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Emiénuiodoyla

» 7,8% TOL GLVOALOL VEOTTAUGUATMOV GE A0 <15 yp.
» 9,5/10° mtoudicdv.

» 2uYVOTEPO VEOTAAGUO TNG BpePiknc nAKiog.

» 1 —2% otkoyeveloKo 16TOPIKO.

» Neurocristopathies?



PRIMARY SITE AS A FUNCTION OF AGE
Head 0.2% AT DIAGNOSIS

<13 MONTHS 4~ > 13 MONTHS

r?,\

Neck 3.2% g
5% ~AE 2-3%
Chest 14.6 "% L

Abdomen 655 %
E Adrenal Vg
Non-Adrenal 215
Pelvis 45"%

Unknown 12.3"%

Other or 7 . Other or 7
10 = 20% - 5 -40%



[otomtaBoAoyla

» Small Round Cell Tumor

HBL
Ewing’s sarcoma
Lymphoma
RMS
» Shimada histological classification system

(age, mitosis-karyorrhexis index, Schwann cell amount, cellular differentiation)
Favorable
Unfavorable

» Ploidity (hyper., DNA index>1)
» N-myc overexpression (chrom. 2p)
» 11q aberration



2taotomoinon!!
(International Risk Group Pre-treatment Classification)

Xovel n uovo, To woaol kot 1o woiol ) pova!!!



Tahle 1. Imaga-Defined Fisk Factors in Nauroblasiic Tumors

Ipslistard turmar extarsion within two body Compartments
Meck-chast, chast-abdomean, sbdomean-pelds
Plesche
Turmar encasing carctid and/or wartabral artery andior Intamal jugular wein
Turrear extardirg 1o base of skull
Turmar comprassing the trachea
Careisotharacic Juncticn
Turmor encasing brachial plaxus roots
Turmar encasing subclawan vasssls andfor wertebral andsor carotid artery
Turmar compressing the trachea
Thorax
Turmor encasing the sorta andfor mjor branches
Turmar compressing tha trachea andfor principal bronchi
Lowver mediastingl tumer, Infitrating tha costo-wertsbral junction
bebwssan T3 and T12
Thoraco-abdominal
Turmor encasing the sora and/jor wana cava
Angamen/pelsis
Turmar Infilirating the porta hepstis andfor the hepatoduodenal ligameant

Turrear encasing branchas of the supericr mesentanc artary at the
mEEErheric root

Turrear encasing the argin of the cosllac axils, andfor of the suparor
mEsenteric atery

Turrar Iresding one o both rand padces
Turmar encasing the sora and/or wana cava
Turmar encasing the llisc weszals
Felvic turmar crossing the scistic natch
Imtrazpinal tumor extansion whatessar the kcation providad that:
KAore than one third of the spinal <anal in the axial plars = Inesded ard)

aor tha perimedullary leptomeaninges spaces are nat Wslbla andior the
spinal cord signal I= abnommal

Irfiitration of &djacent anjans/struciures

Pericardum, daphragm, kidrey, Ikeer, ducdenc-pancraatic block, ard
M EEneny

Cardiions © b= racorded, bt ot consldered IDAFS
RAUItHOCEl primany turmears
Fleural effuskon, with of withaut malignant cslls
Azcitas, with or witheout malignant cels

Table 2 Intemationa Meurcblastoma Alsk Group Staging System

Stage Dascription

L1 Localzed tumor not Ineakeing wital structuras as defined oy
the list of Imaga-defined risk factors and confined 1o
one body compartment

L2 Locoregional turmar with presance of one of more Image-
defined risk Tactors

mA Distant metaziatic dissaza (sxcapt stage MSI

M= Metaztatic dissasa In children poungsr than 19 months

‘with metastazas confined 1o skin, Iwar, andfor bone
Mmoo

MOTE. Sea text for detalled criterla. Patlents with mufifocal pimary
turmeors sholld b= staged acconding to the grestast adent of dizsass a5
dafinad In the table.

The International Neuroblastoma Risk Group (INRG) Staging System: An INRG Task Force Report

Tom Monclair et al,




International Neuroblastoma Risk Group (INRG) Consensus Pretreatment Classification

schema.
INRG Age Histologic Grade of Tumor 11q Pretreatment
Stage (months) Category Differentiation MYCN  Aberration Ploidy Risk Group
L1/L2 GN maturing; A Very low
GNB intermixed
L1 Any, except NA B Very low
GN maturing or .
GNB intermixed Anp K iHigh
L2 Any, except No D Low
<18 GN maturing or NA ;
GNB intermixed Yes G Intermediate
No E Low
Differentiating NA s
=i DINE nodtien H Intermediate
neuroblastoma Poorly differentiated NA
or undifferentiated
Amp N High
M <18 NA Hyperdiploid F Low
<12 NA Diploid | Intermediate
12t0< 18 NA Diploid J Intermediate
<18 Amp O High
>18 P High
MS No C Very low
NA !
S8 Yes Q High
Amp R High

Cohn S L etal. JCO 2009;27:289-297

JOURNAL OF CLINICAL ONCOLOGY

©2009 by American Society of Clinical Oncology



Table : COG Risk-Group Classification System

INSS MYCN . DNA .
Stage Age Status Shimada Index Risk Group
1 0-21y Any Any Any Low
2A/2B = 365 days Any Any Any Low
= 365 days-21 years MNormal Any - Low
= 365 days-21 years Amplified Favorable - Low
> 365 days-21 years Amplified Unfavorable - High
3 < 365 days MNormal Any Any Intermediate
< 365 days Amplified Any Any High
= 365 days-21 years MNormal Favorable - Intermediate
= 365 days-21 years MNormal Unfavorable - High
> 365 days-21 years Amplified Any - High
4 < 365 days MNormal Any Any Intermediate
< 365 days Amplified Any - High
> 365 days-21 years Any Any - High
45 < 365 days MNormal Favorable =1 Low
< 365 days MNormal Any = Intermediate
< 365 days MNormal Unfavorable Any High
< 365 days Amplified Any Any High




2taotonoinon!!
(International Risk Group Pre-treatment Classification)

» Pre-treatment Risk Group
Very Low: ITapakoroOBnon 1 ektoun novo
Low: ITapakorovOnon 1 ektoun Hovo
Intermediate: sxtoun kot XMO (4 mapdyovteg)
High: Oepoameio epodov, Tomikd Eleyyo T VOGO,
Oepameio otabepomoinong, Oepameio EAAYIGTNG
VITOAELLUUATIKNG VOGOV UE BLoA0YIKOVC TOpByOVTEC



[Ipoyevvntikog ‘EAeyyos - Neoyviko NBL

4
4
4
4
4
4
4

Alpoppayia emvedpLldiwy;
[MVEUOVLKO ATIOAELUMOL

VMA v{nAo oto 85%
BloAoyikn deikteg euvoikol
KaAng lotoAoyiag (Shimada)
NapakoAovOnon pe USG/unva

Ektoun gav deiéouv onueia avénonc tou Oykou Touc N
dev uTtooTPEYPOUV UETA ATIO 6 UAVEC



NBL Owpakog

» 2uvnNOwc KAANC LoToAoyiag
» 2uvnNOwc pe euvoikou ¢ BroAoyilkoUc SELKTEC

» AKOMQ KO [LE n-myc BeTIKO epdavifouv kaAutepa
noooota erPBlwong

» AkaloAoyeL AlyOTEPO ETIOETIKN XELPOUPYLKH EKTOMUN.
» 90-95% ektOUNC OPKEL.



NBL 2movéuAikn ¢ XtNAng

DumBell tumor

AQULVEKTOMUN;

Aapwvotoun;

AktwvoBoAla;

XMO;

RT;

Edooov dev uplotatal veupoAoylkn cuvdpoun XMO

vV Vv Vv VvV VvV V9V Vv ©9

Eav vali, anoocupdopnon KE AQULVOTOUN



[TueAlk0 NBL

4
4
4
4
4
4

2TIAVLO

WnAadntn pala

AlatopaxeC oupPNONC/KEVWOEWVY
Atatapayec padong

KaAutepnc mpoyvwonc

2UVTNPNTLIKNA XELPOUPVYLKN KTOUN (90-95%)



['evikeg apyeg xelpovpykns NevpofAaotwuatog

» Xelpoupyeio mailel Kevtplko poAo.

» 2TNV EVTOTILOMEVN VOOO: EKTOUN €POcoV KplveTal ) KpLBel
(tA€ov) OTL elval xeLpoupynotuo.

» Atadpopetika XMO npwta.

» Quoia cupmoywv opyavwy Ba TIpETEL va. amodeUyETOL.

» Avouytn Bloyia povo edpooov e€avtAnBel kaBe pecov
dtayvwonc (deikteg, Bloyia puelov).

» TouAdylotov 1 K.ek. LotoU
» ALLOPPOAYLKOC OYKOG

» ALEYXELPNTIKA aVOEKTLKN UTEPTAON, TAXUKapdia (a-
blockers).



AN2K;

» 2tadla l & 2:
MANpNC ekTopN €lval BeparmeuTikn.

» 2tado 3:
<18unv: 90-95% apkei. EFTKPATEIA
>18unv: 100% (GTR>95%) onuavtkn dtadopa otnv
npoyvwon, elowka oto kothtako NBL. EMIMONH
Ytadlo 4:

Aev uTtApYoULV oToLXEla TToU va uTtootnpilouv tn BeAtiwon
npoyvwong peta anod GTR. Yrmotponn HETAOTATIKAC VOCOU.



Texvixn

» OyKoc €€aLpETIKA CUUTTAYNAC
» OYKOC OPKETA OLLLLOPPAYLKOC

» Kakn ouvnBela va mteptBpoyyilel otdnmote
«KUALVOPLKO».

v Toun Kocher — Bi Kocher (sevron) n OwpakokotAtakn
v Kwvntomoinon evtépou, Anatoc / omAnvoc - TayKpEATOC.
v Agv dnBel TN peEon otolBada Twv ayyeiwv.

v MAAVO TIPAOKEVNC KATW TNC £€W otolfadag

v MapaoKeL TWV HEYAAWV QYYELWV LE KatelBuvon
oupaio — KEPAAKA, TEPLPEPLKA — KEVIPLKAL.

v KUKAOTEPNC TTAPOOKEUN TWV OLYYELWV



Texvixn

v O oykoc¢ adalpeitoLl o€ TURMOTO

v ATtoduyn XELPLOUWYV Tou VedpPOoU, amoduyn YWVLWOEWV
NG vedpkng aptnpiag (phantom kidney).

v Mpoooxn ota ooduika ayyeia.

v 18lalitepn mpoooyxn otnv epUTUAaia tepLoxn Kot oTo
LEPOKOKKUYLKO TIAEY QL.

v KaAn mpostoLlpocio Le AEMTOUEPN AVAYVWON
QUTTELKOVIOTIKWV.

v AlaBeon xpovou (6-16 wpec)



EmimAokeg

» Nedpektoun

» Alpoppayia (OLeyxelpntikn)
» AtOPpPaKTIKOG ELAEOG
» EykoAeaopog;
» ALAPPOLEC
» Aokitnc






Ant. scalene muscle

Phranic nerve

Int. jugularv. -

Sternocleidomastoid
muscle

D MSKCT 2004



Chapter 11 Neuroblastoma and Other Adrenal Tumaors

Aoria

Inf. vena cava

Left renal &.
Lett ranal v.
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