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Hemichorea in a Patient with
Systemic Lupus Erythematosus:
Association with
Antiphospholipid Antibodies: Case Report

Sistemik Lupus Eritematozuslu Bir Hastada
Hemikore: Antifosfolipid Antikorlari ile Iligki

ABSTRACT Involvement of central nervous system is relatively common in systemic lupus ery-
thematosus (SLE), but chorea as the initial manifestation of SLE is very rare. Herein, we report a 20-
year-old woman presenting with acute onset hemichorea, with no history of an autoimmune
disease. Laboratory investigations revealed the presence of elevated antinuclear antibody titer and
antiphospholipid antibodies. Corticosteroid treatment with haloperidol led to complete remission
of patient’s symptoms. Antiphospholipid antibody-associated chorea is an important and treatable
complication of SLE, occurring most often in young women. In conclusion, investigating the exis-
tence of SLE and antiphospholipid antibodies in the diagnostic work-up of all unexplained cases
with chorea is vital.
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OZET Sistemik lupus eritematozusta (SLE) santral sinir sistemi tutulumu nispeten sik gériilmekle
beraber kore ile prezente olan SLE olgusu olduk¢a nadirdir. Bu olgu sunumunda, akut baslangich
hemikore ile bagvuran, 6zge¢misinde otoimmiin hastalik 6ykiisti olmayan 20 yasinda kadin hasta
bildirilmektedir. Laboratuvar tetkiklerinde yiiksek titrede antiniikleer antikor ve antifosfolipid an-
tikor varhig1 saptanmistir. Kortikosteroid ve haloperidol tedavisi ile hastanin semptomlarinda tam
diizelme gézlenmistir. Antifosfolipid- antikor iligkili kore, SLE'nin 6nemli, tedavi edilebilir bir
komplikasyonu olup genelikle gen¢ kadin hastalarda rastlanmaktadir. Sonug olarak, agiklanama-
yan kore olgularinin SLE ve antifosfolipid antikorlar1 varligi agisindan degerlendirilmesi 6nemlidir.

Anahtar Kelimeler: Kore; lupus eritematozus, sistemik; antikorlar, antifosfolipid
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ystemic lupus erythematosus (SLE) is a multisystemic, inflammatory

and autoimmune disease that is most frequently seen in female pa-

tients between the ages of 15 to 25 years.! It may present with non-
specific symptoms and also may cause severe systemic organ involvement.
The diverse clinical manifestations of SLE present a challenge to the clini-
cian. The involvement of the central nervous system (CNS) in SLE is often
intractable, complicating the course of the disease in about 12-75% of pa-
tients with SLE.? On the other hand, patients presenting with neuropsy-
chiatric findings at the onset of the disease are rare and occur only in 3% of
the patients.® The disease has no specific marker; instead, it is identified
through a combination of clinical and laboratory criteria.*> Immunologic
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abnormalities, particularly the production of a
number of antibodies, are well-known features of
the disease. The antinuclear antibody (ANA) titer is
positive in almost all patients with this disorder.
However, the presence of ANA is not a very spe-
cific finding. In a patient with neuropsychiatric
SLE, an association between neuropsychiatric
symptoms and specific antibodies has been demon-
strated in a few circumstances. Antiphospholipid
antibodies have been associated with stroke, vas-
cular dementia, seizures, thromboses, chorea,
headache, and transverse myelitis.® Chorea has
been regarded as a “hallmark feature” of SLE, but it
is uncommon.? Herein, we report a SLE patient
presenting with hemichorea with high titers of an-
tiphospholipid antibodies.

I CASE REPORT

A 20-year-old right-handed non-pregnant female
patient presented with acute onset involuntary
movements affecting the right side of her body.
Her complaints started one month ago. She had not
noticed any skin lesions, but on specific question-
ing reported photosensitivity. She had no history
of fever, prodromal flu-like symptoms, and drug or
toxin exposure. She had no history of stroke, move-
ment disorder, psychiatric illness, cognitive abnor-
mality or rheumatic fever. Her family history was
unremarkable.

On physical examination, she had splenome-
galia. Systemic examination was normal otherwise.
She had no skin abnormality. Neurologic examina-
tion revealed choreoathetotic movements predom-
inantly at the distal parts of her right extremities.
Mental status examination, evaluation of the cranial
nerves and brainstem reflexes were normal. She had
no muscle weakness. Touch and deep sensation,
deep tendon reflexes, and cerebellar functions were
normal. She had no pathological reflexes.

Laboratory investigations revealed anemia
(hemoglobin level was 6.6 g/dL; normal range: 12-
17), decreased levels of leukocyte (3.5 1073/uL;
normal range: 4-10) and lymphocyte counts (1.1
1073/uL; normal range: 1.2-3.1) and elevated ery-
throcyte sedimentation rate (36 mm/hr). No atyp-
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FIGURE 1: Cranial magnetic resonance imaging shows (A) hypointense (in
T1-weighted axial image) and (B) hyperintense (in T2-weighted axial image)
lesions in the left inferior frontal gyrus and right thalamic region.

ical cells were noticed in the peripheral blood
smear. Her activated partial thromboplastin time
was slightly prolonged (40.6 sec; normal range: 28-
36). Serum biochemistry including liver and kid-
ney function tests, thyroid function tests,
ceruloplasmin level, electrocardiography and chest
X-ray revealed no abnormalities. Brain magnetic
resonance imaging (MRI) examination revealed
hypointense lesions in T1-weighted and hyperin-
tense lesions in T2-weighted images in the left in-
ferior frontal gyrus and right thalamic region. The
lesions showed no contrast enhancement (Figure
1). Rheumatic valvular heart disease with mild mi-
tral regurgitation, tricuspid regurgitation and left
atrial dilatation were detected by transthoracic
echocardiography study.

The ANA was positive in significant titer
(1:160). Additionally, anticardiolipin IgG and an-
tiphospholipid IgG titers were raised to 65.78 GPL-
U/ml and 52.41 GPL-U/ml, respectively (upper limit
of normal for both of the anticardiolipin and an-
tiphospholipid IgG titers is <20 GPL-U/ml). Clinical
and laboratory findings led us to consider diagnosis
of neurolupus associated with antiphospholipid an-
tibodies. She was started on high-dose methylpred-
nisolone treatment (intravenous 1 g/day/5 days)
followed by oral prednisone. Additionally, oral
haloperidol treatment was initiated. One month
after treatment, she had nearly complete remission
of choreiform movements.

I DISCUSSION

SLE is a chronic and recurrent multisystemic in-
flammatory disorder. According to the American
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College of Rheumatology (ACR) classification cri-
teria the diagnosis of SLE requires the presence of
4 or more of the 11 criteria. One of those 11 crite-
ria is neuropsychiatric involvement. About 50% of
SLE patients have neuropsychiatric phenomena at
some time during their illness.®® Compared to the
other neuropsychiatric manifestations, movement
disorders are rarely seen in SLE and they were not
included in the ACR criteria. Although, chorea has
been regarded as a “hallmark feature” of SLE, it is
uncommon in SLE and is seen in less than 4% of
the patients.>*!° There are only few cases of chorea
in SLE, as the presenting feature of the disease.>!"!2
In this report, we presented a patient with SLE
whose first clinical manifestation was acute onset
chorea.

Chorea is a hyperkinetic movement disorder
that consists of irregular, unpredictable, brief, jerky
and continuous movements. Any body part can be
affected. The causes of chorea can be broadly di-
vided into hereditary or acquired groups. Predom-
inantly, acquired causes starts with acute onset
chorea. Our patient’s family history for any type of
movement disorder was negative, and she had
acute onset hemichorea. In patients with acute
onset chorea acquired causes such as autoimmune
disorders (SLE, antiphospholipid antibody syn-
drome, Sydenham’s chorea, etc.), vascular and
metabolic causes (hyperthyroidism, non-ketotic
hyperglyce-mia, etc.), drugs (levodopa, phenytoin,
etc.) and systemic infections should be investigated
in the differential diagnosis.’* Our patient had de-
nied any history of fever, systemic infection or
stroke. She was not on any medication. Routine
blood tests excluded pathology of thyroid gland or
diabetes mellitus. She had a unilateral distribution
of choreic movements. This finding raised the sus-
picion of structural pathology and we focused our

diagnostic work-up for focal pathology. Cranial
MRI revealed subcortical lesions that could be re-
lated to her symptoms.

Serologic tests are typically used to establish
the diagnosis of SLE. The ANA test is the best di-
agnostic test for SLE and should be performed
whenever it is suspected.'* Some autoantibodies
produced in patients with SLE tend to be associated
with certain clinical settings. Antiphospholipid an-
tibodies have been associated with cerebrovascular
accidents, vascular dementia, seizures, thromboses,
chorea, headache, and transverse myelitis.®!> Sev-
eral reports in the literature pointed out a possible
relationship of SLE-related chorea with the pres-
ence of antiphospholipid antibodies.!® Our patient
had elevated ANA titer with positive antiphospho-
lipid antibody. She did not have any of the com-
plications related to antiphospholipid syndrome,
such as thrombosis and thrombocytopenia or re-
current spontaneous abortion. As antiphospholipid
antibodies are produced by immune mediated
mechanisms, immunosuppressive therapies such as
corticosteroids, cyclophosphamide or methotrex-
ate are usually performed in patients with an-
tiphospholipid associated chorea.'”’® Treatment
with intravenous methylprednisolone has been ef-
fective in our patient.

In conclusion, acute onset chorea may be the
presenting feature of SLE, commonly affecting
young women, and often related to the presence of
antiphospholipid antibodies. We suggest that an-
tiphospholipid antibodies should be investigated in
all unexplained cases of chorea, even in the absence
of associated clinical signs of antiphospholipid syn-
drome. Because the central nervous system in-
volvement can be lead to significant morbidity,
early recognition of neuropsychiatric symptoms of
SLE is important.
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