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Childhood onset SLE (cSLE)

Treatment Considerations

• Epidemiology of cSLE.

• Is cSLE different from adult onset SLE?

• Current international treatment guidelines.

• General treatment considerations in the child or 

teen with SLE.



8 year old girl with edema

• Previously well Chinese- Canadian child, admitted to 

hospital with fever, irritability, and acute onset of edema.

• In ER:  febrile, ‘flushed’,  BP 140/90

– Decreased breath sounds at bases

– Pitting edema lower extremity

• Labs and investigations:

– WBC 1.5;  Hgb 90;  platelet count 100,000

– BUN and creatinine 4x normal values

– ANA 1:1280;  antidsDNA highly elevated; + anti SSA, SM

– CXR: pleural effusions 

• Diagnosis:  SLE 



Epidemiology of  cSLE

• 10-20% of patients with SLE develop disease 

before age 16.

• Median age onset 12-14 yrs.

– Rare before age 5 yrs: consider monogenic disease.

• More males (~ 20%).

– Adults:  F:M 10:1

– Pediatrics:  F:M 5:1

• More common in non-Caucasian children.

– African-American; Hispanic; Asian; East Asian



What about cSLE in Africa? 

• Literature is sparse.

• “SLE is rare in Africa”

• Under-recognized

• Under-diagnosed

• Less than optimal access to care

• Lewandowski LB, Schanberg LE, Thielman N, Phuti A, Kalla AA, 
Okpechi I, Nourse P, Gajjar P, Galler G, Ambaram P, Reuter H, 
Spittal G, Scott C.  Severe disease presentation and poor outcomes 
among pediatric SLE patients in South Africa.  2017.  Lupus.

• Reviewed cSLE patients from Red Cross War Memorial Hospital 
and one private practice 



Epidemiology of  cSLE: South Africa

Lewandowski LB, Schanberg LE, Thielman N, et al.  Lupus 2017



SLE in South African children is more 

severe



Is childhood onset SLE the same as adult 

onset SLE?  

• More severe disease at onset.

• Higher % of serious organ system disease.

– Renal

– Neurologic

– Hematologic

• More rapid accumulation of disease damage.



Our challenge in treating cSLE

Hope for early diagnosis.

Treat aggressively to gain disease control.

Limit organ damage.

Be mindful of treatment morbidities.

Help our patients learn how to care for 

themselves.





The SHARE initiative: European 

recommendations for cSLE: diagnosis, 

treatment and lupus nephritis

• 9 monitoring/management considerations

• 5 general treatment recommendations

• 20 treatment recommendations for LN

• 3 treatment recommendations for neuropsychiatric lupus

• Groot N, de Graeff N, Avcin T et al.  Ann Rheum Dis 2017;76:1788-1796.

• Groot N, de Graeff N, Marks SD, et al.  Ann Rheum Dis 2017;76:1965-1973.



SHARE recommendations:  

General management cSLE



SHARE recommendations: Medications 



CARRA Consensus Treatment Plans for Proliferative 

Lupus Nephritis



Medications we are commonly using in 

cSLE

• Hydroxychloroquine

• Glucocorticoids

• Immunosuppressive agents



Anti-Malarial: Hydroxychloroqine

• SHARE:  All children with lupus should be on 
hydroxychloroquine routinely. 

• South African registry:  75% (CARRA 87%)

• Higher remission rate.

• Adjunctive therapy to minimize flare.

• Less damage accrual.

• Beneficial effects on platelets- decrease thrombosis and 
atherosclerosis risk.

• Daily dose 5-7 mg/kg 
– May need adjusting with renal disease.

Lewandowski LB, Schanberg LE, et al.  Severe disease presentation and poor 
outcomes among pediatric SLE patients in South Africa.  2017.  Lupus. 



Glucocorticoids

• There is no single recommended dose schedule 

for cSLE patients.

– CARRA Consensus plans are a reasonable starting 

point.

• High dose IV pulse treatment reduces IFN 

signature in active SLE.

• Active disease (at diagnosis or flare): high dose 

(1-2 mg/kg/day, divided doses) 

• Taper to lowest possible dose, with disease 

control maintained.  



Immunosuppressive medications in 

cSLE: When to add?

• SHARE: When it is not possible to taper the 
prednisone dose, a DMARD should be added 
to the therapy.

• Our clinical practice:

– Add DMARD immediately if patient has organ 
system disease.

– Consider DMARD EARLIER….faster disease control 
and less steroid burden.  



Immunosuppressive medications in 

cSLE: What to add?

• DMARDS:
– Azathioprine

– Mycophenolate mofetil

– Cyclophosphamide

– Methotrexate

• Biologics:
– Rituximab

– Belimumab

• Decision will based on current disease severity and 
manifestations.



CARRA CTP for Proliferative Lupus Nephritis



Biologic therapy in cSLE

• Anti-CD20 monoclonal antibody- Rituximab

• Systematic review (2012-2016)
– Improved disease activity

– Significant steroid sparing

– Significant improvement for patients with primarily hematologic 
manifestations.

– Peterknecht E, Keasey MP, Beresford MW.  The effectiveness and 
safety of biogical therapeutics in juvenile-onset systemic lupus 
erythematosus.  2018.  Lupus.  



Important considerations for treating 

children and teens with lupus

• Regular disease evaluation and monitoring.

– Disease activity, lab testing

– Control hypertension and proteinuria

– Renal disease can develop LATER in disease course

• Immunizations may need to be modified.

• Bone health assessment.

– DEXA around diagnosis and every 1-2 yrs.

• Sun protection.

• Screen for mental health issues.  



Important additional treatment 

considerations in children and teens 

with lupus

• Growth

• Understanding developmental stages

• Morbidities may have long term impact

• Education/vocation

• Preparing for transition to adult health care



• Heshin-Bekenstein et al. Pediatric Rheumatology (2018) 16:30 

Comparing patients
with cSLE vs aSLE:
Mean difference 
between final height 
and parental target
height 

GROWTH in childhood
onset SLE



Caring for children and teens with SLE

Ages and Stages

5 yr old with fever, rash, severe nephritis, 
abnormal serology

• Parents making all medical decisions.

• Fluid and calorie restrictions difficult 
in young children.

• Interference with standard 
immunization guidelines.  

• Promote general healthy living 
approach.  

15 yr old with arthritis, myalgia, vasculitis rash, 
hematologic and liver test abnormalities. 

• Teen needs to be involved in making 
medical decisions with parents.

• Lifestyle issues should be discussed 
early: smoking/alcohol/drugs/sexual 
activity/ diet/exercise.

• School attendance and participation 
important. 

• Start to encourage medical 
independence early.  



Morbidities in cSLE:  

Cardiovascular disease

• Early CV disease is a serious risk for adults with lupus.

– 16 fold increased risk death from CHD in lupus patients age 

20-39

– 50 fold increased risk MI in premenopausal women with lupus

• Contributing factors:

– Active lupus

– Disease activity

– Medications

– Traditional cardiac risk factors: obesity, hypertension, diabetes, 

smoking, hypercholesterolemia, family history

• But in children?     



The APPLE trial: Atherosclerosis Prevention in 

Pediatric Lupus Erythematosus

• Double blind RCT;  2003-2206; 21 centres

• 221 children and teens age 10-21 with SLE randomized to 
atorvastin or placebo.

• Primary outcome:  mean common carotid intima-media 
thickening.

• Patients with atorvastatin had lower cholesterol, LDL.

• CIMT lower but not significantly different.

• Conclusion:  Routine statin not recommended for cSLE 
patients.

• ??? Will benefits only be evident much later

Use of atorvastatin in systemic lupus erythematosus in children and adolescents.  Schanberg LE, Sandborg C, Barnhart 
HX. et al.  2012.  Arthritis Rheum 64(1).  



Planning for the future

• Education and vocation.

• Managing fatigue and/or mental health issues.

• Getting ready to move to adult health care.  

• The future…completing education, finding steady 
work, living independently, peer and intimate 
relationships, having a family.



Lupus in children- conclusions

• Is often more severe.

• Same drugs….different doses and combinations.

• Careful regular monitoring and patient 

engagement is key.

• Attention to specific pediatric health issues is 

important for best outcomes.



Thank you!


