SN KREZZ2MTIER Y R b

Kyushu University Institutional Repository

Connexin 30 Deficiency Ameliorates Disease
Progression at the Early Phase in a Mouse Model
of Amyotrophic Lateral Sclerosis by Suppressing
Glial Inflammation

m/A, 18

https://hdl.handle.net/2324/6787488

HARIESR : Kyushu University, 2022, X (EZ) , REEL

N—o30:

YEFIBE{%R : © 2022 by the authors. Licensee MDPI, Basel, Switzerland. This article is an open
access article distributed under the terms and conditions of the Creative Commons Attribution
(CC BY) Llicense.

W2 KYUSHU UNIVERSITY




K 4: BA F

FW 4 © Connexin 30 Deficiency Ameliorates Disease Progression at the Early Phase in a
Mouse Model of Amyotrophic Lateral Sclerosis by Suppressing Glial Inflammation
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[#5] MZEMEEAREE (CUF ALSIE, IEBEifR 2 RINICE T 2 R AR E TH D, ALS
OBEBIE DO OE D ThH D SODIERTIFFEENE ALS @ 12-15%, FME ALS @ 1-2%IZ589 5.
SODI E5 1725 BESE ALS I2 BT AR, Tt AD—o L LT, MO 5T, F0EH
D7) T MR A G TR IAE IR 53 5 BN B A O MIFSE SN RIE STV D, FloaxF v

(Cx) 307 A bt A MIEELTWDLIX Yy v T Vr 7 vay LT GHNEMEKRKT DX /7 ET
b0, INAE I BN, RN AR EICEE L TWA,. BEDOHZET Cx30 ILHHX
PRRERRIE CRELHEINL TH Y, Cx30 DRENARIELZEILT HZ LN RINLTWD. TR hatA

hCx30 # RIESHEDHZ LITLD, ALS ET /L~ U ADMIRREIZ O/ D LW IR AT, Cx30
w777 k=7 A UL Cx30KO v 7 X)) & ALS 5 /b~ 2 (B8 SOD1 Ein kL~ A, DIF
mSOD1 ~ 7 A) & L, ALSHREIZEKIT D Cx30 D& E % H~7-.

[5#:] mSOD1 v~ 2 & Cx30KO <7 A& AR S THZ Cx30~T 0 RIE~ 7 A% & 5K &
, B E T2 Cx30KO-mSOD1 ~ 7 A&ZA{ER L7=. %ML LTHIEO mSOD1 ~ 7 A&{HH L. 6
HE 5 26 Wl d D VNIFET L HIErT 5 £ T, {TEEST (AREMIE, ALS-Therapy Development
Institute A 27 O, #BODHEIE, n—%—1 v KRB Z21T7-o72. £724, 8, 14, 20 @l DONEREY
YINVEMRAL, MR IER, v Ax T ey b, 8EEOERY IV EMH L, RNAT L
AT v A #fiTo7-. S8HElREFIEAN, 14 W2 R BETH, 20 W2 KERK & EFR L.

[#558] Cx30KO-mSOD1 ~ 7 ZTiZ mSOD1 ~» A LV, (KHEBDEH (109.6 H vs. 119.0 H, p=
0.04), #Mfr B (13-15 #, p<0.001) HEREL, AGFHBNERE T AMHA (156.8 H vs.
161.2 H, p=0.09) IZH-o7-. EHXr—F%—nm v FRBROBER T ICITAEEZZRBO NPT, B
R OFEM T, Cx30KO-mSOD1 ~ 7 2 Tl mSOD1 ~ v 2 LV, FHAEMEITHIR L OYKERY O
RIMAME (N4 p=10.03, 0.048), FAERTHIF L OVEERIIOZ MM (ZihZ£i p=0.008,
0.016) MRFFSL TV,

S OITHEBRINCIBOTHIA, BAMIEE HI2 Cx30KO-mSOD1 v U A THA AN KEhofz (p<

0.001). E&EM T = AKX 71y MENTTIE, Cx30 %4 #E, 20 HE O mSOD1 ~ 7 A L iz LT,
8 i D mSOD1 ~ 7 A THEIZHEHENHEIM L T\ = (ZhEh p<0.0001,<0.001). Cx30 &AL <
T A buH Ak Cx THD Cx43 DFHIL, mSOD1 ~ 7 AZBWT, Cx30KO-mSOD1 ~ 7 A & g

L CHRIERTHICAHEIZHEML Tz (p=0.04).

T A raY A SO TIE, Cx30KO-mSOD1 ~ 7 A ZEBWT, FIAERTHR X OVERBEITH O
S100A10/GFAP 57 A s a1 b, BRSO C3/IGFAP 51T A2 b a4 b3, mSOD1 ~ 7 A X

DVAEREIZED LT (R p=0.005, 0.020 33 L0 0.049). & 52 Cx30KO-mSOD1 ~ 7 AT
1T mSOD1 ~ 7 A XV, FRIERTF L OEEKRII D GFAP BT 2 F ¥4 SBFEEICHE D LT (£
NZ p=0.036,0.043). X7 a7 V7 OFMTIE, WEIZBWTIbal BEI 7 v 27 ) 7R Argl Btk
R/uZ U7, NOS2IMER 7 a7/ U 7T ORBEICEERD RN T-.

RNA 7 LA 7 vk A TlE, Cx30KO-mSOD1 ~ 7 Z(ZH\\WT, mSOD1 v R Lk LT, RIELT



Zbad A MIBEET LT =2y hOWTATHOREFERAEDEKT LTV, RS, RUSET A B
aYA by b, RIEET X brYA by MZBWTE, ZOBMPEE THo 7.

[B52] ARIOMETH LN ERBERIILLTO®EY Th 5. (1) Cx30 KEBITEBOFRIEZE S,
A Z EAAER L, mSOD1 ~ 7 A OEfi RO 2 HEICHEM S -, (2) mSOD1 +
U AEBEIZ R D Cx30 ORIBUIFIERTHIICHIN L=, (3) Cx30 KAEIIFIERTHI DO mSOD1 ~ 7 A D
JEREIC IRV T, Cx43 ORBEZMH L=, (4) Cx30 KHHIZ mSOD1 ~ 7 2D 7 % hu¥1 hMEM(LE
BFESEE, ZOZERELT, Cx30 KHEICE-TCx30 2 LT A bt A MNEZBENTH 7L
S UBOEENEDTH LT, IAEIVBRICL o TEMEEND T A bt A S sEA S ATEE
P, FRRRRIE &2 3T 5 Cx43 OFRBLD Cx30 KIAIZ X » THI S, FRRERIENFER U7 il REME 2 &
z 1.

[£L®] ALS £7 /1~ 7 AIZHWT Cx30 KHRIZT A b r A S ORIEMIEHALZHHEI L, FRR,
MR ERIC R RERICE < 2 L AVRENT. AR, FIEMEMHEAET 2 bud A FOF ¥ v 7RG
Z 703, ALS ORI IRIRFIE L R D A REMD N H D T L AR L TV 5.



