How to approach Dystonia
by classification system

Dystonia
definition

B 1. Originalmitteilungen,

1. Cber eine cigenartige Krampfkrankheit
des Kindlichen und jugendlichen Alters (Dysbasia lordotica
progressiva, Dystonia wuseuloram deformans).
Voa T, Oppenheim.

Tm Laufe der letten 3 Jabre ist mir wiederholentlich ein Leiden entgegen-
getreten, dessen Deutung und Klassifizierung groBe Schwierigheit bereitete. In
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Dystonia

15t published dystonia

How to
describe
weird
movement

Level B: more observation

|2/ Level C: longer observation

Level A: immediate impressions

Dystonia described by Oppenheim

Hypotonia and tonic muscle spasm, on volitional

OZEINES

No paresis, no atrophy, no alteration of electrical

excitability, no sensory, nor perceptive, nor sphincter
disturbances, no significant psychological abnormalities

Level A;
immediate
impressions

How to describe weird
videos

+ Level & immediate impressions
Rhythmic vs Arrhythmic
Sustained vs Non-sustained
Parawysmal vs Continual vs Continucus

Sleep vs Awake

Level A:
immediate oo

Tresmor

pastural

impressions

interttion
Orthostatic tremar
Dystonic fresnoe
Myacknus, segrwsital
Myacianus, oscilatary
Myariythmiz
Peadic il
mauements in shap
sOme SEerentypiss
clagsic Tardive

dyskinesia

Cartical myaconus {harea

Minipolymyodonus Balism
Dystanic tremars Dystania
Epilapsia partials Meathitic movements

ol

Moving ipes, fingers.  Adhenasis
Hemsfacial spasm
Hyperekplena
Aarimahenic ryoclorus
Some Stérsatypies
Tics
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Level A: immediate impressions
Sustained [ Nonsusained ___|

Stiff-person

Rigidity Al others
Dystania

Oculogyric crisis

Dystonic tics

Congenital torticollis

Orthopedic torticollis

Neuromyotonia

Sandifer syndrome

Level A: immediate impressions

Parciysmal Cantinual

Tics Chorea Abdamina! dyskinesa

Fargwysmal kinesigeniz  Ballsm Afnetosis

dysanesia

Farxysmal nan Dystanic movements  Tremar

kinesigenic dyskinesia

Fargugsmal exedticnal  Myadanus, anhythmic  Dystonic pasture

dyskinesia

Epsodic ataxia 5 patymy

Epadic tremoe Myoeclonus, hythrric

Hyprogenic dystonia Tardive stereatypy

Some Stereotypies Myokymes

Akathitic mavements Tic statug

Saire Ry sturmps Mowing toes, fingers
Myostythmia

Level B: more
observation

Level B: more observation

Dystonia

Hemifacizl spasm Al athers
Moving toes, fingers

Segmental myoclonus

Myariwthmia

Stereotypies

Tardive dyskinesia

Tremar

Abdominal dyskinesias
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Level B: more observation

Action Only Rest and Continues
with action

Resting tremar Atavia Chorea
Akathitic movements Tremor: postural, action, Ballism

intention
Paradowcal dystonia  Action Dystonia Athetosis
Restless legs Action myoclonus Minipolymyoclonus
Orthestatic tremor Task specific dystonia ~ Mawing toes, fingers
Posture sperific tremors Myokymia

Tics

Abdominal dyskinesias

Level C: longer
observation
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Dystonia

Level C: longer observation - speed

Intermediate Slowest _____|

Minipolynmyoclonus ~ Chorea Athetosis

Myoclonus Ballism Moving toes, fingers
Hyperekplexia Tremors Myorhythmia

Startle Akathitic movements
Hemifacial spasm Hemifacial spasmi(tonic)

Level C: longer observation - amplitude

Large amplitude | Medium Very Small
Ballism Chorea minipolymyackanus
Al others

Level C: longer observation - force

Fixed postures of dystonia  Dystonia All athers
Jumpy stumps
Stiff-person syndrome

Classification of Dystonia

Mov Disord. 2013 Jun 15;28(7).863-73.

phenomenology
relevant to
dystonia
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+ Dystonic (tonic) tics

+ Head tilt (vestibulopathy, trochlear nerve palsy)
+ Bent spine, camptocormia, scoliosis.

+ Atlanto axial and shoulder subluxation

+ Amnold-Chiari malformation

+ - Soft tlstee neck maws

+ Congenital muscular ortoolis

« Congenital Klipgel-Fek gyndrome:

+ Satnyoshi syndrme

« Dupuytren's contractures

* Teigger digit

*  Meuromuscuiar causes (Baacs sydrome. et )
« Spasms (hypocalcemia, hypomagnesemia, alkalosis)
+ Orthopedic and rheumatological causes

+ Sandifer syndrome

+ Deafferentiation (pseudoathetosis
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Red flags on history and examination

Abnarmal binhyperinatal histary

Dewelapmental detay

Seinwes

Previcus exposure to drugs &g, dopamine receptor blockers
Continued progression af sympton

;"uﬂ et bufar invahament by dystonis

Ununual distribution of dystania given a0¢ of onset [eg. leg dystania i an adult)

Hemidyezania
Presence of another mewement disoides
Addnional neuralogic symgtoms (gyramidal signs. cerebellar signs. cognitive decing)

Other systerms affected (.- omgancmegaly)

Axis I Clinical
characteristics

Axis L Clinical
characteristics

+ Multifocal
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Classification of Dystonia

01

Axis I Clinical
characteristics

Axis L Clinical
characteristics

Axis L Clinical
characteristics
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Dystonia

B

Axis I Clinical
characteristics

Axis L Clinical
characteristics

Recognition

of dystonia
syndromes

Axis L Clinical
characteristics

Recognition
of dystonia
syndromes

+ Classification along the axis facilitate
clinical recognition, diagnosis, and
treatment

+ No pathognomanic presentation, either
for genetic or environmental forms

* Some characteristic and more common
syndromic patterns that are encountered
in clinical practice are briefly described
here as examples

Early-Onset Generalized Isolated
Dystonia

Focal or Segmental Isolated
Dystonia with Onset in Adulthood

Dystonia-Parkinsonism

Myoclonus Dystonia
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Axis II.

Etiology

Mervous system pathology

+ Anatomical causes

+ Evidence of degeneration, structural lesion or ot
Inherited vs Acquired

+ Inherited
+ Acquirad
+ Peninatal brain injury, infection, drug, toxic,
vastular, neoplastic, brain injury, psychogenic

Idiopathic

» Sporadic
+ Familis!
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Uz |

Systemic
approach of
dystonia

+ Distinguish true dystonia from look-alikes
* Facilitate communication
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