PSP
1) 2) 3) 1) 1)
1) 2)
3)

(PSP)

(tuft-shaped astrocyte; TA)

, Pallido-nigro-luysian atrophy (PNLA) PSP

TA
PNLA PSP
PSP TA
PSP PNLA
PSP
A.
(PSP)D
PSP
PSP form as Richardson’s syndrome
(RS)  PSP-parkinsonism (PSP-P)
PSP-corticobasal syndrome (CBS) PSP-pure PSP
akinesia with gait freezing (PAGF)
tuft-shaped astrocyte (TA) 2) B.
Pallido-nigro-luysian (
atrophy (PNLA)3) )
PSP PSP PSP
40 (PSP, atypical PSP,
PNLA etc.)
PNLA TA 1.

1) (ATS)

Gallyas-




Braak (G-B)
2)
3)

3.eTA 18

) 1.TA(A,C) eTA(B,D)
6. Western blotting: A, B: AT-8 C, D: Gallyas-Braak

TA eTA TA (
1A,0 ,eTA |

( 1B,D GB

40 2
TA (=22, 13/ 9 eTA (n=18, 2.TA(A C) eTABD) b
8/ 10) E
ATS  TA E
eTA | IMARIS PNL
PNL
ATS8 TA €TA
(2 18 eTA
9 2
TA ATS 2 PNLA typel type2 ( 3)
eTA
ATS8 4. TA eTA , ,
, 10-13 nm ,
(straight tubules)
PNL : PNLA
2.3.TA 22 eTA 18 eTA

18



PNLA Type 1 PNLA Type 2

0
o ]
= 2 | [ . |
3
l....l...[llll!ll
Non-TAcases 1 2 3 4 5 6 7 8 9 10111213 14 15 16 17 18
Motor cortexr EEEEEEEEE EE
Frontal cortex ----.--.- .
Striatum EENENEEES DeEeee.
Globus pallidus L P P O
Thalamus 15 T O O B e
Subthalamic nucleus IIIII--I- EEEEEN NN
Ammon's horn [ [ .--.. .-.--.-..
Midbrain tectum T e
Periaqueductal gray [0 I IS I I I
Substantia nigra SENE EEES B SEEs .
Locus ceruleus -.--.-... .-..-.---
Pontine nucleus ENEEEEENE NN [ | [ |
Reticular formation [0 [N MNNNENEN SNSRI
Inferior olive ..--.--.- ..-- -
Cerebellar cortex -.
Dentate nucleus ..--..-.- . ----
3.eTA

Median survival (years)

—— PSP 55
—= PNLA Type 1 12.0
~~ PNLA Type 2 8.0

Percent survival

o
O -

10 15 20
vear
4. PNLA
typel
typel, 2 PSP
PNLA
5 2 , TA
(p<0.05).
PNLA typel
(p<0.05).
PSP
, , TA
eTA . 4
PNLA type 1

(p<0.05). PNLA

( predominantly
akinesia) ,eTA
6. ,TA (PSP ),
eTA  (PNLA type 1, type2) CBD
4R
,CBD 37kDa
, TA eTA C
33kDa PSP
7. MAPT
D.
,Ahmed 4 400 PSP
, PNL , PSP
8
, PSP-PNLA PSP
Ahmed
, TA
, PSP-PNLA eTA
Ahmed
PSP
PSP-PNLA
PSP
PSP-PNLA
PSP-PNLA eTA
, eTA ,
, eTA
, eTA PD



Ahmed PSP ,
PSP-PNLA
PSP-PNLA ,
PNLA typel
PNLA typel
Ahmed , 400 PSP
8 <2.0% PSP-PNLA
, 40 PSP PSP
, 18 eTA
(PSP-PNLA) ,
PSP
, PNLA
, PSP-PNLA
, TA (PSP
) eTA 4R
33-kDa , PSP
PNLA . Mori
PNLA , PNLA
PSP CBD 4R
PNLA PSP
E.

PSP

typel

3
PNLA type2

typical PSP PNLA

Steele JC, Richardson JC, Olszewskid Arch

Neurol 10:333-359, 1964

Komori T Brain Pathol 9:663-679, 1999

Contamin F, Escourolle

R, Nick J et al.Rev

Neurol 124: 107-120, 1971
Ahmed Z, Josephs KA, Gonzalez J, et al.

Brain 131:460-472, 2008

G.

1.

Yokoyama Y, Toyoshima Y, Shiga A et al.

Pathological and clinical spectrum of

progressive supranuclear palsy: with special

reference to astrocytic tau pathology. Brain

Pathol in press
2.
55
Astrocyte
PSP
2014

H.



