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Dystonia: Phenomenology and New Classification

Seong-Beom Koh, MD, PhD

Department of Neurology, Korea University College of Medicine at Guro Hospital, Seoul, Korea

Dystonia is defined as a movement disorder characterized by sustained or intermittent muscle contractions causing abnormal, often
repetitive, movements, postures, or both. Dystonic movements are typically patterned and twisting, and may be tremulous. Dystonia
is often initiated or worsened by voluntary action and associated with overflow muscle activation. Dystonia is classified along 2 axes:
clinical characteristics, including age at onset, body distribution, temporal pattern and associated features (additional movement
disorders or neurological features); and etiology, which includes nervous system pathology and inheritance. This new classification

may help to proper diagnosis and treatment.
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Table 1. Dystonia classification: Age of onset

Infancy (birth to 2 years)
Childhood (3-12 years)
Adolescence (13-20 years)
Early adulthood (21-40 years)
Late adulthood (>40 years)

Table 2. Dystonia classification: Body distribution
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« Focal. Only one body region is affected. Typical examples of focal forms are blepharospasm, oromandibular dystonia, cervical dystonia,
laryngeal dystonia, and writer's cramp. Cervical dystonia, is considered a form of focal dystonia, although by convention the shoulder can

be included as well as the neck.

« Segmental. Two or more contiguous body regions are affected. Typical examples of segmental forms are: cranial dystonia (blepharospasm
with lower facial and jaw or tongue involvement) or bibrachial dystonia.

« Multifocal. Two noncontiguous or more (contiguous or not) body regions are involved.

« Generalized. The trunk and at least 2 other sites are involved. Generalized forms with leg involvement are distinguished from those

without leg involvement.

« Hemidystonia. More body regions restricted to one body side are involved. Typical examples of hemidystonia are due to acquired brain

lesions in the contralateral hemisphere.

Table 3. Dystonia classification: Temporal pattern

Disease course
» Static
« Progressive
Variability:

« Persistent: Dystonia that persists to approximately the same extent throughout the day.

« Action-specific; Dystonia that occurs only during a particular activity or task.

« Diurnal fluctuations: Dystonia fluctuates during the day, with recognizable circadian variations in occurrence, severity and phenomenology.

« Paroxysmal: Sudden self-limited episodes of dystonia usually induced by a trigger with return to preexisting neurological state.
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Table 4. Dystonia classification: associated features

« Isolated dystonia. Dystonia is the only motor feature, with the exception of tremor.

« Combined dystonia. Dystonia is combined with other movement disorders (such as myoclonus, parkinsonism, etc.).

Table 5. Dystonia classification: Etiology

Nervous system pathology
Evidence of degeneration
Evidence of structural (often static) lesions
No evidence of degeneration or structural lesion

Inherited or acquired
Inherited

- Autosomal dominant

- Autosomal recessive

- X-linked recessive

- Mitochondrial
Acquired

- Perinatal brain injury

- Infection

- Drug

- Toxic

- Vascular

- Neoplastic

- Brain injury

- Psychogenic
Idiopathic

- Sporadic
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