
Feinstein E, Walker R. Treatment of Secondary Chorea: A Review of the 
Current Literature. Tremor and Other Hyperkinetic Movements. 2020; 
10(1): 22, pp. 1–14. DOI: https://doi.org/10.5334/tohm.351

Introduction
Chorea is a hyperkinetic movement disorder consisting of 
rapid involuntary movements that flow from part of the 
body to another. The mechanism generating this move-
ment disorder is hypothesized to result from an imbalance 

of neurotransmission in the direct and indirect pathways 
of the basal ganglia (BG). Dopamine (DA) has a net excita-
tory effect on the thalamus via the direct and indirect path-
ways, causing increased cortical signaling. DA stimulates the 
direct pathway through the activation of excitatory DA D1 
receptors on GABA-ergic neurons in the caudate-putamen 
which project to the globus pallidus pars interna (GPi) facili-
tating movement. DA inhibits movement via the indirect 
pathway with stimulation of inhibitory DA D2 receptors 
located on GABA-ergic neurons of the striatum that pro-
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ject to the external segment of the globus pallidus (GPe), 
then to the subthalamic nucleus (STN). According to the 
model, decreased activity of the indirect pathway and/or 
increased activity of the direct pathway results in a decrease 
of the overall inhibitory effect of the BG, causing increased 
thalamo-cortical output that can present as chorea.

Tardive dyskinesia (TD) and levodopa-induced dyskne-
sia (LID) may both result from dysregulation of the direct 
and indirect pathways. TD is potentially caused by a height-
ened sensitivity of the D2 receptor from chronic DA block-
ade, decreasing indirect pathway activity and allowing for 
the breakthrough of abnormal movements [1]. Chronic 
DA replacement may increase sensitivity of the D1 recep-
tor resulting in hyperactivity of the direct pathway allowing 
for LID. Because of this pathophysiology and the frequent 
choreiform phenotype of TD and LID, they will be considered 
forms of chorea in the context of this paper. Other models of 
secondary chorea are discussed in their subsequent sections.

There are many medical conditions that can present with 
chorea, including infections/post-infectious syndromes, 
pharmacological agents – both prescribed and used rec-
reationally, metabolic disorders, pregnancy, autoimmune 
disorders, paraneoplastic syndromes, and genetic abnor-
malities [2]. Primary chorea treatment is typically targeted 
at reducing chorea; secondary chorea management con-
sists of treating the underlying medical condition that is 
causing chorea.

At present, treatment of chorea is deduced from clinical 
experience, anecdotal evidence, expert opinion, small trials, 
and case reports, with few randomize control trials (RTCs). 
Challenges to conducting chorea research include the rar-
ity of chorea and chorea-associated syndromes, the variety 
of neurodegenerative phenotypes with variable progression 
rates, and the inherent self-limiting pattern of most chorea. 
Neurodegenerative diseases with secondary chorea are espe-
cially challenging to study, most participants are selected in 
the early stages of their disease process and do not repre-
sent the clinical spectrum. These studies produce treatment 
recommendations that are not applicable as the disease 
progresses. Such discrepancies have led to a divide between 
clinical treatments and evidence-based medicine (EBM) rec-
ommendations. Even though there is an insufficient pool of 
EBM, small clinical trials, case reports, and expert opinion 
are valuable for guiding treatment and improving the qual-
ity of life for patients with chorea.

This paper focuses on the treatment and management of 
secondary chorea as recommended from EBM, expert opin-
ion, case studies, RTCs, and small open-label clinical trials, 
with a review of each treatment.

Methods
We conducted separate PubMed database searches for 
 English language articles, utilizing the terms “chorea,” 
in combination with disease-related terms “infection,” 
“Sydenham,” “human immunodeficiency virus,” “tardive 
dyskinesia,” “estrogen,” “amphetamine,” “cocaine,” “B12,” 

“chorea gravidarum,” “autoimmune,” “paraneoplastic,” “neu-
rodegeneration with brain iron accumulation syndromes 
[NBIA],” “Wilson’s disease,” in combination with treatment-
related terms “treatment,” “penicillin,” “antibiotic,” “corti-
costeroid,” “IVIg,” “plasmapheresis,” “valproic acid,” “anti-
convulsants,” “antipsychotic,” “tetrabenazine,” “deuterated 
tetrabenazine,” “valbenazine,” “chelating agent,” “chelation.”

This search identified 766 articles. All articles were screened 
by reviewing the title and abstract to determine if they fell 
within the scope of this paper. Articles were excluded if they 
were not in English, if no abstract was available, or if they 
included medications not available or withdrawn from the 
US market. Articles were excluded due to lack of relevance 
(not related to chorea or chorea treatment, outdated informa-
tion, or redundancy). From the total 766 articles identified, 
97 were selected for further review, being directly related to 
treatment. The search included human and nonhuman sub-
jects. Articles were published between 1971 and November 
2019. The search was first performed in December 2015 and 
updated to be current until February 1st, 2020.

Results
When chorea presents in the setting of an underlying dis-
ease, disease-specific therapy is often the most effective 
treatment. See Table 1 for a summary of causes of second-
ary chorea with empiric and symptomatic treatment recom-
mendations.

Infectious causes of chorea
Chorea that appears following an infectious process is likely 
due to a multifactorial mechanism, such as a combination of 
neurotropic viral properties, as-yet-unidentified cross-react-
ing antibodies affecting the neurons of the BG, and infec-
tious susceptibility of deep brain tissue [3, 4]. Choreiform 
movements may present in the subacute time frame and 
improve within days to months after initiating treatment, 
depending on the infectious cause.

The most common form of childhood chorea is 
Sydenham’s chorea (SC), in which patients present with 
chorea during the recovery phase of a group A streptococcal 
infection. Chorea is thought to be due to a cross-reactivity 
of disease-specific antibodies in SC that recognize lysogan-
gliosides on neuronal cell surfaces in the striatum, resulting 
in dysregulated BG activity [5, 6]. The first line of treatment 
for SC is penicillin 500 mg twice daily for 10 days or a sin-
gle intramuscular (IM) dose followed by chronic penicillin 
G 1.2 million units every 21 days depending on the severity 
of cardiac damage, as recommended by the World Health 
Organization [7]. In cases where chorea does not resolve or 
is severe, symptomatic treatment of DA blocking agents, 
antiepileptic drugs (AEDs), or immunomodulatory thera-
pies such as corticosteroids, intravenous immunoglobulin 
(IVIg), or plasma exchange are indicated. In a review of 65 SC 
cases treated with open-label haloperidol (0.05 mg/kg/day 
two to three times a day) there was improved recovery time; 
however, side effects include parkinsonism and TD, making 
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haloperidol not the treatment of choice for the pediatric 
population [7, 8]. Case reports and small case studies using 
AEDs such as valproic acid (VPA) 15-20 mg/kg/day and car-
bamazepine (CBZ) 15–20 mg/kg/day twice a day can effec-
tively improve chorea within days [9, 10]. Long term use of 
VPA in the pediatric population is not recommended as it 
may result in premature growth plate ossification, increased 
risk of developing polycystic ovarian syndrome, and the risk 
of birth defects in pregnancy. In a randomized-entry con-
trolled trial of 18 people with SC treated with IVIg 1 g/kg/
day for two days or alternate day plasma exchange for five 
to six days improved faster and more robustly than those 
treated with prednisone 1 mg/kg/day for 10 days [11].

Chorea has been reported in children following varicella 
zoster virus (VZV) and herpes simplex (HSV) encephalopa-
thy. One pediatric case of VZV with chorea improved within 
one week of aspirin 5 mg/kg/day and VPA [12]. A case of 
HSV-6 encephalitis with chorea improved with 5 doses of 
IVIg and 2 weeks of foscarnet i.v [13].

Chorea rarely presents due to infectious etiologies in 
the adult population; in these cases chorea improves with 
appropriate antibiotic or antiviral therapy. There is one 
case of tick-born encephalitis presenting with chorea that 
improved with haloperidol, dexamethasone, pentoxifyl-
line, nitrazepam, and midazolam [14]. Cases of influenza A, 
parvovirus B19 encephalitis, and West Nile virus encepha-
litis presenting with chorea that slowly improved with 
supportive care over several weeks [15–17]. When syphilis 
was the cause, symptoms responded to standard treatment 
with benzathine penicillin 2.4 million units IM followed by 
penicillin G 2.4 million units IM for 14 days [18, 19]. In a 
number of cases, patients were co-infected with syphilis and 
HIV requiring both antibiotic and antiviral treatments [19, 
20]. Chorea as a presentation of HIV alone may improve 
with antiretroviral therapies (zodovudine 1,200 mg/day, 
didanosine 600 mg/day, ritronavir 10 mg/day [21].

When chorea is seen in the setting of opportunistic infec-
tions with HIV, the movement disorder improves with 
antiviral and antibiotic treatment of the underlying infec-
tious lesion. Most toxoplasmosis-HIV infections present-
ing with chorea were reported in the late 1990s, before the 
widespread access to long-term highly-active antiretrovi-
ral therapy (HAART), which was released in 1997. Patients 
with HIV/AIDS toxoplasmosis with chorea treated with 
pyrimethamine, sulfadiazine, and HAART showed improve-
ment or resolution of chorea in days to weeks of initiating 
treatment, and patients who were not started on HAART 
did not show such improvement [22–25]. In a recent case 
of HIV-related histoplasmosis infection with chorea, the 
movements resolved within days of starting amphotericin 
B and itraconazole while continuing HAART [26]. Since the 
development of advanced HAART, the number of cases of 
HIV-related chorea and HIV-opportunistic infection-related 
chorea has significantly decreased, highlighting the impor-
tance of advancement in HIV treatment. These case reports 
emphasize the importance of correctly identifying and 

treating the underlying infectious pathology in the manage-
ment of secondary chorea.

Drug-induced chorea
Multiple recreationally-used substances and medications 
can potentially cause chorea by increasing DA levels or by 
dysregulation of the direct and indirect pathways. Typically, 
medication-induced chorea improves with cessation of the 
offending agent and the passage of time.

Cocaine is the most commonly used illicit drug that 
presents with chorea. Cocaine toxicity can present with a 
well-documented chorea known as “crack dancing” due to 
blockade of presynaptic DA uptake, and hence increased DA 
levels in the BG. Cocaine-induced chorea typically resolves 
with supportive care within three to 12 days [27, 28].

Amphetamine use may also present with chorea, due to 
accidental ingestion in the pediatric population, over medi-
cation in patients with attention deficit disorder (ADHD), 
and recreational use in the adult population. Accidental 
ingestion of amphetamine salts caused chorea in an 
8-month-old boy who had symptomatic resolution within 
in 72 hours of admission to pediatric ICU and supportive 
care [29]. There are two cases of ADHD patients who devel-
oped chorea after increased doses of amphetamine salts. A 
10-year-old boy with ADHD accidentally received an addi-
tional dose of lisdexamfetamine resulting in chorea that 
improved with pediatric ICU care and administration of 
haloperidol 48 hours after ingestion [29]. And a 22-year-old 
man with ADHD who was stable on mixed amphetamine 
salts for 14 years required constant dose increases during his 
college years. The increase to 45 mg TID produced chorei-
form movements, anxiety, and pressured speech, all of which 
resolved within 48 hours of medication termination [30]. Six 
cases of adult recreational amphetamine use causing limb, 
neck, and facial chorea resolved with supportive care within 
24 hours [30–33]. Regardless of the causative agent, severe 
drug-induced chorea may require haloperidol or lorazepam 
to suppress the movements, and possibly intensive care unit 
(ICU) management for autonomic instability [34].

Long term and short-term use of DA blocking agents can 
cause TD. Unlike most other drug-induced chorea, TD does 
not typically resolve with cessation of the offending agent 
and can be challenging to treat, requiring sophisticated 
medical management and possibly surgical intervention 
[1]. Avoidance of DA-blocking agents prevents the develop-
ment of TD; this is obviously not an option for psychiatric 
patients for whom such medications are essential for mental 
health. TD has been studied in more double-blind placebo 
controlled RTCs, employing consistent use of formal chorea 
scoring, than any other secondary chorea.

TD improves with depletion of presynaptic DA and hence 
decreased DA release, which can be achieved with the use 
of vesicular monoamine transporter 2 (VMAT2) inhibitors, 
such as tetrabenazine (TBZ), deuterated TBZ (deuTBZ), and 
valbenazine (VBZ). In a meta-analysis of 10 retrospective 
trials of TBZ in which 1,142 TD patients were treated with 
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doses ranging from 12–100 mg/day, 71% had marked, excel-
lent, or complete improvement of chorea with side effects of 
depression and increased suicidal thoughts [35]. DeuTBZ is 
nearly chemically identical to TBZ with the replacement of 
2 hydrogen atoms with deuterium, which extends the half-
life, allowing for less frequent dosing, more stable serum 
levels, and fewer side effects. The ARM-TD trial provided 
class I EBM that deuTBZ can significantly improve abnormal 
involuntary movement scale (AIMS) scores for TD patients at 
a mean dose of 40 mg/day, with few reports of anxiety and 
depression and no reports of suicidal ideation (SI) [36]. The 
AIM-TD trial was a double-blind RTC which demonstrated 
that deuTBZ at doses of 24 mg/day and 36 mg/day were 
effective at reducing AIMS scores with a few reports of psy-
chiatric side effects [37]. Psychiatric side effects included 
anxiety (4% of treatment group, 2% of placebo group), 
anxiety disorder (<1% of treatment group), depressed mood 
(<1% of treatment group), depression (5% of treatment 
group), irritability (2% of treatment group), and suicidal 
idealizations (3% of treatment group). Although effective 
treatments for TD, TBZ and deuTBZ have the potential to 
worsen psychiatric symptoms of depression and suicidality, 
thus patients should be monitored closely.

VBZ is a highly selective VMAT2 inhibitor, resulting in 
fewer side effects than TBZ with a similar reduction in TD 
symptoms. In the 6 week double-blind RCT (KINECT-3), 234 
patients with stable schizophrenia, schizoaffective disorder, 
or mood disorder with at least 3 months of TD symptoms 
were treated with either 40 mg or 80 mg VBZ significantly 
reduced abnormal involuntary movement scale (AIMS) 
scores [38].

AEDs can also potentially improve TD. In a double-blind 
RCT of TD patients treated with levetiracetam 500–300 mg/
day had significantly reduced AIMS scores with minimal side 
effects of gastrointestinal upset [39].

Long term use of levodopa for treatment of Parkinson’s 
Disease (PD) can cause LID. Similar to other drug-induced 
chorea, LID improves with decreased levodopa dosage or 
medication cessation. Multiple small RTCs have shown that 
amantadine can decrease peak LID in PD patients for at least 
a short duration [40–42]. Two large RTCs assessed the long 
term anti-dyskinetic benefits of amantadine [43, 44]. Wolf 
et al studied 32 PD patients who were stable on an aver-
age dose of amantadine 298 mg/day for at least 12 months 
[43]. Then, in a double blind fashion the participants were 
switched to receive either their current dose of amantadine 
or a placebo for 3 weeks. At the end of trial, patients in the 
placebo group had significantly increased unified PD rat-
ing scale (UPDRS) IV items 32 + 33 compared to baseline. 
Patients who remained on amantadine did not have a sig-
nificant change from baseline. In the follow-up AMANDYSK 
trial 57 PD patients stable on amantadine >200 mg/day 
for 6 months were then switched to either continuation of 
amantadine or placebo in randomized double-blind groups 
for 3 months [44]. Placebo-treated patients had significant 
increased UPDRS IV items 32 + 33 compared to patients 

who remained on amantadine at the end of the trial. Both 
of these large scale studies indicate that long term use of 
amantadine reduces LID’s.

Deep brain stimulation (DBS) is a surgical intervention 
consisting of electrodes implanted into either the STN or 
GPi of PD patients with the goal of improved motor func-
tion and reduced LID [45]. The exact pathophysiology of 
DBS is not fully understood, and reduction of LID may be 
due to stimulation of inhibitory afferents to the GPe or GPi 
resulting in improved regulation of the direct and indirect 
pathway [46, 47]. Additionally, DBS is used to control PD 
motor symptoms allowing for an overall reduction of L-dopa 
dosing [48]. Reduction of L-dopa results in reduced LID by 
minimizing the causative agent [46].

In conclusion, drug-induced chorea generally responds to 
cessation or reduced use of the causative agent. Full avoid-
ance is the treatment of choice for cocaine and reduced use 
or abstinence is also recommended for amphetamine-based 
drugs. VMAT2 inhibitors are specific treatment options for 
patients with TD. Amantadine and DBS are LID-specific 
treatments for PD patients.

Metabolic and pregnancy-related chorea
Metabolic abnormalities such as hyperglycemia, hyperthy-
roidism, vitamin B12 deficiency, pregnancy, and others, have 
been associated with chorea.

Diabetic non-ketotic hyperglycemia is a well-recognized 
cause of chorea, which is typically asymmetric and associ-
ated with typical T1 weighted MRI abnormalities in the 
contralateral striatum. The underlying pathophysiology 
generating chorea is not understood. Possible mechanisms 
include putaminal vascular changes, inhibition of GABA 
transmission in the striatum, decreased striatal blood flow 
and metabolism, and/or severe energy depletion and neu-
ronal dysfunction as seen with increased lactic acid, acetatae, 
and lipids and decreased N-acetylaspartate and creatinine 
on as seen on MR spectroscopy [49–51]. A possible combi-
nation of these pathological processes leads to dysfunction 
of the striatum with hypofunction of the indirect pathway 
resulting in hemichorea. Typically, the symptoms resolve as 
the metabolic abnormalities are normalized, although this 
can take weeks, and in rare cases the movement disorder is 
permanent.

The first reported case of hyperthyroidism causing chorea 
was by Sir William Gowers in 1888. In recent case reports, 
two young women with hyperthyroidism presented with 
chorea; both were found to have TSH <0.01 IU/mL and free 
T4 <6 mg/dL. Their symptoms resolved over a few weeks 
with the use of either metoprolol or chlorpromazine, in 
addition to methimazole [52, 53]. In another case report 
a 78-year-old woman developed chorea while on thyrox-
ine 175 µg/day; free T4: 41.1 pmol/l and TSH: 0.25 mU/l. 
With cessation of thyroxine and initiation of propranolol 
20 mg daily she became euthyroid after 1 week, although 
the chorea persisted for 3 months [54]. In general, chorea 
is rarely seen with hyperthyroidism, and can be managed 
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with the initiation of methimazole 30 mg/day and a beta-
blocker (metoprolol 25 mg/day, propranolol 60 mg/day), 
or D2 blocking agents (chlorpromazine 0.5 to 0.1 mg/day) 
[52, 53, 55]. This time disparity between cessation of hormo-
nal treatment and resolution of chorea indicates that some 
patients continue to have increased BG activity, possibly 
due to long term hypersensitivity after hormonal exposure. 
These cases emphasize the rarity of iatrogenic hormonal 
therapy-induced chorea and the need for medication cessa-
tion and monitoring.

Hormonal medications may increase BG sensitivity to 
DA, or reduce DA turnover, resulting in chorea, for exam-
ple, in the setting of chorea gravidarum [35, 36]. Chorea 
gravidarum occurs during pregnancy, likely due to increased 
BG sensitivity to DA due to high estrogen setting [56, 57]. 
Chorea gravidarum, is more likely to occur in woman who 
had SC in childhood, and resolves shortly after birth when 
estrogen levels decrease. [57, 58]. Six cases of chorea were 
reported related to the use of oral contraceptive estrogen 
pills, which improved within weeks to months of hor-
mone cessation [59, 60]. The pathophysiology of chorea 
gravidarum is likely similar, if not identical to that of chorea 
secondary to estrogen supplementation; both conditions 
resolve as estrogen levels normalize.

There are 4 reported cases of severe cobalamin deficiency 
resulting in chorea. In a recent case an 80-year-old woman 
was found to have chorea and with an undetectable level of 
vitamin B12 (<83 pg/mL). She was treated with intramuscu-
lar cyanocobalamin 1000 mcg daily for 10 days followed by 
1000 mcg weekly for 6 months in conjunction with folic acid 
5 mg daily. Her chorea improved slightly after 7 days and 
continued to improve by day 15 [61]. The pathophysiology 
of chorea secondary to vitamin B12 is not fully understood 
and may be due to elevated neurotoxic levels of methyl-
malonic acid, methyl-tetra-hydrofolate, and homocystine 
resulting in dysregulation of BG function that resolves with 
appropriate supplementation.

Autoimmune and paraneoplastic associated chorea
Many autoimmune diseases can present with chorea in 
adults; these include antiphospholipid syndrome (APS), sys-
temic lupus erythematosus (SLE), Sjogren’s syndrome (SS), 
rheumatoid arthritis (RA), autoimmune thrombocytopenic 
purpura (aTP), and Hashimoto thyroiditis (HT) also known 
as chronic lymphocytic thyroiditis. Additionally, paraneo-
plastic syndromes can present with chorea. This secondary 
chorea responds to treatment of the underlying disorder 
as appropriate, with antiplatelet agents, anticoagulation, 
immunosuppression, intravenous immunoglobulin, corti-
costeroids, or plasmapheresis [62, 63].

APS is an autoimmune disorder with recurrent venous or 
arterial thrombosis, thrombocytopenia, and/or recurrent 
spontaneous abortions in the setting of a positive blood test 
for antiphospholipid antibodies. It is considered primary if 
it occurs in isolation and secondary if present in conjunc-
tion with SLE or other autoimmune diseases. As such, the 

pathophysiology of APS related-chorea likely overlaps that 
of SLE-induced chorea. It has been proposed that anti-
phospholipid antibodies bind to intracranial endothelium 
causing inflammation and increased permeability of the 
blood brain barrier; hence allowing for direct anti-phospho-
lipid antibody binding to BG neurons [64]. Approximately 
1.3% of people with APS develop chorea, and respond to 
immunosuppression combined with antiplatelet agents, 
anticoagulation, immunoglobulins, and/or plasmapher-
esis [63–65]. Given this response to immunosuppression, 
there is likely an element of inflammation and immuno-
logic cross-reactivity between anti-phospholipid antibodies 
and the BG causing chorea. The pro-thrombotic nature of 
anti-phospholipid antibodies is likely to contribute to the 
pathophysiology given the response of chorea to antiplate-
let agents and anticoagulation.

There are case reports of APS patients requiring more 
aggressive immunosuppression than corticosteroids, such 
as IVIg, mycophenolate, or methotrexate. In one case report 
a woman with APS had full recovery of chorea after 2 weeks 
of methotrexate 20 mg/day [66]. There are two case reports 
of pediatric APS with some resolution of chorea after treat-
ment with 2,000 mg/day mycophenolate mofetil [67]. 
Similarly, A 33-year-old woman with SLE required methyl-
prednisolone 500 mg iv daily, low-molecular-weight heparin 
(LMWH) 0.6 mL subcutaneously daily, and IVIg (20 g/day for 
5 days) for chorea improvement [68].

Leucine-rich glioma-inactivated 1 (LGI1) proteins are 
involved in tumor suppression and epilepsy. LGI1 is a target 
for autoantibodies which bind to voltage-gated potassium 
channel complexes throughout the brain, LGI1 antibodies 
are classically associated with limbic encephalitis and facio-
brachial dystonic seizures. In one case report, a patient with 
LGI1 antibody syndrome with chorea responded to a 5-day 
course of 1000 mg methylprednisolone daily followed by 
a short taper [69]. This rapid and robust response to corti-
costeroids is thought to suggests that immunosuppression 
prevented these antibodies from binding to voltage-gated 
potassium channels in the BG [69].

Celiac disease is an autoimmune disorder that can pre-
sent with chorea, in addition to other neurologic symptoms 
including ataxia, neuropathy, dementia, and seizures, and 
may improve with a gluten-restricted diet [70, 71]. There are 
case reports of patients with anti-gliadin antibody-confirmed 
celiac disease and chorea who had improvement in chorea 
and decreased anti-gliadin antibodies with strict gluten free 
diet compliance, suggesting cross-reactivity between anti-
gliadin antibodies and BG neuronal targets [72].

HT is an autoimmune disease caused by antibodies to thy-
roid peroxidase, thyroglobulin, and/or thyroid stimulating 
hormone receptors causing an antibody-dependent cellu-
larly mediated cytotoxicity of the thyroid. Encephalopathy 
and myoclonus are common neurologic presentations of 
HT, and there are cases of dystonia, tremor, ataxia, gait dis-
order, and dysarthria [73]. There are two reported cases of 
HT presenting with chorea, one without encephalopathy 
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and one with encephalopathy. Both cases improved with 
immunosuppression and levothyroxin. The first case was 
a 77-year-old woman with sudden onset of hallucina-
tions, gait disorder, and chorea of the limbs and head [74]. 
She had elevated anti-thyroglobulin titers and clinically 
improved with-in days of initiating prednisone 60 mg/day 
and levothyroxin 75 mcg/day. Her anti-thyroglobulin titers 
remained high; prednisone was increased to 80 mg/day 
and within 3 weeks of symptom onset she had returned to 
baseline with normalization of titers. The second case was 
a 34-year-old woman with sudden onset of choreoatheto-
sis of the left upper extremity, dysarthria, and abnormal 
gait [73]. Within 2 years her dysarthria worsened and she 
progressed to generalized chorea. She had further disease 
progression over 4 years and was found to have high anti-
TPO and anti-thyroglobulin titers. She clinically improved 
with iv methylprednisolone and IVIg. These cases demon-
strate possible cross-reactivity between anti-thyroglobulin 
and BG neurons.

In a 2013 review of 36 cases of adult-onset autoimmune 
chorea at the Mayo Clinic (Rochester, MN) 14 patients had 
a paraneoplastic etiology. These were defined as the onset 
of chorea within 2 years of a diagnosis of active cancer, 
or a positive serum or CSF autoantibody with high pre-
dictive value for cancer [such as anti-neuronal nuclear 
antibodies type 1 and 2 (ANNA-1,2), anti-CASPR2, anti-
CRMP5/CV2, anti-Hu, anti-Ri, anti-Yo, and anti-GAD65] [65]. 
For patients with paraneoplastic autoimmune chorea 3 of 
7 had improvement with oncologic treatment, and 5 of 11 
improved with immunotherapy consisting of corticosteroids 
alone, plasmapheresis, cyclophosphamide, or corticoster-
oids with IVIg. Additional chronic non-steroidal treatments 
included hydroxychloroquine, azathioprine, cyclophospha-
mide, and mycophenolate mofetil. Based on this study, they 
concluded that the various antibodies produced by cancers 
may have multiple cross-reactive neurologic targets within 
the BG causing over-activation of the direct or inhibition of 
the indirect pathway. This hypothesis is supported by the 
improvement of chorea with oncologic treatment and/or 
immunosuppression.

In general, chorea due to autoimmune or paraneoplas-
tic conditions is likely caused by cross-reactivity of anti-
bodies to elements of the BG resulting in imbalance of 
the direct/indirect pathways, and abnormally increased 
thalamic output. Chorea due to autoimmune pathology 
improve with immunosuppression, IVIg, or plasmapheresis, 
and chorea due to paraneoplastic diseases improves with 
treating the underlying cancer and/or immunosuppression.

Non-HD genetic disorders with chorea
Genetic abnormalities are the most common cause of adult-
onset chorea, with HD being the most prevalent genetic dis-
ease associated with chorea. Due to the focus of this paper, 
treatments of HD chorea will not be discussed because it is 
a primary chorea, in such chorea is central to the pathol-
ogy of HD rather and secondary. Non-HD genetic diseases 
characterized by chorea include C9ORF72 mutation-related 

neurodegeneration, spinocerebellar ataxia syndromes 
(SCA’s) including dento-rubral pallidoluysian atrophy, HD-
like 1, HD-like 2, benign hereditary chorea syndromes, cho-
rea-acanthocytosis, McLeod syndrome, multiple autoso-
mal recessive ataxia syndromes, neurodegeneration with 
brain iron accumulation disorders (NBIA), Wilson’s disease, 
X-linked dystonia parkinsonism (XDP), Lesh-Nyhan syn-
drome (LNS), paroxysmal kinesigenic dyskinesia (PKD), non-
kinesigenic dyskinesias (PnKD), and glucose transporter 
1 (GLUT1) deficiency [2, 62]. Currently, these genetic syn-
dromes and their associated chorea are treated symptomati-
cally.

Even though chorea may be present in a variety of genetic 
diseases, there is a dearth of available literature regarding 
treatment of genetic chorea [75]. This is at least in part due 
to the fact that many of these disorders are rare, progres-
sive, neurodegenerative disorders, and the performance of 
double-blind RTCs is challenging in this population. Most 
treatment is based upon individualized pharmacotherapy 
and extrapolated from experience in HD.

While there is a paucity of disease-specific treatments 
for most genetic causes of chorea, some disorders do have 
unique metabolic targets that may be amenable to inter-
vention. The few reported successful treatments of non-HD 
genetic chorea are discussed below.

NBIA syndromes are a group of neurodegenerative dis-
eases which are characterized by accumulation of iron in 
the BG, and present with a range of movement disorders, in 
addition to cognitive impairment [76, 77]. These disorders 
include aceruloplasminemia (aCP), neuroferritinopathy (Nf), 
pantothenate kinase-associated neurodegeneration (PKAN), 
and phospholipase-associated neurodegeneration (PLAN) 
[77–79]. These genetic abnormalities result in deposition 
of iron in the striatum, thalamus, globus pallidus, dentate 
nuclei, cortex, retina, liver, and pancreas; causing sympto-
matic chorea, blepharospasm, dystonia, parkinsonism, oral-
lingual-mandibular dystonia, ataxia, and cognitive decline. 
The significance of the common feature of BG iron deposi-
tion in NBIA is not yet fully understood, nor the extent to 
which removal of iron by chelation is therapeutic, although 
it is reported to be beneficial in some cases.

aCP is a very rare disease with a prevalence of approxi-
mately 1 per 2,000,000; aCP is caused by homozygous 
mutations of the CP gene, resulting in dysfunctional or non-
functional ceruloplasmin and thus brain iron deposition 
[80–82]. Ceruloplasmin is a multi-copper oxidase protein 
that oxidizes ferrous iron after it transfers it to extracellular 
transferrin.

Nf is even rarer with 90 reported cases as of 2016 [83]. 
Mutations of the FTL gene result in intracytoplasmic and 
intra-nuclear aggregations of ferritin in glial cells resulting 
in deposition of iron, gliosis, and neuronal death due to 
abnormal iron storage and oxidation [77, 83, 84].

The PANK2 gene codes for pantothenate kinase 2 protein, 
which regulates the biosynthesis of coenzyme A in mito-
chondria, and controls the accumulation of N-pantothenoyl-
cysteine and pantetheine. A mutation in PANK2 causes 
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unregulated accumulation of N-pantothenoyl-cysteine and 
pantetheine, with the end result of iron accumulation in the 
BG, referred to as PKAN [85].

Due to the rarity of the NBIA syndromes, most of the 
treatment recommendations are based on few case studies 
and expert opinion. For patients with aCP, chelating agents 
decrease serum iron concentrations and brain and liver iron 
stores with improved BG signal intensity on T2-MRI and may 
provide some clinical benefit [86]. Desferrioxamine 1000 
mg i.v./d for 5 days followed by deferiprone 500 mg/day in 
addition to 500 mg iv fresh frozen plasma with ceruloplas-
min resulted in at least 6 months of improved gait, trunk 
ataxia, and myoclonus (without mention of chorea) for a 
patient with aCP [86]. Skidmore et al. reported a 54-year-
old woman with aCP who had improvement in chorea and 
ataxia after three months of Deferasirox 1000 mg/day [87].

Similar to aCP, deferiprone 15mg/kg twice daily potentially 
improves ataxia, gait, and chorea for patients with NBIA [76, 
78]. The initial case report of a 61 year old woman with NBIA 
treated with hydroxypyridone deferiprone 15 mg/kg twice a 
day had improvement in chorea and gait with reduction of 
iron depositions in BG on MRI with 6 months of treatment 
[78]. This case inspired a small multi-center nonblinded trial 
of deferiprone 15 mg/kg twice a day for safety and efficacy, 
showed mild to moderate motoric improvement in 3 of 11 
NBIA patients, 2 of whom had PKAN [76]. These rare cases 
of NBIA with chorea improving with chelation demonstrates 
the need for larger, double-blinded treatment studies to pro-
vide more options for treating these rare diseases.

In contrast to aCP, for patients with Nf chelation is not 
clinically beneficial; there are reports of chorea improve-
ment with DA modulating agents [88–90]. Sulpiride 400 
mg/day and TBZ up to 125 mg/day both improved chorea, 
whereas desferrioxamine 4000 mg weekly for 14 months 
and deferiprone 15mg/kg/day for 6 months were not effec-
tive at treating motor features of Nf [88, 90].

Some non-HD chorea genetic disorders improve with 
dietary changes and do not require aggressive and poten-
tially harmful medical interventions. GLUT1 deficiency is a 
genetic disorder of impaired glucose transportation across 
the blood-brain barrier due to mutations in the SLC2A1 
gene. This can result in an array of neurologic symptoms 
including paroxysmal exercise-induced chorea, dystonia, 
and epilepsy. Symptoms may improve with strict adherence 
to the ketogenic diet [91].

PDK is caused by mutations in the gene encoding for 
proline-rich transmembrane protein 2 (PRRT2), present-
ing clinically with brief sudden onset unilateral or bilateral 
attacks of dystonia and chorea that is brought on by sud-
den movements [92, 93]. Most patients respond to pheny-
toin and CBZ, alternative therapies include benzodiazepines 
and other AEDs such as VPA, gabapentin, lamotrigine, lev-
etiracetam, and oxcarbazepine [94, 95]. PnKD is commonly 
caused by mutations in the myofibrillogenesis factor 1 gene 
(MR1), resulting in episodic bouts of involuntary moments 
such as chorea, dystonia, and ataxia that are triggered by 
caffeine, fatigue, alcohol, stress, intense emotions, and 

laughter. Benzodiazepines and trigger avoidance are the 
most effective treatments for preventing all PnDK symp-
toms including chorea [96]. Chorea secondary to GLUTI and 
PnDK can be controlled with strict dietary restrictions, AEDs, 
and trigger avoidance.

Wilson’s disease is caused by a mutation of the ATP7B 
gene resulting in decreased biliary copper excretion, hence 
copper accumulates in the brain resulting in multiple neu-
rologic symptoms including parkinsonism, chorea, and 
dystonia. Chelation with trientine, D-penicillamine, tetrathi-
omolybdate, and zinc effectively reduce copper deposition 
and result in the improvement of the movement disorders 
associated with Wilson’s disease [97].

For many of these genetic diseases chorea is a minor 
symptom, and there are other symptoms such as psychiatric, 
dysphagia, dysarthria, and gait disorders that have a much 
larger impact on the patient’s and the caregiver’s quality 
of life. An integrated multidisciplinary approach involving 
neurology, psychiatry, physical and occupational therapy, 
case management, nursing, and strong social support struc-
tures is the ideal management for such patients.

Conclusion
When initiating treatment for secondary chorea, the medical 
provider must determine the underlying medical abnormal-
ity and begin appropriate therapy. In this review we critically 
analyzed the available literature on the treatment of second-
ary chorea by assessing available expert clinical experience, 
case reports, case series, open-label trials, and RTC in order 
to provide secondary chorea treatment recommendations 
(Table 1). Given the limited number of RTCs, there is a sig-
nificant lack of EBM regarding chorea treatment and most 
available recommendations are derived from expert clinical 
experience, case reports, or small open-label studies. These 
limitations are in part due to the self-resolving nature of most 
chorea; and for non-HD genetic causes of chorea, research is 
limited due to rarity of these diseases and their varied progres-
sion rates. TD treatment has the most robust scientific evi-
dence supporting the use of VMAT2 inhibitors, which is made 
possible by employing consistent use of standardized formal 
chorea scoring and disease ubiquity. Regardless of the cause 
of secondary chorea, there are very few placebo-controlled 
trials guiding treatments; hence formal guidelines cannot be 
formulated based on the current literature and future RTCs 
would provide evidence-based data for treatments.

Chorea due to infectious causes is likely due to molecu-
lar mimicry where disease-specific antibodies cross-react 
with dopaminergic neurons in the BG resulting in an imbal-
ance of the direct and indirect pathways. Treatment of the 
underlying infection decreases the amount of circulating 
antibodies and normalizes BG function.

TD has been studied much more rigorously than the other 
conditions described here. The development of VBZ and 
potential for more selective VMAT2 inhibitors may further 
improve treatment for TD.

Chorea has been reported in the setting of multiple 
different types of metabolic abnormalities, including 
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Table 1: Summary of causes of secondary chorea and empiric and symptomatic treatment recommendations. Defined 
 abbreviations: ANNA-1, 2: anti-neuronal nuclear antibodies type 1 and 2, aCP: aceruloplasminemia, ASA: aspirin, ASP: 
antiphospholipid syndrome, CBZ: carbamazepine, CASPER2: contactin-associated protein-like 2, CRMP5: collapsin 
response mediator protein 5, DA: dopamine, DBS: deep brain stimulation, deuTBZ: deuterated TBZ, D2: dopamine 2 recep-
tor, GAD65: glutamic acid decarboxylase, GLT1: glucose transport 1, GPi: globus pallidus interna, HAART: highly-active 
antiretroviral therapy, HIV: human immunodeficiency virus, HSV-6: herpes virus-6, IVIg: intravenous immunoglobulin, 
LID: levodopa induced dyskinesia, NBIA: neurodegeneration with brain iron accumulation disorders, Nf: neuroferritinop-
athy, PKD: kinesigenic dyskinesia, PnKD: non-kinesigenic dyskinesia, SLE: Systemic lupus erythematous, STN: subthalamic 
 nucleus, TD: tardive dyskinesia, TBZ: tetrabenazine, WNV: West Nile virus, VPA: valproic Acid, VZV: varicella zoster virus.

Cause of secondary chorea  Etiologic treatment Symptomatic treatment

1) Infectious

•	 Sydenham chorea •	 Acute phase:
•	 penicillin 500 mg BID for 10 days or 1 

IM dose
•	 Chronic phase: penicillin G 1.2 million 

daily for 21 days

•	 VPA 5–20 mg/kg/day
•	 CBZ 15–20 mg/kg/day
•	 IVIg 1 mg/kg/day

•	 VZV •	 ASA 81 mg/day
•	 VPA 5 mg/kg/day

•	 HSV-6 •	 Foscarnet 40 mg/day for 2 weeks •	 IVIg 1 g/kg/day for 5 days

•	 Tick encephalitis •	 Haloperidol
•	 Dexamethasone
•	 Pentoxifylline
•	 Nitrazepam
•	 Midazolam

•	 Influenza A, parvovirus B19 
encephalitis, WNV

•	 Supportive care

•	 Syphilis •	 Benzathine penicillin 2.4 million units IV
•	 Penicillin G 2.4 million units IM for 

14 days

•	 HIV •	 HAART

•	 HIV with toxoplasmosis •	 HAART
•	 Pyrimethamine sulfadiazine

2) Drug-induced 

•	 Cocaine •	 Drug cessation
•	 Supportive care

•	 Methamphetamine •	 Drug cessation
•	 Supportive care

•	 TD •	 TBZ 12–100 mg/day
•	 deuTBZ 24 or 36 mg/day
•	 VBZ 40 or 80 mg/day

•	 Levetiracetam 500 mg- 300 mg daily 

•	 LID •	 DBS of GPi or STN
•	 Amantadine >200 mg/day

•	 Medication cessation
•	 Medication reduction

3) Metabolic and Pregnancy-related 

•	 Diabetic non-ketotic hypergly-
cemia

•	 Insulin •	 Supportive care

•	 Hyperthyroidism •	 Methimazole 3mg/day •	 Beta-blocker (propranolol 20–60 mg/
day, metoprolol 25 mg/day)

•	 DA D2 blocking agent (chlorpromazine)

•	 Chorea gravidarum •	 Birth 

(Contd.)
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Cause of secondary chorea  Etiologic treatment Symptomatic treatment

•	 Estrogen supplementation •	 Cessation of estrogen

•	 Cobalamin deficiency •	 Acute: cyanocobalamin 1000 mcg/day for 
10 days

•	 Chronic: cyanocobalamin 1000 mg/daily 
for 6 months

4) Autoimmune and paraneoplastic

•	 APD •	 Anti-platelets
•	 Anticoagulation

•	 IVIg
•	 Plasmapheresis
•	 Immunosuppressive agents (mycophe-

nolate, methotrexate)

•	 SLE •	 Anticoagulation •	 Methylprednisolone 500 mg/daily for 
5 days

•	 IVIg

•	 LGI1 •	 Immunosuppression 
(methylprednisolone 1000 mg/day)

•	 Celiac disease •	 Gluten-free diet

•	 Paraneoplastic and non-para-
neoplastic diseases (ANNA-1,2, 
anti-CASPR2, anti-CRMP5, 
anti-LGI1, anti-NMDA, anti-Hu, 
anti-Ri, anti-Yo, anti-GAD65)

•	 Oncologic targeted treatment •	 Immunosuppression
•	 Corticosteroids
•	 Cyclophosphamide
•	 IVIg

5) Genetic non-HD

•	 GLUT1 deficiency •	 Ketogenic diet

•	 PKD •	 Phenytoin
•	 CBZ
•	 Benzodiazepines
•	 VPA
•	 Gabapentin
•	 Lamotrigine
•	 Levetiracetam
•	 Oxcarbazepine

•	 PnKD •	 Trigger avoidance •	 Benzodiazepines

•	 aCP •	 Chelating agents (deferasirox 1000 
mg/day or desferrioxamine 1000 mg/day 
for 5 day)

•	 Deferiprone 500 mg/day with fresh 
frozen plasma

•	 Ceruloplasmin 

•	 NBIA •	 Chelating agents (deferiprone 15 mg/kg 
BID

•	 Nf •	 DA modulating agents (sulpiride 400 
mg/day, TBZ up to 125 mg/day)

•	 Wilson’s disease •	 Chelating agents (Trientine, D-Penicil-
lamine, tetrathiomolybdate)

•	 Zinc
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hyperthyroidism, vitamin B12 deficiency, and pregnancy. 
The underlying cause of chorea in the setting of metabolic 
derangement is unclear, however it typically resolves as the 
metabolic abnormality improves. Only case studies and case 
reports are available on this topic. Increasing this litera-
ture to include case series would be beneficial to guiding 
practitioners.

Autoimmune and paraneoplastic associated chorea is 
likely due to autoantibodies crossing the blood brain barrier 
and binding to the BG causing upset in normal function. 
Treatments include antiplatelet agents, anticoagulation, 
and immunosuppression based on expert clinical experi-
ence and few case series.

For patients with non-HD genetic chorea, treatment is 
based on expert clinical practice and case reports. Given 
the rarity of these genetic diseases and the variable rates 
at which they progress, RTCs are nearly impossible to com-
plete. For these rare diseases expert opinion provides the 
best possible guidelines for treatments.

This review highlights the marked lack of EBM in the treat-
ment of secondary chorea, and the barriers to double-blind, 
randomized controlled studies. Given the limited EBM in this 
filed, expert opinion and the clinical experiences of practiced 
physicians are fundamental in guiding chorea management 
and determining successful treatment. The quality of chorea 
research would improve with standard implementation of 
formal chorea scoring techniques including direct observa-
tion by experienced practitioners and the use of accelerom-
eter and other motion detecting devices to provide objective 
chorea scoring. In conclusion, there is a strong need for well-
controlled studies to develop clear guidelines for the most 
beneficial treatments of secondary chorea.

Competing Interests
The authors have no competing interests to declare.

References
 1. Khouzam HR. Identification and management of 

tardive dyskinesia: A case series and literature review. 
Postgrad. Med. 2015; 127: 726–37. DOI: https://doi.
org/10.1080/00325481.2015.1074031

 2. Hermann A, Walker, RH. Diagnosis and Treat-
ment of Chorea Syndromes. Curr. Neurol.  Neurosci. 
Rep. 2015; 15. DOI: https://doi.org/10.1007/
s11910-014-0514-0

 3. Carroll E, Sanchez-ramos J. Hyperkinetic move-
ment disorders associated with HIV and other 
viral infections. In: Handbook of clinical neurology. 
2011; 100: 323–334 DOI: https://doi.org/10.1016/
B978-0-444-52014-2.00025-2

 4. Walker K, Brink A, Lawrenson J  Mathiassen 
W, Wilmshurst, JM. Treatment of sydenham 
chorea with intravenous immunoglobulin. J. 
Child Neurol. 2012; 27: 147–55 DOI: https://doi.
org/10.1177/0883073811414058

 5. Kirvan CA, Swedo SE, Heuser, JS, Cunningham 
MW. Mimicry and autoantibody-mediated neuronal 

cell signaling in Sydenham chorea. Nat. Med. 2003; 9: 
914–920. DOI: https://doi.org/10.1038/nm892

 6. Doyle F, et al. Infusion of Sydenham’s chorea anti-
bodies in striatum with up-regulated dopaminergic 
receptors: A pilot study to investigate the potential 
of SC antibodies to increase dopaminergic activity. 
Neurosci. Lett. 2012; 523: 186–189. DOI: https://doi.
org/10.1016/j.neulet.2012.06.073

 7. Walker KG, Wilmshurst JM. An update on the 
treatment of Sydenham’s chorea: the evidence for 
established and evolving interventions. Ther. Adv. 
Neurol. Disord. 2010; 3: 301–9 DOI: https://doi.
org/10.1177/1756285610382063

 8. Demiroren K, et al. Sydenham’s chorea: a clinical fol-
low-up of 65 patients. J. Child Neurol. 2007; 22: 550–4 
DOI: https://doi.org/10.1177/0883073807302614

 9. Peña J, Mora E, Cardozo J, Molina O, Montiel C. 
Comparison of the efficacy of carbamazepine, haloper-
idol and valproic acid in the treatment of children with 
Sydenham’s chorea: Clinical follow-up of 18 patients. 
Arq. Neuropsiquiatr. 2002; 60: 374–377. DOI: https://
doi.org/10.1590/S0004-282X2002000300006

 10. Alvarez LA, Novak G. Valproic acid in the treatment 
of Sydenham chorea. Pediatr. Neurol. 1985; 1: 317–319 
DOI: https://doi.org/10.1016/0887-8994(85)90037-2

 11. Garvey MA, Snider LA, Leitman SF, Werden R, 
Swedo SE. Treatment of Sydenham’s Chorea with 
Intravenous Immunoglobulin, Plasma Exchange, or 
Prednisone. J. Child Neurol. 2005; 20: 424–429. DOI: 
https://doi.org/10.1177/08830738050200050601

 12. Spagnoli C, Cantalupo G, Piccolo B, Cerasti D, 
 Pisani F. Unusual trigeminal autonomic pain herald-
ing hemichorea due to Zoster Sine herpete vasculopa-
thy. Pediatr. Neurol. 2013; 49; 205–208. DOI: https://
doi.org/10.1016/j.pediatrneurol.2013.04.003

 13. Pulickal AS, Ramachandran S, Rizek P, Narula P, 
Schubert R. Chorea and Developmental Regression 
Associated With Human Herpes Virus-6 Encephalitis. 
Pediatr. Neurol. 2013; 48; 249–251. DOI: https://doi.
org/10.1016/j.pediatrneurol.2012.11.010

 14. Zajkowska J, et al. Chorea and tick-borne encephali-
tis, Poland. Emerg. Infect. Dis. 2013; 19: 1544–5. DOI: 
https://doi.org/10.3201/eid1909.130804

 15. Prasuhn J, et al. Transient Generalized Chorea in Influ-
enza A Encephalopathy. Tremor Other Hyperkinet. Mov. 
(N. Y). 2018; 8: 591. DOI: https://doi.org/10.5334/
tohm.422

 16. Cunha BA, Kang S, Chandrankunnel JG. West Nile 
Virus (WNV) infection presenting as acute chorea. 
Travel Med. Infect. Dis. 2012; 10: 52–53. DOI: https://
doi.org/10.1016/j.tmaid.2011.10.002

 17. Chambers RHM, Gooden MA, Gilbert TDE, 
 Jackson ST. Childhood chorea-encephalopathy asso-
ciated with recent parvovirus B19 infection in two 
Jamaican children. Ann. Trop. Paediatr. 2010; 30: 
339–344. DOI: https://doi.org/10.1179/1465328
10X12858955921438

https://doi.org/10.1080/00325481.2015.1074031
https://doi.org/10.1080/00325481.2015.1074031
https://doi.org/10.1007/s11910-014-0514-0
https://doi.org/10.1007/s11910-014-0514-0
https://doi.org/10.1016/B978-0-444-52014-2.00025-2
https://doi.org/10.1016/B978-0-444-52014-2.00025-2
https://doi.org/10.1177/0883073811414058
https://doi.org/10.1177/0883073811414058
https://doi.org/10.1038/nm892
https://doi.org/10.1016/j.neulet.2012.06.073
https://doi.org/10.1016/j.neulet.2012.06.073
https://doi.org/10.1177/1756285610382063
https://doi.org/10.1177/1756285610382063
https://doi.org/10.1177/0883073807302614
https://doi.org/10.1590/S0004-282X2002000300006
https://doi.org/10.1590/S0004-282X2002000300006
https://doi.org/10.1016/0887-8994(85)90037-2
https://doi.org/10.1177/08830738050200050601
https://doi.org/10.1016/j.pediatrneurol.2013.04.003
https://doi.org/10.1016/j.pediatrneurol.2013.04.003
https://doi.org/10.1016/j.pediatrneurol.2012.11.010
https://doi.org/10.1016/j.pediatrneurol.2012.11.010
https://doi.org/10.3201/eid1909.130804
https://doi.org/10.5334/tohm.422
https://doi.org/10.5334/tohm.422
https://doi.org/10.1016/j.tmaid.2011.10.002
https://doi.org/10.1016/j.tmaid.2011.10.002
https://doi.org/10.1179/146532810X12858955921438
https://doi.org/10.1179/146532810X12858955921438


Art. 22, page 11 of 14Feinstein and Walker: Treatment of Secondary Chorea

 18. Ozer F, Tiras R, Ozben S, Erol C. Chorea as the presen-
tating feature of neurosyphilis. Neurol. India. 2009; 57: 
347. DOI: https://doi.org/10.4103/0028-3886.53277

 19. Pereira LS, Wu AP, Kandavel G, Memarzadeh 
F, McCulley TJ. Vitreitis and movement disorder 
associated with neurosyphilis and human immu-
nodeficiency virus (HIV) infection: case report. Arq. 
Bras. Oftalmol. 2008; 71: 717–718. DOI: https://doi.
org/10.1590/S0004-27492008000500020

 20. Jones AL, Bouchier IAD. A Patient with Neurosyphilis 
Presenting as Chorea. Scott. Med. J. 1993; 38: 82–84. 
DOI: https://doi.org/10.1177/003693309303800309

 21. Trocello J-M, Blanchet A, Bourdain F, Meyohas 
M-C, Vidailhet, M. Resolution of choreic movements 
associated with HIV encephalitis with anti-retroviral 
therapy. Rev. Neurol. (Paris). 2006; 162: 89–91. DOI: 
https://doi.org/10.1016/S0035-3787(06)74986-4

 22. Sanchez-Ramos JR, Factor SA, Weiner WJ, 
 Marquez J. Hemichorea-hemiballismus associated 
with acquired immune deficiency syndrome and cer-
ebral toxoplasmosis. Mov. Disord. 1989; 4: 266–73. 
DOI: https://doi.org/10.1002/mds.870040308

 23. Piccolo I, et al. Chorea in patients with AIDS. Acta 
Neurol. Scand. 1999; 100: 332–6. DOI: https://doi.
org/10.1111/j.1600-0404.1999.tb00406.x

 24. Maggi P, et al. Choreoathetosis in acquired immune 
deficiency syndrome patients with cerebral toxoplas-
mosis. Mov. Disord. 1996; 11: 434–436. DOI: https://
doi.org/10.1002/mds.870110414

 25. Navia BA, et al. Cerebral toxoplasmosis complicat-
ing the acquired immune deficiency syndrome: clini-
cal and neuropathological findings in 27 patients. 
Ann. Neurol. 1986; 19: 224–38. DOI: https://doi.
org/10.1002/ana.410190303

 26. Estrada-Bellmann I, Camara-Lemarroy CR, 
Flores-Cantu H, Calderon-Hernandez HJ, 
 Villareal-Velazquez HJ. Hemichorea in a patient 
with HIV-associated central nervous system histo-
plasmosis. Int. J. STD AIDS. 2014; 27: 75–7. DOI:  
https://doi.org/10.1177/0956462414564608

 27. Habal R, Sauter D, Olowe O, Daras M. Cocaine 
and chorea. Am. J. Emerg. Med. 1991; 9: 618–20. DOI: 
https://doi.org/10.1016/0735-6757(91)90125-4

 28. Narula N, Siddiqui F, Katyal N, Krishnan N, 
 Chalhoub M. Cracking the Crack Dance: A Case Report 
on Cocaine-induced Choreoathetosis. Cureus. 2017; 9: 
e1981. DOI: https://doi.org/10.7759/cureus.1981

 29. Ford JB, Albertson TE, Owen KP, Sutter ME, 
McKinney WB. Acute, Sustained Chorea in 
 Children After Supratherapeutic Dosing of Amphet-
amine-Derived Medications. Pediatr. Neurol. 2012; 
47: 216–218 DOI: https://doi.org/10.1016/j.
pediatrneurol.2012.05.013

 30. Morgan JC, Winter WC, Wooten GF. Amphetamine-
induced chorea in attention deficit-hyperactivity dis-
order. Mov. Disord. 2004; 19: 840–842. DOI: https://
doi.org/10.1002/mds.20081

 31. Downes, MA, Whyte IM. Amphetamine-
induced movement disorder. Emerg. Med. 
 Australas. 2005; 17: 277–280. DOI: https://doi.
org/10.1111/j.1742-6723.2005.00735.x

 32. Rhee KJ, Albertson TE. Choreoathetoid Disorder 
Associated with Amphetamine-like Drugs. Am. J. 
Emerg. Med. 1988; 6: 131–133. DOI: https://doi.
org/10.1016/0735-6757(88)90050-2

 33. Sperling LS, Horowitz JL. Methamphetamine-
induced choreoathetosis and rhabdomyolysis. 
Ann. Intern. Med. 1994; 121: 986. DOI: https://doi.
org/10.7326/0003-4819-121-12-199412150-00019

 34. Sutamtewagul G, Sood V, Nugent K. Sympathomi-
metic syndrome, choreoathetosis, and acute kidney 
injury following “bath salts” injection. Clin. Neph-
rol. 2014; 81: 63–6. DOI: https://doi.org/10.5414/
CN107559

 35. Guay DRP. Tetrabenazine, a monoamine-deplet-
ing drug used in the treatment of hyperkinetic 
movement disorders. Am. J. Geriatr. Pharmacother. 
2010; 8: 331–373. DOI: https://doi.org/10.1016/j.
amjopharm.2010.08.006

 36. Fernandez HH, et al. Randomized controlled trial of 
deutetrabenazine for tardive dyskinesia: The ARM-TD 
study. Neurology. 2017; 88: 2003–2010. DOI: https://
doi.org/10.1212/WNL.0000000000003960

 37. Anderson KE, et al. Deutetrabenazine for treatment 
of involuntary movements in patients with tardive 
dyskinesia (AIM-TD): a double-blind, randomised, 
placebo-controlled, phase 3 trial. The lancet. Psychia-
try. 2017; 4: 595–604. DOI: https://doi.org/10.1016/
S2215-0366(17)30236-5

 38. Hauser RA, et al. KINECT 3: A Phase 3 Randomized, 
Double-Blind, Placebo-Controlled Trial of Valbena-
zine for Tardive Dyskinesia. Am. J. Psychiatry. 2017; 
174: 476–484. DOI: https://doi.org/10.1176/appi.
ajp.2017.16091037

 39. Woods SW, Saksa JR, Baker CB, Cohen SJ, Tek C. 
Effects of levetiracetam on tardive dyskinesia: a ran-
domized, double-blind, placebo-controlled study. J. 
Clin. Psychiatry. 2008; 69: 546–54. DOI: https://doi.
org/10.4088/JCP.v69n0405

 40. Verhagen Metman L, et al. Amantadine as treatment 
for dyskinesias and motor fluctuations in Parkin-
son’s disease. Neurology. 1998; 50: 1323–1326. DOI: 
https://doi.org/10.1212/WNL.50.5.1323

 41. da Silva-Júnior FP, Braga-Neto P, Sueli Monte F, de 
Bruin VMS. Amantadine reduces the duration of levo-
dopa-induced dyskinesia: a randomized, double-blind, 
placebo-controlled study. Parkinsonism Relat. Disord. 
2005; 11: 449–52. DOI: https://doi.org/10.1016/j.
parkreldis.2005.05.008

 42. Del Dotto P, et al. Intravenous amantadine 
improves levadopa-induced dyskinesias: An acute 
double-blind placebo-controlled study. Mov. Disord. 
2001; 16: 515–520. DOI: https://doi.org/10.1002/
mds.1112

https://doi.org/10.4103/0028-3886.53277
https://doi.org/10.1590/S0004-27492008000500020
https://doi.org/10.1590/S0004-27492008000500020
https://doi.org/10.1177/003693309303800309
https://doi.org/10.1016/S0035-3787(06)74986-4
https://doi.org/10.1002/mds.870040308
https://doi.org/10.1111/j.1600-0404.1999.tb00406.x
https://doi.org/10.1111/j.1600-0404.1999.tb00406.x
https://doi.org/10.1002/mds.870110414
https://doi.org/10.1002/mds.870110414
https://doi.org/10.1002/ana.410190303
https://doi.org/10.1002/ana.410190303
https://doi.org/10.1177/0956462414564608
https://doi.org/10.1016/0735-6757(91)90125-4
https://doi.org/10.7759/cureus.1981
https://doi.org/10.1016/j.pediatrneurol.2012.05.013
https://doi.org/10.1016/j.pediatrneurol.2012.05.013
https://doi.org/10.1002/mds.20081
https://doi.org/10.1002/mds.20081
https://doi.org/10.1111/j.1742-6723.2005.00735.x
https://doi.org/10.1111/j.1742-6723.2005.00735.x
https://doi.org/10.1016/0735-6757(88)90050-2
https://doi.org/10.1016/0735-6757(88)90050-2
https://doi.org/10.7326/0003-4819-121-12-199412150-00019
https://doi.org/10.7326/0003-4819-121-12-199412150-00019
https://doi.org/10.5414/CN107559
https://doi.org/10.5414/CN107559
https://doi.org/10.1016/j.amjopharm.2010.08.006
https://doi.org/10.1016/j.amjopharm.2010.08.006
https://doi.org/10.1212/WNL.0000000000003960
https://doi.org/10.1212/WNL.0000000000003960
https://doi.org/10.1016/S2215-0366(17)30236-5
https://doi.org/10.1016/S2215-0366(17)30236-5
https://doi.org/10.1176/appi.ajp.2017.16091037
https://doi.org/10.1176/appi.ajp.2017.16091037
https://doi.org/10.4088/JCP.v69n0405
https://doi.org/10.4088/JCP.v69n0405
https://doi.org/10.1212/WNL.50.5.1323
https://doi.org/10.1016/j.parkreldis.2005.05.008
https://doi.org/10.1016/j.parkreldis.2005.05.008
https://doi.org/10.1002/mds.1112
https://doi.org/10.1002/mds.1112


Feinstein and Walker: Treatment of Secondary ChoreaArt. 22, page 12 of 14

 43. Wolf E, et al. Long-term antidyskinetic efficacy of 
amantadine in Parkinson’s disease. Mov. Disord. 
2010; 25: 1357–1363. DOI: https://doi.org/10.1002/
mds.23034

 44. Ory-Magne F, et al. Withdrawing amantadine in dyski-
netic patients with Parkinson disease: The AMANDYSK 
trial. Neurology. 2014; 82: 300–307. DOI: https://doi.
org/10.1212/WNL.0000000000000050

 45. Deuschl G, et al. A Randomized Trial of Deep-Brain 
Stimulation for Parkinson’s Disease. N. Engl. J. Med. 
2006; 355: 896–908. 

 46. Follett KA. Comparison of pallidal and subthalamic 
deep brain stimulation for the treatment of levodopa-
induced dyskinesias. Neurosurgical focus. 2004; 17: 
E3. DOI: https://doi.org/10.3171/foc.2004.17.1.3

 47. Wu YR, Levy R, Ashby P, Tasker RR, Dostrovsky 
JO. Does stimulation of the GPi control dyskinesia by 
activating inhibitory axons? Mov. Disord. 2001; 16: 
208–16. DOI: https://doi.org/10.1002/mds.1046

 48. Weaver FM. et al. Parkinson’s disease medication 
use and costs following deep brain stimulation. 
Mov. Disord. 2012; 27: 1398–1403. DOI: https://doi.
org/10.1002/mds.25164

 49. Mestre TA, Ferreira JJ, Pimentel J. Putaminal 
petechial haemorrhage as the cause of non-ketotic 
hyperglycaemic chorea: A neuropathological case cor-
related with MRI findings [7]. Journal of Neurology, 
Neurosurgery and Psychiatry. 2007; 78: 549–550. DOI: 
https://doi.org/10.1136/jnnp.2006.105387

 50. Cardoso S, et al. Impact of STZ-induced hypergly-
cemia and insulin-induced hypoglycemia in plasma 
amino acids and cortical synaptosomal neurotrans-
mitters. Synapse. 2011; 65: 457–466. DOI: https://doi.
org/10.1002/syn.20863

 51. Shan DE, Ho DMT, Chang C, Pan HC, Teng MMH. 
Hemichorea-hemiballism: An explanation for MR sig-
nal changes. Am. J. Neuroradiol. 1998; 19: 863–870.

 52. Arifi B, Gupta S, Sharma S, Daraboina A, Ahuja 
SA. Case Report of Chorea Associated with Hyperthy-
roidism. J. Clin. DIAGNOSTIC Res. 2016; 10: PL01. DOI: 
https://doi.org/10.7860/JCDR/2016/17299.7277

 53. Baba M, et al. Persistent hemichorea associated with 
thyrotoxicosis. Intern. Med. 1992; 31: 1144–6. DOI: 
https://doi.org/10.2169/internalmedicine.31.1144

 54. Isaacs JD, Rakshi J, Baker R, Brooks DJ, Warrens 
AN. Chorea associated with thyroxine replacement 
therapy. Mov. Disord. 2005; 20: 1656–1657. DOI: 
https://doi.org/10.1002/mds.20603

 55. Hayashi R, Hashimoto T, Tako K. Efficacy of propran-
olol in hyperthyroid-induced chorea: A case report. 
Mov. Disord. 2003; 18: 1073–1076. DOI: https://doi.
org/10.1002/mds.10477

 56. Pathania M, Upadhyaya S, Lali BS, Sharma A. 
Chorea gravidarum: a rarity in West still haunts 
pregnant women in the East. BMJ Case Rep. 
2013; 2012–2014. DOI: https://doi.org/10.1136/
bcr-2012-008096

 57. Maia D, et al. Pregnancy in patients with Sydenham’s 
chorea. Park. Relat. Disord. 2012; 18: 458–461. DOI: 
https://doi.org/10.1016/j.parkreldis.2011.12.013

 58. Sosa, BO, Toral JAB. Identifying the aetiology of 
sudden acute abnormal involuntary movements in a 
primigravid. BMJ Case Rep. 2018; 11: e227112. DOI: 
https://doi.org/10.1136/bcr-2018-227112

 59. Nausieda PA, et al. Chronic dopaminergic sensitivity 
after Sydenham’s chorea. Neurology. 1983; 33: 750–4. 
DOI: https://doi.org/10.1212/WNL.33.6.750

 60. Sharmila V, Babu TA. Oral contraceptive pills 
induced hemichorea in an adolescent female 
with polycystic ovarian disease. Indian J. Phar-
macol. 2015; 47: 232–3. DOI: https://doi.
org/10.4103/0253-7613.153440

 61. Natera-Villalba E, et al. Simultaneous acute presen-
tation of generalized chorea and subacute combined 
degeneration secondary to vitamin B12 deficiency. 
Parkinsonism Relat. Disord. 2018; 55: 2–4. DOI: 
https://doi.org/10.1016/j.parkreldis.2018.09.006

 62. Battista J, Walker R. Chorea: Classification, Differ-
ential, Diagnosis, and Treatment. Scientific American 
Neurology; 2015. Available at: https://www.deckerip.
com/products/scientific-american-neurology/.

 63. Espinosa G, Cervera R. Current treatment of 
antiphospholipid syndrome: lights and shadows. Nat. 
Rev. Rheumatol. 2015; 11: 1–11. DOI: https://doi.
org/10.1038/nrrheum.2015.88

 64. Peluso S, et al. Antiphospholipid-related chorea. 
Front. Neurolgoy. 2012; 3: 1–7. DOI: https://doi.
org/10.3389/fneur.2012.00150

 65. O’Toole O, et al. Autoimmune chorea in adults. 
Neurology. 2013; 80: 1133–44. DOI: https://doi.
org/10.1212/WNL.0b013e3182886991

 66. Paus S, Pötzsch B, Risse JH. Chorea and antiphos-
pholipid antibodies: Treatment with methotrexate. 
Neurology. 2011; 23–26.

 67. Yokoyama K, Mori M, Yoshida A. Mycophenolate 
mofetil therapy for two cases of antiphospholipid 
antibody-associated chorea. Mod. Rheumatol. 2018; 
28: 709–711. DOI: https://doi.org/10.3109/1439759
5.2015.1134035

 68. Lazurova I, et al. Efficacy of intravenous immuno-
globulin treatment in lupus erythematosus chorea. 
Clin. Rheumatol. 2007; 26: 2145–2147. DOI: https://
doi.org/10.1007/s10067-007-0627-9

 69. Ramdhani RA, Frucht SJ. Isolated Chorea Associated 
with LGI1 Antibody. Tremor Other Hyperkinet. Mov. 
(N. Y). 2014; Jan 8. DOI: https://doi.org/10.5334/
tohm.214

 70. Hadjivassiliou M, Davies-Jones GaB, Sanders DS, 
Grünewald RA. Dietary treatment of gluten ataxia. J. 
Neurol. Neurosurg. Psychiatry. 2003; 74: 1221–4. DOI: 
https://doi.org/10.1136/jnnp.74.9.1221

 71. Walker RH. Further Evidence for Celiac Disease-asso-
ciated Chorea? Tremor and Other Hyperkinetic Move-
ments; 2011. DOI: https://doi.org/10.5334/tohm.80

https://doi.org/10.1002/mds.23034
https://doi.org/10.1002/mds.23034
https://doi.org/10.1212/WNL.0000000000000050
https://doi.org/10.1212/WNL.0000000000000050
https://doi.org/10.3171/foc.2004.17.1.3
https://doi.org/10.1002/mds.1046
https://doi.org/10.1002/mds.25164
https://doi.org/10.1002/mds.25164
https://doi.org/10.1136/jnnp.2006.105387
https://doi.org/10.1002/syn.20863
https://doi.org/10.1002/syn.20863
https://doi.org/10.7860/JCDR/2016/17299.7277
https://doi.org/10.2169/internalmedicine.31.1144
https://doi.org/10.1002/mds.20603
https://doi.org/10.1002/mds.10477
https://doi.org/10.1002/mds.10477
https://doi.org/10.1136/bcr-2012-008096
https://doi.org/10.1136/bcr-2012-008096
https://doi.org/10.1016/j.parkreldis.2011.12.013
https://doi.org/10.1136/bcr-2018-227112
https://doi.org/10.1212/WNL.33.6.750
https://doi.org/10.4103/0253-7613.153440
https://doi.org/10.4103/0253-7613.153440
https://doi.org/10.1016/j.parkreldis.2018.09.006
https://www.deckerip.com/products/scientific-american-neurology/
https://www.deckerip.com/products/scientific-american-neurology/
https://doi.org/10.1038/nrrheum.2015.88
https://doi.org/10.1038/nrrheum.2015.88
https://doi.org/10.3389/fneur.2012.00150
https://doi.org/10.3389/fneur.2012.00150
https://doi.org/10.1212/WNL.0b013e3182886991
https://doi.org/10.1212/WNL.0b013e3182886991
https://doi.org/10.3109/14397595.2015.1134035
https://doi.org/10.3109/14397595.2015.1134035
https://doi.org/10.1007/s10067-007-0627-9
https://doi.org/10.1007/s10067-007-0627-9
https://doi.org/10.5334/tohm.214
https://doi.org/10.5334/tohm.214
https://doi.org/10.1136/jnnp.74.9.1221
https://doi.org/10.5334/tohm.80


Art. 22, page 13 of 14Feinstein and Walker: Treatment of Secondary Chorea

 72. Pereira AC, et al. Choreic syndrome and coeliac dis-
ease: a hitherto unrecognised association. Mov.  Disord. 
2004; 19: 478–82. DOI: https://doi.org/10.1002/
mds.10691

 73. Miranda M, et al. Movement disorders in non-enceph-
alopathic Hashimoto’s thyroiditis. Parkinsonism and 
Related Disorders. 2018; 55: 141–142. DOI: https://
doi.org/10.1016/j.parkreldis.2018.06.008

 74. Taurin G, et al. Choreic syndrome due to Hashimoto’s 
encephalopathy. Mov. Disord. 2002; 17: 1091–1092. 
DOI: https://doi.org/10.1002/mds.10230

 75. Feinstein E, Walker R. An Update on the Treatment 
of Chorea. Curr. Treat. Options Neurol. 2018; 20: 44. 
DOI: https://doi.org/10.1007/s11940-018-0529-y

 76. Abbruzzese G, et al. A pilot trial of deferiprone for 
neurodegeneration with brain iron accumulation. 
Haematologica. 2011; 96: 1708–1711. DOI: https://
doi.org/10.3324/haematol.2011.043018

 77. Levi S, Finazzi D. Neurodegeneration with brain iron 
accumulation: Update on pathogenic mechanisms. 
Frontiers in Pharmacology. 2014; 5 MAY: 99. DOI: 
https://doi.org/10.3389/fphar.2014.00099

 78. Forni GL, et al. Regression of symptoms after selective 
iron chelation therapy in a case of neurodegeneration 
with brain iron accumulation. Mov. Disord. 2008; 23: 
905–908. DOI: https://doi.org/10.1002/mds.22002

 79. Miyajima H. Aceruloplasminemia. GeneReviews(®); 
1993.

 80. Miyajima H, et al. Use of desferrioxamine in the 
treatment of aceruloplasminemia. Ann. Neurol. 
1997; 41: 404–407. DOI: https://doi.org/10.1002/
ana.410410318

 81. Suzuki Y, et al. Effectiveness of oral iron chelator 
treatment with deferasirox in an aceruloplasminemia 
patient with a novel ceruloplasmin gene mutation. 
Intern. Med. 2013; 52: 1527–30. DOI: https://doi.
org/10.2169/internalmedicine.52.0102

 82. Kono S. Aceruloplasminemia. In: International review 
of neurobiology. 2013; 110: 125–151. DOI: https://doi.
org/10.1016/B978-0-12-410502-7.00007-7

 83. Kumar N, Rizek P, Jog M. Neuroferritinopathy: Patho-
physiology, Presentation, Differential Diagnoses and 
Management. Tremor Other Hyperkinet. Mov. (N. Y). 
2016; 6: 355. DOI: https://doi.org/10.5334/tohm.317

 84. Mancuso M, et al. Hereditary ferritinopathy: a 
novel mutation, its cellular pathology, and patho-
genetic insights. J. Neuropathol. Exp. Neurol. 
2005; 64: 280–94. DOI: https://doi.org/10.1093/
jnen/64.4.280

 85. Zhou B, et al. A novel pantothenate kinase gene 
(PANK2) is defective in Hallervorden-Spatz syndrome. 

Nat. Genet. 2001; 28: 345–349. DOI: https://doi.
org/10.1038/ng572

 86. Poli L, et al. Is aceruloplasminemia treatable? Com-
bining iron chelation and fresh-frozen plasma treat-
ment. Neurol. Sci. 2017; 38: 357–360. DOI: https://
doi.org/10.1007/s10072-016-2756-x

 87. Skidmore FM, et al. Aceruloplasminaemia with 
progressive atrophy without brain iron overload: 
treatment with oral chelation. J. Neurol. Neurosurg. 
Psychiatry. 2008; 79: 467–470. DOI: https://doi.
org/10.1136/jnnp.2007.120568

 88. Chinnery PF, et al. Clinical features and natural 
history of neuroferritinopathy caused by the FTL1 
460InsA mutation. Brain. 2007; 130: 110–9. DOI: 
https://doi.org/10.1093/brain/awl319

 89. Lehn A, Boyle R, Brown H, Airey C, Mellick G. 
Neuroferritinopathy. Parkinsonism Relat. Disord. 
2012; 18: 909–915. DOI: https://doi.org/10.1016/j.
parkreldis.2012.06.021

 90. Ondo WG, Adam OR, Jankovic J, Chinnery, PF. Dra-
matic response of facial stereotype/tic to tetrabena-
zine in the first reported cases of neuroferritinopathy 
in the United States. Mov. Disord. 2010; 25: 2470–
2472. DOI: https://doi.org/10.1002/mds.23299

 91. Leen WG, et al. GLUT1 deficiency syndrome into 
adulthood: A follow-up study. J. Neurol. 2014; 
261: 589–599. DOI: https://doi.org/10.1007/
s00415-014-7240-z

 92. Chen WJ, et al. Exome sequencing identifies truncat-
ing mutations in PRRT2 that cause paroxysmal kine-
sigenic dyskinesia. Nat. Genet. 2011; 43: 1252–1255. 
DOI: https://doi.org/10.1038/ng.1008

 93. Jankovic J, Demirkiran M. Classification of parox-
ysmal dyskinesias and ataxias. Adv. Neurol. 2002; 89: 
387–400.

 94. Bruno MK, et al. Clinical evaluation of idiopathic par-
oxysmal kinesigenic dyskinesia: New diagnostic crite-
ria. Neurology. 2004; 63: 2280–2287. DOI: https://
doi.org/10.1212/01.WNL.0000147298.05983.50

 95. Pan G, Zhang L, Zhou, S. Clinical features of patients 
with paroxysmal kinesigenic dyskinesia, muta-
tion screening of PRRT2 and the effects of morning 
draughts of oxcarbazepine. BMC Pediatr. 2019; 19. 
DOI: https://doi.org/10.1186/s12887-019-1798-7

 96. Waln O, Jankovic J. Paroxysmal movement disorders. 
Neurol. Clin. 2015; 33: 137–152. DOI: https://doi.
org/10.1016/j.ncl.2014.09.014

 97. Bandmann O, Weiss KH, Kaler SG. Wilson’s dis-
ease and other neurological copper disorders. Lancet. 
2015; 14: 103–113. DOI: https://doi.org/10.1016/
S1474-4422(14)70190-5

https://doi.org/10.1002/mds.10691
https://doi.org/10.1002/mds.10691
https://doi.org/10.1016/j.parkreldis.2018.06.008
https://doi.org/10.1016/j.parkreldis.2018.06.008
https://doi.org/10.1002/mds.10230
https://doi.org/10.1007/s11940-018-0529-y
https://doi.org/10.3324/haematol.2011.043018
https://doi.org/10.3324/haematol.2011.043018
https://doi.org/10.3389/fphar.2014.00099
https://doi.org/10.1002/mds.22002
https://doi.org/10.1002/ana.410410318
https://doi.org/10.1002/ana.410410318
https://doi.org/10.2169/internalmedicine.52.0102
https://doi.org/10.2169/internalmedicine.52.0102
https://doi.org/10.1016/B978-0-12-410502-7.00007-7
https://doi.org/10.1016/B978-0-12-410502-7.00007-7
https://doi.org/10.5334/tohm.317
https://doi.org/10.1093/jnen/64.4.280
https://doi.org/10.1093/jnen/64.4.280
https://doi.org/10.1038/ng572
https://doi.org/10.1038/ng572
https://doi.org/10.1007/s10072-016-2756-x
https://doi.org/10.1007/s10072-016-2756-x
https://doi.org/10.1136/jnnp.2007.120568
https://doi.org/10.1136/jnnp.2007.120568
https://doi.org/10.1093/brain/awl319
https://doi.org/10.1016/j.parkreldis.2012.06.021
https://doi.org/10.1016/j.parkreldis.2012.06.021
https://doi.org/10.1002/mds.23299
https://doi.org/10.1007/s00415-014-7240-z
https://doi.org/10.1007/s00415-014-7240-z
https://doi.org/10.1038/ng.1008
https://doi.org/10.1212/01.WNL.0000147298.05983.50
https://doi.org/10.1212/01.WNL.0000147298.05983.50
https://doi.org/10.1186/s12887-019-1798-7
https://doi.org/10.1016/j.ncl.2014.09.014
https://doi.org/10.1016/j.ncl.2014.09.014
https://doi.org/10.1016/S1474-4422(14)70190-5
https://doi.org/10.1016/S1474-4422(14)70190-5


Feinstein and Walker: Treatment of Secondary ChoreaArt. 22, page 14 of 14

How to cite this article: Feinstein E, Walker R. Treatment of Secondary Chorea: A Review of the Current Literature. Tremor and Other 
Hyperkinetic Movements. 2020; 10(1): 22, pp. 1–14. DOI: https://doi.org/10.5334/tohm.351

Submitted: 14 May 2020         Accepted: 20 May 2020         Published: 16 July 2020

Copyright: © 2020 The Author(s). This is an open-access article distributed under the terms of the Creative Commons Attribution 4.0 
International License (CC-BY 4.0), which permits unrestricted use, distribution, and reproduction in any medium, provided the original 
author and source are credited. See http://creativecommons.org/licenses/by/4.0/.

Tremor and Other Hyperkinetic Movements is a peer-reviewed open access journal published 
by Ubiquity Press. OPEN ACCESS 

https://doi.org/10.5334/tohm.351
http://creativecommons.org/licenses/by/4.0/

	Introduction
	Methods
	Results
	Infectious causes of chorea
	Drug-induced chorea
	Metabolic and pregnancy-related chorea
	Autoimmune and paraneoplastic associated chorea
	Non-HD genetic disorders with chorea

	Conclusion
	Competing Interests
	References
	Table 1

