
90

Address for Correspondence: Ayşegül DOĞAN DEMİR; Department of Pediatrics, Bezmialem Vakıf University, İstanbul, 
Turkey   E-mail: ayseguldogandemir@gmail.com

Bezmialem Science 2017; 5: 90-2
DOI: 10.14235/bs.2016.957

Case Report

©Copyright 2017 by Bezmialem Vakif University - Available online at www.bezmialemscience.org

A Rare Presentation of Systemic Lupus Erythematosus 
during Childhood: Chorea
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ABSTRACT

Systemic lupus erythematosus (SLE) is a systemic, chronic, inflammatory, autoimmune disease characterized by multi-organ and -sys-
tem involvement such as the kidneys and hematologic and central nervous systems. The clinical presentation of the disease is extremely 
variable. Systemic findings, nephritis, neuropsychiatric disease, and cytopenia are more common in children than in adults at presenta-
tion. Chorea typically manifests with jerky, involuntary, and purposeless movements, involving the face, four limbs, and neck. In addi-
tion, patients suffer from dysarthria, gait disturbance, and neuropsychiatric symptoms. Chorea can be the first finding of SLE during 
childhood. Herein we reported a 13-year female patient who presented with movement and speech disorders and who was diagnosed 
chorea-related SLE.
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Introduction

Systemic lupus erythematosus (SLE) is a chronic autoimmune disease that affects almost all body systems, particularly the 
kidneys, skin, hematological system, and central nervous system. It more frequently occurs among women and between 
the ages of 15 and 25 years. It is diagnosed based on the improved diagnostic criteria. Chorea is a disorder characterized by 
high-amplitude involuntary movements, and although it is the most common symptom of acute rheumatic fever (ARF), 
it rarely manifests itself as the neuropsychiatric involvement of SLE (1-3).

Case Report

A 13-year-old girl presented to an emergency pediatric polyclinic due to involuntary movement of her arms and legs that 
persisted for a week. Choreiform movements were observed; when mild mitral insufficiency was detected on performing 
echocardiography (ECO), considering Sydenham’s chorea due to ARF, penicillin and valproic acid treatment was started 
after the evaluation of the pediatric neurology. The patient had a normal electroencephalogram and was admitted to our 
clinic for undergoing further examinations and treatment when an increase in involuntary movements of the face, head, 
neck, and extremities and complete loss of speech after three days was observed. The patient’s and her family’s medical 
history were unremarkable. During her physical examination, her conscious was clear, she understood whatever was said, 
but she could not speak. She showed mimic-like movements on her face in the form of smelling flowers and moving her 
lips to the right and left. She also showed common uncontrolled choreiform movements throughout the body, ptosis in 
the right eye, ataxic walking, and an inability to stand. The pupillary light reflex was +/+; her deep tendon reflexes were 



hypoactive and muscle strength was normal, and there were 
no meningeal irritation findings and pathological reflexes. 
Her complete blood count revealed the following: leukocyte 
count: 5000/mm3, hemoglobin level: 10.5 g /dL, hematocrit: 
30.7%, and thrombocyte count: 163,000/mm3. The patient’s 
electrolyte, kidney, and liver test results were normal. As bio-
chemical examinations, her C-reactive protein (CRP) tested 
negative and erythrocyte sedimentation rate (ESR) was 12 
mm/h. The patient had an antistreptolysin O (ASO) titer of 
less than 50 IU/mL and a sterile throat culture. On perform-
ing cerebral magnetic resonance imaging, ischemic changes 
showing hyperintense signal features were detected in T2 and 
FLAIR images in the deep watershed area in the left fronto-
parietal region. In two days, the patient’s symptoms became 
more serious; however, the patient had no rash and aphtha 
on performing examinations and a history of the same in her 
medical records, negative acute phase markers in examinations 
performed, and no features except for anemia on perform-
ing examinations. Despite negative acute-phase responses, 
vasculitis tests were performed; however, because encephali-
tis could not be excluded, after viral and autoimmune en-
cephalitis tests were performed, intravenous immunoglobulin 
(IVIG) and high-dose (30 mg/kg/day) methylprednisolone 
therapy were initiated for treating autoimmune encephalitis. 
Leucopenia, thrombocytopenia, and lymphopenia developed, 
and the ESR increased to 43 mm/h during the examinations 
performed the following day; proteinuria was detected in 
her complete urine examination, and aphtha was observed 
in her mouth. Antinuclear antibody, anti-ds DNA antibody, 
antineutrophil cytoplasmic antibody, and anti-ENA Sm An-
tibody tested positive, whereas anticardiolipin IgM-IgG anti-
body, anti-ribosomal protein, and lupus anticoagulant tested 
negative. The complement component 3 level was low at 30 
mg/dL, and complement component 4 level was low at 5.6 
mg/dL. In 24-h urine samples, the protein level was 276 mg/
day, but the samples were collected after the administration of 
high-dose methylprednisolone three times. The patient’s eye 
examination result was normal. The kidney biopsy result of 
the patient who met the SLE criteria was compatible with 
class 2 SLE nephritis. In the first week, under IVIG, meth-
ylprednisolone, cyclophosphamide, and hydroxychloroquine 
therapy, the patient’s movement disorders completely disap-
peared and her speech returned to normal. Even though the 
ASO titer was normal, secondary benzathine penicillin pro-
phylaxis and infective endocarditis prophylaxis were recom-
mended by the cardiologist because mitral insufficiency was 
seen on performing ECO. The treatment and follow-up of 
the patient has been continuing in the pediatric nephrology 
polyclinic.

Discussion

Neuropsychiatric symptoms are seen in 25-95% of children 
with SLE, and the most common symptom is headache. 

Less frequently, neuropathy, myasthenia gravis, myelopathy, 
and movement disorders are seen. The most common type 
of movement disorder is chorea, and the child age group has 
been shown as 0-5% in the course of SLE in different series 
(1-4).

Movement disorders are thought to be related to multifactori-
al causes in SLE. It has been reported that immune complex-
es, autoantibodies, and cytokines cause neurological disorders 
in SLE with direct effects and that vasculopathy developing in 
arterioles that feed the basal ganglia, coagulopathy, and bleed-
ing disorders cause neurological disorders with indirect effects 
(2, 5).

Chorea is characterized by sudden involuntary movements 
that can be seen in any part of the body. It may occur in the 
extremities, face, neck, and trunk. Sydenham’s chorea, which 
is one of the major cause of ARF, is the most common cause 
of chorea in children (2, 6). Other causes include cerebrovas-
cular diseases, hyperthyroidism, poisoning, Huntington’s dis-
ease, and collagen vascular diseases such as SLE (7). Chorea 
may occur at any time of SLE; it may also be a symptom for 
presenting to a clinic (2, 3). Our patient presented due to in-
voluntary movements that started at the extremities. Because 
our patient presented due to only chorea; because the CRP 
level, ESR, and WBC count were normal at presentation; and 
because mild mitral insufficiency was detected on perform-
ing ECO, treatment was initiated considering Sydenham’s 
chorea in our patient. Within days, there was a considerable 
increase in the number of complaints, and the severity of in-
voluntary movements spreading across the face, neck, and 
body increased; the patient was unable to speak and walk. 
The number of acute-phase responses increased, and aphtha 
in the mouth and positivity in vasculitis test results associated 
with SLE occurred.

Many studies have described a close relationship between 
chorea that is seen in patients with SLE and antiphospholipid 
antibodies (1, 2, 7, 8). In our case, antiphospholipid antibod-
ies tested negative.

Conclusion

Chorea is a well-known, but rarely encountered, clinical pic-
ture that appears as a symptom of SLE for presenting to a 
clinic. In the differential diagnosis of patients with isolated 
chorea, neuropsychiatric-onset SLE should be kept in mind 
in addition to ARF, and even though acute-phase responses 
and the hematological picture are not compatible in the be-
ginning, evaluations should be repeated if necessary.
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