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A Woman with Febrile Articular Destruction
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Clinical Image
A 24-year-old young woman with no significant medical history 

complains of febrile polyarthralgia. On clinical examination, there was 
bilateral cervical, axillary and inguinal polyadenopathy with hands 
deformation and swelling of distal interphalangeal zone (Figure 1).

The biological assessment revealed an inflammatory syndrome, a 
hyperleukocytosis (25000/mm3, 94% of which were neutrophils). The 
search for an infectious site and the immunological assessment were 
both negative. Thoraco-abdominopelvic Computed Tomography 
(CT) revealed homogeneous hepatosplenomegaly. The radiography 
of the hands showed a pinching of the interarticular spaces, bilateral 
pincement and destruction of carpal interjoint spaces and of distal 
interphalangeal joints with diffuse demineralization (Figure 2).

In front of the hectic character of fever, hyperleukocytosis, 
polyarthritis, hyperferritinemia at 3120 μg/mL (normal from 11 
to 336) with a glycosylated fraction at 10% (normal higher than 
20%) and the negativity of the etiological balance , the diagnosis of 
Adult-Onset Still's Disease (AOSD) with destructive joint damage 
was retained. AOSD is a rare but clinically well-known, polygenic, 
systemic autoinflammatory disease, traditionally characterized by 
four cardinal symptoms especialy arthritis, with synovitis [1]. All 

joints can be involved, including sacroiliac and distal interphalangeal 
joints. As disease progresses, arthritis can become erosive in one-
third of patients; in these patients, isolated bilateral carpal ankylosis 
is highly suggestive of AOSD [2]. A chronic and progressive course 
involves continuous inflammation that is responsible for chronic and 
frequently erosive joint involvement with regular systemic flares.

In our case, the joint destruction was inaugural, suggesting the 
severity of her disease. Distal interphalangeal joints damage is quite 
specific of AOSD. Joint destruction is observed after five to seven years 
of evolution. Our patient presented destructive digital joint damage, 
with radiological signs which have been rarely described. Those are 
rather severe chronic joint forms of AOSD, resistant to treatment 
and associated with corticosteroid dependence or corticosteroid 
resistance which can be complicated by destructive arthropathies [3]. 
The character of refractory joint damage despite the combination of 
corticosteroids Methotrexate has led to treatment with Tocilizumab 
at a dose of 8 mg/kg per month. Clinical outcome was favorable. 
After six months of follow-up, prednisone was reduced to 7.5 mg/
day, Methotrexate was maintained at 25 mg/week and monthly 
Tocilizumab cures were continued.
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Figure 1: Hands deformation and swelling of distal interphalangeal zone.

Figure 2: Right hand: face(A) profile(B), Left hand: face(C) profile(D): bi-
lateral pincement and destruction of carpal interjoint spaces and of distal 
interphalangeal joints with diffuse demineralisation.
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