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Objectives 

• Definition 

• Classification of spondyloarthritides 

• Epidemiology of juvenile spondyloarthritis and psoriatic 

arthritis  

• Clinical manifestations and course 

• Imaging and labs 

• Treatment 
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The name… 

• Spondyloarthropathy 

• Spondyloarthritis 

• Spondyloarthritides 

• Seronegative enthesopathy and arthropathy syndrome  

• Pelvispondylopathy 
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Definition 

Group of pediatric rheumatic diseases characterized by 

enthesitis and arthritis involving in most cases, the lower 

extremities in the initial years, and, in a variable proportion 

of cases, the sacroiliac and spinal joints some years later.  

Burgos-Vargas R. Rheum Dis Clin North Am. 2002  
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Types of Spondyloarthritides 

Juvenile Spondyloarthritis 

Ankylosing 

Spondylitis 

Psoriatic

Arthritis 

IBD 

arthritis 

Reactive 

Arthritis 

Undifferentiated 

Arthritis 
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Lumpers vs. Splitters 
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Lumpers vs. Splitters 
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Who has SpA? 

• Depends on who you ask: 

• NY criteria for ankylosing spondylitis 

• Modified NY criteria for ankylosing spondylitis 

• European Spondyloarthropathy Study Group (ESSG) criteria  

• Modified ESSG criteria 

• Amor criteria 

• ILAR JIA enthesitis-related arthritis or psoriatic arthritis criteria 

• Garmisch–Partenkirchen criteria  

• SEA syndrome criteria 

• Atypical SpA in children criteria 

• Vancouver juvenile psoriatic arthritis criteria 
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Classification Warfare 

Much of rheumatology remains mired in the 19th century 

when it comes to classifying autoimmune and inflamma 

tory disorders….we revisit classification criteria every few 

years to determine whether they can be improved, but are 

these revisions necessary and useful? 

    

    Robert P. Sundel 

 

Sundel RP. Nat Rev Rheumatol. 2012 
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Inflammatory back pain (ASAS 2009 definition) 

• Age at onset <40 years 

• Insidious onset 

• Improvement with exercise 

• No improvement with rest 

• Pain at night (with improvement on rising)  
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Modified NY criteria for Ankylosing Spondylitis 

The proportion of children and adolescents that fulfill these criteria before they 
reach the age 17 years is probably <15%.  
 

Burgos-Vargas R. Pediatr Rheumatol. 2012  
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ASAS classification criteria for axial spondyloarthritis 
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ASAS classification criteria for peripheral spondyloarthritis 
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ESSG classification criteria 
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Enthesitis-related arthritis (ILAR)  

• Arthritis and enthesitis 

 

• Arthritis or enthesitis and at least 2 of the following:  

• Sacroiliac joint tenderness and/or inflammatory spinal pain 

• Family history of HLA-B27-associated disease in a 1st degree 

relative  

• Acute anterior uveitis 

• Onset of arthritis in a boy ≥6 years  

 

• ERA exclusions: psoriasis in patient or 1st degree relative; 

IgM RF; systemic arthritis; arthritis fulfilling two JIA 

categories  

 

PReS Latin America Basic Pediatric Rheumatology Course  - Sao Paulo, Brazil PReS Latin America Basic Pediatric Rheumatology Course  - Sao Paulo, Brazil 



DIPLOMADO ACTUALIZACIONES EN REUMATOLOGÍA 
Pontificia Universidad Católica de Chile – Facultad de Medicina - UCvirtual 

Genetics of Spondyloarthritis 

• 60-80% of children with spondyloarthritis have HLA B27.  

 

• 5% of the HLA B27-positive population develop AS. 

 

• 20% of HLA B27-positive relatives of patients with 

spondyloarthritis develop disease 

 

• Variations in other genes such as ERAP1 y IL23R are 

associated with AS.  
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A brief look into pathogenesis 
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Epidemiology of juvenile spondyloarthritis 

 

• Its a different animal than adult AS. 

 

• ERA+PsA = 10-20% of JIA 

 

• 10-20% of adult patients with spondyloarthritis begin with 

symptoms before age 16. 
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JIA subtypes 

Petty RE, et al. J Rheumatol 2004; 31:390–392. 

 Ravelli A & Martini A. Lancet 2007; 369:767–778. 

JIA 

Oligoarticular 

27–56% 

Poliarticular 

18–30% 

Systemic 

4–17% 

Psoriatic 

2–11% 

ERA 

3–11% 

Unidifferentiated 

10% 

Persistent 

25–35% 

Extended 

15–20% 

RF (+) 

2–7% 

RF (–) 

11–28% 
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JIA in Chilean cohort 
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Clinical Characteristics 

• Arthritis in juvenile SpA is predominantly peripheral 

(except for the hip) and usually affects lower>>upper 

limbs. 

• Asymmetric oligoarthritis of the lower limbs is the form of 

the disease most prevalent at presentation, but 

polyarthritis occurs in up to 25% of patients at onset  

• Spine and sacroiliac joint involvement at presentation is 

rare but can develop 5-10 years from disease onset. 

• Tarsitis is a unique characteristic of SpA. 

• Enthesitis occurs in 60-80% of patients. 

• Uveitis and gastrointestinal manifestations are the most 

common extra-articular features. 
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Anatomy of arthritis and enthesitis in SpA 

Tse S, Laxer RM. Nat Rev Rheumatol 2012. 
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Frequency of peripheral enthesitis 

Burgos-Vargas R. Best Pract Res Clin Rheumatol. 2002  
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Spine and sacroiliac joint arthritis 

• Inflammatory back pain 

• Alternating buttock pain 

• Schober test 
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Psoriatic arthritis 

 Arthritis associated to psoriasis 

 Frequent dactylitis and nail pitting. 

 First-degree relatives with psoriasis. 

 Can begin years before psoriasis. 

 Variable joint count, usually asymmetric. 

 Axial involvement usually appears in older 

children. 
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Age distribution of psoriatic arthritis 
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Clinical characteristicis of jPsA 

Stoll M. Arthritis Rheumatol. 2006. 
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In favor of the splitters, not all jSpA are created equal 

Burgos-Vargas R. Pediatr Rheumatol. 2012 
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Clinical Course 

Burgos-Vargas R. Pediatr Rheumatol. 2012 
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Imaging in spondyloarthritis 

• Sacroiliac joint x-rays rarely shows changes at diagnosis 

nowadays. 

 

• MRI is most sensitive in showing bone edema, erosions 

and synovitis of the sacroiliac joint and spine. 

• STIR sequences are sufficient to detect bone marrow edema 

reflecting active inflammatory lesions. 

• Synovitis, capsulitis and enthesitis are more reliably detected 

on T1 post-IV gadolinium sequences. 

 

• Ultrasound has better sensitivity than physical exam to 

demonstrate enthesitis but is operator-dependent. 
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Sacroiliac joint MRI 
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Labs 

• Many patients with juvenile SpA have elevated platelet 

count, ESR and CRP, but labs can be totally normal. 

 

• Young children can be ANA+ (particularly PsA) 

 

• HLA B27 can determine progression to ankylosing 

spondylitis. 
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Treatment 

• NSAIDs provide good symptomatic relief. Children with 

mild SpA could be treated only with NSAIDs. 

• Sulfasalazine and methotrexate are an alternative in 

peripheral SpA, but are rarely effective in spondylitis. 

• TNF inhibitors are the mainstay of treatment for 

moderate to severe cases and most cases with axial 

involvement. 
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Treatment recommendations (Go lumpers!!!) 

Tse S, Laxer RM. Nat Rev Rheumatol 2012. 
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Outcomes 

• Variable disease course. 

• Disease remission is reported for 17-39% of patients 

with jSpA and up to 44% of patients with ERA. 

Tse S, Laxer RM. Nat Rev Rheumatol 2012. 

PReS Latin America Basic Pediatric Rheumatology Course  - Sao Paulo, Brazil 



DIPLOMADO ACTUALIZACIONES EN REUMATOLOGÍA 
Pontificia Universidad Católica de Chile – Facultad de Medicina - UCvirtual 

Conclusions 

• Juvenile spondyloarthropathies are heterogenous arthritides 
with predominant lower limb involvement and high risk of 
progression to axial involvement. 

 

• It is characterized by arthritis and enthesitis and is different 
from adult SpA.  

 

• A single diagnostic or classification system that is 
representative of the juvenile SpA population is still needed  

 

• Frequently associated to HLA B27 + 

 

• Not all juvenile psoriatic arthritis falls in the SpA group. 

 

• As in all JIA reatment should be focused in achieving clinical 
remission (early use of TNFi!). 
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¡Muchas Gracias! 
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