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Reduced expression of BTBD10 in anterior horn cells with Golgi fragmentation and

pIDP-43-positive inclusions in patients with sporadic amyotrophic lateral sclerosis
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FalOWFFET, IGMALS R ORI ZI51) ABIBD10& H  (BTB/POZ domain containing
proteinl0) FEERULNERE S TWD (Nawa et al, 2012). BU /AL A= FF—BTHD
Aktld, HEERIEZRDERLZ Y VBT 52 8T, MlROATACKE Ry 7 Va2 riET 5. BTBD10
1FAkt 2 ARG &8 Dprotein phosphatase 2A (PP2A) Z#fHEEd A Z & C, Akt ZEHA LT 5

(Nawa et al, 2008) . ALS2iE{n{-23=— K9 DalsinfEHIZE, Racl/PI3K/Akt3FREEATEIELT 2
Z & T, SODIERARDFHES DR 25 2 L2360 TEs Y, BIBDI0EH Z mssi
SH7ZG93A-SODI £ S~ 7 A Tl = = — v LAEND LT & OHE L H D (Nawa et al, 2008) .
BTBD10£E AFSHL & 3Ef) = = — 1 AV IR BHR N 0 5 LB X DD, LnLRD D, B ho
ALSIZ33V " CBTBD104E FH OFBUR D MRS O ZEME & BHE T2 IR & L TRIATH 5.
Fox 1T, ALSOEBERTAMIAIZISUVNTBIBDIO, GolgidtiE, Y P{KIDP-43 (pTDP-43) x4 5%
PG ATV, JRBRERITRRET LTz

B. WfFe AL

ALS131 & FEALS 10 DERERTAMIAI IS A AL~ U U EE/RT 7 ¢ AR 2, Salsiiiks:
W% O TR Uiz, —RPtR s L COUEE YRR L72BIBDI0IZ 35 7KK Y 7 m—j L
FUATEH HHBIBD10H A A AV V=

WIZ, ALSSBID3 R 7 v VRS T —8) & FVC, BIBDIOZEEME T & Golgi JEE DG L L OpTD
P-43DEFERE & ODEWR A HT2, —IkFUA L L THBIBDIOFUAIZINZ, human trans —Golgi

network NMRIOD R VB 278589 2 HTTONA6HUA, p-TDPA3HUARZ VN TR AT o 72,
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PUROERMICEA L C, vmAZ T 1 v T ¢ 27 CTHBTBD10HUAI X5 4kDaf - T 4 B 703
RRHBIVZ. FTHURARTF NIZ K D2H5UARRIGRER TS, $BTBDIOTUARD RN AR S U7z,
FEALSHIDOFFRERT AN TIL, R/ SR E S HIBTBD10FUAIZ L » T S iz, —7,
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ALSEBCIE, HIBTBDIOHUIAIGE & 72 Sl L TR0, FR KB OMRSHaIZ s
TR B TH 7=, ALS13M1 & FEALS 1061 CIi BRI 3 BERTA AL 35 1T 2 BTBD10 78 B0,
DR Uiz, #ERE, FEALSHICIZTEEI5. 0% (4. 4~5.8%) D CTBTBD10FEELR L 234 H A7z
DIZKEL, ALSHITTIZBTBDI0FEHR D 73 51, 9% (42, 1~59. 5%) & (LI AN LT
72 (p<<0.001) . 2 T —UIF Z V=R T, BIBDIOZSELSIE R T Ao < 1%, Gol
g1 SEE LI CpTDP-43 DA EHEI LA L/ o 7=, —J7, BIBDIOZEEIME T LTS ki
FaDZ% <13, Golgi ZEEDISHIM ERCpTDP-43 D HFEHEN - H LT,
BTBDLOFEHANIEH, Cdb DAL T, GolgiZZiENNIEH TH D b DIXFHI89. 6% (86.2~92. 5
%) , pTDP-43DFLFEHLEN I HIVZ2WN S DIF I, 8% (89. 7~93.1%) T, BTBDIOFEHLA
DL TWDHHEEHIIE T, GolgiBEE N IER TH D b DIXFHI10.5% (7.5~13.8%) , pTDP-43D
FLREEN T DR DOIEEES. 0% (6. 9~10.3%) T, BIBDI0 2NIEF T H AN Tl
HEIZIE R 726olgidE@E (p<<0.001) F7-IFpTDP-43%HEHEL (p<0.001) NEL AbTZ. —
75, BTBDIOFEIAMNIEA L TN D HESHINNTIY, Golgi #EE DM LA A HAv7= & DIL 93, 5%
(92.9~94.3%) , pTDP-43DFLIFEHENFH HILTZH DIF 95, 1% (93.8~96.5%) T,
BTBD10FEELANIE R 28l Cl,  Golgi 2B DM LA A HALTZ & DIT 6. 5% (FHJ5. T~T.
1%) , pIDP-43DEFEMEMN I HALT- & DITFIA. 8% (3.5~6.2%) T, BIBDI0 FEEINHA L
TWAEHRAII T, A EICColgi 2EBOMHME (p<0.001) F7-13pTDP-435EAEME (p<<0. 00
D BELI AL
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REBDALSIERI T, TDP-4373 B EHET 5 Z L VI ST A3, 4lal, BTBD10AE A FEHR
) L pTDP-43 D B BHEI RO BRI R S22 &5, BIBDIOFEEIR I IALS O REI Z @2
BEFFCh D IREMEDE 2 BT

BTBD10%E BN L T DARREHIR DR 53 Tl pTDP-43DEFELENE Z > T\ H D
LIRS, Golgi FEEDMHMES A BALTZ. Golgi 2B DR KIL, TDP-4373 55 EE 3 2 A
faCERIzABNS (Fujita et al, 2008) . F7z, /MaETERSNIZEEEIIMIVE %Go
lgidEfE~ LHRESILAMN, ALSTIEXZ O/NEATREIZEENRH A = L IVRIEXFL TS (Sundaram
oorthy et al, 2013) . #U/INEDOLTEIZEDAERE Th HstathminlFAktIZ L 0 IEMHL X4
HZENHONTWDSD (Karst et al, 2011) , BTBDIOIFAkt ZTEMALEHED Z LD, ALSD
B = 2 — 1 TRV, BIBDIORBIHANC X W v INEDRZELNRZ Y, vINEE N LT
RAEIWENFEE SND Z & T, Golgi ZEEOMAME L Z S 7o ATREMEDMEER S 5.

ALSOOFFBERT A AN I HEH & s L C, BTBD10/E FASSEADIK T VA BT 51, BIBDI0OE M
DOFEEIMET LT D EEIHEGHIIETIE, Golgi @ DOMHME=e, pTDP-430D B EFEAN Bl T
HHNT-Z & LV, BIBDIOOFRIUL FIL, ALSICHIT AiEE— 2 — o VA MERICES LT 5
HDOLEEZ LT



