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ABSTRACT

Neuropsychiatric manifestations can be seen in
12-95% of SLE patients and can affect both the
central as well as peripheral nervous system.!
Movement disorder is a well-defined clinical
syndrome of NPSLE, and it is unusual to find
movement disorders as the first and only mani-
festation of SLE. There is a paucity of literature
on chorea as the first and sole manifestation of
lupus. We describe a young girl who presented

with hemichorea as the first and sole manifes-
tation of SLE. She also tested positive for lupus
anticoagulant. We have also done a brief litera-
ture review on chorea as the presenting feature
of SLE. Our case study adds to the limited avail-
able literature on this rare presentation of SLE
and highlights the importance of suspecting
lupus in any patient with chorea.
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INTRODUCTION

Neuropsychiatric manifestations can be
seen in 12-95% of SLE patients and can affect
both the central as well as peripheral nervous
system.! Movement disorder is a well-defined
clinical syndrome of NPSLE, and it is unusual to
find movement disorders as the first and only
manifestation of SLE. There is a paucity of liter-
ature on chorea as the first and sole manifes-
tation of lupus. We describe a young girl who
presented with hemichorea as the first and sole
manifestation of SLE. She also tested positive
for lupus anticoagulant. We have also done a
brief literature review on chorea as the present-
ing feature of SLE. Our case study adds to the
limited available literature on this rare presen-
tation of SLE and highlights the importance of

suspecting lupus in any patient with chorea.

CASE HISTORY

A 17-year-old girl from South India presented
withabnormalinvoluntary movements oftheleft
hand and foot of 1-month duration. The move-
ments were brief-lasting, irregular, purposeless,
and used to disappear during sleep. There was
no involvement of the proximal part of limbs,
face, tongue, or altered consciousness during
the abnormal movement. There was no prior
history suggestive of acute rheumatic fever,
thyroid disease, diabetes, jaundice, or intake of
any drugs. There was no history of oral ulcers,
photosensitivity, joint pain, frothing of urine, or
decreased urine output. There was no family
history of involuntary movements.
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Upon examination, she had normal sensorium
and vital signs. There were irregular involuntary
non-rhythmic brief lasting jerky movements
confined to the left hand and foot suggestive of
lefthemichorea (Supplementary Video 1). The
rest of the examination of the neurological and
other systems was normal. Routine blood tests
were normal except for raised erythrocyte sedi-
mentation rate (ESR)- 50 mm/hour (0-15mm/
hour), and prolonged activated partial throm-
boplastin time (APTT)- 48 seconds (0-30
seconds). Considering her age, raised ESR and
prolonged APTT, SLE with anti-phospholipid
antibody syndrome was strongly suspected
and further evaluation revealed positive anti-
nuclear antibody (ANA) by indirect immunoflu-
orescence (IF)- 3+ nuclear homogenous pattern
in 1:100 dilution, raised anti-double stranded
DNA (Anti dsDNA)- 125 IU/ml (0-25 IU/ml), low
C3- 47mg/dl (90-180mg/dl), low C4- 3.07mg/
dl (10-40mg/dl) and positive lupus anticoagu-
lant 1.94 (0-1.3). Magnetic resonance imaging
(MRI) Brain was normal and Digital subtraction
angiography (DSA) did not show any evidence
of CNS vasculitis. Thus, a final diagnosis of SLE
with neuropsychiatric lupus in the form of left
hemichorea and secondary antiphospholipid
antibody syndrome was made. She was treated
with low- dose oral prednisolone (7.5 mg daily),
hydroxychloroquine, and tetrabenazine (dopa-
mine antagonist). The patient showed a good
response and on follow-up at 1 month, the
hemichorea had resolved (Supplementary
Video 2). After 3 months, her lupus anticoagu-
lant was checked again, and it remained posi-
tive. The patient was off dopamine antagonist
and on 2.5 mg oral prednisolone and hydroxy-
chloroquine (300mg per day) and continued to
be in clinical remission. However, she discon-
tinued her medicines and was lost to follow-up
for 9 months. After 9 months she returned to
us with inflammatory polyarthritis of bilateral
knee, elbow, and ankle, and a vasculitic rash
of bilateral palms and dorsum of the foot. She
was managed with 0.5mg/kg oral prednisolone
and hydroxychloroquine and the symptoms
resolved. She is currently on a tapering dose of
oral corticosteroids.

DISCUSSION

SLE is the prototypical multi-system auto-
immune disease with neurological involve-
ment ranging from non-specific headache to
life-threatening demyelination syndromes.
The American College of Rheumatology (ACR)
nomenclature for neuropsychiatry syndromes
in SLE includes 12 central nervous system

syndromes and 7 peripheral nervous system
syndromes.? The classification of pathogenic
mechanisms responsible for various neuropsy-
chiatry syndromes into ischemic and neuroin-
flammatory may be an oversimplification of this
clinically challenging entity. Due to the hetero-
geneity in the inclusion criteria and methodol-
ogy, there is a wide variation in the frequency
of NPSLE in various studies. Mild cognitive
dysfunction and mood disorders are frequently
seen as manifestations of NPSLE (6-80%)
whereas movement disorders including chorea
are extremely rare (< 1% of SLE patients).’

Chorea as the initial and only manifestation
of SLE is extremely uncommon. We followed the
search strategy suggested by Gasparyan et al.*
for writing a case-based biomedical review with
a systematic approach. As a part of comprehen-
sive literature review, we searched PubMed
(MedLine), Scopus and Directory of Open Access
Journals (DOAJ) databases from their inception
to 3 June 2023. A PubMed search using the
keywords “CHOREA” OR “HEMICHOREA” AND
“LUPUS ERYTHEMATOSUS, SYSTEMIC” yielded
244 results. A Scopus search using the keywords
“CHOREA” OR “HEMICHOREA” AND “SYSTEMIC
LUPUS ERYTHEMATOSUS” yielded 445 results
and a search in Directory of Open Access Jour-
nals (DOAJ) using the keywords CHOREA AND
SYSTEMIC LUPUS ERYTHEMATOSUS yielded 19
results. After excluding duplicate articles, irrel-
evant articles, review articles, articles which did
not have an English text, and articles which did
not have a full text available, we were able to
identify 24 articles comprising of case reports,
case series and cohort studies describing a total
of 64 patients where chorea was the first mani-
festation of SLE (Table 1).

Arisaka et al.® described a 10- year- old girl
who presented with chorea and 10 months later
developed a clinical picture suggestive of SLE.
The patient was initially thought to be having
Sydenham’s chorea and was treated with peni-
cillin and oral prednisolone. A mild reduction in
the complement level was the only early clini-
cal clue to the diagnosis of SLE in this patient.
The authors have not mentioned the presence
of antiphospholipid antibodies in this patient.
In a critical analysis of 51 cases of chorea in SLE,
Bruyn et al.® found that chorea occurs early in
the disease course of SLE and in 11 cases chorea
was the initial manifestation. The authors have
not described the association of chorea with
the presence of antiphospholipid antibodies in
this group of patients. Poil et al.” reported the
case of a 27-year-old female who presented
with right-sided hemichorea as the first and
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only manifestation of SLE. The patient was also
positive for antiphospholipid antibody and was
treated with aspirin and hydroxychloroquine.
The chorea resolved in 3 weeks and showed
no recurrence during 6 months of follow-up.
Abdalla et al® described the case of a 14-year-old
female who presented with generalised chorea
and on evaluation was found to have lupus with
renal and haematological involvement. She was
positive for anti-cardiolipin Ig G and improved
with pulse methylprednisolone, hydroxychlo-
roquine, mycophenolic acid, and enoxaparin. In
prior case reports where chorea has been the
presenting feature of SLE, the onset of other
clinical features of SLE has varied from being
present during the initial evaluation of chorea
to a few weeks after the onset of chorea.’*?

The exact pathogenesis of chorea in SLE may
be multifactorial involving 1) ischemia of small
and large vessels in CNS mediated by anti-phos-
pholipid antibodies and immune complexes,
and 2) inflammatory neuronal injury second-
ary to complement activation, inflamma-
tory cytokines, and increased permeability of
blood-brain barrier causing autoantibodies to
migrate to the intrathecal space. Antiphospho-
lipid antibodies have a strong association with
chorea and have been shown to cause toxicity to
neurons and inhibit neuronal plasticity.**

With regards to the treatment of chorea in
SLE, there is no consensus on the ideal manage-
ment. In the analysis of 51 cases of chorea in SLE,
Bruyn et al.® has reported a good response with
prednisone and haloperidol. However, there
was no relationship between the dose of medi-
cations and duration of the choreatic episode.
Reiner et al.!’® retrospectively analysed the
long-term outcome of chorea in patients with
SLE or antiphospholipid antibodies. Among
30 patients, improvement of chorea was seen
in 75% of cases with corticosteroids and 76%
cases showed improvement with the use of
neuroleptics. A minority of patients improved
after treatment with a single agent like aspi-
rin (n=3) or anticoagulant (n=1). Four patients
who did not improve with the above-mentioned

drugs responded to intravenous immuno-
globulin (n=2) or plasma exchange (n=2). On
follow up, eight patients had a relapse of chorea
with a mean delay of 3.4 years. In a retrospec-
tive review of lupus-related chorea, Carvallo
et al.'’® found five patients with seven episodes
of chorea. In 4 patients, moderate to high dose
corticosteroids were combined with low dose
dopamine antagonist due to generalised lupus
activity and an early resolution of chorea was
noticed. Cyclophosphamide was used in two of
these patients due to the presence of prolifera-
tive lupus nephritis. Table 1 shows the various
drugs used for the treatment of chorea in SLE in
the previously reported cases and the treatment
outcome. The EULAR recommendations for the
management of NPSLE state that in SLE-related
chorea, symptomatic therapy with dopamine
antagonist may be combined with antiplatelet
agents in the case of anti- phospholipid posi-
tivity. Glucocorticoids and anticoagulation
are considered in patients with generalised
lupus activity and severe disease.!” Our patient,
though serologically active did not have clini-
cally active extra-CNS disease at initial presen-
tation and hence was managed with a low dose
of oral steroid and dopamine blocker.

CONCLUSION

Chorea may be the first and only symptom
of SLE. Though chorea has various differential
diagnoses, SLE and antiphospholipid antibody
syndrome should always be considered, espe-
cially in young females.
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