
ADULT ONSET STILLS DISEASE
In 1896 Still described a febrile variant of systemic juvenile rheumatoid arthritis.  In 1971 Bywaters described a similar disease in adults that has since been labeled adult onset Stills Disease.  This is an arthritic condition which affects females > males in the 16-35 year-old range.  It is characterized by fever (95% of patients), rash (90%), arthritis (90%), and pharyngitis (60%).  The quotidian (daily) fever is characterized by high-spiking temperatures > 39˚C, usually at nighttime.  Eighty percent of patients have an intermittent fever pattern (returns to normal during the daytime) and 20% have a remittent fever pattern (remains elevated and does not hit a normal baseline during the day).  The rash is a salmon colored evanescent macular or maculopapular eruption that is usually asymptomatic.  The rash fluctuates during the day but is often worse with the nighttime fever.  Patients develop arthritis in the medium to large-sized joints, particularly in the wrists.  About 50% of patients will develop a chronic polyarticular arthritis that may last for months or years.  Also seen in 50% of patients are hepatosplenomegaly, lymphadenopathy, pleurisy, pericarditis and weight loss.  

On laboratory exam 80% of patients have a marked leukocytosis (>20,000/mm3).  In addition patients have anemia and an elevated platelet count.  Patients usually have an elevated sedimentation rate and 66% have a markedly elevated ferritin level. However these are nonspecific findings.  Patients will generally have a negative anti-nuclear antibody and rheumatoid factor.

The Yamaguchi criteria were adopted in 1992.  There are four major criteria consisting of fever, arthritis, rash, and elevated white blood cell count.  There are four minor criteria consisting of pharyngitis, lymphadenopathy, hepatosplenomegaly, and negative serologies.  Patients can be diagnosed with adult onset Stills disease if they have a total of five criteria including at least two major criteria.  The diagnosis of Stills disease can only be made after a careful search for infection, malignancy, and other connective tissues diseases.

The original treatment for Stills disease consisted of high-dose aspirin therapy or NSAIDs. Most patients will require a course of prednisone.  If the condition persists a variety of medications have been noted as effective in case reports including methotrexate, azathioprine, TNF inhibitors, and tocilizumab.  Kineret (IL1 inhibitor) has emerged as a primary therapy.
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