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and transition to adult services usually
occurs between 16 and 18 years of age.
Planned and coordinated transition is
vital for ensuring continuity of care.52,53

CONCLUSION
The long-term outlook for patients with
JIA has markedly improved over recent
decades. Severe morbidity and
mortality were not uncommon prior to
the introduction of contemporary
treatments.54 Therapeutic advances
have drastically changed the lives of
patients with this condition.42 Most
patients will achieve clinically inactive
disease and many, particularly those
with oligoarticular disease, will attain
long-term remission off medications.55

Despite these advances, substantial
long-term effects in terms of reduced
quality of life, physical function, mental
health, growth and development are
frequently reported.56-59 Sequelae from
chronic ocular inflammation remain a
major source of morbidity.60
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local guidelines. The most frequent
cause of avoidable morbidity is missed
or inadequate examinations in the first
year of disease. Each patient should
have a formal ophthalmic assessment
within six weeks of initial diagnosis or
urgently if any eye signs or symptoms
are present.44

Systemic therapies for JIA often
concurrently treat uveitis. However,
some patients require treatment
escalation specifically for their eye
disease.45,46 Treatment options include
local corticosteroids, methotrexate and
biologics.47, 48,49

Vaccination and infections
Non-live vaccinations should be given to
all patients with JIA according to local
guidelines although it is worth noting
that immunogenicity may be impaired if
vaccines are given while the patient is on
immunosuppressive treatment.50 Live
vaccines should generally be withheld
while on high-dose therapy, see table 4,
above, but can be considered on a case
by case basis weighing the risk of
infection against the hypothetical risk of
inducing infections by vaccination. 

Annual influenza vaccination should
be considered in all patients. If not
already immune, children should ideally
be vaccinated against varicella before
starting systemic immunosuppressive
treatment. Patients on systemic
immunosuppressive therapy are at risk
of severe infection and symptoms may
be masked by treatments. Any sign of
infection should prompt urgent medical
review and early initiation of treatment if
needed. Varicella contact or disease in
children on systemic immunosuppressive
therapy should prompt consideration of
treatment with zoster immunoglobulin
or anti-viral agents.51

Transition
Most patients with JIA will need
rheumatology follow-up into adulthood

Table 4

Vaccinations in patients with juvenile idiopathic arthritis 

Non-live vaccines should be given to all patients according to local guidelines

Live attenuated vaccines (including measles, mumps, rubella, BCG, varicella
zoster, yellow fever, oral poliovirus, rotavirus) should generally be withheld for 
all patients on high-dose immunosuppressive therapy such as:
•Glucocorticoids (prednisolone equivalent ≥ 2 mg/kg or ≥ 20 mg/day) 
for ≥ 2 weeks or intravenous pulse steroid therapy
•Methotrexate > 15 mg/m2/week
•Sulfasalazine > 40 mg/kg/day or 2 g/day
• Leflunomide > 0.5 mg/kg/day
•Biologic DMARDs at any dose
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Juvenile idiopathic arthritis (JIA) affects approximately
1-4 per 1,000 children under the age of 16. Girls are more
commonly affected than boys. It is a heterogeneous
condition, even within JIA categories, ranging from
insidious arthritis affecting one to two joints to florid and
life-threatening systemic arthritis.

Oligoarticular disease predominantly affects preschool
children who are generally otherwise well and remain
active despite their arthritis. It typically presents with
gradual onset arthritis of the large joints. Polyarticular
disease may present with systemic symptoms, such as
lethargy, malaise and even low-grade fever, and tends 
to affect multiple large and small joints symmetrically.
Systemic onset JIA on the other hand can cause
prolonged fever accompanied by a macular rash. 
Arthritis may be a relatively late clinical finding. 
Evidence of immune activation may be seen. A small
percentage of patients with systemic onset JIA will
experience macrophage activation syndrome. This
severe, uncontrolled immune response is a medical
emergency with significant mortality rates.

Uveitis affects up to 20% of patients with JIA. It is 
usually asymptomatic in the early stages and may precede
the onset of arthritis. It can be sight threatening if not
detected and treated. Some clinical signs such as cataracts,
keratic precipitates, and irregular pupils secondary to
synechiae can be observed by direct ophthalmoscopy.
Patients should have an ophthalmic assessment within 
six weeks of initial diagnosis or urgently if any eye signs 
or symptoms are present. 

All patients with suspected JIA should be referred 
urgently to a specialist paediatric rheumatology team. 
Coordinated, multidisciplinary care within a specialist team
is required to achieve optimal outcomes. Most patients with
JIA will need rheumatology follow-up into adulthood and
transition to adult services usually occurs between 16 and 18
years of age. Planned and coordinated transition is vital for
ensuring continuity of care. 

Early, aggressive therapy increases the likelihood of a 
response to first-line treatments and of achieving drug-free
remission later in life. NSAIDs are used first line for
symptomatic treatment. Systemic steroids are used to
induce remission and maintain disease control in some
patients. Systemic disease modifying medications (e.g.
methotrexate, leflunomide, sulfasalazine and cyclosporine)
will be required in some cases. Biologic medications are
generally reserved as second-line therapy should
conventional DMARDs fail. Patients on systemic
immunosuppressive therapy are at risk of severe infection.
Symptoms may be masked by treatments. Any sign of
infection should prompt urgent medical review and early
initiation of treatment if needed.


