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Fig. 1 Magnetic resonance imaging scan of the subject’s brain in 2011.
Sagittal T,-weighted imaging sequence (TR, 2,900 ms; TE, 111 ms) showed that the increased high-intensity signals
had spread not only to the cerebrum, but also to the brainstem and cerebellum. These lesions were not enhanced in

~
o J

Fig. 2 Magnetic resonance imaging scan of the subject’s spinal cord in 2011.

contrast T;-weighted imaging.

Axial T,-weighted imaging sequence (TR, 1,100 ms; TE, 26 ms) demonstrated high-intensity signals in the thoracic
cord at vertebrae 7, 9, and 10.
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Nerve conduction studies.

normal value

Pre treatment Post treatment

Motor nerve (right side)

DL (ms)
Median <4.1
Ulnar <3.0
Deep peroneal <4.6
Posterior tibial <5.0
CMAP (mV)
Median >5.0
Ulnar >3.7
Deep peroneal >2.5
Posterior tibial >4.0
MCV (m/s)
Median >49.0
Ulnar >49.0
Deep peroneal >42.0
Posterior tibial >44.0
Sensory nerve (right side)
SNAP (mV)
Median >48.0
Ulnar >52.0
Sural >39.0

4.7 5.4
5.2 4.7
7.2 6.9
10.4 8.3
5.4 6.7
6.0 5.5
1.8 2.2
0.1 0.0
31.3 31.0
29.5 25.3
24.2 26.3
22.6 n.e
n.e n.e
n.e n.e
n.e n.e

Abbreviations: DL = distal latency, CMAP = compound motor action potential, MCV =

motor conduction velocity, SNAP = sensory nerve action potential, n.e = not evoked

FEMETH o 72 B IZF)E 160 mmH,0, ML L
FER Ul &M 96.6 mg/dl, HE 60 mg/dl & & UM A7 B % A
Ltz Y Tru—F Ny R (OB), 3T RS
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B CTdH o 72). KA A IR TIRIUZDUE, B SS-A,
SS-B #fifk, #it MPO-ANCA, PR3-ANCA #ifk, #t7 2 748
vAPUk, YUy 7)) 42 MR (GM1, GM2, GD1a, GD1b,
GTla, GQlb, GA-1, Gal-C), #TSGPG bifkiz w3 b
& - 7275, $L neurofascin FLA1E ELISA # (0.D ) < 0.836
(IEH 0.435 LLF) & 1% Td - 72.  Charcot-Marie-Tooth 52
B§ % & 7T (MZP, PMP22, SIMPLE, GJB1, TTR, HOX10,
HKI, CNTF, TRPV4, MFN2, GARS, PRPS1, SETX, MED25,
YARS, KARS, AARS, MTMR2, EGR2, NEFL, SOX10, GDAPI,
SBF2/MTMRI13, SH3TC2, NDRGI1, PRX, RARB7, HSPBI,
HSPBS, LMNA, GAN1, KCC3, TDP1, DHH) B2 7% 57275,
OB T ZERNI AR E O Do 72,

T {§ARAT © 2006 4E DO THFE MRI 0> FLAIR [ {5 C (3 =2 &5 B
WZEFES 2 HMIEO/INRZE & A L o7z, 2011 FEOTEF MRI T
B O/ NMRE OB 5 & &b 12, /MM
WL ARICEES e AL D7z (Fig. 1). it MRI © T, 585
W {§1Z Th7, 9B L 10 LNV THHNICEES 2 AL D72
(Fig. 2). 53 MRI CIXBAZENICIH S 222 i AR 1d A & o
SN o7zhY, Th10 LV THRWEERIRE AL D7

Table 2 Motor evoked potential (MEP) studies.

normal value  Pre treatment  Post treatment
CMCT (ms)
Upper <10 10 11.7
Lower <20 30.3 32.3
CNCV (m/s)
Upper >33 39 34.2
Lower >42 30.4 28.5

Abbreviations: CMCT = central motor conduction time, Upper
CMCT = conduction time from head (motor cortex) to 7th cervical
spine, Lower CMCT = conduction time from head (motor cortex) to

3rd lumbar spine.

ABERR, AR B AOMAS & AT L 72, SRR R m s
TIE, RFBE S ICHORBRIREERE L, RIFXE {2tk
JEFmEThE U L RT, EB) MR & b Tt
IZBHE AR T LT\ 72 (Table 1), sEBFESEEALC T I AP AKIE
RS 30.3 msec & FHMHICHERE L Tz (Table2). P
Sl X 2R EFIETEN T P100 5 1X 103~111 ms T/
HEE D)o 7.

FIWEREARE X 0 PRREM, BB & 0 A E M A AT L 72,

e R CEBEEG) Tk, HE eta CRIMMEO RN, B
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Fig. 3 Sural nerve frozen sections.

A. Teased fibers showing segmental demyelination (condition B, 1.9% and C, 19.2% in Dyck’s classification). B. A

semi-thin transverse section showing a reduction in the density of myelinated fibers. C. The densities of myelinated

nerve fibers, including both large- and small-diameter fibers, were decreased in the histogram (upper). Unmyelinated

nerve fiber density was normal (lower).
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60 BIH 351 (5%) &3 L™, /NGRS 13 59 Bl 2 il (3.4%)
IZAh DLW L2, —J, CIDP I RN 2 % & F
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BITLPLSGPGHUEIZOWTIHF A B o720 TH -
72, F 72 WiRE R O Ranvier #5808 & O FE 1213 neurofascin
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HOIUESMIZ D HFEL, WEBICES L Tw0nk o
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e E I II N,
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Abstract

A case of combined central and peripheral demyelination

Toshiaki Nonaka, M.D.", Takeshi Fujimoto, M.D.", Katsumi Eguchi, M.D.”,
Yasuo Fukuda, M.D.” and Toshirou Yoshimura, M.D."

YDepartment of Neurology, Sasebo City General Hospital
“Internal Medicine, Sasebo City General Hospital
¥Senju Hospital
“Health Sciences Department, Nagasaki University School of Medicine

A 22-year-old man had had difficulty running fast since about he was 10 years old. In June 2011, he was referred to
us because of worsened unsteady gait. A neurological examination revealed mild ataxic speech, weakness of the four
limbs, with spasticity, and pes cavus. Magnetic resonance T,-weighted images showed multiple high-intensity lesions in
the bilateral periventricular white matter, brainstem, and thoracic spinal cord. Peripheral nerve conduction studies
revealed marked motor conduction velocities were markedly reduced and sensory nerve velocities were not evoked in
the upper and lower limbs. A sural nerve biopsy showed highly active demyelinating lesions. The patient was treated
with high-dose steroid therapy (intravenous methylprednisolone, 1,000 mg/day X 3 days) followed by self-injection of
interferon B. With these treatments, his symptoms gradually improved. In this case, we could not detect the causative
factors, and all autoantibodies tested, except for the anti-neurofascin antibody, were negative. The anti-neurofascin
antibody might induce demyelination in the central and peripheral nervous systems. However, in the literature, the
evidence of an association between this antibody and these clinical characteristics is not conclusive. We need more
studies on the pathogenesis of combined central and peripheral demyelination to establish more effective therapies.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:389-394)
Key words: combined central and peripheral demyelination (CCPD), multiple sclerosis, chronic inflammatory demyelinating

polyradiculoneuropathy, anti-neurofascin antibody




