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B ERY, ABIO AT Pelizaesus-Merzbacher
#T3 sudanophilic leucodystrophy %Y T3 7 vaas,
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T ELAIEZ LB v B A,

Rl IREERLSMC ARG B B S e o7z,

FH :BAKAE  palidum ICRRELTEY, axon
spheroid 413 & A & 7% <, pigment & HT w7
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FEOELED»LLIFFRETENE Z A L v,

2 BECSH L BB T o/ BS2E A5 polyneuropathy #°& 5tz 1 BIRKA]
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BEED ) > o EREEH DY), HeARAER ANIA 1L ZehE L
Twiz,

AR I L BRI B D R SR 3 &
ﬁ%#‘&ﬂﬁ@@ﬂiﬁ“}) 0, BRED 1) > o ERIEPZ L - T oo

. FEBA TR MM 40 P R ka‘ﬂv B A

fﬁx_( K 2—1) #38, & - A 2—2)

& S N AR R L 9@4‘%'&% DIz, e

SMIEEAMEIENGATIILIZLIZED LN, &

BUDIREE & O BN Ses@iiEn 3865 & 417,

&t B
HH D EERe9c CPK o8, EMG mfR, (i

B, REORTEIZ VWA A TL ISR
e CPK 1340725 2,015 Hify, Zo0#% 90 Bif, 50

BAL, 0BME LZWICEFICEOWTE $ L

72, EMG 3580 13 B MDA TT oY, Zo gt

FRERIE TS, biopsy T4k §EH Fiwmigid
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PRIEL T3 & Bbn s, Liquor 3BELTHY

THA,

HH % AHFL T 3 dermatomyositis Tz EMG
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BN Z & D WRHTEIC EVCIRE R R L 2 KR HLNBIED 1 FTH D HICBWTHFEL T2,
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Mz 7z, EFOEL -2 Flid BURE, 53 FliE EIRELEL 5 T 583 - 4 EEA (1 floFLEEK
PV a—)LhEF], WTHL AR, SRR ZK<), HiMskEEP, Ammon £, HiEE, TA!—
RIERICHEE ), FET Y A MIREEAZKE, $ TR EICHEET D EEZLN TV, B, BE
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hs, FORICIZT N a—)EKEE, BiEERR, K ICDWT ) ATz,
fEEi & &N T 5, F7: mammillary boby, NI BRERZ T WO Thh ) FRA, IERITE
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FEAF AT AR R P REETE R

AT LHIT

Werding-Hoffmann i3 —f%ic |25 G RTA M D
primary degeneration (2 & 2 B TH ) it - T Lk
HRIZFEELEZ IZ LH & T 5 vHW 2 motor neuron
disease NEFSICET DL EZ LN T WS, lBEB X
U191 Werdnig—Hoffmann J5 & 2 1172 1
FEFIDE L L CHMATRIREL METL, AED path-
ogenesis % ALS D Z#1 & Wl /-,

fEF - 241047 H, %&.

KRIERREIC M e R, RS | | i IOIE R .
37 HTEW, 5 7ATHEIFEE, L2ArL 1 AICE-T
LIEZTY, LY, HEEMNER, 149 4 H, FR¥
BRI ARE, Werdnig-Hoffmann ji& & 172, 24
10 7 B, St T,

WELATR - BBEATRA RO THIC greyish (22
5L, PIRESC I BE L L, M, SRR
AL DN - B L {, 7\ astrocytosis #938
HHENBE, #A, HABLUOEKI L CHELNTED,
AR, MEBLUBEICLBEF TN,

KEGHEEIC #hoR, BE¥EOZM: - gL Schwanno-
sis B & U fibrosis 25 /&AL, IR, fEps; s I0EW
R R RS 2 R T B,

FHBROZLIZ R T, ZTORBIHIIIZIT &5
P.T.AH. 3 X1~ Holzer ¥efa o fibers 7 5%
%% bundles Ik > ThHLN T35, £Z TS,
oD = s bundles D EICHRS T L
SO, EFEICE 5T, 29 bundles N ##EIE
BRO R AN 1T, 2 DOEICELSIT 5 glial fiber
EEEZ T,

L Z 2, BitRo distal FCH T Z D L 5 7% glial
bundles (38 6 113, Waller ZBHN& %2530 Tw
5.

FL 2B I HFHEO TN THOL L TRLNS
B, RRHCIEROL NV TRLESL LW,

G

L ED RN ZEI, £ pathogenesis AN TH %
%%, Werdnig-Hoffmann 32 317 % primary 721k
EEZ LN, ZLT, RIEEICAD ZD L ) iHER,
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A7 L b ALS #12 Lo &9 2% motor neuron dise-
ase 2B BATAMINEEE, ZHUZ &L % seco-
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F4t: - Werdnig-Hoffmann $glc > Wi fLEi3 £ 72
Hify primary » #2 TWE$, #8603 1 SET%T
FECLTL 945 10 mfrE TERFT 5 R %
DiZ@EEDLOH YN T, 1£EIF adult icAH S
115 Kugelberg-Welander 5 & 7 8514 RREIC 7
NE9. FEICBIAMBEMILY IKET 1L 2d b
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lberg-Welander %> Werdnig-Hoffmann o & X |3
proximal O HEMEH TR NE V) ZEHMLENTE
0, BEMICB -T2y, RSNz HRap b
BRTBEMPrBL LAVATRAHS & B,

AL 1 BTHR proximal @) losion @) genesis (22T
IPHET,

Kift . 8% 5 < anterior root @ glial fiber ¢ prolife-
ration 7%, B A #IILIHRE, KIED HIHRED REIC % -
TWa B9 A, ZD genesis 12D Tizbh bt
\», Werdnig-Hoffmann |3 autosomal recessive 7¢
inheritance % 7R DT, {ij4* gene D RHEIZ L - T
BIADTIZhwhE BT,

R (W) @ Zofic familial base (3 a2H D) 3
o)

KiE D FHERRLTEB ) A,

FH : muscle spindle NZ{kiz & 5 TL 725,
motor neuron disease Tl {ZEH A E LW EE
bHILTW 555, ZOFITIF motor fiber |2 HED
PO RDTREHEEDHEL T DEDTII G wh L B

6. THEENER A INES D2 5

Ol|ft B, RE %,
FEepe SUss S TR L 2 S ST

I & BT R & U 72 /NRERS O 2 Sl % i3
5,

fEFI L 33 5%, Wi

1974 £ 11 A 19 B, HF W, BEHREAL, KWTH
FNETCEREIR, /M E rhER e R, kb hBl,
/N REH & RO Tk IR Ry B & e AT, Ik TR
SR BBAMT & ATV ER TR 2 14 - 7270 BRI ) 55
R, HHREFErIC glioblastoma T 72, fiiigla 4t

WE T A, WhATTT A, motor fiber DL 5 X iy
DEAGL E D T,

Kif : muscle spirdle (ZIZKE2Z{kizH ) FRAT
L 7z, HitR® glial fiber /#4413 reactive gliosis T
% <, primary abnormality & #z T\ . KiED
2tz bHWw 3 Waller 21 &R LT,

J#fz . anterior root @ proximal |Z#HVGEEEDH BT
L2 h b 5T anterior horn 1258 FFHEEALA 7%
<, motor neuron = & x> L % {ifZH° H3L - 7295,
25 L7 gl ts L %4~ &> hypoplastic %% 0 &
EZLNTWE, ZOFBRKELFAREED
morphological 7 ##k T discrepancy 12 ¥ k 5
ICEE I N F T,

Kk : central chromatolysis A% 472 BEH & L T
X, REPRECEBE E SR EZVE
B ¥, AiAOMYv motor neuron (72 L7A0C
hypoplastic 7 #lifa T¥ . BHARRE L EEdIAICD
developmental arrest 755 % & #z =5,

RS (BERE S REYHE AHB—)
ZDOBINFER, B EEAEO %2 Werding Hof-

fmann fFOBIE RT3 W-HiRIZES#R AN E

BRI & £ DML ZSRICEFHENZENSH 5 T

S =2 — v > DRFEMRBD L RIE 22 51T

S, HAEIEMATRMREORECEHL, ZowE

AW-HIFOMBIFED % ) 72 HICHifaREIZE 272

DKL EREZLDLNEEZ TnE, TXTHOW

~HIRIC Z ORED FR MR ED RO L 1L Dh, F

72, RIADIREIR KM LNE L TERTNELD

2, HEDIRRIIW-H RO MBI EOREICEL, 4

BOBRIOFE LB L 2D vz kT,

HR BX, #HEF—8, RE X, JIF fE—
Y

SLAUCAREE N RS R, PR AL

EAT9 b, MR R (3-12), R RRE % KL
44845 AT, #RT B /N hERIE I 5 4
Bl R L (MR 1,200 8) M3, T EEEC A
LIRS A LI, B VETICBIA T2,
BT kTR, ANTA2 EORK B EEHA LI,
#he g1 glioblastoma o) i 47 #ERS & BT L 72,

2 D 107, B

1972 £ 8 B X DugEt: . 10 BiCiZNgM-Ragd, % %



SRR SRk £ s

6—1 FEFI L /s B ERAESS , Glioblastoma, PTAH. X200 &
Kz LEF, REROMRA B ZRL THaE &%
_ %ﬂﬁbﬁfaﬂéi

a°

it

—

= e . ™ 1

X6—2 SEFI 2 /INix BEpiE S, medulloblastoma, HE. X400
MR/l EIC R, FFEDBYIE Z RS
e,

£
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SEHELD, ) - MFLIET RO, HEEEIRE, 5

IR L 2. 11 H 29 H443E FRASRIC £ D/

i BERD & 85 Al 2 2 38D TRF L 2B O B H

B & O S ey & % #i 4T, AEREF691C medulloblas

toma THh-72. fifgeuB & UEFH#M% §4 Linac

HR AT, JBREL 72, 1973 45 B & V) miflEER, %

I BR R IME, L aae, KERE, EBE, R

B, BhE, FHESCBRHE RO, 128, £

1Ay AT, EIR /N BERIC R AR

IEHEAE L, M, BREIC % B R ERE B TERE 11,

MBI I3 2 IS EREY A L, R ) >

I3RS R b MU o 72, MRS RIIS 3/ B 3

Ju=F L ICBUAEEEAL, MBEcZL R

Mz dRan s hesE L, FPEBCHIEM 2 RS o\, JE

I ERH R T oligodendroglia BED fifan A S, &

7285 4 e RIS HET B IR TIXAN 1L A % TR e AR

SNICIEE A HAEL TB ), IEEMRO I HHIC &

BN TREME® & 2 72, B R8T RO

Hah TR IR ASHE D PaFE % 1 - THEREL T\ 72,

I

HH L EEOZKNIIHENEZ TWbHE) & BnFE
7.

I3k - 1 i glioblastoma T4 #* Kleinhirn (2 pr-
Imr (I TEZ BT 5 LV, 82 Bl REs
uniform THENICLENWTELZ L, 580
L7 pattern #7RL Twi\WwZ &, ZEH 5 med-

ulloblastoma & #ZHiL TL A& inBL 2T
ZFERW,

FH C 2 Bl A0 biopsy A HEEAE X O HLRK
EHATH - 72D b 7o\ I ek 7 KLk
2 bR, D) 23, L2 LIERREIC fibro-
sis ASIE# 23R\ i b radiation effect 2 Z [ L T
medulloblastoma TEHBHL B5 L& BnF L7z,

EE (/hgE) : &1 i3 glioblastoma & E5 . AH%
D case FREFMIED LT EEBL LA
& B o7z, #7413 hematogen & B9 . 2 Flid &5
fi# &AL CH Y, neuroblastoma, sympathicogoni-
oma Df4iEFE & 13F 2 517, medulloblastoma
2 LTIt 7 a=F >  uniform TH2BZ &, 7o
2FoHPnZ A H ), neuroblastoma & H#E 2
545, 81 T pituitary ¢ anterior (ZFE#H L T
VW EIEIEEICHT L LU TH B,

JEEAAEE (Bris R I 78 At RS 38
W FE)
HRD B 2 IEFIDOHBEE L ) TEET, JER

2 THALNR ENE BFERIEIES LU TL £ 9.

ZD L) A% AT, /M medulloblastoma & 1) &

Jfg g B neuroblastoma % ¥ &2 72 %) 97, &

BN FLFALIHRBEINTED FTDT, HED

MR\ 72 L £97. 7277 Bodian 24 T neurofi-

bril DobABH B E I rE FAMLL TIHEZW E

BT,

7. SRUEOHENE - BEE - GEBES L UNEBRRZE 2 S0 L 12 1 5R6)

OFhftz/Esk, ## X, M &, £H Bk =

SEF . 21 BRI,

KiEHE . FEgORELL,

BEAEE D BB, ik (20%), MRS (9 k).

BRI (48588 4F) ¢ 196547 B, IMETTHESRE
HhBL R 10 Ayt < Torkildsen FF-fiifftitk
1%, BRIEDA ) RRED A TlEF I RE, 1968 FHEE T
FEfYi- neurofibromatosis & Sh L, 1970 FIZIZFRK
GOk % B b7, 1972 4F 2 H Eily LR D
N, AERRRET C R E, W 3 B HEHTKTEH
8,000 r # Linac X #Ha 5% &\ 72h78%07% <, #H)
HESIKED X, 197347 AL L7z,

SRR AR . HRES N 48 (T3) KT

7, FiHF Lz EH EET
ECTEPN gt MO RN

NEIFCE A, BHEIC R0 KBS, filiet
T T I #EEROMEHE (EE1) D60
7z, FERTIIFRA & £ TORMRE & SEE L U
DIFFEME MEEIE (BE2) 2SR L, MBEEICIE
BEOREENE (EE3) »' Y, 518 RIcEE
DOFERBE (spongioblastoma, BHE 4) 25A& L1, Huls
RIS [ Ei e B EETEA S B - oA RRER T Y, LD
|= 13 spongioblastoma D{&AHE8H LNz, 72, &
TERID RO E% (BES) ' EELL T
K I S HEO b, X LIS TFREIEES 9/
B S G I BIERORE (BE6) # 2L Tw
yad
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b B R R AR S AR

TH1 fFoMREEE (HE. X50)
TH2 i - FHRERO fkgE (LE. X200)
TA3 gEEE (HE. 100)

BHE4 FFEfERERE (P.T.A.H X100)

THE5 RASMIEO $E%, KikRE (FLE. X200)
BEH6 MEERRE, KhikE (HE. X100)

ERD NS DIFEDFHZ DB ERT—1 D
WM< %27, ERICHRERICZEEDOEB 25 72
FEBIIE, B TIZABILIANC L BHC 3 BIRERL Tw
5, TN &L HERET L 2AEGNOEE & LT,
EFET, MU NEFRERLZHZT, BERORE
TR L2 Z L, B B8R U S R OlEs
I FERHEIE T3 e CAERIIE Th -2 2 & TRk
UHBRRN##ERIEIT spongioblastoma T# 72 =
ELENBTLNL ), ZDLILERAE, wHOD
dr#A9% von Recklinghausen Esgon e 2 Ry » 4
52 LICIIMEN S Y, i L RERESICIE
neurofibromatosis & IF#3°2 Z L I AE LN L 5 iz
Bbinz,

g

SUP,SAGIT,
SINUS

¢ & . RT.CEREBRUM
oo

PARIETAL

- N

DURA ON RT, 7, ‘N ‘; g

MIDDLE FOSSA Zé////%/%§ @
NEURINOMA // ///// AR
DR & 4%
T 5 o

&o:e HYALINOUS
SMALL VESSELS

T—1  JERHIRED A

B

A iEED %7 T, tuberous sclerosis & von Re-
cklinghausen Ji3For 85 % et L€, JEBEHEK
RN MECEERTY. 299 b, von Recklin-
ghausen JHD BRI TIIHIZ 7)) PEDAL b
¥, Schwann cell, meningothelial cell s\ i
R MR R EE B Y, dysgenesis A5
HTHDHTHEND TN L BY T, HEDKER
BUC B RO RAH D £ L7z, &<z, 40mE
AR T REYB NGRS BT 75045 & FEMIC #RatT
L, T>ECHEBKEOHFRGMTH B & g
nEL7ehy, ENU FRNT v MEBRMERE TLIE
BENT O ECAICELRET HER DD B AL g
L, EIRRENT—2 2 BnET,

NFE D BRLW2Zw7z4flivF 1L sporadic 7
FlE B35, FEOKEL 725EHIZ  eineige
Zwiling ThH 72, FHHITIIHEL FIZL b
% Bournevill e-Pringle 3% Ti3 subependymal =3
& LT giant cell @ heterotopia A% ), EIEFR
#£-5T\v» % von Recklinghausen sg& (2= & 7% %
FHIH 2, EREEZ BT 4T, miHC
1345872 L DA H Y, 7272 %7 manifestation A52
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EhbE ) hRLET.

S NBSEEDIER B E T 2,

N1 : Eineige Zwilling T3,

i R A o 72 RO B IIEES 12 neurofibr-
oma Ti3ZeWTL k)2, BEHFENEEZRL T
T, SHEERLFL2L ) T HEFERE RN KO
ZEICIIRIENS H B L) I B E T,

/N2 D meningioma DIEFID T #5IE  neurinoma
TL t 9%, neurofibroma TL } I %>,

JEf (3XH ) : neurofibroma T7,

ML F F TRERL 72 4 BIDFIER TRELE T3
ZELDTTH, TOPAITA LN EEILEHD
{, & T neurofibroma T7% <, neurinoma T& 3
VG ZEIY, BRRICL RO deta Tk
Bwzxd, §4bb, LV IEMCW2(E neurofibr-
omatosis T7 ¢, neurinomatosis & L U7zwvx Z A
T, wiLpy7e von Recklinghausen #§& 13 F %9 |
THE-TWB L) TTL, BHIIDNDNOMS
PEN TR, REEYX L (BEELTVWETOT, &
BRI 5 Bt THEZ AP AT W L B

TET, ’

BB EIRAT R, iHE case LIFFIC L

{fPLTv% ., von Recklinghausen % neurofibr-
omatosis @ central type &\ FEHEL7ZALY

8. EfmfaRiiES D 14

fER D 34k, Bk BM4S 1L AEL DL
2, HBRICIEZME) L)k 72, REEDR
TABE, B i TR EARED & = AR

DRI E 8 3 I B BN 5B H DR AL
wREDIZ, A9 F 2 H, A ENIEHDOZROD LIS
BHSEMT % 4TV, IEBOEM;DREIT-72, itk #H~<
AT R, SREEE, AEHORTEE, A D
B HIL, B4 E3 A9 H, &5Ewnx &2L,
FEC L7z, 228k 104 B, Tk lims o B
#2713 malignant neoplasm, suspicious of rhabdom-
yosarcoma T -7z,

HRRATR S A SETE IR TR B S 1
MBI 1,450 g8, AR pEkICIERRA 5, KT
%% @5 BAANTEIE C, ERERE £ BE 2T,

ORH B— #HA
BEBA R TR R EREE

WY SESH) FTTL I,
mEt D 2D L) HREFEMEFFRTRELITONT

(&, k722 CHl) B4

JEERFE (BRI > > ¥—, KR

FHI A

Schwann #ia#% 13 U & § 2 HHERAD LD
hyperplasia & neoplasia #* 555 £¥uiHE%E RL
RELVWERTH S,

FEROAEB % 21 4 HFRH, BERD —IRHERE R
DRHIHEL 72 2 HmBE b TXT 2 FHHEDEHE
TRIEL, ZOREFEEZIZATAL L CENL Ty
523, REDRD LD HAEC  dysgenesis
WRELBEFZRL TNEILERL TS EEZ L
na, ZDL ) HREFICIZ R MIRZEL B v L R
LTwaZE, M, neurinoma TH5I &, 7
Y¥#H 5 von Recklinghausen's neurofibromtosis @
central type FHEEL, FEHOTWBIZEEDHTI N
MPEDFERICOWT, BETERESHED 7205 1
Mz kv FRD % ¢ von Recklinghausen i Hi#ix
L HRRYICERE D L S DT LALN
72, REBIORY T & E SHLIFEDOR) SLHDY, B
RIEPEFEAERD 2 &, =} EAWIc & Bk
RINEDEBRIRER S HEL Z L0128, BES
52 LRI NG,

2, | HAX, ER R

il 2, F3IMBERNCLRET 2BFERDIKAL,
RERRE S % Y B OEA S D, HEnfEmRZ IR
HPREFRERL T3, SAZN OIS 25O
Bl Ze v,

TEREOMBAT R ¢ HIRMOERE T, TER, %M
T, #isERL & & F L RZRTMiah 5%,
LZHEEDSRS, SROEMIBZEREL TS, FEL T
BE#ilah &7 54 Tl3 300n % Z 2 5 377 BEHl
LHBL T3, ZOKICIZ =S, HEERELIED
BERIDEED LA, REEEEIZ RO L, EfiE
DZEEEIP.T.A.-H. P B THERTL2LODH D, %
Bo52Ugn s, BRUBSHLRADLNE, mER
LHEM RS EBIZEOLND EZAHDH ), HHER
AR IER L 5L TV 557, il 2 DMl H
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- ERRE R EE AR A 2 R

X8 —2 #MH{bE WHED Y > BRKRE, E.E. .4,
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ISR R AR T B & 2 AP, FELTH
SEFL M & 70 ) R SEHINAIE B MRS & T B
%, LHBFEMIAEREOMBEERTE 25055,
HEIC ) > o FREMER xanthomatous change #7586
Lils,

A BN AR ISR RIE TR 2 (, Wb
giant—celled glioblastoma (monstrocellular sarcoma)
KDL E M R IER & E R 51D,

W
H£H . 2o Zilch @ FrCld monstrocellular sa-

rcoma ¥ =9 TL ;9 L, Russell, Rubinstein # &

=4, Kernohan ? & Z A~Ff - TWIT(E glant ce-
lled glioblastoma & 59 & B %9, Rous sarcoma
virus 12 & ARIEE I ARICEDZ koS, £2

DB TV B0 TR Wk Bngd, &

BEd B SIS IEE O BIED N E & BT BRERFL

subependymal glia 2> 5RHEL 72D T3 & B

b Bk, glant cell DgIMEAAE {, hemato-

xylin T#< geF D, DNA 7 4 L ZADE AfRE

BT L DODEHA LN ETT,

g B EZBICRSLTBLNE LI TTL,

% 7> —%IC brain tumor D KTIC L THRERGLE

ICHED $ 2D WITFERAD, REHFTIZ tumor

o type cells IZH%Z | T W5 #HH2»P.T.-A.H.

e TERL, PAP B CHSMEE2RLTED £
B AD T, glioma THBZILBHRENTHDLE B
WET,

JI131 : giant cell glioblastoma Tid Nekrose 7<)
/A 7\ 1, pseudorosette AT IEoE N L w2
&, lymphocyte D&EFEAH B fHiZ &ED L J TR
Lizb kvl 32,

FH : ZofEDEElE Zilch (3 monstrocellular sar-

coma, Rubinstein {3 giant celled glioblastoma & i
ATEY 23, %O AIRE & & L 6
—jp7 glioblastoma & IZEFIL T, B\ E, £D
subtype & L CEMTRETHB L) T &L -
TEND T, HMH4EIT Rous sarcoma virus Dfi
JEIC{PL T\ 2 g, Hirnstamm IR 5 ik &0 6
AT, % origin |3 ¥5E astrocyte & B2 e
A HIIC B DD T3 e\ & EZ TH D LED
horhrblLhFIEA., HEHD > SKKGIE ZDFE
DS e TR E LGRS N TSN 7.
EEATE (THERTN T AR AR 2
AN %)
AU He AEAS CRIRE & 7 > T 72 A AIRE &

EA DA b1 FIE & BT HEBEEE & ORI
oW, EBORE, HRMaOtER, #HERLY
LWL L TTHEASE) SSELL,



