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[16-year-old male]
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[c.c]
Disturbance of consciousness and
poor appetite.

[History of present illness]

A previously healthy 16 year-old

man who has been disposed to fall

since 2 years ago. The number of

times to fall was increased and

finger tremor (mainly right hand)

and dysgraphia have been appeared
since a half year ago. Poor consciousness,
decline in academic ability and reduced
vision have been appeared 1 year ago,
he visited our hospital and he has been
examined carefully. Poor appetite have
continued the last few months and he
could not walk without handrail walking.
When an attempt is made to get down
the stairs, showed headache, nausea
and disturbance of consciousness, so
ambulance was requested.
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* MMT
Beceps 4/3 Triceps 4/3
Wrist Ext.4/3 Wrist Flex 4/3
lliopsoas 3+/3 Quadriceps 4/3+
Hamstrings 4/3
Gastrocnemuius 5/5
Tibialias Ant 5/5
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* Spasticity L rigidityZ@L

 Sensory 2E74L

e Babinski GTFZ 1%

e ARG

Neurologic examination

Gen; alert awake

Cranial nerve is all normal
MMT

Beceps 4/3 Triceps 4/3
Wrist Ext.4/3 Wrist Flex 4/3
lliopsoas 3+/3 Quadriceps 4/3+
Hamstrings 4/3
Gastrocnemuius 5/5
Tibialias Ant 5/5

No thenar eminence waste
No pasticity, rigidity
Sensory is all normal
Babinski reflex negative
Finger-nose-finger test positive



Laboratoly data

* Biochemical examination of blood * Examination of cerebrospinal fluid (CSF)
WBC 11300 /upL

appearance . clear
RBC 560/ /uL
Hb 15.9g /dL Cl :123 mEq/L
Ht 44.5 % Glu :58 mg/dL
PIt 13.7 /uL proteins 446 mg/dL
GOT 14 u/L specific gravity :1.008
GPT 9 U/L

count of cell :3

LDH 128 U/L

v-GTP 45  U/L

Cr 0.79 mg/dL
BUN 13 mg/dL
Glu 199 mg/dL
\E! 138 mEg/L
K 4.4 mEq/L
Cl 102 mEg/L
CRP 0.55 meEqg/L
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T2W!I axial

Spine MRI cervix level




Spine MRI lumber level T2W]| axial
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LLEDFREMNEZ DN DB RIZETIE ?

Please diagnose.
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* Guillan-Barre Synd.
CIDP

? ADEM

° - Charcot Marie Tooth



Clinical course

e Examination of cerebrospinal fluid (CSF)

appearance :clear

Cl 123 mEq/L
Glu 58 mg/dL
proteins 446 mg/dL
specific gravity :1.008

count of cell :3

« IAEER - perioheral nerve disorder

« ZIEMKRY  Hineurofascin LK BG T + T DD L KRIXFZTE
N2
Combined central and peripheral demyelination

with anti-neurofascin antibody (CCPD)
(Hineurofascindu A5 & X - KIHE S B 6IE )




central and peripheral demyelination

* myeline supporting cells® BRIEIZ &5
= th X #$% (CNS) : oligodendrocytes
RFEHE (PNS) : schwann cells

Central demyelinating disease | | Peripheral demyelinating disease

Multiplesclerosis * Guillan-Barre syndrome

ADEM e Chronicinflammatory
demyelinating

e acute hemorrhagic
& polyradiculoneuropathy (CIDP)

leucoencephalitis

] . * Paraproteinemic demyelinating
* Osmotic demyelination neuropathy

syndromes « Charcot Marie Tooth

* PML * Copper deficiency




combined central and peripheral demyelination
with anti-neurofascin antibody

» FPARFRER (CNS) W RAHMHE (PNS) DI AT IZEL DS 5
JiE 4 R BB

» Oligodendrocytes (CNS) & schwann cells (PNS) [Z3@ D
BEefEhARICHAERFELESNTLVS,

 FineurofascininiAR G & IZHAHEE X EL,

s MIGTRETHYBNEDO TSI SN, MSIZEH#
L=t DOGBSICEH T HLDF . HRRATIREDIENH D,




Neurofascin

o AR AR -RIEMABEOMAICHBELTHIET S
iR i
e immunoglobulin superfamily (IgSF)EMEIEN B,
* Subtype : B FE
NF155 = brain white matter
NF186 = diffuse both gray and white matter

« FINF155H{AXFINFI86 AN T AR 59 5

crossed reaction¥°MS. Guillan-Barre SyndromeZ.

EDRREERETHIBIELGTYEELI=REH T,




combined central and peripheral demyelination
with anti-neurofascin antibody

« ERFTR :
CNS demyelination
(ex.MS like lesions)
+
PNS demyelination
(ex. CIDP like lesions)
e Hineurofascinfu{A & £CCPD
1) IV immunoglobulin

2) plasma exchange

AAEREL TR EHRSE

Neurology 2014;81:714-722
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e HineurofascindT{ARETECCPDD 1l Z#FERL 1=

o HRXFEEE (CNS) + RAHMHEE (PNS) Dl A IZAELS
el R ENREDON=GZE . HEERETEHS
Hicombined central and peripheral demyelination

(CCPD) &LV IFRREZERIEL TE A AL ENH S,
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