E Bl

JUFHARRIE 124, 15 (i 27 47) 3138 H,
Acta Medica Hachinohe.Vol.12, No.1 (2015) 31-38.

] _E DRI DSR2 VRN OF KT 27R/0 . ki 8 7 H TR/ AE S
(i ZEfa e R A LRE D 1 61) © CPC 4 (%5 17 [l CPC. 2014 4£ 11 A 19 H)

e R0 BRIE RBRY, B KA, IEEAY

ANFARbE, 1) WERSETR, 2) BB 3) AR

Key words | BZEMEIERIFRFILIE, TDP-43 514, 1EFF 2 GHEAM, Bunina /\F, TauZH

I. Lo
MM RTLE L, E#o -0 0%
PEASE X THROZEM L HHRT % & 27 5RA
T, WA ORI ZRECTHRAETH B, IT4E,
TDP-43 B PhEE A 235 ZEha P 2 AL AE & i
SN BERI ZRAE D SSEICB G- 5 2 LS &
W20, INSIZET2MAENSHME SN
Lol AN, BN EDEL,
TDP-43 Btk AME % 380 5 i 2 MR ML
JEDIER 2 #EBR L, CPC & L THRS 9 A&
172

o. & fl
iE B T4, ik
F P WO
BEERE DL D GIROBEES Y
54 7%, N EEYENE Ffy
TR, fo AR Tl
Bl e
SR 224E 4 A R LY T B oL OB
rHREL, TORMBOBIIPE A IZH#ET L2
7o, 4R 7 AREATH I S BERRE R ABE
L7.
ABEREBE (K1)
— R BRI PR A 12 8] / 53
FHFRS IR
BV BAINERAEE A 7 — VEkE]T

5t
P2);530]
BRER(+)
wmen) /., AW
+ \ ++ { ++
++ ++
++ ++

RS B/t
12 ABEEBUE

W 20/30 BT, RRAUED ) LEZ b7z,
B AT L - ARG Z R0 B DA
ThHo7-.
EmER X O FREER L
T OB L OHEHMER B2 L
EGELRPT R BT R L
EERAA  EFoMMT 234, T
Baix 4 5T, TR R &R i 25 &
ROz BEGHIUETITELTBY, F
BFHIBECH o 72, HEEIZ L 2>
7z.
CNHDRERIE, FEED S 30 H TEEIIE
TL 7.

Dlrs, #EiREE LT, #ij=a—or
B, RS, MR GIEE, NHE
WEEEH, R, NSWERENS TN,

INLEEFE 2 T ZED .



32

MERE

WBC 6900 / i1
Neutoro 712 %

Lympho 240 %
Eosino 09 %
Mono 36 %
Hb 147 g/dl
Plt 18275 / 1l
CRP 0.02 mg/dl
TC 228
HDL 54
LDL 145
TG 168

X1 1 MEHRE

HEE
N

X2 : GHMRI

X 4 o PSR AR

BUN
CRE
Na
K

cl
AST
ALT
LDH
CK
YGT
BS

17.2 mg/dl
0.66 mg/dl
143 mEq/I
3.8 mEq/I

104
24
17

260

45

14

102

HbA1c(NGSP) 5.6

20mV|

IEh gD MR BE

mEq/|
u/1
u/i
u/i
u/I
u/1
mg/dl
%

fiEHE e —

RRIRE

HE
Lok

130 mmHg

1/3 ul
(BAZERT)
4= 47.7 mg/di
¥ 63 mg/dl

1 i&H X
Room air

pH 7.440
PCO2 399
PO2 83.2
HCO3- 26.5
BE 2.7

. i

MERAETIIHS 2 BE L RO Lo 7z,
ME A AT, PaCO2 D LFIIFEDHH -7z,

SHEL B X OB MRI A Clx (K2, 3),
REINEE DO E D 5 L OOMIZHH S 274
HEIIFEO N 0o 72,
TRCEBEEMRAETIZ (X 4), MO FASIER,
EAEBEE AR, B - BRI R
EFRDO Do 7228, FEOEEZRBD/. F ik
ORI, FroBFHOIE ) ISR E 5 2 T
o TL BHEERTVWAEDOT, IEHEFITIIFES

3 ¢ SHEST20maH i 5

"
e |

Fm ROMK

—
—
SR AR
o~
SEE R
e VR
——|
]
——~ ]

g
-
1

(i idddddddad.

ERERERERENENEA

2 I O O O ™

=

nnnnnn

B



TEG] T L OB 2 5154 1R OF T 2R L 2888 7 A TE ko 1ER (HZMINRIELED 1 6) 33

r%%}ﬁ 

LBEBETRIE, Giant spike ZFB&H D,

MRRERE

X5 xR

TL LW END A, AERFTIEHH S
Zmirolz, THUZ X)) FHATAMBICEEDSH
b2 EDEEDNT:.

st ENRA (5) @ LORGEF O E
Tt Giant spike 2538 S, FFEIEEZL
EEZLNT.

Dbkageozds, - M= 2—uo
VEERROLD, BREEEE R, Mg
A CHRFIIA SN A o 7, MR R
A CTHAMZAI OB E, $5 E X TR RN
BACDR STz, NSNS, FiEimE R
1biE & i L 72

ZFOHBOMREE - [FAE 8 HBE L THEHE
DI 72O ftEae ~AFT L7z, N LIPFRER R
W BRI HLE SN o7 HEAIIE,
TREE - T EESHI L, T L, [ 12
J 28 HklR S, RIS % fidT L 72

Fofe PR g )

R I B AALE & L Ty npl T
B B 72O\ ZAE I R R L 2 B 1 LR
L7z,

M. #RIEBEIFFR
B 152 cm, AE 52 Kg T, W35S,
VUM, HRICTFEASHE S, W TRERERA AT L

TFEPRFLZoT7z (H6).

AL, BERERS, bhiEs, BaER, FomA
BRIz WU S BN S S O REZE
RO LIz (7).

X6 : TH, iNOZE

X7 AR



34 A —,

RBIE 1,165 ¢ T, AFEdaAHIC I B2 L C
Wz BRI S BIE QI E O 7z, PG
FIEHEOEIA SN Lo 7.

AR R KM TIE, HE J¢i b X Ol
Bt (7)) 2—N— - NL F3tn) TIIEHE
DZEALIE A DN o 72,

RS X OFHE (X 8-11) t HE e B L O
BGE T, AAOHEARR /NS RoTH
D, BRSO A SN, BH 5D

eI O —FBICZ % B X U Bunina /M (12
12) %00 72 IR TIEBHEIXIZ- 2D Lido

B8 :a: SBHHTAOEILH, bIEEIHIZRACDE8 M
Hillfahn, x10

X9 :jtdh, CD68MERt, #(AER (KHD 1CCD68
e, x10

7275, CD68 O 5 et ¢ CD68 By 1k i 205
FICHRF LTI L T 72, TDP-43 D gy
T, AN 12 TDP-43 B ikfifa s
A HN7z (M 13). 2o TDP43 1F, KT,
BB LHOBEMIASA S, FLEE T
b M A B S e (4 14). TDP-43 i
Z OO AL T A SNk o 7.
Tau KH O GERE TIE, BEEEDZ ) 70O
—%B, L v AR T—EROMEI & 7)) 7 Mk
R A, EEROMRHBE L) TS
Bt TH -7 (K15). At 3 Vg
T, BAKDPEHAON, TIOA FEEHY
DG T, BHIEERSETESE TR, wET
SHERD SNz (1416).

10 - S, CH @ ZZEPEMRRERIIE, HER(®, x20

BT RS D, SeE] - ZE VR,
HE#E, x20



FER T LM OB Btk 4 1R OFIET 2R L, 248 8 1 | T o 7R (ZSHENZTLED 16) 35

X112 : PR AIE, Bunina/MA (RHD. x100

[X|13 : TDP-43%useieth @t O MR AN
x100

BX14 @ fFEfa, 70 77 #ila A TDP-4 35 g el

P15 © Taubeegita, whitiRaOMBREIA G, WS
x100

K16 : 7 1A R pHuEgt, x100

Z oM ORE - i O ZEHME T A oM, FE
DEALIIA SN H o 7.

TRELZIT © Lo, HRIOFT LA S AR HE
A SRR LAE & B2 1T L 72,

V.%E %

5 ZERETE R R LE X E I 10 T AH 72D
126 3BDFEENDH H L\, 65 E 721X
TORE LA Tl L D BIHICE CHREL,
0% HHFFEMETDH 5. FRRIVFFBUL, L TES)
Za—u xR ERIETH 27, JFELARIC,
R R AR (X B ER) — 2 — 1 & F
= 2 — 0 YO OERETHY), D7k



36 it fe—, il

DF AT, e, EHFOEFH -2 -0
Wik % &, SR OWHIE A Y. MR
TR, WE AR ETHE =2 —1 &
glia WIZHETET 2 2 L3I CH 5. Z D9
HE AR &1, Bunina /ME L 2B FF ik
EHAME, TDPA3 B EE AR TH 27, RHITH,
DFoLH, INSOFEEHRTE, HE
MR RELE CTER RV EBRI L. L
L, EREEOED) - 72RN %2 R 155
ZEETE Lot

AL, FHZEMEERRBLE & L IR
WG TH o7z, FD720H, MEFEIC
HE AR THEMZR PGS 2 HETE
%o 72h3, CD68 D5 G:h C CD63 Btk o
~7 a7 7=V EHMBENICELEED LN
72, TOZEIZE ) ZOHOBEE DL, BT
OFEDHER T E 72, S 512, BHERA O
HEIA B & OFEAF 9 5 AR IE (s iE o
PN T ML e~ e e T e h e N
e EHLNLMREMBIICKEE2~5 4 m T,
IR 4 A MK T & 5 Bunina /ME % 5RO 72
Bunina /MEE, HFERMEO M ANE AKT,
ZAR TR SR AR A RE D AT 3 2 R T A AN 12
FH A, R R AT O B | 2 R
AT e wbit s,

el - X T BRSNS A
PRI, Rk I SR AT A & i BRI BE 2 28 Ve
\ILET AR T, X F r ORER R EN
1Z TDP43 (TAR (trans activation responsive
region)-DNA-binding protein-43) T&H» 54 Z &A%
HIWTL, TDP43 Ayl stz A9 2%
FEZEIN & s S 7¥9 TDP4A3 ARG & L
THERE 2 i ZAR R R LEE 2 R & B 2 b
TWaY, KREITYH, TDP-43 B3 AR5
FAEMEA L 70 THIEIZA L b L7,
TDP - 43 IZIEH TIEZIZRIET 525, TDP-

43 P A IS B IS g, T Y
BYEAHRT 2 L SbN”, KEITHLFEETH -
72, Geser HYL, il ZEA I 22 A A L AE 2 i
O TDP-43 BEHEH 040 % -, NI EE) R
BT, BEER RN ORBEHIE &MY, —
HOMBEIELZ T THolzb ) T THo 7.
DX HIZ, TDPA3 MR AMEICE RN 7 B
b EEZLNTND.
2 ZR AT A LAE O B < AT 5
FEORBMEZH L, 6% H¥7SEMBE 2
JEIWC 2B EEbNAEY . TDP43 1%, "o X
I FRZEAR PN R LAE 35 & Oy SR A A 3 2
JE Ll 3 5 H AW T, Alzheimer 75 T b
TDP-43 DD FA-Dd 5 Evibit, Alzheimer
I & MM SRR LAE,  ATSE B E A M
T D TDPA3HHEEF B 5 Z L AR S
NTW2Y  TDP43 |2 & 2 BHVER & b %
Z55L9127% -7 Coan and Mitchell i,
PNEEVE A ZEAm PR SR A LAE 46 B % R Fl 2
124 & B R & o B 2 J X7z 22 % 28
Alzheimer #5C, 26% ASHISEMTHIE L HAE 2 A
LTwiz, &FBEF6%4DH H 80% A TDP-43
Btk Afkx H L, 3B5% A7 I04 FpHEA
REA L, 17%% tau #FH AKGET, 11% 12
Lewy /MAFEDO 722 & R L, S 2R
fLiE L FOHENY, BEWIZEET 2R A A L
TWwb I ernmL7z RETL, TDP-43 Bk
MBI %5 A S, Tau EH O RIEG T,
SHIEZED 7)) 7 O—HB, L 2 XKL, R OfhEE
Mg L7 ) 7T OEHDBHEETH Y, A1)
I VT, BABSSEALN, T IS
F B EBUEOREYM T, B EIERE A
¥, B TEEED SNz RBITIE, FRAE
DIEBENRH Y, FN %R 2 HMRAT R & 7%
TIENTEDEEZ SN,



—

C/NEPSREL MRS

TG W LR OB S 154 1R OF T 2R L 2## 8 7 A TU ko 1ER (HZMIENRILED 1 §) 37

X
BB AEEEZ. W
W, BRI TDP-43/ALSORGR & pHl. R
#% 2010; 50: 940-942

. Elman LB, McCluskey L. Clinical features of

amyotrophic lateral sclerosis and other forms
of motor neuron disease; UpToDate, www.
uptodate,com ©2013 UpToDate

CEERMERESE, 7Y Tu T =3 R )R

F ORI EERERR, TUA R, AUR0, 20094, 167-
169.

. Okamoto K, Mizuno Y, Fujita Y. Bunina bodies

in amyotrophic lateral sclerosis. Neuropathology,
2008; 28: 109-115

. Arai T, Hasegawa M, Akiyma H, Ikeda K,

Nonaka T, Mori H, et al. TDP-43 is a component
of ubiquitin-positive tau-negative inclusions
in frontotemporal lobar degeneration and

amyotrophic lateral sclerosis. Biochem Biophys Res
Commun 2006; 351: 602-611.

. Neumann M, Sampathu DM, Kwong LK, Truax

AC, Micsenyi MC, Chou TT, et al.. Ubiquitinated
TDP-43 in frontotemporal lobar degeneration and
amyotrophic lateral sclerosis. Science 2006; 314:
130-133.

. Tan CF, Eguchi H, Tagawa A, Onodera O, Iwasaki

T, Tsujiino A, et al. TDP-43 immunoreactivity in
neuronal inclusions in familial amyotrophic lateral
sclerosis with or without SOD1 gene mutation.
Acta Neuropathol 2007; 113: 535-542.

. Geser F, Brandmeir NJ, Kwong LK, Martinez-

ik

10.

11.

12.

13.

Lage M, Elman L, McCluskey L, et al: Evidence
of multisystem disorder in whole-brain map
of pathological TDP-43 in amyotrophic lateral
sclerosis. Arch Neurol 2008; 65: 636-641. Doi:
10.100/archneur.65.5.636.

. Woollwy SC, York MK, Moore DH, Strutt

AM, Murphy J, Schulz PE, et al. Detecting
frontotemporal dysjunction in ALS: utility of the
ALS Cognitive Behavioral Screen (ALS-CBS).
Amyotroph Lateral Scler 2010; 11: 303-311. Doi:
10.3109/17482961003727954.

Geser F, Lee VM-Y and Trojanowski JQ.
Amyotrophic lateral sclerosis and frontotemporal
lobar degeneration: A spectrum of TDP-43
proteinoptathies. Neuropathology 2010; 30: 103-112.
Doi: 10.1111/§.1440-1789.20009.01090.x.

Herman AM, Khandewal PJ, Stanczyk BB, Rebeck
GQ and Moussa E-H. f-amyoid triggers ALS-
associated TDP-43 pathology in AD models.
Brain Res 2011; 1386: 191-199. Doi: 10.1016/
j.brinres.2011.02.052

PO AU BRI FRIEE, WA
Ve, TDP-4350112 & 2727 FBAERE. RS HhfERs
2011; 113: 574-583

Coan G, Mitchell CS. An Assessment of Possible
Neurophathology and Clinical Relationships in 46
Sporadic Amyotrohic Lateral Sclerosis Patient
Autopsies. Neurodegener Dis 2015; 15: 301-312.
Doi:10.1159/000433581






