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WFEE R OBEEL (F30) : Vertebrate myelinated axons propagate electrical impulse rapidly by
salutatory conduction. Paranodal axo-glial junctions play a crucial role in the organization and
maintenance of molecular domains in myelinated axons. Cerebroside sulfotransferase (CST)
deficient mice show disruption of the paranodal axo-glial junction both in the CNS and the
PNS. We reported that axonal mitochondria at the nodes of Ranvier were large and swollen,
and that axonal transport related protein levels decreased in the PNS of CST-deficient mice.
We also found that the finding of frequent focal axonal swellings in the cerebellar Purkinje
neurons.

AR ERE
(AR : 1)
[ERESES [RECTES ¢ & &k
2009 4 2200,000 660,000 2860,000
2010 £ 0 0 0
2011 4 1200,000 360,000 1560,000
wooEf 3400,000 1020,000 4420,000

WFE3 B - AR A7
P 53 F - #1E - fhie b —fix
FoU—Fffif (I=V),

1. HFZEBIAE S D =

(1) FHEBM) OFRREENR I IRER (X =V V)
WL TS, TR RITAY 27 K
A RO RIEARERIE Y 2 U a2
NZNEREFICI =) V2T 5, 3=
UUNERE D & TR EN IR 53
BRI Na T % R/UIE 7 v B Okl
(27 T AL — %R U8 25 & 2
T, T EKROmEIZITNT S —H Y
Yo7 va PHNEMEI, - I

Y IFY REHA L,

NN

VARSI T EEREEEZH S TV D,
(2) PJ ORUTENRE R R O F 70 5 Hih5R
PNEB O T PEMERFIC b B CTH D ATREMEN
HbH, IV COTREFEREANLT 7 F R
R S hzunv< 7 A2 CST K~ A(KO <
~ 7 2NE, PIEEALERETD (K1), =
D~ 7 ADEFHRET R B
WCHERLZ hary RUTRBDLND Z
EERURHRE LTS, S haryRITED
B/ NP 1T H RN T ATP (KfFtEE— 2 — 4



VRTE EREA LIBUNE I - Tk S
5oﬁm£®77x zmﬂoﬁﬁ@%L

XN, WITHEEIT S A =5 T
W5, PJ RREEIZ X0 EHSRERE AT S 2NO R
{baR~ZL, o EoKmEpic har Y
THEEFELTWDAREEREZEZ NS,

[ Wild-type |

K*channel

b Na*channel
i

node
paranodal axo-glial ]uncllons.

CST
| Galactocerebroside rsmlallde
(GalC)

Sulfate

C5T-deficient mice CST:Cerebroside sulfotransferase

«Disruption of glial
junctions
wh, o Reduction of nerve ducti

velocities

X1

(3) —J7 CSTKO ~ 7 A/NIMCITHEr 52
{E23E8 B, 73 v Rl ER (2 R
OANEMEEICHE L, NEIZ) Vb=
—a 7 47 AT I A RaiEk
NRIBOEBBNRRO LN, Z DR ONER
Xauv Xy "I ilEbA v A —
J— RERALIZAFAE LT,

2. RO BE®
ﬁﬁ%&%ﬁw\%:/FJT%abtﬂ
RN/ INER B D 3 A ds K O RE I 1 1Z

=Y OEBERND, FRC PJ%W@E
AL NCT A D LA BNICHFE 2T
ST, FIHRRARR & RKHRRRD T
TALHRER O DIE, NT ) —H Ty
7 v a VBRI kiéﬁ‘ﬁﬁ@@w
Z e U, EhERE R MERERFIC BT D 8T ) —
BN g OB LT 5,

3. WHFED ik

(1) CST K~ A/WNHT V3 o =l faidih
ROEALDFEMT

O PJ AT~ ATH D CST K~ T A
DI/ % o T AT, hERIC % < DIERE
L 728050 D338 w%hto_@ﬂ%;ﬁﬁbt
BIRIE, S U U SN2 WSEEHIIC
%@Ehﬁw:&#%\ﬂﬁ/—ﬁwka
7 va VBRAEIC LA THDHZ LN
Ez BT, Z OFEIEIRO MR 2 o kg
{LSEHIfRAT . BT BB ARAT I X 0 SRR
Briv=,

@ LEiEo7 v o ilainsE ORI
XN T LFERX NI BETHDLINE
YV D28K BRIV ARSI R
5L TW5% IP3RI OFFENBE IO v,
ZOZE L VERN LY T AEEFENIC

M ENOFRENH HAEEREZ X bD, L
7235 T, IMHAT A A% W TR vy
T A A= T T o7,

(2) PJEEREEICBITAEHEI ha v R
U 7 OPEIRZEAL DS 1R b o B0 AT
@ CST R4~ 7 A teased JE'BHIREZ FH U,

S hary RUTEABESRD COXIV, v~V
/7x ZIEET D MnSOD, EF1miEFR DO — i
%+ 9 Cytochrome c. 3TN FoF1-ATP éﬁ}i
WFETHD ComplexV (COXV)., EHIZ
oy R THMEIZAFE L, %u@ﬁ@T %+
VT RNLTHBHR— )/*ﬁ#é%%ﬂ
PRz W PTIERARFICEITAI har B
U7 OENETRT,

@PJ%&E%# h=a> RUTORE - 5
U B A RF L TV 5 A @@%z%h
5@'C\ AR+ THD GTPase TH D
mitofusinl, 2, BIL OB TFTH S Drpl
OFFEPUAZ HV, B LRI E AR
EEFTAR, vzREZ o TayvT 472k b
EHEOZE LA,

@ PJEREENI h=2> Y 7 DNA oEE
W% JE LTV D AREME % | BrdU BV JA
T K0T,
EREORERIZE Y | PTEARRTIC
NI bz RUTOERED, EH Sz
ROT 4 TIRBLTHDLD0, HDWFEN
OFHBEBETH O EE S Z LT
EDHOTIE RV EE 2T,

@ bay FY T 7 EORENNEE TR
W@AWWTE% = RTELEREE L
WUNE T > THE SN D, THZREIEIT S
xmfm%%t . 2 b RY T OEEN
DAANENL L TWDAREEE B 2, T—F —
BRI BEROEE YA T a T
A NEZA e n nﬂ’\f\_o

B 2R

4. WFFERLE
(1) CST K~ AN IV o il ha i
ROLEAC DR

BB L0 A% 6 il CI Tz v
X TR I MEN s E (R har R
V7R /NAKR) O RPTEERE NS
bz, 624 OWERLL IR D & HhER
EVENTRE RO DTz, OB T
— BNy g VESTIE R N
JRIZ VY ATEBDLNNTWD A X — ) —
N cBlg s (K2) . 2o kiE
TV UNRER SN DANIBE IRV &
X, a7 IV UBNERSNDLI L
WX VRO T T D Z & D HEH]
Sz, CST R~ U AOHEEDET 2D
:@%%@%@&ﬁﬁfi%<&@ K&
ERE LY O NTHREEIEEN D
B ED o T,



Axonal swellings at the myelinated
internode
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