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RF negative polyarticular JIA is usually
less symmetrical. 

Enthesitis (tenderness at the insertion
of a tendon, ligament, joint capsule or
fascia to bone) and axial arthritis
(including sacroiliac joints) are common
in children with psoriatic and enthesitis-
related JIA. 

Systemic onset JIA is genetically and
physiologically distinct from other JIA
subtypes.5,6 Prolonged fever is a hallmark
of the disease and classically follows a
quotidian pattern (fever rising to > 39°C
once a day and returning to < 37°C
between peaks). The fevers are almost
always accompanied by a characteristic
rash that commonly affects the trunk
and proximal extremities. The rash is
usually characterised by discrete
erythematous macules that disappear
within hours of appearing. Arthritis may
be a relatively late clinical finding. 

Evidence of immune activation,
including lymphadenopathy and
hepatosplenomegaly, is often seen. 
Macrophage activation syndrome
(MAS) is a severe and life-threatening
complication that can affect a small
percentage of patients with systemic
onset JIA.7 MAS is an uncontrolled and
dysfunctional immune response
characterised by persistent fever,
pancytopaenia, coagulopathy and
hyperferritinaemia.8 Any suspicion of this
condition, which is a medical emergency
with significant mortality rates, should
prompt immediate hospital referral for
further assessment. 

The paediatric Gait, Arms, Legs, Spine
(pGALS) examination is a helpful
framework for examining children and
adolescents with possible or established
arthritis.9 Joints including the cervical
spine, temporomandibular joints, hips and

subtalar joints must not be overlooked.
Uveitis affects as many as 20% of

patients with JIA and is usually
asymptomatic in the early stages. 
In some cases, it can precede the onset
of arthritis. It is sight threatening if not
detected and treated. Some clinical
signs including cataracts, keratic
precipitates and irregular pupils
secondary to synechiae can be
observed by direct ophthalmoscopy
(see figure 2, opposite). 

Differential diagnoses
Musculoskeletal complaints are one of
the most common reasons that children
and adolescents seek medical attention.
There is a vast range of causes that
range from benign to life threatening.
Non-inflammatory causes of joint pain,
including growing pains, are much more
common than inflammatory rheumatic

Table 1

International League of Associations for Rheumatology (ILAR) Classification of JIA4

Arthritis type
Systemic onset

Oligoarticular

Polyarticular

Psoriatic

Enthesitis related

Undifferentiated

Persistent

Extended

RF negative

RF positive

Definition
Arthritis in 1 or more joints with, or preceded by, fever of at least 2 weeks’ duration
that is documented as daily for at least 3 days and accompanied by one or more
of the following:
•Evanescent (non-fixed) erythematous rash
•Generalised lymph node enlargement
•Hepatomegaly and/or splenomegaly
•Serositis

Arthritis affecting 1-4 joints during the first 6 months of the disease and affecting
not more than 4 joints throughout the disease course

Arthritis affecting 1-4 joints during the first 6 months of the disease and affecting a
total of more than 4 joints after the first 6 months of disease

Arthritis affecting 5 or more joints during the first 6 months of the disease; a test
for RF is negative

Arthritis affecting 5 or more joints during the first 6 months of the disease; 2 or
more tests for RF at least 3 months apart during the first 6 months of disease are
positive

Arthritis and psoriasis, or arthritis with at least 2 of the following:
•Dactylitis
•Nail pitting or onycholysis
•Psoriasis in a first-degree relative

Arthritis and enthesitis, or arthritis with at least 2 of the following:
•The presence, or a history, of sacroiliac joint tenderness and/or inflammatory
lumbosacral back pain
•The presence of HLA-B27 antigen
•Onset of arthritis in a male over 6 years of age
•Acute (symptomatic) anterior uveitis
•History of ankylosing spondylitis, enthesitis related arthritis, sacroiliitis with
inflammatory bowel disease, Reiter’s syndrome, or acute anterior uveitis in 
a first-degree relative

Arthritis that fulfils criteria in no category or in 2 or more of the above categories


