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Table 3

Features suggestive of sacroiliitis1

•Chronic back pain
•Alternating buttock pain
•Hip pain
•Back stiffness, particularly in the
morning
•Back pain that improves with activity
•Back pain that is worsened by rest
•Raised inflammatory markers
•Tenderness over the sacroiliac joint
•Positive Flexion Abduction and
External Rotation (FABER) test
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also be seen in otherwise healthy
children, as well as in overuse injuries
and Osgood-Schlatter’s disease.12

PERIPHERAL ARTHRITIS
The presenting arthritis of JSpA is
typically peripheral, oligoarticular 
(< 5 joints), asymmetric, and involves 
the large joints of the lower extremities
(hips, knees, ankles). The patient might
report morning stiffness or joint pain
that improves with activity. 

Examination can reveal joint swelling,
pain on passive movement and a
restricted range of movement in the
affected joint. The paediatric Gait, Arms,
Legs, Spine (pGALS) is a useful
framework to guide examination. 

Tarsitis, inflammation of the midfoot, is
most commonly seen in the JSpA
disorders, while dactylitis, sausage-like
inflammation of the digits, is typical of
psoriatic arthritis.1,13

AXIAL ARTHRITIS
Unlike patients with adult
spondyloarthropathies, symptomatic
axial involvement (spine, sacroiliac
joints) is less common at disease onset,
but should be monitored for, as it can
evolve later. A retrospective study of 114
patients with JSpA demonstrated that
axial involvement increased from 35% of
patients at baseline to 63% by five years’
follow-up.14 The diagnosis of sacroiliitis in
children remains controversial, as it can
be clinically silent, but radiologically
evident, in up to 20% of JSpA patients.13

Typical clinical features that suggest
sacroiliitis are outlined in table 3, above,
and can include alternating buttock
pain, or chronic back pain and stiffness.
Left untreated, sacroiliitis may progress
to spondylitis, inflammation of the
vertebral bones, or ankylosis (fusion).15

Early aggressive intervention in
children with active sacroiliitis is
recommended as per the American
College of Rheumatology guidelines.16

EXTRA-ARTICULAR
MANIFESTATIONS
GPs should have a high index of
suspicion in JSpA patients with a painful
red eye, as acute anterior uveitis can
occur in up to 25% of children with
JSpA. The uveitis of JSpA is typically
acute in onset, unilateral, with associated
pain, conjunctival injection and
photophobia.3 This is in contrast to other
forms of JIA, which are associated with
chronic uveitis that may be
asymptomatic until loss of vision occurs. 

Large cohort studies in adult
populations have found that 40-50% of
patients presenting with idiopathic

acute anterior uveitis have an
underlying spondyloarthritis.17,18

Patients presenting with uveitis
should be urgently referred for
specialist ophthalmology review.19

JSpA is found in approximately 10%
of children with IBD, more often in
Crohn's disease than ulcerative colitis. 

Arthritis most commonly follows the
onset of enteropathy. Features of gut
inflammation, such as abdominal pain,
diarrhoea, bloody stools and poor
growth, are therefore pertinent.20

Skin manifestations are most
commonly seen with psoriatic arthritis,
including the typical scaling plaques on
the hairline, behind the ears, on the
elbows and knees. Other changes of
psoriasis include nail pitting and
onycholysis. 

Uncommonly, aortic insufficiency,
myocarditis, endocarditis and
pericarditis can occur in JSpA patients,
often with spontaneous resolution.20

INVESTIGATIONS
Although no single test can diagnose
JSpA, certain blood tests and 
imaging may provide important clues.
Initial assessment of any childhood
arthropathy should include a full 
blood count with differentials and
inflammatory markers (CRP and ESR),
which will be normal in most cases 
of JSpA or may reflect a mild
inflammatory response and anaemia
relating to chronic disease. 

RF and ANA are characteristically
negative. Children with JSpA should be
tested for HLA-B27. A faecal
calprotectin test may be considered if
there are symptoms of gut
inflammation, and levels are typically
higher in JSpA (ERA) than other forms
of JIA.8

various imaging modalities can be
considered. Plain radiographs of the
joint in question may assist in excluding
malignancy or trauma. Radiographs
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Juvenile spondyloarthropathies (JSpA) are a 
heterogeneous group of inflammatory disorders that
present in children under the age of 16 years. Unlike other
arthritides, they are not defined by the presence of
rheumatoid factor (RF) or antinuclear antibody (ANA),
but are associated with the presence of HLA-B27 in up to
50% of JSpA patients, signalling a role in the pathogenesis
of JSpA. As the symptoms of JSpA differ from those of
adult spondyloarthropathy, diagnosis can be challenging.
Up to 18% of cases of ankylosing spondylitis can begin in
adolescence, but there is a mean interval from symptom
onset to formal diagnosis of eight years. 

JSpA is an umbrella term encompassing enthesitis-
related arthritis (ERA), juvenile onset ankylosing spondylitis
(JoAS), juvenile psoriatic arthritis (JPsA), IBD-related
arthritis and reactive arthritis. Initial assessment of any
childhood arthropathy should include a full blood count
with differentials and inflammatory markers (CRP and
ESR), which will be normal in most cases of JSpA or may
reflect a mild inflammatory response and anaemia relating
to chronic disease. RF and ANA are characteristically
negative. Children with JSpA should be tested for 
HLA-B27. A faecal calprotectin test may be considered if
there are symptoms of gut inflammation.

Children with suspected JSpA should be referred via
their GP to a tertiary paediatric rheumatology centre for
specialist multidisciplinary input from a team including
paediatric rheumatologists, paediatric ophthalmologists,
specialist nurses, physiotherapists, occupational therapists
and psychologists. The goals of therapy include preventing
joint damage and achieving remission. Uveitis should be
urgently referred for specialist ophthalmology review.

NSAIDs are a first-line therapy that can provide both 
anti-inflammatory and analgesic effect and may be
initiated by GPs in children with clinical arthritis or
enthesitis, while awaiting formal specialist review. NSAID
monotherapy should be ceased after two months if it does
not induce disease remission. Naproxen is generally the
preferred NSAID. Toxicity monitoring includes full blood
count, creatinine, liver function and urinalysis. TNF inhibitors,
such as adalimumab, infliximab and etanercept, have
demonstrated efficacy in arthritis, enthesitis, and the
symptomatic treatment of axial disease in JSpA.

All children with JSpA should maintain active follow-up 
with both their GP and a paediatric rheumatology service.
The GP plays a key role in facilitating medication toxicity
monitoring, as well as communicating with the specialist
team if the patient experiences a flare. Monitoring of
disease activity in JSpA may be undertaken using the
JSpA disease activity score. Regular blood tests are
required to monitor medication toxicity, but generally will
not indicate disease flare or quiescence. Families of
children with JSpA should be educated regarding the
warning signs for uveitis to ensure they seek prompt review. 


