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Roadmap to final diagnosis

Diagnosis and Treatment of Adult-Onset Still’s Disease

Sehee Kim, Hae-Rim Kim, Sang-Heon Lee, and Hong Ki Min

Division of Rheumatology, Department of Internal Medicine, Konkuk University Medical Center, Seoul, Korea

Adult-onset Still’s disease (AOSD) is an obscure disease that is usually diagnosed after the exclusion of other febrile diseases, in-
cluding other autoimmune, infectious, and malignant diseases. Although definitive diagnostic criteria and treatment guidelines for
AOSD are thus far lacking, the typical manifestations of AOSD have been identified and effective medications for remission and
maintenance have been proposed. The pathophysiology of the AOSD is unclear, but diagnostic criteria and treatment guidelines for
AOSD can be established by determining its core etiology and conducting clinical trials of previously tested immunosuppressants
and biologics. (Korean J Med 2021;96:30-35)
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Figure 1. Tc”’m fluorodeoxyglucose-positron emission tomog-
raphy-computed tomography. Hypermetabolism is seen in the
right intra-parotid gland, right retropharyngeal, left para-
pharyngeal, bilateral cervical, bilateral supraclavicular, bilateral
axillary, bilateral superior mediastinal, left abdominal para-aort-
ic, bilateral iliac chain, and bilateral inguinal lymph nodes.
Diffuse hypermetabolism is visible in the spleen and axial bones
and in the proximal appendicular bones.
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Table 1. Classification criteria of AOSD
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Yamaguchi classification criteria for AOSD

Fautrel classification criteria for AOSD

Five or more criteria are required (at least two of which are major)

Major criteria:
1. Fever >39°C and > 1 week
2. Arthralgia > 2 weeks
3. Typical rash

4. Leucocytosis > 10,000/mm’ and > 80% polymorphonuclear cells

Minor criteria:
1. Sore throat
2. Lymph node enlargement
3. Splenomegaly or hepatomegaly
4. Liver dysfunction
5. Negative ANA and RF tests
Exclusion criteria:
1. Infections
2. Malignancy (mainly malignant lymphoma)
3. Other systemic disorders (mainly systemic vasculitis)

Four or more major criteria or three major + two minor are
required

Major criteria:

Spiking fever >39C

Arthralgia

Transient erythema

Pharyngitis

Polymorphonuclear cells > 80%

Glycosylated ferritin <20%
Minor criteria:

Maculopapular rash

Leucocytes > 10,000/mm’

AOSD, adult-onset Still’s disease; ANA, anti-nuclear antibody; RF, rheumatoid factor.
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AOSD diagnosis

NSAIDs
(exploratory phase)

MTX is effective for
polyarthritis

Calcineurin inhibitor can
be helpful to treat MAS

Corticosteroid
+ csDMARDs

Refractory AOSD

Systemic type Articular type

Anti-IL-6 receptor
monoclonal antibody

IL-1 receptor antagonist

Anti-IL-6 receptor

monoclonal antibody TNF-a inhibitor

Figure 2. Diagram of the treatment strategy for AOSD. AOSD,
adult-onset Still’s disease; NSAIDs, nonsteroidal anti-inflammatory
drugs; csDMARDs, conventional synthetic disease-modifying an-
ti-theumatic drugs; MTX, methotrexate; MAS, macrophage acti-
vation syndrome; IL, interleukin; TNF, tumor necrosis factor.
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