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i ZEME M R AL AE  (Amyotrophic Lateral Sclerosis : ALS) 1%, EiB L O T ER = = —w
DR A P E SN D ETHEOMBRAEMEETHY . AD100 AHT20 1~2.5 NOFIEREZ R,
ALSEE I O MK TOMET « FEfEEZ 2 L, RKICIIEICE S, ZivE CALSOWSRITE
IEE =2 — 8 COIREBICEAEZ Y TTCE D, BIEICED £ THRIBEIEIIMSL ST,
I ALSORIE - EATIZIZETROA R O TERRAOHE G R INTEY, ALSET VL~V U R %
AW SEATHFZE ClE, HIBIZE 54— WREE =2 — o v OBR AR E ARSI TS, L
ML, MEO—RER =2 —a B L UK EZFERERH DL DD, D401 - IBREFRIFE
REIZHIC S TV ey, & 2 CARFZE TR, ALSICE T 2O — IR = 2 — 1 > OJFEL
b2 BRI AENT L. ALSICE T DR ROME G2 MICT 5 2 & T, 5% OF - 72 1RGO REZE I
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EBR1 : ALSET /LU XDRGORNA Y — 4 o AT

HED12IALSE T /L~ A (SOD1G93A) (N=3) BLUHAM~ T 2 (N=3) b ERE%RM
#2fi (Dorsal Root Ganglion : DRG) Z it L7z, 55 1L7-DRGAHAE & V #RRNAZfhiH L, KBK
LRI IE T ) MEATERICTRNAY — 7 U 2R EEfE LT, B O BETRRET— 21T, b
MIBAR TR 77 » b7 +— 2 iDEP2.0 % H\W THERHAIE X OVEW 20T 247, ALSE
TV~ U AREE BARREO M CRELBBER & e Lz, ERFRBEEHOALSET L~ U ADH
BiEE = = —a v ONT — & L RET AT o 72,
EE2 : ALSE T /L= 7 XDRG D S kifk I AEHT

HED 12 IALSE 7 /L~ 7 A (N=3) B L OEAER ~ 7 X (N=3) 4%/ T R/ LT LTt R (PFA)
CHEFEE® . DRGEFHH L7, HEARZ30% A7 10— A CA8FEMIEHL L. 5 nm/E O WRE ) % fE
L7z, ARRHE~—7— (NF200) 35X OCHfi~—5— (Peripherin) % MW\ THRIEGAEITV, &
PRAEREIC BT AR O BREZWE Lz, 2512, hY 7 AF v 3/ (Navl.6,Navl.7, Nav1.8)
DI 2 oA I3 L, ALSE T /L~ w7 AR & B A RURERD C Lol s L=,
EER3 . ALSET NV~ U ADRG= = —n1 V D ERAEHZRMET

HED12HFALSET /L~ A (N=5) BLUEFAER~ 7 X (N=4) 2»6LDRGZH§HE, 24K D5y
BIEEAZITo72, HEESN/TEDRG= o2 —r VA XRIT, Ny F 27 7 7EIC L Dwhole-cellit#k 41T
72, T Voltage-clampZeff T TRETAFMEZ FEMN L, ALSET L~ U AHE & BpARRE O M Tk
fREt L7z, S 512, Current-clampZeff FIZEB W TR MR/ L A ZHIIN L, 33 SN DHIHE)E
A3 L ONERE I KRt DAL & fle T L 72
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EB1: ALSET v~ 2 ODDRGORNAseqiZ & 5 Bis TR BMIT

12EDALSE T L~ 7 ARER L O AR~ 7 ZAFEODRGH) 6 1% LV 7ZRNAY — 7 > A fRIFIC &
h | 322,039 OBEFAMRINE N, D5, EHEBR (fold change) 2L L 4% ALK




(False Discovery Rate : FDR) <0.05% i 7= 9 A & /23R EIEEFI1F4TH TH - 72, T ORI
ALSET N~ ARETHREAN EH L TOW BB F23ME, (KT L TWEEE A2 4EiTcho7z, i
5DOBGETEZHWTEE T v FELNT (Gene Set Enrichment Analysis : GSEA) %17 7=fE5#.,
Phagosome’ & - & & HEICEE LTz, Pagosomeﬁf‘tﬁ IXEfb A b L ABERRE CH Y . ALSE
TN= 7 ZADRGIZE W TERL A N L ZADTUENFHEICRD bivic, £70, FHMEH =2 —n DR
FARNA-seq7 — % & O EFRFHI LV . DRGHRFEAICHEL L 53 285 723 22ME [F & S vz,
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R Y ta |2 L ATRESEIIIENT Tl  ALSTE T /L~ 7 ZAREIZ B W CTARRHER I ONCHHELZ B 7 A i
FE D RN, BARBEL W L CHREICH/INL T, &512, 7 MU 7 AF ¥ 3/ (Navl.6,
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EBR3: ALSET NV~ U RZBIT ADRG= = —u r DEKEBR ARG

12l DDRG = = — 11 BT D EENEEIC OV T, FFER EMEPB L A NEFUEICIZALSE S
L AREL AT ZBEL O TCHE R AR RD Do 7=, Current-clamp5efh T COVEBEAT
AT TlX. ALSET /L~ 7 AREDABRKEIZ 351 TSpike heightds KX OV I AL 23 By AEHURE & i L
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RNA-seqfi##T Cix, mSOD1~ 7 ADRGIZH T 2 HRELTERTFORBIB EH L TWLZ L 2R
GSEAIZ X ¥ PhagosomefR ¥ 03fi & A BACAB L Tz . ZORERIE, DRGTHREINESCHRIEA L
A BERREE DEEL L T D ATREtE 2 RE T 5 . BABRT— % v b & OB ClIE, FhhEE =«
—n &Il U TR GER - Gpnmb D B %58 7=, — )7 CDRGHFEIIZHHRRIEB) U % 7R T Fos
RNpyHAEIZ LR L THEY | ERARB A OREISE PSR Sl a7 ik, mSODI
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7~ BRAFLZLAMITICEB W T, ABRHERSEDRG= = — 1 o TIIF IEIEEN OS5 . AN 7 & D

HAR . B X ONEERE KEEOR THEM AR Hiv , BEEENTLE L T\ e, —F, CHGHMETITERE
REAGIIIRERN TH -7 . Z OFMEREFF R 22 LIINavTF v RV OEB EBEE L TEBY . o121k
DHEREZ AL~ & M STV D ATEEE Y,

PIEDOFEREZRAET D E . ALSET L~ ADDRG T, M A b L A0 BRI 1ML 2 75
me LT, NavF v RV DA, TBREZA LIS J OMEBLEE M TCHE D BRI A U T D ATREME DS R S 4L
77 o ABFZEIL, ALSHIEBI— o — 1 VIR L L TORIE X DO A Z TR L, KR E2 & Tofhfk
FIEERAROpEE L CHET 2EBEZEZ2 T HDOTHD
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AW TIL, ALSET )L~ ¥ A2 1T HDRGOEL T3 BURNT . BRAPLEIIRET S L OMRERSM
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AWFZEIL, HZEAEIEMIZREAEAE (ALS) 2B 2R EEOREMIHZ BN E LT, ALSET L~v D
A DIFBERIRAPEEE (DRG) DB IEBURNT 72 5 OUT DRG = = — 11 > ORI e B L OB A
R 21T 272D Th D,

ZOFER, ALS BT /L~ 7 AD DRG I[ZBWTEEA N L A BIERREE OTEHEAL 80 H4u, DRG ==
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