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resolve within 6 weeks but sometimes may take up to 6 months).

SKIN MANIFESTATIONS
The classic rash of ARF is erythema marginatum (Chap. 24), which
begins as pink macules that clear centrally, leaving a serpiginous,
spreading edge. The rash is evanescent, appearing and disappearing
before the examiner’s eyes. It occurs usually on the trunk, sometimes
on the limbs, but almost never on the face.
Subcutaneous nodules occur as painless, small (0.5–2 cm), mobile
lumps beneath the skin overlying bony prominences, particularly of
the hands, feet, elbows, occiput, and occasionally the vertebrae. They
are a delayed manifestation, appearing 2–3 weeks after the onset of
disease, last for just a few days up to 3 weeks, and are commonly associated with carditis.

Diagnostic Categories
Primary episode of rheumatic fevera
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Criteria
Two major or one major and two
minor manifestations plus evidence
of preceding group A streptococcal
infection
Recurrent attack of rheumatic fever in Two major or one major and two
a patient without established rheuminor manifestations plus evidence
matic heart disease
of preceding group A streptococcal
infection
Recurrent attack of rheumatic fever in Two minor manifestations plus evia patient with established rheumatic dence of preceding group A streptoheart diseaseb
coccal infectionc
Rheumatic chorea
Other major manifestations or
evidence of group A streptococcal
Insidious onset rheumatic carditisb
infection not required
Chronic valve lesions of rheumatic
Do not require any other criteria to
heart disease (patients presenting for be diagnosed as having rheumatic
the first time with pure mitral steno- heart disease
sis or mixed mitral valve disease and/
or aortic valve disease)d
Major manifestations
Carditis
Polyarthritis
Chorea
Erythema marginatum
Subcutaneous nodules
Minor manifestations
Clinical: fever, polyarthralgia
Laboratory: elevated erythrocyte sedimentation rate or leukocyte counte
Electrocardiogram: prolonged P-R
interval
Supporting evidence of a preceding Elevated or rising anti-streptolysin
streptococcal infection within the last O or other streptococcal antibody, or
45 days
A positive throat culture, or
Rapid antigen test for group A streptococcus, or
Recent scarlet fevere

OTHER FEATURES
Fever occurs in most cases of ARF, although rarely in cases of pure
chorea. Although high-grade fever (≥39°C) is the rule, lower grade
temperature elevations are not uncommon. Elevated acute-phase reactants are also present in most cases.
EVIDENCE OF A PRECEDING GROUP A STREPTOCOCCAL INFECTION
With the exception of chorea and low-grade carditis, both of which
may become manifest many months later, evidence of a preceding
group A streptococcal infection is essential in making the diagnosis of
ARF. Because most cases do not have a positive throat swab culture or
rapid antigen test, serologic evidence is usually needed. The most common serologic tests are the anti-streptolysin O (ASO) and anti-DNase B
(ADB) titers. Where possible, age-specific reference ranges should be
determined in a local population of healthy people without a recent
group A streptococcal infection.
CONFIRMING THE DIAGNOSIS
Because there is no definitive test, the diagnosis of ARF relies on the
presence of a combination of typical clinical features together with
evidence of the precipitating group A streptococcal infection, and the
exclusion of other diagnoses. This uncertainty led Dr. T. Duckett Jones
in 1944 to develop a set of criteria (subsequently known as the Jones
criteria) to aid in the diagnosis. At the time of writing, the Jones criteria
were undergoing revision but had not yet been released. The existing
diagnostic guideline is a World Health Organization update of the
1992 Jones Criteria (Table 381-2), though it should be noted that other
guidelines, including those from Australia and New Zealand, suggest
more sensitive criteria for making the diagnosis in patients from settings or populations at high risk of ARF.
TREATMENT	

Acute Rheumatic Fever

Patients with possible ARF should be followed closely to ensure
that the diagnosis is confirmed, treatment of heart failure and other
symptoms is undertaken, and preventive measures including commencement of secondary prophylaxis, inclusion on an ARF registry,
and health education are commenced. Echocardiography should be
performed on all possible cases to aid in making the diagnosis and
to determine the severity at baseline of any carditis. Other tests that
should be performed are listed in Table 381-3.
There is no treatment for ARF that has been proven to alter the
likelihood of developing, or the severity of, RHD. With the exception
of treatment of heart failure, which may be life-saving in cases of
severe carditis, the treatment of ARF is symptomatic.
ANTIBIOTICS
All patients with ARF should receive antibiotics sufficient to treat the
precipitating group A streptococcal infection (Chap. 173). Penicillin
is the drug of choice and can be given orally (as phenoxymethyl
penicillin, 500 mg [250 mg for children ≤27 kg] PO twice daily, or
amoxicillin, 50 mg/kg [maximum, 1 g] daily, for 10 days) or as a
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Patients may present with polyarthritis (or with only polyarthralgia or monoarthritis) and
with several (three or more) other minor manifestations, together with evidence of recent
group A streptococcal infection. Some of these cases may later turn out to be rheumatic
fever. It is prudent to consider them as cases of “probable rheumatic fever” (once other
diagnoses are excluded) and advise regular secondary prophylaxis. Such patients require
close follow-up and regular examination of the heart. This cautious approach is particularly suitable for patients in vulnerable age groups in high-incidence settings. bInfective
endocarditis should be excluded. cSome patients with recurrent attacks may not fulfill
these criteria. dCongenital heart disease should be excluded. e1992 Revised Jones criteria
do not include elevated leukocyte count as a laboratory minor manifestation (but do
include elevated C-reactive protein), and do not include recent scarlet fever as supporting
evidence of a recent streptococcal infection.

a

Source: Reprinted with permission from WHO Expert Consultation on Rheumatic Fever
and Rheumatic Heart Disease (2001: Geneva, Switzerland): Rheumatic Fever and Rheumatic
Heart Disease: Report of a WHO Expert Consultation (WHO Tech Rep Ser, 923). Geneva, World
Health Organization, 2004.

single dose of 1.2 million units (600,000 units for children ≤27 kg) IM
benzathine penicillin G.
SALICYLATES AND NSAIDS
These may be used for the treatment of arthritis, arthralgia, and
fever, once the diagnosis is confirmed. They are of no proven value
in the treatment of carditis or chorea. Aspirin is the drug of choice,
delivered at a dose of 50–60 mg/kg per day, up to a maximum of
80–100 mg/kg per day (4–8 g/d in adults) in four to five divided
doses. At higher doses, the patient should be monitored for symptoms of salicylate toxicity such as nausea, vomiting, or tinnitus;
if symptoms appear, lower doses should be used. When the acute
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