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1.0 Introduction 
Dystonia is a hyperkinetic movement disorder characterized by involuntary muscle contractions. These muscle 

contractions result in twisting and posturing movements (stiffening, bending, arching, clenching, or recurrent 

patterned movements). Dystonia can be sustained or intermittent.1  Dystonia can be focal (one body area), 

multifocal (multiple body areas), or generalized (involving the majority of the body). Dystonia can be caused by 

genetic or metabolic disorders, or it can be acquired by damage through brain injury or stroke.2 We commonly see 

dystonia in children with severe neurological impairment, who may also have other neurological comorbidities 

such as spasticity, seizures, or neuro-irritability.  

Dystonia is state dependent. This means that dystonia often worsens with voluntary movement, pain, illness, or 

strong emotions. Dystonia remits with sleep. Therefore, it is common for children to experience worsening 

dystonia in hospital, where triggers like pain, illness, and emotion are present. Dystonia can escalate and become 

severe. Status dystonicus (also known as dystonic storm or dystonic crisis) is a life-threatening emergency that 

requires urgent treatment. Status dystonicus is the most severe manifestation along a spectrum of worsening 

dystonia (Figure 1).3 Status dystonicus is characterized by increasingly frequent episodes of severe dystonia. It 

can lead to extreme pain and discomfort with complications including respiratory compromise, and metabolic 

derangements, including death.4–7  

A trigger for worsening dystonia is often identified. It is imperative to address and treat the trigger to improve 

dystonia. Since dystonia abates with sleep, we also treat concurrently with sedatives.6 These urgent treatments 

take the same approach regardless of the underlying cause or etiology of the dystonia.  

This clinical pathway has been created to standardize the approach to treatment of worsening dystonia at 

SickKids and to minimize potential complications.8,9 The target population includes: 1) Patients presenting to the 

Emergency Department or admitted to hospital with dystonia and 2) Patients requiring PICU care for refractory 

status dystonicus.  

2.0 Purpose of guideline 
• Reduce delays to treatment of dystonia  

• Limit variation in the acute management of patients with severe dystonia  

• Provide pharmacological dosing that is efficacious while minimizing risk of potential side effects 

• Decrease incidence of progression to status dystonicus/refractory status dystonicus and prevent its 
secondary complications 

3.0 Definitions9 
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Term Definition 

Pre-Status 
Dystonicus 

A child demonstrating worsening dystonia but without end-organ involvement or airway 
compromise. They may be able to achieve intermittent sleep; however, it could be fragmented or 
easily disrupted by dystonia. Generally, grade 2-3 on the DSS. 

Status 
Dystonicus 

Worsening dystonia over >15 minutes, characterized by discomfort, tachycardia, and 
diaphoresis, with the presence of one or more end-organ metabolic decompensation 
(hyperthermia, major electrolyte abnormalities, renal failure, myoglobinuria or elevated serum CK 
level). Generally, grade 4 on the DSS. 

Refractory 
Status 
Dystonicus 

Status dystonicus that persists despite attempted drug therapy, and displays one or more life-
threatening complications (bulbar weakness, compromised upper airway patency, 
exhaustion/pain, metabolic imbalances, renal or respiratory failure). Generally, DSS grade 4-5. 

Resolved 
Status 
Dystonicus 

Dystonia that has improved to DSS grade 1 or 2 for > 24 hours.  

 
Major electrolyte abnormalities are defined as hyperkalemia > 5.5 mEq/L.  
Renal failure is defined as serum creatinine > 1.5x baseline and urine output < 0.5 mL/kg/hr for 6-12 hours.  
Respiratory compromise is defined as the need for respiratory support in the form of CPAP/BiPAP/intubation. 
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4.0 Dystonia Severity Scale (DSS)3, 9,10 (printable version)  

 

Dystonia%20Pathway%20Attachments-PDF_29-12-2024.pdf
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5.0 Clinical Practice Recommendations9,11 (printable version) 

 

https://sickkidsca.sharepoint.com/sites/Policies/SickKidsDocuments/CLINH462/Dystonia%20Pathway%20Attachments-PDF_29-12-2024.pdf
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6.0 Appendix (printable version)9,12 
 

 
 
 
 
 

 

7.0 Related Documents 
 
AboutKidsHealth Patient Information Sheet: Dystonia AboutKidsHealth Article 
 
Dystonia Action Plan: Provided by the Movement Disorders Team (Patient Specific Dystonia Action Plan for 
Providing to families)  

 

 

https://sickkidsca.sharepoint.com/sites/Policies/SickKidsDocuments/CLINH462/Dystonia%20Pathway%20Attachments-PDF_29-12-2024.pdf
https://www.aboutkidshealth.ca/article?contentid=856&language=english
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