R IS B 2 2019 6 HAE 19 B4 6] Chin J Contemp Neurol Neurosurg, June 2019, Vol. 19, No. 6 399

- fift 22 FR G AL PR R -

fi N Zra ik 11 il R A i A P~ 5 i o

Bk ke HE HTH

[(HZE] Br SHMEAZAEMIGIR & A TSR AT . ARSER 200048 &
2018 4F 11 H 2 W A7 1Y 11 Bl 68 A\ 255 A8 (8 il 2 ML Rt N 25 G AE 3 480 N & i &5 5 ) 9 1], =22 3%
IR A i) 3 A 2 W sh % R 4 I UL A e SR RIS R ER AR L 4 51 DB AR R LI B R, B, &
WEi2 A 8 195 AR az%;%&ﬁtﬁiqﬂﬂﬁiﬁumm 6 f91) XL ¥ 470 A 2 T I P e e 4% PR A 5 11 9 UL e R 35 T AL
BTSSP AL, 6 Bl 46K AR A YIRIT IR B sh A i AL B s B R . &R A
,/iE.?Em~ﬁllmﬁciﬁ$¢%ﬁ%%ﬁ‘lﬁ%ﬁﬁﬁ%ﬁﬁzﬁ\mﬁrﬁﬂ,'%'Jiﬁal W IR e, 7 9 7 R
PR TR AE A 495 R 2 Rk LB R 22 & B A 55 4 001

[XBE] MALZEME; AEMRPRM; MHHicAR; RoEEE

Analysis on clinical and electrophysiological characteristics of 11 patients with stiff-
person syndrome

ZHONG Xin-jing, ZHANG Cheng, ZHONG Jie, CHEN Xue-ling

Department of Neurology, the First Affiliated Hospital, Sun Yat - sen University, Guangzhou 510080,
Guangdong, China

Corresponding author: ZHANG Cheng (Email: zhangch6 @mail.sysu.edu.cn)

[Abstract] Objective To summarize the clinical features and electrophysiological characteristics of
stiff-person syndrome (SPS). Methods and Results Clinical data of 11 SPS patients [8 were classic and 3
were stiff-person plus syndrome (SPPS)|, who were diagnosed and treated from August 2009 to November
2018, were retrospectively collected. They mainly presented paroxysmal muscle stiffness and pain spasm
under stimulation or emotional excitement. The first affected sites were at trunk (4 cases) or limb (7 cases)
muscles, and by the time of diagnosis, were mainly at truck muscles (8 cases). Anti- glutamic acid
decarboxylase (GAD) antibody testing was positive in 6 cases. Electromyography (EMG) of all the patients
showed continuous motor unit activity (CMUA) in the affected muscles at rest state. After treated by
benzodiazepines, motor unit potential (MUP) obviously decreased or even disappeared in 6 patients.
Conclusions  Stiff-person syndrome is a rare autoimmune disease with multiple initial sites, atypical initial
symptoms and difficulty in early diagnosis. It should be distinguished from many diseases such as familiar
hyperekplexia, tetanus, myotonia congenita and multiple sclerosis (MS).

[Key words] Stiff - person syndrome; Glutamate  decarboxylase; Electromyography;
Benzodiazepines
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Table 1. Sociodemographic and auxiliary examination data of 11 SPS patients
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Table 2. Muscle stiffness and spasm characteristics of 11 SPS patients
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Figure 1 Case 1, male, 61 years old, diagnosed as SPPS combined with primary hypertension grade 3 (very high risk), type 2
diabetes mellitus and urinary calculus. EMG findings  On resting state, CMUA appeared on bilateral biceps femoris (agonist)

and rectus femoris (antagonist, arrow indicates), while not on abductor digiti minimi which did not present myotonia (Panel la).
Five minutes after intravenous injection of diazepam (10 mg), CMUA of bilateral biceps femoris (agonist) and rectus femoris
(antagonist) disappeared (Panel 1b). Figure 2 Case 2, male, 52 years old, diagnosed as SPS. EMG findings After touching
the tip of nose to induce muscle spasm, the tight contraction of right upper extremity muscles resulted in simultaneous
contraction of extensor (agonist) and flexor ulnar carpi (antagonist; arrow indicates, Panel 2a). Three minutes after intravenous
injection of diazepam (10 mg), the right extensor (agonist) contracted slightly with low peak potential, and the right flexor ulnar

carpi (antagonist) was flabby (Panel 2b).
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