WT: WT; ATXN2Q127:
WT; WT; ATXN2127, WT  Stau1”  ATXN29'27  Staut”-
WT Stau1*- ATXN2Q127 Stau1*- kDa 1 1 1 T 1 T 1
kDa ] | | 1 | 1 | 1
5(-| - — —— 8 Staut
50_ -y - W - Stau1 — —
—— — — — —— —— S S—— B - | < Actb
37 T ———————————— | \C1D 37-
- e —— Calb1
Lol L —— . . [+ C2D T 25| el
15 e e s Gy e o v W | PCD2 15-] = s com - - o o | PCD2
20-| “p D DGR - w— (¢ RQSS 5] e s s w— | RQS8
15- T e —— - & PCp4
— 15- — TN N T e S e | PCp4
WB: Staufen, CALB1, PCP2, RGSS8, PCP4,
Homer3 & Actin Abs — g - — — — — | P_.MTOR
WB: Staufen, CALB1, PCP2, RGS8, PCP4
’ y y ’ ’ A tb
Homer3,P-mTOR & Actin Abs A R —




kDa

— v o e oe| & P-MTOR

R ————— e B Actb

250+
150
100+
751
50-

37+
150-
100-
751
50-

37+



-

Latency to Fall (sec)

270 -
240 -
210 1
180
150 -
120 -
90
G0 +
S0 4

B6-Stau1i™idps i+ X BE:D2-ATXN29TT
¥ P=0.035 +—

NS

* p=0.05 7 P=0.01

e

=== T
—— E‘fﬂuf:ﬂﬂ-‘-ﬂ'ﬂ"ﬁ'ﬁ'

== Sigu7*=1AbaS Y ATXNITT "'_J

== ATXNZ'¥

i

d1d2d3 did2d3 did2d3 did2d3

12 16

20

Weeks



Stau1- haploinsufficiency or knockout mitigates SCA2 phenotypes in SCA2-ATXN29127 mice

Reduction of Staufen1 using Stau? knockout mice mitigates SCA2 phenotypes in SCA2-ATXN2Q127
mice (18 weeks of age)
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