
24

Journal of Pediatric 
Neurological Disorders

J. Pedia. Neuro. Dis. (2023) 6(2), 24–26

Dystonic Disorder in Children

Introduction
Dystonia is characterized by abnormal, frequently repetitive movements, postures, or both caused 
by sustained or intermittent muscle contractions. Dystonic movements are typically patterned, 
twisting, and occasionally tremulous. They frequently involve the same muscle group repeatedly. 
The stances are overstated on willful activities and during stress and die down during rest. If it is 
severe and persistent, it may be painful. Muscle tone typically varies, ranging from low to high 
in the affected areas. Youngsters likewise exhibit a spreading approach (spreading of fingers while 
moving toward an article) and striatal toe sign (irregular/industrious expansion of the incredible 
toe). Some of the time, patients might show the oscillatory development of appendages because 
of discontinuous muscle withdrawals, known as dystonic quakes. Frequently dystonia coincides 
with spasticity in youngsters with an extreme mind injury like those with cerebral paralysis.

Types of Dystonia
Isolated dystonia

Detached dystonia alludes to conditions in which dystonia is the main engine highlight, with an 
exemption of quakes. The majority of children experience normal motor development prior to 
the onset of dystonia, and almost all of these conditions are inherited. Most frequently there is a 
central beginning of dystonia with continuous movement. Since the majority of dystonia is linked 
to other movement disorders or neurological comorbidities; with the rising number of cases 
portrayed in writing, substances with segregated dystonia are contracting. DYT-TOR1 dystonia 
is the most widely recognized element inside this gathering. It is a disorder that is autosomal 
dominant and usually starts in late childhood or adolescence. It begins as focal dystonia of the 
limbs and eventually progresses to generalized dystonia. Upper limb and cervical dystonia are the 
first signs of DYT-HCPA dystonia within the first decade [1].

Combined dystonia

Conditions in which dystonia are accompanied by Parkinsonism or myoclonus without other 
neurological abnormalities are included in this category. In this group, DYT-GCH1, also known 
as dopa-responsive dystonia or Segawa disease, is a significant condition. It is an autosomal 
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Abstract
Involuntary postures and/or movements are characteristic of movement disorders. It is a 
common presentation in pediatrics and frequently presents with clinical and diagnostic 
difficulties. Movement disorders are typically divided into hyperkinetic and hypokinetic 
categories. Disorders known as hyperkinetic include dystonia, chorea, athetosis, 
stereotypies, myoclonus, tics, and tremor, all of which are characterized by abnormal 
involuntary movements. A lack of movement is common to hypokinetic disorders, 
which include rare conditions like Parkinsonism. The most common forms of movement 
disorders are dystonia and chorea. Multiple types of movement disorders may coexist 
in many conditions, making it challenging to distinguish between them. There are no 
estimates of the proportion of pediatric presentations involving movement disorders or 
the prevalence of movement disorders in children. There is a lack of clarity regarding the 
precise pathophysiology of movement disorders; however, in most conditions, evidence 
suggests that either cerebellar or basal ganglia circuits, which include parts of the thalamus 
and cortex, are involved.
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prevailing jumble that presents between 5-10 
years old with appendage dystonia, with more 
extreme inclusion of lower appendages. Diurnal 
variation is the most defining feature, with 
children typically performing motor activities 
more effectively in the morning or after a 
nap. Parkinsonism is associated with a small 
percentage of children. Spastic cerebral palsy 
may look similar in some cases. Dystonia that 
responds to dopa is treatable, and a complete 
response can be achieved with levodopa at low to 
moderate doses. A trial of levodopa in any child 
with dystonia is also based on this. Myoclonus-
dystonia (DYT-SGCE, DYT-ANO3, DYT-
TOR1A, or DYT-CACNA1B) and rapid-onset 
dystonia parkinson's disease (DYT-ATP1A3) are 
additional members of this category. Myoclonus-
dystonia is a genetically diverse condition that 
can manifest as upper body myoclonus and limb 
dystonia at any time after birth. In patients with 
fast beginning dystonia-parkinsonism, side effects 
are triggered with profound or actual pressure and 
there is frequently a faltering course [2].

Consequences related to dystonia

A significant portion of this group consists of 
children with cerebral palsy, neurodegenerative, 
and metabolic disorders. Children with Bilirubin 
Induced Neurological Damage (BIND) and 
severe hypoxic-ischemic brain injury at birth 
frequently exhibit dystonia [3].

Monoamine neurotransmitter disorders are 
a diverse group of conditions caused by a lack 
of dopamine, serotonin, or both in the brain. 
The majority of patients experience varying 
degrees of developmental delay, encephalopathy, 
epilepsy, spasticity, dystonia, chorea, and 
autonomic dysfunction when they first become 
symptomatic. There may be diurnal variation in 
some children. The levels of neurotransmitters 
in the CSF can be used to diagnose. Dopa 
responsive dystonia is another monoamine 
neurotransmitter disorder with fewer symptoms. 
Hypomyelinating leukoencephalopathies 
like Pelizaeus Merzbacher syndrome, which 
typically presents with pendular nystagmus, 
developmental delay, and hypotonia in early 
infancy, may cause progressive dystonia and 
spasticity in early childhood. Organic academia 
and mitochondrial encephalopathies both exhibit 
dystonia and encephalopathy [4, 5]. Pantothenate 
Kinase Associated Neurodegeneration (PKAN) 
is characterized by clumsiness, abnormal gait 
due to lower limb dystonia and spasticity, and 
pigmentary retinopathy around the age of three. 

Gradual Advancement of Dystonia
Tremor

Rhythmic, regular back-and-forth or oscillatory 
movement of a part of the body around a joint 
axis is referred to as tremor. Quakes are delegated 
resting quakes and activity quakes. In childhood, 
resting tremors are extremely uncommon; be 
that as it may, should be visible in adolescent 
Parkinsonism, Wilson sickness, PKAN, 
Huntington infection and midbrain sores. The 
categories of simple kinetic, intention, isometric, 
task-specific, and postural action tremors follow. 
Simple limb movements are accompanied by 
simple kinetic tremor. Typically, it is a sign of 
essential tremor. Essential tremor only affects the 
upper limbs, and many patients have a family 
history. Usually, it starts in adulthood or later, 
but it can start in children at times. A span of 
3 years is expected for analysis. Tremors that 
are caused by drugs or by functions can also 
be simple kinetic. When a body part reaches a 
visual target in intention tremor, the tremor's 
amplitude rises. It usually shows up in cerebellar 
disorders, but it can also show up in midbrain 
lesions [6].

Chorea

Chorea eludes to compulsory, unpredictable, 
non-dull dance-like developments of the body 
parts that appear to stream starting with one 
muscle bunch then onto the next without 
following any example. Children with chorea 
seem to be fidgeting or hyperactive. The 
capacity to make voluntary movements does not 
change. Many adult kids with chorea change 
the choreiform development into a willful 
demonstration in request to cover it, alluded 
to as parakinsonia. Motor persistence, or the 
inability to maintain sustained postures like 
keeping the tongue outstretched or the arms 
outstretched, is a symptom of chorea. Chorea, 
like all movement disorders, goes away when you 
sleep. Chorea with enormous plentifulness, quick 
hurling developments, generally influencing the 
proximal joints is alluded as ballism. Atheros’s, 
a slow, continuous, and uncontrollable writhing 
of the distal upper extremities, is seen in some 
patients [7].

Functional Movement disorder

It refers to involuntary movements that are 
not compatible with known neurological and 
medical conditions and are the result of an 
abnormal mental state or condition. Tremors, 
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dystonia, and myoclonus are the most common 
symptoms in children; others being stride 
unsettling influences, spasms, chorea and tetany. 
Numerous children have identifiable triggers, 
such as a test at school, bullying, injury, illness, 
sexual abuse of the child or a family member, 
parental conflict or domestic violence, or the 
death of a close relative. It is for the most part 
found in kids over 6-7 years and is more normal 
in young ladies [8].

Moderate development of Parkinson’s disorder

Resting tremors, bradykinesia, rigidity (of the 
lead pipe variety), and postural instability are 
all symptoms of Parkinsonism, a hypokinetic 
movement disorder. It can be a side effect of 
tetrabenzine or a condition like Wilson's disease 
or Huntington's. Leg dystonia and Parkinson's 
disease are symptoms of juvenile Parkinson's 
disease, a rare genetic disorder [9, 10].

Conclusion
Children's movement disorders are a diverse 
group of conditions with varying causes. 
Dystonia, chorea, tics, and tremors are the 
most common conditions. Multiple movement 
disorders frequently cause diagnostic ambiguity 
because they coexist in numerous conditions. 
The differential diagnosis can be narrowed if 
other neurological and systemic manifestations 
are present. Diagnostic accuracy is made possible 
by neuroimaging and genetic research. Managing 
these conditions can be difficult at times. Always 
look for conditions that can be easily treated, like 
infantile tremor syndrome and dopa responsive 
dystonia.

References
1.	 Meijer IA, Pearson TS. The twists of pediatric 

dystonia: Phenomenology, classification, and 
genetics. Semin Pediatr Neurol. 25, 65-74 (2018).

2.	  Zorzi G, Zibordi F, Garavaglia B. Early onset 
primary dystonia. Eur J Paediatr Neurol. 13, 488-
492 (2009).

3.	 Segawa M. Autosomal dominant GTP 
cyclohydrolase I (AD GCH 1) deficiency (Segawa 
disease, dystonia 5; DYT 5). Chang Gung Med J. 
32, 1-11 (2009).

4.	 Balint B, Bhatia KP. Isolated and combined 
dystonia syndromes - an update on new genes 
and their phenotypes. Eur J Neurol.  22, 610-617 
(2015).

5.	 Kurian MA, Gissen P, Smith M. The monoamine 
neurotransmitter disorders: an expanding range of 
neurological syndromes. Lancet Neurol. 10, 721-
733 (2011).

6.	 Hayflick SJ, Kurian MA, Hogarth P. 
Neurodegeneration with brain iron accumulation. 
Handb Clin Neurol. 147, 293-305 (2018).

7.	 Roberts EA, Socha P. Wilson disease in children. 
Handb Clin Neurol. 142, 141-156 (2017).

8.	 Goraya JS. Acute movement disorders in children: 
experience from a developing country. J Child 
Neurol. 30, 406-411 (2015).

9.	 Waln O, Jankovic J. Paroxysmal movement 
disorders. Neurol Clin. 33, 137-152 (2015).

10.	 Koch H, Weber YG. The glucose transporter type 
1 (Glut1) syndromes. Epilepsy Behav. 91, 90-93 
(2019).

https://www.researchgate.net/publication/323010420_The_Twists_of_Pediatric_Dystonia_Phenomenology_Classification_and_Genetics
https://www.researchgate.net/publication/323010420_The_Twists_of_Pediatric_Dystonia_Phenomenology_Classification_and_Genetics
https://www.researchgate.net/publication/323010420_The_Twists_of_Pediatric_Dystonia_Phenomenology_Classification_and_Genetics
https://www.ejpn-journal.com/article/S1090-3798(08)00222-5/fulltext
https://www.ejpn-journal.com/article/S1090-3798(08)00222-5/fulltext
https://europepmc.org/article/med/19292934
https://europepmc.org/article/med/19292934
https://europepmc.org/article/med/19292934
https://onlinelibrary.wiley.com/doi/10.1111/ene.12650
https://onlinelibrary.wiley.com/doi/10.1111/ene.12650
https://onlinelibrary.wiley.com/doi/10.1111/ene.12650
https://www.researchgate.net/publication/51510326_The_monoamine_neurotransmitter_disorders_An_expanding_range_of_neurological_syndromes
https://www.researchgate.net/publication/51510326_The_monoamine_neurotransmitter_disorders_An_expanding_range_of_neurological_syndromes
https://www.researchgate.net/publication/51510326_The_monoamine_neurotransmitter_disorders_An_expanding_range_of_neurological_syndromes
https://europepmc.org/article/med/22691760
https://www.researchgate.net/publication/340618654_WILSON_DISEASE_IN_CHILDREN_-_DIAGNOSTIC_CRITERIA_AND_SCORES
https://journals.sagepub.com/doi/abs/10.1177/0883073814550828
https://journals.sagepub.com/doi/abs/10.1177/0883073814550828
https://www.sciencedirect.com/science/article/abs/pii/S0733861914000826?via%3Dihub
https://www.sciencedirect.com/science/article/abs/pii/S0733861914000826?via%3Dihub
https://www.sciencedirect.com/science/article/abs/pii/S1525505018303482
https://www.sciencedirect.com/science/article/abs/pii/S1525505018303482

