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H12E EEBRMERERRILE

BE BRM6IFEI11A 18 (L)
B HRKFEEFME 1XE=

wRE &£ W E

HEHMREBRKAL & CcBoF12E, 124EH A
Wz g Lic. BE, BN, FBo@Ey, dtidshal, s
nh, FLTHE, BHa, AIIOEENLET, EHD
BEAENERHESMTE, BREDE LA LHKC
HEBOEN TIEWFT. COL0EFIFE 1EOKE
LISk, YRR B ORI BIKPEH % F foh B A%
PERIZFELE D, BRHC U-< » LEREYEBEL,
S[ECHmL, KEPHMA-EZ THVWORBZED S
ZEDHVE L. SFELEID, TOEBRL>TE

1) AFEIRE gangliocytoma @ 1 f

bt
RN BES, B

* B A RUBEARY
o RRRBREA R

ah GHriERFEMITEaT BN ED)

FiFBEITHOhEITI O L TRAERA.

F i, SRS CEHOERE LAZRSH D, 7o
7 LERRIC DT ) R R R D 3 e B E e D E L
Tom, B BEUHLDTET.

¥, BAEREMNAE, REOFRMIBERER O
k> CHEIBEMNBERT S &0 Lo, B
BE LB, fHE THEDRET LA LIAFRLAT
{ELET.

IE*, B B, FE EF, IRE At
B ok

R BAERREE 1R

FEG . 46, Bk, XiF: RERME. KIKE, BEE
ik x Ha L. BURE: 19855 9 A1sH, £F
DEFERE X O S RBRENHE L, TR
BARIABE. ABiEr, EFEHT, REFNCIREY
Fdish-1-. enhanced CT THIHTEEK mixed
density area, /i CAG T JHIPICEFMEMZ>ZD
7o, AR 38RI%, RAEAZFMELXEL, CT T
HIRTEED LN perifocal low density area &4
RIRE O FEHHE, 5 CAG THAEMI tumor stain &
early draining vein »r/ciHiE L7z, malignant
glioma ~2MWr L, 19854108 150 & & ¥ 2 il %
f7.
FHAR: AEIEE, T TR ERORERYEDL
FitL, 24D red vein #a&H7-. EEIT/NEIFK,
R, EiSRT, EETERAAHR TS -, i, B

5, BRFIRDEM 1.

REMSZHORR: BAoKkE X, B2 b 22K
ganglion cell D#5E L, K'E ganglion cell DIEH
7o EIRECHNTEAD 2. 2D ganglion cell 3D
5. 7 ERET R L EHENNEEMCEERRC ) o5k
DERILERENA B, T D TIEDIE reactive
astrocytes DAY RH 5. Pap EREARTIL, reti-
culin fiber (7 €& & MERESBICIYE LT 5. Nissl
s T, BA ganglion cell CAH —KHH T D
Nissl Bh%##»%. Bodian §f T, ganglion cell
DA L fg e, XMMERIC Bodian B R
%35, PTAH 45T, glial fiber »* ganglion
cell DECHAEL T 5.

HEEGFMORE . GFA ZA K& DL reactive
astrocytes \BtE. S—100 EAIT astrocyte, EH D
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&

Fig. 1 GFAP-positive hypertrophic astrocytes Fig. 2 Nissl granules are unevenly distributed

are scattered among ganglion cells. in cytoplasm of ganglion cells. There
Note marked perivascular infiltration of is a binucleated ganglion cell (arrow).
plasma cells and lymphocytes. PAP Nissl stain, *586.

method, counterstained with hematox-

ylin, X 146.

o o L

Fig. 3 Dysmorphic ganglion cells are variously positive for neurofilament triplet proteins.
A: 68-Kd NF, B: 160-Kd NF, C: 200-Kd NF. PAP method, counterstained with
hematoxylin, X586.
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glial fiber, —#?® ganglion cell ¥{UDHAKTTREM:.
68 kilodalton ® neurofilament subunit protein
(68—Kd NF) (3D DA ganglion cell & #F%E
HEH§EEME. 160—Kd NF (3B DA/IMEL D ganglion
cell &MERENEMH. 200-Kd NF [IHERE L —
D FEA ganglion cell TR, NF triplet protein
DOREHERIT 160-Kd NF>200—Kd NF>68—Kd NF
DIETH »1-. glia DAL reactive 7cdDEFE X,
gangliocytoma & ZMr L7

(& )

BB MR CRAEMET) B0 E/ER, P&
Irs TRETI) L&hTuwbh, SEERLEERD
TR TREA] LBbhIdTRES>TLED 2.

HEE,rbRBBMD = — 0 YOFEEITHEI N,
—a—0 YOHAKRIKEFE» R TELIHEMLT
Wh EiFBbhisy. $EREAP meurofilament su-

bunit REREERCED = 2 — 0 Y OEEIERT
BN, oL FEIEERICH D LIE L DR
W, NMET A BHIRE R C EE R B A B AT R
ZLWEORES. REDOKEFRLTESTLLSh.

i E EERRBEARD BELS RET &F
HELTWDEHELESF-DIF, #ih® macroscopic 7
PERIGREY T Y RBL T Lo, EELBRMICIIERIIE
BTeMELTWA b TR EEA.

Gangliocytoma &8 5 # L71- ganglion cell
DB HEIE T 50 E 50y, BAITHEN I AV ME
BFEHHhbETE D ERA.

AHEB— @FKFE 1%HE) Gangliocytoma (FED
BE T, MEHELELTET. mass & LT
#A$ % Dt ganglioneuroblastoma T, /4 v v
~DMEBTFTELIES L, stroma D7) T HBEEME
T 2868, COBID X Sy v ERRIGE A E
BeaEhrErbntd.

2) BHEYUNEHEVDEIRSMCBHRIELSOSHNIERETDH - 1= 2 HIRH

FEF 1: 550, Sk, BRFO584E 4 A X n/NMIER A
B, A/INNEIRES OB\ T 6 B I B ETA A b
ARl CEB O HELRE» ffT. M2 cBi) v oEs
ZWrEh, WRBHEYTIR-7. LaL, BMeoE4 A
S OBFRMKIRIES 7 D, BBV NVHETLT,
[EF12H 18H LT L.

Ao BB, clg Bito 0% Atdimiam
B voNETH - - (Fig. 1a). HIBE ORIE 1,550
g T, EWMEOUIRAAR bhtc. EEOWIRKEME
HPH I AR B CIR A SRR Lo, MRREERITE,
B AR (3 IR g A thuC e IR, T D RR & KL%,
BT TRBE L. ChBERBTRY v @
MEfE A NIE 2O BT L S iiE L, —ECiamE
eI NI HAS L TR KRR % dulre Lie
oy hEIER LT (Fig. 1b).

fEGI 2: 34, Bk, WRIN60E 7 H X VIS, HEkE
= HEEE, AELEEFLHEL, MESELTSH
RIS MARERAFHCARE. B EARCERREEICIA
BRI 2R L Cuvic. ACNU o#F L o
HicEEOH/NAL BRIz, 9 A stereotactic
biopsy %HE{TL 7ok, BHBMEOZK B 1cD

FE W, EF R, Rt KX
fEMAFEES 2 R

ACNU I L a b2k wfeiT Lic. 1202417
7ot FER AR A Ll AR #E L,
M FETCHEREAR & FHH & 72 - ¢, HEFN614E 3 H16H IC5ETE
L.

RO, ABTREEALHREAVEA
HEEA R L TR D, REHEFENT GFAP B,
LCA BThrAZ LI b, UFAMKMARDER )
vEE RS e (Fig. 2). SREORKZ 1,500 T,
PS5 RMAIEEEE b HRINE, 258 8 INE i hv i TLEIIC
BREL, KEBTEEM - T e, Mgy v
SNERIRAD OV AMRED AR TH - 1o hd, — I
BlloX ko€ y MAEEED DERD bR,

& =)

BHE— EAFE1HRE) 1, 24144 malignant
lymphoma & B\ %7, satellite structure (I L\
LDOTTH, PLARPEEEOALNDL DL HLHD
T perivascular growth pattern 7% capillary i
HVHIWIE LSV TRAR D EEZET.

REFREIED G AMMBIAEEREE) ZHIESBHO satellite
structure DA LN BFIZER LI EDBHDEFRAD
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TAREBRKE FERELE L, HehHH LCA B BAKZ TWIc B UEsEWTT.
HTHsZ EHTEERT Z00, BIE L Tk

Fig. 1 w Uihﬁ%ﬁ%T?¢mm¥U/nEmm(xmoHE)
b) BNMEZ I Lico £y MRERE (x50, H.E.).

Fig. 2 U AMEELZRTRMRE ) v/ vEfa (X100, H.E.).
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3) BMEARRLEZZ ohlc/NREBUHAE O —H1RE)

REG): FETHF 8y, Bk, FETRIS 4~ A, S, KM
THRIE. CT b LOMEEETIE, GRIEHENT, A
RINEINR ST & D B 2 ESHEED bintc, BRI
BfE T, FIEEFCEREOHRIEL, BEYS
CEERFTHMIESHHBEIIBD R 1. #]
[l ek, BEEIEARE R BN, NEREE
% falx & ORI/ RE -1, 6 7 Bk, HijHE
B ES OB R A RD, HOLREN AT oh, KE
CARSREREL LT L.

EBE L UBBRAE N52 (°85): MREIIZEASMD L. I
& 1,670g. MMELD - R - SABERAH O 7 =BT,
ERIcEROME R D (Fig. 1). MEBEANCIIE
Boa R\, TS OMMEIL, i - SR E &
AHC[E—TH D, NI LB o3 P ARR A3 3k
* b, DEOZKEMRSCES S MRAER L CE
il xrd (Fig. 2). = L Chilc, EHEEMEICHA
Bk A B e, AESO T HEE D 5/ KT,
BIAIC cell organella ILZ L, KMbEE2 B
fo. —H, ZREMRKIE, BEL I ba v RY TR
7472V MEERRYD, REFEEMRCIE, 74 7 4
¥+ ORREFB L, TMIC Z-band DR DR
fo. bk, TOL5HiiarEA THYy OfifahItE
® basal lamina KEHNHBHFRDH LN (Fig.
5). REHRMLFNT, I 4 /o YRS KEMEK X

EH EF—% LB LAY, EE ERAY, WL fme
* BRI AR B
o [] s ppiE AR

U KR KE 3 b G2 R Lic (Fig. 3) 73,
AREHO/NYHRIBETS 1. —F, TRIVIEE
¥ B KRR IO Tled , 20/

bEEHEAZR LI (Fig. 4.

AMEBT, EENCERE LB ESTRES Bbh
5. BEANCY, BETHOVIARARCENT 2 8ED
Br@Eobhnic. ¥, &b Bhhnio/hNiiao X
ERNTZ I VBHEERE L, Th ORI

ZHIRE LB EEL bR,

& W
BEB— BEAH 1 KAL)

9.

BERIEME CREAHEN) EHEHKoEREREY
BFRLETL, MaMkc 0 Attic BT EE OERE
EVEDNFEREN T BHALED D LA, T[T

T,

EMRE— IR ER MEE) ARERCIE, F
B b1 1 oEgmiaz B0 ik 5 EC reticulin
fiber DFZFEXEDE LIcDT, FhicBlE L &
FBWFJ. %1, basal lamina & IZXBIEh 5 #E

ERBWET,
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Fig.
Fig.
Fig.
Fig.
Fig.

D1 O DD

FRESSME $101% $£45 WEME2TE4H

Frdca

Diffuse subarachnoid spread of the tumor. K.B.

Highly cellular tumor consisting of small, round or polygonal cells. H.E. X390
Elongated tumor cells positively stained for myoglobin. x350

Small to medium sized tumor cells positively stained for desmin. X390

Three tumor cells, one of which contained cross-striations, surrounded by their
common basal lamina. Subarachnoid space around the medulla oblongata. 4,000

Presented by Medical*Online



SE1200]_E(EERE E AR 0 R

4) EYMCBREZBRELCALEEEBEED 14

BIR AZ* B B, BR OEXY, 9% At

217

this  5LE*, £&F MY, EE FiTH

wmE

INROELOCH RB @O

* LLERST th R Bl RS

RS R F MR
AR RER S A

REFI L 62 Bk, WFN604E 1 B ASATEI DK & fa
(squamous cell carcinoma) O, & % fifT L.
[R5 4 A ASE R D Bl L, B~ radiation (20
Gray) &, 8 H23RIESHEHSREERA R 21T L.
FREREF NI EORNAE, BARBEDOA LI EE
A EE M T 2 F - TREEMERE % PF > TR
IHEGELTEK D, squamous cell carcinoma D¥xf% &
2 Lic. RIF12A30BEMMEARED D, BUWGR K
A AT, CTscan W TASRIHERE ¥ RD, B
a2 MEFT Uic. B « BCTARAR « & « BRI T
wADILH - fo. WMEC MM A e, BRI
Wl Di& Hhion’, BEIIRE FCEEBYE L, EFEkK

L DBERILCORHEBETH O, NEITIT RS —
ECHEE LT o, REAERR I, MEER o fEEH
faDEICHGE L, OKDAR, BAREIEECHLD
h, %7- focal necrosis biRH b, kM
50Gy @ radiation % f77c RS E I BREL
fo. HIFI614E 6 H 2 HRARER R « kaEx £ L, CT
scan & CHEIFES ff tHEB i —F LS %80, HE
R AT - 1o, BRI RS EE L, J5 PRk
LRI LM TH - . REMABEN I RTIE O
EBALZIZRETH 1. Pap #HET, Hr0ES
fifafEic, reticulin fiber, collagen fiber H\# IZ®
O Cio. SR bErcl, GFA &8, S-100%&

Fig. 1 BEEBMACHERD 5\ 32 AT, BCEFER < B
(% 3 [EFHHEA H.E. x62.5)

Fig. 2 EEMIERMICE reticulin fiber NEC DT 5
(55 3EIFHMEAR Pap $E8BH:  x62.5)
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'l" 5 ) ‘

Fig. 4 Sl Cytokeratin &

(55 3 [ FH#iEEA Cytokeratin (squamous epithelium) ABC

F, NSE WIh bt Th - fo. MEEHTC total 50
Gy radiation #ifT L7-=. radiation 1% h B FHEL R
%, 108 8 B 3 G % fafT Lic. FREERHAR A
B LE, 2@ ELEKRTSH - . SEMKFENIIE
vimentine B&tETH - 72D, cytokeratin » [T
-1, YIE2#] conventional 7Y BAFT R A & 3 R
HEREHLE 2 S, REERFECRREOS
cytokeratin 7B TH -7 & 5, squamous
cell carcinoma DEEBEMUMERTH S L& X LRIE
BlTcH5.

(& @)

FEEZ PrANTEHRE) 4L, 206 Vimen-
tin X cytokeratin OFTRMeh-7ch, & Th sq-
uamous cell carcinoma (Z(3 A& Z7s\ . fa] v EE /L
ArRE ?

FIREZ (LBURN IR RE s L) Cytoke-

Fig. 3 MBI Vimentin Mt (383 EFEMEA Vimentin ABC #

X125)
X 125)

ratin LISV TIIMEERO MRS % 58 < BEu~, BOMRE & 1351
DHDEZEZTHE LIch, FHICK L T, cytokeratin
DB TH >tz LD, carcinoma DEHEE LEL
Te.

AHE— FAE 1K) MoGBELT 7 F VG
UTHBEDZ LTTH, b ULRFLREOEEL LT
b, &5 LTKMTEE reticulin BRER S 5 D
MEME D 3. EM TRIFREL THTL LR,

WILFnsE GrARMBHNMEARD 7 757 v3vEdE
L TTTR, d<) YEEEED—ED reactive
astrocyte EEbnAMKIC L4 3 F v EiHEAR LT
HRETY. REEHICOWT, BRI TA TR IfT
L& 5h.

FiRE = negative control (I Z 7\ F LAt
positive control (X K /> T ¥HA. BRITTEF
ETT.
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5 EMREERUREEIAFEBCETZ5rS5F v EQARY GFAP ©
REAg LR

A AR, XE LY, WL fogy, @B g
REPE  ERH*
* FR AT R A

BE9: IR LR R ORGSR, FREmRO
JERERMIES A/ THM, TOREET7 4 74 v M EA
BT AHRIIEZ L. ABIFE T, 7 7 F YEA KD
GFAP OFRfE%, b b IERREE RO IR #PLoE
RO THREMBFEOCRE L, 2 brliEOBKRIc>
WThRRET AN 7.

xR EFHEK: b PEFIREE 2 61, IRksEILEERE 5 41
W, 10%+v=) YEE (EEERZ 3 HEIWND
N7 7 4 vAEYIREHL, Y4 T T F Y ROH
GFAP &4 €/ 7 v — ik HOBERIE
PAP #E#xMifT Liz. HIIERROESHEBDOX 14
T, 7 b VEEOHEECHL, iy 7 F e/
7 a4 — ik, Hi GFAP £ 7 o+ —witksd Hu
foBEbUAR B RS N .

BR: 777 V3, EERKEROIREEILEES
BT, 261 TEKo EEEmaEsgE st —4
GFAP &, 2 flolkis#EIE /Do Mk Bt <
Bt 3 FlOFIAEKR OIEHEIREE# ik 2 <R
T&ish -1, GFAP BiflTik, Bitfiaos ik
KELTGEDBI, /77 4 VEROEGYR ROEE
A B EOKR T, GFAP BiMizng ik
R 7 F Y S BHETH - 7e.

i Ot FEERGEROIRGEILIREL, 77 F ~
BT, hiR7 4 7 2 v b DATS MR RT
LDEEZLRIC.

@NRA&HEFLIAE T, Hic GFAP Bk HE§
A0, T0E LAy 5 F v ABIET, Th bk
T 2EOHR T 1+ 7 2 v F BEHORBREHIRE X
hic.

(& )

BHPE— FARE 1R 1. cytokeratin @ sub-
unit D5 H, EFFEOION, BRTEDOLONE
L HABHETTL. 2. IEE D choroid plexus %
choroid plexus papilloma @ EM TiE*hiz &%
{OHRERT 4 7 2 v MEBEDH BRI, soluble pro-

$ok G

ELilaarse

tein DRAER &Y, keratin GO EHGHE & OB
EDOWTEH L W EE o0,

AHFER G AR AERARD 1. SE O BRI
i3, Moll 5® No. 8, 18, 19 Bl H{E45 TE&D subunit
REHTHALORMGE L., 2. BENRE, Zo#
LR IRRFEEZEATEDE LI, BE#5C
&W# L7, soluble protein OfEIE D, 5% D
FBEC BTN EET.

EEEZ G AMOTEEEE) 1. keratin B D
choroid plexus papilloma DHO—EIC negative %
RTINS 5. EARIGRALCBET 55, BEEDE
i X Ah, BlOHKA (ependymal cell compornent

Fig. 1 WRIBFILIAE T 5 cytokeratin KR
GFAP O®RFERGE, f~) VEE,
EfR. X 146.

a . cytokeratin b:

GFAP
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&) OBRELELZILBLREWTL &£ 25?2 2. choroid
plexus papilloma ®HIC keratin & GFAP W& s
positive TH 5 T & DEYEHERICOLTHEWV L
T,

AHEE 1. BEOEE, H50iEthor s F &
H® subunit ## > T5AJREHELXEXTED 7.
ependymal cell component DJEFEIZD\UTik4 [ElD

F101% H45 HEME2F 4 A

BRETIMESBHLETOhERA. 2. GFAP Bk
fMB2w RS L Tit, Rubinstein @ focal ependymal
differentiation & & A & T 5AHHETH, WEL
AR EDE R -TRDET. 2@oh7 4 72 v
FEAOFEBE Y, BENDED X HIEHICRE T 08
DHBHEELTENET.

6) BEE UNERRE) ICHRUINE, FHEME

hEE  EEY, B

B*, AE B ER @

A

* BRAEE 1 RE

N SR RBE R

REG: 735, . WHSOES A, BHITREEMSMELIL,
4 Qi3 bR b fs - o, BEAHEARIEZ Z2 L,
limb and truncal ataxia, dysarthria »ZEsHbh
fo. FEEOER, Mo %20, BREhcizit,
6,000rad @ W& A 520, dysphagia [ERLIC.
INRRER I AZE T, IRk, HEEREE, limb and trun-
cal ataxia, BESCHDTEE, A RNCHETIBUEHEED B i,
B ATV, 10HBBE L7, 12HEL b RFIEEL,
g5 X oy, BI60E 1 Al iliBh 0 & DEE
etz 4 8, NESEKRAT, HEPTHICHES OB
Db b, LR B Lot B, SREg,

iz, WAl K2k L, 114, "R R L, BT
Li-. &%8 11E 8 h H. AP, WP, SERIL
7o BEEFREAR o WA AR A2 W 3 Ml T B B .
BRFAR: SRETBcEEOHRL <, BEOk
B2 BRI, MR vooEl, BEECAEIIRER Y oS,
L, @ bhte., AN EERMAHIC T BIHME
BRZ, A P o R A2@ED . X
IR MR SR Tn 5. MERIE 1,170g. /N
iz B WEiEnd 5. SlEIm T, BELEEL T
5. KRR R e
REMAKPORER . MR, TREE, MK, F

R 1 /NECERREE. Tovd v aiifao 0t AMNE. HOE. g,
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2 [EREBIBHEE. residual body
D ERk. H.E. 4.

B bhic, AMKTIE, BRI, EHEEY DL ¥
BRI 7 v+ v 2 fildo U AMBRENZD bR, B
Hgm T, SRR EARY L, AR S b T
W5, BRETIEERERE QT R B ERHED RD
MDD, BB SO BEN H 5. BIBMREIC
R O B & A SRl X % residual body
DEENRD i, g, EEK, BREEOMER
BH, STV VRRBEARDONRG. ZDEM,
WRROBE 7Y 7oA, %A, ERERKCEIR
BB L. e SARENL, B LICEH
IMNMZEHRE (= —aeF—) EEZLRS.

(& #®)

A@EBE— (FEAE 1WE) 1. putamen OMAIED
FREIEREDORE TS, BiE=a — o F — 88,
FinX 5 T3, 2. ElE, #EFED focal necrosis

(&#n)

FERI: 790, . 13 AR, mFREORFME
THIE. *ORTRICHILY, BREBEELHERL,

C3 ®IRME. ARERMEOLEN:, HELM
EREDY v R, K.B. R,

1 filETRRBT D Herpes zoster 1ok d b D& <

B fohd, WHEANDO S ) 7O intranuclear inclusion
37, BMRBMREEICRIERRNT - Z hed,
A TN,

BETE AMTHEAR) MmEHLE->Tieb,
Rk s OISO BELRFA SN b I A LU EE
WS, FAEOHI T BRAEMBICNER & KIGT 5 btk
DHHT EDHERINTE T,

iR (SAFE 2R 1. MESE LTY vk
BEYRIEELELDL L, EHEOELLNT->Z D500
THAET HRPERENAEEX $4. 2. AEETIE,
INREEIL Z DT, F DX dEWELXS
BrLicpIinc hielE s hTuhEdne

PEEE @EERFELRE) D, #@E LT
X, BEBEFRO/NMIEECEE = 2 -0/ F —nE6
Lz Z SR ATLE.

BOSORBANF /4 FICESEHE= 12 —0/xF—0 1 #1124

KtE ¥F)%, FESO0*, MG fekr*
* iR R PR
o [ ERARAEERE

BT 6 A ARIABE. C: YT T, KMBAOMEREE.
) e B, FHMELHRIBREIRTED, O
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%, AWiZEES) (pseudoathetosis) % MiFHEICALs.
BNTBEET L, BREIMEE. EC1AARLDE
EHEL, 288134 A THRLE.

LKk (SN880) Tik, fHDH % kb AR (5x4x
2cm) Hb 0, EBH, IHEFEM, GBI, AZEEHk
En) v, BF, ARIE, 577 2B bR,
MBI, BRAVTF /A4 FTh-T. MR,

B <, BHEMEORESE, #hikoF LK, 'R
R (KA, FREBE>RIROEM, B’E
= > >E) (KE) R0, BREMRERD
N, BRRMEEMEZEK X5 dying back ph-
enomenon &% 2 b, LR XS, %R
B 1gG, M, A TR - .

7) Ragged-red fiber #5344 0— XX TAMA (MERRF, BR&E) O 1 HRH

KE E#, B 2% KE REY &8 B
AR BEY BR EHRY, @h B
*m m****’ E’ﬁ E****
* TR IN T S ER R R
B RSO BE A R
R SIRRFARE R

R BRI BT SO R PR

ABNE, AEX T LD TR LLEBEL OH/RX .
Neurol. Sci. 47: 117, 1980) @, fiifl 1 TH%.

FEF: FETCHE30d, otk RECHKgSER, Wi 342
0—XRRTCADARED S, I4FEE DER LT
D, 16FEHL OV FRD I A7 0—2 20, 25K &
MEAFAE S B, BNIRERE, B TA D ARLE

BxBHn. X0k, EFNRE, HIRKOS LD EEHE

1Q ET%AD 5. 21k, IukFREATT, KEHERR,
Romberg ##%, £l Babinski #E% @5, Bid
Friedreich ataxia HZJE%/RT . [lid pyruvate 1.7

mg/dl, lactate 25.8mg/dl & L5, FEOfHEHK%
A, HHERTI2%IC ragged—red fiber % B 5 .
19854F, 304 THEL.

BMRATR (N39 (85)): IME 1,100g. /Mt K#%,
A%, BREERAE, WBHE, AR R
bEEoMBRME & gliosis XD S, BK T
DM EREE T, H¥HOBELE gliosis A
L TH b, MIZZER L, Purkinje #ifa & BRI
DOl RBeb 5. BELFHZL, DEEOMRME
Dl BD 5. HHILRECH D ERET, #H,
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1 MR KT 3 RELMH

BREH PRI R D 5. B, ATE M
B, SMUREEREIRWEREY R, BAPr 77
BOMBEMIBTEL A . REERTIE, FHERIR,
BEE M THMRME D F WD L, RIBMEEICIZ,
HEMROTEFEOEN LRSS . FHAIRIIBEEOZE
HaRd. M1CHERCKT 2 HRESMERT. K
BT, BREOEMZEBD 5. LT 160g & FEtt:
THnH. BEAKNC, EBETEE, O, HERELSOH

8) ZEME myoclonus epilepsy @ 1 I F]

Kk

Kk
ks

i § X AN , ;
K2 LHEBOAEE I v F) TOER
X 16,000

HETK, s bavF)TOREEELEDL (K2).

(& #®)

BEESE (IRAWENTD 43T Ramsay Hunt
REWERE S Friedreich KFEDOAHE L THE STV
BHEEFITIE, DHPBERBORN NI Tuhawn. 4
#®, TOX 5 IIEFL MERRF &fEl—Dd D& X T
HATHEMED D B .

Ea*, BiR EOW, WE BB, FTE g
* BNl E PR PRI ST
| MR
[ R
Fizi finger tremor il - 7. 558 8 A LEK

FER: 60 Bk, MIISYERD LFEHRICD T % &
CHEICHEERERREVEE S Lo »Tc. 4410
A X 0 4UEEME T TAMA & LTIELSBE I h .
45%E10H12i} tonic-clonic convulsion A3 tH#G%, 48

myoclonus 78 b, BICEHEEE, SITEELH
HLINDRRECHEE L. 5TFE3 Ai3Bheno
IREE & 7o 1 604 3 AMREAFHC ABE L1chd, T DOBMRAT
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£

1 #ROEEOMEMIAB% L gliosis (PTAH %)
2 REMETOMEMmab% (H-E Rei)

3 Purkinje Mfafi% & torpedo ik, Bergmann glia D #EEEHENN (Bodian Bfh)

4 WEHOB%E gliosis (PTAH %)

i, e LR rigidity 2% < i BRI myo-
clonus MFT, FFONLTIBIR, BAOTHDATH
BFIREIRELMTIIIT X e - fo. BRI
L CKEUBN e Sh10AizpE L, 12A17HIFET L
. KiEEEE LT EOHK E XD EBIC tremor, myo-
clonus, epileptic seizure DD HN 5.

REAR: 1,125g ORIV AT FER L 2 hidsk
TR MK TEITH - 1o, Ko Ef T D ZEhE &
femEs, REWOCEFREOREHNHE LT,

BRI, B o SEE O MR % & gliosis (K
1) O BRA T OBERE gliosis, HE & & HK
D FASHINaLE & gliosis (K 2), L/, 77%%,
Rk, KT SBEED gliosis, Purkinje
fefii % & torpedo Ak, /NMMEE D gliosis MU
D Bergmann glia ¥0 (X 3), BoEED
i & gliosis (K 4) 7z K D@D bR Tch, KKK
BRI ELE T oo, ok, ERE LRk

SRR REED bhish - 1.
KEIEEDOBMN: OPCA, SDS % & D L RHAEEN
5iE & DR ERA AR RG] 2 AR T e,

X ik
1) Matthews, W.B., Howell, D.A. and Stevens,
D.L.: Progressive myoclonus epilepsy with-
out Lafora bodies. J. Neurol. Neurosurg.
Psychiat., 32:116~122, 1969.
2) Naito, H. and Oyanagi, S.:
clonus epilepsy and choreoathetosis: Heredi-

Familial myo-

tary dendatorubral-pallidoluysian atrophy.
Neurology, 32: 798~807, 1982.

(& )
AEE— GRS 1R REPNCE OPCA &
WRE—BEROEMAI LI > T Hb DL EWE
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7.
EREC (EANGREREMENRD  ERCIES
= BITRECHFEREL VAR LEbhE LD
aAVbHEH5>TVWETF. myoclonus (X epilepsy
L BAfRTs < ¥, spontaneous, non-rhythmical 7¢
LDTH -t PiF LR AFNIHIEITA b A FIELI,

IRIFRERC R 2 h T, BITERE.

BRIERE (SIRAMEAR) HEFR T, OPCA,
SND W72 bhisRuii, BakHEK, BRREEL < DR
T, RS TANAD DAY, WIRERE KERR
INBZONRBL LR BN TES.

9) ThIYNT-BREHRSHEREMRBE(LED 1 BER6H

HEE EEY '

&, BE BRY aFE—B

INOEZ R, R ERY, B e

* AR A TRBERE T

[al woE

R EMRFEE 3 E

oo SRR AR

FERI: 69 . FIEERCKRIRE /e L. MFN585E11A,
2 AABE.

BEEELSHB, 59 1 AW FEENNL D,
B, mfe, RERES), Hm, WEMSLEY. &
PAEREES D . EEMC L. THEREEEE, TH
B —XZ, REHEEEEE, BMEEH 0. M B
UF AMOBZER, SR A EEES, THEEG.
il MR, PRI A T, R ENT in-
different. fi/)id EBECRE(ET, THIEYE. HBFE,
BE, HITRIEE, BIEEL L. HENRETLETRE
WCEMEBAORTE, AR (LB ) T small
group atrophy % i@ %® , ALS (BRKEE R ) L 2.
D%, EEBFMET & EmENTHMCETL, 6 A%
EARRE, 8H, THEMEOILOEHITAREE LY, MmHlIE
WHIE. 60F 1 B, ERESEARNE, BRERERMNG, 48
THHEGIDEE LD, 5 ARRALNHELSE
UIBAETT. 6 ASCaPamieE, &N LRSS, FHT
JutE. LIk, WAL T L, 60E8 A 1 AL, &
B/, FRITHOATRRh -1, 2B 1HE97H.

REMR: IME 1,100g. ARl Al gEE » 8B 2.
BRI, FULEiRO Betz MIfREL D H 0, #BE
& Alzheimer [FEMMEZAL, EABL, SFH/NMEDEF L
FRZEREEYBD . REZICL ZEABDEH. #ik
B E R i S hROBERY D Y, BHEMEK, &
AL, BREETA ORI D . BRI
7 <, D onuf HiTRIch Tt

BN, BEPRHNCITERBRE CHRAE, HEN 2T
L b= = — o vEELRTERIC HIER T, FRE K
o teh’, WEFR TR Alzheimer FRMEZE L% #BE
LRS-, Guam, FLFEED ALS LOEREEL

Tohl, ZBAMDBEZRH L COLEANERL. ZABOHE
EMEOEELZEL LR D, FEBCEELFRT
BHELAREE R E 2 1.

(& #®)

EBHER FAMUIHERE  OEMDE A
{tid, MSREDAZ T/, KIKMEEE &AM FEEE
ABEHEED b, WREEMRMEZEL S <1 2w MEDB
BCHHRAIND.

RO A% RT ALS BIZHZETRER LT 518,
ZDEFIDOEHET, ALS KEAMEANREH Lics®E
zic. BPIOBE, ALS & EAMELOBHEIL, i
NEBLRIEEE LTEEWV S B .

NI HARMBFRRE KBTIk, definite
7t ALS 5/ZICINZ T, neurofibrillary tangle (NFT)
7 hippocampus D4 7s 59, DT frontal cortex
<4 /) M, pontine raphe KFEDHI, FThIT
Mz CHEHEHE X5 senile plaque HARMEEIC R
bte. Eic, ABIORESLHEMIL TIZ mild—moderate
® neuronal loss BRI A. LL, AFIA ALS
+aging OHELEMHIE LUTRERN T BR LM ED D,
Z{OMBEADPE-TNE Lo IBUVE 1,

HEESL CHARMUE R ERE) ABloEE L
RBREEME & BRI fro¥ s — ie KT, PD ERICA DR
BNy — v bARTWE XS EBS . i, Bk
SEHEDORIFRE ALS FERGIE O RE S HS IR 5 0E
BhHHERS . FMRBRER LR L THT 5 L858
Uy,

ERHIR GARIKSE 2 W) ®ELA OAIFE - B
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M diffure CH#H< BN 554 7D ALS BibbT &
BX<mbhThW5h, & Dl case TIRALMC
spinothalamic tracts M LR TW5 L, HiRd 8
{RHBRTHWALEO5RbRAS. BKE, BREREEFL
2 EbL2BRTWIELDTL & . FAE, KD
EANMZELEZED T, TOflER~NAL U ALS i
BREBLLEDN, TOATIEREREELYEL, BKH
ROYWEPI & polyneuritic form @ ALS &&7s L
7z case TH- 7.

EHEEE (EARERBEMEARD FOITIIEERE

=3 EEHC S RIS B Hhith- 1.

BREE AR (HGUE RN KiNEKED HE EX
%2, 3RRTLREWREEG TN, BAREZRD
PN HEBIDIRE DRI HETT L T 5 LT ELERA.

BEAE FAMIIHMEARD ALS BE, A%
ZltowWTF b PELFRRZEL TR ), mELELL S
BT H B O HARBENICTiE O RERRC I @IELE LT
WA AIHEME R RIS B 0h, RIEIREC /o R £ B
h5.

10) Sensory polyneuropathy #2 Lfc Vit. E REZMEFI OBHEHERR

FEH: 44, Bk, EF: @ FEORITRS L Ok,
TR, KR, BRERE: fRddNEHEHAa L.

BUAE . WIFN594F 4 A 208 0 L\ I CRIE, b
IS B IR IR LSRR/ MBI & 1T GRE/ING
74 vED 130cm), 3 N & BIEEZED b
IDEIRRE &7 - 1o, WRIBAEH 5 - EFREE 22D,
fEE0 echo FEENIF#& D=, 108, KER, BER
R, TogmEo LUhES tHE. KBoOEs 3
vHI, MBI, FritEEnR s ok T, BiE6 A
REZ, BREIXSE LD, @ FEORERERE TS
B L, xo%k, BOBIAEREE oo foh?, BREEEFR
HELY, 1LAMBARLL.

— W& R (AFE 44kg, GK 160cm. FHHE (—),
A (—).

BEPORR . AEE, MR RIESE, HAET, 5
ErRD T, BIAEHIEEHM. 27258, Rom-
berg RERTIEHR. FAEBREIIE FRCEITR: LR
BB, mFERS L OB 0EMOME T2 RE M
LREREAYADL. RERRIMER, RBREER.
M7 LR BEREHES. RIS (—).

BRERR: —RIKEKRETIE T.Bil. 1.6mg/dl &
EEMEDAIER. TC 143mg/dl, f-lipo 382mg/dl (X
EE TR, liquor, EEG [E#. 8 CT Z®E D/
MERELED T, KigmE: REME MCV 52.7m/s.
SCV 41.2m/s L IEH, BEME 41.2m/s LET. BE
eI EH AR, M7 Vit. B, Bz, Bs, Biz, niacin,
folate, Vit. A IE%. [#& a—tocopherol 294 ug/dl

hE  F AP BEF LG X BX X
B E

BRI FERT fRE A

(1004 +65SE) #RIMER a@—tocopherol 136 #g/dl (176+
9SE) HIETF.

PERE PSR EERAARR « B0 SE O, myelin
DEEE RS, IBIHEEMR AL BT LT,
Morphometry CTHEMHERE O RD & ARG G
DRD % BT

(& =)

MNAE=ZX (B REFHREMENRD ARblicouwT,
BEEDD 2 AOMBESMRH IR TV Ed. 0 &2k
WHHEDOZ(LS axonal degeneration & L TIU he.
%2 AEKEROBRCSWLWTTH D ET.

BHEOBE I/ NEE RERHE, BRI S5 &
Bbhns.

BRSO RN AREAFRICRELK
SRR, REAEMEEORE X v &/ NEEHEHD
HETREDLAI L., £5THLHAEROER M5
LERRATRICHRLEHS. b5 —Eatfll LE L TA
TG TR A,

PR F FARPIHENED DEREEEMENMR
hTWbE0WH LML TIERRTYT A, MRah
BRHE & BRI DU T density, distribution &
WO BERF L TR E BV E T,

w19 AT ERMEEHE) macrophage W
CRD LB ALK, adrenoleukodystrophy T4
LRBEHRBEEAKE PV B L IR R Lion,
WBTL & 9.
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BELTE FAMNTIHEAR) HAKOHKMHEET TW5.
BN fRBERIH AR L IR D IFRFRNR LD LEZ

B 2 Vacuolar cells in perinenrium (X 3,700)

Presented by Medical*Online



120 EEBMERIREBRRTH

289

11) StE/NKERAEZZEL Pellagra OMERERL 3FLREKRH
A% 9% KiE REY, B B, kF EF

FEGI: 3F 6 A A, R, WEIT X & S, B
AEE, HEIEX.

VgL D fffhh TR BRI oo e 7 v +
DI=DHIEMSFE12H27H (3F 44 A) 12, M IE
. 120298 X B TROS b X, AN R, Hik,
CT E%, OEXTIEE LVH. 0%, 0, F#
L L EHLHEENL. BE2H5H, FAMEARNC
ABE. EBKRHE, SEEE, BRBENEL, FTESH
&TF, BEMEEHTE, 8, FOI470—-22, KEH
REFD 3 A 70— ZTAMA. 1Q98. D%, —KHE
BAAIKE. 2 A26H, LKERCTRML, EHL
#H, IA7o0-—PEE,. 3AIB(3F61H), &
RMEILIC TRIR S ufe. iK%, Leigh’s disease,
mitochondrial encephalomyopathy, leukodystro-
phy, lipidosis 7t EDi&Ebhfch, ThbuxXHT5
BERBRERFIE Ohih - 1.

Htgr R . §& 94.5cm, {A% 18kg, HAPH 48.5cm.
MR IME 1,000g. AR KE ARBANICARZ B
DA, B REZEF L. MM, central
chromatolysis %/~ 3 MM, KKEE (i
Betz ffifd), #&# (K1), ki, &FFHEK2R
< PampiEEERz, Wk, BRRGEIR, BRKAE OF
CHIFMR) (K 2) it ERRfEn28HBDbhAE.
BT, B, A - BRI, B AMURESH
POZUDABRTH D (K3), KMHEETIE, BB
FEEIDZME, FCHiAR, BEEMRICIIRERDD mye-
lin ovoid, macrophage DHE M H H, active £Z
HERRAZLNhA (F4). /NMTE, FERNECHRTE S
NABNMEONEYFE L TLREEUENBDBN D
(B 5). MEFRTIE, periarterial fibrosis AEHH.

Rt RER,

2K E*

* HTR R T ST R AN B

ok

=] MEENE
— RS . ORISR, REMHESN, F%
(B6), HILEDA 5 R,

VU EDf#BIY, Pellagra D - hic—¥$ 57, &
fE, RBCBCRBEDIr >3 ZRAITHAZ &
5, Hartnup @®» 5 W EEREN ) 7 b7 » VIRE
EDOTIREME BB oL

(FHm)

BHBE— (BAS 178H) Pellagra, pellagra-like
syndrome TX/MYOEMKRELH ¥ ni#HEh T
7g\>. Betz cell, Pontine nuclei, #% & &7t & IClLF
9 5% central chromatolysis & & 5Bt 5+ 5%
ZTE .

R 1 FEKHERMERRE MiEMoLkD
T, Pellagra TlI/NEEHDOTEITIRM D T BATL
fo. MEOHE F—HE L TRXTLEWE L1,

ABITH BT R O % 4k & 4 A/ NNEE
L, ERMRBHER (Tay-Sachs #, ceroid li-
pofuscinosis) 7 /v 3 —')Vﬁ/]\ﬂﬁ&’ﬁﬁﬁmiﬁb 5
hTEDET. BB WTE, B TEENOREIC
BURREELTE DT,

BRBEME CRREMEDR MEmEo R v asE
At B E e Waller ZHB B DD, KEHOFE
BEMREARMEIIE S RAE L O 5. RS I HEHE iR EI R,
B REIEHIRE 2 DOARED central chromatolysis %
ARLTWA. ARk 2 & B & Bk oflic
BELTWRLOCEbIS.

AHi B % central chromatolysis (3%K5EY) axo-
nal reaction Tid7/c < RFIC—RIICAE U TR 182
THhHH.
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K1 % K-B.

K 2 ME#E (Lo AifA. K-B.

B 3 ## (Cs, THs, Lg). K-B.
4 PEEMHES. Epon 1A .

K 5 /piEk. HE.

B 6 . HE.
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Cockayne FEIRELD 1 HH&H1

Rl ER BRI BB, GBS B, MR Sk
B Foe phOESRe
*AFINAR SRR R AL PR

W B3R

Fdkk

6] 51 RH

ok BV R ERBE AR AR

REG: 420 e, WELE, Fhouv & RS, Efamic
FORER L. MEIESE. 4% 24 A X o REeaie
iE. 1¥ 37 AXDEEEL. 128, FRICRE
B, 274y, NBHGRF & 220, 33F B, (ERE 3R
2. 1QT7 T, WREMM, G, WE, FHEAE LR,
REFHNT & MAVEGS SRS, #FREE, S3RE, K
DUES), KFSITRIER. 4Tk, B EEER. F
JEBAEI D fESR & MK F B L, Cockayne SEf@ERE 1
LWrahic. 3T, 7o —CIEBEENCTRE. 1984
F2H, HEBIHLRIMAE, DIC %#H L TkiEST
By

HIRPr R IMEIL 940g T, A, /MMIZEH L TR
D, WMAFNCEREOIRIEE B 1. B TIEMEDILA
DERTH - o, S cCmB oA (£ 170g, 4
160g) & X DEBEZHOBE LR D 1. JF 1245
RTERL (600g), BELZEM LT 7o (40g). T
ERL (220g), ®AL@ERICH - 1. MEHEET Sta-
phylococcus aureus HEERH X htc.

RIEEMEMMR: EH e T, KMAE AN
patchy demyelination %#&H7 (K1). AMEEZ
—IBiz spongy 7EALERD . BIEKANTE/NEIR
BEDGIKAL E HOCERILED A Lo b, BRET 5 M
fai B RIch T, /MKTiE, #5HC Purkinje
ROl &, EREFIOREHEIALZRD 1o (K2),
TA Y - TREB L RIch T, DLEORRZ, Bk
FE SN TV AARED PR HEERE I IIE—HTH D
Th-Tohy, BEREITIE, Wk A% > BEERE, 1T
BHEE, oS REFELZD LRI,

X ik

1) #E, 5 EERMWES, 18: 477~485, 1978.

BED

REFREIER CGRr KMMBF MR AEEE)  ERIRMI7c s TH T
W2 E W TTD, ZOERE Xeroderma pig-
mentosum &AM/ B TR >TWABTLE b, %
1oz DRI & ORI BRI % 2 ich & EIEIRRA
¥4

il F (EKREERREEY) Cockayne iEEEE &
R RUE, miE s R T 5 DNA EBERE
HWOETH base KD 2 LiFHELTHE A, /i
ETIY, BHED progeroid feature, & TIIERK
BbAE LS & T, BRI afETT.

MOE=k (EEHFHREEMEANTD  photosensi-
bility W OW TR RREIF L TH D E¥A. BK
ZWricBI L TiE, $%7r progeroid EiFL, KEST D
hoBEL AR b DOTH O, —ERERT T R & %k
T2WAlRETT .

AHEHE— GERE 1HE  F 10O EEME R
KT hvic Cockayne fESI & patchy demyeli-
nation, /MYZERECE X UIREA R LT 5. Kk
KBEizA b5 spongy state ZEFICE B> - foff
BF#ED pericellular space DILADL HBETF.

FEFE— (HAELIHRE ROAZEENEWEEE
& >tz Cockayne SEBEFTH D, LRI
e IRAEDED b, BREORWHITIINGHZE L
B & TIRK, HIIFRZ DN - T 7 afBEE A D 5
DT, Cockayne FEREHOAEHRE & ZIRNFRE %
ROYG 5B he5 EBY . AT BEERE S h
Tk Y, Cockayne FEREHORKRIL>WTOT o —
FOHREI NS,
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i

B2 NBCERRKTN. SREPIC BRI LR B B .
(LFB-HE #ff)
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13) Creutzfeldt-Jakob & ® 1 Z#& 4

ME ¥ BE B, RKE BT, ER AR

*REREE 1R

B 55 2 R

ok RURR b SRR RS L

RERI: 684, ZotE. WEEA 1 ARAIEHRRDY D 5.
MRfIsTEE 4 A, MIsh A EY X Sk -7, 84, i
18 - 308 - RMFHoEE, 5075, RERE ER,
EO)KEFARE CIIMS 5 TH 1. 108, BERAE,
BARAAR], PREEFEE, EEIAEE, £ EHBREETE
M2k HIe A, MO CT scan TR AROESHEY D
i L HEMAKIENZZD b, Tl 4~6Hz,
50~804V @ 6 AN HE L Twi, M Lo
HHECTEEDO A VRGIEM AR Ll e TS T
Boto. BMSSELH, Sirhihcikicion,
P D skl & HfE RS bivke. 5 A, HITARE, &

B 1 REEGRFOREABNEC I AEHREEH
BEAELR LR, HE. §ff, 50£%.

WIET. 108, BRGEALAE N, 12A16H, ST L1,
LB 1FE8IATH 1.

HBRAR : IMEEID 1,000g T, KMCBEWERFLR
Lhans, /D, E, FHCEEE I, BTk
A= oD B\ RER DR bt FRERAARR T (3 A
BB E Lol # & feikE b o, &5
O BRRBMIIEAER £ - T 5. FEEDORKRET LR
DUFAMTH B D, RIFAEFRE - BETHEDE(] -
FREE o (ISATERS(D] - ATEHEEIRES O]/ £ T BVENR
CRICRTWA. 7VE /AORE LB, BiAEAE
IO F A OB LD B 0, IeliBkA IR LT
W3, BRECEEED, #ik - pilkehEEo, #
R« AR « RMKICIIBE OURES A A Hh B,
B DR « BRORZTE . PRI BN R R
hTwW5., 73o4 FERO MBI,

Z2 . A3 Creutzfeldt-Jakob 5% (AR

2 BARBCERIC BV TREBNELAR RES
ATO SRS (Hl) LPCRRESRT
WAHE (=) 0457,
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fMfE) &FEA NS, KEMOFBE S ED Rt
LRI E D A b e by, BE—RIEEHIC B W T
FENENBE L FRIch Th 5 SR AFIOR-TH S .

(&)

HFHEEZ G RO AR
cortex NMAlihs spare SNTWAHDE, FOLH>EE
Z1HBEWOTLL 95 ?  Ischemia Ti#2% laminar
necrosis, Anoxia TEEAKENG, Hg FHHREDS
fiw® 25 & BKE.

hEF— (BEAE 1R

primary sensory

I —IREREHADONE

M selective KA X TRHANTWADONIRD FHRA.

BB IV B T AR PR BH BB SR 0 SR SRR ME D R B
FELRTED 3. CJ WoRE®DODL b —
#0813 presynaptic terminal DREIRTHH T4 DT, &
BIORER L ORNBIRIEDRED B & & LBEN B
LOhbHINERA.

SR 1 G KRS B AN EE) KM o iZs

(MR IRZ AL, mMmralis%, gliosis) &, £ Z%AT
L E DG LB EENLL, BLA—FKELE>TW
WEAKBEbRhE Ui, KIMEE P2 303 & B i
ol L O BBLETHLLMETL & Hh.

REFE—  KINHTRE O HIRE M & iR %
FE-REHEEE DL E SO ULENUERTH D,
Fh—ihzrET. 7Y TORGS FERITEEL,
BRI B > T ET. ZhbDOREE TS
oL nfir—ic LTRELTEAfEErH5 & B
WET,

HMEESL G KRBT B 2R IKE'ED spongy
state DTS CTHECBITEAICELNh S, [ERE
D% Gajdusek HH Kuru #iEA LicF V¥ v
VR Ric. TofE Ao astrocyte HMEL T
WA, Ehis o g miao fadid s e BERE LR
LhA0MERICES. 25 LT, BirSD IR
ENfikicll L TR AL BREBLES .
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