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= Abstract =

Kawasaki disease is an acute systemic inflammatory disorder, the etiology of which has not yet been established. The clinical
manifestations are non-specific and are common to many pediatric infectious and immunologic diseases. In 2 cases presenting
fever, cervical lymphadenopathy, and retropharyngeal abscesstike lesions on the neck shown in a computerized tomography
(CT) scan, the diagnosis of Kawasaki disease was delayed. The patients were not responsive to antibiotic therapy, and fluid
collection was not found during retropharyngeal aspiration. They showed typical Kawasaki manifestations over time and
atrioventricular valve regurgitation in the echocardiogram. A diagnosis of Kawasaki disease should be considered in similar
cases of fever and cervical lymphadenopathy. A CT scan that shows a retropharyngeal abscesstike lesion on the neck can
be a false positive finding, and other laboratory exams, including echocardiography, should be performed as early as possible
to avoid unnecessary medical and surgical procedures. (Korean J Pediatr 2009;52:251-255)
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Introduction

Kawasaki disease (KD) is an acute systemic vasculitis of
unknown cause, that primarily affects children under 5 years
of age. It has been reported worldwide and is now the
leading cause of acquired heart disease in children in the
developed world". The clinical findings of KD are nonspecific
and are commonly found in many pediatric infectious and
immunologic diseases. Further complicating the diagnosis is
the fact that these clinical features may be absent or may
evolve over many days after the onset of fever”. Therefore,
KD presents a diagnostic challenge, and a high index of
suspicion is required for early diagnosis and treatment of
KD. In the present report, we describe two cases of KD
initially presenting as retropharyngeal abscess, with a review

of the literature.
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Case report

Case 1

An 18-month-old Korean boy presented with a 2 day his-
tory of fever, irritability and postauricular swelling. A medi-
cal history of retropharyngeal abscess and Kawasaki disease
had been recorded. At 3—-months of age, he was admitted for
fever and right cervical lymphadenopathy. The neck com-
puted tomography (CT) scan showed a low density lesion
in the retropharyngeal space suggesting an abscess, and
multiple lymph node enlargements in the right posterior
cervical space (Fig. 1). With antibiotics treatment, the fever
subsided on the 7th hospital day, and the cervical lymphade-
nopathy was improved. At 8 months of age, he was admit-
ted for typical KD and showed prompt improvement after
treatment with intravenous immunoglobulin (IVIG) and aspi-
rin. During the convalescent period, he developed peeling of
the fingertips, and the mild dilation of the left main coronary
was normalized.

At 18 months of age, on examination in the emergency
department, the patient had a high temperature. He also had

an erythematous rash on his trunk, dry lips, and an oropha-
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ryngeal injection. Bilateral firm enlargement of the postauri-
cular cervical lymph nodes was noted. Although tender to
palpation and overlying erythema, none of the masses were
fluctuant.

The white blood cell count was measured at 14,500/uL
with 90% neutrophils and toxic granules. C-reactive protein
was increased to 16.52 mg/dL. Liver enzymes, such as AST/
ALT, were elevated to 186/204 IU/L. Blood and urine cul-
tures were negative. Serology for Cytomegalovirs (CMV)
and Epstein Barr virus (EBV) were negative. Neck CT scan
revealed a low-density mass without wall-enhancement in
the retropharyngeal space (Fig. 2). Though intravenous hy-
dration and antibiotics such as augumentin, netilmycin and
metronidazole were started, fever was persistent.

On the 3™ hospital day, he developed a skin rash, conjun—
tival injection, red lips, strawberry tongue, and swelling of
the hands and feet. IVIG with a high dose of aspirin was
prescribed, which resulted in prompt improvement. On the
5™ hospital day, the fever reappeared with persistent Kawa-
saki manifestations. The neck CT showed improvement in
the retropharyngeal lesion, but mild mitral regurgitation was
noted on the echocardiogram. IVIG was administered again,
but fever persisted untill the 8" hospital day, when the 3
IVIG was given. On the 16th hospital day, desquamantion

of the fingertips was noted.

Case 2

A 6-year old Korean boy was admitted to the emergency
room with fever and painful neck swelling. On physical exa-
mination, his tonsils were hypertrophied and his left infra—
auricular lymph node had swollen to a 2X3 cm size. The
lymph node was neither fixed nor fluctuant. The white blood
cell count was 37,300/uL with 92% neutrophils. Hemoglobin
was 12.6 g/dL and the platelet count was 251,000/uL. C-
reactive protein was increased to 20.3 mg/dL. Liver enzymes
were not elevated. Blood and urine cultures were negative.
The neck CT scan revealed a low density lesion in the
widened retropharyngeal space and multiple lymph node
enlargements in the left infra—auricular area (Fig. 3). Intra-
venous hydration and antibiotics including augumentin, netil-
micin and metronidazole were given at the Otolaryngology
department, but the fever was persistent. On the 3rd hospital
day, adenoidectomy and retropharyngeal aspiration were
performed, but aspirate was absent. On the gh hospital day,
a generalized skin rash, non-purulent conjunctival injection,
red lips, and strawberry tongue developed. A cardiac echo-
cardiogram revealed slightly decreased fractional shortening
(229), mitral regurgitation of grade II-III/IV, tricuspid re-
gurgitation of grade III-IV/IV, but the coronary arteries

were not dilated. After IVIG infusion and aspirin prescription,

Fig. 1. Neck CT scan showing a low-density lesion in wi-
dened retropharyngeal space (*) and right cervical lymphade-
nopathy at 3 months of age in case 1.

Fig. 2. Axial CT scan demonstrates a low-density lesion (*)
in widened retropharyngeal space without contrast enhance-
ment and bilateral cervical lymphadenopathy in case 1.
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Fig. 3. Neck CT scan showing a low-density lesion (*) in
widened retropharyngeal space and left cervical lymphadeno-
pathy in case 2.

the fever subsided the following day. Four weeks later, a
follow—up cardiac echocardiogram showed normal cardiac
function and normal coronary artery size without valve re-

gurgitation.

Discussion

Case 1 is peculiar in some aspects. Firstly, he suffered
from retropharyngeal abscess and Kawasaki disease sepa-
rately 5 months apart during infancy. Secondly, KD recurred
almost 10 months later with the presentation of a retropha-
ryngeal abscess on the CT scan. Thirdly, fever with cervical
lymphadenopathy was the presenting symptom for each of
the three illnesses. Case 2 was diagnosed after a week of
illness because of the delayed appearance of Kawasaki mani-
festations.

Currently, diagnosis of KD is based on the same clinical
criteria used to describe the disease over 30 years ago. How-
ever, non-specific clinical features, evolving presentations,
and atypical or incomplete presentations make early diagnosis
and timely treatment difficult. A recent nationwide study in
Canada reported that delays in diagnosis and treatment,
which occur more frequently in older children, are associated
with an increased risk of coronary aneurysm, hence, high

diagnostic suspicion and prompt referral are required to

reduce the rates of cardiac complications”. There are some
studies regarding the difficulties in clinical diagnosis of KD
after the first week of illness. In an analysis of the diag-
nosis of KD after illness day 10, the delayed diagnosis group
exhibited typical features dispersed over time, as opposed to
the close clustering of symptoms in the early diagnosis
groupg). In addition, coronary aneurysms occurred more often
in the delayed diagnosis group, for this reason, a high index
of suspicion is needed in young children presenting with
fever and rash illnesses”. From the retrospective analysis of
25 delayed diagnosis cases that were diagnosed in the se-
cond week, KD should be strongly considered in a child
presenting with fever for more than one week, who looks
"non-toxic” (not very sick), and who has non—purulent bul-
bar conjunctivitis and oral mucositis”.

Case reports suggest that infants with KD have atypical
presentations and high complication rates, therefore, criteria
are too restrictive to allow early diagnosis and effective
treatment”. Some authors advocated routine use of echocar-
diography for early detection of KD and initiation of early
prophylaxis in patients with features suggestive of KD, even
if they do not fulfill all of the criteria to be labeled KD”.

In 12% of the KD with head and neck manifestations,
cervical lymphadenopathy is the initial presenting symptom,
which may cause a significant delay in diagnosis7). In the
recent review of 5 KD cases presenting with acute tonsillitis,
initial manifestations were polymorphous rash in 1 case, and
cervical lymph nodes in 4 other cases. All of the patients
were later diagnosed as KD on the 8" to 28th day of ill-
ness’. Otolaryngologists should maintain a high index of
clinical suspicion for KD, because of its ability to mimic
acute suppurative processes and the potential for cardiac
complications with delayed diagnosis or unnecessary surgi-
cal intervention”.

Among the head and neck manifestations, a deep neck
space infection-like symptom occurred in 8 out of 155 KD
cases including 17 atypical cases”. A Medline search revea-
led at least five reported cases of KD with a tentative diag-

9-13 ..
' The clinical charac-

nosis of a retropharyngeal abscess
teristics of previously reported cases along with those of our
cases are summarized in Table 1. In all cases, the CT scan
revealed hypodense lesions with or without enhancement,
compatible with a retropharyngeal abscess. Thus all of the
cases, including our cases were initially treated as a retro-
pharyngeal abscess, but showed no improvement with anti-

biotics. A correct diagnosis was eventually made in all cases
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Table 1. Clinical Characteristics of Kawasaki Disease Resembling Retropharyngeal Disease (Literature Review and Our Cases)

Source Aggc(gr )/ Initial Sx Neck CT Da); éf fK()]rJ Dx Sfﬂfif;l ﬁ}i(cjkllgg
Park” 4.5/M Fever for a week, treated Left RP mass extending laterally into neck, 9 Not done Normal
1997 as otitis several small areas of hypolucency within
the mass and associated ring enhancement

McLaughlin'” 4/M Irritability for 2 days, Extensive RP edema crossing the midline 5 Not done Normal
1998 fever, neck swelling, and extending from the level of nasopharynx

decreased neck motion inferior to thoracic inlet
Homicz" 6/F Fever for 2 days, Low density mass without enhancement in 4 Aspiration with Normal
2000 neck pain, torticollis, RP space no abscess

odynophagia
Gross'™ 9/M Fever for 7 days, RP soft tissue swelling 22 Incision with no 6-8 mm dilated
2001 torticollis, cervical fluid collection and ectatic

lymphadenopathy coronary a
Hung® 2.4/M Fever for 2 days, neck Low density lesion in RP space 3 Not done Normal
2006 swelling
Case 1 1.5/M Fever for 2 days, Low-density lesion without wall-enhancement 5 Not done MR

irritability, in RP space

postauricular swelling
Case 2 6.0/M Fever for lday, neck Low density lesion in RP space 9 Aspiration with MR, TR

swelling

no abscess

Abbreviations : Dx, diagnosis; KD, Kawasaki disease; MR, mitral regurgitation; RP, retropharyngeal; TR, tricuspid regurgitation

when additional signs and symptoms of KD developed. In
four cases diagnosed within a week of onset of symptoms,
coronary problems were absent. However, in one case, a
patient was diagnosed on the 22" day of illness and coronary
aneurysm was detected'?. Surgical intervention was per-
formed in three cases, including case 2 in the present re-
port, but there was no abscess or fluid collection. It appears
that the CT scan cannot differentiate abscess from inflam-
mation. There is still no reported coexistence of KD and a
retropharyngeal abscess in the previous reports. Once a
patient is diagnosed with KD, the abscess-like lesion on the
CT scan should be viewed as a type of inflammation rather
than as an infection™. Although KD mimicking a deep neck
infection appears to be rare, the true incidence of retro-
pharyngeal pathology is unknown because of the lack of
routine neck imaging. Hence, the likely prevalence of un-
reported cases is also unknown'”.

Case 1 was very resistant to IVIG, so IVIG was admi-
nistered three times. For cases with IVIG-resistance, that
have a persistent or recrudescent fever, rescue therapies in-
clude multiple courses of IVIG, pulse dose methylpredniso-

1415 Infliximah, a TNF- ¢ antago-

lone as well as Infliximab
nist was successfully used for a KD patient with a giant
aneurysm unresponsive to multiple doses of IVIG and me-
thylprednisolonew). In the present case 1, even though the
patient was diagnosed as KD, we could not use steroids
because of the possibility that a retropharyngeal abscess

might coexist.

In conclusion, KD may be initially misdiagnosed as a
retropharyngeal abscess by neck CT scan in a febrile child
with cervical lymphadenopathy. If the fever is refractory to
antibiotic treatment in such a patient, the possibility of KD
should be considered, Echocardiography should be performed
as early as possible and unnecessary surgical intervention
should be avoided.

229

rok

AFFHe) Fdst HA TR
SELEDE CRE T

Tt 34 A 454 Ao, 1 9L oA
WA A okl ARG H5olHor B Aol A
Agolu} Westy AR B 5 Yk AREe Bd A
B QEAEe Bl F Sl AR AdstaEEdy Q¥
TR skl FAEE 278 BYG o) YA X go] ukg-akx]
grom A% FHo| FA&NAE FFo] fld AR, ARl
AVAA ABH 7t S A @A xS uelA
WA gute] 9FHE Hol A Agd £ Qo B Syl A
2 ey ARGIAE SR Yehte F9d oS
Aok &t o] A HAksttEH G A AFFTR| FF
AF S QA Ao E B 5 )l ARJuAE Tl 14
3 FAYAAN B L BFeta B 5o Fo] A&HE 5ol
= Axens x3e AALE 27| Aldsle] Bga e oA,

%



Prevalence and trends in obesity among Korean children and adolescents, in 1997 and 2005

Sloh4 AEg Zolok & Wast YA

References

1) Taubert KA, Rowley AH, Shulman ST. Seven-year national
survey of Kawasaki disease and acute rheumatic fever.
Pediatr Infect Dis J 1994;14:823-4.

2) Han RK, Sinclair B, Newman A, Silverman ED, Taylor GW,
Walsh P, McCrindle BW. Recognition and management of
Kawasaki disease. CMA] 2000;162:807-12.

3) Anderson MS, Todd JK, Glode MP. Delayed diagnosis of
Kawasaki syndrome: an analysis of the problem. Pediatrics
2005;115:e428-33.

4) Chakrabartty S, Pramanik S, Thapa R. Difficulties in the
diagnosis of Kawasaki disease. Indian Pediatr 2006;43:728-31.

5) Joffe A, Kabani A, Jadavji T. Atypical and complicated
Kawasaki disease in infants. Do we need criteria? West ]
Med 1995;162:322-7.

6) Mishra K, Choudhury J. Kawasaki disease: Is atypical more
common than typical. Indian Pediatr 2006;43:453-4.

7) Yoskovitch A, Tewfik TL, Duffy CM, Moroz B. Head and
Neck manifestations of Kawasaki disease. Int ] Pediatr
Otorhinolaryngol 2000;52:123-9.

8) Hathursinghe HR, Patel S, Uppal HS, Ray ]. Acute tonsillitis:

an unusual presentation of Kawasaki syndrome: a case report
and review of the literature. Eur Arch Otorhinolaryngol
2006;263:336-8.
Park AH, Batchra N, Rowley A, Hotaling A. Patterns of
Kawasaki syndrome presentation. Int ] Pediatr Otorhino-
laryngol 1997;40:41-50.
McLaughlin RB ]Jr, Keller JL, Wetmore RF, Tom LW.
Kawasaki disease: a diagnostic dilemma. Am J Otolaryngol
1988;19:274-17.
Homicz MR, Carvalho D, Kearns DB, Edmonds J. An atypical
presentation of Kawasaki disease resembling a retropharyn-
geal abscess. Int J Pediatr Otorhinolaryngol 2000;54:45-9.
Gross M, Elisashar R, Attal P, Sichel JY. Radiology quiz case
2: Kawasaki disease (KD) mimicking a retropharyngeal
abscess. Arch Otolaryngol Head Neck Surg 2001;127:1507-9.
Hung MC, Wo KG, Hwang B, Lee PC, Meng CC. Kawasaki
disease resembling a retropharyngeal abscess case report
and literature review. Int J Cardiol 2007;115:¢94-96.
14) Newburger JW. Kawasaki disease. Curr Treat Options Car-
diovasc Med 2000;2:227-36.
15) Newburger JW, Fulton DR. Kawasaki disease. Curr Treat
Options Cardiovasc Med 2007;9:148-58.
Weiss JE, Eberhard BA, Chowdhury D, Gottieb BS. Inflixi-
mab as a novel therapy for refractory Kawasaki disease. J
Rheumatol 2004;31:808-10.

9

=

10

=

11

~

12

=

13

=

16

=

- 255 -



