% with
MGUSH B D %38 T Ay F 5 I B b 2 W HETEAVRIE S Lo SRIERIICKT 3 5 %)
BIE—EORGAM TV WA, HHFICIS T 2IERAH 0. Y 2o RH %
Wi E#z Hhi,
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SBEICEE: UTzcryptogenic new-onset refractory
status epilepticus® 25 ZE M|

O—fEAZ, L s SHE I SUHE—RE, g 55
Toll eI MR BePl MR L R ML AL FR
=HOERL D R
RO A TRRL R IR A AR
PR RTER KR BE  ARESLER, * A€ > & — K ALk

FEBNE25m M. FAEXH & V. UG & BB E RO Tz, X+ SHIHR I A
RO 2 FENE L BE~BCEME S M 7ze RFERFINLE119/64 mmHg, IRH182 bpm - 4,
fRii36.1 C. BHBRTREN IO B D> 720 MR, KBERT T
ZRAEFEARIZI R LT 728, BalkBEsE (JCST-20, E3V2MS) | L) et fo bk |
905 B S P (7 BabinskiB i Bstk. A ChaddockBiEBith) 2 380 720 H bl K
MRITHEE I 72 T 5L % 380D o 2 o 720 BUMHAS TN ER22/ 1 |, 492 mg/ u 1.
BEHNEG2 mg/dITH > 720 7 4 W AR 2 BEVACVIR S Z G L 720 AbE2
HH X D EBREARELE 2 0. 35 Y'F A5 & 2 8 & A TIPWE AT 8k o
ICFEBE I E = & — %2 3a5 L7ze PUTADAIRIILEV Z Bk U 72 28RO T2
3. CBZ. LCM. CZP., VPA, PMP% BllkFB I L 7zo ot P ACTE 1 Il K id 4 &
W L7225, i L TADABEEZI L7z HBETED TANATH Ynew-
onset refractory status epilepticus (NORSE) & i L7zc A5 1A KoL 29,
MAEESHHE, 7 07  REFHEREZ T, 7R 7 =L, o3Iy,
7 x ) NVE S = F BN LI o JEEBUE 3R & (SR Lse ABEBR OB
MRITIET2/FLAIRM{% T Wi Bl i 5§ & KR RS PR CRE 7 & e o 7o IR
S ISR AN RAE B . H QORISR DO BRI O 7 | KRR R B CTH#,
WM - B EH VAR EZIT) D dhd BEPi A% 290 3 cryptogenic
NORSE & Wi L7zo M & G I #ER: L 7z cryptogenic NORSEIZDW T, Tk
WEREEMZWET 5,

StO-03-2 JESEMHHICH T BRIEMF IO+ KU =2 —0/%
F—D—FF

OFI K—, AJHIEANE, 8 2 P15 B2 &S
WO RSN BT T
VIR B A s L v & —. PO R

[HWLEE, 5 Y A4 LF VRIRERE T S04 FRY =2 -85 — (FAP
ATTR) T, A7 VIOMARA O LR DI O FHERH I BV Tk A 2tz
FERMPRESNTBY, ZhENEBN R EREREZET 22 E2MoNT
Wo Al JEERHIC BV CILO7TVARM O~ KR ZREE L 720 THE T %0 ()7
] MBECTFAP ATTR & W7 L 72260 (AR BIFR I 3 2 9 B & OYiEBI2) o Bk
e, JEIR, BT EZMET L. FZRN (Wb RIS OFER O Nl
ZTFIZ2WTHBE L7z Bl RIERLEX-74E (505A%) (il o A AE SRS
MY 2 FMEDD Y X-VETH A5 TR & MRS LoV, MG AT 25
BLLXAEOH S YR 2 Lico S ABEAL 0 fil AR R AR e 1 T B & MDAk
ZHPELTBYFAP ATTR% Bt o 720 BIATFHAIC TTTREE FICII07TVA R &
ROFAP ATTRE Wi L7z SEFI2IE XA (50AR) 22 ST 2 bhIX ) IS T
IE Ly X-T4E &0 W FRRERAS I BL L 720 AR E 25D 2 258 i C &
53 VMER FIC & 2 8% 0 Z L7z, SEFI O TTRE R TR 2 L7720,
BRAABE LB TRAE CHERS BRI S N7z, Wit e bBWiesk. 7773
VARMIA L7z 720 BEBL (905RAR) B WGHRIC 2 o T & DU, 2o & IR aE R %
ZRLTHBY., TTREEFICHER RSN [HW]07VER I hEFTo
WE2 O FREIEBERE, 07 304 F=Y 2582232080, Aol
261 b FRBEEBEHB LI OO AREZEL T LAL, ERLEHIIOK TS
X ORESEREE ORERATR VOt Uy JEBI200 3B R T3 7 & o> F A R
FEOERPHIL, T2 BBOKBIEZ DL, FMUBETFERTHSTH
ZDORIFR - FEREAERG - AT A € — FIMEARRE TR % 2 W REEARE S iz,

X508

St0-03-4 BERPmMIicroRNARITEI(C & BB FEMTR(LAE & hiksd
BEREEMEU VVEEOEF

O R, =i MR, JUK Rl el K3, Bim gl
HRERH AR RS R R GTIJER AR (RRNE) 50

[H %] MRIMI{%IZ X %% 5 PERE{L%E (Multiple Sclerosis:MS) & HHKpife 5 7 4k
Y ¥ 73 (Primary Central Nervous System Lymphoma:PCNSL) & o851 13 K i
BYAHRDH L7720, LD IRE - SEREOF WAL X 2 EfRBE2RO 5
TWdo MHOWHEIZHE WV TmicroRNAD B LAIRH SN T D 2 En D, Aif
ZEIE ML BT 2 B P microRNAZ WE L, N A= —h— & LTOH Y
W 5T 5o [J71:] MS106). PCNSL3%] (DLBCL2BIHRIAWILH), 2>~ b
a1 — )L 8 (EHENE A9, NPHA) D215 OB Gat LWL L% SR PRAE L 72 D @)
SRNAZ I L. 8F%H (miR-150,30a-5p,181¢,633,92a,19b,21,24) dmicroRNAIZD
WCERINY TV & 4 APCREBEICTHIE L 720 L7 7 L ¥ 2R FmiR-24128 5
% #microRNA O 5B ERELs (Relative Expression Levels) % %4 >~ 7L
DVTUTORITE Y HM L7z, [ACt = Ct (miR) - Ct (miR-24)]. [RELs (miR)
= 27A-ACtle RELs (miR) #*S5ROCHHTIC X > THII % b O %O, ZWi 7V
TY XA EHER L [Ki%] RELs (miR-150) & ¥ b o —LT0.08+0.06 (F3g +
PBEHE(R 7). MST1.33+1.59, PCNSLT042%0.38T& - 720 RELs (miR-150) 7%
0.83LL 1> 4 > 7V AEMSEE UM 7 20 5 72720, miR-150 1 78 BLUEMSIZ AR5y
RETROWENEY D 5. FEB:. RELs (miR-150) = 12 TH v b+ 7ftiz EIFC
b, 421607 5 MS % RIES0% 455 E100% THit L 720 RELs (miR-30a-5p) &= >
P — )V T269+154, MST343+3.7472 5 7z%%, PCNSLT134.83+1.49 & iz d Al
HRBEOFEY B EMTH 720 # v b+ 7fliZRELs (miR-30a-5p) = 3572
RELs (miR-150) < 2§ % &, 421614 5 PCNSL % J&XEE100%,H5 52 .88.9% THith
L7zo [#a] miR-30a-5pid AWF%ETHI% TPCNSLTO @ HBA R S hize ZD
R E . MSIFRIY E Bb N ZmiR-1500FBE L HAEDLEL I LIZX Y, W
B OERNH XY M A IEREZ 7 B W REEAVR Shize
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St0-03-5 ALSHEBEDFZ X bOY A MMIEER ML RITKBXCT
RIFFEZN U CGURE ZIEET 5

O 3 gERs—Ige, B &K BiRmER T M
B —xL Em o sE
VRO ER R PR B PR R FEM R B
W OB - I ARERL R, CRTB R IROFZERT BT
TR R FBERRSE BRI AR

[HW] Y ZAF > - 75 3 VB (Glu) 4T (xCT) &ML A b L 2 THRIFH S
No7 v FR=F—=ThHY., THICIYMRAP LMY AT NIV AF V138 %
WALV 5 F4 Y OEWMEE %o xCTIZ Y AF ¥ Y ALER, MK
DGluZ MIAMTM T %0 Sk 4 &, D& 0 385 S T & 22 9008 2tk
PFRWALIE (SALS) 2B 2MALA b L R JCHE & Glubd o BIEYE 2 ] 5225 %
7o, BT & FEHINL % WV TxCT OJ B L 320 % T L 720 (73]
A BHESALS (n = 12) B X O4E#— B I (n = 12) 2258 S h 2 HREHTDH
%o OCT 2 28 ¥ RIS 2 b Fhie bxCTHA (Abnova). < Z$i
© FGFAPHifES & U< ZHilbaldifh% v 722 06~ B SE MR L ¥ Yt 2 Jli L
TxCTOMBRAEE W2 & & bIS, Ffkoiwit b OxCTRIL RV % = 2
yr7ay METER Lz HEfilde Fo7 2 bad A b pkiiiak (1321N1)
TdH Y. vehicleft, MEBILAZRMBE. xCTHLH Herastinii L BL#% ML K R
IBED3RE (%BEn = 3) oM, JEEHE T ARSI L 225528 i rh o Glull FED & &
MNHEEOXCTY = A 5 ¥ 70y MR 2475 720 [ERIEBA R Tid. xCTiE
FCSALSHEMOBUSET A baH 4 MIRAELTB Y, SALSH TxCTORBI L
NVIIEEC LR LT 20 Hi28 Rl o Gluil B I BBAL KRN X ) A
LR L. £0 LA iderastinfil /U CHIF S 7z, MBI T OxCTHILL XV
EHBRALRFRINC & D L5 Lo [REARTSALSHRETIIMALA b L AT 2 7557
WCRUSHET A a4+ oxCTHRBIH M Z 5 L CHIBAAGIu D 151§ 2 Blgeas
W 5227 5 7eo xCTIESALSIHHEDOH B TAEN & L TR S h s,

UIPSN

St0-04-1 [HFW] ICRITBFIBERAIAT YUY ITVYRT LDIE
X \REEZRESBWVEHIC

OKXMr HAr's $TH HAM FEEAE . AW RZ. fH R
BA R L 2 BA R
T R B R, R R SR B IR
)11l R e R

(Am]D V2 BFTRET 2 BFE, BE0s. &0 b WIIFHEE Lk
Lo THBHRIIH - HMBRIN R, L OBEKET S, DT VO
BHCBVWTIRAELRZ L1, MRHEELZ LSRN L THD. Hie, 91U
WS, R SE 2 RS 20 X DI, MALESBHL TS, LerLeds,
BBCTHI G TR P WD o 7295, NRHZEDS WA S W DB EN 5.
M= bid, NRHZEOERNZEICAHAM %, ©FwERRIOkRE L2 BF ISV
W Aa7) v Y AT ADOEFRRRA . B SEKEA DTV ER
FRRRE U728 E54E M 0 B3¢, Pl O RC TG TR R EZHEMTE b o
7B AT XD Lz, GRaRMERTE LT, AR, PERD, BEAR/ANRRI AR,
WA, 2, mREERE Lz Zo7F—5 2T, /N Z &b
PEDF &, KAED T VOREFAMNBIIELZERL, 9Y A7 4 v Z7HRIZEDH
NGRS DR DNERE 2 g L7z, IkfRiS, T4 v XWn s, #Hirzkza7y
VT Y AT ADEGR R RARTz RIS 0266 (9 H/ANMREZE2061), K
HitED VA8 TH - 72, D T L KRED TV OERZ L 2L 2 5,
ARG, SR, ME, ORISR, ARERRSRET L (EEYEIRR, AR &)
DATIET, HEFFIAEAEZRINLZ. Sho0BERZMER, PiED v
DAMERIBERELE LT, BYRAT 4y 27z iifi LizE 25, MR
FIRDEELZERNTH LI LI o7, TNOHORENS, BEEF Y IVF VDR
A7) YTV AT AOEGFEERA T K] MR EE AR S L vizoii, w
M7 B2 & MRFITADPINETH B, K27V v Z Y AT 22T, 4%
XTI & CERIFTE 2 D T, TOEMEEZBET 5.

St0-04-3 RiEEBMRAICS T Bt-PARSE TOISKIERE
BigLicZRTDH B

(©F 1112 U5/ S ¥ I 8 N/ N | VI < N - 7 S 9" ]
i g
AEMHEARE S SRR

[H ] - PABHER I~ b RO G E O FRICEET 5 L AMoN T
5. YBETIE20I84E4A] X W ZMMIC L 2 Ay 7 7 Ly A, BRBEHEZAN L
KebiA Htissue Plasminogen Activator (¢tPA) 5 THYIalb—¥ 3 v 04
i &7 m ba—voRE LA EZIT, BRHE T CORMENE HME L
7 BE IR Ol 247 > T B, SIS OIY HLAIT K B IR OB R BH
DRI 2 7 B2 5P TH 2 2 HINE 5. [D5:] B Ak 4 i o
20174EBEDLPATL GIEGI &, AR 2 D 20184 KE DA B &2 JLlE L, i3 g
[ GREHE-H B, Rebe-i g, HKeb-tPA¥ES.), BBeRpfm: & Hie L 72 (R 4] 201745 2
2581 (L3N, F79+10/%), 20184EHE1X166) (ZPEION, FH77£13i) T
& o 72, ABe#National Insutitutes of Health Stroke Scale (NIHSS) %, 20174
BETHIEL2 (IQR 7-15), 20184EEET16 (9-24) Ty o 72, 20174 & 20184 2
SR U C A & b T TORERIE [5247 (44-95) vs. 9543 (51-175), P =0.04] T
20174EBED T A BN A > 72 Kb & Wi T TOREMIZ (55 (1-13) vs. 1
45 (1-:3), P =0.03]1,%BiAh Ht-PAPE - T TORERIZ (655 (47-80) vs. 2845 (22-40),
P < 0.001] &y d 201845 B TH RAHIME L Tz, BBEIRisds BRAFE) GREEIR
modified Rankin Scale :grade 0-2) 1% [451 (16%) vs. 441 (25%), P=0.68] & 47 ¥ 7% %
B o 72 [ a] BEPIARTITEA 2 & 0 BB B IC O W TH BRI A o 72D
DO, Kbt L TH S OWESEERG I 2 Riffi 35 2 LA TE 72,
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St0-03-6 Amyloid PETI4R EREMAEIREE (C 8517 B ERREY
FHH DR

OPIESFBLF!. PUF R BIE & BUE. AN 3RAP
ST N ¢ 3 7 SN 7 7 S S SN R S
FRRFBEF MR R OTERAE TS ¥ 5 = T RRE R
DFSEBERIEIRL S, * BT RLFHARRE B et OB A8 S DS Thof
A A — 3% RS, TR R B IR SR MR BT - BRI .
P TR R MR B

[H ) e B ASHE BB (Corticobasal syndrome : CBS) & #&#x:E4T 8 CIE itk
oA L AT 2 AEIRE L. D I A 270 =X 2R VA b=T 225 5 KRN S K
TH Y HRWHIILHTDH %0 AW TIXAmyloid PETH: Y Td - 72CBSIH D ik
M BE 52 L2 HINE Lz [J7E]CBSE @i L 72#%. amyloid PET % Jif7 L
itk T o 72440 (Bl - ["CIPiB 261, [“Flflorbetapir 21) % 3% & U720 FIEsEHG SRR
WM. A& T BRAER Oail, A7, noosefsms, BUERRAMREEZ &), migik
A5 (VSRADIZ & % Z#i s UREF . Wit > >~ F 25 7 4. DAT-scan) % I\ CHERIH O
JEBE 247 o 720 (R RIPORAERNZ625 £ 5.2i%, BRMIMIZ20 2074 TH Y . 264
FHETH o720 WBROBRIEIRE UCablCl TPk RSER . #1242 MR E % 32
W7o MWD KRIFIZIH (75%) (B SNz 30 (75%) THE, M, I+ 270—2 2,
VAT HEOEBERE R LTBY ., 11(25%) O HRLEMOBN O F# k%> T
7o BPITHTEOIK FVEARRA % 8D, 9 H3FITIAMBEN 0K AR L
ML T % G2, BCHEE) AT S B R BB 5 2 &3 A M AL IS B S e, 1B
K2R 7 BB A T B0 L DL I 1 LA R AS IR Ly B W B0 B TR 70 & BB LS 0 C
KT 2R, BIEE)RAT, BEM R E S & ORERG AL B TH - 720 DAT-
scanld 2 THEAT L. Wit d LA O ERNEIEH T S A 4 EHERIZED B o 72,
[#57] Amyloid PETE;PEOCBSHEFIICO W TR ARNIILEL T, B & LCHEEDRE
SERZ ROEHFEED BT 2 b OO S0 L IRHOERMR F/8 3 VA% 2 &332
Do Tze CBSOZBWHERIZEB WV Tamyloid PETAH I TH 2 WiEtEA RIS o

St0-04-2 #WREMKREICHT DREARBENEESZMORH
FETHIC DV T DRET

OARIE—B1' B w5k Adke BN Ik IR ORINE S
M R

VORI Tl RARENER, C ORRR b LRI

[H 8] SR PR BERY SIS Al (PEG) (&, RELTIEINUA S M # 103 2 e el £
% HICHifr S 525, PEGHATH AW 2 REBT 5 & 23d b, —MINRPEG
BRI COY 27 L LT, S, 538, MCRPIEZ A% TFohb, S5
ARV B TIPS T 2 50k L. PEGO Y A2 L2 SR A5, EEIZK
B L2l 3 e ve Al Ak, A2t 8% (ND) 123 5PEGER]
DRIPBECD ) A7 #5507 5 & TR PR BBA I3 L) ICPEGHE % 2 17
9 iR B Lzze [J7i:]20164E4 H 20 520184E9 H F T2 Y b TPEG% HtifT L7238
BERMGE Lo ND (+) B ND () BEO2REICIMT. #30 HAMIZAE L L 723
Bl % RPPECH & U TR T — % Z 1 L7z, RIS, ND (+) #E%& RUIECH L/
ARED 2B PEGIRR WIS LY 2 7 N TI2D W T HBMaT L7zs [RS] 3
G & 72 5 72PEGHLFE2306 TND (+) X366, ND (-) BEZ19460T. HWIFECH
WX AR 8B (7.8%) o Fili% %3 5 A PHEIIND (+) BETOBI. ND (-) BEC261
(0% vs 1%; p=0.75) o 4EHHCAH 77  JHbR AIbIIND (-) #ETHEILA - 722%,
ND (+) BECHYBECHIDBENITL D> 72 (17% vs 6%; p=0.03)o ND (+) HH3E
U LB B e LTI MM R WALIE3S), Lewy/MEI20, % R 2 1
BITH o720 ND (+) FISEEHECTIIPEGH R BT d o 72 BE BRI
A ipdrolz (0% vs 45%; p=0.03) . PEGHEEXHT & Y BRFEI G- AT b T 72,
ND (+) BETEZWHIICH > 72 (50% vs 22% ; p=0.08) o [k ] M2 Pk ARG
TRHAERDOPEGHE T LC DY 2 7 12Mb 53, by BEF I L THRIVZECHIA
%o Tzo AR MR BB O S8 ORI TR RO I E 5% < IR REAC T R
ZDL NS D o 720 ARRZEYEE IS BV TPEGHE 3 I35 HEIAS T RE T, IPIE
BRI N TV BIREBTI ) SEBEETH L L EZ SN,

St0-04-4 BCREMHBEEMREIEE 3 floiksd

Orm X
=) 7HIbE (ARK)

[H1%] 20004 Vernino & i3 AHAIFEMHLHA (gAChR) HWEZFHZE L. HCHUAR:
PED AAARE = 2 — a8 F =2 il L7zo AIETH. 20114F PR SICX D T
RIEA I SN, Bk HOREREE LTEH SR Twa, KA E360% i
Bl BEREMA S [FEIDT O SFEBNZOWTHE Lze <ERI1> 2040534k,
XAEI12H . JERWMEE, RAZPEIRIILE 2 H3L. DWW CHHMEREE, WA T4 X 0 IR
TRABL, BAELH LEBOMERZMYE L, 20040 AR ; BT - 8idla
B, iR Lo YT A P TMENZER) % Lo #iii# N 56 mg/dl. HLAChRHT
RBEYE. HUA AR g AChRIUR 5 BaPE (FEKX). —7J5. T a gAChREZF ik tE
(Athena Diag)o SHRSWEZ v 7)) ¥ (IVIg) Ehfeii4 ot gucsimL
720 <HEBI2> A0fRTIVE, 2RIBEIRIBOREBIEZ A L. B < HATIHINE. WAL BP
120/80 mmHg— 50 mmHgHEE, Ll > > F (MIBG) % F. lEfLix 5 mm & Hok,
FRIR. PERETEAC T, $6MET 150 mg/dl. i o gAChREURKEYE. IVIg 2, Im4E
Rete EHEBEERBE L TV Do <HERIS> 60fLHEM. S50 X 2 EFTHREE. AH
Ml 2 mm, HHME. 1 Y RTF YA, MIBGKTF % L. Bif#A 46 mg/dl. Yia
gAChRELIRIEYE, 21 H OIVIgh P52 L Tw 20 [R5k 4 O35 03 5 12 WL
SR MBRER. LR WIRER L EZMITH 2505 ERILE, BukBEEO R
SERGMEIIAE D GPEDIH SN, B OIVIghZEY) L7z iA%EH Sh, JEH2TiRE
FEoRVHERIIEZ /R L, FEIZEELTBY ., w3 LEE., EHznRL
BB DT SN b, (] AAGOJERI. WL, R VEIE, A,
PERBEE, YRR T 2 2B T 5 minor 2R TH V. BE-> THHAIRE
SMEIIER L. RIS EETH A 9.
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St0-04-5 —RIREEIICEERRICKDERBZE L 4 EHI
DERAREIF

OBA &, D —BL RIP B, 5N S8 DhE K.

Mo fEE. T A, BT KA g M B H.
NE W/ wilE B
LR A I e P P

[ A ] R AEE BRI TS MBIRE O BEICHRIE L ) 2 &G TH Y, Th
VRGP & A LIRSS S & ORI & TR L 7230 4, hi Rk 2 2 3
LI Do A, UBETHER L 72— 00 RS 22 iR ek I % A U 7o URAETE
FUAE DORE BN D W THIR I, 1hE, FHRICOW TR L. [Didk] 4biT
2008410 H 7> 52018411 H F T MNCHEER L 72, — MB35 50 W 2 2 L
AR AR & 5 U 72 AR M L AR WO L 7o [R5 SE) BE  4E 351 5%
A HT9i%, THAEEIZ69K THWIUZ 3%, K1 TH - 7o WA BILIZA WO
B, LM CTIH - 720 IBITHURBEIIHREMERE A 5 L, BLIREE, SRITIRM, = L
BBV BURO M SURAIE L TR SR, D BBNIREMZ LW Lz, &Y 1
BIOFERE, =LA 2B IR D MESIR D BT D o 720 ABIH 3BT HEIR I A3
DEAE LT 7ee BIOLIZANCABY IS ROMAED D ) A7 04 FNRTTH >
720 EBUIABIR3HITHIAT SR, 2BITT ZAXRNVEN ZAD WIS iz, AR
WA R A5 20 o 72 1B TR B A © 7 A~V F )V ZAhketh S ho7z, 1601
IR DS AR B T B o 7225, IRENELBE O REAE A & B Pk % Bt o 720 491
D) L2 TIIIIEB2EDPNCHT Lz WTFRB T ARVF L ZBERICL S D
DT, SR MAE RN & 52 WAEE, MEE~NOBERBTH - 720 11135
SESHER DOBUE b ALRIERET T 2 2%, MANPZHFRETH 5. 1BNEBUEABE
TEHERRBE Tdb % o [ ] HRATYE 2L P IS 12 Bk 4 72 SIS 2R U % 708, BHFRIRIC
SN2 % 2B U7 C LAl i ik & 52 U7z DUBLINEIC X 2 TR A
BTHHIEND DY, MFRERLMEL~NOBERMEZ G LIS EGO PRI
RThobILImEni,

St0-04-7 EHARENRIEENFETE UlcLimb-shaking TIAD—)

OWI Jeme!y /h Rerl's 351 3885 WL 9l A DIER
w5
PR OB AR (R A RS

(E Y] —8PERE PE SV (TIA) (2 - #86 - RIBOR I X 2 — @ik T
WA ED ONBVWIE Y — FEERIN TV D, BIBIMHEOREMRL LTR
BEEGETNE1% LTI L 2 L W) G2 D %o A INIH Y &3 BERARA B L T)
FRREIR &2 EFRITAE L 722 TIA S LAV IR 2179 & & TREROM A2/ S h
12720 HE T B0 [i] i BNIIEARIE - PIIRIE O 72w 4 4 S0k © 24 Bk P} -
BAVELZ 5 o 3 MIBET & 0 A BT IO ABERGEB) AR IR % FRD T 7ze JERIEFE
TETHY. 1 HEN, 155~3 05RkT 2% ETFREEEFHT LI RN
Y AXLMGEBTH Y BRI SN o 72 BHEMRIZ Jif7 L7z & & ADWL/
FLAIRIZ THIBIRZ % 80 Ze o 7225, BUHBMRALS TA i K IR B IR o> P 26 % 52
@, SPECTIZ TAIM R IMBYIR B, A7 5 KIREYIR D MLTE O F 255, S iz, Ik
TTANAIZTENTDH Y. Limb-shaking TIA & BWF L. A7 3% 00 BHBYIR—rh KM%
BRD 5T NS A 7S 24 % AT U 7zo [RER] Wits M2 4k Ly BEHCTA
12 TN R A % AT L7z MAF S RAFICBAE L T b & L %R T & perfusionT
MDD AN h oo #HKEAT LAHESPECTIZ IS W T H 4Rk o i
WOUREDE S, Wi SN O AN LT ize [ian] AkEEE
B RAEAR THAE L 72 TIA X LAVEHIW IR 24T C & TIERDE R E S hiz,
A LT ZHBTIT X9 288 TH Y —HAAI N LTI D 5 0581
IR DB ] % Wit 3™ % & KB EREB)# % (hyperkinesie volitionnelle) oWk
bdH Do HINEIEAZTHED T ST, ORI B IR S8 o i FEAC T 23 W4 o 451
IRTRICHM T 2052 b 720 L2 Hh, KN OMIGE) =l g —IkK
DML G LIERDPAE L2 E 2 5Nh 5,
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[H ] R & B U 7250 S 0 45 4R ekl % 6 L 22 0 TG 3 %0 [Dd
] LAGE SR % B L 725 H IS RS2 Ble B H X RhiEIR & 3R
A BL U235, MEARED Y Be~tixbe & 72 o 7o ABeRE, FE8 & IR,
WA R 25D S N 7ze AT & U CRGaRRESE (JCS 1-3) Btk
7 EORAEIR 2 i 720 BHFEMRIOFLATR {5 C it 1§ 5 3 12 W5 15 5580
b, EEEEMRITHIES LR Shh o, ke B Mfatk 20
/ul (YA%EREEA) JIL-6 1010 pg/mL.IgG-index 0.68Tdh - 720 Ak - HFRHIZ 7 4
WA XD EEFENT Y2708, AFVTL Ry 2Lz, #0
U U 2Bl - AR 4 L R - AL R 4 L 2 DPCRIZAT
Btk & 4 v ABURMEO A LA D R0 S o 720 iR IATE b kR,
R, FHA RS, BRI EE T, TADARIED B 5N 72720 (0K
WCTREMED ). MTAPAEEZHIRL2E ZARMERHE L. HER
PEVERRIN AL % BBV, 23 b 2 T F REEANIR RGO & % K L 72254 TRtk
Thotze BWELTATOA P2V AMESZ — VAT L. 154 35 BBGE A
ENDE)TH otz L LERREEEOSRHENZ L, B20MH XL fyEs
07 YRR R AT L2k AR A W EBGE IR BT 2 Y . SRR HER
RBATIBUE TR & % o 7225, BRI RS L Tz (R R0 T 5 -
BRERRATIT L - SRR O BUBYE & U E SRV UR N 58 & BB L 720 WHiE
RIFLHN 2R U725, ORI L Tz, [ muiigz 2L
72305 R DR % R L 720 DRTDH 2 AR S E T B B RIS
B3 2 MG D Do AR LUBRIHEELMES DL L b TE Y, HNH
BEMAAET %o
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StP-01-1 BRICHIF 2 BEERESE O Hloigs

OSARRERIR', Mg BoR'S W 2" el ' mE M
A B R S
VBB R 2 AR B A s R

[H o] F BB (SEH) 13/ 25 CTh 2 25, KRB RIET 5 2 &8
B e zd, WEBRADFIBICE S Tw 2 IR TIMTZE L B s he 3 v,
i ZE & 3 S M 7=SEH O B\ MAR IR 38 R0 PU AR 3 3P 55 S 7= 35413, i
N 2SR U CHEIRDSEAL L 9 %, A & 295 JB o> B PR I UL <0 8 ) i % 3 U 729
Bl R HRITE X, ShE TRV DPRES TS, AEHETH % 4k
A 02313895004 /4 TH 0, AR & BEbh 7 ploHhicid—E M DSEH
VEINDLEEZ, ERERAT S LI [J7EE]2012464 8 5 520184511 A
FTICY k% %3 L-SEHO BH % il LisHic s 2 il L7z, [RiA]64E9» H
DN Y B TSEH & Bl S h7z01d9% (BY3%) Tho 7o SMEEIXIA DO AT
B o 7z, WAL OB B34, KRENIR A0 62 140, TRESHFIR LA AE 14, Bt
WEBERETAT v MABE22 TH - 72 Pl 25 ShTnwz0136% T, 7
7 7 V) v YA, PUi MR 4, BUIMREESHI 14 T - 72, MUIE SR 1 S
T8 E B2 TH o 7o SRETIE TR TR HT AT L, KR35 &
BRIE24 T D o 7z BT XTI NIRIE D o 72, & OREB) BB IS
o 2. A AGMES VIR AS 144 T, 2 oAb i E 5 P PR 3E o fRE T
B -7z, U] ST OSEHIZ R O M2 %GRy i 2 1) 2 L 2% &, i
FRIEA 2\ S & L & T H o 72, MBEOSEHZ B 3134 /45T, WP TX
LS BVbOTE AV, HLEEZIRH L Twa#G23 1o 72 @k T
EULEE QIS TBHICU 2 RETH .

StP-01-3 #B=MEARKIEZEICH(F Bmodified Rankin Scale
(MRS) DFLEICEIT BHR5E

Ofllr W' il 29wk & B 298 Hil §e
W AR T e N Y VA DA T P

[H ]2 o7 #3#li i modified Rankin Scale (mRS) 28w Hh 275, F#8l
IWEHIiCd 5 & & D HMFIT & o TEHliA R 2 5 2 E ARSI TV D, JIEIR
& AT B R RE IS T O JL & N B 5B THE B OISR A ) R T v e E 2
5N 5. mRSAEYIZFER STV 2 2 Mead L. [N 2 il U gk % % Mt
FTHIEEHMWE Lize B UBEOREH 7 — % XR— 2 % W T20104: 1 ~
201846 H O BN -PARGATBI, AR MR & 2 7Bl 2 W40, BIHSICX 2
mRS H AGEHCH & 2458 35 X ORI EmRSFF Y — v % 5% 1 HBERmRS 2
ARl U720 [E2R] 422300 00 T AERRT7.0 £ 1L3R, BEDS141N (61.3%) . &Ktk
8IN (38.7%) Td 720 HMPEIT & 2 FFAMIFE 1 0 B EEREMRSIZ0-2%62 A (27.0% )
34392\ (40.0%) . 52354 A (235%)+ 62522\ (9.6%) . FF#EHET DB BERFMRS0-2
BTN (24.8%). 347396 N (41.7%). 555N (239%). 65322 (9.6%). mRSFEF
il > — 3 HIZAARTI4T N (639%) Th o720 F 72 HIWIEEAM & FEMEECTOmRSH D
APl — B R 1IZmRS1T61.1%. mRS2T43.8%. mRS3T526% TdH - 720 MEHD
FEIAVEC IS 2 BUE T 113066 TH - 72 (p<0.001)o  [Hia] mRS1-3THRH D —
Ao 2B E LT, BABBIK TR RS2 LIl 2a32a=2r—Ya 00
P2 & 3-SR CTH 5 & L RWBTOATTRI L YUY TR S 7z
FEREDTRBE L TV RS L R YN EZ DD, WML BB R PRI L
TFIM, SF-36. Barthel index7: &34 I Td % A5, M3l T 2 5 & ABEHi
ADLA & 0 B85 5 720, IGHA RO BEREHIZ BRI H OFM AL E L v,
mRSIE A EHI W E T d Y BPEIIR A S HE TR S R RE R 72, BERO B
V==V %4 SR LR 2 O CHMIi 2 & & DSHEI 3 Is & %
ZbNd,

StP-01-5 ZEEEICEIKEVZE{LZTRUzDuchenneBfFI X b
07 « —D—EI1&)

OF R AAE . WA 7, B9F #K% W 347
DR FERRSE R R
PHUR R TBRRR B MBI IR

[H®%])Duchenne® ¥ 2 b7 4 — (DMD) . #E/FHOMZEME S L, il
H20IRA B THET Do BABERREIT 2 & 20E5 B1H B 555, FREOBET
AR Al BIREOHRET R Z R L2222 L-0T, #iET 5. DE
BIFER]0mA. TtEs WiBl, Bk, SR RYIIMER, I K. K iHLRE
B L ORAEDOMEAEY D 5, SR, HinftE, SCKIAE. HAEMICEY
DMD & $WF &, ZD#%. multiple PCR Tdystrophin® &z ¥ 8% AR S iz
FECISMERT 2 & YIS 4 TN U CIR BB IE IR ABE A HIG S iz 5
AR WERIC X B XGEFED 7e 0 DM IE & 20 O . KRR PR RE 2 & 72 L
7o BAERIA O OBERE - EEREEE D EAL, OEMMAMM DR TS XA,
ABPEZEMED B L7z, 20E01C1E. HETHE, KM% T O ILZ & 7 Lo
BRAIRT Lze VERTASIE, MRS X 2100, JAHE L, IREEIESE % 258
L L7 REEICT & & HISOBRRE D IR A WCICT Ly SET L7ze MR, WISEER %
OHBIICH L CThiib N7z, MRS, DUBCS R o P NI 1 B L i Ly (3
IFIRMIE L Tz, DIEIEER L, ORI B ORI 2 R LTz, Bz
GBS, WD > WOPTRAH SN7z. FHICBVCIE, TNORAR
DLEVEDSWRE T i A 3 PR R 5 DTS 2 Uy 28 1 SR A e A
DOFT R ZE R LTz [F48 X ORmIAB OB iIcid, R HELE L 72248
[ FWIE DR D 5 L Wb D25, ARG ORI K 3 % 847 M2
DR & HE S D, DMDOFREIZOWTIE, B MM ARHICHEET 2
SF T AOMEN A EXHE SN TV B, WA RoOWMERIS R, vFT
b7 4 ¥ v, PSD95% LR ta ORGSR L L IR E R EIMA ., Wi %,
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StP-01-2 #ImGILUR1 FUARSHEN\BRTEICI T 2 S FLRDFHE

OMfA & M Hi—. DB Bide, Sl LWl v IFK,
WA OESE, R BER. M R
I B R R B B R JEFE A NEY - B AR

[HIIHARH R 7N 7 3 VBRI (mGIuR1) HuAkk P/ N e iE <&, /s
%7 F v TR L T 2mGluR1AH CPURIC & 0 B S, ANREIR
AHBLT 5. ZOmGURLIZ) FHROFLFIRE SN2 FEHRTICH 54 LT
%o AREBOEAI6BIHAB THREFEEA MG SN TWD I &0 5, BEHIIH
mGIURIPUAATEOmGIURIIC B EH L, 9 ERFEORITHEET 5 & v ) Wdi%
VT, AEBEEICNT ) TREGEREMEERT) L EERL, HifTL
DTHET 2o D] G HmGLuR PR B PE /N 2 B D58 &Mk HIEK - 3
BR - TRK - BRI 7 4 A 7 BRBRAGEE TRMIE L 720 ) FIROEHIEIX, 7V
IVIEET MY Y ADSO DR IO KIS X OKEAKDFHOMAA Ok
0%, A :0.00010%. B :0.00050%, C :0.00075%, D :0.00100%, E :0.00150%) %,
BEBIUORFEFHHOTEILT VAW FLT, ThZhokz &) KL 20 %
WU 720 [RSSRI ARG BUF 2 Hwk - SE0ER - BRIE - WBRISRM H L LU, W oA
RAERBORDPoT. ) FRICOWTIRAIZLOWAT 2| L4 %, 0.00050%-
0.00100%#BETIE) THRAZEL ik L7zo LA L, 0.00150% T2k A BEnk &
20, 1R HBRETIEERA L2, 20 HIiZ0.00100%EEO b DL Y i EL 5
LWV BETH 720 FRAKBEAKISH LTHIEEDT 2 LB Lz, —, i
HHEE, 0.00050-0.00150%F TH FEZ BT TH > 720 HEHDO I B 141,
KBRS U CHIRATS B & L7z [Ran] HimGLuR LHTHR B PR/ N S 3 o £
AT, 9 FROBHIT & 2 RZIRDME T F AR TS o TV 2 WHEHEAS
bhbo TOW, PEHEMRIRIERAISS FREZMA TX Y IEMICHRET 52 L8
PEEEZ R T SOHITEABEMRPR L, RELOR ) —= v 7 LTHEH
TELDEWRAT2LEND 5,

StP-01-4 aBEHL SEREMHEDRAKEZT U LAMOGHFE
TEEBERX

OfftlimAi )y, ¥ PRl Bk =, ool B wE L
T IR NNRET. 22H f—. Sk St

RIS BEASRE A B et 1 > & — Ik P

[H 9] Himyelin oligodendrocyte glycoprotein (MOG) $ufkid X Pk i itz <
Btk & % 2 ACHARTH %o 4l BOH KA TEAL L 72 FliA & FHM sk bh 72
% RRIGE & R U2 PIMOGHUR B M FR i 92 % e lige U 7o (7 R ] B13 225 0 3 7
Ty EIRETEE L PR MRS, BEARE IRV VR 8. 40°C B FE # & HEIR K i
AHBL WRERZZB L. WiVREZEDR, LATOFYY v ELS SNz,
BATHRHERE & WK O L O % 20 RS 2 W 72012 B 28 Lz, BUiAdH -
7oAt BEBERE X2 <o W F B TMingazziniBptk. AR O IS SR % 52
D7zo MIEORBSITHED I S, 30 B EBEYE, R & YRR % o 72,
ML T I OB ATt B C WAL ERE A O M B . eI A 1 itk o
Bna R, BRABR L. [REREMSEMRIOT2MM % T1E, FRIM#ES S
AR L3 O Th1LIC 2 F TR R % 1k 5 A5 5% B 720 ABEAS3 H IS
W LB AT ORI % 3800, RALSERRIZ I MCAL NV F TR & 1B L 7eo B
BCHMWBEEMRIZ fifr L. T25S R CHEE RN OC2LL F i, — e
RS RRG R BHE ROz, HERHP S AT T4 KOV 2 & 20F, il -
BETHIMOGHUARA E & FIWT L JEMOGHU R PE TR %6 & 357 & 7z, MRS
AF0A F2AVA%3T— A%, MRITIE SR SR/, R & RE SR O
AR SN2, TL F=vw 2 25mg/H % Pk, FCEER % #kiE L. 455555 012,
AT RE & 2 0 GBBE L 7zo [REam] APk HEAT 3 2 il & F RIS b
72 % BRI % i 72 iMOGHU R B VE# # 98 % 7R U 720 HUMOGHU AR Bk 5 i 9
NN EAE < WHBOBTEDS B RAF & oWt 13H 55, BT
HLRERGHHHETH > TH, BELRERANAICLY PHREZLETE L THENE
Db

StP-01-6 TARDBP mutations distort autoregulation-relevant
splicing especially under excess hnRNPA1 expression

OGenri Toyama', Akihiro Sugai’, Yuka Koike’, Akihide Koyama’,
Takuya Konno”, Osamu Onodera’
! School of Medicine, Niigata University, Japan, > Department of Neurology,
Brain Research Institute, Niigata University, * Division of Legal Medicine,
Graduate School of Medicine and Dental Science, Niigata University

[Objectivel Abnormal expression of TARDBP, encoding TDP-43, may underlie the
pathogenesis of amyotrophic lateral sclerosis (ALS). ALS-pathogenic TARDBP
mutations perturb TARDBP expression, leading to disordered RNA metabolism
and neuronal dysfunction. However, the mechanism of this mutant-relevant
TARDBP dysregulation is unknown. Here we addressed this gap in knowledge
focusing on another ALS-related RNA-binding protein, hnRNPA1, and alternative
splicing that is the core mechanism of TDP-43 autoregulation. [Methods] A
minigene encompassing exons 5 to 6 of TARDBP was constructed and a TARDBP
mutation G295S, G298S, or Q343R was introduced. The minigene-derived mRNAs
in HEK293T cells under normal or excessive hnRNPA1 expression were analyzed.
[Results] Alternative splicing level that contributes to TDP-43 autoregulation was
less with G295S or G298S mutation. Conversely, level of alternative splicing that
does not contribute to autoregulation was increased with G295S or G298S mutation.
Overexpression of hnRNPA1 caused abnormal splicing that deleted the entire
coding region of TARDBP exon 6. Moreover, excessive hnRNPA1 expression
strengthened the splicing abnormality associated with G295S and G298S mutations
and, with G295S mutation, it produced an aberrant isoform in which intron 5
was retained. In the case of Q343R mutation, no significant change in alternative
splicing level was detected even with excessive hnRNPA1 expression. [Conclusion]
G295S and G298S mutations in the TARDBP gene distort autoregulation-relevant
splicing especially under excessive hnRNPA1 expression.
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[ F 0] 79k 2 JPk FURUBSE L6 LT L 7203 2 v b oo, A 7a % ¥
HHCIEINIFE Y OHFAIERE, b L RIFHRRES AR TH - 72 & T 2 W
Bdbo FlH, AT70F Y - INVFHFE EAREIA R TDH o 7 % wbigE
BCHY L, ZOERICOWTHRI L2 THRET 50 BEBI70/CH M, X-9EIC
CF AR RIBAIL Y > %, <~V bVRIEL Y > 28 % R0 L. R - 1t
FREE R MEAT IS, X-VE IS IR % 54T L7z. Z o8B oRGBIZIEHR T, CD4
Btk Y > /R ERB013419 / u LE IEH T, CD4/CD8I 070 & 72Tz, Ll
XAE2FCHIBEREE 2 3R 2. BREMRIVC C Wil B2 BURE (B BT F FVEL D & TR FTETIC
P CIEA B RETHEE BT, ABREEDSORMARTIEA Y IT7 Y Fay
A T OBHIEKR L. FJCVIURIC TGz 8. FRBIICVY 7V % 4 LPCR
BB TH o 72 L b, MEATHES B VRUBE & BT L7zo XAESH X U 3R 2
TuFr e INFFE LR G L. MRIC TREM/NSA S, X+1
AEAFICIEREROTJCVIZEEAL Ly B0 H ek L7ze #OBTICE20 7= Balintie
B IERGBICPE VI L7z FOIEH21 7 AU LA Z2 R0 Twb, [£5B
X O] AT, T OB L RO MG, TEHE O R 7% 2 385 0 0F A
BIAEFICHS LTWwa E# 27z, F22MEMTIE. CDARTEY ¥ 7s5kE & CD8F
PV SERBOMBE AT HICHET S L Sh, AFITHRIENCD 4 BtkY ¥ 3
ERBASIEH T CD4/CD8L B IR N TWDH I L RIFATRICHST2b0L%E
% BMNize PMLEEBIO PHBHED 7201, MRS & 7R 7 2 W % .30
A7) S & WRHITETED S 2 HA 2 BB THBEEZED L 2 L, EEboa
Yha—VET) S EDPEESEEE LT

JN 7 S (N

StP-02-3 ARRSHMREEDMR

OB AR, W WA
TR 27 2 BRI e P

(AR (CR) R D 2= A S5 1R, 3 OB I AR T 2 D T
i OREE Xy FHA FTHliT 22010 b s ZAERKFO12TH
%o EBEOJHELE LTE, ABRICHERHFHRTEIMASL LIRHZA L84
PRI BPED PEMET 5o TNEFTCRIZ, 74 v Yax—R—T/hE%Ra3
VEMES720 . NE RO T S AN TH 72, LaL, &
DEH AT RMOWNTENELDOWMBZ 5720 o TRIELTB L ERE
o) THIENE L, FMHBRARICE - THERSh S DI, K
Pe LTI LT E R S b ol 22 TINSOMEAZ LT 572012,
Z b= THPICEZRE 2T S W) HEEER L [kl ke L
Tid. A PT—%LEROBBEO & 5 THIFTHIFOMRD )5 S MO 125
S BEREPT B E W) iR L o7 [HR]IICUSCUIK AR LT TCRD
F v 7 BPLEZIFICORUB IO Nk e, BROSEE TCREFT- 72, &
DFEH WFHORRE T 5 2 LAY L 720 [HaR]ICURSCUL & Tl
BIZRy K94 FCTHRBHE OMREORIEZE T2 LEX DY, CHXHHRA D
O —Z 7 CRIARE, B L2 A o — 2GRS g, MFh iy kL
T2 LBWHRT, A2V —= Y FTHELTHMEEZ bR,

StP-02-5 RENMBEFELGEZEY SHFEEEDOEMFRARIRICO
WTDRRE

Omjlr #E3' e B ik R o #— 1% e
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[H 9] B SES O PU R 38 i3 136-8B I T O R 5233 S hTB Y, KLEo%Esl
TIHRR B2 E S NFIILIEARZ b5 A TOHRMERNEN 2 RiER Sh
5. RMOEBARY + 5 L OPRHBEMAIISE X 2 A HHRE 20RO
THEE L7207 20164E6 H-20184E10 3 D 24E5 4 H M 0 0 I#I rp i 4 e T it L 72
RIS BTN D W T OIRHE. 358 & § 2 BTS20 FURMT 1% 0 B 78 e
2 & IS A v, BEEEERIZSLI£107% Td - 2. R 78T o5
W OFH PG H 1344783 H TdH - 7=, GBI I i 170 vp 445 Tl v 3R A
HiE % B0, 9 B IBNIHURHI N S kPP ERIRA Td - 7o, 1HIOBEINSEHAIE 2 T <A
ATHY, 281FL7 MY THFY Y EREA PRy =L TR OHRKIEIC X
b DTH o7z WHERIRAEZ S L2 1PNE PR OZEHE, fukic TRz R L
72 HMB2BNEG-CSFRA DR 2179 £ TICE - 2 AL Ty 2 vy
FIZ X 2 M ERRA 2516, N> a= 4 ¥ VIC X 2 WA 1IBRd bhi h
& DFE BT OB SRR A SR B E TOFH HEIE316+93H TH -
72 [ ] B 7B R ABI AP S X 2 ERIR A ORIVEN %2 B L, Z ofuhiis o
1B STz JEIRANRYZ b T A% D - 2Piw 3o RIS C a8l
i <, ARMEE TR THESE S N2 iR I & SR 3 2w I EIE 2356 8L L T
W7 IS B O SRR AT  H RS M S BRIZ M ERIRA SR L, RiLT
DE=Z) Y IPRETH B EARBENT T RENIEBI OB R 3EZ 5
RZOHOMIBICH LTRSS 70 b a VR H A 54 ¥ 3 Fi i
3, SR REEANEEEZ b
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[H 9] Wearing-off#i & % ¥ 9 Parkinsond% ®onl¥ O3 { AR KT 2L XY
¥ DA YE O Bt Die 1] 53 7% TParkinsonis & J89iE #, 60k \Cwearing-of 3 4t
AMBLL, WA Z T > T & 7274 &P, ABei, LA B8 - AV E FAEE 5
1000mg/H (500mlo L& ¥ KICHEM L7, 8, 9, 10, 12, 13, 14, 16, 17, 18FIZ50m13"
DOHMR), ¥ =a— W iEkgEemg/1x (H1#%), =¥ % K 2 200mg/2x (10, 141K)
ZWIRLTW 7z LA L, of B OFFEAE & 14 AR O3 < AL & /NG A A4T 0 1y
AATE OB E 7o T iz 2z AR % H IO ABE L7z, [REAL - i ] ABEkE
MDS-UPDRS”¥— b Il iZoffl#37 4, onl§E27 55 Td - 72. Wearing-off BLR I 2 W THE
RH L& TRl L 72 H R 0offIE IE L AR K28 - AV E RS8R §ED ERF D
SEPE G L DIFIZPECE A2 RS VEBISRIC X 2 ML DonTH A ICHH
DO FUELDRRICRET 25 < ARITHL, B H2 5L LFY »25mg/lx (W]
f£H#) RWIRLAL 25, T ARBUHB AR L BIOHHEI YL XY ~
50mg/1x (W) ~Rim L, EHOLR L 253 < ARIXIFIFWE L —Jion
WOIAFAITVWMEL/0, HBIBKH I Y LR KIS - 0 FARAS%E
800mg / HIZ it LR 2 32 7z, [Hii] e L XY v o3 AREHERHIL Fre3
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