CHAPTER 23

KAWASAKI DISEASE (M30.3)

Burak UNLU!
Yavuz TEZCAN?

REMEMBER

Kawasaki disease (KD) is defined as mucocutaneous lymph node syndrome.

The incidence of the disease differs according to geographical regions and is most frequently ob-
served in Japan.

Some HLA loci such as HLA B5, and HLA-DRB1 were associated with KD. It has also been im-
plicated in some genetic pathways such as CASP3 (Caspase3).

It has been suggested that the disease may be triggered by some infectious agents (e.g., Staphylo-
coccal toxin, Ebstein-Barr virus).

KD is a multisystemic medium-sized vessel vasculitis that frequently occurs in childhood.

KD is most commonly observed in children younger than 6 years old, and more prevalent in
males (about 1.5 times).

The disease may be observed very rarely in adulthood.
KD is one of the leading causes of acquired heart disease in the pediatric population.

The disease is usually self-limited, but coronary artery aneurysms may occur in 15-25% of pa-
tients.

Diagnostic criteria for KD have been established. Includes high fever (>38.5) unresponsive to an-
tipyretics lasting at least five days and the presence of four of the five criteria listed below:
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» Close follow-up is required because Kawa-
saki disease may rarely cause hemolytic ure-
mic syndrome. Suspicious cases should be
consulted with a pediatric nephrologist.

Pediatric Neurology

»  Central nervous system involvement is very
rare. Cerebral vasculitis can be observed.
Peripheral nerve involvement may occur.

» Cases of ataxia, extreme irritability, cranial
nerve palsies, aseptic meningitis, and sen-
sorineural hearing loss have been reported
in literature. Patients should be followed in
these aspects and the specialist should be
consulted if necessary.

Gastroenterology

» Appendicitis, paralytic ileus, pancreatitis,
cholestasis, acute gallbladder hydrops, hem-
orrhagic duodenitis may occur in KD pa-
tients. In case of doubt in clinical follow-up,
the gastroenterologist should be consulted.

Pediatric Surgery

» Patients with gastrointestinal obstruction,
pseudoobstruction, and intussusception have
been reported in some children diagnosed
with Kawasaki disease. In these cases, acute
surgical evaluation is required.

Hematology

» Macrophage activation syndrome (MAS)
is a rare complication of KD and is charac-
terized by cytopenia, hepatosplenomegaly,
hypofibrinogenemia, and markedly elevat-
ed ferritin. Patients in doubt should be con-
sulted with a pediatric hematologist.

Kawasaki Disease (M30.3)

Cardiac Surgery

» KD may also involve peripheral arteries. Is-
chemia, and gangrene may develop in these
patients, and should be evaluated together
with a cardiovascular surgeon when neces-
sary.

» In cases where coronary artery disease is
developed, an indication for catheterization
or cardiac bypass may arise.

REFERENCES

Eileen Rife and Abraham Gedalia. Kawasaki Disease: an
Update. Curr Rheumatol Rep. 2020;22(10).

Onouchi Y. The genetics of Kawasaki disease. Int ] Rheum
Dis. 2018;21(1):26-30.

Bayers S, Shulman ST, Paller AS. Kawasaki disease: Part
I. Diagnosis, clinical features, and pathogenesis. ]
Am Acad Dermatol [Internet]. 2013;69(4):501.el-
501.el1. Available from: http://dx.doi.org/10.1016/j.
jaad.2013.07.002

Agarwal S, Agrawal DK. Kawasaki disease: etiopathogen-
esis and novel treatment strategies. Expert Rev Clin
Immunol. 2017;13(3):247-58.

McCrindle BW, Rowley AH, Newburger JW, Burns JC,
Bolger AE, Gewitz M, et al. Diagnosis, treatment,
and long-term management of Kawasaki disease: A
scientific statement for health professionals from the
American Heart Association. Vol. 135, Circulation.
2017. 927-999 p.

Gitiaux C, Kossorotoff M, Bergounioux J, Adjadj E, Lesage
F, Boddaert N, et al. Cerebral vasculitis in severe Ka-
wasaki disease: Early detection by magnetic resonance
imaging and good outcome after intensive treatment.
Dev Med Child Neurol. 2012;54(12):1160-3.

Agarwal S, Mulkutkar S, Suri D, Singh S, Gupta A. Reti-
nal Vasculitis in Kawasaki Disease. Indian ] Pediatr.
2015;82(12):1183-4.

Watanabe T. Kidney and Urinary Tract Involvement in Ka-
wasaki Disease. Int ] Pediatr. 2013;2013:1-8.

Williams K. Preventing Long-Term Cardiac Damage in
Pediatric Patients With Kawasaki Disease. ] Pediatr
Heal Care [Internet]. 2017;31(2):196-202. Available
from: http://dx.doi.org/10.1016/j.pedhc.2016.07.009

Shiari R, Jari M, Karimi S, Salehpour O, Rahmani K, Has-
sas Yeganeh M, et al. Relationship between ocular
involvement and clinical manifestations, laboratory
findings, and coronary artery dilatation in Kawasaki
disease. Eye. 2020;34(10):1883-7.

95



96 Dermatology Remember-Consult

Chen A, DeBartolo M, Darras F, Ferretti J, Wasnick R.
Renal Artery Pseudoaneurysm in Kawasaki Disease.
Urology [Internet]. 2016;98:165-6. Available from:
http://dx.doi.org/10.1016/j.urology.2016.05.053

Fabi M, Corinaldesi E, Pierantoni L, Mazzoni E, Landini
C, Bigucci B, et al. Gastrointestinal presentation of
kawasaki disease: A red flag for severe disease? PLoS
One. 2018;13(9):1-10.

Colomba C, La Placa S, Saporito L, Corsello G, Ciccia F,
Medaglia A, et al. Intestinal Involvement in Kawasaki
Disease. ] Pediatr [Internet]. 2018;202:186-93. Availa-
ble from: https://doi.org/10.1016/j.jpeds.2018.06.034

Jin P, Luo Y, Liu X, Xu J, Liu C. Kawasaki Disease Com-
plicated With Macrophage Activation Syndrome:

Case Reports and Literature Review. Front Pediatr.
2019;7(September 2016):1-5.
Denby K], Clark DE, Markham LW. Management of Ka-
wasaki disease in adults. Heart. 2017;103(22):1760-9.
Liu X, Zhou K, Hua Y, Wu M, Liu L, Shao S, et al. Neuro-
logical involvement in Kawasaki disease: A retrospec-
tive study. Pediatr Rheumatol. 2020;18(1):4-11.
Yeom JS, Cho YH, Koo CM, Jun JS, Park JS, Park ES, et
al. A Pilot Study Evaluating Cerebral Vasculitis in Ka-
wasaki’s Disease. Neuropediatrics. 2018;49(6):392-6.
Zhang B, Hao Y, Zhang Y, Yang N, Li H, Liang J. Kawasaki
disease manifesting as bilateral facial nerve palsy and
meningitis: a case report and literature review. J Int
Med Res. 2019;47(8):4014-8.



BOLUM 23

KAWASAKI HASTALIGI (M30.3)

Burak UNLU!
Yavuz TEZCAN?

HATIRLA

Kawasaki hastalig1 (KH) mukokutanéz lenf nodu sendromudur.
Hastalik insidansi cograti bolgelere gore farklilik gosterir ve en sik Japonya’da izlenir.

HLA B5 ve HLA-DRBI gibi bazi HLA lokuslar: ile hastalik arasinda iligki saptanmistir. CASP3
(Caspase3) gibi baz1 genetik yolaklarla da KH iligkilendirilmistir.

Hastaligin bazi enfeksiy6z ajanlar tarafindan tetiklenebildigi one siirtilmistiir (6r. Stafilokoksik
toksin, Ebstein-Barr viriis).

Siklikla ¢ocukluk ¢aginda goriilen hastalikta ana patoloji multisistemik orta damar vaskiilitidir.

En sik 6 yasindan kiigiik ¢ocuklarda izlenmektedir. Erkek ¢ocuklarda kizlara gore daha siktir
(yaklasik 1.5 kat).

KH, ¢ok nadir olarak eriskin ¢agda da izlenebilir.
Pediatrik popiilasyonda edinilmis kalp hastaliginin 6nde gelen nedenlerinden birisidir.

Hastalik genelde kendini sinirlar ancak hastalarinin %15-25’inde koroner arter anevrizmalari
gelebilir.

KH i¢in tan kriterleri olusturulmustur. En az bes giin siiren antipiretiklere yanitsiz yiiksek ates
(>38.5) ve asagidaki bes kriterden dordiiniin varligini ierir:
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yakin takip gerekir. Stipheli vakalar pediat-

rik nefroloji uzmanina danisilmalidir.

Pediatrik Noroloji

> Santral sinir sistemi tutulumu olduk¢a na-
dirdir. Serebral vaskiilit izlenebilir. Periferik
sinir tutulumu goriilebilir.

>  Ataksi, agir1 sinirlilik, kraniyal sinir felcleri,
aseptik menenjit ve sensorinoral isitme kay-
b1 gelisen vakalar bildirilmistir. Hastalar bu
a¢ilardan takip edilmeli ve uzmana gerekir-
se danisilmalidir.

Gastroenteroloji

» Hastalik seyri sirasinda apandisit, paralitik
ileus, pankreatit, kolestaz, akut safra ke-
sesi hidropsu, hemorajik duodenit gelisen
hastalar bildirilmistir. Klinik takipte siiphe
duyuldugunda gastroenteroloji uzmanina
danisilmalidir.

Cocuk Cerrahisi

» Kawasaki hastalig1 tanis1 alan bazi ¢ocuk-
larda gastrointestinal obstriiksiyon, pso-
doobstritksiyon ve invajinasyon gelisen
hastalar bildirilmistir. Bu durumlarda akut
cerrahi goriis alinmalidir.

Hematoloji

> Makrofaj
KH’nin nadir bir komplikasyonudur ve si-

aktivasyon sendromu (MAYS)

topeni, hepatosplenomegali, hipofibrinoje-
nemi ile belirgin ferritin yiiksekligi ile ka-
rakterizedir. Siiphe olan hastalar pediatrik
hematoloji uzmanina konsulte edilmelidir.

Kawasaki Hastaligi (M30.3)

Kalp ve Damar Cerrahisi

» KH periferik arterleri de tutabilmektedir.
Bu hastalarda iskemi ve gangren gelisebil-
mektedir ve gerekli durumlarda kalp damar
cerrahisi uzmani ile birlikte degerlendiril-

melidir.

» Koroner arter hastalig1 gelisen vakalarda ka-
teterizasyon veya kardiyak by-pass endikas-
yonu dogabilir.
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