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Wilms Tumor in WAGR Spectrum

About 50% of people with WAGR spectrum
develop Wilms tumor

Regular screening is important for early detection and
treatment. Most cases occur before age 8, but can occur
after age 8, and in very rare cases, in adulthood.

RECOMMENDED SCREENING*
ULTRASOUND OF KIDNEYS

High Risk Potential Risk Possible Risk
EVERY EVERY EVERY
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Doctors look for signs 95% of WAGR Wilms tumor has Wilms tumor has  Lifetime risk of
* of Wilms tumor, patients with been reported in been reported in Wilms tumor is
nephrogenic rests or Wilms tumor are multiple patients WAGR patients greater than
nephroblastomatosis diagnosed by age 5 ages 8to 15 as late as age 25 50%

Wilms tumor: a tumor (cancer) of the kidney
Nephrogenic rest: a cluster of abnormal cells in the kidney. Not cancer, but can become cancer wagr.org
Nephroblastomatosis: two or more areas of nephrogenic rests (clusters of abnormal cells) in one or both kidneys



Screening Guidelines for Wilms tumor®*
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General Recommendations for Screeni

Lifietime risk for WT cannot be estimated in WAGR Spectrum (>1%

Children with * ‘These recommendations were designed to offer screening in coses with o 1% or greater msk when carlyfll risk is conceivable) Risk
P ton to Wil detection is minimally invasive and significantly improves outcome.” =50% of paticnts with WAGR develop WT, nephroblastomatosis,
moﬁm:r IS, wwe acknowledge that uniform recommendations may result in some patients being screened more Mrequenth andior NR during their lifetime ° M th 500/ f H d d l
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individuuls and populstions based on comorbiditics, environmental exposures, or genctic factors. e : [ H | hest r1s k occurs before 8 years
: _ T : . e = There is a high risk for abnormal kidney consequences due to 11pl3
(2019 KDIGO controversics Conclusion 3: “The initiation, frequency, and cessation of CKD screening should be individualized based on deletions and Beal ik isses i patients with-WAGR. Spectrum
ey Kidney and CVD risk profiles and individual preferences.” : B e of age
(B) Ultrasonography Screening Recommendations 1 5 W Spectrum ° RISk is lOWGI’ after age 8, bUt
Full Abd US Initiate WAGR Spectrum Screening Program: (1) Evaluate baseline kidney and organ status: (2) Diagnose CAKUT and/or intemal GU anomalies; (3) Look for Contl nues i nto ad u lt h Ood

I Pelvic US signs of NR, nephroblasiomaiosis. or WT growih andior poieniial early UTI io determine follow-up screening required for patient

Interval and Screcning
Techniques

Patient Age Groups Tumor Sereening Management Aspects General Kidney Health Aspects

Manitor high risk for WT, nephroblasiomatosis, and/or NR; Manage risks for other

Screening

=8 years of age J-month RUS* dverse kidney issues
8™ hirthday Full Abd US Evaluate for other abdominal and/or intemal GLU tumors or abnormalitics; GOAL: EARLY DETECTION AND TREATMENT
Pelvic US

Determine follow-up interval for RUS .

Evaluate kidney health status and RUS follow-up interval; Monitor risk for CKD  (1)Diagnose and manage CAKUT Birth to age 8 years U ltrasou nd every 3
andor potential risk Ffor WT, Nephroblastomatosis and/or NR (2)5ereenWork-Up potential UTIls, CKD, or sther signs of kidney damage
Evaluate kidney health status and RUS follow-up interval; Monitor risk for CKD  (3)Maonitor CKD status and progression to determine and evaluate months
jand/or possible risk for WT, Nephroblastomatosis and/or NR freaiment

Evalugte for other abdominal andor internal GU tumors or abnormualitics; {#)Prevent or mitigate cardiometabolic consequences that contribaute to

Dectermine fellow-up interval for RUS severe kidney failure and ESRD 8'15 years U lt rasou nd eVery 3 to 6

Maonitor overall kidiey health status and CKID signs; Manage possible lifetime WT

risk
_ o R _ e months
Frequency Intervals Su; ted and C tions for Implementation Purpose of Screening Interval
Patients with history of recent UTI or recurrent LTS 1o monilor treatment as determined by medical care team T - R S -
Provides shorter duration (o evaluate clinical issues or concem for CAKUT, WT, CKD (may provide underlying faocs r“"““'“‘! for _mmms with clinical signs to ennble earlier detection 15 18 years U I't rasou nd eve ry 6 months
c R T than 3-month interval
etiology for clinical signs)
Necessary for patients designated as “high risk” for WT based on age (< vears) and'or clinical characteristics
J-month interval (history of previous WT or NR): Can also assist monitoring CAKUT issues and provide early signs of CKD Routine WT sereening and UTI moniloring Aﬁer age 18 U ltrasou nd eve I’y yeal’
development and/or progression; Preferences of care team and patient/family should be considerad
Interval period for patients between 8-18 years that do not meet consideration for 3-month frequency
G-month interval Consider implementing more frequent interval for those with clinkcal issues identificd at annual screen andlor if  Routine WT, UTI, CKD monitoring or screening
preferences of care team and paticnt/family direct more frequent screening intervals

8 vears - 15 years 3- or 6-month RUS*

15 yoars - 18 years B-month RUS*

Full Abd US
Pelvie 115

18" birthday

=18 years of age Annual RUS*

1-month andfor
2-month interval

Necessary minimum interval to sereen for CERD and WT in paticnts > 18 years with stable cardiometabolic and

CHD health status; Preferences of care team and patient/family should be considered Routino CRDimonipnng sl cng et Wil scneoning

Annual interval
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