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Clinically Probable Multiple System Atrophy Presenting Ptosis as an Early Manifestation
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Address for correspondence Many ocular features were found in patients with multiple system atrophy (MSA), which
Joong-Seok Kim, MD, PhD include dry eye, blepharospasm, eye movement problems, and blink reflex dysfunction.
Department of Neurology, College of Some of these symptoms are associated with autonomic dysfunctions seen in MSA. We
Medicine, The Catholic University of Korea, report a young clinically-probable MSA patient with bilateral ptosis at an early disease stage.
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Although there is no clear evidence that ptosis, in this case, was caused by abnormalities
in the sympathetic cholinergic system, the selective impairment of sudomotor function
implied an injured sympathetic cholinergic system secondary to MSA pathology. Ocular
manifestations need more attention in clinical examinations of patients with MSA.
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Figure. (A) A photograph that was taken 4 years prior to presentation showed slightly covered sclera. (B) At admission, her eyelids had
lowered to conceal the upper poles of the pupils compared to the photo from 4 years ago. (C) Positron emission tomography using
"®F-N-(3-fluoropropyl)-2 beta-carbon ethoxy-3 beta-(4-iodophenyl) nortropane demonstrated markedly diminished dopamine transport-
er uptake at both striata. Only both ventral striata revealed a faintly-remaining dopamine uptake. (D) Transcranial midbrain sonography
demonstrated bilateral hyperechoic substantia nigra (left, 0.29 cm?; right, 0.32 cm?). (E) Magnetic resonance imaging of brain did not show
any abnormalities or atrophy of the midbrain, pons, cerebellum and basal ganglia. (F) Myocardial "*’I-metaiodobenzylguanidine scintigra-
phy showed normal postganglionic sympathetic innervation in the delayed images (heart-to-mediastinum ratio, 2.60). (G) The sympathetic
skin response (SSR) test revealed an absence of response to electrical, touch, and sudden sound stimuli.

J Korean Neurol Assoc Volume 42 Issue 4, 2024 379



(Fig. D). W71 9ol 2ol vlefot 25} 515

LR B F-910] 9152 WEEA A tTHFig. B). AL

o)

28 Ay J], AiH(lactic acid) ¥ TFEAHpy-
rubic acid)S Zdlst RE ol HAN= o]A} ¢l o oqE

ST EAERIA T B MR Wl A8 19 AR <F
Aot WAAIZIA] okl om B AR = HARE ol
%k Neurocheck™ (BAROS Medical, Seoul, Korea)E ©
B3 s AAM e ERtAE B2 5 A7 HsL 128
Ao T 3T 7159 EAFo] Bk’ 7197 A
A 2049] Het FAH $571/01271E U2 126/74 mmHg,
00° 7= Al F 4% 719 Al $571/0| 718U 3%
o]l 113/73 mmHg, 5%°1 120/75 mmHg= Y2} EY0]
U 71EAELL 2ol ekotth CUBEscan™ BioCon-500
(Mcube Technology, Seoul, Korea)& ©]-83t 8 & A
2 AATNA 0 mLE R T3 TEEA] Qk9kl 4L SFoluy
HAHRS B3t AlEF Mo &, KolomarkE &3t
HARO A= o) Aol Holx] ot 123I-metaiodoben—
zylguanidineZ °1-83t A A¥2 P2 B -S4
E(&7] ¥, 2.34; A v, 2.60)Z EHFig. B). 14
WFERES HAbE Ao High wEg-o] HolA] oFith(Fig.

e

A= 2700 IR Adste] #E Eut-7hu] Ent
£ 44 =2 A&HH 08 Bt 27] 6709 Bt &
A7} oFzte] S-5-nte] stE B AIstIA|TE o] | E mt

of ©iek on 18-S 101 SISk 11 Ak 0] 4] BHgol

57 SMoFH T 44, UPDRS A4
TE A (part [I)= 4580 & o3} 44
o 39 H= ZlUr‘I*/\i EgHgo] A3 s

59 A F5 24 5ol 3

380 CistilADfsts|X| M42# M4z, 2024

o &

7HA] ofstE= BE 2} BEo] HPAR, A ot 22
a4 ol FEE Hlth Ao BAEAEFY A
(clinically established) %It 7]&0f| S= H]k 7|4 o]/, 4l
38 71HAEY & A=A ool 2710 ERIEA] eFAl
TF QR AALIA ZhAEe] SA4doll Hlsh 7141 e] g flRt et
N5A19] A& gEo] A 123I-metaiodobenzylguem—
idine AP3Z2PNA A4 A 23X 4247} HE0] &

F4 2 o) 39 ol w2 Ags 219 Aok WA

2
S O A4 SAY FAle SR T JgQe
U]'H](chronic progressive external ophthalmoplegia)&

AL o] FFLFESN gt AAIA R o]
$9] A9 2H = QIlth SApol A EAH o R B
B

Hk2 AAF 9 Neurocheck™E 0] 835t 3|5

o
o
)
ro
flo
Bl
o
_O|L
rg
Y
i
)
Hyr
olX
el
>
1o
> o8
S
R
e
S~
O_\%_I‘J
re

i
i,
ox,
=

N
e

,
b
o
o
=g
=ha

N
-,

Y,
ol

19
o
rO
i)
it
P

i
¢
ul

ot
Y
©

x0,
o
POl
|o
ojN
oZ,
)
p
i)

oz
)

oz uh27] Lhubd 4 4412 3te] O
591259 ofd] 42477 ol G4 AARE 7148



Stk S AAEL A 27004 294 TAAAS A
g7 &3] U910 FHEL o3 oklskes M §L 9

=
92z AN S BT, olF B TS

o
1
ox
T
of

%2 71 BRpol A 5 A1 01919 ol Aol Tk o]
e A BT AR
ACKNOWLEDGMENTS

This research was supported by Basic Science Research
Program through the National Research Foundation of
Korea (NRF) funded by the Ministry of Science, ICT and
Future Planning (NRF-2017R1D1A1B06028086).

REFERENCES

1. Armstrong RA. Visual signs and symptoms of multiple system
atrophy. Clin Exp Optom 2014;97:483-491.
2. Tamer C, Melek IM, Duman T, Oksliz H. Tear film tests in Parkinson’s

disease patients. Ophthalmology 2005;112:1795.

. Kagohashi M, Okuma Y, Fujishima K, Kitada T, Mizuno Y.

Blepharospasm associated with multiple system atrophy: a case
report and review of the literature. Parkinsonism Relat Disord
2004;10:169-171.

. Mathias CJ, Bannister R. Autonomic failure: a textbook of clinical

disorders of the autonomic nervous system. 5th ed. Oxford: Oxford
University Press, 2013;446-598.

. Mtui E, Gruener G, Dockery P. Fitzgerald's clinical neuroanatomy

and neuroscience. 8th ed. Amsterdam: Elsevier, 2015;247.

. Kim HJ, Lim YH, Oh HJ, Kim BS, Kim HY, Park BH, et al. The

usefulness of the colour change plaster (NeuroCheck®) for the
diagnosis of cardiac autonomic neuropathy in type 2 diabetes.
Korean J Med 2006;71:166-172.

. Shafieesabet A, Fereshtehnejad SM, Shafieesabet A, Delbari A,

Baradaran HR, Postuma RB, et al. Hyperechogenicity of substantia
nigra for differential diagnosis of Parkinson's disease: a meta-
analysis. Parkinsonism Relat Disord 2017;42:1-11.

. Ryu DW, Kim JS, Lee JE, Oh YS, Yoo SW, Yoo IR, et al. Initial

versus follow-up sequential myocardial 123I-MIBG scintigraphy
to discriminate Parkinson disease from atypical Parkinsonian
syndromes. Clin Nucl Med 2019;44:282-288.

. Wenning GK, Stankovic I, Vignatelli L, Fanciulli A, Calandra-

Buonaura G, Seppi K, et al. The movement disorder society
criteria for the diagnosis of multiple system atrophy. Mov Disord
2022;37:1131-1148.

J Korean Neurol Assoc Volume 42 Issue 4, 2024 381



