« )

SENDA  atypical neuroferritinopathy
[ 1 '
[ 1
1 1 3 2 1
1 / ,2 3
NBIA Static encephalopathy of childhood with neurodegeneration in
adulthood SENDA neuroferritinopathy (NF) 2 2 MRI
1 40 MR T1WI
(Halo) WDR45 exon 9 ¢.700
C>T (p-Arg234*) SENDA 2 44 ferritin(fer)
FTL exon 4 c.468_483dup NF NBIA
MRI
TIWI Halo(SENDA) fer (NF) NBIA
(PSP)
[*'C]PBB3 (PET)
NINDS-SPSP 14 PSP 13
B PET PSP
PBB3 Gallyas silver AT8 3 PBB3
PET
ALS
ALS
ALS 31 Spinal onset 25
Bulbar onset 6
Diaphragm thickness
ALS 61.5+ 13.0 24.0+ 20.6
Diaphragm thickness FVC r = 0.62 p<0.001 CMAP r = 0.69 p<0.001
ALS Diaphragm thickness FVC CMAP
ALS
A.
NBIA (neurodegeneration with brain iron
accumulation) (PET)
[*C]PBB3 PSP
NBIA
Static encephalopathy of (Neuron 2013) [**C]PBB3-PET
childhood with neurodegeneration in adulthood PSP
SENDA neuroferritinopathy (NF) 2
ALS

(PSP)

171




ALS

B. ( )

MRI
NF (Fer)
NINDS-SPSP(National Institutes of Neurological

Disorders and Stroke society for PSP)

PSP 14
13
B [*C]PiB
[*‘C]PBB3
PET [*C]PiB-PET
B
[*C]PBB3
(Binding potential:BP*p)
PSP
PSP
PSP
PBB3 Gallyassilver AT8
ALS 31 Spinal onset 25
Bulbar onset 6
12MHz
7-8 8-9
Diaphragm thickness
5 Gl 61
16 G2
CMAP
FVC FEV1
C.
40
MRI T2WI/T2*W1/SWI
TiWI
(Halo)
Ferritin(Fer)
WDR45

(SaitsuH, et
al. Nat Genet 2013)

WDR45
exon 9 ¢.700 C>T
(p-Arg234*) SENDA
A 34 G 17 51
de novo

172

42
MRI T2wW1
43

44

MRI1
T2*WI  SWI
Fer Fer
FTL exon 4
€.468_483dupTGGCCCGGAGGCTGGG

NF

MRI T1Wl

SENDA

T2W1 NF

SENDA

Halo  SENDA

PSP

PSP
BP*\p UPDRS part
(RCPM)
PBB3

Gallyas silver AT8

ALS
+ 20.6
p<0.001

61.5+ 13.0 24.0
Diaphragm thickness FVC r=0.62
CMAP r=0.69 p<0.001
Spinal onset Bulbar
Diaphragm thickness FVC
Spinal onset

onset
CMAP

D.
NBIA

MRI
Swl

T2W1 T2*Wl

1
(Haack TB, et al. Am J Hum Genet 2012)

29
34
89.7

25

L-DOPA
12 100
T2wWl1

3 (23



TiWI Halo 9
SENDA T1WI Halo
15
2
42 2 ICU
NF
FTL
(Nishida K et al. 2014) apposition
Fer
(Curtis AR, et al. Nat Genet 2001)
Fer
Fer Boon
NBIA Pinto
FVC
CMAP
3
PSP
PBB3
PSP
Z score
PSP
« )
[ EENEERCESION® > A
UPDRS <50 UPDRS>50 ;e Diaphragm thickness
nerve 2016
E.
—
Severe 1% Halo SENDA
&,ﬁ %
e [*'C]PBB3-PET
|
1
[ REFNEERE arial modiication
[*C]PBB3 BP<\yp Z score
ROl UPDRS <50 (n=7) UPDRS> 50 (n ALS
=7) CMAP

173

Williams

93
ALS

Zone of

100
CMAP

FvC

200uV/3ms

CMAP
CMAP

MRI
TiWI
Fer

PSP

200uV/3ms

B ALS
Muscle and

/
(NF)  NBIA

PET

Diaphragm thickness  FVC



ALS

F.

Nishida K, Garringer HJ, Futamura N, et al. J
Neurol Sci 342; 173-177: 2014.

Y Noda et al : Ultrasonographic diaphragm thickness
correlates with compound muscle action potential
amplitude and forced vital capacity. Muscle Nerve.
2016 Apr;53(4):522-7.

0-23-4: Progressive supranuclear palsy
[*C]PBB3 PET , 56
, 2015-05-21

Pe-024-3: Brain metabolic correlates of tau
accumulation in progressive supranuclear palsy,

56 , 2015-05-21
E-08-6: Diagnostic utility and clinical
significance of tau PET imaging with [*'C]PBB3,
56 , 2015-05-22
Clinical significance of tau accumulation
assessed by [11C]PBB3 PET in diverse tauopathies.

, et al. 2015 World Molecular Imaging

Congress, World Molecular Imaging Congress,
2015-09-02

0-15-1:
57

, 2016-05-19

02-5-09:
46
, 2016-10-28
G
1. PBB3
(PCT/3P2012/083286)

2.
3.

174



175



