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 Implication for health policy/practice/research/medical education:
This case study highlights an atypical presentation of KD and the need to maintain a high level of awareness of physicians in order 
to diagnose and treat this potentially life-threatening condition promptly.

Introduction: Kawasaki disease (KD) is an acute systemic vasculitis, of unknown etiol-
ogy, that mainly affects infants and young children. Although originally thought to be 
a benign illness, KD may prove fatal, especially if the diagnosis is delayed due to a non-
classic presentation.
Case presentation: Here, we present the case of a 4-year-old girl with a history of pro-
longed fever. Her physical examination and echocardiography revealed aneurysmal 
dilatation of the coronary arteries and myocarditis in the absence of other principal 
features of KD. This patient was diagnosed as having KD and responded very quickly to a 
high dose of intravenous immunoglobulin therapy.
Discussion: This case study highlights congestive myocarditis as an atypical presenta-
tion of KD and the need to maintain a high level of awareness of this problem, in order 
to diagnose and treat this potentially life-threatening condition promptly. 

1. Introduction
Among the most common causes of inflammatory dis-

orders in children is Kawasaki disease (KD). But there are 
many unresolved questions regarding the presentation 
of this condition (1). We report on the case of a child, who 
presented with a coronary artery aneurysm (CAA) and 
myocarditis, which is one of the rare presenting signs of 
KD.

2. Case Presentation
A 4-year-old girl presented with a history of fever for 2 

weeks, for which she had been referred to our hospital. 
On admission, the child was clinically diagnosed with irri-
tability and tachycardia. A physical examination showed 
that she had an axillary temperature of 38.4 ◦C, pulse rate 
= 168/min, respiratory rate = 23/min, and a grade III/VI sys-
tolic and diastolic murmur in the lower sternal border. 
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Her laboratory data were as follows: 
Complete blood count (CBC) = 11400/ mm3 (with 55% neu-

trophils, 36% lymphocytes, 7% monocytes and 2% eosino-
phils), erythrocyte sedimentation rate (ESR) = 130 mm/h; 
platelet count = 738000/mm3. In the meantime, urine 
and blood culture reports had negative results. A two-
dimensional echocardiography was done, which revealed 
aneurysmal dilatation of the coronary arteries. High dose 
intravenous immunoglobulin (IVIG), 2 g/kg was admin-
istered over 12 hours infusion, and this was started along 
with oral aspirin 80-100 mg/kg/day in divided doses. The 
child responded very quickly, her fever subsided and fea-
tures of myocarditis improved within 24 hours of therapy.

3. Discussion
KD, first described in 1967 (2), as an acute febrile mu-

cocutaneous lymph node syndrome, is among the most 
mysterious diseases that affects children, usually this 
disease presents with fever and a variety of other clini-
cal manifestations (1). Although this condition has been 
investigated for many years and in different research 
centers, there is still no diagnostic test for KD (3). So di-
agnosis of this disease depends on the presence of a fe-
ver for longer than a 5 day duration, in addition to 4 out 
of 5 signs of mucocutaneous inflammation (bilateral 
non-exudative conjunctivitis, erythema of the lips and 
oral mucosa, changes in the extremities, rash, or cervical 
lymphadenopathy) (3).

There are many children with prolonged fever, but they 
do not fulfill the diagnostic criteria of classic KD. The liter-
ature supports the view that at least 10% of children with 
the characteristic CAA seen in KD, never actually fulfill the 
criteria for KD (4). In this group of patients, fewer clinical 
signs of mucocutaneous inflammation in the presence 
of fever and CAA, seems sufficient for a diagnosis of KD 
(5). In the study by Heuclin et al., 39 patients were iden-
tified prospectively as having confirmed or suspected 
KD, 33 had confirmed KD, with an incidence of 9/100000 
children < 5 years old. 7 of these 33 cases had incomplete 
KD, which in all except one case, was confirmed with ab-
normalities in the echocardiogram (6). So the discovery 
of cardiac involvement in KD can largely resolve the di-
agnostic problem in incomplete cases. Nevertheless, this 
can lead to another question: should every case of CAA be 
considered as a KD. There is little differential diagnosis 
existing for the involvement of the coronary artery such 
as aneurysm or dilatation. Systemic-onset juvenile idio-
pathic arthritis is difficult to distinguish from KD (7, 8). 
When we are highly doubtful about KD, confirmatory test 
should be evaluated in the presence of CAA, as the only 
paraclinical finding in patients with prolonged fever (1).

In a review of the literature, we can find a great deal 
of variety and sometimes unusual presentations of KD, 
which are not included in classic criteria, such as; acute 
cholestasis (9), ischemic small bowel strictures (10), mul-
tifocal lymphadenopathy (11), retropharyngeal edema 

(12), and facial nerve palsy (13), but CAA and myocarditis 
are the only manifestations and finding in childhood KD 
that has not reported until now and our patient seems to 
be the first with this type of presentation.

According to our case report and the study by Heuclin 
et al. the use of minor criteria and an echocardiography 
may favor an earlier diagnosis and treatment of KD (6). 
In another study by Bear et al. (14) the prevalence of coro-
nary artery lesions on the initial echocardiogram in KD 
was evaluated, 44% of the patients had coronary abnor-
malities, 31% had coronary dilatations, and 13% had aneu-
rysms. Also, in those patients who had only a short time 
period between diagnosis and treatment, less severe cor-
onary artery lesions were observed. Significant valvular 
regurgitation may occur in KD, but this is uncommon (5). 
From the study it is evident that the possibility of atypical 
KD should be considered whenever a child presents with 
prolonged fever and myocarditis in association with very 
high level of ESR. Echocardiographic evaluation should 
be carried out early to rule out coronary artery abnormal-
ity.

Acknowledgments
There is not any acknowledgments.

Financial Disclosure
There is not any financial disclosure.

Funding/Support
There is not any financial support.

Author’s Contribution
None declared.

References
1. Cimaz R, Sundel R. Atypical and incomplete Kawasaki disease. 

Best Pract Res Clin Rheumatol. 2009;23(5):689-97.
2. Kawasaki T, Kosaki F, Okawa S, Shigematsu I, Yanagawa H. A new 

infantile acute febrile mucocutaneous lymph node syndrome 
(MLNS) prevailing in Japan. Pediatrics. 1974;54(3):271-6.

3. Chang FY, Hwang B, Chen SJ, Lee PC, Meng CC, Lu JH. Character-
istics of Kawasaki disease in infants younger than six months of 
age. Pediatr Infect Dis J. 2006;25(3):241-4.

4. Kamath N, Shenoy R. Kawasaki disease in India – An urgent need 
to increase awareness. J Indian Rheumatol Assoc. 2005;13:113-20.

5. Newburger JW, Takahashi M, Gerber MA, Gewitz MH, Tani LY, 
Burns JC, et al. Diagnosis, treatment, and long-term manage-
ment of Kawasaki disease: a statement for health professionals 
from the Committee on Rheumatic Fever, Endocarditis, and Ka-
wasaki Disease, Council on Cardiovascular Disease in the Young, 
American Heart Association. Pediatrics. 2004;114(6):1708-33.

6. Heuclin T, Dubos F, Hue V, Godart F, Francart C, Vincent P, et al. 
Increased detection rate of Kawasaki disease using new diagnos-
tic algorithm, including early use of echocardiography. J Pediatr. 
2009;155(5):695-9 e1.

7. Binstadt BA, Levine JC, Nigrovic PA, Gauvreau K, Dedeoglu F, 
Fuhlbrigge RC, et al. Coronary artery dilation among patients 
presenting with systemic-onset juvenile idiopathic arthritis. Pe-
diatrics. 2005;116(1):e89-93.



36 J Compr Ped. 2012;3(1)Published by Kowsar, © 2012 ISP

Halimiasl A et al. Concomitant Coronary Artery Aneurysm and Myocarditis

8. Komatsu H, Tateno A. Failure to distinguish systemic-onset juve-
nile idiopathic arthritis from incomplete Kawasaki disease in an 
infant. J Paediatr Child Health. 2007;43(10):707-9.

9. Valentini P, Ausili E, Schiavino A, Angelone DF, Focarelli B, De Rosa 
G, et al. Acute cholestasis: atypical onset of Kawasaki disease. Dig 
Liver Dis. 2008;40(7):582-4.

10. Beiler HA, Schmidt KG, von Herbay A, Loffler W, Daum R. Ischemic 
small bowel strictures in a case of incomplete Kawasaki disease. J 
Pediatr Surg. 2001;36(4):648-50.

11. Falcini F, Simonini G, Calabri GB, Cimaz R. Multifocal lymphade-
nopathy associated with severe Kawasaki disease: a difficult di-

agnosis. Ann Rheum Dis. 2003;62(7):688-9.
12. Langley EW, Kirse DK, Barnes CE, Covitz W, Shetty AK. Retropha-

ryngeal edema: an unusual manifestation of Kawasaki disease. J 
Emerg Med. 2010;39(2):181-5.

13. Wright H, Waddington C, Geddes J, Newburger JW, Burgner D. 
Facial nerve palsy complicating Kawasaki disease. Pediatrics. 
2008;122(3):e783-5.

14. Baer AZ, Rubin LG, Shapiro CA, Sood SK, Rajan S, Shapir Y, et 
al. Prevalence of coronary artery lesions on the initial echo-
cardiogram in Kawasaki syndrome. Arch Pediatr Adolesc Med. 
2006;160(7):686-90.


