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} Juvenile Idiopathic Arthritis
} SLE 
} HSP
} JDM 



Juvenile Rheumatoid Arthritis 
Juvenile Chronic Arthritis



Arthritis: swelling within a joint, or limitation 
in the range of joint movement with joint pain 
or tenderness, which persists for at least 6 
weeks, is observed by a physician, and is not 
due to primarily mechanical disorders or 
other identifiable causes.



} JIA is  a group of disorders characterized by 
chronic arthritis.

} It  is the most common chronic rheumatic illness 
in children.

} It is a clinical diagnosis made in a child less than 
16 years of age with arthritis.

} The incidence of JIA ranges from 1 to 22 per 
100,000. 



Pathophysiology:
The pathogenesis of JIA is not understood well. 

Substantial evidence suggests that JIA is an autoimmune process.
.



} Classification of JIA:

◦ Oligoarticular JIA. 
◦ Polyarticular rheumatoid factor positive JIA.
◦ Polyarticular rheumatoid factor negative JIA. 
◦ Systemic JIA. 
◦ Psoriatic JIA.
◦ Enthesitis related arthritis(ERA).
◦ Undifferentiated.



} Oligoarticular JIA  
◦ <5 joints during the first 6 months of disease. 
◦ At high risk for developing uveitis especially ANA-

positive girls.
◦ Persistent & extended oligoarticular JIA.





} Polyarticular JIA

◦ RF-negative disease (20% to 30% of JIA patients)
◦ RF-positive disease (5% to 10% of JIA patients).
◦ Both types affect girls more frequently than boys.
◦ RF-negative patients often develop polyarthritis in 

early childhood.



} Systemic onset juvenile idiopathic arthritis:
◦ No specific age and gender.
◦ At onset, extra-articular manifestations including 

rash, fever, lymphadenopathy, 
hepatosplenomegaly, and serositis predominate. 

◦ The classic rash is evanescent .
◦ Stress or a warm bath may exacerbate the rash. 





} Evancent rash 





} Enthesitis-related arthritis:

◦ Most common in boys older than 8 years of age. 
◦ It has a strong genetic predisposition. 
◦ The hallmarks of the disease are pain, stiffness, and 

eventual loss of mobility of the back. 



} Enthesis    



} Psoriatic arthritis:

◦ A peak age of onset in 
mid childhood.
◦ Extra-articular 

manifestations include 
rash, nail changes 
(including pitting, 
onycholysis) and uveitis.



} Nail pitting } onycholysis



} Reactive:
◦ Post-enteric.
◦ Rheumatic fever.
◦ Post-streptococcal.

} Inflammatory:
◦ Juvenile idiopathic arthritis.
◦ Inflammatory bowel disease.
◦ Sarcoidosis. 

} Systemic: 
◦ Kawasaki disease.
◦ Behcet’s disease.
◦ Henoch-Schonlein purpura.
◦ Serum sickness.
◦ Systemic lupus erythematosus.
◦ Dermatomyositis. 

} Malignancy:
◦ Leukemia.
◦ Neuroblastoma.
◦ Malignant bone tumors.

} Infection:
◦ Septic.
◦ Osteomyelitis.
◦ Viral.
◦ Bacterial sacroilitis.

} Benign bone tumors.

} Trauma.



} Laboratory :
◦ No specific lab. can confirm the diagnosis
◦ Lab. can be used to :

� Provide evidence of inflammation.
� Support the clinical diagnosis.
� Monitor treatment toxicity.



◦ Limited joint disease:
� Mild anemia.
◦ Moderate –extensive arthritis:
� Normocystic hypochromic anemia or severe anemia.
� Iron deficiency anemia.
� High WBC count.
� High platelets.



◦ ESR (erythrocyte sedimentation rate):
� Useful but not totally reliable measure of active disease.
� Helpful in monitoring the therapeutic efficacy of the 

medications.



◦ CRP (c –reactive protein ):
� More reliable monitor of inflammation response.

◦ Rheumatoid factor:
� IgM anti IgG
� RF positive in:

� Later childhood poly arthritis 
� Subcutaneous nodules
� Articular erosions.



◦ ANA (antinuclear antibody):
� More frequent in young girls with oligo JIA.
� Less frequent in older boys with systemic arthritis.







} Radiology:
Plain x-ray
◦ Early radiological changes:
� Periosteal soft tissue swelling.
� Widening of the joint space.
� Juxta articular osteoporosis.



◦ Later changes:
� Joint space narrowing
� Erosions.
� Subluxation.
� Ankylosis.
� Fracture.



Management:
} Multidisciplinary approach.
} The aim of management of JIA include:
◦ Controlling pain.
◦ Controlling inflammation.
◦ Preserving function.
◦ Promoting normal growth.
◦ Promoting overall development.
◦ Manage systemic complication.



} Medications:
◦ NSAIDS:
� Naproxen.
◦ Methotrexate.
◦ Steroids:
� Systemic. 
� Intra-articular.
◦ Biologics (relatively new).





} SLE is a multisystem autoimmune disease 
with a great variability in disease presentation 
and course. 

} The diagnosis of SLE is based on the clinical
and laboratory features consistent with this
illness. 



} The etiology of systemic lupus erythematosus (SLE) remains 
unknown and it is multifactorial. 

} Genetic factors :
There is a high concordance rate (14 to 57 percent) of SLE 

in monozygotic twins.
◦ Children of mothers with lupus may have a positive test for 

anti-nuclear antibodies 



} Hormonal factors :
◦ The use of estrogen-containing contraceptive agents is associated 

with a 50 percent increase in risk of developing SLE

} Immune abnormalities:
◦ SLE is primarily a disease with abnormalities in immune regulation

} Environmental factors :
◦ Viruses
◦ Ultraviolet (UV) light 
◦ Allergies to medications



Criteria for classification of systemic lupus 
erythematosus:







CLINICAL CRITERIA

Acute Cutaneous Lupus :

malar rash



Subacute cutaneous lupus: 



Chronic Cutaneous Lupus
discoid rash



Oral Ulcers 
OR 

Nasal Ulcers



Non-scarring alopecia



Arthritis  involving 2 or more joints



Serositis
pleural effusions 

pericardial effusion 
pericarditis by electrocardiography
In the absence of other causes, such as 

infection, uremia.



Renal
Urine protein–to-creatinine ratio (or 24-hour 

urine protein) representing 500 mg 
protein/24 hours 

OR 
red blood cell casts



Neurologic
Seizures
Psychosis
Mononeuritis multiplex(in the absence of other known 
causes)

Myelitis
Peripheral or cranial neuropathy (in the absence of other 
known causes)

Acute confusional state (in the absence of other causes).



Hemolytic anemia



Leukopenia (<4000/mm3) 
OR 

Lymphopenia (<1000/mm3)



Thrombocytopenia (<100,000/mm3)
At least once in the absence of other known 
causes.



IMMUNOLOGIY

(1) ANA level above laboratory reference range.
(2) Anti-dsDNA antibody level above laboratory 

reference range .
(3) Anti-Smith



(4) Antiphospholipid antibody



(5) Low complement (C3, C4, or CH50)

(6) Direct Coombs’ test (in the absence of  
hemolytic anemia)



} Treatment:
General :
Team approach.
� Counseling.
� Education. 
� Appropriate nutrition.
� Use of sun protection. 
� Immunization.
� Prompt management of infection.



} Nonsteroidal Anti-inflammatory.
} Hydroxychloroquine.
} Glucocorticoids.
} Immunosuppressives.







} HSP is the most 
common pediatric 
vasculitis.

} Classically presents 
with the triad of:
◦ Non-thrombocytopenic 

palpable purpura.
◦ Colicky abdominal pain.
◦ Arthritis. 



} Pathophysiology
◦ Immunoglobulin A (IgA) immune complexes 

deposition. 



} The major cause of morbidity is renal 
involvement. 

} 3-15 years.

} A wide variety of infections may trigger HSP. 



} Skin involvement (100%) in HSP may begin as 
urticaria, but in most cases it progresses to 
dramatic purple, non-blanching lesions .

} Gastrointestinal involvement (75% )ranges from 
colicky abdominal pain to profuse bleeding,
intussusception.

} The arthritis of HSP (50% ) is usually transient, 
and it does not cause chronic joint changes.



} Renal Disease
} The most serious sequela of Henoch-

Schonlein purpura is renal involvement. 
} This complication occurs in about 25 percent 

of children .



Diagnosis:
Purpura (mandatory criterion)

� 1. Abdominal pain. 
� 2. Histopathology; vasculitis with predominant IgA 

deposit.
� 3. Arthritis or arthralgia.
� 4. Renal involvement.



} Therapy of HSP is primarily supportive, 
aiming for symptomatic relief of arthritis and 
abdominal pain. 

} Use of steroids in children who do not 
respond to NSAIDs or in those thought to be 
at highest risk of developing renal
compromise continues to be controversial.





} Idiopathic inflammatory myopathies (IIMs), 
collectively known as myositis, are 
heterogeneous disorders characterized by 
muscle weakness and muscle inflammation.

} The most common subgroups in children, 
juvenile DM (JDM).



Incidence:

} In population-based studies, JDM has a reported 
annual incidence that ranges from two to four cases per 
one million children. 

} The peak incidence is from 5 to 10 years of age.



















} Patients with pathognomonic skin rashes (heliotrope rash, 
Gottron’s papules, and/or Gottron’s sign) of JDM or DM are 
accurately classified with the EULAR/ACR classification criteria 
without including muscle biopsy data. 

} For patients without these skin manifestations, muscle biopsy 
is recommended. 

} For DM patients without muscle involvement, a skin biopsy is 
recommended. 



} The EULAR/ACR classification criteria provide a score and a 
corresponding probability of having IIM. 

} A probable IIM :

◦ For a total score of ≥5.5 and ≤5.7) for the criteria not including muscle biopsy data, and a 
score ≥6.7 and ≤7.6 when including muscle biopsies. 

} Definite IIM :
◦ For a total aggregate score of 7.5 or more without muscle biopsy and 8.7 with muscle 

biopsy. 



Investigations:
} Muscle enzymes—including creatinine phosphokinase 

(CPK), LDH, AST (SGOT), ALT (SGPT), adolase (if 
available) 

} Full blood count and blood film 
} ESR and CRP 
} Myositis-specific and myositis-associated antibodies 
} Renal function and liver function tests 
} Infection screen (for differential diagnosis) 
} Investigations for alternative systemic causes of 

myopathy including endocrine disorders (especially 
thyroid function), electrolyte disturbances, vitamin D 
deficiency 



} Further tests for metabolic/mitochondrial myopathies (especially in the absence of 
rash/atypical presentation) 

} Urine dipstick (with further evaluation if positive for protein) 
} Nailfold capillaroscopy 
} Echocardiogram and ECG 
} Pulmonary function tests (chest X-ray and HRCT if concern) 
} MRI of muscles. 
} EMG (particularly if suspicion of neuropathy/disorder of neuromuscular junction) 
} Muscle biopsy (especially in the absence of rash/atypical presentation) 
} MRI brain if neurological involvement suspected. 











Treatment:
} Steroid. 
} Methotrexate (subcutaneous).




