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Sir,

Still’s disease was initially reported as a childhood
disease. Adult-onset Still’s disease (AOSD) and
systemic juvenile idiopathic arthritis (sJIA) exist on
a spectrum, and it has been generally considered that
some cases occurring before age 16 years are sJIA while
cases presenting after age 18 years are AOSD [1].
However, there are indeterminate cases in which sJIA
is identical to adolescent-onset Still’s disease. The
skin rashes of both disorders are similar, and transient,
salmon-pink, macular or urticarial erythema appear on
the face, trunk and extremities, along with fever spikes.
We herein report an indeterminate case of a patient
who developed salmon-pink rashes and dactylitis.

A 17-year-old boy visited the Rheumatology department
of our hospital, complaining of spike fever up to 39 °C,
joint pain of the elbows and knees, and asymptomatic
erythemas on the extremities that had appeared
over the previous six months. During hospitalization
for detailed examination, the patient was referred
to our department for further examination of his
skin manifestations. Erythemas appeared in parallel
with fever-up, and spontancously disappeared when
his fever was reduced. On physical examination,
scattered salmon-pink erythemas were observed on
the bilateral feet (Fig. 1a). Moreover, diffuse swelling
of the fingers was observed bilaterally (Fig. 1b).
Laboratory examination showed leukocytosis (6,000/
wl), elevated C-reactive protein (6.22 mg/dl), elevated
antistreptolysin antibody (976 mg/dl; normal<240),
normal liver function, and normal ferritin levels
(190 ng/ml; normal: 50-200). Serological tests for
rheumatoid factor, antinuclear antibody, anti-DNA
antibody, and anti-Sm antibody were all within normal
ranges. Tests for acute infection for Epstein-Barr virus,

herpesvirus, and cytomegalovirus were all negative.
Examination by Gallium scintigraphy revealed
increased uptake on the shoulders, knees, and ankles.
"Two biopsies were taken, one from the dorsum and one
from the sole of the foot, both of which revealed similar
findings, such as normal epidermis, and infiltration of
mononuclear cells and neutrophils in the dermis and
subcutis (Figs. 2 and 3). Direct immunofluorescence
showed negative deposition of immunoglobulins and
C3 in the vessel walls. The patient was treated with oral
prednisolone, methylprednisolone pulse (1000 mg/day
for three consecutive days), methotrexate, tocilizumab,
and infliximab at the Rheumatology department.

Figure 1: Salmon-pink erythemas on the feet (a), and finger swelling (b).
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Figure 2: Histological features showing mild cellular infiltration in the
dermis and subcutis (x40).
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Figure 3: At higher magnification, cellular infiltrate contains
mononuclear cells and neutrophils (x400).

Sustained arthritis-related symptoms for at least 6 weeks
are required for the diagnosis of sJIA, whereas AOSD
patients exhibit transient arthritis/arthralgia [2]. In
addition, serum ferritin levels are usually very high in
patients with AOSD, but not in those with sJIA [3].
A distinct differentiation between these two diseases
is sometimes difficult, and adolescent cases with this
difficulty have been reported [2,4]. In the present case,
the age at onset was 17, and arthralgia persisted for
over 6 weeks. Serum level of ferritin was not elevated.
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Thus, we diagnosed this patient as having sJIA. The
patient developed recurrent erythemas, and finger
swelling accompanied by fever-up. Erythema appeared in
parallel with fever-up and disappeared with fever-down.
Cutancous findings such as well-circumscribed, transient,
salmon-pink, macular or urticarial rashes over the trunk,
face and extremities are seen in both sJIA and AOSD [5].
Histological features typically show a sparse superficial
infiltration of inflammatory cells including lymphocytes
and neutrophils in the upper dermis; however, the majority
of histological studies have been performed mainly in
AOSD, and examination in sJIA is few. In the present
case, infiltration of erythema was mild, but histological
examination revealed that inflammatory cells containing
mononuclear cells and neutrophils were observed even in
the deep dermis and subcutaneous tissues. These findings
differ from those of previous reports. Furthermore, our
patient developed dactylitis on both hands. Dactylitis
1s sometimes seen in association with various diseases
such as psoriatic arthritis, tuberculosts, injury, gout, and
sarcoidosis; however, the number of patients with either
sJIA or AOSD presenting with dactylitis are few. The
current case suggests that skin rash associated with sJIA
is not only typical but also diverse.

Consent

The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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