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Outline
• Introduction

• Chronic Arthritis case/Complication 

• Acute arthritis case/2

• Connective tissue case/vasculitis

• Auto inflammatory case /infrequent 
complication



Major resources



Resources

• Protocols for the initial treatment of moderately 
severe JDM, CARRA consensus, Arthritis care 
Res,2010,feb

• Revision of Jones criteria for the diagnosis of ARF in 
the era of Doppler echocardiography, AHA scientific 
statement, Circulation, 2015

• PSRA in children a distinct entity from ARF, Uzeil et 
al, Pediatric Rheumatology,2011

• Juvenile idiopathic arthritis, Seminar, Lancet, 2007



Arthritis/ 20-30  ٪ of pediatric ER, 
OPD



Case 1
A 6 years girl with 

this fever/ 3 weeks,no 
arthritis 

detected,what is the 
pattern?, what  

physical signs to 
anticipate 



 Case 1/ Findings
Fever, quotidian pattern, ill during febrile episodes
Rash occasional , evanescent, mild liver/spleen enlarg.

                                           IV Methylprednisolone 2mg/kg
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Findings 25/3/2017 27/3/2017

Fever ++ +
WBC’S
Platelets

23.5 K
529 K

12.3 K
285 K

ESR
CRP

105
96

65
64

SGPT/SGOT 135/95 83/76

Ferritin 1300 --



 Something went wrong !?
Findings 25/3/2017 27/3/2017 30/3/2107

Fever ++ + ++++

WBC’S
Platelets

23.5 K
529 K

12.3 K
285 K

3.4 K
115 K

ESR
CRP

105
96

65
64

10
172

Fibrinogen
PT/PTT

-------
16/33

------
------

1.8
19/49

Triglyceride
TG

269

Ferritin 1300 -- 2800
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 Management
Immunomodulatory dose / Pulse IVMP 30 mg/kg
Cyclosporine A/ Parenteral 3-6 mg/kg IV
Anti IL 1 
Anti IL 6
Anti CD20 /Rituximab
Anti TNF Alpha/ Inflixibmab
Intravenous Immunoglobulins 2 g/kg
Etopside
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 Case 2

04/12/18

An 8 year old boy, previously healthy, with:
 A three week history of right hip pain and 
one week history of pain in the right knee, 
no fever.
Diagnosed with streptococcal tonsillitis a 
month ago.
Rx: acetylsalicylic acid for 2 weeks/minimal 
improvement.
Arthritis was found in both the Rt hip and 
the Rt knee.

 



 Case 2
L abaratory Diagnosis/ Treatment

WBC’S 14.500 / Normal  
morphology

ESR 40 mm/hr

CRP 18 mg /l

ASOT 700 U/L

2D Echo Normal

04/12/18

 Additive arthritis, preceding  GAS 
infection, clinical and serology.

 Not fulfilling Jones criteria
  Dx: PSRA
  Recommendations : 
              Exclude carditis clinically and by 

echo
              Treat with prophylactic 

penicillin  for  1 year
              Reevaluate with echo, if –ve stop 

Rx



 Case 3/ A girl with rash
An 8 years old girl, with unremarkable previous 

medical history, was brought because of few weeks 
history of skin rash over cheeks and back of 
fingers.

Made worse by sun .
She also complained of thigh and calf pain, and found 

difficulty set up from bed, and very slow in climbing 
stairs

Fatigue, appetite loss and some weight loss were also 
reported



 Physical findings



 What is this sign? Significance 



 Case 3
 Clinical Labaratory

WBC’S 12300
Platelets 659 k
CRP 64 mg/l
ESR 70 mm/hr
ALT/AST 132/185

CK 925
LDH 587

ANA 1/320

In addition to skin 
findings, the girl showed 

- Symmetrical Hip girdle 
weakness , power 2/5

- Neck flexor weakness, 
power 2/5

- Positive Gower’s sign
- Tender calf and thighs, 

normal hand grip and 
distal power, normal joints



 EMG/Muscle MRI
Myopathic EMG: Small 
amplitude, brief, polyphasic action 
potentials

Muscle MRI, Fluid signal



 Straightforward Dx of JDM/Definite,   
do we need Biopsy ?

Anthony Bohan, M.D., and James B. Peter, M.D., Ph.D.
N Engl J Med 1975; 292:403-407



 
    According to the authors of the latest Case Record of 

the Massachusetts General Hospital, which one of the 
following findings is considered to be pathognomonic 
for dermatomyositis?

A. Gottron’s papules.
B. Heliotrope rash.
C. Malar rash.
D. Periungual erythema and edema.



 Protocols for initial treatment of moderately severe JDM
  



 Case 4
A 5 and ½ years old female from West Bank.
Generalized edema over the preceding 2 weeks.
General weakness , started earlier 5 mo. Ago
History of febrile convulsions, intermittent chronic diarrhea
Remarkable past hx. of  RAP, fever and arthralgias
Underwent appendictomy at age of 3 years
Result of consanguineous marriage, healthy parents and one 

brother
Maternal aunt with CRF secondary to amylodosis and 

FMF



 Case 4 findings
Pale,   asthenic patient, dehydrated, normal low BP- 10%-25%, 

Normal weight and height for age
RIF surgical scar, LL edema +2
Elevated WBC’S, PMN’S, and normal low Hct.
Platelets initially normal then low normal.
KFT, Liver enzymes: N, LDH elevated, ESR  40-50
CRP: Negative/ Ca, K and Na : Low, 
Profoundly low albumin : ≤ 15-20, urine protein +3
Protein/creatinine :  > 20
M694V homoaygous FMF genotype



Laboratory & Imaging
Normal heart by echocardiography
U/S ;Enlarged echogenic both kidneys ,loss CM 

differentiation.
CXR Normal
Markedly elevated TG and cholestrol
TSH high, T4 low
SAA wasn’t measured



 Kidney Biopsy



 Working Diagnosis
Reactive ( AA) Amylodosis, complicating 

FMF, M694 V (+/+)
Evidence of Renal, GI, Thyroid involvement
Inadequately treated or Rx intolerance with 

colchicine, since 2 years
Aggressive inflammation is running behind.



 Management /Discharge Plan
Intravascular  volume expansion with IV fluids, 

initially daily Albumin infusion then 2-3 times/wk
Colchicine 2 mg/day PO divided
IV solumedrol 2 mg /kg , then PO pred tapering dose
Azathioprine  2.5 mg/kg
L-thyroxine 50 mic/day
Captopril 1 mg/kg, spironolactone 2 mg/kg
Feb,23,2013
   Discharged in relatively acceptable condition , no 

marked  edema, urine protein +2, albumin of 2.2



 1 Week later/February,28,2013
Re admitted, frequent emesis, diarrhea, BP 80/45     

(<5 %), pale, cold edematous  extremities, 
(Intravascular  depletion state) and Ascitis.

Hemoconcentration ( Hb 12.5), High WBC’S , PMN 
and platelets

 Albumin 0.9, urine +4 albumin, N KFT and GFR of 
198 ml/min ( age N 80-170). Hypokalemia( k=2.2).

    Evidence of intense inflammation; 3/3/2013
    SAA was  209 mg/L



 What is next ?



“One of the youngest patients, I have ever heard to 
develop amylodosis “



Anakinra successfully suppress    
inflammation 



 ≥2 Major or 1 major and 2 minor



 FMF Diagnosis/Livneh criteria
≥ 1 major criteria, or ≥2 minor criteria, or ≥1 minor 

criterion plus ≥5 supportive criteria,.
Typical attacks are defined as recurrent (≥3 of the 

same type), febrile (rectal temperature of 38°C or 
higher, and short (lasting between 12 hours and 3 days) 

Incomplete attacks : 1)  Temperature 
2) Duration 

                      3) no signs of peritonitis 
 4) localized

       5) The arthritis 





 Anti IL1 indications in FMF
  Despite adequate and optimal colchicine

Incomplete control of disease activity .
Failure to suppress SAA
FMF  associated Vasculitis
Severe side effects or intolerance to colchicine
Amylodosis





 Case 5

An 8 years old girl presented to the ER with 2 days of left 
knee pain and fever; admitted to the pediatric ward; 
Pyrexia ,Lt knee arthritis.
 Ill looking, febrile , very tender , swollen joint
Streptococcal tonsillitis one month ago.
CBC was normal, the ESR was 90 mm/hr and the ASLO 
was 800 IU/mL. 

   
What is the diagnosis
? What  to do next? What is your treatment

April 12, 2018



 WBC’S 50,000/PMN’S 70 %



 Case 5/ 3rd in hospital

 Left Knee arthritis disappeared
 Right hip started to show LOM
 US showed effusion in the hip
 Echocardiography is normal
 So fleeting or migratory arthritis +
    Fever, and GAS infection evidence



    Case 5 summary: RF

Fever and monoarthritis, aspirate joint and treat as 
septic     knee

   Once arthritis became fleeting, with serological   
dx of GAS

       then she is fulfilling Jones criteria(One major 
and 2  minor)

 The girl  should start long-term secondary 
antibiotic  prophylaxis.

April 12, 2018



Revised Jones Criteria 2015

04/12/18



Thank 
you for 

your 
attenti

on
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