NeomAaopota EAVTPWV
MEPLPEPLKWV VEUPWV KOl
AUTwOOUC LOTOU

2wtNPNS Zwtnpiou
MoaBoloyoavatopog, B emipeAntng

Noavemotnuako Mevikd Noookopeio ©Osoocalovikng (AXEMA)



[Teplexopeva

* BaOLKEC APYEC IPOOEYYLONC TWV VEOTIAACUATWY TWV EAVTPWV TWV
NEPLPEPLKWYV VEUPWV Kol Tou Atmwdouc Lotou

e AVaOKOTINON TWV KUPLOTEPWV OVIOTATWV
* Mapadeiypoata



Proliferative Myositis
Proliferative Fasciitis
Myofibroma

Granular Cell Tumor
Xantoma

Ganglioneuroma

Teratoma

Ectopic Glioma
Desmoplastic Fibroblastoma
Fibroma

Epemdimoma

Tendon Sheath Fibroma
Benign NOS

Nodular Fasciitis
Pseudotumor Calcinosis
Meningioma

Benign Fibrous Histiocytoma
Elastofibroma
Leiomyoma/Angioleiomyoma
Myositis Ossificans

Myxoma

Neuromas

Synovial Chondromatosis
Nodular Tenosynovitis
Fibromatosis

Pigmented Villonodular Synovitis
Schwannoma Neurinomas
Hemangiomas

Lipomas

All Benign
Soft Tissue Lesions
9.242 cases (60.8%)

1900-2017 - Istituto Ortopedico Rizzoli - Laboratory of Experimental Oncology - Section of Epidemiology - Bologna - Italy



Malignant PVNS

Fibromixoid Ossificans
Pecoma

Granular Cell Sarcoma
Epithelioid Sclerosing Sarcoma
Soft Tissue GCT

Acral Myxoinflammatory Tumor
Congenital Fibrosarcoma
Fibromyxoid Low Grade Evans
Alveolar Soft Part Sarcoma
Myoepithelioma

Clear Cell Sarcoma

Epithelioid Sarcoma

Vascular Tumors

Sarcoma NOS

Solitary Fibrous Tumor

Soft Part Chondrosarcomas
Dermatofibrosarcoma Protuberans
Osteosarcomas

Small Blue Round Cell Tumor
Rhabdomyosarcoma
Myofibroblastic Sarcoma
MPNST

Undifferentiated Fibrosarcoma
Leiomyosarcoma
Myxofibrosarcoma
Undifferentiated Pleomorphic Sarcoma
Synovial Sarcoma
Liposarcomas

1900-2017 - Istituto Ortopedico Rizzoli -
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All Malignant
Soft Tissue Tumors
5.681 cases (37.4%)

Laboratory of Expenmental Oncology - Section of Epidemiology - Bologna - Haly



NeomAaopata

eAUTPWV TWV
NEPLPEPLKWV VEUPWV




NeomAdopata Twv EAUTPpWV TWV MEPLPEPLKWV VEUPWV

KaAonOn

1. Neurofibroma NOS (ICD-O: 9540/0)

Neurofibroma with atypia/Ancient neurofibroma
Cellular neurofibroma

Atypical neurofibroma (AN)/Atypical Neurofibromatous
Neoplasm of Uncertain Biologic Potential (ANNUBP)
Plexiform neurofibroma (ICD-O: 9550/0)

Schwannoma NOS (ICD-O: 9560/0)
Ancient schwannoma

Cellular schwannoma

Plexiform schwannoma

Epitheliod schwannoma
Microcystic/reticular schwannoma

Perineurioma NOS (ICD-O: 9571/0)
Reticular perineurioma
Sclerosing perineurioma

4. Hybrid nerve sheath tumour (ICD-O: 9563/0)

Perineurioma/Schwannoma
Schwannoma/Neurofibroma
Perineurioma/Neurofibroma

Kakonon
1. Malignant Peripheral Nerve Sheath Tumour (MPNST) NOS
(ICD-0: 9540/3)
e Malignant Peripheral Nerve Sheath Tumour (MPNST),
epithelioid (ICD-O: 9542/3)

2. Malignant Melanotic Nerve Sheath Tumour (MMNST) (ICD-
0: 9540/3)

3. Perineurioma, malignant (ICD-O: 9571/3)



6.

7.

8.

NeonmAdopata Twv EAVTPWYV TWV NEPLPEPLKWV VEUPWV

KaAonOn
Granular cell tumour NOS (ICD-O: 9580/0)

Nerve sheath myxoma (ICD-0O: 9562/0)

Solitary circumscribed neuroma (ICD-O: 9570/0)
Plexiform solitary circumscribed neuroma

Benign triton tumour / Neuromuscular choristoma

Kakonon

4. Granular cell tumour, malignant (ICD-O: 9580/3)



Eriidnuioloyla

* Schwannoma NOS (ICD-0O: 9560/0)

* EvnAlkec (4-6" dekaetia)

e EmutoAng N ev tw BabeL Beoelg

o KedbaAn/tpaxnAoc, avw/katw akpo, oTtovOUALKA oTHAN
* <10 &k.

e Jrtopadika (90%) — NF2-inactivating mutations and loss

* MoA\armAd ofavwpato — ota mAaiola veupwvwpatwong tumou 2 (NF2) ny
oBavwpatwoncg (Schwannomatosis)

e YBavwpatwon (Schwannomatosis) — SMARCB1 or LZTR1 inactivating
mutations



Conventional

Ancient

Cellular

Plexiform

Epithelioid

Microcystic/reticular




Mopdoloylka supripota

AvOoOlOTOXNMULKA EUpHOTO

Schwannoma NOS (ICD-0: 9560/0)

Evkapwpévo veomAaopa

Movog Kuttaplkog mAnbuopog: Kuttapa Schwann

Meploxec uPnAncg kuttapoPpibetac (Antoni A) — Verocay bodies
Meploxec xapnAng kuttapoBpibetac (Antoni B)

MaXUTOLYWHOTIKA ayyeia e UAAOELSOTIOLNEVO TolX WL
NeUDOKUTTAPLKEC 0BPOLOELC KUPLWC UTTOKA LKA

Amnouoia Kuttaplkng aturmiag (e€aipeon ancient schwannoma)
Amnouoia vekpwoewv (e€aipeon ancient kat cellular schwannoma)

SOX10, S-100: Ektetapévn ko dtaxutn +

CD34: Antouoia diktuou wvoBAaoTikwy KuTtapwvy (lattice-like)
NF: -

Ki-67/MIB-1: XaunAo (e€aipeon cellular schwannoma)

pl6: Alatripnon

p53: - (e€aipeon cellular schwannoma)

H3K27m3: Atatipnon



Ertidnuioloyia/Maboyevelo

* Neurofibroma NOS (ICD-O: 9540/0)
e Jrtopadika (90%) — NF1-inactivating mutations and loss

e JuvOpouka ota rAaiola Nevpwwpatwonc tumou 1 (NF1)
* NF1 patients (9-13% develop MPNST)



Neurofibromas

Localized
cutaneous

Diffuse
cutaneous

Massive diffuse
soft tissue




1 Six or more café au lait macules over Smm in greatest diameter in prepubertal
individuals, and over 15mm in the greatest diameter in postpubertal individuals.

Two or more neurofibromas of any type, or one plexiform neurofibroma.

Freckling in the axillary or inguinal regions.

Optic glioma.

Two or more Lisch nodules (iris hamartomas).

o 0 AW N

A distinctive osseous lesion, such as sphenoid dysplasia or thinning of long bone
cortex, with or without pseudarthrosis.

7 A first-degree relative (parent, sibling or offspring) with NF1 by the above criteria.

Table 1. Diagnostic criteria for NF1.* Confirmed when two or more of the described features are present.
*NIH Criteria. Neurofibromatosis: Conference Statement. Arch Neurol. 1988;45 (5):575-578. doi:10.1001/archneur.1988.00520290115023



Ertidnuioloyia/Maboyevelo

* Malignant peripheral nerve sheath tumour (MPNST) (ICD-O: 9540/3)
* EvhAwkec (3-6" dekaetia)

* NF1 patients (9-13% develop MPNST)

e 1/4-1/2 (in the setting of NF1)

* 5-10% of soft tissue sarcomas

* Inactivating mutations of NF1

* Inactivating mutations of CDKNZ2A, p53, RB1

* Inactivating mutations of PRC2 complex (EED and SUZ12)



Sporadic de
novo
NF1-

associated

Radiotherapy-
associated
Epithelioid




Neurofibroma NOS (ICD-O: 9540/0)

Mopdoloylka supripota e Mn eykapwpevo veomAaoa
e  MIKTOG KUTTAPLKOC MANBuouOC: KuTttapa Schwann, mepwveuplkd kUTTapa, WWOBAACTEC
e XoapnAn kuttapoBpibela
* Muéoeldec unootpwua
* Ivwdec umtootpwpa (mokiAou peyEBouc Kal Ttaxoug KOANAYOVEC LVEG)
* Mootokuttapa
e Anouocia VEKpWOEWV

Avooolotoxnuika supnuota  * SOX10, S-100: Extetapévn aAAd oxL dtaxutn +
e (CD34: Aiktuo wvoBAaotikwyv kKuttapwv (lattice-like)
 EMA, GLUT-1: Meplveuplka KuTTOPA
* pl6:ZuvnBwc dlatripnon
* p53:-
e Ki-67/MIB-1: XaunAo6
e H3K27m3: Alatrpnon
* NF: EykAwBLopévol veupaoveg (kuplwg evdoveupLko)



NeomAdopoata
EAUTPWV TWV
TEPLPEPLKWV VEUPWV

Neurofibroma NOS

Cellular neurofibroma

Neurofibroma with
atypia/Ancient AN/ANNUBP
neurofibroma

|
KaAonOelg

Low grade MPNST

High grade MPNST

|

KakonOeig



Ovtotnteg/Evpripota

Cellular neurofibroma

Neurofibroma with atypia/Ancient
neurofibroma

Mopdoloylkd eupripota

AvooOoioTOXNULKA EUpApAT

Mopdoloylkd eupripata
Neurofibroma NOS

ATtou ool KUTTOPOAOYLKNC OTUTTLOG

<1 prtwoelg/50 HPFs

Alatpnon aPXLTEKTOVLKOU TIPOTUTIOU
VEUPLVWHOTOC

ATtou oo VEKPWOEWV

Auénuevn kuttapoPpibela

SOX10, S-100: Ektetapévn aAAd oxL
duaxutn +

CD34: Aiktuo LVOPBAQOTLKWY KUTTAPWV
(lattice-like)

pl6: ZuvnBwce Statripnon

p53: -

Ki-67/MIB-1: XaunAo

H3K27m3: Awatipnon

Mopdoloylkd eupripota
Neurofibroma NOS

Arouoia kuttapoBpiBelog

<1 prtwoelg/50 HPFs

AlotApnon oPXLTEKTOVLKOU TPOTUTIOU
VEUPLVWHOTOC

ATtouoia VEKPWOEWV

Mepovwpéva atuma KUTTopa

SOX10, S-100: Ektetapévn aAAd OxL
dtayutn +

CD34: Aiktuo LvoPBAQOTIKWY KUTTAPWV
(lattice-like)

pl6: ZuvnBwe Slatripnon

p53: -

Ki-67/MIB-1: XapunAo

H3K27m3: Awatipnon



MopdoAoyikad supipata

AvOoOlOTOXNMULKA EUpHOTA

TouAdxlotov 2 €K Twv 4:

. 'Hrua kuttapoAoyikn

atuTtia

Auvénuévn kuttapoBpibela
ATIWAELD OPXLTEKTOVLKOU
TPOTUTIOU VEUPLVWHLOTOG
>1 prtwoelg/50 HPFs ko
<3 prtwoelg/10 HPFs
Amouoia VEKpWOEWV

SOX10, S-100: EKktetapevn
aAAd oxL dLaxutn +

CD34: AntwAela Siktuou
WVOBAQOTIKWY KUTTAPWV +/-
pl6: Zuxva amwAsLla

p53: -

Ki-67/MIB-1: +/-

H3K27m3: Awatipnon

MopdoAoyikad supipata

ANNUBP:

* 'Hmia KUTTOPOAOYLKN
atuTia

*  Auénuévn kuttapoPpibela

*  AnwAELO APXLTEKTOVIKOU
TPOTUTIOU VEUPLVWHOTOC

* Anoucia VEKpWOoEWV

e 3-9 ptwoelg/10 HPFs

* SOX10, S-100: Ectiakn +

 CD34: AntwAela diktuou
LVOPBAQCTLKWY KUTTAPWV

* pl6: Tuxva anwAsla

* p53:+4/-

* Ki-67/MIB-1: +

* H3K27m3: MBavov
amwAELa

MopdoAoyLkd supipata

MPNST:

* ‘Evtovn kuttapoAoyLk)
atuTia

*  Auénuévn kuttapoPpibela

*  AnwAELQ APXLTEKTOVIKOU
TPOTUTIOU VEUPLVWHOTOC

 >10 ptwoelg/10 HPFs

e 3-9 ptwoetg/10 HPFs pe
TIOLPOU OO VEKPWOEWV

 SOX10, S-100: Eotiakn +

 (CD34: AntwAela diktuou
LVOPBAQOTLKWY KUTTAPWV

* pl6: Tuxva anwAsla

* p53:+4/-

* Ki-67/MIB-1: ++

* H3K27m3: Zuxva amnwAsla



NeomAaouata
Amwdouc Lotou

KaAonBelc

EvOlapeoou
BaBuov
KakonOeLac

KokonOelc




KaAonOn veomAdopoata
Atmwdouc Lotou

EmutoAnc Amwpata

Ev Tw BaBsL Atmwpata

AinONTIKEG/ALAYUTEC
VEOTTAOLO LOTLKEC/ LN -
VEOTTAQLOLATIKEC E€EpYOOLEC
wpLpou Atmwdoug Lotou

Nopaldayec/Ynotumol
AUTTWHLATWV

Lipoma NOS (ICD-0: 8850/0)

Intramuscular lipoma
(ICD-0: 8856/0)

Lipomatosis (ICD-O: 8856/0)

Angiolipoma NOS
(ICD-0: 8861/0)




NeomAdopata Atnwdoug Lotov

KaAoron
Lipoma NOS (ICD-0: 8850/0) / Lipomatosis

Intramuscular lipoma (ICD-O: 8856/0)
Lipoblastoma / Lipoblastomatosis (ICD-O: 8881/0)

. Angiolipoma NOS (ICD-O: 8861/0)
Cellular angiolipoma

Myolipoma (ICD-O: 8890/0)

Chondroid lipoma (ICD-0: 8862/0)

Spindle cell lipoma (ICD-O: 8857/0)

. Atypical spindle cell/pleomorphic lipoma (ICD-O: 8857/0)

Hibernoma (ICD-O: 8880/0)

Kakonon

1. Well differentiated liposarcoma (WDL) (ICD-O: 8851/3)

2.

Dedifferentiated liposarcoma (DDLPS) (ICD-O: 8858/3)
Myxoid liposarcoma (MLPS) (ICD-O: 8852/3)

Pleomorphic liposarcoma (PLPS) (ICD-O: 8854/3)
Epitheliod liposarcoma

Myxoid pleomorphic liposarcoma (MPLPS) (ICD-O: 8859/3)



Lipoma NOS (ICD-O: 8850/0) / Lipomatosis

ErtidnpoAoyka MoKpOOKOTIKA eupripata  MIKPOOKOTILKA EUPrOTA MoplakEC aAAAYEC Mpoyvwon
oTolyeia
* EvAAwkeg (5-7" *  Kald meplyeypappevn, © Qplua Autokuttopa « 12q13-915 e  XaunAo
dekaetia) gykapwuevn e Arnouocia ovowwdouc avadlatatelg TTOC0O0TO
e EmutoAnc >> ev uUTIOSOpPLAL 1) EV TW TIOLKIALOC TOU peyEBoug twv * HMGAZ2 yoVvISLOKEC TOTUKNAG
Tw BaBeL BEoelc BaBeL etepyaoia (<5 ALTOKUTTAPWV OUVTAEELC UTTOTPOTIAG
(UNpPOG) eKk.) (Atmwpa) * Anoucia AutoBfAaoctwv * Anouocia
e Aldxutn e€epyacia ce ¢ Amouocia ayysloivwdwv LETOOTATIKOU
eV Tw BaBelL Boelg Stadppaypatiwv duvapikou
HOAQKWVY popiwv * Muéoeldec otpwpa
(Autopdtwon) (MuéoAinwpa A
 Aumwpotwdng vpn AvylopuéoAinwpa)
* EoTlakad * Ilvwdec otpwpaTa
nuéoedne/wvwdng (WwoAlrmwpa ) GKANPUVTLKO
ocvotaon Almwpo)

* [lapouoia petamAaoTtikov
Xovopou (xovopoAinwpa)

* [lapouoia petamAaoTtikov
ootoU (ooteoAinwpal)



Multiple
symmetrical

HIV
lipodystrophy




Angiolipoma NOS (ICD-O: 8861/0)

ErudnuioAoyika MaKpOOKOTIKA eupApata  MIKPOOKOTILKA EUPH T Moplakeg aANayEC Mpoyvwon

oTol el

e EvrAkeg (2-4N *  Kald meplyeypappevn, © Qplua Autokuttopa * PRKD2 petaAldéelc * EEalpetika
dekaetia) gykapwuevn e Arnouocia ovowwdouc OTIAVLOL TOTILKNA

e EmutoAnc B€oeLc urtodopla e€epyaoia (2 TIOLKIALOG TOU peyEBOUC TwV UTTOTPOTIN

e AvtiBpaxio (2/3) EK.) AUTOKUTTAPWV * Anouocia

e JuxvamoAamAd ¢ Autwpoatwdng uodn * Anoucia AutoBfAaoctwv LETOOTATIKOU
(2/3) * [Mapouoia tpyosldouc duvapikou

* 5% olkoyeveic TUTIOU ayYELWV pe

e Emnimovn BAAPN BpouBoug WiIKAG (Kuplwg

otnv nepldEpeLa)



Spindle cell lipoma (ICD-O: 8857/0)

ErtidnpoAoyka MoKpOOKOTIKA eupripata  MIKPOOKOTILKA EUPrOTA MoplakEC aAAAYEC Mpoyvwon
oTolyeia
* EvAAwkeg (5-7" *  Kald meplyeypappevn, © Qplua Autokuttopa 13914 loss e  XaunAo
dekaetia) gykapwuevn e Arnouocia ovowwdouc * Rb1 deletion TTOC0O0TO
e EmutoAnc B€oeLc urtodopLa e€epyaocia TIOLKIALOG TOU peyEBOUC TwV TOTULKNC
e Quikn {wvn Ko (<5 ek.) AUTOKUTTAPWV UTTOTPOTING
niAatn (80%) * Atwpatwdng udn * MNoaxlec NWovOdLAEG * Anouocia
* A>>0 * Eotlakad puéoeldng deopideg koOAaYyOVWY VWV LETOOTATIKOU
ocvotaon (ropy collagen bundles) duvapikou
* Eotieg puéoeldouc
eKPUALONG
 MaotokUTtTtapa EVIOC ToU
OTPWHATOC
* AtpaKkToeldNn
KUTTAPO/TTOAUTIUPNVWV

YLYOVTOKUTTAPWY UE
TIAELOOPDOUC XOPOKTPEC
(floret cells) - CD34+, Rb1-
* [MBavn napovocia
AuttoBAaoctwy



Hibernoma (ICD-O: 8880/0)

ErudnuioAoyika MaKpOOKOTIKA eupApata  MIKPOOKOTILKA EUPH T Moplakeg aANayEC Mpoyvwon
oTol el
* EvnAikeg (3N e Kald meplyeypappevn, © MOAUYWVLIKOU GXNHOTOC » MENI1 deletion e  XaunAo
dekaetia) gykapwuevn KOTTOpO TTOOOOTO
* EmutoAncn evtw e€epyaoia (5-15 ek.) *  ApPaLXPWHATIKO TOTULKNC
BaBeL Beoelc *  Aegukodalng EwG AETTOKOKKWOEC NWOLWVOPLAO UTTOTPOTIAG
Kaotavodalng XPoLag KUTTOPOTIAQLO O * Anouocia
e MoAAamAd pikpoU peyeBoug LETOOTATIKOU
EVOOKUTTAPOTIAQCLOTLKA duvapLkou
KEVOTOTILOL

*  YOOTPOYYUAOUG KEVTIPLKA
TOTIOOETNUEVOUC TTUPNVEC
* QOplua Autokuttapa



Lipoblastoma / Lipoblastomatosis (ICD-O: 8881/0)

ErtidnpoAoyka MoKpOOKOTIKA eupripata  MIKPOOKOTILKA EUPrOTA MoplakEC aAAAYEC Mpoyvwon
oTolyeia
* Bpédn/madia * KoAa mepiyeypappevn, © Opolopopda * PLAGI e 13-46% tomukn
(75-90% <3 eTwv) urtobopla eepyaoia woewdn/atpaktopopda avadiataén/yovidia UTTOTPOTIN
* Koppoc/akpa (<5 ek.) OPXEYOVA LECEYXULOTIKA Kr) ouvtnén * Anouoia
(AutoBAdoTwpa) KOTTapQ LETOOTATIKOU
e Aldyutn e€epyacio oe ¢ AutoPAdoteg og Sladopa SuvapLkou
ev Tw BabeL BEoelg otadla wplipavong
HOAOKWY popiwv * Qpua Autokuttapa

(AumofAaoctwpdtwon) * Amnouocia mAEOpopdwvV
e Olosldnc dapopdwon AttoBAacTwyY

 Aumwpotwdng vpn e ZWwVOELONG KATOVOUN
* EoTlaKd HUEOELONC * Ayyeloivwdn dtadpaypdtia
ocvotaon * Muéoeldec otpwpa

* [AoUolo TPLYOELOEC
ayyelako Siktuo (“chicken-
wire”

e Aiknv “mvevpovikou
ol puatoc” mpoTuUTo
QVATTITUENG



Atypical lipomatous tumor (ALT) (ICD-O: 8850/1)

Well differentiated liposarcoma (WDL) (ICD-O: 8851/3)

EridnuioAoyika MaKPOOKOTILKA MikpookoTilkd eupripata  Moplakeg aANaYEC Mpoyvwon

oTolKEla gupnuata

* JUXVOTEPO * Eupeygbnce * Qplpa Autokuttapa pe *© MDM2/CDK4 + * JUuxVA TOTILKN
Atntocapkwpa (40- TIEPLYEYPAUMEVN TOLKIA Lo Tou peyeBoug * 12g13-15 evioyuon umnotpornr)/anodladop
45% e€epyaoia TOUG (MDM_2, CDK4) omoinon avaioya He
Atmoocapkwpatwy) * OLoeldn¢ * Ayyeloivwdn * JUvbpopo Li-Fraumeni Tnv B6€on evtomiong

* EvnAwec (4-5N Stapopodwon Stadpaypatia pe * Anouocia
dekaetia) *  Amtwpatwdng atpakTtopopda LETOOTATIKOU

* Mnpog, vdn KUTTOPLKA OTOLXELOL e Suvautkol
orloBormepitovatlo *  Eotiaka aturia
KOl OTTEPLOLTLKOC Huéoeldng * Mapovuocia i anovoia
TOVOCG ouoTooN AuttoBAaotwy

e Jmavia
HECOBwWpPAKLO

* JUXVOTEPO
ALTOCAPKWLLOL TOU
pnecoBbwpakiov



Well differentiated

liposarcoma (WDL)
(ICD-O: 8851/3)

R InERING
liposarcoma

Inflammatory
liposarcoma

Sclerosing
liposarcoma




Dedifferentiated liposarcoma (DDLPS) (ICD-O: 8858/3)

ErudnuioAoyika MaKPOGOKOTILKA MkpookoTilkd euprpata  MoplaKkeg aANayEC Mpoyvwon
oToLKEla gupnuata
e JUxVn ovtotnTa * Eupeyebnge Meploxn « MDM2/CDK4 + *  40% TOTILK) UTTOTPOTTH
e OmuwoBomepLtovalo TIEPLYEYPAUMEVN anodladopomnoinonc: e 12913-15 evioxuon e 15-20% PETAOTAOELC
KOl OTTE PLOLTLKOG efepyaoia * Nowkihovoa (MDM_2, CDK4)
TOVOG e OCoeldnc pHopdoAloyia
e Jmavia Stapopodwon e XaunAouU BaBuov
HECcOBwWpPAKLO s  Amwpatwdng anodladopormnoinon
e 2°0UXVOTEPO vdn * YynAou BaBuou
Atmoocdpkwpo tov  *  Asukodain- arnodladopormnoinon
pHecoBwpakiou Kaotavodaln (adladopormointn
OOPKWHOTOELO0UC HopdoAoyia,
vdN¢ emupavela gTEPOAOYN
Statounc (meploxn anodladopomnoinon,
amodladopornoin opoAoyN
ong) anodiadopomnoinon)
* Eotwaka
Huéoeldnc

ocvuoToon



Myxoid liposarcoma (MLPS) (ICD-O: 8852/3)

ErudnuioAoyika
oToLKEla

20-30%
AUTOCOPKWUATWY
Neapotl evAALKEC
(4" dekaetia)
JUXVOTEPO
AUmoocAapKkwua
otnv
nialdkn/ednBkn
NALKia

2/3 unpog
ITOVIOTEPO
AUTOCAPKWUO TOU
pHeocoBwpakiou

MaKpOOKOTILKA
gupnuata

Eupeyébne (>10
€K.),
TLEPLYEYPAULEVN,
KUN-geykop wpeEvn
etepyaoia
Evoopuikn
EVTOTILON
OCoeldnc¢
Stapopodwon
Mu&oelbn¢
ovuoTaon
NEKPWOELC
(omavieg)

MUKPOOKOTILKA EUPHOTA

Ouolopopda
woeldn/atpaktopopda
apxeyova
LECEYXULATLKA KUTTOPO
AutoBAdoteg o€
dtadopa otadla
wplpavong

Qpua Autokuttopa
Amntouoia mAslopopdwv
AuttoBAactwy
Muéoeldéc otpwpa
MAoUoLo TPLXOELOEG
ayyEeLOKO SiKTUO
(“chicken-wire”)

Alknv “mveupoviKoU
oldnipatoc” mpotuTo
avarntuéng

2 TPOYYUAOKUTTAPLKO
TIPOTUTIO AVATTTUENC

MopLaKkeg aAAayEC

CTAG1B/DDIT3 +
FUS/EWSR1-DDIT3
yoviblakn ouvtnén

Mpoyvwon

12-25% tomkn
UTTOTPOTIN

30-60% HETOOTACELG
AxtiwvosvaloOnoia
Xnuelogvalobnoia
(Trabectedin)



Sites of involvement

» Usually: Deep soft tissue of the extremities/Musculature of the thigh
(2/3)

* Rarely: Retroperitoneum or subcutaneous tissue

 Distant metastases (1/3)

* Metastatic sites:

1. Soft tissue (retroperitoneum, opposite extremity)

2. Bone (particularly spine)

3. Lung

[1-4]



FUS-DDIT3 gene
fusion

Translocation
t(12;16)(q13;p11)

e 11 isoforms

liposarcoma EWSR1-DDIT3 gene

Translocation fusion

t(12;22)(g13;q12)

4 isoforms

[1-6]



Differential diagnosis

Low-grade (Myxoid variant)
* Myxofibrosarcoma (low-grade)

Pleomorphic myxoid liposarcoma (myxoid pleomorphic liposarcoma)*
Myxoid atypical lipomatous tumor/well-differentiated liposarcoma-
Dedifferentiated liposarcoma (with homologous lipoblastic
differentiation)

Myxoid atypical spindle -cell/pleomorphic lipomatous tumor*
Intramuscular myxoma (cellular)

Low-grade fibromyxoid sarcoma

Deep angiomyxoma

Myoepithelial tumors/Extraskeletal myxoid chondrosarcoma

Myxoid leiomyosarcoma, MPNST, synovial sarcoma,
dermatofibrosarcoma protuberans, neurofibroma

Primary pulmonary myxoid sarcoma

Lipoblastoma

High-grade (Round cell variant)

Myxofibrosarcoma (high-grade)
Mesenchymal chondrosarcoma
Poorly differentiated synovial sarcoma
Ewing sarcoma

ClC-rearranged/BCOR-rearranged
sarcoma

Undifferentiated round cell sarcoma

Dedifferentiated liposarcoma (with or
without homologous lipoblastic
differentiation)

[1,2,6,9, 10]
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ErtidnuioAoyka
oTolela

<5%
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EvAAikeg (7N
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2/3 unpog
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MaKpOOKOTILKA
gupnuata
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(ouxveg)

Eotlaka
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ocvuoToon
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ErtidnpoAoyka
oTolela

* oAU onavia
ovtoTNnTa

* Noudikn/ednp
LKA NALKia Ko
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evnAkeg (<30
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wplpavong

Muéoelbec otpwpa
MAoUoLo TPLXOELOEC

ayyeLlako Siktuo
(“chicken-wire”)
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(ToTtikEg
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Aladpoplkn dlayvwon

* Muéoeldec Aumooapkwpa (MLPS)
* MMAewopopdo Autoocapkwpa (PLPS)
* AbLtadopomointo Autocapkwpo (DDLPS)

e AtuTtoc Atmwpatwdne oykoc/KaAd dtadopomolnpUeVo ATocapKwWUOL
(ALT/WDL)

e ATUTIOC OITPOLKTOKUTTAPLKOC/TIAELOpOPDOC AW HATWSNC OYKOC
* Muéoivooapkwpa

* Muéoeldec Astopvooapkwpo/Muéosldbec MPNST/EEwoKkeAETIKO
nuéoeldec xyovbpooakpwpa



t-SNE 2

» Myxoid liposarcoma

* Pleomorphic myxoid liposarcoma
« Pleomorphic liposarcoma

t-SNE 1



Y UUTTEPAOLOTLKA

* Tol VEOTTAAOOTO TWV EAVTPWV TWV TEPLPEPLKWY VEUPWV KoL TOU
Atmwdouc otou (tooo kahonBbn 6oo kol Kokonon) amoteAoUV CUXVEC
OVTOTNTEC

* H duadopikn dtayvwon Baoiletol mpwTtlotwe ot LopPOAOYLKA KoL T
KALVLKA evpnpota (NAtkio, B€on eviomionc) Kal SEVTEPEVOVIWCE OTA
LLOpLOKA EvpRpoTO
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