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Fig. 1-1.
Loss of myelin in the spinocerebellar tracts, spinothalamic tracts and posterior funiculus. Woelcke’

s stain X

MlCI‘ObCOD!C findings of brain tissues in case 1. (A) Sectlon from the 10th thoracic cord.

5. (B) Marked neuronal cell loss in the dorsal nucleus. Kliiver-Barrera stain X 200. (C)

Section from the caudal part of the medulla oblongata. Fibrillary gliosis in the inferior olivary
nucleus and posterior nucleus. Holzer-Saeki’s stain X2, (D) The inferior olivary nucleus showing
normal cellularity. Kliiver-Barrera stain X50. (E) Section from the mid pons. Moderate loss of

myelin of the transvers fibers. Woelcke’s stain X1.

neuronal cell loss. Kliiver-Barrera stain x200.

K RERO MRS ThEE, AETE
FEBIE L, DOEERERE, WIS & CHMURER O RE
LR 2 B IC e 5 T B (Fig. 1-2, ). Lo L,
BEOZAROBER L SR Twb, #ERT/
TSR O B B 1B Z 20 s, KR L B R,
FHOERBBHELBICE > TWw 5, RETHTREBR
HenSREEHEINL Tur 3 98, SEMIRRIZ R 72 T 2 (Fig.
1-2,K). BR¥, kg, RitkikicEgnw, RIKRTRE

(F) The nuclei pontis showing moderate

HAMUBE RN (AT VPL %) OBFDBIZ L > T2
A8, BIRE, POERZ (BLF MD ), #isHRREREz (BT
VA K, $OPEE (BT CM %) wER AV, KK
KETITHRARDOS  AHKEEREEL TS,
MRS R - T W B, FULAETE Betz RS EA L
Twa, BESLCRIAROCEELZ L,

FEM 2 1 kOB, 23R5B. B ERI 3 ORT, 1936
£, GIBRSRMTH4A.
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Fig.1-2. (continued) (G) Slight loss of Purkinje cells with glial cell proliferation in the cerebellar

hemisphere. Nissl’s stain X200. (H) The neuronal cell in the dentate nucleus showing grumose
degeneration (marked with an arrow) Bodian’s stain X400. (I) Moderate loss of pigmented neurons
with extraneuronal pigment in the substantia nigra. Nissl’s stain X 200. (J) The inner segment of the
globus pallidus showing marked neuronal cell loss. Kliver-Barrera stain x200. (K) The sub-
thalamic nucleus showing normal cellularity. Nissl’s stain X 100. (L) Marked loss of neuronal cells
in the lateral nuclear groupes of the oculomotor nuclei. Edinger-Westphal nucleus showing almost

normal cellularity. Kliiver-Barrera stain Xx20.
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Fig.2-1. Pedigree chart of cases 2 and 3.
Numerals indicate ages of the subject persons at
the year of 1976 or of the deceased. Symbols: [,
male: O, female ; B®, ataxia ; /I, dead.
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BRI L R Tw 3, BETRICEER
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BOEIEERREL T3, AEE, RibE A
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U TV, BLETED Betz flfastigd LT3 (Fig.
2-3,7). IUFT L T/NBIAR O — Rz M R B O
ik L/ NEREREOBE T 5 05 L {Rch

T3,

: ; ; .
Fig. 2-2. Microscopic findings of brain tissues in case 2. (A) Section fro

I

6 3 1 kO30, 31 EE, TA. EF208T,
1944 &, B BRSIRM THA.

BLAERE . SRR, EREDLOFEMERIL,

BERE | 185K, HEBEL TRERRTRE. 20
%, N4 7 BERCEET R 2EOTBEERERE
LT3, Higk, STROBEMEELY,
EEIR DI AR L TEREIIRE 2T 7o tE L h
o7, IS0 EERY ERCT 7 b— €258
T3 3ot (B<K). 268, XEHTLay,
1972 46 9 B 29 H (27 &%), &RAFEFIMBERKH

iz

LA . T
m the 7th thoracic cord.

Marked loss of myelin in the spinocerebellar and spinothalamic tracts. Sugamo stain for myelin X
5. (B) The dorsal nucleus showing loss of nerve cells and myelin. Kliiver-barrera stain % 200. (C)
The inferior olivary nucleus showing normal cellularity. Kliiver-Barrera stain X50. (D) The nuclei
pontis showing almost normal cellularity. Kliiver-Barrera stain X200. (E) Slight loss of Purkinje
cells in the cerebellar hemisphere. Nissl’s stain % 200. (F) Moderate loss of neurons in the dentate

nucleus. Kliiver-Barrera stain X200.
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Fig. 2-3. (continued) (G)

Moderate loss of pigmented neurons in the substantia nigra. Nissl’s stain X

200. (H) Nerve cell loss in the inner segment of the globus pallidus. Kliiver-Barrera stain X200. (I)
The subthalamic nucleus showing normal cellularity. Hematoxylin eosin (H-E)stainx 200. (J) The
precentral gyrus of the cerebral cortex showing loss of Betz cells. Kliiver-Barrera stain X200.
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4 DEREIR Stage REM #3472 {, Stage 1 DL
BREVE L HIZ, PHREELIEFEL T, &,
Stage REM #SEENC i s Tz,
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— AR R

[ERM %, EREL, BEREKRELCL, 251
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EREOLO, HETRANERPRERL T2 (<
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FOBEH NS L VEETH B, C- 1 TRIBER
NHEEDOEELEE T, WEOERRED LWL, ¥
¥, B/ ABERLT»THS. HHIIAM
K R B L, Holzer-E MR TIIRTA LI R
SR ORHENBELSTD 55, B A O ERIEEE,
BE L b NEEENER TH 2, HEEMNMIK, KE
HEERE, BRICIIEE LW,

HERE | EEAERASHER Ol RE/VINES, BERE N
EHIHEOMESEECHE L T 5, BRI
TRMRERSEECHE, PEEOREEBE 2+
2 T3, T4 Y -7 TCIRHEIEROBRE LT 5
T, Nissl RETHHEHROMIEEN S BATHL
B8, REtEIRIF (Fig. 3-1, B), 7, FAYU—
THOEENSF ) — TP T TREORIERE
EVSHAL T 38, HIMOTEEPHBREIR N
Tw 5, B4 ) —7EOMEHI S 3IZRihTw3,
AV — TNREIC B R, BIREB & URIS SR
RRHE T I TR O B L B E DBEMAEE 2 V.,

HEMZEEAE, FTHE, Roller L b HiEi
fanhEERE, BIEMEOS  REMBHECE-> T

&

Wa, E7, JEROBEBMLBUCZ > T3, iy,
BUORB ORI S EREL, BRESUE A,
L Twa,

18 B —B L TS RE L T 248, M
WEOEERIEERENTLS (Fig. 3-1, E). i
BRHER /MM B IR 72 <, BEE MR OR:
BELbTHTh3,

BHRETREFIRFEELD, FiREEREo
WRABETH (Fig.3-1,C, D). =NHEEmY,
SLEETRRAR, PR TR D S R i,
B TR T & W CEE, S
B EETEERY, BEMSEEL TV, FHE
FiEAZ = OERENEII DN, A 7= Ul
FERI-N T2, WAIER, SMUERE, NERROR
BOBEREL, SEEBESHEL TS (Fig 3-
2, H). £ ICHRIER R ESEE T, itRiax
BOESUATICR>TnD, BHER, POESERICE
Zixw, BERETEHRMREEE L LSRN, §
MoOBEeRBHEICOEER L, 2, EBOLER
ELIFLALED R, LaL, BEsEsEo
HEEPELCBSL, RFORFLE &b IEHE
DRFELOREZER L > T3, BEESES
BEUE AN SEEL T3,

AN AR, RER & % Purkinje MfE0E S CEER
HELTWT, bThERFELCHEL BREPENE
Ly, —7, basket #Zid ELIREY & < fR7z2 0, empty
basket D&M EE£EIZIAH > T 5 (Fig. 3-1,
F). kaktus % torpedo iX1E & A YERH Sz, JEl
MR I IE AR, HMIEELETL TS, kY
WHEEROBINER, MANE, RERO/NE, NMud
LNEE, IUTE, HEREL £ (B/MY (paleocerebellum)
R JF/Mi (archicerebellum) O—ERCHIZ D, /A
BB TEEV S AMICRY, RSk E5o
FUO/NERE, MANEDAEIRSMNMEL Tw 3,
Holzer-#e{A g6 T 4 F 8 BB 8, —8Ric 7
U 7EMSHEREL T3, BERPHETRBELE
Tz,

BRI O SRR I UV AR L, MIRREER
SHHED 1/6 AT W 72 5 T\ 5, Nissl e TR EMR
HEZOWREIZEI N T 508, BRAagEnEL ETL
T3, (7, WREEECSHOZESHEE, &)
HEeEsERIRE 2> T3 (Fig. 3-2, G), Bodian
PRTIRINE—AEMR 2w, IR ERCHF
B NERAHEL Tw i, wRELZFOABEK
axonal swelling B%FEL T 5, Bk, BRE, £
TE I IR 2 s, HHRMERR IR L T W s,
HERRAZRE LB & U /NI D B BRRAE 12 PR B
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D, BREMSEELTWS,

df BED A T = MR FEERY, $EO X
So v LTWS (Fig. 3-2,]). LaL, BFEM
TR I R IR 7 TV B, Holzer-EBRE T
g, HBIRE L b BRI L T B,
FEOEEMIT P E R & b R EERE, BT
R b 1E & A EDEHTEIZ L satellitosis 2{#> T3

(Fig. 3-2, 1), BHIM S BRMEDOHEE LR 51325,
Y IS RO IEER S,

Fi‘g.yi’»—l. Miéfoscopid findings of brain tissues in

BIERMHERAZ O /AR B & UIER O BREELE E
i, FSCRE L TBR# b EECBAEL Ty 3,
—7, Edinger-Westphal &3 ZIZR7: T 5, K
B & LR B E TR IERER 2 i SR B
FasE L < EEL, HMREROEESCHELE LN
5, K EEZ W,

KB WEBRO MRS TIED THRER,
HE T HERE D, FSOBRERE L EENEL
Tw» % (Fig. 3-2- K). Bodian B TIZ % # D axonal

o el ¢ 2
case 4.

Loss of myelin in the spinocerebellar and spinothalamic tracts. Woelcke’s stain X5. (B) The
inferior olivary nucleus showing only slight loss of nerve cells. Kliiver-Barrera stain x50, (C)
Section from the mid pons. Marked shrinkage of the pontine tegmentum. Woelcke's stain X 2. (D)
Section from the mid pons. only slight fibrillary gliosis in the nuclei pontis and pontine tegmentum.
Holzer-Sbeki’s stain X 2. (E) The nuclei pontis showing almost normal cellularity. Kliiver-barrera
stain X200, (F) Marked loss of Purkinje cells with empty baskets in the cerebellar hemisphere.

Bodian’s stain X 200.
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Fig. 3-2. (continued) (G) Marked loss of neuronal cells with spongy state in the dentate nucleus. H

-E stain X 200. (H) Section from the upper part of the pons. Marked fibrillary gliosis in the superior
cerebellar peduncle, lateral lemniscus nnd medial lemniscus. Holzer-Saeki’s stain X4. (I) The red
nucleus showing moderate loss of nerve cells with satellitosis. H-E stain X20. (J) Moderate loss of
pigmented neurons with extraneuronal pigment in the substantia nigra. Kliiver-Barrera stain X
200. (K) The inner segment of the globus pallidus showing marked loss of neurons and myelin.
Klitver-Barrera stain X200. (L) The subthalamic nucleus showing almost normal cellularity.

Kliiver-Barrera stain X200.
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BIEA IR, MUK BRI R T BE
WWHEIL: v, BESRBELL TWwa, BR, T
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FH TR O MR 12 I3 1R 72 L TV B 28, Roller
B, KEMRE O MR P EEREL TV T,
MEOBEMW B> T\ 5, O, F TR
B B E RO MMM & 3w L TR LT
VW3, EEHEAOBER b T TH B0, Woelcke §
BTRERNPEF BRIl Twa, EREOME
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L satellitosis &> Tv> 2, HEIERHE, PO
RO TRRARME Y 12 ITR I BIE L T 5, Holzer-#£1H
Befn TIRAB T BB T — R L CEEORMEERE
DD BN, FMIHTEBEEICR->TWS (Fig.
4-1, C, D).

SRR O R EATO TACEAS L T
3. SXEREICERMERICEE RV, FIER
BROFEMOMMEEL D b, T, P,
AL MR HRRT R I PR L, BB

o

Fig. 4-1. Macroscopic and microscopic findings of b

=

FHE-TWE, FHBICIIBERIZLALRD AL
WS, A5 = VHESEEICHELL TS, NS,
SMEIER, PERER, FOBBERERERZL TV,
I NIRRTl 3Bk, BER & & Bergmann 7Y
THEE U AMCHEE, Purkinje IR HERE e
EBECHEL, BEMAEOIE LA CETHERLBL
Tw3 (Fig 5-1, F). %7, BAARL PEERD
L, &RICBIZ% > T %, Bodian & T empty
basket % torpedo 78%FL T\ %, /NMXEE OFED

g

rainin cglse 4. (A The under urface of thé brayin..

Marked shrinkage of the medulla oblongata, pons and cerebellar hemisphere. Note the absence of
the left vertebral artery. (B) Marked loss of neuronal cells with glial cell proliferation in the
inferior olivary nucleus. Kliiver-Barrera stain x50, (C} Section from the mid pons. Marked loss of
myelin in the pontocerebellar tracts. Kliiver-Barrera stain X1. (D) Section from the mid pons.
Fibrillary gliosis in the basis pontis, cerebellar hemisphere and vestibular nuclei. Holzer-Saeki’s
stain X 1. (E) The nuclei pontis showing marked loss of nerve cells and myelin with glial cell
proliferation. Kliiver-Barrera stain x200. (F) Moderate loss of Purkinje cells with glial cell
proliferation in the cerebellar hemisphere. Nissl’s stain X200.

S ————— ]
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EHBEL TV A HSARO LN, TOHSTR
Purkinje MR ERIMAT O BT b SLEHIER S,
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il TV 548, EREOMRMEEERRLA T,
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Bz REE v, K BER BT kv, &
BRI —B T 2 IR 1/3 & BAMEN 1/3 OBEEE A
=EMSBEICHEL TV, i, 5 1/3 0tk
RO L BEERA L TWw3, TEOMRMIZET:
T35 BREEBHES U E ABTEEL T,
di LK BB T b SR B S B OV A
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FREROFHEDOIREFEETH 5. RERZ—HMHEI
b5 IRy, P, SHETE SRR OBREILED 5
iz, Holzer-1E A3 E TR ERERHE O E - —3 L
THRBRHEASEEL T b (Fig 4-2, H, J), #BI3E
B HIESIRL WERAOME BBEREMSILAL T3,
BROBEPEIZTIC 3EE R s, WHMAIE T s
BilasBo TEECEEL Twa, HHEMARIERE
BALTws, KRR & D /R D 75 535
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W RN T WS,
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JERIS D BO®EO. T08E, £4A. 19014, Al
BHETCHA.

(continued) (G) Marked loss of pigmented neurons in the substantia nigra. Kliiver-Barrera

stain X200. (H) Section from the basal ganglia. Marked shrinkage of the putamen with gliosis of
nerve fibers. Holzer-Saeki’s stain X 1. (I) The putamen showing marked loss of myelin. Kliiver-
Barrera stain %X 200. (J) Marked loss of myelin in the outer segment of the globus pallidus. Nerve
cells are well preserved in this nucleus. Kliiver-Barrere stain X 200.
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1455, 18R LIESDH D, WHRER L ZE T, MuthE
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Table 1. Clinical course and symptoms of six cases.

Case 1 2 3 4 5 6
Sex F M M F M F
Heredity AD. AD. - — —_
Onset (y. 0.) 43 14 18 47 63 63
Death (y. 0.) 53 233 31 52 70 67
Total course (yrs.) 11 93% 13 5.7 7 4.4
Paralysis of upward gaze + + + - - —
lateral gaze + + + - — _
Fixation nystagmus + -+ + + +
Dysarthria + .+ + + + +
Dysphagia + + + + + +
Tongue atrophy + + + — —
Muscle rigidity —+ + + + + +
Postural tremor - - — + - +
Athetosis — - + — - -
Spasticity —_ + + + -
Babinski sign + — + + _
Romberg sign — - - — — —
Sensory disturbance
deep sense + - + - _
superficial sense - — + - -
Dizziness - — - + +
Dysuria - - + + + +

F, female ; M, male ; A.D., autosomal dominant ; 3, suicide ;
+, positive ; —, negative ; blank, not examined.

BRSOV D [ANMMROGE | OBEERTFES 21
ZIGERRORE L BbiLs,

ki, ERL, 2 D/NNUEERESHENBER TS
LOIHL T, EH 3 DFREILBEFE T, Purkinje #fR
BRIETEECHEL T3, Lrl, BREORIGE
bIHT, LLABMiEnSEICHEREL TWE, 20
fit, BEIREZEE OMEMINGE, FRL SIclo s h 2k
MEREEERT 5 &£, ZOEHD Purkinje MO
itz 2B © AMOREBIC X 2 BEsDn 0
EEDILS, £ IZFEIE 15 BiiO ZoEHAZER WELED
IEY —RZd - THEUK hypoxia & D@L
5.

ET, 2D &S A H/N R U B 7 4R FRTE DO BT
HWE 1L Brown'? 0 1 KAEDEREIT, - DRBDEER
IRERRIIC A T, |AEE, RETE, WTE
8, face grimacing, BT ES, TRER
BT L 0sFe S 7z, &7, Klippel &9 8h%
#, BRETGE, RIE, ROEE, BR, TROERE
FER R RLUREEEHRE LTV, WTFHOR

% 1 MarieV»% hérédo-ataxie cérébelleuse & U CH
R LDLFIREENTRE, I05 2RADE
B o £ 95 # ¥ B AR BT 1 Meyer®, Barker??,
Schwitalski*®, André - Thomas 52, Rydel3?,
Guillain 53N & » Th &I, IHE L UZ20RE
$RHEDIRZE L Friedreich %, Menzel &, Holmes & &
RS FMERL TV, Thbb, RIERERRT
L ERE, ERE, B, MNE LY, BEMETTRE
&L TIHNBGSR DB R OB S & B /N0 ZE%
BiE»HI B, BE, T4V -7, MYEEICEE
FERREM I, o7, % Dk, Mathieu 532 %13 U s,
WL D ERROFIRBI S ITRE S T 29, Green-
field*®% & fv & DIERI % spinal form D H D heredita-
ry spastic ataxia & UL CHEL T3, AETRMAL
S0 INAR S, I &% (2 ER) OWEFIRIEED
PR %30 5,

FEDIRAR E V3 DI/ R RFEF AR S8
L7:bDT, &bEHViE/MK (archicerebellum) X F]
JE/INXR, B b 37 L < B4 L 7o /M (neocerebellum)
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Table 2. Histopathological findings of six cases

CASE ’ 1 2 3 4

Brain weight (grm.) 1300 1300 1225 1250 11520 9910
Medulla spinalis
N. dorsalis /) /() #/ (=) =/ () /) =/ ()
Tractus spinocerebellaris anterior H#(#) #(+) H#(+) + (=) — (=) +(—)
posterior +(+) +(+) + (=) + (=) + (=) + (=)
Columna anterior #(+) + (=) H#(#) +(+) + () + (#)
Tractus pyramidales anterior — (=) — (=) — (=) + (=) —(+) +(-)
lateralis —(=) — (=) — (=) +(-) # (+) +(+)
N. intermediolateralis —(+) — (=) —(+) #(=) H# () H ()
Tractus spinothalamicus anterior #(+) H#(+) H#(+) # (=) — (=) + (=)
lateralis H# (=) #(=) #(=) + (+) — (=) —(=)
Fasciculus gracillis + (+) — (=) — (=) —{(-) — (=) —(+)
cuneatus +(+) — (=) — (=) - (=) —(+) —(+)
Medulla oblongata
Tractus spinocerebellaris anterior # (=) H#(#) # (=) —(+) — (=) — (=)
posterior #(=)  H#E) H#(=) =) == (=)
N. cuneatus accessorius H(H) HGD) #H) =) — () —(+)
N. olivaris inferior — (1) —(=) + () # (4) # () # (i)
accessorius dorsalis —(+) — (=) — (4 (4 # (4 ()
accessorius intermedius —(+) — (=) — (4 # () #t (4 ()
Tractus olivocerebellaris — (=) — (=) — (=) 4 (4#) # (4) #+(+)
N. arcuati +(+) —(=) —(+) H# (4) # (+)
Fibria arcuatae externae ventrales +(+) — (=) —(+) # (4 H (4) 1t (+)
Tractus pyramidales —(=) —(-) — (=) #(+) H(#) + (=)
N. nervi hypoglossi H(=) Hr<l(=) H(#) —(4) +(+) —~(+)
N. Rolleri #(+) #(=) 4 (4) H () —(4)
N. dorsalis nervi vagi +(-) —(+) —(+) H#(4) + () H ()
N. gracillis #(4) H#(4) H (+) -+ (+) —(+) —(+)
N. cuneatus H (44) + () # (4) —(+) —(+) —(+)
Pons
N. points H(#) — (=) — () i (4) # (4 H ()
Fibrae pontis transversae H(~) — (=) +(+) # (4) i (4) # (4)
Pedunculus cerebellaris medius +(-) — (=) +(—) H#(+) 1 (+) ()
N. motorius nervi trigemini - (=) — (=) #(4) — (=) — (=) — (=)
N. nervi abducentis (=) # (=) #(+) F+r<i(+) —(+) — (=)
N. nervi facialis + (=) # (+) —{(+) — (=) — (=)
N. vestibulares n. inferior +/H ) /(=) /) H/H ) /R
n. medialis +(4) + (=) + (i) —(+) + ()
n. lateralis H/4(+) /4 () H/HT<I(H)
n. superior H/H () /4 ) —/+ (=)
Formatio reticulare —/=(=) —/— (=) =/HH) —/=H) —/=(+)
N. loci cerulei —(=) +(—) — (=) i (=) #(+) H#(+)
Fasciculus longitudinales pontis —(=) —(=) - (=) H () +(+) H#(+)
Lemniscus medialis H#(=) — (=) 1 (4) — (=) —(=) —(-)
lateralis — (=) —(=) 1 (+) — (=) — (=) — (=)
Fasciculus longitudinalis medialis H#(=) —(=) H (+) - (=) —(+) — (=)
Tractus tegmentalis centralis —(—) —(=) — (=) — (=) — (=) —(=)
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Cerebellum
Corpus medullare
N. dentatus
grumose degeneration
N. emboliformis
N. fastigii
Centrum medullare nuclei dentati
Pedunculus cerebellaris superior
Archicerebellum stratum moleculare
gangliosum
granulosum
laminae arbae
Paleocerebellum stratum moleculare
gangliosum
granulosum
laminae arbae
Neocerebellum stratum moleculare
gangliosum
granulosum
laminae arbae

H#(+) + (=) #(=) H (4) # (#) # ()
H/+(=) /(=) /4% () =/H#H) —/H ) —/# ()
# + - - ~ -

#(+) H+(+) — ()

#(+) H(+) — ()

H#(+) + (=) H#(+) — (=) —(=) =(=)
H#(+) + (=) + () = (=) - (=) —(=)
— (=) — (=) —(+) + (4#) + () + (4#)
+ (=) +(=) 4 (+) H (4 # (4) # (4#)
+ (=) —{(=) (=) # (+) #(+) #(+)
+(+) —(=) H# (=) () # () # ()
—(+) —(=) —(+) + (4#) + (#) + (4#)
+ (+) +{-) # (+) (4 # (4#) 4 (4#)
+ (=) — (=) H#(=) H#(+) #(+) H#(+)
+ (4) -(=) H#(+) H () (4 # (4#)
— (=) —(=) —(+) =+ (4) + (#) + (4)
+ (=) +(=) # (=) + (4#) 4t (4 +# (4
= (=) —-(=) #(=) #(+) 1 (+) #(+)
+(+) —(=) H# (=) (i) () # ()

Mesencephalon
Substantia nigra zona compacta
zona reticularis
N. ruber
Tectum mesencephali
N. nervi oculomotorii
lateral nuclear groupe
n. medianus (Perlia)
Edinger-Westphal n.
N. nervi trochlealis
Crus cerebri

#(=) #(—) H4) Hr>1(#) #(+H) #Hr>1(+)
—(=) —(=) —(4#) ~(4) —(#) —(+)
=/ (=) —/= (=) #/HG) /= (=) —/~H) —/=(=)

+(+) —(=) HH#)  —) +H) )
(1) (=) # ()

H#{4) # (4)

—(=) —{(~) —(+)

4 (+) #(=) ) —(+)

—{(=) (=) =) H(=) #+ ) )

Cerebrum
Globus pallidus pars interna
pars extrna
Putamen
N. subthalamicus (corpus Luysi)
Thalamus
n. anteriores thalami

/4G /4 ) /() =/ ) =/ () =/ ()
+/+(H) H/H ) /G /G =/ ) /> 1)
/() /() /() B/ RS T/ B> TH /4> 10)
=) ==+ () = (=)

—(=) () =) = (=) —(=)

n. dorsomedialis (DM) —/= (=) +/=(#) —/—(+)
n. lateralis dorsalis (LD) - (=) —(4) — ()
n. ventralis anterior (VA) —/=(=) =/=(=) =/= (=) =/=(=) —/—=(=)
n. ventralis lateraris (VL) —/=(=) —=/—(4#)
n. ventralis posterolateralis (VPL) —/+4 (=) —/+ (=) —/= (=) —/—(+) —=/—(+)
n. centromedianus (CM) —/=(=) —/—=(=) —/= (=) —/—=(+) —/—=(+)
Hippocampus (=) == == (=) ) H()
Cortex cerebri +(=) +(=) (= 4+ (=) (=) ()
Betz cell + (=) H#(—) H (=) (=) -~ (=) — (=)
+) +/ ()
(- gliosis

t gliosis
loss of neuron or myelin

loss of myelin
loss of neuron

—, normal ; + slight; i, moderate ; #t, severe.
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NS, 7 LR ORI AIE S 21BN (paleo-
cerebellum) 133 & L THEH/MNXEEOIRHEEZIT T
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— 7N D B LR b BMERRTE T 5 Menzel B E[ L
ANRERLREMWE] LA TR TR A,
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zze, fER2, SORBEICOWTRNS &, #
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PEHRER TR L, EHEREI P LIlbL b %
2513, FELITINEERID BE B EL Ok
O RERRGORN L VBET, BREELD
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ARRAT B TIOBEMERERNZ 3B & & /N BEHEHE &
LAY, EFIL, 3Dk 5ICHER, MEE, 18, Th
B EAELLEBL T 26lbH 2, 27, EE
THEELBEORERRD >, —7, MK
FEFO I TIIERET A Y — 7R, 18, PN
BN TEHOBWIb TN T, 7, ML E
L/As 0, EETIIETHEE L BEVLT A ) — 78,
TBEER, /MXEEOKEIER S & OFiE o TREI
ST, HEBA R TIHBEEIEFEF O /NKE L U2 0
EEEMII BT 2 ERTEYE, BIRRER, B/
MR B & UHIAE S LA T H 0, BRIV
1z LIEE %% T % spino-pontine degeneration ${lD
FEF ERIL) 2BR0T, THUV-7H#, U —7/
ik, B, /R YRR ATV R, 201,
BTEMREIC LIRE 2B T 2 ERMN S, IFMEREF
TIEE, BN, HEMXEEOEERE
T, F4YU =74, BRE B L0200
RO /MNNEE, BHEOEESELD, 7, WMFE
HAERIT b AR IC R 2R 20105 5, @H
OREREHETIEDH 2, EVIZE- @B ERL T
WHZEIEBLNTH B,

2. IMERIZDO VT

INEB &V Z DR GREOBEEIZ X - THEL BER
BREET, LiboNERCHREORESEHL
TW3EHE, EOERIWMNERRECHRT 20T
HEPEPRICTELVBENE L, e ZITHETE
&, EROBKEEE, HTREL & OMRERI 2
WTH/AMMR, HEERRER, ERARRL E S ORIE
PORET L T E7% & 3w, LT LN R
&, (FFEOREE, QEBOEE, S)FBROBEE I
RElaha, &6 QESOREIR a) EFHIEARK,
EERERE, b) EHRMHEERYE, o BREST
B, d) RAREEDTLE, o) /IHIERE, ) RERE
BT S, QFTEROBE a) (RIESSREET,
D) EBHEHBRE T 4 LIz SN B, ATEOREHIT
NEIRIEC D TIRBIRET 2w, 66l b 2o
£ m/NERITIFIEZ 25T B,

0 BRI >V TE, BEERLAED 3H &
OPCA o 24 (FEBI4, 5) 103 S its, HHIRR
K2 ERT 2Ry EREIERLE T & 25
%% k) feedback system DREEHIEFEIE T 5 I fil
HEND L DT, HIEMEELHE/ MR L oBEE
EHEN D, 3T, Maekawa 553 74 ¥ £ - T,
RO T MR B 8 AR B INEE % A L CRIEE
IRCET 2 LRI LT VB, £, BREISEKC
AT HR D & /MO /NI Fr S & VR TERICHR
HEBRE DS D 0, — 75 T3 PURIREE % 7 U T BHIRAMERE,

EHAE, SRR O MRS %5 T
VBHELbRTw2, XBOEFDEE S, FHEIBR
HIIRERC ® £ W R EbF, bW B central nystagmus
DRV ERL T W3, &7, RS T BEERR
HEF], OPCA #il & b RIEMRIZ IRENTED S 5,
ULomREEERT % &, AEOESORELFE®
RECHENMNEIRORECHET 2O EELOND,
VEOEE, EBOEE, HREOEELR XD/
FEIRIZ DU TR/ /N B HRHE D T DIESE D BRI
L OBRHEIRETIE 2\, NREEIC DL T, B
FAEFHNEIOEE L URLGEOBEBZKIZ L 5T, /A
¥ S AEARTRASENT W30S, R /MY
E DGR S IRAMIC L KA ERTWB-50 Fip
bbb, a) MEIEFOBRE L KB, b) hEOEH
HR & AL, ) NRRER & MR, R EMENRTH B,
IDEDRBE L - T, BREES & ORI »
U T EITL T & 2/ NEROUBE D B8R 13 EATHRAE 2SI
Bl ETIZEM B I 0L >T, RRFEO a) ~c)
DETORFE L WML ED D, RIRFEOKEE
BEE) LERAREIL TVBEHDEEISNBS, &
DZeid, 72k ZIERNEROFBOADOEMNEE L
THNHRE R/ MG EEROBIE b EEE B LIZL
TWHIEERBELTWS, T4abb, REOER 1
~3 EIER 4~ 6 T/IMUEEDRERE L WERMST
HONBIZLLhb6T, LBbYB/INKERIELIL
TWwa 0 ELO/NYOBECL 2 bDEHREINS,
3. IBGEDRE - BEEBEICOWVWT
BHENMESERE D % < A8V R /N A RRAE LIS 1o
LIRERET 2 LRAMOEY T, \BEZDHRTH
IR DR L RERBESOEHR F Oftid
EEMEME L ORENEHEA TV, kL, B
R OEBREMAAEOREF TR, HREESD W
ZELbHoT, HEENITIMRETEAT RN, L
7L, Brown'? 2384 L 7: 55R1C face grimacing %
R TR ES 2R L EASES sk Y, H
NSRBI DFE B D BB /MR DR 2 R T
LHELHR S,
AREOBEMELBEOERN 1, 2 T FHEEES
oAt Wi E b PO HERIE RS T b, BT
ST B R e LN O S L,
EMTIIRE, REROMEERNTEES S G
BiE L, #BORMRMRLBEI LTS, FESR
KT Tl M bE X B xw, LaL, fEE
3OERKREFAEIIEML, 2 L3 ETEL->TW 3,
BRIRENCIE 7 7 b — ¥ HYEREH & Bz s B L
TWT, Bib =R RGEBEREOL L THEL, TF
BAMICIRIEEDRIET 22 877 b — X045 Bie



230 LN

LA T3, SRR TR TR O MR
EITEMTH B, HREE, BN, BE, WER,
WO K HEMESEEREL Twa, Z0 X KA
BiEsll, 2 :RACTRDEY, KEITIEE i
AT, FERERSBEREL, £, BREOR
TPl BRLELIBDON S,

IO XD R, BN /NG L & EER
rrOEBEMICERFREXET 2 HEBII L T, Smith
5% % Newmann®” @ # % LA 3k dentatorubro-
pallidoluysian atrophy (DRPLA) ¥ \»5REZH
wehTn3, ZOERAOHZHEL /NBRELE
HERRRITEE£ET % myoclonus epilepsy % &ish>
FEP DO TIRHZLSPN TS, Smith 50H
ERISE, WEME I REEOEN B L UIMAEF L b
% DEFSIHREINTVS, #LT, IhsDED
Tlkeavy, NVALX, 7Tbr—¥, 8LU3IF
yu=—i POREEZ D I LSRR H L &
nTws, FHe®E Ik S % DRPLA 2, (1:EH
LR FEE EENIC /1T % ataxo-choreoathe-
toid form, (2)t = L 7 BT EEE) & MELEmEE
B8 12 32D pseudo-Huntington form, Z L T, (3P
B/ 0T X o THRERRFENERHE N
myoclonus epilepsy or other form IZZ4EL T 5.
&7z, Z LRI BT IR 000 /IS I AN O BR 38 &
UHREBRROBEEICHEY, LrbBEEEEET BE
B BEERERR - HRERBEEEL LTELDT
w3,

AFEOEFI 1, 2 BEENCETHEESNIRD S
n2 s, FREFRE DWW TV 2iE DRPLA Wil
Twb, £z, R 3 IFEERER, HESA L b DRPLA
OEEETHHE LTS, £ RS, FI5%9
o THRER L 3ER (BOEO, HOEO, Wl
OE0) DEKRFEAR L OBEEENE W, Tabb,
BRI 5 2L & OESTEEARIZIERETIRL e,
HBERFR TRIUEOEHLACETESCMATT 7
b—¥, EAERFRES COINRHRE, FRER,
TR T, AEEES S REL TS, HER
BTR/NERORORE I ER B RV FLTH S,
NG LB, KBRS L U ZOOEEBREICOVLT
WEBICEE R RERRESNE L D A<,
BR TR OEEMERESBE LERSH S 2 EFT
DEBRPBHONIBETH D, 72, BHREORF
f£d zhsDEFICHBEL M T, ULOMREE
BT 3E, WTRLAROER 3 £ &b DRPLA &
WoTIWERbiz, L, FILUOSES Tldataxo-
choreoathetoid formd» 7 =) —icA2 b D L Bbh
5.

ZZTEALETNRIE RS R0 Eid, ATHOAER
3 83— TR IR/MMCR DR R R REDIT R RL,
ftn 5 ik DRPLA ORI =2 TW 2 HTH 5, &7
AFEDIER 3 L IXFREOAER 2, &S5EF LIz
IR LR PREBERRCREERDLATH D, Tr
bbb, 20 kIBNROBEREME R & ataxo-
choreoathetoid form DRPLA &> 2 HEEHORKREHS
—WTIFEEFELTVT, AVRIEFICENUIBICHS
ZEERBLTVE EEbRS,

75 bh—%, a7, NYRALRA, ALz,
Bl & ORBEEES M b — X A DRE L SRS
BRREIR & HEREOBRIE DL TEEE  OMfFen
BRENTWS, Lo, EREZSNRTHI LI IR
ol s BE, NURLALEETE, tavy
LR LD &S RS IER & T OB/
ORIEHLT U bFEE, REITIZ A<, LA, KR
MY ZALALEDLBTHEBLTWE LS, 40
RSN IF B E — R, BRI —RK T
— R EERAET, B —RER— R — R E
Wwhws [ROEE] L L THEsN TR R
wWEBDbND, &5 HEARRERCN T 2/ GE
M PR OB E L R TS 2 LT, BT
7 b — ¥ R EEROER & EEKIEEOESTHE
BRETL, MEARERETCRISLACREESERSR
WOBEEEZRFIO7 T P —EOREHTHY, Z0X
3 s RHEREE L/ NGELDEREDEEE R T T2
HIREMED D B LIRRT W5, Z DM, MFEICRHEL
REoTWwaBHD 1 DTHAHRFLAFZIIHL T,
HIREFRBIE R L b & 38 ) ARV TETE T 5%9%
Y, et EEZKOBEGRERT & O S REIFH LA
By,

AROEF CHEEZCUBORENLIL LY
HoT, 77 b—LLHERIOREZHECEHAET 2
FREBO MR o8, 77 b= 2RO VER
102 b EEORERRESRDOND Z L, &1
EH 3 TET 7 r—EnEMCELTHI LD
FEREMREILIZIEALAINRTH S Z ek 2iER
L, RbERse/ Mz CHOMBRROFEEZERL 205
BMNA2BELILENH DL EER S,

WIZHEB 4, 5, 6D OPCA O/INBGE LS & UE
EEEOWTRET 3 £, Zh o ORERIO RN
MR IE BRI, BRI & /N O BB M
G L BT v, 2B, ERREECAROER
BB Iz DV Tl Purkinje #EREOEMMEIC LS
bOrEZOND,

SR HREIRD ER S ETERIT, H—* > VAl
W ko TR ¢ L EEA TR RICHT




BEEETHED/MGR L - BEEEREICDVLT 231

MEOEHEENL LAEET 2 L BREN DS,
21, ARBOERTREFERIE TR L D b BB,
ELEENDHD L bBHERBHTH S H/EFRTHE,
EEMOREDERIBELFRICHY, BIRERH
ERTREHREPZ LI REL T 2000, Mg
MIAOKREELTHTH S, BWROBEZ PR, S
BREERCELS, L bAAESELTH S,

Kiinzle®"13 L 2> T, KIXEE D & REEAND
Bt O REREC DL THRE Lz, Zhick 3
r, KEEOTRESEHEROWEAN&ZE L, L
FEEBOBRSITLOBHTEELTH L N TS, —F,
Oka®™iz L hid, REMRFAEIZRKINEBOENET
i<, BVBOLEHAE LMEMEOAIR K L -
THEEEN TV Ew), Fiz, Jones 5913 KEE
BOBENRACEVEBIIZOL I EERLTWVLS, 20
5%, Kiinzle DHIR & 0, KEOEFICH SN 5 B
LA R ORE ICER T 3 2 & oSSl
ans, ¥/, X OPCA BT 5 HEBKROEMEIZ
retrograde transneuronal degeneration & L TEHEA
ANTWVAH, LEORRLYD, MNURENE & EEM
EROEHORRIC, KMEENES L T2 5%
LHEDTRELOMHEEZH>ND,

4. B/ AR rRiZOWT

& BB B B/ ZSEE T3 1B/ iR 0 B8
G RBRET I T <, Friedreich &, Menzel Bz &
% < OEELT Babinski &% Ot DFERY S 5T, MU R
FHEE, HEFEL CHERRS 2 VILEE ./ f v D
BEBGHL T35, AROBMEEER b RKT, [
B TUE IR B RORE RS ER L s sk
Vs, FEFI 2, 3IREBHREICHEBIL TWT, RRIRES
BAER L, 3ICERSH T B, 20D & ) 2EEHRIEIRIE Betz
MO 7% & BRI+ 4 0> OREC—EHATRET
HoH, L ATBEREITTED A 7 = X LIERREMT
H5. Thbn, BE/NNEEEDSE S ATETEERS,
MRAERER, S5 /NNEELED T, ZOBE
EEOMEG2EEL LdniEn s Bbid,

—H, BHIMAOEE 1 0 v 3EBO 6 EFILEH
EHEA L Tw R, @EMKIED 35T R
BOER /1 o> LRI - TwT, OPCA #IlE 1d
B R R LT 2, BEH % FERI T3 Edinger
~Westphal 1% % B < SIRMHREL, B E MR, =X
EEE, SMEHEA, EETERE, & TR
R 2 DR ICIRE L T 2, BIRANICIE RS
SO M B % 2 O S RGBT T
L, BMEEECHTRH#CLFELTHE50LE
bivd, FREOFT R Brion 5700 & 4% 5 WOHME I b
D B AL, CH S DEEEIT b BIIREE L Edinger-

Westphal 72T 23MR LN T0EIENRINTYS,
% 3, Brion & DEFO/NEROFEIZER S PARD
FEF L E->T, TAY—7¥e/ NI b EERE
HRERENH D, HTLbRAZCHEI ZLIETER
W,

Z DMtz b RO ER ., 1 vy BEES TV
20 LIE LIRSS T3, M4, autosomal
dominant motor system degeneration & FEEH T\
HRBOELERA TV S, ZHUERL b LD Azores
HWHHBEORRCHER S N ERAEEERTEORR
T, EEIKA, YA M=—, HEA, RE LAHBX
UM ER AR, BRETUE, B8R, WTEEZ ©
EROER L EFI & SPLBRAREFL T3,
Z DFRREIZ D> T2 Azores %, Machado Ji%, Joseph
R ¥ ERFRE N T 35, RIS 1E Nakano »7)
Coutinho ™2 & - T, BRREBEFZRREIZ Woods
5™, Rosenberg 57, Romanule 57, Sachdev &
EoTHE&NTWS, i, Lima ™% Azores #h
FLADRL P ALVREO~REEREL TWT, EA
DRFZDEERFELH2™, 20> bERTHRBEENT:

6 B, ERPRAIC 1E FHEREBSBHE Cid e o 1o 28
REBHRTIIEEREIINNR, EEKS X EH A
BYIZLRATWS, Tobb, BHATANMBOEY
B N2 T, AR T 1 VIR, IR B RRAL,
BHEMRR, & TS YO sEL 0RE
CHEL w3, 2LC, REMREREE, %,
B, HRERZ SWCEDSN—EL TWEWLS, /N
R ZE ISR/ MRS, B/ NMER 3 & OB/ XS 3
BAIDEFD% <, [BAMNR.OEBEME R THE R spino
-pontine degeneration ¥ {ZIZ—H L T3, 5D & 2
% autosomal dominant motor system degeneration
BHFLOAT TV LTEBENTWEY, XEO
FEFI® 2 & TORINROELBERREO REH 2
ELHBRNT %Y, SBORHNMESHEEEN
5.

5. MOREFNRM, S HBEFMIZO>VT

HERL 7 e B0, BERKBEOREIZNMELZ O
WERHBOATEXE20OTIREL, BLAELA
EOEGIIEEY, EH#) 1 o, HEEREL YL
W R SRESMERLTWD, Z2LT, Zhdd
FFERAT RO 12 (2 8L transneuronal degeneration 72
ERERDBHEMD A D Z R LDAHTIEZHBETE L0
DI L, ok ZERBOER 3 TR
DRPLA THIEHENT WA & 21, MRHE,IEL |
B TH S, BEMET TEAAIEFSNEHROE
HRE?Z T TR, MBRREORERY L L TR
snd, iz, EHL1P 3 TCREERRELILTWVRI



232 7w

Lhbsd, T4Y—-7RE, BES, /Mg,
HEVEEEELEL {NELEoTnE, KERD
ID &) RATRIGRHEEREICE D L LR,
MOBRT£OBRSEE L T2 TR RDE 2
LbOTH3,

BEEEAREOHRFA2HFIE OV TR, MELDL
HLUHRL BN TEY, NRIFEINED RHFE
CHIGT3BEL L b KERHSh T, Lirl, K
EBRICHEREOAT O b € — PR R O &
I EREEAERY, ZOZEEERTSE, K
REROREFHNAE TRLERL ZINEZSBVOD
FHEMBEOREL D LHMEROBR THE LI
Bbina,

Yakovlev 5™t b OHHEEEOREI LI DL T
WHRET L7248, 2R & 3 E BH/NMIRE ©0ER Y
3 TN OSMUE O RERLIIRRES H A S54RSS
ZHETRIThbhE, 2L T, EETAREZ AL
R EA W BEEEA LS HETT L TV B YD B EVAL & IH/N R
BBHEMAREICB W TEEICHE > T 2B L & 20
E-BHLTWREWIEETHS, T742bb, IO
B IXATER, AR, WEIEHE, T/, L/IVixE,
KERNET B & CER TP RERN 2 & TRHERTE
BHIThbh T3, Z ORAIEEIRT R D291 DNA
RAVATU—VOBENBREHEKRT 2 0wbnT
W, FEREERSEL OBR TRES R TOLET
H2IEHNTFREND, —7F, BN, #EEES X
UHBRE A D BE¥TLI3 Yakovlev 512 & hiE, BN
THE 3.

U EORTRIEA V) —7/NidEE=e Purkinje ffEOFEH
RO DWW TOREMHF+FTE L OMEL2E
LTidv %28, BERTROBEOME S LFEHERICE
BTV H B & TNIE, B—RFADEFICB T
BIRESIDERS Menzel H, Holmes iz ¥ D&EE
HEBAEORECOWTHEERREE2E52 500k
Bbhz,

FEERFHOPHEHRESERRE, £ IKEEBHEERD
WRIZBLTC, IOk 2BHBERTE S/ 350G
FEEEBTAZLHARYIT, ZOLIRBREIVAE
RO SEFIORES I EOMA CEE L EENH
2HbDEEZ 5,

&

WEEEBED REFE S 3EREIL 4 Y — 716
AN D 3 HARE & BRI 0 I LB L
T, ROBREB.

(1) REREEED 3FlIRVTR LB ROEEEE
GERRERL, BRI ETEOES LA REE

.

&

FIZMA T, HIRAIFE, EHIR, H8EH, WTE
B, MURBESETUE, TRIVET, TERI, ElEEs
EERBL. MEHORERR TR, MYRE Ry
1%, BIBLIRTUE, BEINNRE S O IHANMR O R D58
Thote, Fle, RIEMRE, /IGEOK, HER,
PR EE /4 Y, FRERTAMN, Betz Mifas &
VBRI LTRSS OMBEMER L sa
iz, DEORR LY, [HABGROIGEEMERTEE -
WIAIHL WA T TV —OFENTER I, IOFKEr
BWTIREER, #8)/ 1 o>y, MEMERKL L LG
BIRESTEZET 2 Z LARa N,

(2)  [H/INB SR L BB M SR FRE B C 3 SRR N R 0
B NEEEI T, BREREICIX 3HIE LFEX ORREDR
BRIE ST, £, 1HICIZ7 7+ —E¥nHR
LTwic, BRERR TR, R, LMoy
RO BEORERS L ORSMIaiE, Hiam
BHEOBY 2 L ORBEMREVRENTH -1, &
7z, 77 b—E 2RO VHITIE RGO MR
PEBHEORELLLEL SN, MEOFRLY, B
AN RO BB G A TIE £ VbW 5 DRPLA £1b9 9
BEEOREN - THEL TWT, AVLIIITWLER
HbHILPTRBENIL.

(3) OPCA @ 3BTId, /NURBEEIIAT, £E
HPEEMRERICLVRE LT, BRER L 2IZRE
FTRIEHIGL TWwiz, Tiabb, ZhsDEFIZER
MEMEDBSMERL T, 3FO/NMARERT
F V=7, SR, B L7 O/NERLES XN
MEENHLT, BEGREILES & HBRO--icE
T, HABGROEEEMELREORE S L 385
PITES DD TH o7

# B

ez aichizn, HBRYIZEEE, B L LY
7o BERIL CRR B8R, AEE O EIEE £ W 72 L B L
EEDEUE L BAIFEFEGTC O S ELRLE T,

7=, MBS L EI T & T 70 o TR R IE P A (LB
BEER RS HEBMESRE), NIRSEAHL, DHhE
¥4, BAHEERLICECHELBL s,

28, fEF 2 ORI LD S35, FERT LGRS
BICHEL TwAD T, ABTIEE & L OUMGELKE LY
HES DB RRIRIC DL TH U 2.

FEGIL, 3, 40 BEEKAR G EHETH- 7 G
WEARE, EEE, MESKH, BHE—, W, Pk
“EF, EES, F8, RNROELEOR Iz L. &
15, 6 DERERATRIZASE 2 NEl, BRHEL BRI,
BT LR R AR, SRR EREENE, &R
HERREAR O#EEDTEIC £ 5. B 1, 3 ORTER
FidsRE 0D B8R & WS I LI BE BT, AN TE(REEAT, (2B
i, $IERL, REGITEYL > O#EEC L2,

BRI A 1 R T R B BUE, AL EERE

(ELEREERIASE | RESRS), A%E 2 REYEE




B ATHE D/ NRGE O - BEEFECDWT _ 233

w2 MIAEBEIE > OFRAC & 5. NERIREER DY
HAEERE, £LEERETCHD, EEKRYII LHH
2, BAFHK, UREBSRICE > Th s hi, BEDH %

CELELEL TS
FEE 2 B & UEER 3 o FLAATIORT RIXEE 22 B B AmHES

spe (X)), 522 B HAHEREYSFMMAS GRE)
CHEL, ABROEEDO—HIZE 12 HERWEES (REH)
THEL .

X L3

1) Marie, P.: Clinique des maladies nerveuses.

Sur I'hérédo - ataxie cérébelleuse. Sem. Méd.

(Paris), 13, 444-447 (1893).

2) Friedreich, N.: Ueber degenerative Atrophie

der spinalen Hinterstringe. Virchows Arch. Path.

Anat., 26, 391-419, 433-459 (1863). Ibid, 27, 1-26

(1863).

3) Dejerine, J. & André-Thomas: L’'atrophie

olivo-ponto-cérébelleuse. Nouv. Iconogr. Salpét-

riére, 13, 330-370 (1900).

4) Holmes, G.: An attempt to classify cerebellar

disease, with a note on Marie’s hereditary cere-

bellar ataxia. Brain, 30, 545-567 (1907).

5) Greenfield, J. G.: The spinocerebellar

degenerations, p19-20, Blackwell Sci. Pub. co.,

Oxford, 1954.

6) Gilman, S., Broedal, J. R. & Lechtenberg,

R.: Disorders of the cerebellum, p 231-262. In F.

Plum, F. H. McDowell & J. R. Baringer (ed.),

Contemporary neurology series 21, Davis, Philadel-

phia, 1981.

7) HEBH—ABR: P. Marie IR ORERTR. fHEE

#, 3, 631-638 (1959).

8) Schultze, F.: Uber combinierte Strangde-

generationen in der Medulla spinalis, Virchows

Arch. Path, Anat., 79, 132-141 (1880).

9) Menzel, P.: Beitrag zur Kenntniss der heredi-

tiren Ataxie und Kleinhirnatrophie. Arch.

Psychiat. Nervenkr., 22, 160-190 (1891).

10) Holmes, G.: A form of familial degeneration

of the cerebellum. Brain, 30, 466-489 (1907).

1) ABAE: 347 0—-XRATADHADRE—FI

BEREH A 20— ATADACDWT—, FE
i, 88, 363-366 (1974).

12) Brown, S.: On hereditary ataxy, with a series

of twenty-one cases. Brain, 15, 250-268 (1892).

13) Klippel, M. & Durante, G.: Contribution a I’

étude des affection nerveuses familiales et héré-

ditaires. Rev. Méd. (Paris), 12, 745-785 (1892).

14) BREEE - SHMH - MNUET - FBOE - ILOR
R SRR & TR EHE 24 o7 Marie %5
ED 1 BIRB & 2 DR, KBRS, 79, 1-25 (1977),
15) KBEREMUETF BEMEHE. RAABHE
FRFRXI B, HEREHEFI, 143-157 5. FILEE,
IR, 1975.

16) U DUERE ORRR & RE. THERER
H, 4, 449-470 (1982).

17) Graham, J. G. & Oppenheimer, D. R.:
Orthostatic hypotension and nicotine sensitivity in
a case of multiple system atrophy. J. Neurol.
Neurosurg. Psychiat., 32, 28-34 (1969).

18) LRI - /SR ABEEMEE (cerebellar and
extrapyramidal system degeneration), TIEE%,
55, 247-256 (1979).

19) Hirayama, K.: Analysis of clinical features
in cerebello-extrapyramidal system degeneration,
p 23-24, In I. Sobue (ed.), Spinocerebellar degene-
rations, Univrrsity of Tokyo Press, Tokyo, 1980.
20) Weiner, R. L. & Fan, K. J.: Spinocerebellar
degeneration with parkinsonian features: A clini-
cal and pathological report. Ann. Neurol., 9, 87-89
(1981).

21) UE - HIRE— - ATEE - BFE: #H%, EH
DEM %D KIFRME/NEEEMERE (Holmes B) 0 1 F4
. EIEK#ER, 15, 705-712 (1975).

22) AR - WERK - PR EBE - THERZ - EHE
EE -RBRC: BEMERED 2 KR, Mg, 11,
17-26 (1959).

23) fEAEFE - KERE: Holzer K7 7THRMELRE
BO—E, EREEOCRE, T2ESEHE, 82, 73-77
(1973).

24)  #IME . BE/MUEEEC B 2 REBRRY 7
Z 7 {IiF5E —Marie K FE & OPCA DEL#—, g
38, 84, 135-161 (1982).

25) {EBPER . MEMEEISE, 107—111 H. I, =1,
1974.

26) Meyer, A.: The morbid anatomy of a case of
hereditary ataxy. Brain, 20, 276-288 (1897).

27) Barker, L. F.: A description of the brains and
spinal cords of two brothers dead of hereditary
ataxia. Cases XVll. and XX. of the series in the
family described by Dr. Sanger Brown. Trans.
Assoc. Amer. Phys., 18, 637-709 (1903).

28) Switalski: Sur 'anatomie pathologique de I’
hérédo-ataxie cérébelleuse. Nouv. Iconogr. .Sal-



234 ‘ (/N

pétriere, 14, 373-387 (1901).

29) André-Thomas & Roux, J. C.: Sur une forme
d’hérédo-ataxie cérébelleuse. A propos d’une obser-
vation suivie d’autopsie. Rev. Meéd., 21, 762-792
(1901).

30) Rydel, A.: Sur I'anatomie pathologique de I’
hérédo-ataxie cérébelleuse. Nouv. Iconogr. Salpét-
riére, 17, 289-303 (1904).

31) Guillain, G., Bertrand, I. & Godet-Guillain,
J.: Etude anatomique d’'un cas d’hérédo-ataxie
cérébelleuse. Rev. Neurol. (Paris), 73, 609-611 (1941).
32) Mathieu, P. & Bertrand, L. : Etude anatoma-
clinjques sur les atrophies cérébelleuses. Rev.
Neurol. (Paris), 36, 721-765 (1929).

33) Greenfield, J. G.: System degenerations of
the cerebellum, brain stem and spinal cords, p 581-
601. In W. Blackwell, W. H. McMenemy, A.
Meyer & R. M. Norman (ed.), Greenfield’s neuro-
pathology, 2 nd ed. Edward Arnold, London, 1963.

34) LEED - FKE—- B - EEALE - 58
BB ERATEOEIE 16, ERRMESE, 1, 146-
150 (1961).

35) JHRE - BEFFIE - HILEA - BHER : Heredi-
tary spastic ataxia O —ZRF, ERERMIREYE, 17,451
-456 (1977).

36) PHRE - -XEMZ - -X2ME: A—KRBTS
BRENNEERED 2 R, EES, 19, 523 (1975).

37) BHMEP : Pierre Marie OREM/NMETREIZD
W, HEARL 18, 77-84 (1980).

38) Boller, F. & Segarra, J. M.: Spino-pontine
degeneration. Europ. Neurol,, 2, 356-373 (1969).

39) Taniguchi, R. & Konigsmark, B. W.:
Dominant spino-pontine atrophy. Report of a
family through three generations. Brain, 94, 349-358
(1971).

40) AHER - -EELE-Z=HY-FRE -BREZ-

KB=HER - ABEE . <) —FH0 1 KR 1HIHF. &
TEESE, 173, T47-757 (1971).

41) Page, R. W., Moskowitz, R. W., Nash, R.
E. & Roessmann, U.: Lower motor neuron disease
with spinocerebellar degeneration. Ann. Neurol., 2,
524-527 (1977).

42) PHEE: FHEDNNEREO SE L 2 O FEE
W #RRES, 21, 5-13 (1977).

43) FUEZ - FHALAR - THES - RFL=, 2K
Bt MEEEECBY 3 #ENBEE—4) -7 -

oo /INPHEEHEAE 2 TPl —. RS, 21, 37-54 (1977).

I

44) Adams, R. D., van Bogaert, L. & van der
Eecken, H.: Dégénérescences nigro-strifes et
cérébello-nigro-striées. Psychiat. Neurol., 142, 219-
269 (1961).

45) Adams, R. D., van Bogaert, L. & van der
Eecken, H. : Striato-nigral degeneration. J. Neuro-
path. Exp. Neurol., 23, 584-608 (1964).

46) Shy, G. M. & Drager, G. A.: A neurological
syndrome associated with orthostatic hypotension,
A clinical-pathologic study. Arch. Neurol,, 2, 511-
527 (1960).

47) Schwartz, G. A.: The orthostatic hypoten-
sion syndrome of Shy-Drager. A clinicopathologic
report. Arch. Neurol., 16, 123-139 (1967).

48) FUEE : REEEIR—ERR SHT &R ASER L, f
B, 17, 986-996 (1973).

49) REHEE . PRMARER & RIR BREE, 9,
1276-1288 (1973).

50) Maekawa, K. & Takeda, T.: Electrophysio-
logical identification of the climing and mossy fiber
pathways from rabbit’s retina to the contralateral
cerebellar flocculus. Brain Res., 109, 169-174 (1976).
51) Brodal, A.: Neurological anatomy, In rela-
tion to clinical medicine, 3rd ed., p 488-495. Oxford
University Press, New York, Oxford, 1981.

52) Jansen, J. & Brodal, A.: Experimental
studies on the intrinsic fibers of the cerebellum. II.
The cortico-nuclear projection. J. Comp. Neurol,

73, 267-321 (1940).
53) Chambers, W. W. & Sprague, J. M.: Func

tional localization in the cerebellum. I. Organiza-
tion in longitudinal cortico-nuclear zones and their
contribution to the control of posture, both extra-
pyramidal and pyramidal. J. Comp. Neurol,, 103,
105-130 (1955).

54) Cambers, W. W. & Sprague, J. M.: Func-
tional localization in the cerebellum. II. Somato-
topic organization in cortex and nuclei. Arch.
Neurol. Psychiat., 74, 653-680 (1955).

55) BUIE I /MOBAEBRIREL R O, 4
513-525 (1982).

56) Smith, J. K., Gonda, V. E. & Malamud, N.:
Unusual form of cerebellar ataxia. Combined
dentato-rubral and pallido-Luysian degeneration.
Neurology (Minneap.), 8, 205-209 (1958).

57) Neumann, M. A.: Combined degeneration of
globus pallidus and dentate nucleus and their




EHRTEATHEO /MG GR - BREFEEICOWT 235

projections. Neurology (Minneap.), 9, 430-438
(1959).

58) FILEE - SRR - BURME - A8t R
BRI E R 1 R EHEAE O PR A 3e(1)— 8
FRIR AL L AEAR ST —. fRERES, 25, 725-736 (1981).
59) PIBERHE - FiRE - BIFFA - BHEX REK—: #
HEEHETEI A 70— A TA»AD 2 KR, &
wigEk, 74, 871-897 (1972).

60) IR : A A 0—X X TAHAD 8
Bfl— & ACREIR - HRTEROEMEOEHIZOVL
T—. fHERHEAR, 20, 410-424 (1976).

61) HMEAE - BHBE-LEE R BRR-
77 b —EREE R o EMR I A 70— AT A
hAD 2 BRG] BEEERY - KERFEHEEOR
WE. FEOMEEE, 79, 193-204 (1977).

62) IR . Choread i —biubiidw 5 EEH
HERRE - IR EEE L OB B L T—, R
B, 33, 236-242 (1978).

63) BRIRFALZ « 3EAR < SFIURGE . FHEVINEMEAE O R
H, FRRHES, 21, 22-36 (1977).

64) HURIEX : HEEABIEBOMIR & REE, MR R
I, 3, 765-784 (1981).

65) EAKIERER « MEAIMER R I L TR E
O b OMRAEFEIER, mRES, 21,86-90 (1977).
66) McGuiness, C. M. & Krauthamer, G. M.:
The afferent projections to the centrum medianum
of the cat as demonstrated by retrograde transport
of horseradish peroxidase. Brain Res., 184, 255-269
(1980).

67) Kiinzle, H.: Bilateral projections from
precentral motor cortex to the putamen and other
parts of the basal ganglia. An autoradiographic
study in Macaca fascicularis. Brain Res., 88, 195-
209 (1975).

68) Oka, H.: Organization of the cortico-caudate
projections. A horseradish peroxidase study in the
cat. Exp. Brain Res., 40, 203-208 (1980).

69) Jones, E. G. & Wise, S. P. : Size, laminar and

columner distribution of efferent cells in the senso-
ry-motor cortex of monkeys. J. Comp. Neurol., 175,
391-438 (1977).

70) Brion, S. & Recondo, J. D.: Ophthalmo-
plégie nucléaire progressive et hérédo-dégénere-
scence spino-cérébelleuse. Etude d’un cas anatomos
clinique. Rev. Neurol., 116, 383-400 (1967).

71) Nakano, K. K., Dawson, D. M. & Spence,

A.: Machado disease. A hereditary ataxia in
Portuguese emigrants to Massachusetts. Neurology
(Minneap.), 22, 49-55 (1972).

72) Continho, P. & Andrade, C.: Autosomal
dominant system degeneration in Portuguese
families of the Azores Islands. A new genetic
disorder involving cerebellar, pyramidal, extra-
pyramidal nnd spinal cord motor functions. Neuro-
logy, 28, 703-709 (1978).

73) Woods, B. T. & Schaumburg, H. H.: Nigro-
spino-dentatal degeneration with nuclear oph-
thalmoplegia. A unique and partially treatable
clinico-pathological entity. J. Neurol. Sci., 17, 149-
166 (1972).

74) Rosenberg, R. N., Nyhan, W. L., Bay, C. &
Shore, P.: Autosomal dominant striatonigral
degeneration. A clinical, pathologic, and biochemi-
cal study of a new genetic disorder. Neurology
(Minneap.), 26, 703-714 (1976).

75) Romanul, F. C. A., Fowler, H. L., Radvany,
J., Feldman, R. G. & Feingold, M.: Azorean
disease of the nervous system. N. Engl. J. Med., 296,
1505-1508 (1977).

76) Sachdev, H. S., Forno, L. S. & Kane, C. A.:
Joseph disease: A multisystem degenerative
disorder of the nervous system. Neurology (Ny.), 32,
192-195 (1982).

77) Lima, L. & Coutinho, P.: Clinical criteria for
diagnosis of Machado-Joseph disease: Report of a
non Azorean Portuguese family, Neurology, 30, 319
-322 (1980).

78) Healton, E. B., Brust, J. C. M., Kerr, D. L.,
Resor, S. & Penn, A.: Presumably Azorean
disease in a presumably non-Portuguese family.
Neurology, 30, 1084-1089 (1980).

79) Yakovlev, P. I. & Lecour, A. R,: The
myelogenetic cycles of regional maturation of the
brain, p3-70. In A. Minkowski (ed.), Regional
development of the brain in early life, Blackwell,
Oxford, Edinburgh, 1967.

80) EFO&th: MR ) 7 GHILER), 60-73 H, E#¥
&, ®E, 1977

81) HERIEE - KIERME - FIBLMH - BAY—8B: &
R ATE (Marie B) 0 1 S5, FHEEE, 66, 1004
-1016 (1964).



236 G/ &

On the Lesions of Cerebellifugal Tracts and Basal Ganglia in Hereditary Ataxia: A Compara-
tive Study with Olivopontocerebellar Atrophy ~ Rokuro Matsubara, Department of Neuropsy-
chiatry (Director: Prof. N. Yamaguchi), School of Medicine, Kanazawa University, Kanazawa
920 — J. Juzen Med. Soc., 92, 208 —236 (1983)

Key words: Spinocerebellar degeneration, Olivopontocerebellar atrophy, Hereditary ataxia,
Multiple system atrophy, Dentatorubropallidoluysian atrophy
Abstract

In order to define the pathological changes of the cerebellifugal and extrapyramidal systems in
spinocerebellar degenerations, 3 cases of hereditary ataxia and 3 cases of sporadic olivoponto-
cerebellar atrophy were examined clinicopathologically. The 3 cases with hereditary ataxia were
in autosomal dominant kindreds, and 2 of them were brothers. These cases showed progressive
ataxia, dysarthria and other characteristic symptoms, which include external ophthalmoplegia,
fixation nystagmus, tongue atrophy, dysphagia, exaggerated deep tendon reflexes, pathological
reflexes as well as sensory disturbance, The main pathological changes of the cerebellar systems
existed in the dorsal nucleus, accessory cuneate nucleus and spinocerebellar tracts, which are
related to the paleocerebellum. In addition, the vestibular nuclei, motor neurons and sensory
tracts in the brainstem and spinal cord were also degenerated. They also had extrapyramidal
symptoms; all 3 cases had rigidity and one of them showed also athetosis. In relation to these
symptoms, degeneration existed in the dentate nucleus, superior cerebellar peduncle, substantia
nigra and globus pallidus. The large neurons of the putamen also decreased in number. The
changes of the subthalamic nucleus were minimal. The pontine tegmentum was flattened in the
younger brother who had athetosis, The 3 cases with olivopontocerebellar atrophy showed
ataxia, various autonomic dysfunction and extrapyramidal symptoms such as rigidity and tremor,
presenting the features of typical multiple system atrophy. Histologically, in addition to the
typical pathological alterations of olivopontocerebellar atrophy, degeneration also existed in the
substantia nigra and putamen, while the cerebellifugal systems were well preserved. These
findings indicate that hereditary ataxia, having marked degenerative lesios in the cerebellifugal
systems and basal ganglia, differs from olivopontocerebellar atrophy but shows pathological

changes similar to those of so-called dentatorubropallidoluysian atrophy.




