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Diagnosi
Il problema

A patient with a lump
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Diagnosi
Il problema

size >5cm

increasing size

deep to the deep fascia
recurrent after previous excision
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Quando
rivolgersi
al
medico
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Clinica

suggestiva PRt
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A 5cm lump is one that is bigger
than a golf ball or the short side of
a credit or debit card
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Incidenza dei sarcomi dei tessuti molli

5

— | sarcomi rappresentano |’1% dei tumori ed il 2% delle cause di morte per tumore

— Ogni anno si verificano circa 6 casi ogni 100.000 persone, che corrispondono a 27.908
nuovi casi all’anno

[
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— La sopravvivenza dipende dal momento in cui viene diagnosticato il sarcoma:
per i STS, le percentuali di sopravvivenza complessiva a 5 anni vanno dal 15% (per pazienti
con recidiva metastatica) fino al 90% per malattia in fase precoce

| tumori benigni dei tessuti molli sono 100 volte piu
comuni

A\

Da 1:7 a 1:4 delle masse profonde ed in rapida crescita puo
rappresentare lesioni localmente aggressive e non metastatizzanti
(comportamento intermedio)

1:10-20 puo rappresentare una neoplasia mesenchimale ad alto grado

7 ° CONGRESSO
NAZIONALE



arcomi dei tessuti molli
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Epithelioidsarcoma

Nuova classificazione:
> 100 sottotipi di sarcoma
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Dove si sviluppano i sarcomi dei tessuti molli?

Distribuzione anatomica
Testa e collo 10%

Arti e articolazioni 15 - 20%
superiori

Retroperitoneo 15 - 20%

Torace/Parete 10%
addominale

Arti e articolazioni 40%
inferiori
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Diagnosi
Clinica
— Rapida crescita

— >5cm

Profonda

-

Recidiva dopo ’escissione
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Benigno Intermedio  Maligno

@ Variante Localmente Sarcoma
Y normale aggressivo Linfoma
' o%. bl\gﬁzysnaa No metastasi Metastasi
a—
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Diagnosi
Imaging

S

+ Rx ed ecografia

[
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+ Risonanza magnetica
— Estremita
— Testa e collo
— Parete toracica e addominale

>

S

-1 + TC
@. — Addome e pelvi
.’6 — Torace: malattia metastatica
— Osso

=
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Diagnosi
La biopsia

4+ Qualsiasi massadei tessuti molli delle estremita
del tronco o del retroperitoneo va sottoposta a

[
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biopsia

9 + ILabiopsia vafatta da Personaesperta, meglio se &

I'operatore che prendera in carico il Paziente.
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<+ Ilrischio di seeding € virtualmente pari a zero
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Diagnosi
La revisione istologica

Quialita Forzadella

dell’evide Raccomandazione clinica raccomandazi
nza SIGN one clinica

L esame istologico di un STM dovrebbe essere riferito o
almenoverificato in Servizi di Anatomia Patologica
dotati di sufficiente esperienza, 0 e raccomandabile una
seconda opinione patologica.

-

il livello di raccomandazione €' debole per la scarsita’ di Paositiva debole
studi dedicati. Tale consuetudine sta acquisendo sempre
maggiore importanza per la complessita della diagnosi
istologica e per le indagini di biologia molecolare che sono
essenziali per unacorretta condotta terapeutica
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Deep tumor mass > 5 ¢cm

Within expert centers

v

« Suspicion of sarcoma

 Adapted radiology

Tumor board

Initial biopsy = diag of sarcoma
Induction treatments discussed
Planned Surgery

Optimal perioperative treatments

PFS according to CPGs

=

Surgery conformed to

2 o
- m w®

=
- o o

Probabilité de survie
2 =4 o

Surgery not
conformed CPG§“sqh

=
e

rank test : p= < 0,0001

o o
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Wi —m--mw mme
0 L} 12 18 24 3 3 42 48 & 60 86 T2 TR B4 B 095 02
Manths.

Outside Expert centers

Suspicion of cysts /benign tumor
No radiology, no TB, no biopsy
Inadequate surgery —> diag of sarcoma

—>Expert center - Tumor board
Salvage surgery
Non optimal adjuvant therapies

QL >

Sarcoma
Patients
EuroNet

It is not acceptable that a patient with a
sarcoma cannot be treated by a sarcoma
specialist! This must be stop.
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Trattamento THE LANCET|
Radioterapia

@ Preoperative versus postoperative radiotherapy in soft-tissue
sarcoma of the limbs: a randomised trial

Brian O’Sullivan, Aileen M Davis, Robert Turcotte, Robert Bell, Charles Catton, Pierre Chabot, Jay Wunder, Rita Kandel,
Karen Goddard, Anna Sadura, Joseph Pater, Benny Zee

Preoperative  Postoperative

n=88 = Owerall survival Local recurrence
(n=88) (n=94) 1004 = i 100 ————_ _Logronk p=0-7143
Wound complications * £ Log rank p=0- z
Yes 31 (35%) 16(17%) o 80 = g0
Secondary operation for wound repar 14 (45%) 5(31%) .3_".1' &z
Irvesive procedure for wound b (16%) 4 (25%) £ B0+ E a0 . ]
e £ . Z E ;Eamﬂim&
. Deep wound packing deep to dermis 11 (35%) 7 (44%) S 40 - A0 —
. in aren of wound ot least 2 om with € =
or without profonged dessings 2 204 3 20+
=6 weeks from wound breakdownd o =
| Readmission for wound cars§ 1(3%) 0 0=, | : : | = pd
’. No complications 57 (65%) T8 (83%) 0 1 e 3 Pationts ut sisk ! ! ! ! !
*p=0-01 for y=s vs no. TWithout secondary operation. 2Without secondary Patients at risk Time (years) Precpemtive 92 86 T8 43
owmmud;emsw procedure. §Without secondary operation, invasve P . o a7 Bl =1 mdiuﬁ-ump?.- )
procedure, desp wounc packing, or prolongec dressing. radiatherapy I:;_tnpemtue o4 85 T0 45
Table 2: Frequency of major wound complications with criteria I::;_mpmﬁ.u.- o4 o0 T4 48 batherapy
for 182 evaluable patients D"'

A

Radioterapia preoperatoria:

- dosi piu basse, campo d’irraggiamento minore, minore fibrosi, minore edema
- maggiori complicanze della ferita chirurgica (35 vs 17%)
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Trattamento
Calcolo del rischio sistemico

: 9 10 2 EY © 5 & 70 8 % 100
Points
Tumor
maximal size T T T T T T T T T T T T T T 1
1 2 3 4 5 6 7 8 9 10 15 20 25 30 35
(cm)
SARCULATOR
Overview
H n s meant s nl
Grading " . 1 it
| [} clinical decisions (the clinical usefulness
of the two models has not been tested)
but to be used as an informative tool to
improve the predictive capability of a
physician.
Two kinds of predictions are possible:
. RPS: 7-year overall survival (OS) and 7.
year disease-free survival (DFS) in
. MWRCL uPS Other Vascular (p;;;;ry vpizcxed retroperitoneal sarcoma
. Histology . = c . : B
Myxofibro DD/PL MPNST Synovial Leio
| I STS
Total Points T T T T T T T T T T )
0 20 40 60 80 100 120 140 160 180 200
. 5-year DM CCI r T T T — v —— T T T v . ,
' 0.01 0.02 0.03 004 0.05 0.060.07 0.09 0.12 0.140.16 0.2 03 0.4 0.5 07 0.9
‘ 6
10'year DM CCI T T T T T T T T T T T T T T T T T L}
0.01 0.02 0.03 0.04 005 0.06 007 0.09 0.12 0.140.16 02 0.3 04 05 0.7 0.9 0.95
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Trattamento & & e O
Chemioterapia neoadiuvante *

N S EIS N
,x\,f

ISG-STS 1001

Histology-driven chemo x 3 Surgery +/-RT
' . Leiomyosarcoma . Gemc plus DTIC
. Round cell MLPS . Trabectedin
g . Synovial sarcoma . HD ifosfamide
'.FU ) . MPNST . Ifosfamide plus etoposide
I\l highgrade . UPS . Gem plus Docetaxel
. = deepseated

[e) >5cm
©
c
©
oc
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e

epiADM+IFX x 3 Surgery +/-RT

A

N

422 pts recruited since May 2011
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Disease Free Survival

1,07

~I7Standard chemotherapy

--1"" Histotyp-tailored chemotherapy
0.8 ~+- Censored

~+— Censored

.
.......

o
s
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E
Disease-free survival (%)
T 7

=

5-yr DFS 47.4% vs 54.6%

A

HR: 1.232 (95%Cl 0.875,1.733; p=0.323)

0,0+

T T T T T T T T
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time to relapse (months)
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Overall Survival

1,07 -7 Standard chemotherapy
-~ Histotype-tailored chemotherapy
] ~+= Standard chemotherapy-censored
ey —+— Histotype-tailored chemotherapy-censored
.
- e 0.76

0.66 :

PP

Overall Survival (%)
2 2
1 1

>

5-yr OS 65.9% vs 75.7%

S

- HR: 1.766 (95%Cl 1.101,2.831; p=0.018)

A

1 i 1 1 1 ) ) L)
12 24 36 48 60 72 84 96
time to death (months)
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Trattamento
Malattia avanzata

2000 2019

— Trabectedin
— Other than LPS : Pazopanib
— GIST : Imatinib, sunitinib

— All sarcomas
* Doxorubicin

* lfosfamide — Osteosarcomas : MTPPE
» DTIC — LPS : Dox, ET743 (MRCL++)
() - SUbtype_s . — LMS : Dox, ET743, Gem, GemTax
| 6{ : ggg::,nomycm — EWS: ALL,CV,Ac, Topol inh.
’. * Vinca-alcaloids ~ A/ERMS : Topoinh
O’ ) — ESS : Aromatase inh.
‘ e Cyclophosphamide _ PEComa : mTOR
(&) * HDMTX

— Angio : Paclitaxel, GemTax

DFSP : Imatinib

PVNS : Imatinib, MCSFR Ab or TKI
TD/FA : HT, imatinib, sorafenib
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Trattamento
Malattia avanzata

Chemiosensibilita sulla base dell’istotipo

MORE active LESS active

Synovial sarcoma Ifosfamide Gemcitabine-docetaxel

Myxoid-round cell liposarcoma Trabectedin, ifosfamide Gemcitabine-docetaxel I

Pleomorphic liposarcoma Gemcitabine-docetaxel Doxorubicin?
Angiosarcoma Taxanes, anthracyclines Ifosfamide? \
Leiomyosarcoma, SFT Anthracycline, DTIC Ifosfamide
ASPS, SFT VEGFR inhibitors Doxorubicin I
Gemcitabine-docetaxel
Endometrial stromal sarcoma Anti-estrogens, Gemcitabine-docetaxel
ifosfamide
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Trattamento
Malattia avanzata

OPTIMAL USE OF A DRUG

CTli Patient \
ITIES characteristics For whom?

For which STS ?

Side-effect Dosing

i)

management
. .. When?
N Op:;f“'s'“g Sarcoma
| 6‘ efficacy histotype How long?
e
O’ How?
Maintenance Treatment

therapy duration
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Follow up

Sarcomi grado alto-intermedio

Fino a 3 anni dalla diagnosi 3-4 mesi
Da 3 a5anni 6 mesi
Oltre i 5 anni 1 volta all'anno
@
S ) Fino a 5 anni dalla diagnosi 4-6 mesi
| 6‘ Oltre i 5 anni 1 volta all'anno

S

A

I1 follow up consiste in:

- Visita clinica

- Rxtorace routinaria per escludere metastasi polmonari
- TC o RMN quando appropiato
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wy RETI REGIONALI

per facilitare la relazione ospedale-territorio

Quali strategie di rete e
programmazione territoriale per
Curare Bene-Curare Meglio?

RETI NAZIONALI E INTERNAZIONALI

RETI NAZIONALI per potenziare la ricerca clinica e lo
per garantire un’assistenza omogena e di eccellenza sviluppo di nuovi farmaci @%@J
—— . Q o @

eﬁ%w

' 2o, %
EURACAN
Ty European network for
- Rare adult solid Cancer
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EURACAN governance

Decisions for
key questions

1l

Decisions for Steering Committee ScientificAdvisory

daily management Coordinator Board
10 Group leaders .
6 independent experts

7 task force leaders .
Patient Advocacy groups Rare/frequ_ent c_:an_cer/dlseases
Outside / inside EU

| Guidelines
Le;der Lea:jer Lea.der Le;der Le.':der Le.ader Le;der Lk;ader Lea.der Le;der ResearCh
Sec_:ret. Sec.ret. Sec.ret. SeEret. Sec.ret. Se_cret. Sec_:ret. Sgcret. Sec_ret. Sesret. o )
Training/Education
o Funding/sustainability
g .E I
© zZ @ pa S f= s Communication/
& > D — £ 3 = < e} . :
o O 0] O & T = n ® Interaction with PAGs
e e L e S @ o © 5
(3] < < L [ c [ [ [ o o . .
I 4 o pd o w o o p Dissemination
—l N ™ <t Lo © N~ (o'e) (o)) —
) O O (O] (O] O O (O] O O .
Quality control
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FARE RETE PERMETTE DI:

(Reti Aziendali, Regionali, Nazionali, Internazionali)

[

Migliorare la cura

‘6 @ garantendo una continuita @@ /@
‘ ospedale-territorio é)\ @
di eccellenza e J@ @@

@ migliorando la qualita di vita J@ <
o di pazienti e famiglie @ Condividere conoscenze ed EE};LE,’?;S,,?;N;,
@ expertise in modo piu rapido, Rare adult solid Cancer

=

S

semplifice ed accessibile (es.
telemedicina)

@ Garantire accesso a terapie
innovative

S

S
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