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Abstract. We have attempted to design classification criteria for adult Still's disease by analyz­
ing the data obtained through a multicenter survey of 90 Japanese patients with this disease 
and of 267 control patients. The proposed criteria consisted of fever, arthralgia, typical rash, 
and leukocytosis as major, and sore throat, lymphadenopathy and/or splenomegaly, liver dys­
function, and the absence of rheumatoid factor and antinuclear antibody as minor criteria. 
Requiring 5 or more criteria including 2 or more major criteria yielded 96.2% sensitivity 
and 92.1 % specificity. However, an exclusion process will be needed for an accurate classifica­
tion, since this disease is relatively rare. (J Rheumatol 1992;19:424-30) 

Key Indexing Terms: ADULT STILL'S DISEASE 
Adult Still's disease is one of the febrile disorders of unknown etiology, characterized by typical spiking fever with evanes­cent rash and the involvement of various organs 1 ,2 • Because this disease almost lacks specific clinical, laboratory, and histological features, a physician often has difficulty making a definite diagnosis, especially for an early stage case. There have never been well validated criteria for diagnosis or clas­sification of this disease, established through a statistical process. However, several authors3-6 have proposed their own diagnostic criteria without a statistical endorsement such as demonstration of sensitivity and specificity. The Adult Still's Disease Research Committee was organized in 1987 in Japan to accurately characterize the clini­cal picture of this disease and also to prepare the classifica­tion criteria. The results of a multicenter survey of Japanese patients were already published7 • By using these data and also the data obtained similarly through a multicenter sur­vey of the control patients, we have attempted to prepare the classification criteria of adult Still's disease in a statistically based manner. 
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CLASSIFICATION CRITERIA 
MATERIALS AND METHODS 
The Adult Still's Disease Research Committee consisted of 11 individuals 
who are shown as authors of this article. The clinical data on 90 patients 
with definite adult Still's disease were derived from our previous work7 

in which a detailed process of classifying the definite cases was mentioned, 
Briefly, by the questionnaire method performed from April, 1988 through 
May, 1989, detailed information concerning 39 clinical items on 146 Japanese 
patients with adult Still' s disease including nondefinite cases were collected 
from 32 institutions with rheumatology units in Japan. Each member of the 
committee carefully analyzed all of the patient report forms and indepen­
dently gave the score indicating the degree of certainty of the disease to 
each patient. Then, based on the sum of the scores, 90 cases from 29 insti­
tutions were classified as definite cases by the committee. The remaining 
56 cases (probable or possible cases) were excluded from further analysis. 

The control diseases selected by the committee were those which might 
show similar features to adult Still 's disease. With use of the same ques­
tionnaire as in the cases of adult Still's disease, data from the control patients 
were accumulated from 10 institutions where members of the committee 
were affiliated. The control group consisted of 267 individuals including 
33 patients with sepsis, 31 with polyarteritis nodosa (PAN), 31 with seronega­
tive rheumatoid arthritis (RA), 31 with polymyalgia rheumatica (PMR), 
25 with rheumatoid vasculitis with various extraarticular features, 15 with 
Takayasu 's arteritis, 11 with ankylosing spondylitis, 8 with psoriatic arthritis, 
5 with arthritis associated with inflammatory bowel disease, 5 with Reiter's 
syndrome or other reactive arthritis, 5 with allergic purpura or hypersensi­
tivity angiitis, 3 with Wegener's granulomatosis, 2 with temporal arteritis, 
I with allergic granulomatous angiitis, I with pustulotic arthroosteitis, and 
62 with fever of unknown origin (FUO). All of these control diseases were 
diagnosed definitely at each institution. Concretely, sepsis was diagnosed 
by demonstrating a bacteremic state, and these patients had various origi­
nal diseases, of which malignancies were the most numerous while rheu­
matic disease (rheumatoid arthritis) was seen in 2 patients. PAN and rheu­
matoid vasculitis with extraarticular features were diagnosed according to 
the diagnostic criteria prepared by the Japanese Ministry of Health and 
Welfare, which laid stress on histological confirmation of angiitis. Seronega­
tive RA and PMR were diagnosed according to well accepted criteria8 ,9. 
Diagnosis of other control diseases was made according to clinical, labora­
tory, histological, and radiographic findings. Sixty-two cases of FUO were 
classified according to Petersdorf and Beeson's criteria 1°, and some were 
finally diagnosed as infections (15 cases), malignancies (2 cases), allergic 
or rheumatic diseases (12 cases), and the other diseases (8 cases). No patient 
considered as adult Still's disease was included in the control group, 

The Journal of Rheumatology 1992; 19:3 



605Yamaguchi et al



606 Classification criteria of Still’s disease



607Yamaguchi et al



608 Classification criteria of Still’s disease



609Yamaguchi et al



610 Classification criteria of Still’s disease


