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ABSTRACT

Kawasaki disease is a systemic vasculitis that generally affects infants and children. Its diagnosis depends on clinical findings. Early di-
agnosis and treatment are important for the prevention of coronary dilatations. Late diagnosis due to different presentations can result
in diagnostic difficulties and increased mortality. In this case report, we present the case of a 3-year-old boy who was admitted to our
clinic with arthritis and icterus and who was diagnosed with Kawasaki disease.
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Introduction

Kawasaki disease (KD), which is also known as mucocutaneous lymph node syndrome, is a childhood vasculitis that pres-
ents with coronary disorders (1). It is characterized by persistent fever that lasts longer than 5 days, mucosal inflammation
(erythema in the mouth and pharynx, strawberry tongue, and red and cracked lips), bilateral non-purulent conjunctivitis,
erythematous rash, changes in the extremities (edema or erythema in the hands and feet and denudation in the fingertips),
and cervical lymphadenopathy (unilateral and with the diameter of at least 1,5 cm) (2). Although rare, it can present with
aseptic meningitis, uveitis, urethritis, impaired liver functions, diarrhea, vomiting, gallbladder hydrops, and arthritis (3).

Systemic juvenile idiopathic arthritis (JIA) is characterized by prolonged fever that peaks once or twice a day, erythematous
rash, lymphadenomegaly, and arthritis (4). While pericardial effusion is one of its frequent complications, myocarditis is
seen rarely. Coronary artery dilatation has also been reported in the cases with systemic JIA (5). Clinical and laboratory
findings of KD can be similar to those of JIA in some cases, which can lead to difficulty in the establishment of diagnosis

(6).

Hepatobiliary involvement is considered a minor clinical finding in KD. Hepatobiliary dysfunction can cause damage
in the bile ducts and gallbladder hydrops; however, jaundice and increased bilirubin levels are rarely encountered. Hepa-
tomegaly and elevated aminotransferase were reported in 14,5% and 20%-30% cases, respectively (7-9). In this study,
we present a case with fever accompanied by icterus and arthritis and with a differential diagnosis of JIA and cholangitis.

Case Presentation

A 3-year-old male patient was admitted to our clinic due to the complaints of fever lasting for 3 days, rash, icterus, and
swollen and painful joints. His medical history revealed that he had been given ceftriaxone therapy by another center when
his cough had begun and icterus and other complaints had occurred on the second day of the therapy. The patient was
hospitalized due to the pre-diagnosis of systemic JIA and cholangitis. In his physical examination, he appeared tired and
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icteric. His axillary temperature was 38,5°C. His conjunctivas
were bilaterally hyperemic and icteric; his lips were hyperemic
and crusted; his tongue was red and strawberry-like; and his
distal and proximal interphalangeal joints in the lower and
upper limbs and both knees were painful, red, and swollen.
The palms and soles of the patient were erythematous and
edematous (Pictures 1 and 2). His respiratory sounds were
natural and the results of the cardiovascular system examina-
tion were normal. No lymphadenomegaly was detected. The
liver was 1,5 cm and palpable. His fever was persistent. The
results of the blood analysis were as follows: white blood cell
(WBC): 24300/uL, hemoglobin (Hb): 11.4 g/dL, platelet:
360000/uL, C-reactive protein (CRP): 20,9 mg/dL, aspartate
aminotransferase (AST): 149 U/L, alanine aminotransferase
(ALT): 150 U/L, gamma-glutamyltransferase (GGT): 310
U/L, total bilirubin: 7,41 mg/dL, direct bilirubin: 6,15 mg/
dL, and albumin: 2,3 g/dL. All abdominal ultrasonograph-
ic (USG) examination results were evaluated to be normal.
Blood culture, throat culture, and urinary culture were col-
lected and no growth was observed. On the sixth day, fever
continued and transthoracic echocardiographic examination
revealed coronary artery dilatation (LMCA: 4 mm [z score:
3,26], LAD: 3 mm [z score: 2,97], RCA: 3 mm [z score:
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2,47]). Acetylsalicylic acid (80 mg/kg/day) and intravenous
immunoglobulin (IVIG) (2 g/kg) treatment was initiated.
When abdominal USG was repeated, hydrops was observed
in the gallbladder (Picture 3). Due to presence of icterus and
hydropic sac, steroid (2 mg/kg/day) was added to his therapy.
His fever, arthritis, and icterus were observed to be regressed
in the follow-up. In the echocardiographic examination per-
formed 2 months later, coronary dilatation was found to be
completely regressed. Written and verbal informed consent
was received from his parents.

Discussion

The diagnosis of KD is established with the presence of fever
lasting for longer than 5 days and four of five diagnostic ac-
companying criteria. If not diagnosed and treated early, se-
rious cardiovascular complications develop in 25% of cases.
Within the first 10 days, the risk of coronary artery lesion can
be decreased to 5% with the administration of aspirin and
IVIG (8). In its atypical and incomplete forms, the risk of cor-
onary artery disease is increased due to difficulties in diagnosis
and late initiation of treatment. In our case, the complaints
of fever, rash, conjunctivitis, edema in the hands and feet,
and mucosal inflammation were accompanied by arthritis and
icterus. Systemic JIA, cholangitis, and KD were considered as
pre-diagnoses.

KD and systemic JIA with prolonged fever, rash, and
lymphadenopathy and with high mortality are two impor-
tant diseases considered in differential diagnosis. High CRP,
leukocytosis, thrombocytosis, hypoalbuminemia, and ane-
mia can be seen in both diseases. Moreover, coronary artery
dilatation was reported in some systemic JIA cases. It was
reported that some KD patients respond slightly to IVIG,
but respond better to steroids (6, 9). In our case, systemic
JIA was considered in differential diagnosis due to arthri-
tis and increased acute phase reactants accompanying high
fever; however, it was then ruled out because fever did not
peak unlike systemic JIA, it was persistent, its history of on-
set was shorter than that in systemic JIA (6 weeks in the
diagnostic criteria of systemic JIA), and it coexisted with
conjunctivitis and mucosal inflammation findings and gall-

bladder hydrops.

Gallbladder hydrops was reported in a case of KD in 1970s.
With increasing use of USG, its incidence is now known to be
between 5% and 20%. Although its pathogenesis is not exactly
known, it is thought to be the inflammation of the gallbladder
wall and vasculitis. It is usually seen in the first 2 weeks (10).
It has been shown that patients particularly with gallbladder
hydrops have higher neutrophil and CRP levels. In cases with
hydrops, IVIG resistance is more frequent. Hydrops can occur
before the development of other KD criteria. The risk of coro-
nary artery aneurysm is increased in these cases. In some cases,
icterus is included in differential diagnosis with acute surgical
abdomen due to fever and abdominal pain (11). In our case,
diagnosis was established considering the existence of four diag-

nostic criteria (mucosal inflammation, conjunctivitis, changes
in distal extremities, and rash) accompanying fever lasting for
more than 5 days and coronary artery dilatation in echocardio-
graphic examination. The detection of coronary artery dilata-
tion on the sixth day and visualization of hydropic sac in USG
made the differendial diagnosis easier. In recent years, the use
of steroid therapy is recommended for the findings of gastro-
intestinal system in KD (10). In our case, IVIG and steroid
therapy were used together and it was observed that both gas-
trointestinal system findings and cardiac findings of the patient
were regtessed in the follow-up. The patient is still followed up
without any problem.

Conclusion

Because this patient applied with arthritis and icterus, system-
ic JIA and KD were included in the differential diagnosis, and
this made the establishment of diagnosis difficult. We aimed
to demonstrate that patients can apply with different findings
although to diagnose KD is generally not so difficult owing to
its typical clinical findings.
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