THINGS
YOU NEED
TO KNOW:
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WORLD IMPORTANCE

•

Acute rheumatic fever (ARF) remains the most
common cause of acquired heart disease in children
around the world

•

ARF incidence is a sensitive marker of childhood
disadvantage

•

Rheumatic heart disease (RHD) has been controlled
in almost all high-income settings through improved
living conditions, reduced overcrowding, access to
health care and antibiotics
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FAST FACTS
6

LOCAL INCIDENCE

•

3

Rates of ARF and RHD in remote Indigenous
communities of Northern and Central Australia,
Pacific Islanders and Maori are among the highest
reported in the world

•

ARF tends to run in families and is more common
in females

•

Incidence of ARF peaks in the 5 to 14 year age group

•

ARF is a notifiable condition in QLD, NT, SA, WA
and NSW

•

RHD is a notifiable condition in WA and SA. In NSW, it
is a notifiable condition in people under the age of 35
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PATHOGENESIS

•

ARF is an illness caused by a reaction to a bacterial
Group A streptococcus infection (GAS)

•

Not everyone is susceptible to ARF, and not all
GAS strains are capable of causing ARF in a
susceptible person

•

The role of preceding GAS pharyngitis is undisputed
but the role of preceding skin infection is less certain
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CLINICAL

•

Key clinical features are: fever, acute joint pain and
carditis

•

Common features of carditis include ECG changes
and mitral regurgitation

•

Sydenham’s chorea is a separate and delayed
movement and mood disorder. Episodes last about 3
months, sometimes longer

•
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Presentation with subcutaneous nodules and
erythema marginatum is rare, but highly specific,
and a distinctive feature of ARF

DIAGNOSIS

•

ARF is a clinical diagnosis based on symptoms and
pathology; there are no definitive diagnostic tests

•

The ‘Jones Criteria’, which have been modified
to increase the sensitivity for ARF diagnosis in
Australia’s unique high-risk population, are used to
guide diagnosis

•

Suspect ARF in any child with fever and joint pain,
look for other signs of ARF (e.g. murmur), do relevant
investigations (ECG and blood tests) and always
discuss with experienced colleagues

•

Positive streptococcal serology may be found in
children in high-risk settings in the absence of ARF,
hence while a positive result is needed for a definite
diagnosis, this is not a ‘rule-in’ test
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TREATMENT

•

Joint pain and fever usually settle within 24 hours
with oral aspirin – this is a diagnostic pointer

•

Penicillin is prescribed to clear the inciting GAS infection

•

Corticosteroids are sometimes given for acute
severe carditis

•

Sydenham’s chorea usually resolves without
treatment – sodium valproate is the drug of choice
when symptoms are severe

•

It is crucial that regular, long-term secondary
prophylaxis (Benzathine Penicillin G) is
commenced immediately then continued

•

Education for patient and families to highlight the
importance of long-term adherence and regular review

RECURRENCE

•

ARF tends to recur with subsequent GAS infections

•

Recurrent ARF leads to cumulative heart valve scarring
(RHD) – especially the mitral and aortic valves

•

Disease progression results in valve regurgitation,
stenosis or both – possibly leading to heart failure,
strokes, infective endocarditis, disability and early death

•

Echocardiographic screening of high-risk children shows
that most early asymptomatic RHD goes undetected

PRIMARY PREVENTION

•

Treatment of streptococcal pharyngitis with penicillin is
a critically important way to prevent ARF

•

It has been difficult to sustain healthy skin programs
in many remote communities and a vaccine for GAS is
many years away

SECONDARY PREVENTION & RHD
CONTROL PROGRAMS

•

Register-based programs helping to improve regular
Benzathine Penicillin G (BPG) prophylaxis (given every
21-28 days) reduce the incidence of recurrent ARF

•

The Australian guideline recommends regular clinical
follow-up and echocardiograms – prioritised according
to a disease severity scale. The guideline also covers
routine vaccination, dental care and endocarditis
prophylaxis

•

Delivery of secondary ARF prophylaxis in remote primary
care settings can be extremely challenging

PRIMORDIAL PREVENTION

•

Ultimately, primordial prevention (adequate housing,
education, employment and access to health services)
is likely to be the best solution to prevent ARF and RHD

The Australia guideline for prevention, diagnosis and management of
acute rheumatic fever and rheumatic heart disease (2nd edition) and
quick reference guides are available through the RHDAustralia website:
www.rhdaustralia.org.au
facebook.com/RHDAustralia		

twitter.com/RHDAustralia

