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BrHaRRERE @Eﬁ@%bﬁﬁé HXNTW5 dendritic cell sarcoma {2 DWW T
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S 1 Denditic. cell sarcoma XFZIEE TH D%, gt oe B A T 5 BENTEE L TWAHR
BN ZORBHEREEINTETCHS, SERRL A EFZERE L. F DGR D
B LS OB MR EERAENORBD 2D T EEDE L.

1. B&; : ,
Histiocytic system )72/ T antigen presenting
cell T# 3 dendritic cells IZ13B zone IZHFHET S
follicular dendritic cells & T.zone K#FHET 5
interdigitaing dendritic cells 241 5N T %, MMk
22012 B E 13 complex desmozome D FFE &
CD21,CD35,Ki-Mdp, KiFDRC1p 72 & DFEBL &R 3
E L. 18813 desmozome EHELNT, WY D
interdigitation Zf-> THIlEBEREHMRL, 5100
protein *® KP1 ASBiEERT . N5 DR
DEEIED CH Th 2N RE R L O
BEAES VDR S hIED TS,
Follicular Dendritic Cell SarcomatZIEH TIEEHLG
\Z72#E£9 % nonneoplastic  follicular dendritic cell
TEERIU e ERTIERE TH Y. Interdigitaing
Dendritic Cell Sarcoma VXU >/ T HIFREEIZD
AT oREBo—@ETh DEMNMRE
(interdigitating cell , 51145 T zone histiocyte)® 5
HAETHEZEALGNDEETHS.

Dendritic cell sarcoma WXBRAERBEFFHRSE LT

DB H D, BrREREE T HEECH

ELTWDBENSE L, BMHTDH follicular
dendritic cell sarcoma IXFEMHHRFBEITHEN
BEMBEEINTETYS, SEREEBLZEM
BRELTOEELSBROMBENDRBD L
b,

2. fEfIERE

1) Follicular Dendritic Cell Sarcoma D—¥
ER 51 ik .

MRE 10 6 5 A AR D O/ MHEIREROHZD

L. &E D I7z, ]
JEEEHL T pleomorphic carcinoma AMEEHNTZ
2 EERBCTERRIRVEZINT, 8 AK
S o EEmE TR, BEORH
 BRDB B, | R
Microscopic findings; v

lymphnode architecture shows partial to complete
effacement, proliferation of oval to spindle cells

neoplastic cells posses oval nuclei with relatively -
bland ,vesicular chromatin pattern ,inconspicuous

nucleoli cytoplasm is pale to slightly eosinophilic ,
focal multinucleated cells -
Immunohistologic finding ;
CD30(+)CD4(+)CD3(-)CD8(-)CD21(+)CD35
(+)CD68(+)S100protein(focal+)EMA(+)HLADR(+)
LN2(+)LN1(-)

Follicular Dendritic-Cell Sarcoma D FRARILAK D
ZEMFBNTND,
Painlesslymphadenopathy,cervical,axil]ary,other
s extranodal (soft palate,tonsil,intestine),
low grade malignancy,local recurrence ,distant

metastasis (liver and lung)
pattern of spread resemble tosoft tissue sarcoma
2) Interdigitaing Dendritic Cell Sarcoma @ —
mHl SsE &t
EEMOBNEECEARMLDETTCNE
DR BT, EhE ST, BYOMEBETIE
unclassified malignant lymphoma CRIFTREMT
RPNERREETH D, FHHMERIIN SN
HDEHIZN, '
SRS R |
U RO ER L, FBRMEE IR IR
BT ORISR ATERY DAL, EHIIER
BT BB MR & Yk s 2R DR
BEEE L, EXICEROBMENRS BN, F
BB EMG S Y S, IR Ar RO E
EREHICA BN,
RIS,

S100protein, lantitripsin(+),antichymotripsin
(+)lysozyme(-),immunoglobulin(-)
LN30(+)CD68(+)LeuM1(-)MAC387(-)CD30(-)
L26(-) UCHLL(+)EMA(-)HLADR(+)
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pEns LEbNs. ‘



TR 1 0 S EARENIRE (NRETIEE) HEREE

THAREE R EMET S M) T Ly MECET BT

SHEPREE BHERER
MR L AR REER.
IR EE
BAE
W9 U D EEHBR S 2T Tidizn,

EYL T REEFIERER R
WRREE, EEEN

ICHEHARBIIZATS CAG U E— MEIHMT L OHBRMOER I H 5 M,
R&4E CAG U Y — M EREERICADHBEMN
HBHZE, BLUO EEERMNEEZ SNABNHAKOEREICIERL T,

—EDEEED

b & THREREZN B 2T BT - I X - X{t’ébiﬁ\éb%‘-f)\%éc‘:%xé

A BIZERM

PERIB GBI HEE & L THRD
NTWE—BORMNIE. FOBRETFITE
B2 CAGYE— BB I EAEEDH
ZTHEMIEIN, NoF > b HEERIT
LR CHBBETRENSDZENE. B
ETEHCAGUE—FME, VRN T
Ly ME, 3HEERELTHEDODN TV,
—7. BOEICIZCAGY ¥— MEICHY
THHBRONIZ WD, THBTRTOHE
BN D B2DIT TN EMG, Ih
5OBIETEZHNHLWRRNHS, L
L. B, ZNH6DCAGUE—RRETIE
BERNHEAKOGEENEHINTRD., I
BRI CAGUE—FOEDIRLICED
EAMEINBRY TSI VEEYE EE
ALNTNS, TNNEBEFRMICELAS
N5 ENERITHENT., REZENZEI
WEITILD,
B .WIsE A4

Machado-Joseph % (SCA-3) D &% 1T
SCA-3 @ CAG UE—- FEEFOEMLRTODC
KAHEIC M T PR TH AP T I F >
3ERANTRE¥HGEEEIT >,
C.H5E#E R

Machado-Joseph % (SCA-3) D #&HZ R
T i B A AL P AR ASR R X N

D &%

%&@cmeue N DRI ZE O
HEEED D010, REROTRE DTE
%@bﬁfﬁn‘;hér & R—Z24kL
T, BB CTHAFATES 2T A
NBEND, SEEHT I+ 31k?
4L {4 T Machado-Joseph ## (SCA-3) D&k
AR I B AR EZRD =M, B OK
NEAKIZMD CAG U E— MRIZBWT
HEBERNSZHMMEEZFDD O L
INd., LT, TNHDOEBTIE CAG
JE—- MERREROBICEOHEENH
0. FIRERIC L 0 EBRRRE T RICE
WRH B ENSE., [EROFRBITIEFHR
EREPEELLT. BE. —E0E%EDD
ETHRREZNRERH 2T 2 &L
DF—=FR=ZLTEONLNEEZ B,
E ¥ ,

CAG U E— MREDSD25%DEERN
BIEE D EREPIZEE LT, BE. BROVEDH
BRICEE SN TWBERFIIDONT, W

WLTHBEDOT—F R—2A{LZET N7
B kWO MNITDWnTHEZEL,
Machado-Joseph % (SCA-3) 24l & L TRL
7o



EEHEHRERE (AP EEE)
Research Resource Network (Brain Bank) 9B &E

LE—/MARRICE T HRBER B OET LZREMRICONT

TEMRE BE Rz BEIURERARERRRE

IR EE Positron emission tomography (PET)& "F—fluorodeoxyglucose (FDG)
ZRAWT, ZILYNAT—K (AD) fER, LE—/MAER (OLB) EMS LUIE
BXRREFICBTL5EMERBEEANEL. AD BLU DLB WEILES. £,
FROEEEEIYFUTEET-, DB BIZMOBEELAZIZHS N TEASHE
TFLTULW A, AD BEHE T LM EEATTELUETLTUL =, DIz
SCDOELLDOFERBILL 092 % cut-off A&T &, DLB [ AD LU 86%, 1%
B 9% THIBITES -, ZHIZxtL T, apolipoprotein E (ApoE) & KU EFBE%
D tau BB (CSF~tau)L NILITTEF TENLEMN o=, THEILRIIC, HREEE
ICHETLIBABMETZHAITIREZNRRERTTSEHT, AD EHI.,
DLB fEfil, EE W REFOFRIKNEIRKEL -, TOHEE, DLB HTIZABIZER
HERBREENEOONTz, COTBREMS LUV —S X T, HFICEEEC
BROoN, TOEETRFEREHOETEFZFRETERIZH -, chd
DERILUTO2REZTELTLNS, NERBEERGICH T2ERABETIX
DLB & AD DOERIEZEOE H1#EBIEEY 55, 2)DLB ITEWTITE RS

DZERIZTEBIEA, FRHVE PET R R PERRERORRICEFRL TS,

A BIRBER

AREEEOHARERAT. LE—/ME
FRE (DLB) [EF7ILYNAT—IF (AD)
[TDOWTEDHREMNEL, AD & DLB I£%F
 DRELETHEYRERZTIA—FELE
(ThiFEoiEunf=o, BRIRSEE TIXERNZ
N EETHS, LHL. BmEERANT 51
DHIZIZFDEBRERICELEZZZ2H0LVE
KehY. EETEIERMOENMEM~T—
A—EFEELGW, R, WOMDRRET
EFRERBN IV NEBTELSIE
NEFEINh TV

FRARICENTHAE, COERB/ 4
—2h DLB OX—Hh—EiEY 535 MESH
BREtEmMATz, 4T, DLB IS4
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DIREFHF R DBRBEBITHoT

B. IRAE
FTRARFIEKICHTIEEGHARS LU
EMENT—Dh—DOREZETERRMEL.
B E s REL-HRREENARNS
A%
1. BRIRMER
1) ERHR
&L 11 Bl probable AD FEHI(66.5
+57 &%), 71D probable DLB EHI(A1
BlIERRARER A RICETLERET
1Eo7=, 65088 k). BLUFEH- 457
VFJER-EERRE 10 £4(65.0£8.0
MBI L, ChoTRTOXREMN,
MAICKDIAESMADEEEFT TS,



AD.DLB DERKRBEHII. ThTh.
NINCDS-ADRDA", McKeith & 2D %L1
o2f=, BREAKBOBEIX., F
(FDG) &
emission tomography (PET) scanner (SET2
400W, Shimizu Inc.) ZRAWLTITA-T=, X
B E  (cerebral metabolic rate of
glucose, CMRglu)l& Hutchins 5D K% VI
E->TEELE. BEREHIX boxel-by-
voxel F LU volume-of-interest (VOI)Z
FIILTIT o . RELLRANERST

(normalized

fluorodeoxyglucose positron

regional cerebral glucose
metabolic ratio) [&. & /HFF CMRglu % /[N
HEBBOENTERLIZEDELT,
2) AD T—h—DE

Apolipoprotein E (ApoE)DBI{zFH %,
Wenham D XFE(ZHE-1= ©, AR
D tau EH (CSFtaw DL AN JLI1E,
sandwich ELISA J&IZ &Y FiEo1= 9,
2. HEREBEZHHE

SRR ICERALLERRIZ, 19 Ao
AD fEf] (78479 %), 17 $10D DLB e
(76093 %), 11 FIOHRE (6842155

) M5BT, 11 Hlo DLB EHIZEEIZ

ADREFEZ2L TV RELE-HOERELIIE,

AIEEE. BEIHE., REE,. BREHLURR
HRE. TRE. /MiTHD, REMRILE
FHRRICAV-REKBEIUZOHE)
[, mAb1510 (ubiquitin), AT8 (tau)., PHF-1
(tau), a SYN ( @ —synuclein), GFAP (glial
fibrillary acidic protein) T3,

C. IR#HER
1. ERERETAR
1) BRI
fH2AD CMRglu X, EENRE (752

+1.20 mg/100g/min)|SEE R T, AD B (3.66
+1.26 mg/100g/min)EB KU DLB ¥ (3.59
mg/100g/min) TV FNELFEITEETLTL
1= (p<0.0001), DLB & AD ZLLET 5, —
REEH (001, EEEAF
(p<0.0001)E LU HKE (p<O.ONIZH T
HIEDREABENEREDOZNICHRTEH
BITIETLTULV =, BB 0.92 % cut—off
m&ETHE.DLB |E AD EERLE 86%. 1R
& 9% THIBITE =,
2) ApoE, CSF-tau

AD,DLB WEIIEEMZREICHRT,
ApoE DEIEFTIlX allele 4 DIWEMNEL.
CSF-tau LRJLEFEITE M o1z, LAL,
AD, DLB WERITIX, ChoDEICEIZE
HoNiEotz,
2. HEREYIERE

DLB [ TEAL MG EENRHOLN
o CHRITEIZAZICHBLTEY, [RAE
ICRFEEAERDONIEMN Tz, ZBRAEH
DHEBISFHICITRH-ENHY ., RIEE, FiRX
EREBERBMEBETHLE—BHLT. 20
BENEN -, ChoDESTIX. B8
[ZETERIGED gliosis HXYBREDHS
Nf-o —F. Lewy NMEIZIZFEFEREBIZIRE
LTEDHLNI, Ll BT LS,
BEEICHTOHBEEIhORAIIZL
NTHLMADBIMERI N H-T=,

NI T, AD EBIIZH T HZERENE
X EDRELMNGYEL DLB EHBSA
MNHELMNMZEGESTUV,

D. 2%
FARMOUTOEELZ2DOMRAR

Iz, 1)DLB DERIZERDOMEEIY—H

—ELT  BBEICET2BHMEERSE



DIETHERLSS, 2) 24 DLB
DHREERHI(H<EOLNT=, Lewy /IME
VEAMTE, CORBESAERS O
ET/R2—2 LR TEFRICH T,

DLB [IHITHZBRERDFE. BLUE
BELSTIEARBOETIILUIN SR
HIN TV 7, LhL, KBETIEC D
DEEZFHMIRETHILT, HELH
HE D1, DLB [ZH (TR R EEE D a7
ZREESIVURGHED diosis DES(C
DWTIZBAMEIZAE> TN, LML, Th
LDEFITH, REOHBHMIT LR
NTVRIERLGEND, —RMLEESILR
BRFIIRE-RE THZESEES
WIEIZHY, N ZRMIERBOET
EE[EERILTLDLDEEZLND,

IN—FY4R (PD) B HIHREE
EXREMIBLTH, BRES OB
ETARESNTLNS 9, 1%, PD fE4II=
L TRBRGMREZTLEL, SEEBSNT
HEA DLB [CHFEMBLEDMNESMGEEIZ
DV THEHLTIKDELNH S,

E. #5:&
ARAENSLUTD2EHAREENI, 1)
REEREICHITIHABHETIZ DB &
AD DEFIZERDE NicHERIERYS53, 2)
DLB [ZHEVWTIEREGHRMOERT A
AN B PET AR -OESEREELR D 5
RIZEARLTLS, LML, AL TIERER
ELEEFIBLBONTNSIEMADS, ES
FTHE o DHRITSHBEREN,
SHITRFASNILELDH S,

F. XX#k

1) Mckhann G, et al. Neurology

1984;34:939-944.

2) McKeith IG, et al
1996;47:1113~-1124.

3)  Hutchins GD, et al. J Cereb Blood Flow
Metabol 1984;4:35-40.

4) Wenham - PR, et al
1991;337:1158-1159.

5)  Arai H, et al. Ann Neurol 1995;38:649-
652.
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6) Albin RL, et al. Neurology
1996:47:462-466.
7) Burkhardt CR, et al. Neurology

1988:38:1520~1528.
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Metabol 1988:8:5S101-108.

G. FIRFER
1. X FER
Higuchi - M, Higuchi S, et al. Glucose
hypometabolism and spongiform change in
brains of dementia with Lewy bodies. Ann

Neurol (submitted).

2. FERE
Arai H, Higuchi M, Higuchi S, et al.
Diagnostic assessment and

neuropathological correlates of cerebral
metabolic changes in dementia with Lewy
bodies: PET and postmortem brain studies.
28th  Annual  Meeting, Society for
Neuroscience, Los Angeles, 1998 (Abstract:
Abstracts Society for Neuroscience 24:

1222 (479.7), 1998).
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