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Adipocytic tumours
Well deifferentiated / dedifferentiated liposarcoma
Myxoid / round cell liposarcoma
Pleomorphic liposarcoma

Fibroblastic /| myofibroblastic tumours
Fibromatosis (desmoid)
Solitary fibrous tumour / haemangiopericytoma
Low grade myofibroblastic tumour
Infantile fibrosarcoma
Adult fibrosarcoma
Mixofibrosarcoma

So-called fibl.'.c;'l'\istiocytic tumours
Pleomorphic MFH / Undifferentiated pleomorphic sarcoma

Smooth muscle tumours
Leiomyosarcoma

Skeletal muscle tumours
Embryonal rhabdomyosarcoma
Alveolar rhabdomyosarcoma
Pleomorphic rhabdomyosarcoma
Vascular tumours
Epithelioid haemangioendothelioma
Angiosarcoma of soft tissue

Chondro-osseous tumours
Mesenchymal chondrosarcoma
Extraskeletal osteosarcoma
Tumours of uncertain differentiation
Synovial sarcoma
Epithelioid sarcoma
Alveolar soft part sarcoma
Clear cell sarcoma of soft tissue
Extraskeletal myxoid chondrosarcoma
Extraskeletal Ewing tumour
Desmoplastic small round cell tumour
Extra-renal rhabdoid tumour
Malignant mesenchymoma

Neoplasms with perivascular epithelioid cell differentiation (PEComa)

Intimal sarcoma

WHO Classification of Tumours of
Soft Tissue and Bone

Eciad by Shduiopher DL Flescher Jka A Brdge. Pancas C V. Hogercoore, Freedk Netars

WHO

Fletcher C et al, WHO 2013
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Gastrointestinal stromal tumours: ESMO Clinical
Practice Guidelines for diagnosis, treatment
and follow-up'
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Soft tissue and visceral sarcomas: ESMO Clinical
Practice Guidelines for diagnosis, treatment
and follow-up'
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clinical pra

Gastrointestinal stromal tumours: ESMO Clinical
Practice Guidelines for diagnosis, treatment

and follow-up'

The

clinical pr

= In angiosarcoma, taxanes are an alternative option
= Doxorubicin plus dacarbazine is an option for multiagent first-line chemotherapy
of leiomyosarcoma
= |n patients with dermatofibrosarcoma protuberans who are not amenable to non-
mutilating surgery, imatinib is standard medical therapy
= After failure or inappropriateness of anthracycline-based chemotherapy, the
following criteria may apply (although high-level evidence is lacking):
o Chemotherapy-exposed patients may be treated with ifosfamide if they did
not progress on it previously, while high-dose ifosfamide (approximately
14 g/m?) may be an option for patients who have already received standard-
! dose ifosfamide
[~ = % = Trabectedin is a second-line option and is approved in the EU for advanced,
advanced dicaalahes
= Evidence suggests that gemcitabine plus docetaxel is more effective o
than gemcitabine alone as second-line chemotherapy (particularly for F']'li.‘.‘:ili.‘]'!ll d-
N N leiomyosarcoma and undifferentiated pleomorphic sarcoma) .
tions and histje Single-agent gemcitabine has antitumour activity in leiomyosarcoma and :'L"]F'l IMary.
Meitastatic disease: angiosarcoma 4
Merastatic disease. o Dacarbazine has some activity as second-line therapy (mostly in
leiomyosarcoma and solitary fibrous tumour)
= Pazopanib may be beneficial when administered up to the time of disease
o . ) - A ) : progression in patients with nonadipogenic STS
ease. Doxorubicin with or without ifosfamide is commonly = Best supportive care alone is an alternative for pretreated patients with advanced
used. Doxorubicin alone seems to be equivalent to its com- IS EEEE LT E e S R T
. . . . . . = Radiotherapy should be used on a palliative basis in all cases, as appropriate to
binations with other agents with regard to survival, despite a the clinical need
= In general, previously treated patients with advanced STS are candidates for
clinical frials
Imatinib (STI 571, a ty ne kinase receptor inhibitor) is = There is anecdotal evidence of activity for crizotinib, sunitinib and cediranib in
. ’ selected histological types

Diagmninis
= Hi

The decision-t

* Chemotherapy is the standard treatment for metastatic dis-

higher response rate with combination regimens (11, BJ.

the treatment of choice for gastro-intestinal stromal tumors
(GIST).
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ESMO Mini Clinical Rec ndations for dis Gastrointestinal stromal tumours: ESMO Clinical
oSh Minimum Clinical Recommendations for diagnosis, Practice Guidelines for diagnosis, treatment

treatment and follow-up of soft tissue sarcomas and follow-up'
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clinical practice guidelines

Soft tissue and visceral sarcomas: ESMO Clinical
Practice Guidelines for diagnosis, treatment
and follow-up'

The ESMO/Europsan Sarcome Netwark: Working Goup®

Diagonis Radisthen therapy
» Hismological diagaceis and cabmion of gmdes s pefer- |, Raties thempy should be aduamsnral f
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advanced disease
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The decision-making is complex, depending on diverse presenta-
L= L=

tions and histologies, and should always be multidisciplinary.

Metastatic disease: O ' . :

s ey

s Chemotherapy is the standard treatment for metastatic dis-
ease. Doxombicin with or without ifosfamide is commonly S EE- i it

e . oo ial presentations and entities

used. Doxorubicin alone seems to be equivalent to its com- p p

binations with other agents with regard to survival, despite a
higher response rate with combination regimens (11, BJ.

retroperitoneal sarcomas

Imatinib (STI 571, a tyrosine kinase receptor inhibitor) is
the treatment of choice for gastro-intestinal stromal tumors uterine sarcomas
(GIST).

desmoid-type fibromatosis

breast sarcomas

P40 1) £ m——{ I I




« Standard chemotherapy is based on anthracyclines as first-line treatment

ADM

NAS
Lipo WD-DD

Lipo Myxoid

clinical pr:

LMS

Soft tissue and visceral sarcomas: ESMO Clinical
Practice Guidelines for diagnosis, treatment

and follow-up'

The

Myxofibrosa
SS

MPNST
Angiosa
Intimal sa
ASPS

Clear cell sa
SFT

RMS Pleiom

Epithelioid dist

Epithelioid prox

ME chondrosa
PEComa
Myoepithelioma
Osteosa extra

DFSP (w/ FS)



« Standard chemotherapy is based on anthracyclines as first-line treatment

Doxo (1 st, ...)
DTIC (1 st, ...)
IFX (1 st, ...)
GEM (1 st, ...)
TAX (1 st, ...)
Trabectedin (2 nd, ...)
VP16

Imat (1 st, DFSP)
Pazo (2 nd, non-adipocitic)
Sirolimus (1 st, LAM)

clinical practice guidelines

Soft tissue and visceral sarcomas: ESMO Clinical
Practice Guidelines for diagnosis, treatment
and follow-
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« Standard chemotherapy is based on anthracyclines as first-line treatment

Doxo (1 st, ...)
DTIC (1 st, ...)
IFX (1 st, ...)
GEM (1 st, ...)
TAX (1 st, ...)
Trabectedin (2 nd, ...)
VP16

(1 st, DFSP)
(2 nd, non-adipocitic)
(1 st, LAM)

Pazo
Sirolimus

Sunitinib
Sorafenib
Sirolimus / Everolimus
Bevacizumab
Imatinib
Crizotinib
Vemurafenib
Temozolomide
Interferon
Figitumumab
Palpociclib
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Leiomyosarcoma




... epirubicin (+ ifosfamide)
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0 +3 cycles



... high-dose ifosfamide

0 +3 mos



.. dacarbazine




.. adria + dacarbazine

0 +4 mos



.. gem + docetaxel




VILUME 3% HNUMEBER 18 JULY % 2007

Randomized Phase I1 Study of Gemcitabine and Docetaxel
Compared With Gemcitabine Alone in Patients With
Metastatic Soft Tissue Sarcomas: Results of Sarcoma
Alliance for Research Through Collaboration Study 002

——— Gemcitabine - docstaxel
Gemcitabine - alone

10 15 20

Time {months)
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CopyTight © 2007 SchyiE
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gem +/- docetaxel

Gamcitabine - docetaxsl
Gamcitabine - alone

10 15
Time (months)
= RR: CR/PR GEM+TAX 16%; GEM 8%

= median PFS GEM+TAX 6 mos; GEM 3 mos
Maki R et al, JCO 2007




... gemcitabine




=« gem + dacarbazine

Published Ahead of Pri
The latest version is at htip:

Jou ORIGINAL REPORT

Del Muro G et al , JCO 2011



.. gem + dacarbazine




= trabectedin

67 ——————_ 306.200 ’
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Fubllsh:-d Ahead c-F Prlnt on September 14, 21]'15 a5

p—— o = trabectedin

JOURNAL OF CLINICAL ON OARIGINAL REPORT

Leio, median PFS 4.3 mos

Demetri et al, JCO 2015
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RR?
median PFS?

mech action?

0 +2 mos
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WD/Dediff Liposarcoma
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... high-dose ifosfamide




Successful Ifosfamide Rechallenge in Soft-Tissue Sarcoma

LA

with I and L

TABLE 3. Overall Response to First-line [fosfamide Treatment and Subsequent Rechallenge According to Histology in the Palliative
Group

Synovial ipo M3 Sarcoma N

First-line therapy
CR

firmed by an experienced

jclinic m| 1

Nouejan J et al, Am J Clin Oncol 2015



... gemcitabine




..« trabectedin

0 +3 mos



== €ribulin

Randomized, open-label, multicenter,
phase 3 study of eribulin versus dacarbazine in
patients (pts) with leiomyosarcoma (LMS) and
adipocytic sarcoma (ADI)

Patrick Schoffski, MD, MPH
Department of General Medical Oncology
University Hos =uven, Let er Institute
KU Leuven, Leuven, Belgium

Abstract # LBA10502 submitted by P Schoffski, R Maki, A ltaliano, H Gelderblom, E Choy, G Grignani, ¥V Camargo, S Bauer, SY
Rha, S Chawla, JY Blay, P Hohenberger, DR D'Adamo, B Wang, B Chmielowski, A LeCesne, GD Demetri, and S Patel.
Clinicaltrials.gov identifier: NCT01327885.

sC@ | Annual 1
ASC® “Widting

Schoffski P, ASCO 2015



Study design and objectives

'Eribulin

1.4 mg/m? IV

Days 1 and 8 every 21 days
n=228

leio, lipoSA
G2-3
advanced
>2 line

—
—_

'Dacarbazine* ’
850, 1000, or 1200 mg/m? |V
Day 1 every 21 days
n=224

mMN—-—=00Z>»3a

Primary endpoint
*Overall survival (OS)

Selected Secondary endpoints
*Progression-free survival (PFS)
*Progression-freerate at 12 weeks
(PFRQW{(S)T

+Safety and tolerability (AE
assessment based on CTCAE

vd . 022)

Selected exploratory endpoints
+Objectiveresponse rate (ORR; CR
or PR}

*Health-related quality of life




-
Primary endpoint: OS

1.0 — .
— Eribulin Eribulin | Dacarbazine
2 05 S ——— Median (months) 13.5 11.5
2 HR (95% Cl) 0.768 (0.618, 0.954)
Q0
2 e Stratified p-value 0.0169
©
= 04+
=
) g -
gt

T | T I T I I | | T T I l l T T
0 3 6 9 12 15 18 21 24 27 30 33 36 39 42 45

_ _ Survival Time (months)
Patients at Risk:

Eribulin 228 197 162 138 120 97 88 64 45 34 2 .y = -
Dacarbazine 224 190 158 130 103 21 64 45 32 24 (AN TENONE TN T I LT

Preplanned OS subgroups an: RS,

—Eventsin —
Group/Subgroup Eribulin Dacarbazine HR (95% CI)

Median (months)
Eribulin Dacarbazine

52171 6372 0.511{0.346,0.753
1241157 118152 0.927{0.714,1.203

atthe date of diagn osis
High 118/150 125/152 e+ 0.796(0.607,1042) 127 115
Intermediate 5777 55/69 e 0649(0439,0961) 148 101




28 January, 2016 FDA approved eribulin mesylate (Halaven)
1. unresectable or advanced liposarcoma

2. after prior anthracycline-based chemotherapy

ﬁ U.5. Department of Health and Human Services

AtoZindex | F

q U.S. Food and Drug Administration
m Protecting and Promoting Your Health -

Home Food | Drugs | Medical Devices Radiation-Emitting Products | Vaccines, Blood & Biologics | Animal & Vetering

News & Events

Home Mews & Events Mewsroom Press Announcements
FDA News Release

FDA approves first drug to show survival benefit

in liposarcoma

f sHare in LINKEDIN | @ PINIT | % EMAIL | & PRINT

For Immediate January 28, 2016
Release
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Artldes

Effect of the MDM?2 antagonist RG7112 on the P53 pathway 9 &
in patientswith MDM 2-amplified, well-differentiated

or dedifferentiated liposarcoma: an exploratory
proof-of-mechanism study

el By
Preciria I Dewhoprent
e Trumires besars,

Fhomraamn Ly Bocks Purs:

..« MDMZ2 inhibitor

Ray Coquard I et al, Lancet 2013



= MK-8242 (HDMZ2 inhibitor)

£ 2015 ASCO Annual Meeting
lllumination&Innovation

Phase | trial of MK-8242 (HDM2
7 inhibitor) in advanced solid tumors

2/27 RECIST PR (lipoSA)

ASCE®)

ASCO 2015, abs 10564
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ORIGINAL REFPORT

..« CDKA4 inhibitor

Dickson MA et al, JCO 2013



Myxoid Liposarcoma

FUS/CHOP t(12;16)(q13;p11) (95%)
\

CHOP/DDIT3

EWS

EWS/CHOP t(12;22)(q13;912) (5%)

Rabbitts et al, Nat Genet 1993



... @pirubicin +/- ifosfamide

0 +3 cycles



= trabectedin

0 +3 mos



Efficacy of trabectedin (ecteinascidin-743) in advanced
pretreated myxoid liposarcomas: a retrospective study

Federica Grosso, Robin L Jones, George D Demetri, lan R Judson, Jean-Yves Blay, Axel Le Cesne, Roberta Sanfilippo, Paola Casieri, Paola Collinj
Palma Dileo, Carlo Spreafico, Silvia Stacchiotti, Elena Tamborini, Juan Carlos Tercero, José Jimeno, Maurizio D'Incalci, Alessandro Gronchi

Jonathan A Fletcher, Silvana Pilotti, Paolo G Casali

32 pts

MRCL
RR 50%
median PFS 18 mos

T T T
20 30 40

Time from start of trabectedin treatment (months)
Numbers at risk
51 8 3 1

Grosso F et al, Lancet Oncol 2007
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DORIGINAL ARTICLE
Mode of action of trabectedin in myxoid liposarcomas
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Synovial Sarcoma

.23

t(X;18)(p11

BAF complex

disruption



... epirubicin + ifosfamide

0 +3 cycles



... high-dose ifosfamide

0 +6 mos



Trabectedin in advanced synovial sarcomas: a multicenter
refrospective study from four European institutions and the

| Le Ce
Baldi® An

wpe 1-61 Nire pifets Mad & parl
e FeRpOecaes, g 1
of 15% aed &

Methods

-« trabectedin

61 pts
RR: PR 9 (15%); SD 19
median PFS 7 mos

Sanfilippo R et al, Anticancer drugs 2015
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Reversible Disruption of mSWI'SNF (BAF) Complexes by the
5518-8S5X Oncogenic Fusion in Synovial Sarcoma
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CLINICAL STUDY PROTOCOL

Protocol Tirle: & Phase L Multicenter Srudy of the EZHD Inhibitor Tazemetostat in Adult
Subjects with INI1-Negative Tumors or RelapsedRefiactory Synovial
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ORIGINAL REFPORT

A Pilot Trial Using Lymphocytes Genetically
Engineered with an NY-ESO-1-Reactive T-cell
Receptor: Long-term Follow-up and Correlates
with Response

ul F. ns

stive T-cell therapy,
NY-ESO antigen

Robbins et al JCO 2011
Robbins et al clin Cancer res 2015



Angiosarcoma

Environmental and Molecular Mutagenesis 40:36-40 (2002)

Mutation Analysis of Kras-2 in Liver Angiosarcoma and
Adjacent Nonneoplastic Liver Tissue From Patients
Occupationally Exposed to Vinyl Chloride

Markus Weihrauch,'* Michael Bader,” Gerhard Lehnert,? Bernd Kach,?
and Andrea Tannapfel**

Weihrouch et al, Env and Mol Mutagenesis 2002
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... high-dose ifosfamide




= taXanes

0 +5 mos



ORIGINAL REPORT

= taXanes

30 pts

weekly low dose, day 1-8-15@28

advanced angioSA

RR: 3/30 PR (10%)

median TTP 4 mos

Penel N et al, JCO 2009



.. gem + docetaxel




... gemcitabine




.. gemcitabine

Gemcitabine in advanced angiosarcoma: a retrospective
case series analysis from the ltalian Rare Cancer
Network

35 pts

advanced angioSA

RR: 2 CR, 14 PR, 2 SD (50%)

median PFS 7 mos

PrImary tums
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Stacchiotti S et al, Ann Oncol 2011
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RECIST CR/PR: 5/37 angioSA

median PFS 3.2 mos

Maki R et al, JCO 2008
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== pazopanib

SEORTC

Miura et al, Clin Exp Dermatol 2015



.. TRC105 (anti-endoglin) +

An Open-Label Phasa b Dosa-Escalation Study of TRC105
[Anti-Endoglin Antibody) with Bevacizumab in Patients with
Advanced Cancer

antiangiogenic

2015 ASCO Annual Meeting
lllumination&Innovation

Phase Ib trial anti-endoglin antibody
(TRC105) + pazopanib in STS
> 1 CR in cutaneus angioSA

ASC®)

Gordon M et al, Clin Cancer Res 2014
ASCO 2015, abs 10514
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Solitary Fibrous Tumor

STAT6
overexpression
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SciVerse ScienceDirect

Response to chemotherapy of solitary fibrous tumour:
A retrospective study ™

31 pts

Anthracyclin-based CT

] o

RECIST: 20% PR

Median PFS 4 mos

baseline

+ 2 cycles
Epirubicine + Ifosfamide

Stacchiotti S et al, Eur J Cancer 2013
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... temozolomide/
bevacizumab

14 pts

Tem 150 mg/day d 1-7 & 15-21 @28
Bev 5 mg/kg day 8 & 22 @28

Park H et al, Cancer 2011



Pubdshed OnlineFirst July 25, 3; DOL 10.1158M07TE-432.

Dacarbazine in Solitary Fibrous Tumeor: A Case Series HE N d aca rb az I n e

Analysis and Preclinical Evidence vis-a-vis Temozolomide
and Antiangiogenics
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Expeerimen Ll Desig

Baseline

Dacarbazine

Stacchiotti S et al, Clin Cancer Res 2013



Cancer

... trabectedin

Efficacy of trabectedin in malignant solitary @
fibrous tumors: a retrospective analysis
from the French Sarcoma Group

11 pts

RECIST: 1, 9% PR

Median PFS 11 mos

Khalfa J. et al, BMC Cancer 2015
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.= SUNitinib

Sunitinib malate in solitary fibrous tumor (SFT)

it M. Libertinil, ! B. Dg Traia! A

30 pts
Sunitinib 37.5 mg/day

RECIST:

Choi: (14 (46%) PR
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Median PFS 6 months
(range 1-22)
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Figure 3 Pmgression-ires survival, median § months

Stacchiotti S et al, Ann Oncol 2012



Sorafenib in patients with progressive malignant solitary
fihrous tumors: a subgroup analysis from a phase II study

... SOrafenib
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JOURNAL OF CLINICAL ONCOLOGY DIAGNOSIS IN ONCOLOGY
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JCO 2012



..« Pazopani

Pazopanib, a Multikinase Angiogenesis InhLI:-Lrn] in Patients
With Relapsed o “tory ra ar
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Sleijfer S et al, JCO 2009



pazopanib
800 mg

SM 37.5 mg

Stacchiotti S et al, Eur J Cancer 2015



== pazopanib

GEIS/ISG/GSF
Phase 2 study

on
pazopanib in SFT




axitinib - regorafenib

Phase 2 study on axitinib
in advanced SFT

Phase 2 study on regorafenib
in advanced SFT




.. IGFR inhib +/- mTOR

A i

Sunitinib Malate and Figitumumab in Solitary Fibrous Tumor: omibination mTOR and IGF-1R Inhibition: Phase | Trial of Everolimus

ap—— . p—— . _— and Figitumumab in Patients with Advanced Sarcomas and
Patterns and Molecular Bases of Tumor Response Other Solid Tumors

Stacchiotti S et al, Mol Cancer Ther 2010
Quek R et al, Clin Cancer Res 2011



Inflammatory Myofibroblastic
Tumor (IMT)

fhen, acule Inllamm.

) «ees ALK

ALK
overexpression

Lawrence et al., J Surg Path 2000
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... Crizotinib

June 19, 2008

Butrynski J et al, JCO 2010



... Crizotinib

EORTC

Avenue E. Mounierlaan 83 /11
Brussel 1200 Bruxelles
Belgié - Belgique
Tel:+32277416 11
k ’ [Ul() Dean ()IQJHINJII()H I()l R(‘H(‘«ll( h Fr.]X 4+ '7"'_ 35 45
and 11( atment of Cancer E-mail ;eonc@eonc‘be
Web : http:/www.eortc.be

CREATE
Phase Il study

IMT



Crizotinib, ALK inhibitor

== and MET inhibitor
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... Crizotinib

EORTC

Avenue E. Mounierlaan 83 /11
Brussel 1200 Bruxelles
Belgié - Belgique
Tel : +3_’_)//41611
k ’ European Organisation for Research Fax:+322 772 3545
and Tr(*.llm(’nl of Cancer E-mail : eortc@eortc. be
Web : http:/www.eortc.be

CREATE
Phase 1l study

IMT
Alveolar soft part sarcoma,
Clear cell sarcoma, Alveolar rhabdo

Wagner A et al, Cancer 2012



Dermatofibrosarcoma
Protuberans (DFSP)

Patient 1

Patient 1
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Rutkowskiet al, JCO 2010
Rubin et al, JCO 2002



... locally advanced pts




Meocadjuvant Imatinib in Advanced Primary or Locally
Recurrent Dermatofibrosarco ma Protuberans: A Multicenter
Phasa Il DeCOG Trial with Long-term Follow-up

el s U
Ham e ™, Rldper Hai
. Boada™, PHl

-..neoadj imatinib

16 pts, neoadj Tx
imatinib 600 mg/day
RR 50%

no smaller surgical margins

Ugurel S et al, Clin Cancer Res 2014



... metastatic pts

<5% (10-15% FS-DFSP)

Stacchiotti S et al, Int J Cancer 2010
Stacchiotti S et al, Clin Cancer Res 2015
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i e ...sorafenib,

Dermatofibrosarcoma protuberans (DFSP)
successfully treated with sorafenib: case report

Kamar FG et al, Clin Sarc Res 2015
Ugurel S et al, Clin Cancer Res 2014



Pigmented Villonodular
Tenosynovitis (PVNS)




Pigmented Villonodular
Tenosynovitis (PVNS)

’

T(1;2)(p13;q35) CSF1-COL6A3

CSF1 (M-FCS1)
overexpression

Dal Cin P et al, Cancer Res 1994



CSFIR CSFIR CSF1

t(1;2) COL6A-CSF1,

Chemotaxis

CSF1

CSF1R Z \

West et al, PNAS 2005



-« CSF1R inhibitors

CSF1R CSF1R

t(1;2) COLBA-CSF1,

CSF1
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Blay JY et al, Ann Oncol 2008



.Emactuzumab

CSF1R inhibition with emactuzumab in locally advanced
diffuse-type tenosy novial giant cell tumours of the soft
tissue: a dose-escalation and dose-expansion phase 1 study

Phase 1-2 study

28 patients
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2/28 CR
24/28 PR
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Cassier P et al, Lancet Oncol 2015



. PLX3397

Phase 1-2 study

Structure-Guided Blockade of CSF1R Kinase
in Tenosynovial Giant-Cell Tumor

s Tong Strsen and G Sy, 23 patients
12/23 PR
7/23 SD

Tha suthors” full names_academic dogroe: of the colony-strmulating factor 1 (C5F1) gene is elevated in most teno-

Baseline 2 months 4 months

Tap W et al, NEJM 2015



. PLX3397

Structure-Guided Blockade of CSF1R Kinase
in Tenosynovial Giant-Cell Tumor

CLINICAL STUDY PROTOCOL

vated in mo

EudraCT Number
Therapeus

IND Mumber:

relopment
information
ed

Baseline 2 months

Tap W et al, NEJM 2015



Adipocytic tumours
Well deifferentiated / dedifferentiated liposarcoma
Myxoid / round cell liposarcoma
Pleomorphic liposarcoma

Fibroblastic /| myofibroblastic tumours
Fibromatosis (desmoid)
Solitary fibrous tumour / haemangiopericytoma
Low grade myofibroblastic tumour
Infantile fibrosarcoma
Adult fibrosarcoma
Mixofibrosarcoma

So-called fibl.'.c;'l'\istiocytic tumours
Pleomorphic MFH / Undifferentiated pleomorphic sarcoma

Smooth muscle tumours
Leiomyosarcoma

Skeletal muscle tumours
Embryonal rhabdomyosarcoma
Alveolar rhabdomyosarcoma
Pleomorphic rhabdomyosarcoma
Vascular tumours
Epithelioid haemangioendothelioma
Angiosarcoma of soft tissue

Chondro-osseous tumours
Mesenchymal chondrosarcoma
Extraskeletal osteosarcoma
Tumours of uncertain differentiation
Synovial sarcoma
Epithelioid sarcoma
Alveolar soft part sarcoma
Clear cell sarcoma of soft tissue
Extraskeletal myxoid chondrosarcoma
Extraskeletal Ewing tumour
Desmoplastic small round cell tumour
Extra-renal rhabdoid tumour
Malignant mesenchymoma

Neoplasms with perivascular epithelioid cell differentiation (PEComa)

Intimal sarcoma

WHO Classification of Tumours of
Soft Tissue and Bone

Eciad by Shduiopher DL Flescher Jka A Brdge. Pancas C V. Hogercoore, Freedk Netars

WHO



Silvia Stacchiotti
silvia.stacchiottiQistitutotumori.mi.it
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