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A5 A B 8 4 41 73 F(chronic  idiopathic
ataxic neuropathy; ¢]3} CIAN)& 1986'3 Dalakas<l
o3 AL HuE Aoz JAHo2E A4S

2 FAFHEA JRANALAA B T FA 9727
%72 (proprioceptive and kinesthetic sensation)
2} A% 2dEE Kol AAM3] Ad=HE A4
B3P HzZo|t}(Dalakas, 1986).
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HAMY A DRI Y HARE WET 6,400/mm?,
P4 16.7g/dl, 4% 160,000/mm? L HEF
FEe, 2APAL AT 2 V)FHAN g A A,
HAA 7195 HALARE L Aot EHGR A
A oA o-fetoprotein, CEA, CA19—9, CA—125%)
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Table 1. Nerve conduction studies

MIM Median motor
MS  Median sensory

UM  Ulnar motor
US  Ulnar sensory

PM  Peroneal motor

TM  Tibial motor
SS  Sural sensory

Side &
nerve
stimul

RMMN

LMMN

RUMN
LUMN
RPMN
LPMN

TRMN
LTMN
RMSN
LMSN
RUSN

* Stimulus sites for teminal latency(TL): Facial N-below ear, Median N-Midpalm,
Ulnar N-wrist, Radial N-above wrist, Tibial N-ankle, Peroneal N-ankle.

* MNCV & SNCV: Motor and Sensory nerve conduction velocity.
Teminal segment: Median motor & sensory N-wrist to palm, Ulnar sensory N-wrist to finger
Distal segment: Median, Ulnar & Radial N-elbow or below elbow to wrist, Tibial &
Peroneal N-knee or below knee to ankle.
Middle segment: Ulnar N-above to below elbow, Peroneal N-above to below knee
Proximal segment: Median, Ulnal & Radial N-axilla or Erb’s point to elbow or above

elbow.
Amplitude Teminal MNCV or SNCV(m/s)
Sensory(uv) latency Teminal Distal Middle Proximal H-reflex
Motor(mv) (msec) segment segment segment segment (msec)
190 32 52 55 60
17.0 325 56 51 63
19.0 2.95 55 69 63
17.0 24 56 58 54
87 46 57 41
83 36 46 50
16.0 6.2 44 29.3
110 56 44 300
6.0 2.98 55 56
30 3.09 51 none
6.0 2.72 64 none

RSSN—no electrical response

LSSN—no electrical response
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B HFig 1-3).

Fig. 1. Sural nerve biopsy showing decreased myeli-

AE W A of UIETe] gA7F ol pre- nated fibers and occasional thin regenerating
dnisolone & AHEF o1} 24 50 ged 6 myelinated fibers. H & E X400.
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&t Azl 33 gEAsgov 1 fds wAEg & 9
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Fig. 2. Longitudinal section of the sural nerve, sho-
wing scattered myelin digestion chambers. H
& E X400,

Aol Al 198613 A -50.2 § ™ 3 A Fo]th(Dalakas,
1986).

MAERAAEEFLE d3HesE A ZgAS
SEA AR BT 7157t Ao, B3 F4A
Al Ao 2= glove-stocking ¥-$jo] X3 779
A4-E Kol A9rt B a8y TR AA
yZol Jaso] L{ANDLT SFFLAA 2
&7y @ Alde ol 299 st o] Ful
Hojzioh 28 CIANO A& S¥3 dglel o
A2 AP AL AR o743 A4
HYPAZFE Rolm, o83 ZHAMVY 28L& Y
olu ARduAIt BE AME T, A L7 AA
oA FZ}, L& Aol B3] Ao LA 9
a3 5779 HE o] glon o)F o)
AL A 29 #EFYE JYgddD #dDa-
lakas, 1986).

CIANS] 7)1 - o] A &3] RE+= e olrh

Fig. 3. Electron micrograph. X 18400. Onion-bulb formation is shown.
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Table 2. Classification of ataxic neuropathies

Acute neuropathies
Ataxic or pseudotabetic Guillain-Barre syndrome
Associated with penicillin administration
Subacute neuropathies
Pyridoxin toxicity
Permanent residual sensory ataxia ffter recovery of
muscle weakness in patients with acute
Guillain-Barre syndrome
Cisplantin toxicity
Carcinomatous large-fiber sensory neuropathy
Chronic biliary cirrhosis
Ataxic tropical neuropathy
Hereditary neuropathies
Hereditary posterior column ataxia of Biemond
Chronic neuropathies
CIAN
Associated with paraproteins

(Ann Neurol 1980; 19: 545-554)

PR ANAHFe) wHrAegE HA YxAFY
24 B2 27t AF &4 wopA WY Ee At
rE HpaAAEe Aol WA &AdtelA o
Ao g dERANFAHF] WHHEHE AF9 Ao
%1 tHSchaumberg® Spencers, 1979). CIANI ¢
27, 0|83 2 AVIAIFAHPAGCR AY #
AbgH 9} E9F E& pyridoxineFEA] FukE 742}
ARYAzZE Yed 839 HEALAGAN 732
AAA A% HYPT AH 2 GFAHFEe &
o] Bl HAFoz Holx CIANE dv 7zl
AAd) WAV Sle ALE F2HETa FHop(Dala-
kas, 1986).

AR E dd FFe AP w4
), ol Ay dalMe Hdgzez 3 FHe
AA-e] 2 A== HW(selective vulnerabi-
ity)o] 9e.ggdt FZHcHPrinea®t Spencer %,
1975). 2 98 &A% A 2Z(dysautonomia)
(Aguayo?} Cherunda, 1971)% Amyloid(Dyck® La-
mbert, 1969) 53 #2 WM E 2AUFHE NF
%(small ganglionic neurons)2 F& AN &
ABARE BHANIE AAHEH, CIANGAME A9
Ho g AFA ANALE AN o)aFoz o
AAGF7E wdsle HAo®  FEHErHDalakas,
1986).

CIANE A2 R EHWIZZEAX I} H]

AAH o 2 Z7} A =€ antinuclear Ab, anti
DNA Ab %@ RA factor 59 HAtoA FPwhe-&
HQ A B0z Hol "W 7| Hoe| ddg o ]
oggt £2& & 4 ArHDalakas, 1986). LEu}t
FAZ YA A WEE RIYPHUZRFNAM= AY
A} 3} 83 AHimmunocytochemistry) 23} 8 % o)l A
2737 4173 Y(ganglionic neuron) & x4
g A7 FANEE HY 2N (Grous? Cordon
%, 1985), CIAN#Ae] dAoMes AFE A%44
Te FxAA Ui AV HHEA EshrhDa-
lakas, 1986).

T o] 3EHYF HAAAA FTwrE TENPY
Z(paraproteinemic polyneuropathy)S 2734 734
TEXAAY FN FL Fxo dF F Ay &
AN thFe T2 NAEEFY LB S Yephd.
o] 33 T3 Fx AR F o AAFAA 1A AE
A7ALE d9xoz AN CIANT fARE 2
FAYAAAR ARHE UG Hole HALE 3
tHBusis¥} Halperin %, 1985; Smithd} Kahn %, 1
983). 2ef A CIANS o] d el EZ gl A Frtel
TxAAEEe] IR Lol 44E = U
t}ar Fch(Dalakas, 1986).
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neuropathy) ¥ 7 M4 RA factor, antinuclear Ab
2 dZE2405Y AHS BY F o), @
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CIANS Table 2(Dalakas, 1986)°] HAE AX 7
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v} o] ek ¥ Z(paraproteinemia)® ##EH T
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= Abstract=

A Case of Chronic Idiopathic Ataxic Neuropathy

Young Soo Yoo, MD; Kwang Soo Kim, MD; Jeong Geun Lim, MD;
Dong Kuck Lee, MD; Sang Do Yi, MD; Young Choon Park, MD;

Depariment of Neurology, Keimyung University
School of Medicine, Taegu, Korea

Pure chronic sensory neuropathies affecting mainly the proprioceptive sensation and presenting as sensory
ataxia with complete clinical preservation of motor power are unusual

Chronic idiopathic ataxia neuropathy might to be a distinct form of an indolent, slowly progressive sensory
neuroapthy, which remains unresponsive to therapies and causes severe long-term disability.

The patient was a 32 year old man with slowly progressive disturbance in walking for 2 years. Neurologic
findings were absent all DTR, impaired proprioceptive sensation and normal muscle power and there was
no response to therapies.

The laboratory findings were unremarkable except no electrical reponses on both sural nerves and chronic
demyelination on sural nerve biopsy.

So we diagnosed this case as chronic idiopathic ataxic neuropathy.

Key Words: Pure chronic sensory(proprioceptive) neuropathy



