
Eur J Pediatr (2006) 165: 395–397
DOI 10.1007/s00431-006-0094-3

ORIGINAL PAPER

Hasan Güven . Bayram Özhan . Ali Rahmi Bakiler .
Koray Salar . Meral Kozan . Selda Bilgin

A case of Henoch-Schönlein purpura and rheumatic carditis
with complete atrioventricular block

Received: 6 July 2005 / Accepted: 13 December 2005 / Published online: 14 March 2006
# Springer-Verlag 2006

Abstract Henoch-Schönlein purpura is the most common
systemic vasculitis during childhood. Many antigenic
stimuli and infectious agents have been proposed as a
trigger of the disease. Group A beta-hemolytic streptococ-
cus is the most common proposed infectious agent as a
trigger for Henoch-Schönlein purpura. We report a 9-year-
old boy who has Henoch-Schönlein purpura and acute
rheumatic fever with complete atrioventricular block.

Keywords Henoch-Schönlein purpura .
Acute rheumatic fever . Atrioventricular block

Abbreviations HSP: Henoch-Schönlein purpura .
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Introduction

Henoch-Schönlein purpura (HSP) is the most common
systemic vasculitis seen in children [1]. It occurs more
frequently between the ages of 3 and 15 and is more
common in boys than in girls. Many antigenic stimuli and
infections have been proposed as a trigger for HSP [16].
Cases of HSP with acute rheumatic fever (ARF) were
reported in the literature [8, 9, 13]. In this article we discuss

a case of HSP and acute rheumatic fever with complete
atrioventricular block.

Case report

A 9-year-old boy was admitted to the hospital with the
complaints of rash on his lower extremities, arthralgia, and
difficulty in walking. His history revealed that he had had
an upper respiratory tract infection 20 days earlier. He was
observed for 3 days in a local hospital. Upon physical
examination, he had arthritis in both ankles and purpuric
rash on the lower extremities. Cardiac examination
revealed grade 3/6 pansystolic murmur. His previous
medical history was normal. His father had hyperlipidemia
and had undergone a cardiac bypass operation 2 years ago.
On the basis of the clinical findings, acute rheumatic fever
and HSP were diagnosed and salicylate therapy was started
in the local hospital. Then the patient was referred to our
research hospital for cardiac evaluation.

Physical examination on admission: weight was 26 kg
(25–50 percentile), height was 131 cm (50–75 percentile),
blood pressure was 115/70 mmHg (75–90 percentile),
pulse rate was 52 bpm and rhythmic. He had a petechial
and purpuric rash on his lower extremities, especially at the
areas exposed to pressure. He had no arthritis and cardiac
auscultation showed grade 2/6 systolic murmur over the
mitral region. Eye examination was normal. Laboratory
examination showed a hemoglobin level of 13.2 g/dl,
leukocyte count of 9.5×109/l, and platelet count of
292×103/mm3; liver and renal functions were normal.
Antistreptolysin O titer was 1,220 IU/l, C-reactive protein
(CRP) was 0.67 mg/dl, rheumatoid factor was negative,
and erythrocyte sedimentation rate (ESR) was 69 mm/h.
Throat culture taken on admission revealed group A beta-
hemolytic streptococcus (GABHS). Urine examination
showed microscopic hematuria, and stool examination
was negative for occult blood. Immunological analyses
showed C3 99 mg/dl (normal: 77–195), C4 19.6 mg/dl
(normal: 7–40), IgG 1,380 mg/dl (normal: 608–1,572),
IgA 220 mg/dl (normal: 33–236), IgM 118 mg/dl
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(normal: 52–242); tests for antinuclear antibody, anti-
dsDNA, perinuclear antineutrophil cytoplasmic antibody
(p-ANCA), and cytoplasmic ANCA were negative.
Hepatitis B surface antigen (HBsAg) and hepatitis B
surface antibody (HBsAb) were also negative. Lyme
antibody IgM and IgG were negative. The light micro-
scopic examination of skin biopsy showed leukocyto-
clastic vasculitis. Immunofluorescent study for IgA was
not performed.

His pulse rate was between 82 and 93 bpm on admission
to the local hospital. At admission to our research hospital,
his pulse rate was 52 bpm; Mobitz type 2 atrioventricular
block and complete atrioventricular block were detected by
electrocardiography (Fig. 1). Holter monitoring during 24 h
revealed an atrial rate of 120/min and a ventricular rate of
minimum 38/min, maximum 75/min. Ventricular or supra-
ventricular tachycardia was not recorded during monitor-
ing. Diagnosis of complete atrioventricular block was
confirmed. Abdominal ultrasonography was normal.
Echocardiographic examination showed first-degree aortic
insufficiency and a mild degree of mitral insufficiency, left
ventricular ejection fractions (74%) and fractional short-
ening (43%) were within normal limits, and left ventricular
diameter was mildly enlarged. The patient had no signs and
symptoms of congestive heart failure. Salicylate therapy
was started at the dosage of 90 mg/kg as well as benzathine
penicillin prophylaxis. At the 3rd week of follow-up, acute
phase reactant levels regressed. Microscopic hematuria and
skin rash disappeared.

At the 3rd month of follow-up, left ventricular diameter
regressed to normal limits. Holter monitoring showed no
improvements in the rhythm, atrial rate was 110/min, and
ventricular rate was minimum 36/min, maximum 61/min.
Rare premature ventricular contractions were recorded.

Discussion

Henoch-Schönlein purpura is one of the most common
vasculitides of childhood. It is characterized by nonthrom-
bocytopenic purpura, arthritis and arthralgia, abdominal
pain and gastrointestinal hemorrhage, and renal involve-
ment [18]. Acute rheumatic fever is a multisystemic
disorder that mainly affects the heart, joints, and central
nervous system. Even though epidemiological studies do
not support the hypothesis that GABHS can cause HSP
[15], there are studies that show HSP is associated with
GABHS [4, 8, 9, 13, 14].

In 1947 Gardner et al. first reported two patients, 15 and
40 years old, who developed rheumatic fever 2 weeks after
HSP [9]. When HSP-associated acute rheumatic fever
cases were studied, it was reported that rheumatic
complications occurred 5 days to 12 weeks after the rash
of HSP [4]. Considering cardiac lesions seen in HSP,
myocarditis is more common than valvulitis [10, 14]. The
existence of valvulitis in our patient is in favor of acute
rheumatic fever. Typical purpuric rash and nonmigratory
arthritis of HSP occurred 10 days after the upper respira-
tory infection in our patient. Cardiac lesions were detected
at the same time. Arthritis seen in HSP is mild and
nonmigratory, recovers spontaneously, and is responsive to
anti-inflammatory therapy [5]. Our patient had nonmigra-
tory arthritis at the ankles during the first 2 days before
salicylate therapy was started. Even though nonmigratory
arthritis is not in the Jones criteria [16], early salicylate
therapy prevents progression of typical migratory arthritis.
Good response to salicylate therapy supports the diagnosis
of acute rheumatic fever. Due to existence of arthritis and
carditis associated with high acute phase reactants, ECG
abnormality, and positive throat culture for GABHS
infection, acute rheumatic fever was diagnosed according
to modified Jones criteria [16] and therapy with salicylates
was started.

HSP with dysrhythmia was not reported in the literature
before. On the other hand, some cases of permanent and
transient complete atrioventricular block, lasting from a
few days to a year, associated with acute rheumatic fever
were reported [2, 3, 6, 11, 12, 15, 17, 19]. The atrioven-
tricular complete block which developed in our patient was
thought to be related with rheumatic carditis. Before
bradycardia was first detected in the local hospital, his
pulse rate was between 82 and 93 bpm. His pulse rate
decreased to 36–65 bpm during the next 2 weeks. This
decrease was thought to be related with the inflammation of
the atrioventricular (AV) conduction system. At the 3rd
month of follow-up, he had a different degree of AV block;
Mobitz type 2 block was detected on ECG taken at rest and
complete AV block was detected on ECG taken after
exercise. This finding detected in our patient shows us that
vasculitis-related inflammation in the cardiac conduction
system can be variable. Even though we have no ECG
recorded during the healthy state of our patient, the
decrease in the recorded pulse rate over the course of the
illness proves that the heart block is more likely to be
acquired rather than congenital. At the end of 1 year of
follow-up, there was no indication for a permanent cardiac
pacemaker according to American Heart Association

Fig. 1 Complete atrioventricu-
lar block detected on ECG in the
patient
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guidelines [7]. As a result, HSP and acute rheumatic fever
are distinct disorders with different clinical findings which
can be rarely seen together like in our patient. GABHS may
play a role in the etiology of both of these disorders. This
case showed that HSP together with rheumatic carditis and
AV block could have developed during the time of
childhood.
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