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[Abstract] Background Paroxysmal kinesigenic dyskinesia (PKD) is a disorder characterized by
recurrent and brief dystonic or choreoathetoid attacks that are induced by sudden voluntary movement with
highly clinical and genetic heterogeneity. We aimed to investigate the clinical features of PKD in a large
Chinese population. Methods One hundred and ninety five patients diagnosed as primary PKD were
recruited. For all of the participants, neurological examinations were conducted and clinical manifestations
were recorded and summarized in self - made uniform registration form for PKD patients. Clinical
characteristics were statistically analyzed and compared between familial and sporadic PKD patients.
Results Among all of the 195 PKD patients in the present study, the gender ratio was 4.42 : 1 (male :
female). The average age of onset was (12.32 +3.49) years. There were 162 patients (83.08%) manifestated
with pure form and 33 (16.92%) with complicated form of PKD. Among them 16 patients (8.21% ) had
essential tremor (ET), and 144 patients (73.85% ) had premonitory symptom. The percentage of patients
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manifested as dystonia, chorea and mixed form during episodic attacks were 68.72% (134/195), 4.10% (8/
195) and 27.18% (53/195) repectively. There were 134 cases (68.72%) had facial involvement. It was
recorded that 115 (58.97%), 54 (27.69%) and 26 (13.33%) patients had frequency of attack < 10 times/d,
10-20 times/d and > 20-30 times/d respectively. The percentages of patients whose duration of attack <
10 s, 10-30 s and > 30-60 s were 60% (117/195), 29.74% (58/195) and 10.26% (20/195) respectively.
There were 64 patietns (32.82%) with family history of PKD and 131 (67.18%) were sporadic PKD patients.
Up to 40% (78/195) of patients did not require/take medications, as they had minor clinical manifestations
or concerns about the side effects of anticonvulsants. Among 117 patients (60% ) prescribed with
anticonvulsants, 114 patients showed a good response, including complete control (N = 106) and partial
control (N = 8), and 3 patients were nonresponsive. In comparison with sporadic PKD patients, familial
PKD patients had earlier age of onset (t =2.376, P =0.019) and shorter duration of attack (x> =7.731, P =
0.021) respectively. Conclusions We summarized the clinical characteristics of PKD patients in mainland
China. Through the analysis of large sample data, we hope to improve and standardize the diagnosis and
treatment of PKD clinically.
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Table 1.

Comparison of general data between familial and sporadic PKD patients

PN et e 7] len FNeoh eI e P
Sex [case (%)] 2.706  0.100 || Phenomenology [case (%)] 3.939  0.140
Male 48 (75.00) 111 (84.73) Dystonia 50 (78.13) 84 (64.12)
Female 16 (25.00) 20 (15.27) Chorea 2(3.13) 6 ( 4.58)
Age of onset (v s, year) 11.48+3.83  12.73+3.25 2376 0.019 Dystonia and chorea 12 (18.75) 41 (31.30)
Complicated PKD [case (%)] 5.741  0.057 || Frequency of attack [case (%)] 0.156  0.925
Infantile convulsion 3( 4.69) 16 (12.21) < 10 times/d 39 (60.94) 76 (58.02)
Migraine 7(10.94) 6( 4.58) 10-20 times/d 17 (26.56) 37 (28.24)
Episodic ataxia 0( 0.00) 1(0.76) >20-30 times/d 8 (12.50) 18 (13.74)
ET [case (%)] 6( 9.38) 10( 7.63)  0.173  0.677 || Duration of attack [case (%)] 7.731  0.021
Premonitory sensation [case (%)) 44 (68.75) 100 (76.34) 1281 0.258 <10s 47 (73.44) 70 (53.44)
Laterality [case (%)] 6.821  0.078 10-30's 14 (21.88) 44 (33.59)
Unilateral 25 (39.06) 55 (41.98) >30-60 s 3(4.69) 17 (12.98)
Bilateral 12 (18.75) 31(23.66) AEDs [case (%)] 0.885  0.642
Unilateral or bilateral 14 (21.88) 35(26.72) Complete 23 (92.00) 83 (90.22)
Unilateral and bilateral alternating 13 (20.31) 10 ( 7.63) Incomplete 2 ( 8.00) 6( 6.52)
Face involvement [case (%)] 47 (73.44) 87(66.41)  0.987 0.320 Nonresponsive 0( 0.00) 3(3.26)

Two-independent-sample ¢ test for comparison of age of onset, and X’ test for comparison of others. PKD, paroxysmal kinesigenic dyskinesia, & {4
18 85 K VEis B S ET, essential tremor, 5 & E 72 8l ; AEDs , antiepileptic drugs, RS S VUl

it
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was parallel with the spine (arrow indicates, Panel la).
embedded syndrome" (arrow indicates, Panel 1b).

lesion (arrow indicates, Panel le).
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A 29 -year-old male was admitted to our hospital to investigate one month history of shoulder pain.
intradural extramedullary occupied lesion located in cervical spinal canal.
postoperative pathological diagnosis was intraspinal enterogenous cyst.
hypointense lesion which intensity was higher than CSF located in the ventral subdural space through Cs level. The long axis of lesion
Sagittal ToWI showed a subdural hyperintensity lesion with "spinal cord
Axial ToWI demonstrated a cystic hyperintensity appearing located in the ventral
subdural space of spine cord and spine cord was compressed backwards obviously (arrow indicates, Panel 1c). Axial enhancement T/WI

showed no enhancement within the lesion (arrow indicates, Panel 1d). Sagittal enhancement T\WI showed no enhancement within the
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MRI showed an
Then an exploratory craniotomy was performed and
Sagittal T\WI indicated an intradural extramedullary cystic
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