
The Turkish Journal of Pediatrics
Volume 19 / Nos. 3-4 / July-October 1977 / pp. 118 — 121

Systemic Lupus
Erythematosus with Chorea
Ümit Saatçi, M.D.*  / Hulusi Koçak, M.D.**

* Professor in Pediatrics,
** Fellow in Pediatric Nephrology.

♦** Fellow in Pediatric Neurology.
♦♦*♦ Assistant in Pediatrics.

Sabiha Aysun, M.D.***  / Vedia Orhan, M.D.****

Nervous system involvement in systemic lupus erythematosus (SLE) var­
ies from 20 %-75 % in reported series.1 Manifestations of neurological 

involvement due to SLE vary from seizures, psychoses, and headaches to 
peripheral neuritis.2 There has been only few reported cases of chorea 
associated with SLE.3-5 The present study describes a case of chorea 
that occurred after the diagnosis of SLE was made.

Case Report
A 13 year old girl was admitted to Hacettepe Children’s Hospital in 

June 1976 with the complaints of erythematosus, macular facial rash, 
arthralgia, arthritis, and edema of both eyelids for one and a half months 
duration.

The initial clinical examination revealed erythematosus eruption, 
cervical, axillar, and inguinal microlephadenopathy, hepatomeglay and 
splenomegaly, 2 and 4 cm below the costal margins respectively. Blood 
pressure was 120/80 mmHg.

Laboratory Findings: Hb 5 g/dl, leukocyte count 7800/mm3, 
ESR 152 mm/h, reticulocyte count 1.2%, BUN 43-80 mg/dl, creatinine 
1.4-2.4 mg/dl. Both Coombs test and FANA were positive, numerous 
L. E. cells were seen in the peripheral blood, complement component 
(C3) was 22 mg/dl, latex agglutination test for rheumatic factor was 
negative. An IVP showed bilateral kidney enlargement. Liver function 
tests were normal except for the prothrombin time and PTT which were 
46” (normal 12”) and 210 “(normal 60-120”) respectively.

♦ From Hacettepe University Children’s Hospital, Ankara, Turkey.
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The patient was treated with prednisolone (15 mg/day) and aza- 
thioprine (2 mg/kg/day) and was discharged under this treatment.

In September of 1976 she was rchospitalized with the complaints 
of involuntary movements involving all four extremities, head, face; and 
difficulty in speaking and walking. After admission, she showed continu­
ous unco ordinated movements of all extremities, trunk, head, and face. 
Physical examination was otherwise as previously.

Laboratory Findings: Hb 8.70 g/dl, leukocyte count 5000/mm3 
with normal peripheral smear. No hemolytic Streptococci was found in 
the throat culture. ASO was 166 Todd U/ml, ESR 125 mm/h. Both 
Coombs test and FANA were positive and numerous L. E. cells were 
again seen in the peripheral blood. Serum complement (C3) was 48 
mg/dl. Endogenous creatinine clearance was 58.08 ml/min/m2. Urine 
analysis showed moderate proteinuria and there was red blood cells, 
leukocyte and granular casts in the urinary sediment. Percutaneous renal 
biopsy showed changes compatible with active proliferative SLE neph­
ritis.

On the day of admission, phenobarbital (3 mg/kg) and librium 
(15 mg/day) were started. Within 7 days the patient’s involuntary move­
ments were suppressed with this therapy.

Discussion

Although neurologic al complications of SLE are common, chorea is 
rare. We found 31 reported cases in the literature up to 1975 in which 
chorea was described in association with SLE.6 Commonly chorea preceed- 
ed the diagnosis of SLE by weeks or months but rarely by years.3-7 
When chorea followed the diagnosis of SLE it appeared a few weeks or 
as late as 8 years after the diagnosis of SLE. The time relation between 
chorea and SLE shows no characteristic pattern.6 In this case chorea 
appeared two months after the diagnosis of SLE. The case is very interes­
ting since chorea occurred while the patient was under corticosteroid and 
azathioprine treatment. The duration of chorea varies from few days 
to three years.8-9 The motor dysfunction in our case was suppressed 
within a week.

Investigators have not previously shown specific lesions in the brain 
which correlate with the clinical picture of chorea associated with SLE. The 
distribution of lesions in the brain such as involvement of the smaller 
arteries with fibrinoid necrosis, thrombosis, perivascular hemorrages, 
small infarcts and enccpholomalacia, varies in reported cases.5- ,0~12 
The pathophysilology of chorea is unknown,6-13 but some investigators
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suggest that chorea may be related to an increase in the striatal dopamine 
level.14 Since Haloperidol inhibitis the activity of dopamine at 
central receptor sites it has been used for the treatment of chorea in 
SLE.14'15 Others have treated their cases with prednisolone and/or 
mercaptopurine.16 Chorea was diagnosed in our case while under treat­
ment with prendnisolone 15 mg/day and azathioprine 2 mg/kg. After 
diagnosing chorea librium 15 mg/day and phenobarbital 3 mg/kg were 
added to the treatment and prednisolone was increased to 60 mg/m2.

Central nervous system involvement is commonly a secondary cause 
of death to renal disease in reported SLE cases. Although chorea was 
seen while the patient was recieving prednisolone and azathiprine, it 
has been suggested that the level of drugs in the CNS was too low to be 
effective and that some immunosuppressive drugs might be given by 
direct intrathecal administration before the appearance of overt neuro­
logical complications as in leukemia.17

Summary

A case with systemic lupus erythematosus and chorea is presented. 
Chorea occurred two months after the diagnosis of SLE was made and 
while the patient was under treatment, using prednisolone and azat­
hioprine. The involuntary movements of the patient were controlled with 
azathioprine 3 mg/kg, prednisolone 60 mg/m2, librium (Chlordiaze­
poxide hydrochloride) 15 mg/day, and phenobarbital 3 mg/kg within 
a week.

REFERENCES
1. Johnson R.T., and Richardson E.P. : The neurological manifestations of systemic 

lupus erythematosus. A clinical pathological study of 24 cases and review of the 
literature. Medicine 17: 337, 1968.

2. Singsen, H. B. ct al.: Systemic lupus erythematosus in childhood. Correlations 
between changes in disease activity and scrum complement level, J. Ped. 89: 
358, 1976.

3. Olsen, E. F.: Chorea, a minor associated with systemic lupus erythematosus, 
Acta Med. Scand. 183: 127, 1968.

4. Sickert, R.G., and Clark, E.C. : Neurologic signs and symptoms as early manifes­
tations of systemic lupus erythematosus, Neurology 5: 84, 1955.

5. Donaldson, U.M., Espiner, E.A. : Disseminated lupus erythematosus presenting 
as chorea gravidorum, Arch Neural 25: 240, 1971.

6. Lusins,J.O., Szilagyi, P. A.: Clinical features of chorea associated with systemic 
lupus erythematosus, Am. J. Med. 58: 859, 1975.

7. Berry, B. G., Hodges, J. H.: Nervous system involvement in the systemic lupus 
erythematosus, Trans Am. Neurol. Assoc, 90: 231, 1965.



THE TURKISH JOURNAL OF PEDIATRICS 121

8. Cammarato, R.J., Rodman, G.P., Crittenden, J.P.: Systemic lupus erythema­
tosus with chorea, JAMA, 184: 971, 1960.

9. Paradise, J.L.:Sydenham’s chorea without evidence of rheumatic fever. Report 
of its association with the Henoch Shonlein syndrome and with systemic lupus 
erythematosus and review of the literature. New. Eng. J. Med. 263: 625, 1960.

10. Glaser, G.H. ¡Lesions of the central nervous system in disseminated lupus erythe­
matosus, Arch Neurol Psythiatr 75: 251, 1956.

11. Bailey, A.A., Sayre G.P., Clark, E.C.: Neuritis associated with systemic lupus 
erythematosus. Arch Neural Psythiatr, 75: 251, 1956.

12. Bauer, F.K., Riley, W.C., and Cohen, E.B.: Discminated lupus erythematosus with 
Sydenham’s chorea and rheumatic heart disease. Ann Intern Med. 33: 1042, 1950.

13. Rowe, P.B.: Disseminated lupus erythematosus with Sydenham’s chorea; report of 
a case with a review of the literature, Med. J. Aust, 2: 586, 1963.

14. Fcrmoglich, J., Strcib, E., Auth, T.: Chorea associated with systemic lupus 
erythematosus Arch Neurol, 28: 276, 1973.

15. Van Rossum, J.M. :The significance of dopamine receptor blockade for the action 
of neuroleptic drurgs in Brill H ct al (cds) Ncurol-Psycho Pharmocology Interna­
tional Congress scries. No 129 Amsterdam Excerpta Medica 1966, pp. 321.

16. Feng, P.H., Cheah, P.S., Lee, Y.K.: Mortality in systemic lupus erythematosus, 
a 10 year review, Brit. Med. J. 4: 772, 1973.

17. Levo,Y.: Treatment of CNS involvement in systemic lupus erythematosus, Brit. 
Med. J. 11: 689, 1974.


