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Oral mucosa lesions as atypical manifestation of adult-onset Still´s disease*
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Abstract: 

spiking fever, arthralgias or arthritis, and leukocytosis. The typical skin rash is evanescent, salmon-pink, nonpruritic and 

maculopapular, predominantly on the extremities. It is considered one of the major Yamaguchi’s criteria in adult-onset Still´s 

-

oral mucosal lesions persisted.

Keywords: Mouth mucosa; Skin manifestations; Still’s disease, adult-onset

INTRODUCTION

-

non-pruritic, maculopapular, salmon-pink skin rash, spiking fever, 

arthralgias or arthritis, and leukocytosis (>10000mm3

80% neutrophils. Other signs and symptoms include sore throat, 

lymphadenopathy, splenomegaly, hepatomegaly and systemic in-

volvement. Elevated erythrocyte sedimentation rate, C- reactive 

protein (CRP) and ferritin is common. The diagnosis needs clinical 

suspicion, and the exclusion of infection, malignancy, and systemic 

disease. The diagnostic criteria for AOSD proposed by Yamaguchi 

et al

criteria are present.1

papular lesions, pruritic edematous erythema, urticaria, and linear 

pigmentation are also described in AOSD.2   This article reports a 

-

nosis of AOSD.
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polyarthritis of the carpometacarpal and proximal interphalangeal 

-
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FIGURE 2: A. 

(Hematoxylin & eosin, X40). B. 
FIGURE 1: Hyperpigmented oral mucosa lesions as atypical 
manifestation of adult onset Still´s disease 

3 - neutrophils 

80%), ESR 100mm, CRP 45 mg/dl (normal range <5.0), ferritin lev-

els >20000ng/ml (normal range: 10–277ng/ml). Other biochemical 

tests. Serum protein electrophoresis, complement factors, typical and 

-

-

-

tient had all Yamaguchi´s diagnostic criteria and other immunologic, 

-

-

-

the dermis (Figure 2).

DISCUSSION

-

that started in adulthood and named it adult-onset Still´s disease.3 

erythema marginatum. These macules disappear during the night 

on the limbs, but may also appear on the face and trunk. Outlined 

friction lines may be seen.4 Cutaneous involvement occurs in about 

80% of patients and represents one of the Yamaguchi´s criteria.1 

The most common skin manifestation is a nonpruritic, evanescent, 

maculopapular, salmon pink or erythematous exanthema, predom-

face and distal limbs, frequently evanescent and prominent during 

-
4

Other less common skin manifestations of AOSD have been 

reported. Itchy annular erythema chronicum migrans, frequently 
5 In ad-

dition to the typical rash, persistent papular lesions on face, neck and 
6 Pruritic edematous erythe-

mas persistent plaques  are reported in other patients, mainly on 

linear pigmentation.7 

prurigo pigmentosa-like lesions represents an eruption seen in a sub-

set of patients.8,9 Lee et.al. studied evanescent and persistent prurit-

AOSD. Other lesions described include lichenoid papules, prominent 

linear dermographism, dermatomyositis-like lesions, prurigo pigmento-

B

A



sa-like, and lichen amyloidosis-like, in decreasing order.10 In persistent 

-

-

scattered neutrophils. The combination of multiple individual ne-

of neutrophils are present in persistent lichenoid.10

Some authors suggest these atypical manifestations could 

indicate an increased risk of systemic complications or a longer time 

until clinical remission. 

In our patient, the presence of macular lesions on the lips 

have an atypical rash or mucosal lesions as manifestation of AOSD 
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