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Dopa-responsive Dystonia Misdiagnosed as Cerebral Palsy and Hereditary Spastic Paraplegia 2 Cases

— Two cases report —

Eun Sang Kim, M.D., Hong Souk Park, M.D., Young Kwan Yoon, M.D., Ae Ryoung Kim, M.D., Jung Hwa Choi, M.D., Yu

Hui Won, M.D. and Sung-Rae Cho, M.D., Ph.D.

Department of Rehabilitation Medicine, and Research Institute, Yonsei University College of Medicine

Dystonia is a movement disorder caused by involuntary,
sustained muscle contractions, frequently resulting in twitching
and repetitive movements or abnormal postures. Dopa-
responsive dystonia (DRD) is characterized by early childhood
onset, marked diurnal fluctuation of symptoms and dramatic
response to levodopa. The aim of this report is to present

the two cases of DRD misdiagnosed respectively as cerebral
palsy and hereditary spastic paraplegia. Proper understanding
of this disease entity and its treatment options are necessary
for comprehensive rehabilitative management of DRD. (J
Korean Acad Rehab Med 2010; 34: 583-586)
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Table 1. Information of Previous Diagnosis, Genetic Analysis,
and Levodopa Treatment

Prior Gene Initial dose Czll(r)rseent
diagnosis stud: mg/kg/da
g y  (mg/kg/day) (mg/ke/day)
Case 1 CP DYTI1 (—) 2.5 7.5
Case 2 HSP SPG4 (—) 35 5.25

CP: Cerebral palsy, HSP: Hereditary spastic paraplegia
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Table 2. Scores in Dystonia Rating Scale after Levodopa Administration

Movement score

Disability score

Pre levodopa Post levodopa

Improve-ment (%)

Pre levodopa Post levodopa Improvement (%)

Case 1 355 7 80.3
Case 2 10 2 80.0

13 4 69.2
5 1 80.0

Table 3. Temporospatial Data of Gait Analysis after Levodopa Administration

Pre levodopa

Post Levodopa Improvement (%)

Right Left Right Left Right Left
Cadence (steps/min) 87.80 91.28 112.0 114.0 27.56 24.89
Walking speed (m/sec) 0.80 0.78 1.20 1.18 50.0 51.28
Step length (m) 0.55 0.55 0.66 0.63 20.0 14.55
Step time (sec) 0.67 0.70 0.54 0.53 19.40 2429
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