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ENFERMEDAD DE KAWASAKI ES O NO ES??

ESAES LA PREGUNTA




ENFERMEDAD DE KAWASAKI

FASES CLINICAS EVOLUTIVAS

/ | \

FASE AGUDA
(10 dias)

Enfermedad de Kawasaki: consenso interdisciplinario e intersociedades (guia practica clinica). SAP y SAC. 2016
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ENFERMEDAD DE KAWASAKI- CRITERIOS DIAGNOSTICO

AHA Scientific Statement

Diagnostic Guidelines for Kawasaki Disease

Council on Cardiovascular Disease in the Young, Committee on Bhenmatic Fever, Endocarditis,
and Kawasaki Disease, American Heart Association

awasak: dizeaze or mucocuiznecus hmoh node sm- prolonged PR and'or QT miervals, occazionally low wvoltage,
dromze, 15 a disease of unknown eticlogy thai muost or 5T-T—wave changes); chest x-ray abnormahtes (cardio-
frequently (80% of the fme) affects mfants and children mergszalvh echocardiographic chanpes (pencardial effusion,
under & vears of age. Accurate diagnosis and early therapeutic coronary anewrvsms, o decreased contractility); mitral and/or
mierventions such as aspunin and inravenous y-globulin can zortic valvular insufficiency: and mrelv, ansurvsmes of perph-

Circulation. 2001:103:335-336

AHA SCIENTIFIC STATEMENT

Diagnosis, Treatment, and Long-Term Management
of Kawasaki Disease

A Scientific Statement for Health Professionals From the American Heart
Association

Circulation. 2017;135:00-00. DOI: 10.1161/CIR.0000000000000484




CRITERIOS DIAGNOSTICOS DE ENFERMEDAD DE KAWASAKI




FASE AGUDA -HALLAZGOS CLINICOS MENOS FRECUENTES-

RESPIRATORIO
MUSCULOESQUELETICO
GASTROINTESTINAL

NEUROLOGICO

GENITOURINARIO
CARDIOVASCULAR

OTROS

Nodulos pulmonares, Infiltrados intersticiales
Artralgias, Artritis (poli y oligoarticular)

Diarrea, Vomitos, Dolor abdominal, Hepatitis, Pancreatitis,
Hidrops vesicular

Irritabilidad extrema, Meningitis aséptica, Déficit de pares
craneales, Hipoacusia neurosensorial

Uretritis con piuria estéril, Hidrocele, Vulvitis

Miocarditis, pericarditis, insuficiencia valvular, shock,
aneurismas de otras arterias medias

Flemon retrofaringeo, Uveitis anterior, Induracion y Eritema
periBCG

Circulation. 2017;135:00-00. DOI: 10.1161/CIR.0000000000000484




ENFERMEDAD DE KAWASAKI INCOMPLETA

AHA Scientific Statement

Diagnosis, Treatment, and Long-Term Management of
Kawasaki Disease
A Statement for Health Professionals From the Committee on Rheumatic
Fever, Endocarditis and Kawasaki Disease, Council on Cardiovascular
Disease in the Young, American Heart Association
Endorsed by the American Academy of Pediatrics
Jane W. Newburger, MD, MPH; Masato Takahashi, MD}; Michael A. Gerber, MD);

Michael H. Gewitz. MD: Lloyd ¥. Tam, MD: Jane C. Burns, MD:; Stanford T. Sholman, MD;
Ann F. Bolger, MD): Patricia Ferrieri, MD: Robert 5. Baltimore, MD:; Walter R. Wilson, MD:

Larry M. Baddowr, MD; Matthew E. Levison, MD: Thomas J. Pallasch. DDS5:
Donald A. Falace, DMDy; Kathryn A. Taubert, PhD

Circulation 2004:110:2747-2771




ENFERMEDAD DE KAWASAKI INCOMPLETA

Evaluation of Suspected Incomplete Kawaszaki Disease (KD)
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Figure 1. Evaluation of suspacted incom-
plete Kawasaki dizease. (1) In the absence
of goid standard for dagnosis, this algo-
rithrm cannot be evidence based but rather
represants the informed opinicn of the
axpert committse. Consultstion with an
sxpert should be sought 2nytime assis-
tance i= needed. () Infants <& months oid
on day =7 of fever without other explana-
tion shouwld undergo Isboratory testing and,
i evidence of systemic nflammation is
found. an echocardiogram, even i the
niants hawve no clincal crteria. (3) Patient
chareciaristics suggesting Hawasald dis-
gase gre Eed in Table 1. Charactenistics
suggesting disease other than Kawasaki
dizsase nclude exudative conunctivits,
exudstive pharyngitis, discrste intraoral
kesions, bullous or vesicular rash, or gener-
sired adenopathy. Consider aliemative
diagmoses (zee Table 2). {4) Supplemantal
labomatory criteria include albumin =3.0
g'dL, anemia for age. elevation of alanine
aminotransferass, platelets after 7 d

=450 D00, white biocd call count
=15 000'mm?, and urine =10 white blood
cellshigh-power field. (5) Can treat befons
pearforming echocardicgram. (B Echocar-
diogram iz conssdered posiite for pur-
posas of this algorthm § any of 3 condi-
tions are met: z score of LAD or RCA
=2 5. coronary arteries mest Japaness
Ministry of Health criteria for ansurysms, o
=3 other suogestive fzatures exist, includ-
ng pervascular brighiness, lack of taper-
nig, decreased LV function, mitral requrng-
tation, pencardial sfusion, or z scores in
LAD or RCA of 2-2.5 {7) if the echocardio-
gram is positive, treatment should be given
to children within 10 d of fever onset and
those beyond day 10 with clinical and lsb-
oratony signs {CHRP, ESH) of cnogoing
nilammation. [ Typical pesiing begina
under nail bed of fingers and then foes.

-FIEBRE>5DIAS +20 3
criterios
-ERS >40 mm o PCR>3
mg/dl

+
-Laboratorio complementario
GB > 15.000 x mm3
T TGO/TGP
Albumina < 3gr/dl
Anemia normo/normo
Piuria >10 leuco x cpo
Plaquetas >450.000 x mm3
luego del dia 7

o+
-Ecocardiograma positivo

Circulation 2004:110:2747-2771




ENFERMEDAD DE KAWASAKI INCOMPLETA

Evaluation of Suspected Incomplete Kawasaki Disease!

Children with fever =5 days and 2 or 3 compatible clinical criteria’ OR
Infants with fever for = 7 days without other explanation?
1

L

[ Assess Laboratory Tests ]

"4 .
[ CRP=3.0 mg/dL and/or ESR>40 mm/hr ]

[EF‘.P*:E-.D mg/dL and ESR<40 mm/hr ]

l "
@ Serial clifiléal and /B—-:vr more Laboratory Findings: \

1} Anemia for age
: 2} Platelet count of 2450 000 after the
: =_ NO 2430,
fevers persist ~—— 7' day of fever

.,

Echocardiogram if typical - 3)  Albumin <3.0 g/dL

peeling® develops 4) Elevated ALT level
YES _- 5) WBC count of 215,000/mm?

__F,.-*""* &) Urine =10 WBC/hpf
{ Treat® ]*"’ OR

Qsitive echocardiogram® _,/'/

Circulation. 2017;135:00-00. DOI: 10.1161/CIR.0000000000000484
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ENFERMEDAD DE KAWASAKI

. paciente con cuadro febril sin causa conocida,
que presenta menos de 4 criterios asociados a la fiebre, pero con
caracteristicas tipicas de la enfermedad.

. paciente con Enfermedad de kawasaki que
presenta dentro de su cuadro clinico, sintomas inusuales como shock o
falla renal.

Korean J Pediatr 2013;56(9):377-382




ENFERMEDAD DE KAWASAKI

Estrategia terapeutica del episodio agudo




TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

¢ (A que pacientes tratar??

Pacientes que cumplan criterios de EK completa o algoritmo
para EK incompleta dentro de los 10 dias de la aparicion de
la enfermedad al momento del diagnéstico (Clase | -Nivel de
evidencia A).

Los niflos que aun presenten fiebre o coronariopatia con
signos de inflamacion sistémica activa después de 10
dias de enfermedad (Clase lla -Evidencia B).

Circulation. 2017;135:00-00. DOI: 10.1161/CIR.0000000000000484




GAMMAGLOBULINA ENDOVENOSA 2 grs/Kg en infusion lenta
ASPIRINA vo 80-100 mg/Kg en 3-4 dosis diarias

Multicentrico, Dosis optima de IVIG 2 gr/Kg

prospectivo randomizado
controlado
Review sistematico Tratamiento con IVIG mas AAS

Meta-analisis Dependencia de coronariopatia
con tto con IVIG pero no con
AAS

Meta-analisis Eficacia y seguridad del tto con
IVIG y AAS

Multicentrico, Tratamiento con IVIG en

prospectivo randomizado <awasaki agudo

controlado




TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

SIN FIEBRE a las 48 hs de
GGEV.

/ N

DESCENDER AAS
a 3-5 mg/Kg/dia

PACIENTE RESPONDEDOR

A GAMMAGLOBULINA S
en 1 dosis diaria

La dosis altas AAS deben mantenerse hasta que el paciente permanezca afebril,
aunque no hay evidencia de que esta medida reduzca la posibilidades de
aneurismas de las arterias coronarias. (Clase lla — Nivel de Evidencia C).

Enfermedad de Kawasaki: consenso interdisciplinario e intersociedades (guia practica clinica). SAP y SAC. 2016




TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

FIEBRE persistente o
recrudescente a las
36-48 hs de infusion de

GGEV

v \

PACIENTE NO RESPONDEDOR -NO DESCENDER AAS
A GGEV (10-20%) -RETRATAR CON GGEV

\

OTRAS OPCIONES
1)Pulsos de Metilprednisolona
2) Infliximab

Enfermedad de Kawasaki: consenso interdisciplinario e intersociedades (guia practica clinica). SAP y SAC. 2016




TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

RETRATAMIENTO CON GAMMAGLOBULINA ENDOVENOSA
(Clase Illa — Nivel de Evidencia B)

WVIG retreatment for IVIG-resistant patients

Guideline
Although IVIG is the established first-line treatment for KD,
approximately 15-20% of all KD} patients (16.6% of patients in
the 21st Nationwide Survey of KD') have persistent or recrudes-
cent fever after 2 g/kg of IVIG, and there has been considerable
debate regarding the optimal second-line treatment for such
patients. The 21st Nationwide Survey of KD reported that addi-
tional IVIG was given lo a large majority (91.5%) of the 3231
IVIG-resistant patients reported during the survey period. Steroid
was given together with IVIG in 29.0% of patients. IFX in 4.3%,
immunosuppressants in 3.7%, and PE in 2.2% of patients. IVIG
retreatment alone was effective in approximately half of the
patients.™

Guidelines for medical treatment of acute Kawasaki disease: Report of
the Research Committee of the Japanese Society of Pediatric
Cardiology and Cardiac Surgery (2012 revised version)

Research Committee of the Japanese Society of Pediatric Cardiology and
Cardiac Surgery Committee for Development of Guidelines for Medical Treatment of Acute Kawasaki Disease

Pediatrics Intemational (2014) 56, 135158

5.1. IVIG Resistance. Between 11% and 23% of patients may
present with IVIG resistance, diagnosed if a patient exhibits
persistent or recurrent fever at least 36 hours after the first
IVIG dose has been infused [57, 58]. IVIG resistance is
problematic because recalcitrant fever is indicative of ongoing
arteritis, which places patients at a higher risk of developing
coronary artery aneurysms [39]. It is recommended that
refractory disease is first treated with a second dose of IVIG
2 g/kg, though the efficacy of a number of other therapeutic
options, including intravenous corticosteroid pulse therapy,
anti-TNF-alpha antibodies, and cytotoxic agents, is an ongo-
ing area of research [8, 11, 59].

Review Article
Kawasaki Disease: A Clinician’s Update

Nathan Jamieson' and Davinder Singh-Grewal2

! School of Women’s and Children’s Health, University of New South Wales, Sydney, NSW 2052, Australia
*The Sydney Children’s Hospitals Network, Randwick and Westmead Campuses, Sydney, NSW, Australia

Correspondence should be addressed to Nathan Jamieson; z3375818@zmail.unsw.edu.au
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Volume 2013, Article ID 645391, 7 pages



TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

¢,¢, ¢ SE PUEDEN ASOCIAR OTRAS DROGAS AL TRATAMIENTO
DE PRIMERA LINEA PARA DISMINUIR LA RESISTENCIA???

PULSO DE
v METILPREDNISOLONA

=P Ciclo de CORTICOIDES
ORALES por 2-3 semanas

~

INFLIXIMAB u
otros antiTNF

Lancet. 2014;383:1731-1738 Pediatr. 2011,;158:831-835.e3. doi: 10.1016




TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

METILPREDNISOLONA PULSOS 30 mg/Kg en 3 dias consecutivos

seguidos de prednisona vo 1-2 mg/Kg/dia a descender en 3 semanas
(Clase Ilb - Nivel de Evidencia B)

Miura My col
2008

Newburger JW,
y col.
2007

Hashino K, y
col 2001

Prospectivo,
randomizado

Multicentrico
Prospectivo,
randomizado
controlado
doble ciego

Prospectivo,
randomizado

IVIG 2° dosis vs lIb
3 pulsos de
MTP

Pulsos de MTP lla
en resistentes a
gamma

IVIG 22 dosis vs IIb
Pulsos de MTP




TRATAMIENTO DE ENFERMEDAD DE KAWASAKI (EK)

INFLIXIMAB: la administracion de Infliximab (5 mg / kg)
puede considerarse como una alternativa a una segunda

Infusion de IVIG o corticosteroides para pacientes
resistentes a GGEV (Clase llb, Nivel de Evidencia C).

OTRAS OPCIONES: los anticuerpos monoclonales;
iInmunomoduladores; agentes citotoxicos o raramente
plasmaferesis puede considerarse en pacientes altamente
refractarios que no han respondido a una segunda infusion
de IVIG ni a un curso prolongado de esteroides ni a
infliximab (Clase llb, Nivel de Evidencia C).

Circufation. 2017;135:00-00. DOI: 10.1161/CIR.0000000000000484
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