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Abstract
We report a young girl who developed Henoch-Schöenlein purpura at the age of 11 years. 
Two weeks later she developed severe asymmetric choreic movements and behavioral 
disturbances. Sydenham´s chorea was diagnosed based on the laboratory evidence and 
she was given intravenous methylprednisolone for five consecutive days. Both behavioral 
and movement disorder rapidly resolved. She was asymptomatic at three years of follow-up. 
The rapid resolution of choreic movements and behavioral disturbances in our patients 
suggests, intravenous corticosteroids may be an option in the treatment of Sydenham’s 
chorea, more so when the movements are disabling.
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Introduction

Sydenham�s chorea (SC) is one of the manifestations of 
rheumatic fever, a complication of the infection caused 
by a β-hemolytic Streptococcus Group A, a condition 
most frequently seen in developing countries. Treatment 
of choreic symptoms in SC with corticosteroids has long 
been known,[1] However, most of the experience comes 
from uncontrolled trials and anecdotal reports. Recently, 
a randomized controlled trial with oral prednisone in 
children with SC showed promising results.[2] Trial 
with corticosteroids have been conducted before for 
the treatment of other types of choreas, presupposing 
the existence of common pathophysiologic mechanisms 
and mode of action.[3]

Henoch-Schöenlein purpura (HSP) is the most frequent 
vasculitis in children related to streptococcal infection 
which is thought to be triggered by an autoimmune 
mechanism.[4] We describe a girl with concomitant HSP 
and SC secondary to a streptococcal infection, who 
responded dramatically to intravenous (IV) corticosteroid.

Case Report

A girl aged 11-years developed upper respiratory tract 
infection in April 2004, however no medical attention 
was sought then. A few days later she developed 
purpuric rash on both the lower limbs and abdomen 
accompanied by abdominal pain and arthralgia. Initial 
evaluation showed elevated white blood cell count, 
microscopic haematuria and proteinuria. A diagnosis 
of HSP was made. Two weeks later, she developed 
behavioral changes, poor scholastic performance and 
involuntary movements of the right side of her body, 
which later became generalized over the next one
week. She was examined in our department one month 
later. The patient was found to be inattentive, impulsive, 
anxious, irritable, reluctant to answer questions, prone 
to crying, and exhibited several ideomotor and motor 
dyspraxias, generalized choreic movements, mainly on 
the right side, which made both gait and performance 
of manual tasks difficult. In addition, she had mild 
dysarthria. Neuropsychological tests including WISC III, 
and NEPSY showed a normal intelligence quotient. 



56 Neurology India | Jan-Feb 2009 | Vol 57 | Issue 1

Zúñiga, et al.: Henoch-Schöenlein and Sydenham and IV corticosteroids

However, difficulties were detected in recovery of 
information and severe dyspraxia was noted, suggestive 
of fronto-limbic dysfunction. Laboratory tests showed 
high levels of anti-streptolysins (425 Todd U), an elevated 
Streptozyme agglutination titer (>200) and a C reactive 
protein value of 4 mg/L. Other laboratory studies were 
normal, and so were brain magnetic resonance imaging 
(MRI), an electrocardiogram and a two-dimensional 
echocardiogram. She was given IV methylprednisolone 
(25 mg/kg/day) for five consecutive days. During
IV corticosteroid therapy, marked and prompt 
improvement was observed in behavioral disorders, 
and the choreic movements almost completely remitted. 
She was started on prophylactic benzatinic penicillin. 
After discharge, the patient was periodically examined. 
No relapse of symptoms and she has been asymptomatic.

Discussion

Sydenham�s chorea is still a frequent entity in 
developing countries. As much as 68% of the patients 
with a diagnosis of chorea who present to medical 
centers have this condition. Moreover, this shows that 
the choreic phenomenon per se, whether active or in 
remission, accompanies rheumatic fever in almost a 
third of the cases registered.[5]

Corticosteroid therapy has been considered as
first-line treatment in different studies. Oral prednisone 
is the most widely used and successfully controls 
the movement disorder, with a very low relapse or 
complication rate.[6] In general, clinical improvement 
is seen within the first 48 hours, and a remission of the 
motor and neuropsychiatric manifestations is seen within 
seven to 12 days after the initiation of corticosteroid 
therapy.[7] Intravenous methylprednisolone pulses 
for five consecutive days have been used in chronic 
cases refractory to conventional therapies with good 
results. Complete remission observed in two of the 
five subjects treated with this treatment and in the rest 
a significant improvement was observed.[8] In recent 
study four children with acute SC were treated with IV 
methylprednisolone pulses. A significant improvement 
was noted during the first month of treatment and 
this effect lasted for a year.[9] Our patient showed an 
excellent response to IV steroid therapy, and remission 
was faster and more complete in comparison with the 
cases previously described.

Cognitive, neurological and psychiatric manifestations 
associated with this type of condition are diverse. It 
is thought that they are secondary to an antibody-
mediated dysfunction of the basal ganglia.[10] Paediatric 
autoimmune neuropsychiatric disorder associated with 
Streptococcal infection (PANDAS) is characterized by 
neuropsychiatric disorders accompanied by tics and 

chorea-like movements, which are evoked by means 
of complex postures remitting when the patient is 
at rest. However, this syndrome is not considered a
forme frustre of SC, but may be an overlap syndrome. [11] To 
date, no definite clinical criteria are evolved for these two 
entities.[12] It seems that both the pathologies are clinically 
and immunologically different. Our patient exhibited 
an improvement of her neuropsychiatric symptoms 
after corticosteroid therapy. It is believed that these 
manifestations are mediated by autoimmune mechanisms, 
with a production of antibodies directed against the 
basal ganglia. This can be seen as hypermetabolism 
of the striatum observed in single photon emission 
computed tomography (SPECT) scans. [13] Previous 
findings in MRI volumetric studies suggest the presence 
of a local inflammatory process in the basal ganglia in 
PANDAS and in SC.[14,15] Although PANDAS and SC are 
two distinct entities, both may be related to the same 
pathogen. Besides that, neuropsychiatric conditions can 
also be seen in the later, including obsessive compulsive 
disorder (OCD) and attention deficit hyperactivity 
disorder (ADHD), being more frequent in the chronic 
forms of the disease.[16]

HSP is the most common form of vasculitis in childhood. 
Although diagnostic criteria had been established since 
early nineties, there may be still some discordance 
among them. A recent study, including 68 patients with 
HSP, found that only 17% of this population fulfilled 
both sets of criteria, showing that the concordance 
between these two systems of classification is low.[17]

The association of HSP and rheumatic fever has 
been previously reported. Cardiac involvement was 
the most important hallmark among these reports. 
In general, patients were treated with prednisone, 
presenting a significant clinical improvement with 
echocardiographic follow-up that showed considerable 
amelioration of their previous condition.[4,18,19] As 
regards our patient, we did not find clinical or 
echocardiographic data indicating valve involvement 
or a history of arthralgia or renal disease.

Our case showed an optimal response to IV 
methylprednisolone, and for more than three years no 
relapse has been observed. However, in a study which 
assessed 24 subjects, SC relapse was observed in 10 of 
the total number of patients examined. This condition 
occurred within the first three months and 10 years after 
the onset of the disease: eight of them within the first 
year and a half. So far, this is the highest relapse rate 
published to date (42%).[20] Other treatment modalities 
described for motor signs and symptoms include the 
use of carbamazepine and valproate, both with a similar 
response and a relapse rate below 20%.[21] Another study 
showed slightly higher results in subjects treated with 
valproate and carbamazepine as compared to those 
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treated with haloperidol.[22]

This is the first case reported depicting the coexistence 
of SC and HSP treated with IV corticosteroids, showing 
a remarkable response without relapse as to any of the 
two conditions for more than three years. Experience 
with this treatment modality among patients with SC 
had been scarce. Nevertheless, the responses obtained 
in this particular case, as well as in those reported by 
Texeira et al., suggest that IV corticosteroids should be 
considered as a possible therapeutic alternative in SC, 
especially in cases with disabling disease or in those 
in whom acute response from treatment is desired. 
Further studies evaluating the safety and effectiveness 
of IV corticosteroids in SC are needed.
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