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1
PCAG-neo ; mouse CCP1 (NM_023328.3)

# 1xHA s tagged at the C-terminal (All constructs).

ATP/GTP

basic NLS binding motif
1] [ [ [CPdoman| 1218  CCP1 FL (1-1218) 138kDa
301] [ ] [ ]1218  CCP1 A1 (301-1218)  104kDa
494 [ ] [ ]1218  CCP1 A2 (494-1218)  82kDa
768[ I | [ ]1218  CCP1A3(768-1218)  52kDa
R791C
1] [ X ] [ ]1218  CCP1R791C
0848* (disease mutation: human R799C)
1] | [* 847 CCP1 Q848*
(disease mutation: human Q856%)
R866P
1] [ [ X [ ]1218  CCP1 R866P

(AMS mutation)



X 2

BUNJERE  ug/mL

E 1657.31
FL 1507.46
1 1138.86
2 1380.42
3 1491.47

1.5mg/mLET#%

DRV INyBHEFD
e TEX LT,

= — 138kDa
- — 104kDa
HA " - — 82kDa
s — 52kDa
CCP1 W WD seew #ww s — 138KkDa
| G
) ~
PolyE — 50kDa (1min) ?ILWCSECIone B3
< APUR
50001575 R
PolyE -_— e R * — 50kDa (10min)
02 tubulin — — | 55kDa
B-actin | N - — 42/Da Protein quality: 4ug

Exposure time: 1min
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CCP1

PolyE

62 tubulin

B-actin

E FL 1 2 3
— 138kDa
: — 104kDa
L&) m
. esev— — 82kDa
L "
= 3
. ke S0
—— = o= wwn s — 138kDa
— 104kDa
. - - . [-82kDa
- ey - 52kDa
e ——— % | 50 KDa
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- DD DD W W - 51 kDa
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Protein quality: 4pg

Exposure

time: 10 sec.
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The intensity ratio of each antibody to beta actin
[EY
Ul

TE = BT
Beta actinlZXJd B HA, CCP1, D2-
tubulin® /N> FEE D B

m HA
m CCP1

‘ H D2 tubulin
FL

CCP1D1 CCP1D2 CCP1D3

construct



TI—TBOZEER OV X b T U b HHEK239~EP.

24F5fE1EE L. ZEBCCP1IO X b7 7 M@ERIF

w3
U

78577y —LHEEX MG132 GuM) %Nz %,
(BN EAE)
17EMEEEL., TORMIEEEINT 5,

¢
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CCP1 FL (1-1218) #7138kD
CCP1 R791C (disease mutation: human R799C) #J138kD
CCP1 Q848* (disease mutation: human Q856*) #J93.6kDa

CCP1 R866P (AMS mutation) #J138kD

YT AR T Ay NETER
RN ERE ug/ml

FL- 1745.15

FL+ 1150.90
Q848- 1292.97
Q848+ 1180.62
R791C- 1542.76
R791C+ 717.05
R866P- 1981.12
R866P+ 1590.86

FL R791C Q848* R866P

MG132 - + - 4+ - + = +

HA

CCP1

-——— D o S . s

Delta 2 “

Actin

—138kDa

—94kDa

—138kDa

—94kDa

—51kDa

—42kDa

Antibody: HA, Delta 2 (20220314) CCP1, B-actin (20230216)

Protein quantity: 4 g
Exposure time: 1 min.
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3 weeks (P22) 7 days (P8)

6 weeks (P43)

C57BL/6J mice injected with AAV-hSyn-Ccp1A1-1xHA

1 x 10'2 vg/P1 mouse 5 x 102 vg/P1 mouse

Ccp1A1-1xHA expression
5x1012 > 1x1012

Scale bar, 50pum



