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COI declaration
• None
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Timeline
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Timeline
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Diagnosis

2 yo

Dec. 2010



ERN PaedCan - Young SIOPE w ebinar series

Timeline
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Diagnosis

2 yo

 Left 

Nephroblastoma

Dec. 2010
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Q1: What would you do next ?

a) Multidisciplinary Tumor board discussion

b) Imaging review by an expert Paediatric Radiologist

c) Biopsy for histological confirmation

d) Upfront Surgery

e) Chemotherapy first, Surgery next
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Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

Dec. 2010

ChT

4w  NA ChT (AV)

Dec. 2010
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Timeline
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Diagnosis

Dec. 2010

ChT Surgery

4w  NA ChT (AV)

Total Nephrectomy

Jan. 2011

2 yo

 Left Nephroblastoma

https://www.webpathology.com/image.asp?case=73&n=6
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Staging

9
http://www.urologist.com.sg/urology-problem/kidney-cancer.html

I II III IV V

45% 20% 20% 10% 5%
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Risk groups
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If >66% (2/3) of the tumour is 
non-viable (i.e., shows 

chemotherapy-induced 
changes), it is regarded as 

REGRESSIVE TYPE, irrespective 
of the presence of remaining 
viable tumour components.

Popov SD, Sebire NJ, Vujanic GM. Wilms’ Tumour – Histology and 

Differential Diagnosis. In: van den Heuvel-Eibrink MM, editor. Wilms 

Tumor [Internet]. Brisbane (AU): Codon Publications; 2016 Mar. Table 

2. [Current SIOP classification of paediatric renal tumours]. 
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Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

Dec. 2010

Jan. 2011

4w ChT (AV)

Total Nephrectomy

ChT
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Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

 Regressive type

 Intermediate Risk

Dec. 2010

ChT

4w ChT (AV)

Total Nephrectomy

Jan. 2011
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Q2 What would you do next?
a) Observation

b) Radiotherapy only

c) Chemotherapy only

d) Make a decision after MDT discussion

e) Chemotherapy + Radiotherapy
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Treatment
SIOP WT 2001
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Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

 Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

4w ChT (AV)

Total Nephrectomy

27w postOp ChT (AV-2)

 No Flank RT

June-July 2011
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Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

4w ChT (AV)

Total Nephrectomy

27w postOpChT (AV-2)

 No RT

June-July 2011

May 2012

Pulmonary 
Metastasis

9mo

• Single nodule, Left Lung

• Imaging not received 
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Relapse
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Age >2years

Early relapse <1year

Advanced stage

Unfavorable histology

Molecular features- LOH 16q, 1p/ gain 11p 
(WT1), 1q

Negative Prognostic Factors

• Usually occurs within 2 years form the primary

• % Pulmonary
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Relapse

18

Age >2years

Early relapse <1year

Advanced stage

Unfavorable histology

Molecular features- LOH 16q, 1p/ gain 11p 
(WT1), 1q

Negative Prognostic Factors

• Usually occurs within 2 years form the primary

• % Pulmonary

Standard

• 30% 

 Favorable Histology

 ChT (V +/A)

• EFS 70-80%

 Surgery  ChT+/RT

 ChT+/RT

High

• 45-50%

 Fav. Histology

 >3 types of ChT ±RT

 Early relapse

• EFS 40-50%

 Surgery  ChT+/RT

 ChT+/RT SCR

Very High

• 10-15% 

 Anaplastic

 Blastemal

 Early relapse

• OS<10%

 ChT!!!  SCR

Risk group
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Q3: What is required next?

a) MDT to decide further treatment

b) Molecular/genetic assessment for risk stratification

c) Surgery only

d) Surgery + Chemotherapy

e) Surgery + Chemotherapy + Whole Lung RT (±Boost)
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High Risk

Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

Dec. 2010- June 2011

4w ChT (AV)

Total Nephrectomy

27w postOpChT (AV-2)

No RT

Jun. 2011

May 2012

Pulmonary 
Metastasis
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 High Risk

Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

Dec. 2010- June 2011

4w ChT (AV)

Total Nephrectomy

27w postOpChT (AV-2)

No RT

Jun. 2011

Pulmonary 
Metastasis

ChT

 7 C 

• 4 x Carbo/VP-16

• 3 x CPM/VP-16

May 2012
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 High Risk

Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

Dec. 2010- June 2011

4w ChT (AV)

Total Nephrectomy

27w postOpChT (AV)

No RT

Jun. 2011

May 2012

Pulmonary 
Metastasis

ChT

 7C PoliChT

Pleuro-Pulmonary 
Relapse

Feb.2021

8.5y
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March 2021- Metastasectomy

24

https://en.wikipedia.org/wiki/Wilms%27_tumor

 No anaplasia
 L0, V0
 R0, 1mm margin
WT1 (IHC neg)
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Q4: Further treatment?

a) Chemotherapy only

b) Chemotherapy+ Local RT

c) Chemotherapy + Whole Lung RT

d) Local RT only

e) Whole Lung RT only
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Further treatment
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• Complete resection

• 4C ChT (2ICE+2CyCE)

 High Risk

Timeline

27

Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

 Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

Dec. 2010- June 2011

 4w ChT (AV)

 Total Nephrectomy

 27w postOp ChT (AV)

 No RT

Jun. 2011

May 2012

Pulmonary Metastasis

ChT

 7C PoliChT

Pleuro-
Pulmonary 

Relapse

Feb.2021

SurgeryChTRT

May-Jul 2021
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• Complete resection

• 4C ChT (2ICE+2CyCE)

• Local RT

 High Risk

Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

 Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

Dec. 2010- June 2011

 4w ChT (AV)

 Total Nephrectomy

 27w postOp ChT (AV)

 No RT

Jun. 2011

May 2012

Pulmonary Metastasis

ChT

 7C PoliChT

Pleuro-
Pulmonary 

Relapse

Feb.2021

SurgeryChTRT

May-Jul 2021
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Radiotherapy

• Target volume
– CTV=Tumor bed

– PTV=CTV+1cm

• Dose prescription
– 25.2 Gy/ 14 fr (1.8Gy/fr)
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3DCRT            VMAT               HT
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• Complete resection

• 4C ChT (2ICE+2CyCE)

• Local RT

• High-dose chemotherapy 
autologous SC rescue

 High Risk

Timeline
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Diagnosis

2 yo

 Left Nephroblastoma

 Stg. III

 Regressive type

 Intermediate Risk

Dec. 2010

ChT Surgery ChT

Dec. 2010- June 2011

 4w ChT (AV)

 Total Nephrectomy

 27w postOp ChT (AV)

 No RT

Jun. 2011

May 2012

Pulmonary Metastasis

ChT

 7C PoliChT

Pleuro-
Pulmonary 

Relapse

Feb.2021

SurgeryChTRT

May-Jul 2021
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Timeline
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Now: Patient in remission, no 
signs of progression, recently 
recovered from COVID-19
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Discussions
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• ChT as per experimental arm (SIOP WT 2001)

• No flank RT 

• Infrastructure ok Poor interdisciplinary communication ?

Primary tumor

• Early- 9 months

• No Surgery, No RT- / just ChT (as per another trial protocol)

First relapse

• Late- almost 9 years

• Same Lung (left) as the first metastasis- Pleural 

• Radiotherapy-no specific guidelines for this scenario

• Would WLI have been a better option?

Relatively good outcome – Favorable tumor biology ?

Second relapse

• Therapeutic decision- not discussed in a Multidisciplinary Team meeting

• No National Guidelines/Consensus to follow

• Patient records/imaging- hard to obtain/no national cancer registry

• No access to clinical trials

General challenges
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THANK YOU!
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