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A Case of Acute Panautonomic Neuropathy
Young Ho Sohn, M.D., Tl Nam Sunwoo, M.D.

Department of Newrolog, Yonsei University College of Medicine

Joon Chang, M.D.

Department of Internal Medicine, Yonsei University College of Medicine

Dysfunction of autonomic nervous system had been reported in a number of neurologic and medical
diseases, but acquired primary dysautonomia is uncommon and usually tends to show a chronic progressive
pattern. i ive ic and parasym-
pathetic nerves with complete or relative sparing of somatic motor and sensory functions was first describ-
ed by Young et. al, in 1969 and since then, about 26 additional cases had been reported in the literatures,
but there have been no such reports in Korea.

The present report describes a 22 year-old female patient who had been admitted to Severance hospital
because of abruptly developed fever, generalized myalgia, hyperesthesia and difficulties in swallowing and
voiding. On admission, physical and neurological examiy revealed orthostatic hypotension, unreac-

ive pupils to light and ion, decreased gag reflex, and ion of pain and temperature
on the face and neck. A few days following admission, progressive loss of decp tendon reflex was noticed,
followed by distal muscle . The serial i led progressive

i Autonomic functi ia of ioni
lesion. Spinal fluid protein was 16 mg/d¢ on admission, but was i p to 80mg/de
‘on the twenty first hospital day. Recovery was poor over a four-month period and she died of disseminated
pneumonia,
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B3 A, wEe) Eeigel, 3 bl £4, 5
A 9 $BAFY Aol ol vhebuA Rek, ol A
42 19694 Young Fol 9)ate] H-g deAAl olF
A7 228 Bk AL oF 2alo
sh obF Sof ARkels) oba feluelel A& B
Aot gl Ao Aok AR FLATT
ehu] (bulbar palsy), 2kaH-s} A4 zbzbgol WAl
44 A FRAAYE TR Y AEAE L
ol & FAsheizlel FH wAs ol o] F Haapa
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g % T e ol el A A%
i 229 W€ A4 & RabE i o 5
e A 2EES W dol WA, RS
& s A4 FESHEE 2 204
£ AskER S ek A $TAE
A% B Akl Askssh Aol hEH
AAE $A% Aol gtk AURA BEE ¥

gl Aol 4 90/60mmHgsl o) ke 90/, A

€ 38CHY. AR FAYdeRs  dsTd R
o Al¢ Fele Aigon A4l Sy 8 24l
A 3¢ ashged WEA uy Q5
o dsldh vdE Azsdn Aol WA, 4
F5 FAE o4 A7 dgeh AN BES
& Ao FF slehtol 4 X5 (rales)o] ¥
Houk A Adelgleh BHARA P& SEA
F7ol hBol AAglATE A, AR Y v &
A2 hgkow] shol A tpFal wbbe] ozt
o qbEsh ghal A A3 R AREA 2
sl dgieh

AAGA A4 A4 Jasglen oz F
LNzt Aol A wrgel AeEkA Bkt oAbk
Follt & Aolsk Qlglvh FFL FFol WAL
2 247 o 5mm/Smm2] Yo sk nYsle
Agivl ek, ZANAL W kA Ak (e
liospinal reflex) 4 obf- W% MolAl ehgtel. e
oo FA, $AAA, AA4AR e ALTEF
- A4eEA FAE g dArhlE dgich 2
wpibAbsl Foubale WA LR FFol A Aakslo]
Aglek A5 G 3 K499 o)zt 3

Al s gEe W@ zbzel Azksle] gl
a9 A9 FAAEE Yol 35 4
TR gl Aol AT S+ ggod %9
T ARG UL sy Aok AAEYD &
AASARE ggdet Qg4 Akbs A4
opzk ks glok Aol A dolgledl 94 2
Droll A 9] AkAsE &4 a0 Ak
APE ZRE] Aehla el 4Alele 2E A
qEabsh A4l ol

YUZALL A4 AW AR T
4+ 13,800/m' 24 cHAT 85%, UsT 9%, b
F 6% 4% 2310w hemoglobin: 11 9gm/dl,
hematocrit 33, 9% e}, Az AE 4192 po-
rphobilinogen 5 coproporphyrine: 4|4l tskeh.
YYHEESR)E m/hr2 S50l Ysln C-
reactive proteing- 940|512, antinuclear antibody
titer= 118022 specKled typeel 9% 1F-¥o1 4
o) zulejolo] alth EURL F WFAE BT
SAelgR s wel, A Al % el Ao v
FAAAE HEe FF= AEEA ok 44
ERAE Aok F4 X-A4 & siakelel 4
sl ol et Fadel WAS YT M At
Sl A FA% ol o] HASA Ysteh

HASAHALA YA A GG AN Ao
b 16me/dl, & 68me/dl, AT 0, WHT 2/mm’2
Aol gt 4l 21806l A# T A2 ol 2 pell 4
= w4l 80me/dl, F 65me/d, AT 0, AT 2/
m' 24 A £ Fohgle] At SR g
2910 cytomegalovirus, herpes simplex virus, va-
ricella=zoster virus % rubella viruse &k 1gM 8t
Ak AesA gskeh

RFUYI IS B bl A & ¢ gl AEAL
AR FAL dU FALH ) FTUA &
A oWl UGS ARE L, AT,
el vl gk, Wbl AGgAUel sl 1
2 129436 dehd 22484 A4 Fol AsdE
A A7 S A A G4 2096 Adessh §
B ool WAALR A7 Sum 22 2A S0
sgion dguika, 2R Y Zopal Ak
25 vpebda] fhskedl Aol 11 1000epinephrine
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52 AT F YsivhFigure 1). o &)
6] A& 110/80mmHg3l £0] ehobAE 70/50mmHgE
He2 Aol Aoz whs AT £ 9
AEZ goro] MAMAA T4 A0 ATE 2L
ek 2ok ofdl Aslel W2 Aol WidlE ¥
FEha WL B 80-0081 2 vl2A mASle]
99 Valsabasl & 1.042 2:5]o] 29wt (Table
.

HyMRlEHAL: Y 296l ARAEAA, RS
A4, AAAFEAA A, AT A4 Jolly
test) & AlFEer} EF APUF2A SAT o]
4ol figdeh 2F U9 o 09A%H A5 Y
A7 AT QR THABG 20
L+ A=a) sishe Qe 249 3 9 4024 A
QA AAE oA ARG g 4Ll A
B AZAEAAA TAY AN SRS A
FAL70] 47.8(UH1H) ~57. 6m/sec(THE), AEA
7 44.0(U214) - 61 8m/sec(THH), WA 37
Im/secE A B AU Go= 741724 (sen-
sory nerve action potentials, ©| 3} SNAP)% 15-20
WE Agelgln, FFAAATHE % ATEEA

4] (compound muscle action potenials, ©|5} CMAP)
A4 gl v dddedshe 2l H-
reflexsh F—wavet dhxle]4 2252 gakeh 42
4090 AF FAAAALEEE AT A 46.0
52, 2m/sec, ARALA 41.7-47.8m/sec, ¥1%ALA
32.7m/sec® Y4 24l AYE Akl Wgke] A
4= ¢ 292 SNAPE S18A700A oF 50%
Aaslo] glgivh $FARAREE A A
AL sk geroud AL R4 2
F o 249ol AR AapAstel wghe] ok 15%
A ges CMAP 94 40-50%¢ Z4& 24
ek EAEAAE A first dorsal interosselT S
At @87t AghA ghoba a4A]9) anterior tb-
ialisZFol A+ A% FAAAA (denervation potent-
ials) sk oAl §F 1A (motor unit potential) ¢] 2
47} WA gdeh (Table 2).

X2 W YHAT YU 5UA B BAE FQY
A ¥ FA4AYIFERSFEE (Acute respirat-
ory distress syndrome)ol MAlshed ahaiAl 3 HAL
F2AY Folsh A AASHEE Adshs UL
Foll AAZEE FAY & Atk AW 2L

Fig 1. Pharmacologic tests of pupillomotor function
Left) The patient’s right eye showed dilatation from Smm(above) to 10mn(below) in diameter
30minutes after instillation of 1:1.000 epinephrine.
Right) The patient’s left eye showed constriction from 5o (sbove) (o 2mn (below) in diameter
30minutes after instillation of 0.125% pilocarpine.
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Table 1. Autonomic Function Tests

Function Test Results Comments
Puplllomotor  Light reflex & Accomodation o constriction Para
Ciliospinal reflex no dilatation Sym
0.125% Pilocarpine constriction (Smm~2an/30min) Para
1:1000 Epinephrine dilation (S—9am/30min) Sym
Lecrimation __ Shirmer's test Dry _eye (Oun/Omn) Sym
Sudomotor Grossly dry skin Para
Vasomotor Orthostatic hypotension Supine : 110/80 (PR 80/min) Sym
Sitting 1 70/50 (PR 81/min)
Standing : syncope
Valsalva mancuver ratio : 81/78=1.04 Sym

Bladder Function
of residual urine.

Urination difficulty with no voiding sensation & increased amount

G—I Function

Intractable diarrhea with absent rectal tone.

(Sym : sympathetic dysfunction, Para : parasympathetic dysfunction)

Table 2. Electrophysiologic Studies

Hospital day Studies Results

2nd SSEP, NCV and EMG normal

24th NCV absent H-reflex and F-waves

40th EMG and NCV mildly slow sensory and motor NCV, denervation

potentials

o Qe 2 ¢+ g S At (watery diar-
rhea) 7k pebdzl AzElg e WEE 5 4- 20
3] AE2A YikALA R EE tetracycline, lop-
eramide, paregoric& vk $o.2E EASA %
skosl o] Tahe ¥ &xr Ak al7bx Ads
geh =R & Arte B4 oF 209795 et
A A Yol A o WA TEHAE 2 2
A5k gl w2 HAT AR At A E
o F2 Aol FHA AHok shelenl, of A4
ARG 2449 ephedrinec]}t fludrocortisone s
A g EhA g ARE B oF 4o4gzeg
WAZEE 22 AR T AFAAA L
EASA dsirh U 12094 A A W e
el &g TFFALR AtEhgleh

&
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AEAZAL AN sANE e Wk T AR

34 ARl A Sl F AT FTEAL A
I AAReleh dhefels AP A4 AP
oFAHE Bolw ARk wolel sebvi o) MEel
ol ¥ kel 4S5 #3594 ol w2 A
Zholl FAL 2 WA A4 AEFAR LT ek
£ Aol £Ao] vk weld Tao) A i

< #A-£474 20 & deblE Horner's syndrome, R-
acder’s syndrome, Adie’s syndrome, carotid sinus

syndrome, Hirshsprung’s disease $319] 788 8
2 o]RA 232 Riley-Day syndromed| 7Hs 4=
A A 4 2ok £ T4 2 RgAAS
WAk &4, AYAALG W ERA T T4
£ mAAAGE] £4E, FFE APt B &
A &4, P, W, A4Ael 4
A 5L YaAAA S Aeh ook, 2 &
A-$1E 111000 epinephrine 4 0.125% pilocarpne
o A FF sl on vobd ARAF wR
2417} (postganglionic. peripheral autonomic erves)
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olekat &4 == (Bourgons, 1978 ; Mcleodsh Tuck,
1987), ]& Aol 4 Shy-Drager syndromest &
FHA ATARAFRAE YL + A9dch

24 A4S A5l E Fud, EEse
T, viEkdl B 29F, FAFEFT 5 ol F
4 F ot FEARYIAE e 4 3 A
A5 BACAE Py B2 A7l dgAk 4
A Wt d@Ash, AALAL o AR B
At 2% 4 glgieh =% Chiappash Young(1973}&
H-FFFFF (paraneoplastic syndrome) ] YFo2
okt oR AlYste WL AFAAFEA o
& 23843 Van Lieshouts (1986) = Hodghins ¥
ol bRl T4 AFAA FA9 o E FFAGAL,
2 Bl e G4 AL AFAAANE FYFF
& WA A wgkeh T4 AR Ao W
B HEW S4E 2E FAH AAURA acety-
choline®] £u1& AAH7) sl el mAAAL] 7%
& AN A, FuAAZE A5 AAE R AL
Audd A Agdvha 42 glEl (Sugiyama, 19
80), 53] AYFFoAe AATATE] AFel=
Aol g st $EF) AE vehdA geh
(Ryan3} Cherrington, 1971 ; Gutmann3} Pratt, 1976).
ek & Aol ¥ e wnd WA 2
AsFol d AAAESEAQE B2AAY ¥4
& o) Fol olf o2 4Fuls]) YL Hgs
AUFA ARY SFARAT AL SAE FE
Aol f3ld A T2 o] AR AeAE WAL+
ek, BE BY RELSAE AAZTALRA o
& Qapo] Aulsted A R AAAT A ol £
ol 2FAA ¢ FE AT YAz o AS
ol ohmal gAY BFAAY slee) BEsE A
ol 7] )l Jenzer®, 1975 ; Hughes, 1981)
Az52| Feleke Aolzk ek wxueofe] gk
FRAAYAAL Fobil R §F9 ojape] FiiR
 glAgk & Fapoll 4 M el 2 WE4 AE
AR Asdels £4 g0 v9r] 2EAabt W
GAAAAE AT ALAA ok 29 A4
ZAEANE U+ dekr delA g vineri-
stine, acrylamide, 5%, perhexiline maleate, 71
Bl 52 F5% (Meleodsh Tuck, 1987)e et =
A% gigdeh

whebal o4 ofejzbal %L e of Ext

A4 Fsdk Akde Guillsin-Barre Sk vz
A ATol| A AST F4 AU AFARY
(APN}el $74A2 Z@del Guillain-Barre 35
Toll A e, WY F ANF, A, A48
Aok, U e d FAEE Aol $9 AEAR
AMEA] et £ Akt A ool B %A
A g).ev (Lichtenfeld, 1971 ; Edmondss Sturrock,
1979 5 Levy, 1980 ; Tucksh Meleod, 1982), Williams
5 (1979) & ket glo] $F 25whuist
shi ol ® dastgee] & Ehale 4 dehd a4
Tz AR AAe] 24 D Ao s}
& ol AR 54 AdRbE Aol ¥+ 9l
o 2y ddold T%E Fo d5Eabel Ay
Agieb) debs A7 Bolsh ALl FAA ek
e D s EX ]
AL vlgke] FEehulsh waA Belsigieks A
A5 LA Guillain-Barre $5E 9434
L2E 87 olHte o] AFAESE U 24
=58 AZENA Aol A el FA4 @
A7) 4L o] B4 Aol AY A Gui-
Nlain-Barre §F%3 sh2eks A& o slgheh
APNE 19694 YoungFol 9ghed 4 2ua o
o A7 oF 26007} HES Qe A4 37
& Table [3ell 4 vhebd whsh o] @A $a
#AAZE I A5 A debed vk 50 2
WAL A wEdeks AHolrh ool Hhe
Young® (1975)-& APNS| A=A 24§ =e 22
AZYel gt A9ko GARNA Fastoior
o2 FARQEE o] FA4Y b ¥k ol W
Aol A FYSIA ZeHg) Ao HdaA o
[k AxE FAE 9445 2 A 3
A FARE A, FEAE R RS AP
F4¢ A4 Asted YA Guillain Barre FF
Fahe ikl Y AL Bolv RYE v}
Weed deidAes S50 Aol J4Fa
<l 23k A Qe B2 (Youngs, 1969 3 Appen-
zellers} Kornfeld, 1973 ; Low’, 1983) % o] 444
A4 WkE BAFE SATD ¢ 4 glch ol R
Aol Eebd Young$(1969, 1975), Wishers (19
72)0] L2 ol A#F4 oll\h Fagiuss (1983),
Taubners} Salanova (1984) 2} olof] ulsted 2 2] 4
=7k AR A2 grkslee ol o] WAES o
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Table 3. Clinical Features in Patients with Acute Panautonomic Neuropathy.

Authors Age/Sex Pup Lac Sal Swe Vas G-l Bla Other Neurologic signs  CSF protein Electro. study  Roeovery
Young et a1(1969,1975)49/M___(+) (+) (+) (+) () () (+) None 128ng/dl EMG, NCV:normal _Complete
Goulon et al(1971)  40/M () (+) (+) (+) Ophthaimoplegie, normal Tncomplete
Dysphagia, Unsteady gait
Babinski sign, Left.
‘Thomashefsky et al (1972) 16/1 (+) ) (+) ) normal __EMG, NCV:normal _Incomplete
Wisher et al(1972) _ 47/] 4) () () () () 102ag/d1 Complete
Anderson et al(1972) 19/ (+) (+) ) () normal _ EMG, NCV:normal _Incomplete
Appenzeller et al (1973) 16/2 (+) ) ) ) ) (+) Areflexia normal Incomplete.
Fopkins A.et a1(1974) 28/ S IR B IR Co N normal  NCV:normal Complete
WFE _ (+) (=) ) () () () normal _ NCV:normal Incomplete
Yahr_et_al(1975) 13/F =) &) ) ) Decreased DTRs 120mg/dl Incomplete
Okada et al(1975) 3I/M () +) ) +) & normal Incomplete
43/ (—) +) () ) normal Complete
Yee ot al(1976) /) (H) ) (+) () ) () Incomplete
Harik_et al(1977) Yi (+) () (+) ) () normal  EMG, NCV:normal _Incomy
Vidal et al (1979) 20/F__ (+) () ) ) ) ()
Colan et al (1980) % +) ) +)  (+) ) (+) No corneal reflex, 130mg/dl NCV:no sensory  Complete
No gag re n. potential
Sensory loss, Areflexia
Hopkins I J. et a(1980) 10/M _ (+) (+) () 100mg/d1 Incomplete
FElderman et al(1981) 45/F  (+) (1) (1) (H) () () (+) normal Incomplete
Low et al(1983) a6/F (+) () ) ) ) H) normal  EMG, NCVinormal _Incomplete
- ME () (+) () ) () ) Slmg/dl _EMG, NCV:normal
Fagivs et al(1983)  31/M  (+) (+) ) (+) Sensory loss, Areflexia, %ng/dl  NCVino sensory  Fatal
Limb ataxia n. potential ,
slow motor NCV
Taubner ot al(1984)  62/F ) (#) () Progressive weakness normal EMG:sensory-  Fatal
Sensory loss motor_neuropathy
Kirby et al(1985) uE 4 ) oor
S2/F__ (+) ) () ) )
Hoyle et al(1985) __ o1/F ) ) (+) Dysphagia 4309/dl_EMG, NCV:normal
Takayama et al(1987) 24/F &) ) ) ) (+) (+) NCV :normal
Lin-Greenberg ot al(1987)62/M O ) ()
Present Case 22/F ) ) ) ) ) ) No corneal reflex 80mg/dl  EMG,NCV: Fatal
reflex, Areflexia. sensory-motor.
Smury Joss, Motor weakness polyneuropathy

*++ Pup: Pupillomotor, Lac:
tion, (+) : Abnormal, (=)

Lecrimation, Sal ©
Normal

Salivation, Swe : Sweating, Vas : Vasomotor, G-1: Gastrointestinal function, Bla : Bladder func-
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APNS| 11y} $lg oby et ohalakuh
olgidl Slgk Zgolvt WA Agolekn F4
ek, Infectious mononucleosis (YehrS} Froutear, 19
75; Vidal's, 1979), "kE¥22% % (Nevillest Sla-
den, 1984), FA YRS AHF (Lin-Greenberg?} Ta-
neje-Uppal, 1987)91l 4 €] APN 3-8 ubo] el £ 2he
o HsAg deidt Aol € 4 dAsk T
AA2A A% (Eldermans, 1981), AAAFEATE
(Hoyles, 1985), #1714 A8k (Gudesblatt 5, 1985)
A4S e o] ARk WA AL Adsha
oo 256%E SR AFAFFe] YatFet F
A28 4§ (Tavbnersh Salanova, 1984) % %4
oA o¥ LAFNS AFFT Al
G A2 (Harks, 1977) 5% vusa ok, =T
19653 Appenzeller5-& .79 4| Freund's adjuvant
& 2¢¢ 24 24¢ FAskd 6-80 F4
A4Sl Qpsbge] vehia dgE B2
shel "oy Aol AF AN £4E TY
sheleh, el Axk59 FoE 20 W A5t
helel &4 Aol F-AH) b antinuclear antibody
titer7h 11 800] gnl vhe s Agkel FA%
deleh 3 APNE $A7As afa7el Ad
Ao AYslE Guillain-Barre $FF2 & 9.2
2 A28k (Asbury, 1981 ; Lows, 1983), 43
Ae o A7E AR AYsEAtol wel @
2}2lek (Taubners} Salanova, 1984) & F4-= gl
Azge Auze deggos AZ4fe AT
A7k A G Barre S-F25 ¥4 He4
AALA G| A Arelo] 2 o] ¥ gk Aol 3]
2y ol 59 A4 BolAE e gad @
Fahioll Qi ME ek ez 4rsoh

# ]

AREE 249 AxabtE 3408 A9 A
ARE 2R % FRAAe] FA0 Yusln 24
4 ehEd BN A4E ekl 4 94
AAAY 160 DAY £R DAk
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