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Kawasaki syndrome, also known as mucocutaneous lymph node syndrome, is an
acute vasculitis of infants and young children. We describe a four-year-old girl who
presented with fever, a diffuse erythematous maculopapular rash, bilateral nonpuru-
lent bulbar conjunctivitis, dry, red, fissured lips, a tongue with a strawberry
“appearance”, an erythematous pharynx, indurative erythema, and edema and
desquamation of the face, hands and feet. She probably developed mitral valve
prolapse during the course of the disease. The diagnosis of Kawasaki syndrome was
arrived at by excluding other diseases and by the presence of all the clinical criteria for
Kawasaki syndrome. Since this syndrome is rarely encountered in Turkey, this case is
presented and the literature regarding the syndrome is reviewed. Key words: Kawasaki
syndrome, mucocutaneous lymph node syndrome.

Kawasaki syndrome (KD), also known as mucocutaneous lymph node syndrome,
is an acute vasculitis of infants and young children. Standard diagnostic criteria for
Kawasaki syndrome include A) Fever persisting for five days or longer. B) The
presence of four of the five following conditions: 1) bilateral conjunctival injection;
2) change(s) in the mucous membranes of the upper respiratory tract, such as
infected pharynx, injected, dry, fissured lips and protuberance of tongue papillae
(“strawberry tongue”); 3) change(s) in the extremities such as edema of the
hands and feet, erythema of the palms and soles, desquamation of the skin
including the periungal region; 4) Polymorphous exanthema of the body trunk
without vesicles; 5) cervical lymphadenopathy; c) lliness cannot be explained by
any other known disease process],

Approximately 20 percent of children with KD develop cardiovascular sequelae,
the major cause of morbidity and mortality in this diseaseZ. The etiology of KD
remains unknown but the infrequent person-to-person transmission, the differ-
ences in racial incidence,. and the clinical findings of muilti - system vasculitis
suggest that it may be caused by an infective agent(s) that leads to an
immune - mediated syndrome in certain genetically predisposed individuals!.
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mg/kg of body weight divided into three equal doses. By the end of 12 days of
hospitalization, the patient exhibited great improvement; the skin lesions
disappeared, the electrocardiogram returned to normal and the dose of salicylate
was decreased to 10 mg/kg of body weight daily’. Clinical and echocardiographic
examinations at the follow - up three months later revealed persistence of mitral
valve prolapse but the electrocardiographic examinations were normal.

Discussion

Our patient fulfilled all the diagnostic criteria for Kawasaki syndrome and the
differential diagnosis was made by excluding scarlet fever, staphylococcal
“scalded skin” syndrome, toxic shock syndrome, Rocky Mountain spotted fever,
leptospirosis, Stevens - Johnson syndrome, drug reactions, viral exanthems and
juvenile rheumatoid arthritis.

Laboratory findings are non - specific and non - diagnostic in Kawasaki syndrome.
Elevation of the erythrocyte sedimentation rate and leukocytosis with a
predominance of neutrophils are present in the acute stage of the illness and
thrombocytosis may be seen in the subacute stage. In our patient, mild
leukocytosis with a predominance of neutrophils was present but the erythrocyte
sedimentation rate and the thrombocyte count were normal probably because the
-patient had been admitted to our clinic in the third week of her iliness.

Hepatic dysfunction with mild obstructive jaundice and mildly to moderately
elevated levels of serum transaminases have been reported in 10 percent of
children with Kawasaki syndrome4. Our patient also demonstrated hepatic
involvement with elevated liver enzymes.

Echocardiographic and angiocardiographic data reveal that about 20 percent of
patients with Kawasaki syndrome develop cardiovascular complications!.2.5.6
The earliest cardiac complications occur during the acute stage of the illness and
include myocarditis, congestive heart failure, pericarditis with pericardial effusion,
mitral and /or aortic insufficiency, arrhythmias and coronary artery aneurysm
formation. Electrocardiographic changes are present in at least one - third of
patients and include flattening and depression of the ST segment and T wave,
decreased voltage and conduction disturbances. Over the next five weeks, these
findings generally resolve, but acute coronary arteritis during the first two weeks
of illness may lead to coronary artery aneurysm formation!. In our case,
first - degree heart block and posterior mitral valve prolapse were detected at the
end of the acute stage of the illness. The electrocardiogram repeated one week
later showed a normal PR interval but echocardiographic examinations at the
follow - up three months later revealed persistence of mitral valve prolapse which
could have been attributed to papillary muscle dysfunction or valvulitis. Suzuki et
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al’, reported that mitral regurgitation was found in 47 percent of patients and
tricuspid regurgitation in 53 percent of patients. These changes are often transient
in the acute phase of Kawasaki disease and attributed to carditis. Fujiwara et al8
also suggested that in the acute phase of Kawasaki disease valvular lesions due to
inflammation of valves are very rare, and that most of these lesions result from a
cardiac lesion involving the valvular roots, the papillary muscle and the left
ventricle. Mitral and tricuspid regurgitation occurring in the acute phase of
Kawasaki disease may remain as sequelae, and there have been some necropsy-
based reports of severe valvulitis®. Additionally , despite a lack of clinical and
laboratory evidence of active inflammation, the excised valves may demonstrate
both acute and chronic vasculitis19, In our case, mitral valve prolapse may have
been congenital or associated with the cardiovascular complications of Kawasaki
disease. But, we believe that the latter is more probable since the patient
presented a new auscultatory finding which had not been detected on previous
physical examinations. The data presented in the studies mentioned above may
support this association’-10,

Recent studies have demonstrated that early administration of high-dose
intravenous gammaglobulin (400 mg/kg/d for 4 days) plus aspirin (100 mg/kg/d for
14 days) will hasten the resolution of acute manifestations of the disease and
reduce the prevalence of coronary artery aneurysms.2.11.12 | ow doses of aspirin
(3-10 mg/kg/d) are then used as antiplatelet therapy until the aneurysms are
resolved or the coronary arteries are demonstrated to be normal.

Our patient was admitted to our hospital in the third week of her iliness and she
was in the low risk group for development of coronary artery disease, therefore,
high - dose aspirin therapy was initiated. Following defervescense, we reduced
the dosage of the aspirin to 10 mg/kg/d and continued low - dose aspirin until the
end of the convalescent period.
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