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What is a Clinical Pathway? et

An evidence-based guideline that decreases unnecessary variation and helps promote
safe, effective, and consistent patient care.
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Objectives of Pathway Childrenss

Standardize care of patients with Kawasaki Disease and Incomplete Kawasaki
Disease

Reduce the incidence of coronary artery aneurysms

Reduce the time to IVIG treatment

Reduce inpatient length of stay

If steroids are used, reduce the incidence of refractory Kawasaki Disease
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Why is Pathway Necessary? “=®Childrens

« Kawasaki Disease is one of the most common vasculitides of childhood, and is
the most common cause of acquired heart disease in children in developed
countries

» Estimated annual incidence of 20 per 100,000 children younger than five years
In the United States, and prevalence is higher in children of Japanese or East
Asian descent

« Complications such as coronary artery aneurysms, myocardial dysfunction, and
heart failure may develop and lead to significant morbidity and mortality

 Given the high risk of delayed diagnosis and/or treatment, it is imperative to
standardize care to expedite recognition and timely treatment of Kawasaki
Disease
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Kawasaki Disease Clinical Features Childrens

MUST HAVE FEVER for at least 5 days and
at least 2/5 of the following clinical criteria:

 Bilateral bulbar non-exudative conjunctivitis
 Mucosal changes

o Red, cracked lips

o Strawberry tongue

o Erythema of oral and pharyngeal mucosa
* Polymorphous Rash

« Extremity changes (swelling and/or erythema; peeling occurs
in convalescent phase)

« Cervical lymphadenopathy of at least 1.5cm diameter (usually
unilateral)

See the Kawasaki Pathway (page 1)
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Kawasaki Disease Clinical Features Childrens

Conjunctivitis:
Bilateral bulbar
conjunctival
injection without
exudate

Oral Changes:

Erythema and cracking of
the lips, strawberry tongue,
or erythema of oral and
pharyngeal mucosa
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Kawasaki Disease Clinical Features Childrens

Rash:

Diffuse
maculopapular rash

Extremity (There are many
Changes:

variations)

Swelling and/or
erythema; or
desquamation in
convalescent
phase

Cervical Lymphadenopathy:
at least 1.5cm in diameter




Connecticut

Other Clinical Findings ':'Children’s

Cardiovascular System:
» Decreased LV ejection fraction (85% patients,
_ A generally transient
Respiratory System: AR Myocarditis (50-70% patients), pericarditis,
« Peribronchial and '- shock
interstitial infiltrates . L Valvular dysfunction (25% patients), typically
« Pulmonary nodules iy 7 | (L mitral valve
Al L \ Aneurysms of non-coronary arteries
Peripheral gangrene
. AN Aortic root enlargement
Genitourinary: W | oce=sd | | Small pericardial effusion
« Urethritis . Nl R ' EKG changes (prolonged PR interval, low
] ' voltage, non-specic ST and T wave changes

* Hydrocele
* Orchitis

Skin:
* Erythema and induration at a
previous BCG vaccine site
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Other Clinical Findings Childrens

Nervous System:

» Irritability/Encephalopathy
» Aseptic meningitis in about 30% of kids
« Transient Facial nerve palsy

P Temporary Sensorineural hearing loss in 1 of 5 kids;
Musculoskeletal System: ey o rarely permanent

» Arthritis, arthralgia
(arthrocentesis will show -
aseptic purulent fluid with Y e N | Gastrointestinal:
WBCs 125,000 to 300,000 A i 1\ Abdominal pain, diarrhea, vomiting
per mm3 but normal L e Hepatitis, jaundice
glucose) W (UEH Pancreatitis

i s Gallbladder hydrops
| AMRTTRYS . Splenomegaly is NOT seen in
Kawasaki
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Diagnosis: Incomplete Kawasaki “=®Childrens

* Presentation of KD is not always classic

 Children who should be further evaluated for incomplete KD
include:

o Children with at least 5 days of fever, but have only 2 or 3 clinical signs of
KD, or

o Infants with fever for 7 days or more with no identified source

See the



This is the Kawasaki Disease Clinical Pathway.

It is comprised of Kawasaki disease (page 1)

and Incomplete Kawasaki disease (page 2)

We will be reviewing each component in the
following slides.

CLINICAL PATHWAY:

Kawasaki Disease and Incomplete Kawasaki Disease

THIS PATHWAY
SERVES AS AGUIDE
AND DOES NOT

REPLACE CLINICAL
JUDGMENT.

Ind
Fever 2 5 days AND ot Jeast 25 of the following
1. Bilateral bulbar non-exudative conjunctivitis

2. Mucosal changes (red cracked lips, strawberry ton gue, erythema of oral and pharyngeal mucosa)

3. Polymorphous rash

4. Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Exclusion Criteria:
<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or vesicular rash,
generalized a denopathy, splenome galy,
suspicion of Multi-System Inflammatory Disorde /MIS-C {follow the MIS-C Clinical Pathway),

signs and symptoms can be easily explained by anat her condition
2

Initial Evaluation:
e CBCw diff, CRP, ESR, liver panel (without coags), chem 7
©  UAwith microscopy (clean catch or bag specimen)

See Incomplete Kawasaki Disease
pathway on page 2
(Consider diagnosis of MIS-C)

Yes
h 4

24 clinical criteria present?:
Kawasaki Disease

Admit to Hospital Medicine Service

1

High Risk Condi S:

v

<6 months age
Positive echocardiogram®

o 1mg/kgonce daily x5 days
o thenstop
¢ Obtain Cardiology consult and ECHO®

*  DailyCRP
o Ifhigh riskconditions present®, consult ID

Treat:
*  IVIG2 g/kgx1 dose (max 100 g/dose). Can stort IVIG without obtaining ECHO first.
e Medium dose Aspirin PO 30-50 mg/kg/day div q6hr, until afebrile x48hr

s Ifany high risk conditions® present, also add:
©  Methylprednisolone IV 1 mg/kgBID {max 60 mg/day) while febrile
©  Whenafebril, change to Prednisone/Prednisol one PO 1 mg/kg BID {max 60 mg/day)
©  When CRP normalizes, begin steroid taper with Prednisone/Prednisolone PO:

o then 0.5 mg/kgonce daily x5 days

Work up and Consults:

KawasakiShock syndrome
Prior history of Kawasaki
Disease

ECHOis positive if any of

these 3 conditions are met:

. Zscore of Left Anterior
Descending (LAD) or
Right Coronary Artery
(RCA) 22.5

¢ Coronaryartery
aneurysm is observed

. 3 other suggestive
features present {in
discussion with

Treat:
®  Repeat IVIG 2 g/kg (max 100 g/dose) x1 dose
+  Continue Aspirin PO
¢ Continue steroids, if already begun due to
presence of high risk conditions®
e Consider startingsteroids {dosing as above) if not
already receiving leYes

Consult
e Consider ID/Rheum consult

Labs:

o DaiyCRP

Fever recurs 236 hours after
IVIG infusion is completed?

Consult ID/Rheurn Discharge home

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

TED

©2019 Connecticut Children's Medical Center. All rights reserved

Fever recurs 236 hours
after IVIG infusion is
completed?

Cardiology)

N Discharge homeif
criteria met

Discharge Criteria
Afebrilex36 hours, well hydrated without need for MFs

Discharge Instructions:
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated
Avoid ibuprofen use while on ASA
Delay live vaccines for 11 months post IVIG administration. Any live vaccines given within
2 weeks prior to VIG administration should be repeated 11 months after IVIG dose
Follow up outpatie nt with Ga rdiology in 2 weeks from onset of symptoms, then 6 weeks
after disease onset (if ECHO positive’, soonerfollow up to be determined by Cardiobogy)
Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent
home on steroids
Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

[ ] Connecticut
“=®Childrens



CLINICAL PATHWAY: THIS PATHWAY

SERVES AS AGUIDE
AND DOES NOT

Kawasaki Disease and Incomplete Kawasaki Disease REPLACE CLINIGAL

JUDGMENT.

Indusion Criteria:
Fever = 5 days AND at feast 2/5 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry ton gue, erythema of oral and pharyngeal mucosa)
2 pal I b

Inclusion Criteria:
Fever > 5 days AND at /east 2/5 of the following dinical criteria:

If a patient presents with clinical suspicion for

the |n |t|a| 1. Bilateral bulbar non-exudative conjunctivitis
/ 2. Mucosal changes (red cracked lips, strawberry tongue, erythema of oral and pharyngeal mucosa)

management is a thorough history and 3. Polymorphous rash
physical exam to determine what if any clinical

4., Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (> 1.5 cm diameter, usually unilateral)

criteria are present. Exclusion Criteria:

<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or vesicular rash,
generalized adenopathy, splenomegaly,
suspicion of Multi-System Inflammatory Disorder/MIS-C (follow the MIS-C Clinical Pathway),
signs and symptoms can be easily explained by another condition —~
| ="

|. IVIG2 g/kgx1 dose {max 10£/dose). Can start IVIG without obtaining ECHO first. =11 * _ Prior history of Kawasaki
ase

Screening labs should be done.

Initial Evaluation:
e  CBC wdiff, CRP, ESR, liver panel (without coags), chem 7 positive ifany of

If a patient matches criteria for KD then you e UAwith microscopy (clean catch or bag spedmen)
proceed with the main pathway.

ht Coronary Artery
(RCA) 22.5
Coronaryartery
aneurysm is observed
3 other suggestive
features present {in
discussion with
Cardiology)

TERE TS,

o thenstop

See Incomplete Kawasaki Disease
pathway on page 2 N
(Consider diagnosis of MIS-C)

>4 clinical criteria present?:

— Kawasaki Disease

Repeat IVIG 2 g/kg (max 100 g/dose) x1 dose
Continue Aspirin PO

Continue steroids, if already begun due to
presence of high risk conditions®

Consider starting steroids (dosing as above) if not
alteady receiving

If they do not meet criteria for full KD then Go
to the Incomplete Kawasaki Disease Pathway

Fever recurs 236 hours N Discharge home if
after IVIG infusion is criteria met

?
Consult completed?
Consider ID/Rheurn consult

Labs:

See the Incomplete Kawasaki
Disease Pathway in later slides

Daily CRP

Discharge Criteria
Afebrilex36 hours, well hydrated without need for MFs

Discharge Instructions:
*  Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated

Avoid ibuprofen use while on ASA

Delay live vaccines for 11 months post IVIG administration. Any live vaccines given within
2 weeks prior to VIG administration should be repeated 11 months after IVIG dose
Follow up outpatie nt with Ga rdiology in 2 weeks from onset of symptoms, then 6 weeks
after disease onset (if ECHO positive’, soonerfollow up to be determined by Cardiobogy)
Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent
home on steroids

Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

[ ] Connecticut
“=®Childrens

©2019 Connecticut Children's Medical Center. All rights reserved




CLINICAL PATHWAY: S AE AlGUIEIE

AND DOES NOT

Kawasaki Disease and Incomplete Kawasaki Disease REPLACE CLINIGAL

JUDGMENT.

Indusion Criteria:
Fever = 5 days AND ot feast 2/5 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry ton gue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4. Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Exclusion Criteria:
<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or vesicular rash,

generalzed a denopathy, spnomegaly,
re a l I l e n S O u n O e suspicion of Multi-System Inflammatory Disorde r/MIS-C (follow the MIS-C Clinical Pathway),
) —_— signs and symptoms can be easily explained by ancther condition

delayed while the work up continues (ECHO, R
consults, etc.).

If a patient is identified as meeting criteria for

See Incomplete Kawasaki Disease
pathway on page 2
(Consider diagnosis of MIS-C)

24 clinical criteria present?:
Kawasaki Disease

24 clinical criteria present?:
Kawasaki Disease

Yes
h 4

'High Risk Conditions:

| Admit o Hospital Medidne Service/

T [ < 6 months age
. . 2
Treat ° Positive echocardiogram
IMIG 2 g/kgx1 dose {max 100 g/dose). Can start IVIG withaut] K
Medium dose Aspirin PO 30-50 mg/kg/day div q6hr, until afel ° KawasakiShock syn drome
Yes *  Ifany high risk conditions® present, also add: 1 H H
* . VMegmylpre&.is:alone':\llm;/kgsm(r{mxso mg/day) w i Prior hlStOf'y of Kawasaki
hen afebrik, change to Prednisone/Prednisolone :
- - — - & hen R s, begistorod per wih Predio Disease
Admit to Hospital Medicine Service o 1 me/kgonce daily x5 days
o then 0.5 mg/kgonce daily x5 days
| o then stop
and Consults: | \ aneuwsr’n isob’se.rved \

Treat:
IVIG 2 g/kg x1 dose (Can start IVIG without obtaining ECHO first.)
Medium dose Aspirin PO 30-50 mg/kg/day div g6hr, until afebrile x48hr

ECHO is positive if any of
these 3 conditions are met:
. Z score of Left Anterior

Cardiology

. If any high risk conditions present *, consider:

consu ItS WI” be . Methylprednisolone IV 1 mg/kg BID (max 60 mg/day) while febrile . D'escendmg (LAD) or
i i i Ginfusion s Right Coronary Artery
t. d e When afebrile, change to Prednisone/Prednisolone PO 1 mg/kg BID (max 60 mg/day) || (RCA) 22.5
rou |ne, an . When CRP normalizes, begin steroid taper with Prednisone/Prednisolone PO: -

. Coronary artery
aneurysm is observed

. 23 other suggestive
features present (in

0 o 1 mg/kg once daily x5 days
ECHO may Walt o theng{).g mg/kgor?lce dail\\//x5 days
until the morning o thenstop

®  Afebrilex36 hi

H H Work up and Consults: discussion with
if patient o Work up and Consults: -
p e Obtain Cardiology consult and ECHO B o ot Cardiology)
o Dehy live vaccines fc

admitted A

If high risk conditions present’, consult ID o Folow up outpationt with Ca dilogy in 2 weeks from onset of symptors, then 6 weeks
after disease onset (if ECHO positive’, soonerfollow up to be determined by Cardiobogy)

"
®  Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child i sent
\Y | home on ol

o Follow up with Infectious Disease if needed
o PCPfollow upwithin 2-3 days

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

[ ] Connecticut
“=®Childrens

©2019 Connecticut Children's Medical Center. All rights reserved



CLINICAL PATHWAY: S AE AlGUIEIE

AND DOES NOT

Kawasaki Disease and Incomplete Kawasaki Disease REPLACE CLINIGAL

JUDGMENT.

Indusion Criteria:
Fever = 5 days AND ot feast 2/5 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry ton gue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4. Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Treatment consists of IVIG and medium dose Aspirin

Exclusion Criteria:

Goals of therapy are to: J’
reduce the systemic inflammatory process

suspicion of Multi-System Inflammatory Disorder|
signs and symptoms can be easily

v/

'High Risk Conditions:

prevent coronary artery abnormalities Domeneer o <6 months age
. g e . 2
if coronary artery abnormalities are present, then to A 4l ° Positiveechocardiogram
I . . (Conttor dmgroseais g [T L ®  KawasakiShock syndrome
minimize the peak dlmenSIOn and any CIOtS 24 clinical criteria present?: ° Prior history of Kawasaki
Kawasaki Disease D|sea se
e s — :

Yes .
* ¢ Methylprednisolone IV 1 mg/kgBID {max 60 mg/day) while febrile

Ifany high risk conditions® present, also add:

ECHOis positive if any of
these 3 conditions are met:
. Zscore of Left Anterior
Descending (LAD) or
Right Coronary Artery
(RCA) 22.5
Coronaryartery
aneurysm is observed
3 other suggestive
features present {in
discussion with
Cardiology)

When afebrile, chan ge to Prednisone/Prednisolone PO 1 mg/kg BID (max 60 mg/day)

When CRP normalizes, begin steroid taper with Predni sonefPrednisolone PO:

Admit to Hospital Medicine Service o 1 me/kgonce daily x5 days
o then 0.5 mg/kgonce daily x5 days

If a patient has any i

Treat:

and Consults:

H Ig h rs k . IVIG 2 g/kg x1 dose (Can start IVIG without obtaining ECHO first.)
[ )

characteristics, consult

Medium dose Aspirin PO 30-50 mg/kg/day div g6hr, until afebrile x48hr

1 1 . If any high risk conditions present *, consider:
Wlth I nfeCtIOUS . Methylprednisolone IV 1 mg/kg BID (max 60 mg/day) while febrile

DISGaSGS and ConSIder e  When afebrile, change to Prednisone/Prednisolone PO 1 mg/kg BID (max 60 mg/day)

. When CRP normalizes, begin steroid taper with Prednisone/Prednisolone PO:

addlng o 1mg/kgonce daily x5 days

o  then 0.5 mg/kg once daily x5 days

Methylprednisolone o thenstop

®  Afebrilex36 hours, well hydrated without need for MFs

urs 236 hours
G infusion is
pleted?

N Discharge homeif
criteria met

Work up and Consults: Discharge Instructions:
. . 9 Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Obtain Cardiology consult and ECHO

Daily CRP Deky live vaccines for 11 months post IVIG administration. Any live vaccines given within
. . L. 1 2 weeks prior to VIG administration should be repeated 11 months after IVIG dose

If high risk conditions present”, consult ID o Folow up outpationt with Ca dilogy in 2 weeks from onset of symptors, then 6 weeks

after disease onset (if ECHO positive’, soonerfollow up to be determined by Cardiobogy)

®  Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent

home on steroids

o Follow up with Infectious Disease if needed
o PCPfollow upwithin 2-3 days

.
. Continue steroid taper, if indicated
*  Avoid ibuprofen use while on ASA
.

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

[ ] Connecticut
“=®Childrens




CLINICAL PATHWAY: S AE AlGUIEIE

AND DOES NOT

Kawasaki Disease and Incomplete Kawasaki Disease REPLACE CLINIGAL

JUDGMENT.

Indusion Criteria:
Fever = 5 days AND ot feast 2/5 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry ton gue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4. Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Exclusion Criteria:
<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or vesicular rash,
generalized a denopathy, splenome galy,
suspicion of Multi-System Inflammatory Disorde /MIS-C {follow the MIS-C Clinical Pathway),
signs and symptoms can be easily explained by anather condition

| Initial Evaluation:
hout coags), chem 7

Treat: B i)
Repeat IVIG 2 g/kg (max 100 g/dose) x1 dose

. Continue Aspirin PO
IVIG treatment may be repeated for a ° Continue steroids, if already begun due to

second dose if the patient’s fever recurs 236
hours after the IVIG infusion is completed. already receiving ves: <

div q6hr, until afebrile

eria present?:
i Disease,

s

presence of high risk conditions E____
° Consider starting steroids (dosing as above) if not ;I

Fever recurs >36 hours "

after IVIG infusionis "\

: completed?
Consult ax 60 mg/day) while febrile P A

Prednisolone PO 1 mg/kg BID {(max 60 ™

Consider Infectious Disease and/or *  Consider ID/Rheum consult S
Rheumatology consults at any point, _ Labs: -
particularly if the patient’s fever recurs =36 - e
hours after the 29 [VIG infusion is
completed.

Descending (LAD) or
Right Coronary Artery
(RCA) 22.5
Coronaryartery
aneurysm is observed
3 other suggestive
features present {in
discussion with
Cardiology)

Treat:

2 g/kg (max 100 g/dose) x1 dose

Fever recurs 236 hours
after IVIG infusion is
completed?

Fever recurs 236 hours after
IVIG infusion is completed?

N Discharge homeif
criteria met

Yes |
v
IVIG infusion is completed?
Consult ID/Rhe urD

Yes: No-
Consult ID/Rheurn Discharge home

Discharge Criteria
Afebrilex36 hours, well hydrated without need for MFs

Discharge Instructions:
*  Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated

Avoid ibuprofen use while on ASA

Delay live vaccines for 11 months post IVIG administration. Any live vaccines given within
2 weeks prior to VIG administration should be repeated 11 months after IVIG dose
Follow up outpatie nt with Ga rdiology in 2 weeks from onset of symptoms, then 6 weeks
after disease onset (if ECHO positive’, soonerfollow up to be determined by Cardiobogy)
Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent
home on steroids

Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

[ ] Connecticut
“=®Childrens

©2019 Connecticut Children's Medical Center. All rights reserved




CLINICAL PATHWAY: S AE AlGUIEIE

AND DOES NOT

Kawasaki Disease and Incomplete Kawasaki Disease REPLACE CLINIGAL

JUDGMENT.

Indusion Criteria:
Fever = 5 days AND ot feast 2/5 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry ton gue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4. Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Exclusion Criteria:
<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or vesicular rash,
generalized a denopathy, splenome galy,
suspicion of Multi-System Inflammatory Disorde /MIS-C {follow the MIS-C Clinical Pathway),
signs and symptoms can be easily explained by anather condition
v

Discharge can be considered once a patient is
fever free for 36 hours and well hydrated.

Initial Evaluation:
CBC w diff, CRP, ESR, liver panel {without coags), chem 7
UAwith microscopy (clean catch or bag specimen)

See Incomplete Kawasaki Disease’
pathway on page 2
Qusider diagnosis of MIS-C)

Discharge homeif
criteriamet

Fever recurs 236 hours
after IVIG infusion is
completed?

Low dose Aspirin is continued on an outpatient
basis as directed by Cardiology.

"High Risk Conditions:
<6 months age
Positive echocardiogram®

ATMWedicine Service

-

Treat: KawasakiShock syndrome
IMIG 2 g/kgx1 dose {max 100 g/dose). Can stort JVIG without abtaining ECHO first. e Prior history of Kawasaki
Medium dose Aspirin PO 30-50 mg/kg/day div q6hr, until afebrile x48hr Disease

Ifany high risk conditions® present, also add:
©  Methylprednisolone IV 1 mg/kg BID {max 60 mg/day) while febrile

If patient is discharged on steroids, they e
should follow up with Rheumatology.

ECHOis positive if any of

these 3 conditions are met:
Zscore of Left Anterior
Descend ing (LAD) or
Right Coronary Artery
(RCA)22.5
Coronary artery

1ysm is observed

o then 0.5 mg/kgonce daily x5 days
o thenstop

Discharge Criteria
Afebrile x36 hours, well hydrated without need for IVFs

Parental education prior to discharge is
imperative
« Emphasize the importance of
continuing Aspirin and/or steroids as
directed, delaying live vaccines, and
following up with necessary services.

Discharge Instructions:
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)

Continue steroid taper, if indicated

Avoid ibuprofen use while on ASA

Delay live vaccines for 11 months post IVIG administration. Any live vaccines given within

2 weeks prior to IVIG administration should be repeated 11 months after IVIG dose

. Follow up outpatient with Cardiology in 2 weeks from onset of symptoms, then 6 weeks
after disease onset (if ECHO positive?, sooner follow up to be determined by Cardiology)

. Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent
home on steroids

Follow up with Infectious Disease if needed

PCP follow up within 2-3 days

Zccines given within

Follow up outpatie nt with Ga rdiology in 2 weeks from onset of symptoms, then 6 weeks
after disease onset (if ECHO pasitive’, soonerfollow up to be determined by Cardiobogy)
Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent
home on steroids

Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

[ ] Connecticut
“=®Childrens
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This is the Incomplete Kawasaki Disease Clinical

Pathway.

CLINICAL PATHWAY:

Incompl ete Kawasaki
Fever 2 5 days AND onl 2-3 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry tongue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4. Extremity changes (swelling and/or erythema, peelingoccurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Infantwith fever x7 days without source

Exclusion Criteria:
<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or wesicular rash,
generalized adenopathy, splenome galy,
suspicion of Multi-System Inflammatory Disorde r/MIS-C (follow the MIS-C Clinical Pathway),

signs and symptoms can be easily explained by ancther condition

Initial Evaluation:
*  CBCwdiff, CRP, ESR, liver panel{without coags), chem 7
o UAwith microscopy (clean catch or bag specimen)
o Consider: blood culture, adenovirus, rapid strep

CRP <3 and
ESR <40

Consider discharge *  Admitto Hospital Medicine Service

o Followupwiththe primary care physician *  Consider Infectious Diseases (1D) consult

THIS PATHWAY
SERVES AS AGUIDE

Kawasaki Disease and Incomplete Kawasaki Disease | &epuacecunica

JUDGMENT.

* Supplemental lab criteri

. Albumin <3

*  Anemia for age

. ALT

& WBC=215,000

. UA 210 WBC

*  Platelets 2450,000 after 7 days

offever

2ECHOispositive ifany ofthese 3
.

day after discharge
If patient warrants admission, admit to
Hos pital Medicine Service

v

<3 23

supplemental
1

supple mental
labcriteria >

Consider daily CRP, ESR lab criteria

Closely monitor fevers
Reassess for additional dlinical criteria for
Kawasaki or alte mate diagnosis (see inclusion

|
|

present (in discussion with

are met:
. Zscore of Left Anterior
Descending (LAD) or Right
Coronary Artery (RCGA) 22.5
e Coronary artery aneurysm is
observed
. 3 other suggestive features
Cardiology)

criteria on Kawasaki Pathvway)

Obtain ECHO and

Obtain ECHO and
Cardiology consul.

If positive?, treat®
{Refer to Kawasaki

Cardiology consuft {Referto Kawasaki!

Pathway)
CRP >3 and ESR >40, . Obtain ECHO
or meets additional Kawasaki o and )
disease criteria? ECHO positive? Cardiol ogy
consult

Treat ®
(Refer to Kawasaki
Pathway)

Kawasakiunlikely.
No treatment
needed.

Pathway) e Consult
Rheumatology
. Consult ID if not

already inwlhed

Discharge Criteria
Afebrile x36 hours, well hydrated without need for IVFs

Discharge Instructions:
o Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as ditected by Cardiology)
¢ Continue steroid taper, if indicated
o Avoid ibuprofen use while on ASA
¢ Dehy live vaccines for 11 months post IVKG administration. Any live vaccines given within 2 weeks prior to IVIG
administration should be repeated 11 months after IVIG dose
¢ Follow up outpatient with Gardiology in 2 weeks from onset of symptoms, then 6 weeks after disease onset {if
ECHO positive?, sooner follow up to be determined by Cardiology)
*  Follow up with Rheumat ology in 1-2 weeks if CRP remainselevated, or if child is sent home on steroids
Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

©2019 Connecticut Children's Medical Center. All rights reserved

*Treat:

o IVIG2 g/kgx1 (max 100 g/

dose). Con stort VG

without obtaining ECHO

first.

Medium dose Aspirin PO

30-50 mg/kg/day divq6hr

until afe brile x48hr

If any high risk conditions

present®, consider adding:

*  Methylprednisolone
1V 1 mg/kg BID (max
60 mg/day) while
febrile

. When afebrile, change
to Prednisone/
Prednisolone PO
1 mg/kg BID{max 60
mg/day)

o When CRP normalizes,
begin steroid taper
with Prednisone/
Prednisolone PO:

o 1mgkgonce
dailyx5 days

o then 0.5mg/kg
oncedaily x5
days

o thenstop

<

 High Risk Conditions:
<6 months age
Positive echocardiogram?®
KawasakiShock syndrome
Prior history of Kawasaki
Disease

[ ] Connecticut
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Incomplete Kawasaki Disease

If a patient meets criteria for incomplete

Kawasaki Disease, the initial lab work done on
presentation is used to guide further work up and
possible treatment as necessary.

THIS PATHWAY

CLINICAL PATHWAY: SERVES AS A GUIDE

- - - - AND DOES NOT
Kawacaki Diceacse and Incomnlete Kawacaki NDiceace REPLACE CLINICAL

Incomplete Kawasaki ~
Fever > 5 days AND only 2-3 of the following dlinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry tongue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4, Extremity changes (swelling and/or erythema, peeling occurs in convalescent phase)
5. Cervicaladenopathy (= 1.5 cmdiameter, usually unilateral)
OR
Infant with fever x7 days without source

Exclusion Criteria:

<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or vesicular rash,
generalized adenopathy, splenomegaly,

suspicion of Multi-System Inflammatory Disorder/MIS-C (follow the MIS-C Clinical Pathway),

signs and symptoms can be easily explained by another condition

V \// \ e UAZ210 WBC

Initial Evaluation:
CBC w diff, CRP, ESR, liver panel (without coags), chem 7 3
UA with microscopy (clean catch or bag specimen)
Consider: blood culture, adenovirus, rapid strep 5
v ‘ e = observed 4
t t pplemetat e 3othersuggestive features
ab aiteri present (in discussion with

Cardiology)

3 Consider daily CRP, ESR Y
. lab criteria
*  Closely monitor fevers
Reassess for additional dlinical criteria for

Kawasaki or alte mate diagnosis (see inclusion
iteria on Kawasaki Pathvvay) Obtain ECHO and
Cardiology consult

*Treat:
2 5/kgx1 (max 100 g/

CRP <3 and
ESR <40 P >3 and ESR >40;

ormeets additional Kawasaki
disease criteria?

3
Medium dose Aspirin PO
30-50 mg/kg/day divq6hr
until afe brile x48hr
e  Ifany high risk conditions
present®, consider adding:
*  Methylprednisolone
1V 1 mg/kg BID (max
60 mg/day) while
febrile
When afebrile, change
to Prednisone/
Prednisolone PO
Consult 1 mg/kg BID (max 60
Rheumatology
. Consult ID if not

already inwolved Inﬂam matOry

Discharge Criteria
rs, well hydrated without need for IVFs

markers

markers NOT Ei. T —"

d taper, if indicated . LW okl

o 00 use while on ASA S| nlflcantl

S I n Ifl Ca n tI es for 11 months post IVKG administration. Any live vaccines gi y

should be re peated 11 months after IVIG dose

atient with Gardiology in 2 weeks from onset of symptorms, thel

sooner follow upto be determined by Cardiology) e | evate d
e I evated Rheumatology in 1-2 weeks if CRP remains elevated, or if child

nfectious Disease if needed

ithin 2-3 days Disease

Treat ®
(Refer to Kawasaki
Pathway)

Kawasakiunlikely.
No treatment
needed.

ARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD [ ] cmnediw'
1
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Incomplete Kawasaki Disease

If inflammatory markers are NOT significantly
elevated on presentation:

Patient may be able to be discharged with
close follow up with their PCP

If the patient is admitted, monitoring for
symptom progression and fevers should be
done.

If the patient meets Kawasaki criteria, or has
elevated inflammatory markers, an ECHO
and cardiology consult should be obtained.

If ECHO is positive —
treatment is indicated.

CLINICAL PATHWAY: CERVis AS A GUIDE
Kawasaki case and Incomplete Kawasaki Disease

AND DOES NOT
CRP <3 and Incompl ete Kawasaki

ESR <40 #days AND onl 2-3 of the following dinical criteria:
on-exudative conjunctivitis
effzes (red cracked lips, strawberry 1

/
REPLACE CLINICAL
JUDGMENT.

éhity changes (swelling and/g
NCervicaladenopathy (2 1.5 cmd

Inflammatory
markers not

. Consider discharge
o  Follow up with the primary care physician

day after discharge
. If patient warrants admission, admit to
Hospital Medicine Service
* Supplemental lab criteria:
/lv{\ o Albumins3
*  Anemia for age
<3and CRP 23 and/or . ALT
. WBC 215,000
Consider daily CRP, ESR * Plotelts 250000 fter 7 days
. of fever
CIOSE' y mo n Itor f.e.vers L. ) A Admi.tto Hospit.alMe.dicine Service 2ECHOispositive ifany ofthese 3
Reassess for additional clinical criteria for b cer Infectious Diseases (ID) consuk itonsremet
. score of Lef nterior
Kawasaki or altemate diagnosis (see inclusion Descending(1AD) ol
. . . oronary Artery =2,
criteria on Kawasaki Pathway) v * Commryanary aneunsms
supple mental . 3 other suggestive features
Closely monitggevers ab criteria present (in discussion with
Reassess for adlitional dinical criteria for Cardiology)
Kawas akis aiagnosis (see inclusion
’ Obtain ECHO and Treat ® 3:’rst:
ardiol consul = . G2 x1 (max 100
CRP >3 and ESR >40, Cordilopy corslt (Fferto Kammold o) s
.y . . nin without obtaining ECHO
or meets additional Kawasaki Obrain ECHO st !
. . . csitive? 2 ardiol *  Medium dose Aspirin PO
disease criteria? EHOpotive? Cardiology 30.50 m/day dnqohr
until afebrile x48hr
No Ye *  Ifany high risk conditions

present’, consider adding:
Treat ® *  Methylprednisolone
{Refer to Kawasaki 1V 1 mg/kg BID (max

60 mg/day) while
Pathway) febrile

When afebrile, change

to Prednisone/

Prednisolone PO

1 mg/kg BID{max 60

Ye i ECHO-and .
~o-diology consult.
prosilivez,(reatlﬁ.

Obtain ECHO and

Cardiology consult.

Kawasaki unlikely.
No treatment
needed.

Afebrile x36 hours, WermytraTeTTrITTOTTTETT

mg/day)

When CRP normalizes,

begin steroid taper

with Prednisone/

Prednisolone PO:

o 1mgkgonce
dailyx5 days

o then 0.5 mg/kg
oncedailyx5
days

o thenstop

 High Risk Conditions:
* <6 monthsage
.
.
.

If positive®, treat?
(Refer to Kawasaki
Pathway)

Discharge Instructions:
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as ditected by Cardiology)
Continue steroid taper, if indicated
Avoid ibuprofen use while on ASA
Dely live vaccines for 11 months post IVKG administration. Any live vaccines given within 2 weeks prior to IVIG
administration should be repeated 11 months after IVIG dose
Follow up outpatient with Cardiology in 2 weeks from onset of symptoms, then 6 weeks after disease onset {if
ECHO positive?, sooner follow up to be determined by Cardiology)
Follow up with Rheumat ology in 1-2 weeks if CRP remains elevated, or if child is sent home on steroids

Positive echocardiogram?®
KawasakiShock syndrome
Prior history of Kawasaki
Disease

Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD
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Incomplete Kawasaki Disease

If inflammatory markers ARE significantly
elevated at the time of initial evaluation:

Patient should be admitted to PHM
The patient’s supplemental labs will
determine the next steps.

CLINICAL PATHWAY:

THIS PATHWAY
CERDVEQ AQ A RLINE

Kawasaki Disease and Incomplete 1 supplemental lab criteria:

Albumin <3

Incompl ete Kawasaki
Fever 2 5 days AND ony 2-3 of the following dinical

1. Bilateral bulbar non-exudative conjunctivitis

2. Mucosal changes (red cracked lips, strawberry tongue, erythe

3. Polymorphous rash

4. Extremity changes (swelling and/or erythema, peelingoccurs i
5. Cervicaladenopathy (= 1.5 cmdia meter, usually unilateral)

Infantwith fever x7 days without source

Exclusion Criteria:

Anemia for age

M™ALT

WBC >15,000

UA 210 WBC

Platelets 2450,000 after 7

<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers,

generalized adenopathy, splenome galy, days of fever

suspicion of Multi-System Inflammatory Disorde r/MIS-C {follow the MIS

signs and symptoms can be easily explained by another con!

L 2

Jscopy (clean catch or bag specimen)
culture, adenovirus, rapid strep

Initial Evaluation:

\
ff_CRP, ESR, liver panel{without coags), chem 7 _—_
’ /\
)

* Supplemental lab criteria:
.

Elevated
Inflammatory
Markers

e
ission, ad mit to
ice

Albumin <3

CRP >3 and/or Aneia fo age
ESR >40 ety
. Platelets 2450,000 after 7 days
of fever

2ECHOispositive ifany ofthese 3

itions are met:

. = :
. ;
e Zscore ofLeft Anterior
Descending (LAD) or Right
Coronary Artery (RCA) 22.5
o Coronaryartery aneurysm is

Consider daily CRP, ESR [ ]

Closely monitor fevers
Reasses for addtional S @ Consider Infectious Diseases (ID) consult

Kawasaki or altemate diagnoss|

Admit to Hospital Medicine Service ke

criteria on Kawasaki Pathvvay) T

TRP >3 and ESR >40,
or meets additional Kawasaki
disease criteria?

<3

If positive?, treat®
{Refer to Kawasaki
Pathway)

No-
Ob(.ain ECHO and No
Cardiology consult. Su pp Ie me ntal

Obtain ECHO and o ToEi® \ “Treat:
Cardiology consult (Referto n *  IMIG2 g/kgx1(max 100 g/
Pathway) dose). Constort VG
e Obtain ECHO without obtaining ECHO
and -

Medium dose Aspirin PO
30-50 mg/kg/day divq6hr
il afe brile x48hr

Cardiol ogy
consult

ECHO positive?
No- Ye

Treat ®
(Refer to Kawasaki
Pathway)

[u

When CRP normalizes,
begin steroid taper
with Prednisone/

Onsult 1D if not
already inwhked

Afebrile x36 hours, well hydrated

Aspirin PO 3-5 mg/kg daily for about
Continue
Avoid ibu
Dely live|

CONTACTS: MARTA NEUB/ p rese nt

jcut Children's Medical Center. Al rights reserver

©2018 Con

Prednisolone PO:
1 mg/kgonce
dailyx5 days

o then 0.5 mg/kg
oncedaily x5

Hirected by Cardiology)

2 Fewer than 3 W 3 or more
¢ supplemental g supplemental
lab criteria

is sent ho

lab criteria
L
veirt present




CLINICAL PATHWAY: L e A e

Kawasaki Disease and Incomplete

! Supplemental lab criteria:

. e  Albumin <3
Incompl ete Kawasaki
1 Biealbubo o owdnveconers | ®  Anemia for age
§: PM;;\;.;;;:;P?;S;;: s1hred cracked lips, slrawbem/(ong.ue, en/lhe. ° /[\ ALT
5 Contadenopethy (o 15 emdmerer sy misend | @ WBC 15,000
u = Infant with fever x7 days without source ° UA > 10 WBC
Incomplete Kawasaki Disease ot st oS\ o Platelets 2450,000 after 7
suspicion of Multi-System “I;nefnlae:ruzaei:/dg:‘:E::;/N?Elecngglecf: tll;e MIS d ays of fever
signs and symptoms can be easily explained by another con!
L 2 \
If inflammatory markers ARE significantly e
lture, adenovirus, rapid strep
elevated AND 3 or more supplemental laboratory Elevated pmebare
" " *  Anemia for age
0 CRP >3 and/or <o
criteria are met: Inflamma 23 and ks
. Platelets 2450,000 after 7 days
offever
Markers o s g

mary care physician Consider Infec( 5 Dlseases (ID) consult are met:

. z f Left Ante
— B 0 o i
- - — N Artery (RCA) 22.5
fe  Admit to Hospital Medicine Service B ey ancarysm i
. . . d
Consider Infectious Diseases (ID) cONSUlt [aer sugsestive eatures

plesent (in di with
\ Cardiology)

*Treat:
o IVIG2 g/kgx1 (max 100 g/
dose). Can stort VG

supplemental ” T

Jedium dose Aspirin PO

Treatment is indicated

3 or more

Cardiology consult

Qung/kg/day divq6hr

. . s 2.
laboratory criteria
. . ¢high risk conditions
dfesent’, consider adding:
*  Methylprednisolone
1V 1 mg/kg BID (max
60 mg/day) while
febrile
When afebnle change

>> Treatment |S ! 0 (Refer to Kawasaki ¢

. . — Pathway)
indicated. e Obtain ECHO
e cted by Cardiology) and
Cardiology

Avoid ibuprofen use while on ASA
Dely live vaccines for 11 months post IVKG administration. Any live vaccines given within
administration should be repeated 11 months after IVIG dose

Follow up outpatient with Cardiology in 2 weeks from onset of symptoms, then b weeks after™
ECHO positive?, sooner follow up to be determined by Cardiology)

*  Follow upwith Rheumat ology in 1-2 weeks if CRP remainselevated, or if child is sent home on steroids
. Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

consult

s Positive echocardiogram®
©  KawasakiShock syndrome
e Prior history of Kawasaki

Disease

[ ] Connecticut
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CLINICAL PATHWAY: L e A e

Elevated ! Supplemental lab criteria:

CRP 23 and/or . Albumin <3
Inﬂammatory ESR240 e Anemia for age
. ) d cracked lips, strawberry tongue, erythel ° /P ALT
Incomplete Markers Dy o wec>15,000
SR UA>10 WBC
W . Admit to Hospital Medicine Service ‘ *
) . e Platelets >450,000 after 7
e  Consider ID consult i
T TSy STy TSSO the Mis days of fever

signs and symptoms can be easily explained by another con
v \
Initial Evaluation:
*  CBCwdiff, CRP, ESR, liver panel{without coags), chem 7
UAwith microscopy (clean catch or bag specimen)
Consider: blood culture, adenovirus, rapid strep

If inflammatory

markers ARE

significantly elevated

but patient has less

than 3 supplemental
. . Obtain ECHO and A

lab criteria present: Cardiology consult

Reassess for additional clinical criteria for
Kawasaki or alte mate diagnosis (see inclusion
criteria on Kawasaki Pathvway)

Less than 3
supplemental
lab criteria

<3
supplemental
lab criteria®

’ECHO is positive if any of these
3 conditions are met:

. Z score of Left Anterior
Descending (LAD) or Right
Coronary Artery (RCA) 22.5

e  Coronary artery aneurysm
is observed

. >3 other suggestive
features present (in
discussion with Cardiology)

Consider discharge

<3
suppleme;

Obtain an ECHO
to determine next
steps.

ECHO positive??

erfional Kawasaki
disease criteria?

present®, consider adding:
*  Methylprednisolone

Treat *
. 1V 1 mg/kg BID {max

(Refer to Kawasaki
Pathway)

Kawasakiunlikely.
No treatment
needed.

60 mg/day) while
febrile
When afebrile, change
N toPrednisone/
3 < " Prednisolone PO

. onsul 1 mg/kg BID{max 60
Treat Rheumatology mg/ilayg} {

¢ Consult IDif not *  When CRP normalizes,

(Refer to Kawasaki already involved begin steroid taper

ith Prednisone/
Pathway) y.. .. o
ut need for IVFs

Prednisolone PO:
o 1mgkgonce
dailyx5 days
Discharge Instructions: o then 0.5 mg/kg
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated
Avoid ibuprofen use while on ASA

bbbt uY
Cardiology ccrnr

If positive?, treat®
{Refer to

Kawasaki unlikely.
No treatment
needed.

Fever
resolved?

No

v

. Consult
Rheumatology

. Consult ID if not

already involved

oncedaily x5
days

o thenstop
Dely live vaccines for 11 months post IVKG administration. Any live vaccines given within 2 weeks prior to IVIG
administration should be repeated 11 months after IVIG dose
Follow up outpatient with Cardiology in 2 weeks from onset of symptoms, then 6 weeks after disease onset {if
ECHO positive?, sooner follow up to be determined by Cardiology)
Follow up with Rheumat ology in 1-2 weeks if CRP remainselevated, or if child is sent home on steroids
Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

 High Risk Conditions:
<6 months age
Positive echocardiogram?®

Kawasaki Shock syndrome

Prior history of Kawasaki
Disease

MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD
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Elevated
Inflammatory
Markers

Incomplete
Kawasaki Disease

If inflammatory
markers ARE
significantly elevated
but patient has less
than 3 supplemental
lab criteria present:

lab criteria

If ECHO is
negative:

Proceed with work
up based on clinical
picture.

If ECHO negative,
evaluate fever
curve.

Less than 3
supplemental

Kawasaki unlikely.
No treatment
needed.

THIS PATHWAY
CERDVEQ AQ A RLINE

CLINICAL PATHWAY:

! Supplemental lab criteria:
Albumin <3

Anemia for age
M™ALT
WBC >15,000

CRP >3 and/or
ESR =40

jicompl ete Kawasaki
6 only 2-3 of the following dinical
dftive conjunctivitis

d cracked lips, strawberry tongue, erythel

| B ffiges (swelling and/or erythema, peeling occurs i
. Cervieydenopathy (2 1.5 cmdiameter, usually unilateral)

Admit to Hospital M d'I'J S ce ‘ UA 210 WBC
. mit to Hospi edicine Service
) P L Platelets >450,000 after 7
. Consider ID consult *
T TSy STy TSSO the Mis days of fever
Signs and symptoms can be easily explained by ancther con
L 2 \

Initial Evaluation:
CBC w diff, CRP, ESR, liver panel{without coags), chem 7
UAwith microscopy (clean catch or bag specimen)
Consider: blood culture, adenovirus, rapid strep

<3
supplemental
lab criteria®

’ECHO is positive if any of these
3 conditions are met:

. Z score of Left Anterior
Descending (LAD) or Right
Coronary Artery (RCA) 22.5

e  Coronary artery aneurysm
is observed

. >3 other suggestive
features present (in
discussion with Cardiology)

Consider discharge

primary care physician

Obtain ECHO and :iO",admi((o
Cardiology consult

<3
suppleme;

Reassess for additional clinical criteria for
Kawasaki or alte mate diagnosis (see inclusion
criteria on Kawasaki Pathvway)

ECHO positive??

erfional Kawasaki
disease criteria?

present®, consider adding:
Methyl prednisolone
1V 1 mg/kg BID (max
60 mg/day) while
febrile

. 8 When afebrile, change

If positive®, treat N to Prednisonef

.
{Refer to Prednisolone PO
/ Treat? e ¥ DID(max 60
mg/day)
. *  Consult IDif not e When CRP normalizes,
(Refer to Kawasaki already involved begin steroid taper
ith Prednisone/
Pathway) y.. . PredrisoloncP
ut need for IVFs

Prednisolone PO:
o 1mgkgonce
dailyx5 days
Discharge Instructions: o then 0.5 mg/kg
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated
Avoid ibuprofen use while on ASA

Treat ®
(Refer to Kawasaki
Pathway)

Kawasakiunlikely.
No treatment
needed.

Cardiology ccrnr

Fever
resolved?

No
v

o thenstop

oncedaily x5
Dely live vaccines for 11 months post IVKG administration. Any live vaccines given within 2 weeks prior to IVIG

days
administration should be repeated 11 months after IVIG dose

 High Risk Conditions:

Con su |t Follow up outpatient with Gardiology in 2 weeks from onset of symptoms, then 6 weeks after disease onset (if
D N L <6 months age
ECHO pasitive?, sooner follows up o be determined by Cardiology) P b diogram?
Rhe ur Ilatol Ogy Follow up with Rheumat ology in 1-2 weeks if CRP remainselevated, or if child is sent home on steroids - 8
! Tatoogyin L KawasakiShock syndrome
. Follow up with Infectious Disease if needed Prior history of Kawasaki
Consult ID if not PCP follows up within 22 days pdida

already involved

~. MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD
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Elevated
Inflammatory

Incomplete Markers

Kawasaki Disease

If inflammatory Less than 3
markers ARE supplemental
significantly elevated lab criteria
but patient has less

CLINICAL PATHWAY: L e A e

! Supplemental lab criteria:

CRP >3 and/or e  Albumin <3
ESR 240 . Anemia for age
) cracked lips, strawberry tongue, erythel ° /[\ ALT
fges (swelling and/or erythema, peeling occurs i . WBC 215’000
Admitto Hospital Medidne sevice ]| ©  UAZ10WBC
o mit to Rospi edaicine >ervice
) P L. Platelets >450,000 after 7
e  Consider ID consult i
T TSy STy TSSO the Mis days of fever
Signs and symptoms can be easily explained by ancther con
L 2 \

Initial Evaluation:
*  CBCwdiff, CRP, ESR, liver panel{without coags), chem 7
UAwith microscopy (clean catch or bag specimen)
Consider: blood culture, adenovirus, rapid strep

<3
supplemental
lab criteria®

’ECHO is positive if any of these
3 conditions are met:

) Z score of Left Anterior

Consider discharge

than 3 supplemental
lab criteria present:

Cardiology consult

primary care physician

Obtain ECHO and :iO",admi((o

Descending (LAD) or Right
Coronary Artery (RCA) 22.5
e  Coronary artery aneurysm

<3
suppleme;

o If ECHO is positive:
If ECHO positive, e isp

treat. indicated

Kawasaki unlikely.
No treatment
needed.

Fever

No
v

resolved?

is observed

. >3 other suggestive
features present (in
discussion with Cardiology)

Reassess for additional clinical criteria for
Kawasaki or alte mate diagnosis (see inclusion
criteria on Kawasaki Pathvway)

ECHO positive??

erfional Kawasaki
disease criteria?

present®, consider adding:
*  Methylprednisolone

Treat *
. 1V 1 mg/kg BID {max

(Refer to Kawasaki
Pathway)

Kawasakiunlikely.
No treatment
needed.

60 mg/day) while
febrile
When afebrile, change
N toPrednisone/
3 < " Prednisolone PO

. onsul 1 mg/kg BID{max 60
Treat Rheumatology mg/ilayg} {

¢ Consult IDif not *  When CRP normalizes,

(Refer to Kawasaki already involved begin steroid taper

ith Prednisone/
Pathway) y.. .. o
ut need for IVFs

Prednisolone PO:
o 1mgkgonce
dailyx5 days
Discharge Instructions: o then 0.5 mg/kg
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated
Avoid ibuprofen use while on ASA

bbbt uY
Cardiology ccrnr

If positive?, treat®
{Refer to

oncedaily x5
Dely live vaccines for 11 months post IVKG administration. Any live vaccines given within 2 weeks prior to IVIG

° Consult

° Consult
already

Rheumatology

days

o thenstop
administration should be repeated 11 months after IVIG dose
Follow up outpatient with Cardiology in 2 weeks from onset of symptoms, then 6 weeks after disease onset {if
ECHO positive?, sooner follow up to be determined by Cardiology)
Follow up with Rheumat ology in 1-2 weeks if CRP remainselevated, or if child is sent home on steroids
Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

 High Risk Conditions:
<6 months age
Positive echocardiogram?®

Kawasaki Shock syndrome

Prior history of Kawasaki
Disease

ID if not
involved

MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD
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CLINICAL PATHWAY: THIS PATHWAY

SERVES AS AGUIDE
AND DOES NOT

Kawasaki Disease and Incomplete Kawasaki Disease REPLACE CLINIGAL

JUDGMENT.

Incompl ete Kawasaki
Fever 2 5 days AND onl 2-3 of the following dinical criteria:
1. Bilateral bulbar non-exudative conjunctivitis
2. Mucosal changes (red cracked lips, strawberry tongue, erythema of oral and pharyngeal mucosa)
3. Polymorphous rash
4. Extremity changes (swelling and/or erythema, peelingoccurs in convalescent phase)
5. Cervicaladenopathy (2 1.5 cmdia meter, usually unilateral)

Infantwith fever x7 days without source

Exclusion Criteria:
<2 mo old, exudative conjunctivitis, exudative pharyngitis, oral ulcers, bullous or wesicular rash,
generalized adenopathy, splenome galy,
suspicion of Multi-System Inflammatory Disorde r/MIS-C (follow the MIS-C Clinical Pathway),
signs and symptoms can be easily explained by ancther condition

L 2

Incom Iete Kawasaki Disease : (:Bc\udifr,CRP,ESR,Iiverpaneltwnhom%

UAwith microscopy (clean catch or bag specimen)
o Consider: blood culture, adenovirus, rapid strep

* Supplemental lab criteria:

Albumin <3
Anemia for age
ALT
WBC 215,000
UA 210 WBC
Platelets 450,000 after 7 days
offever

Discharge criteria and instructions are the same
as for Kawasaki Disease.

o Consider discharge *+ AdmittoHospitalMedicine Service 2ECHOispositive ifany ofthese 3
o Followupwith the primary care physician *_ Consider Infectious Diseases (ID) consult litions are met:
day after discharge e Zscore of Left Anterior
¢  If patient warrants admission, admit to Descending {LAD) or Right
Hos pital Medicine Service Coronary Artery (RCA) 22.5
e Coronaryartery aneutysm is
¢ <3 23 observed
o Consider daily CRP, ESR S“i”le.mef“fl supple mertal ¢ 3othersuggestive features
« Closely monitor fevers b criteria ab criteria present (in discussion with
*  Reassess for additional dlinical criteria for Cardiology)

Kawasaki or alte mate diagnosis (see inclusion

criteria on Kawasaki Pathway)

*Treat:
G2 g/kgx1 (max 100 g/

Discharge Criteria
Afebrile x36 hours, well hydrated without need for IVFs

Discharge Instructions:
Aspirin PO 3-5 mg/kg daily for about 6-8 weeks (as directed by Cardiology)
Continue steroid taper, if indicated
Avoid ibuprofen use while on ASA
Delay live vaccines for 11 months post IVIG administration. Any live vaccines given within 2 weeks prior to IVIG
administration should be repeated 11 months after IVIG dose
. Follow up outpatient with Cardiology in 2 weeks from onset of symptoms, then 6 weeks after disease onset (if
ECHO positive’, sooner follow up to be determined by Cardiology)
Follow up with Rheumatology in 1-2 weeks if CRP remains elevated, or if child is sent home on steroids
Follow up with Infectious Disease if needed
PCP follow up within 2-3 days

CONTACTS: MARTA NEUBAUER, MD | ALEX GOLDEN, MD | MELISSA HELD, MD | HEATHER TORY, MD

[ ] Connecticut
“=®Childrens

9 Cannecticut Children's Medical Center. Al rights reserver
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Review of Key Points Childrens

- Kawasaki Disease is defined as fever for 25 days and at least 2 out of 5 clinical
features.

is when a patient presents with 5 days of fever, but may
only have 2 or 3 clinical features (or when an infant has 7 days of fever without a

source)
o Inflammatory labs, supplemental labs, and ECHO may be used to help guide management.

* |nitial treatment and work-up includes IVIG, medium dose Aspirin, ECHO, and
Cardiology consult
o IVIG and aspirin should not be delayed while awaiting ECHO and Cardiology consult
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Quality Metrics Childrens

Percentage of patients with pathway order set usage

Average time from admission to time of IVIG administration
Number of patients with coronary artery aneurysms or ectasia at diagnosis

Percentage of patients receiving medium dose aspirin in the acute phase of treatment

Percentage of patients scheduled at discharge for follow up with a cardiologist

Average length of stay (days)
Number of patients readmitted due to Kawasaki Disease within 30 days
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Pathway Contacts Childrens

Marta Neubauer, MD

o Pediatric Hospital Medicine

Melissa Held, MD

o Pediatric Infectious Diseases

Heather Tory, MD

o Pediatric Rheumatology

Alex Golden, MD
o Pediatric Cardiology
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About Connecticut Children’s Clinical Pathways Program

The Clinical Pathways Program at Connecticut Children’s aims to improve the quality of care our patients
receive, across both ambulatory and acute care settings. We have implemented a standardized process
for clinical pathway development and maintenance to ensure meaningful improvements to patient care as
well as systematic continual improvement. Development of a clinical pathway includes a multidisciplinary
team, which may include doctors, advanced practitioners, nurses, pharmacists, other specialists, and even
patients/families. Each clinical pathway has a flow algorithm, an educational module for end-user
education, associated order set(s) in the electronic medical record, and quality metrics that are evaluated
regularly to measure the pathway’s effectiveness. Additionally, clinical pathways are reviewed annually and
updated to ensure alignment with the most up to date evidence. These pathways serve as a guide for
providers and do not replace clinical judgment.
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