Neomhaopoata EAVTPWV
MEPLPEPLKWV VEUPWV KOLL
AUTwOOUC LOTOU

>wtNpng 2Zwtnpiou
MaBoAoyoavatopog, B’ empeAntng

Noavemotnuako Mevikd Noookopeio O@soocalovikng (AXEMA)



[Teplexopeva

* Baowkec mAnpodoplec yLa ta veoTTAAoHATO TWV EAUTPWYV TWV
neEPLPEPLKWV VEUPWV Kal Tou Atmwdouc Lotou

* AVO.OKOTINON TWV KUPLOTEPWV OVIOTATWVY
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All Benign
Soft Tissue Lesions
9.242 cases (60.8%)
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Malignant PVNS

Fibromixoid Ossificans
Pecoma

Granular Cell Sarcoma
Epithelioid Sclerosing Sarcoma
Soft Tissue GCT

Acral Myxoinflammatory Tumor
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Vascular Tumors

Sarcoma NOS

Solitary Fibrous Tumor

Soft Part Chondrosarcomas
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All Malignant
Soft Tissue Tumors
5.681 cases (37.4%)
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NeomAaopata

eEAVUTPWV TWV
NEPLPEPLKWV VEVUPWV




NeomAdopata tTwv eEAUTPpWV TWV NEPLPEPLKWV VEUPWV

KaAornOn

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-0O: 9560/0)
Ancient schwannoma

Cellular schwannoma

Plexiform schwannoma

Epitheliod schwannoma
Microcystic/reticular schwannoma

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

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

Perineurioma/Schwannoma
Schwannoma/Neurofibroma
Perineurioma/Neurofibroma

Kakon6n
1. Malignant Peripheral Nerve Sheath Tumour (MPNST) NOS
(ICD-0: 9540/3)
* 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)



5.

6.

7.

8.

NeonmAdopata Twv EAVTPWV TWV NEPLPEPLKWV VEUPWV

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

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

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

Benign triton tumour / Neuromuscular choristoma

Kakon6n

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



Eriidonuioloyla

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

e Ev)Alkec (4-6" dekaetia)

e EtumoAnc N ev tw BabeL Beoelcg

e KedbaAn/tpaxnAoc, avw/katw akpa, ortovOUALKR oTAAN
* <10 k.

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

* [MoAAamAQ oBavwpata — ota Aaiola veupwvwpatwong tumou 2 (NF2) i
oBavwpatwonc (Schwannomatosis)

e JBavwpatwon (Schwannomatosis) — SMARCB1 or LZTR1 inactivating
mutations



Conventional

Ancient

Cellular

Plexiform

Epithelioid

Microcystic/reticular




Mopdoloylkd eupripata

AvoooioTOXNULKA EVpAMAT

Schwannoma NOS (ICD-0: 9560/0)

EvkapwpéEvo veorAaopa

Movoc Kuttaptkoc mAnBuopoc: Kottapa Schwann

MNeploxec vPnAncg kuttapoPpibetac (Antoni A) — Verocay bodies
Meploxeg xapnAng kuttapoPpibelac (Antoni B)

MoXUTOLXWHATLKA ayyeila e UOAOELOOTIOLNEVO TO LYWL
NeUPOKUTTAPLKEC BpOLOELC KUPLWC UTTOKOUP LKA

Amntouoioa kuttaplkng atumniog (e€aipeon ancient schwannoma)
Amnovoia vekpwoewv (e€aipeon ancient kal cellular schwannoma)

SOX10, S-100: Ektetapévn ko dtayutn +

CD34: Anoucia Siktuou voBAaotikwy Kuttapwvy (lattice-like)
NF: -

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

pl6: Alatipnon

p53: - (e€aipeon cellular schwannoma)

H3K27m3: Awatrpnon



Eriidonuioloyla

* Perineurioma NOS (ICD-0: 9571/0)
* JTIAVIO VEOTIAQLOLOL

* EvnAlkec (4-6" dekaetia)

* ErtumoAnc N ev tw Babel Beoelg

e <5 gKk.



Conventional

Perineurioma Microcystic/reticular

Sclerosing




Perineurioma (ICD-0O: 9560/0)

Mopdoloylkd eupripata o KoAd meplyeypoppeEVO, Un-eyKaPwUEVO VEOTIAQLC O
*  MovOC KUTTOPLKOC TTANBUOUOC: MepLveuplka KUTTOPO
o AeopldWTO/2ZTPOPUNOELOEC TPOTUTIO OVATITUENG
*  NAentodUEC KUTTOPOTIAOCHA LE ETILNKELG AEMTODUELG KUTTAPOTIAACHATIKEG TIPOCEKPBOAEC OTQL
Sduo akpa
e Amouocio KUTTaPLKAC aTuTiog
e Anouocia VEKpWOEWV

Avoooiotoxnuika eupnuata  * EMA, GLUT-1, Claudin-4: +
 CD34: +/-
* S0X10, S-100: -
* (CD34: Anouocia diktuou wvoPAaotikwy Kuttapwvy (lattice-like)
* NF:-
* Ki-67/MIB-1: XapunAo
* pl6: Alatpnon
* p53:-
* H3K27m3: Alatripnon



Ertidnuiodoyia/MobBoyevela

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

* Juvdpouika ota Aaiola Nevupwvwpatwong turou 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 s W 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.



Ertidnuiodoyia/MobBoyevela

* Malignant peripheral nerve sheath tumour (MPNST) (ICD-O: 9540/3)
* EvnAlkec (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 CDKN2A, p53, RB1

* Inactivating mutations of PRC2 complex (EED and SUZ12)




Ertidnuiodoyia/MobBoyevela

* Malignant Peripheral Nerve Sheath Tumour (MPNST), epithelioid
(ICD-0:9542/3)
* SMARCBI1 inactivating mutations



Sporadic de
novo
NF1-

associated

Radiotherapy-
associated
Epithelioid




Neurofibroma NOS (ICD-O: 9540/0)

Mopdoloylkd eupripata *  Mn eykapwpevo veomlaopa
*  MIKTOC KUTTAPLKOC MANBuopoc: Kittapa Schwann, mepveupilkad KUTTOPA, LWVOPBAACTEC
e XapnAn kuttopoBpiBela
* Muéoeldec unooTpw
* Ilvwdec umootpwpa (rmokidou peyEBouc Kat taxoug KOANQYOVEC LVEC)
* MaooTtokuttapa
e Anouocia VEKpWOEWV

Avoooiotoxnuika eupnuata  * SOX10, S-100: Extetapévn aAAd oxL daxutn +
* (CD34: Aiktuo wvoPAaotikwyv Kuttapwy (lattice-like)
 EMA, GLUT-1: Mepveupika kUTTOPO
* pl6: JuvnBwc datipnon
* p53:-
* Ki-67/MIB-1: XapunAo
* H3K27m3: Alatripnon
* NF: EykAwBLopévol veupatovec (kuplwe evéoveupiko)



NeomAdopoata
EAVTPWV TWV
TEPLDEPLKWV VEUPWV

Neurofibroma NOS

Cellular neurofibroma

Neurofibroma with
atypia/Ancient AN/ANNUBP
neurofibroma

|
KaAonOelg

Low grade MPNST

High grade MPNST

|

Kakon0eLg



Ovtotnteg/Evprpota

Cellular neurofibroma

Neurofibroma with atypia/Ancient
neurofibroma

Mopdoloylkd eupripata

Avoool0TOXNMULKA EVPAOTA

Mopdoloylkd eupripata
Neurofibroma NOS

ATtouoia KUTTOPOAOYLKAG QTUTTLOG

<1 prtwoelg/50 HPFs

AlatApnon oPXLTEKTOVIKOU MPOTUTIOU
VEUPLVWHLOTOC

ATtouoia VEKPWOEWV

Auénpuévn kuttapofpibela

SOX10, S-100: Ektetapevn aAla oxL
Sdlayutn +

CD34: Aiktuo WvoPAAOTIKWY KUTTAPWVY
(lattice-like)

pl6: ZuvnBbwc dlatApnon

p53: -

Ki-67/MIB-1: XaunAd

H3K27m3: Alatipnon

Mopdoloylkd eupripata
Neurofibroma NOS

Arnouoia kuttapoPpibelac

<1 prtwoetg/50 HPFs

Alatipnon aPXLTEKTOVIKOU TPOTUTIOU
VEUPLVWHUOTOC

Amouoia VEKPWOEWV

Mepovwpéva atuma KUTTopa

SOX10, S-100: Ektetapevn aAAa oxL
dlayutn +

CD34: Aiktuo LVvOPAQOTIKWY KUTTAPWV
(lattice-like)

pl6: ZuvnBbwc dlatipnon

p53: -

Ki-67/MIB-1: XaunA\d

H3K27m3: Awatipnon



MopdoAoylka eupripata

AvoooioTOXNULKA EVpAMATO

TouAdaxLotov 2 €K TwvV 4:

. 'Hmua kuttapoAoyikn

atumia

Auvénuévn kuttapoPpibela
ATIWAELO OPYLTEKTOVLKOU
MPOTUTIOU VEUPLVWUOTOC
>1 prtwoelg/10 HPFs kal
<3 urtwoelg/10 HPFs
ATtou oo VEKPWOEWV

SOX10, S-100: EkteTtapévn
aAAd oxL daxutn +

CD34: AntwAela Siktuou
LVOBAQOTIKWY KUTTAPWV +/-
pl6: Tuxva anwAeLa

p53: -

Ki-67/MIB-1: +/-

H3K27m3: Alatipnon

MopdoAoyLkd gupipata

ANNUBP:

* 'Hma kuttapoAoyLki
atumia

* Auénuévn kuttapoPpiBela

*  AnwAELO APYLTEKTOVLKOU
TIPOTUTIOU VEUPLVWHLOTOC

* Anouocia VEKpWOEWV

e 3-9 prtwoelg/10 HPFs

e SOX10, S-100: Ectiakn +

e (CD34: AntwAela Siktuou
LVOPAQOTIKWY KUTTAPWV

e pl6: Zuxva anwAsla

* p53:+/-

e Ki-67/MIB-1: +

 H3K27m3: MNBavov
ATIWAELN

MopdoAoyLka gupripata

MPNST:

* 'Eviovn KUTTOPOAOYLKN
aturnia

e Auénuévn kuttopoPpibela

*  ANWAELQ APYLTEKTOVLKOU
T(POTUTIOU VEUPLVWHATOC

* >10 prtwoelg/10 HPFs

* 3-9 ptwoelg/10 HPFs pe
T PoUCLa VEKPWOEWV

* SOX10, S-100: Eotiakn +

e (CD34: AntwAela diktuou
LVOPAQOTIKWY KUTTAPWV

* pl6: Zuxva anwAsLla

* p53:+/-

* Ki-67/MIB-1: ++

 H3K27m3: Zuxva anwAeLla



EvOlapeoou
BaBpuov
KokonBeLag

NeomAaouata

Amwdouc LoTtou




KaAorBn veomAdopata
Atmwdouc Lotou

EmtumtoAng Atmwpota

Ev tw Babel Atmwpata

AtnONTIKEG/ALAXUTEG
VEOTIAQLOLOTLKEC/ UN-
VEOTTAOQLOLLOTLKEG £EEPYAOLEC
wpLpou Aumwdoug Lotou

NopoAayEg/Yrotumot
AUTWHATWV

Lipoma NOS (ICD-O: 8850/0)

Intramuscular lipoma
(ICD-0: 8856/0)

Lipomatosis (ICD-O: 8856/0)

Angiolipoma NOS
(ICD-0: 8861/0)




3.

4.

NeomAdopata Amwdoug Lotov

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

Intramuscular lipoma (ICD-0: 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-0: 8857/0)

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

Hibernoma (ICD-O: 8880/0)

Kakoron

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

ErtidnpioAoyika MoKpOOKOTILKA eupAMATe  MIKPOOKOTILKA EUPHLOTO MoplakeC AAAAYEC Mpoyvwon
oToLKEl
* EvAAwkeg (5-70 e KoAd meplyeypappévn, © Qpuua Autokuttopa e 12q13-g15 e XopnAo
dekaetia) gykapwpevn * Anouocia ovowwdoug avadLaTAgELC TTOO0OTO
*  EmumtoAng >> ev urtodopla N eV Tw TolkLAlaG Tou peyeBougtwv * HMGAZ2 yoviSLOKEC TOTILKNG
Tw BaBeL BEoeLg BaBeL etepyaoia (<5 ALTTOKUTTAP WV OUVTNEELC UTTOTPOTIAG
(Unpoc) ek.) (Almwpa) e Anouoia AutofAactwv * Arnouocia
e Awdyutn eéepyaoia oe  * Amouoia ayysloivwdwv LETAOTATLIKOU
gV Tw BabOeL Boelc Stadppaypatiwv Suvapkou
LOAQKWY popiwv * Muéoelbéc otpwpa
(Amwpatwon) (Mu&oAinwpa)
* Amtwpatwdng vdn * Ivwbdec otpwpa (WvoAinwpua
* Eotwaka N OKANPUVTLKO Almwpua)
nuéoeldnc/ivwdng * MNapouocia petamAootikol
ocuoTaon Xovopou (xovépoAinwpua)

* MNapouocia petamAoaotikol
ootoU (ooteoAinwpua)



Intramuscular lipoma (ICD-O: 8856/0)

ErtidnpioAoyika MoKpOOKOTILKA eupAMATe  MIKPOOKOTILKA EUPHLOTO

oToLKEl

* EvAAwkeg (5-70 e  Mn-TtEPLYEYPAULEVD, Qpua Autokuttapa
dekaetia) LN-EYKAPWUEVN EV TW Amnoucia ovuclwdoug

 Evtw BabBeL BaBeL etepyaoia TolkLAlaG Tou pey€Bouc Twv
B€oelc (LNPog) (ouxva >5 &k.) ALTTOKUTTAP WV

 Aumtwpotwdouc udNC
gtepyaoia pe
ETEKTOON EVTOC
YPOAUUWTOU HUOG

Arntouoio AutofAaoctwyv
Enéktaon Autwdoug Lotou
LETAEL YPOAUUWTWY MUKWV
VWV TIPOKAAWVTAC TOUG
atpodia

MoplakeC AAAAYEC

12q13-q15
avadLlataselg
HMGA2 yoviSlaKEG
OUVTNEELC

Mpoyvwon

YynAotepo
TIOOOOTO
TOTILKAG
UTTOTPOTING
Amnouoia
LETAOTATLIKOU
Suvapkou



Multiple
symmetrical

HIV
lipodystrophy




Angiolipoma NOS (ICD-O: 8861/0)

EridnuioAoyika MaKkpoOoKOTILKA eupripota  MIKPOOKOTILKA EUPRLOTO Moplakeg aAAayEC Mpoyvwon

oToLKEl

* EvnAwkeg (2-4" e KoAd meplyeypappévn, © Qpuua Autokuttopa * PRKDZ2 petaAldéelc * E€alpetika
dekaetia) gykapwpevn * Anouocia ovowwdoug OTIAVLAL TOTULKNA

e EmunoAng B€oelg urtodopla eepyaoia (2 TolkLAlaG Tou pey€Bouc Twv UTTOTPOTIN

* AvtiBpaxwo (2/3) EK.) AUTOKUTTAP WV * Anouocia

o Juyxva moAlamAa * Autwpatwdng uodn e Anouoia AutofAactwv LETAOTATLIKOU
(2/3) * [apouocia tpryoeldolc Suvapkou

* 5% olkoyeveic TUTIOU ayyeiwv pe

* Enimovn BAABn BpopPouc kNS (kuplwg

otnV nepLdpEpeLa)



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

ErtidnpioAoyika MoKpOOKOTILKA eupAMATe  MIKPOOKOTILKA EUPHLOTO MoplakeC AAAAYEC Mpoyvwon
oToLKEl
* EvAAwkeg (5-70 e KoAd meplyeypappévn, © Qpuua Autokuttopa 13914 loss e XopnAo
dekaetia) gykapwpevn * Anouocia ovowwdoug * Rb1 deletion TTOO0OTO
e EmunoAng B€oelg urtodopla eepyacia TolkLAlaG Tou pey€Bouc Twv TOTILKNG
e Quikn {wvn Kot (<5 ek.) AUTOKUTTAP WV UTTOTPOTING
ntAatn (80%)  Aumwpotwdng vPpn * [laxLec NWOoLVOPLAEG * Arnouocia
c A>>0 * Eotwakd puéoeldng deouldec KOAAYOVWVY VWV LETAOTATLIKOU
ocvotaon (ropy collagen bundles) Suvapkou
* Eotieg puéoeldoug
eKPUALONC
* MaootokUTTapa EVTOC TOU
OTPWHATOC
* Atpaktoesldn
KUTTapo/moAuTtupnva

ylyovtokuttapa e
TIAELOOPPOUC XOPOKTHPEC
(floret cells) - CD34+, Rb1-
* MBavn nmapouoia
AttoBAaotwv



Hibernoma (ICD-O: 8880/0)

EridnuioAoyika MaKkpoOoKOTILKA eupripota  MIKPOOKOTILKA EUPRLOTO
oToLKEl
* EvAAwkeg (3N e  Kald meplyeypappevn, © TMOAUYWVIKOU GXNUOTOC
dekaetia) gykapwpevn KOTTOp AL
* EmutoAng N ev Tw etepyaoia (5-15 ek.) *  ApPOLYPpWUOTLKO
BaBelL Beoelc * Aeukodalng Ewg AETTTOKOKKWOEC NWoLvodpLAo
KaotavodaLlng XpoLac KUTTOPOTIAQLO L

MoAAATAQ LLLKPOU PEYEBOUC
EVOOKUTTAPOTIAQCLOTLKAL
KEVOTOTILOL

YnootpOyyuAOUC KEVTPLKA
TOTIOOETNUEVOUG TTUPHVEG
Qpua Adutokuttapa

Moplakeg aAAayEC

MEN1 deletion

Mpoyvwon

XapnAo
TIOOOOTO
TOTILKAG
UTTOTPOTING
Amnouoia
LETAOTATLIKOU
Suvapkou



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

ErtidnpioAoyika MoKpOOKOTILKA eupAMATe  MIKPOOKOTILKA EUPHLOTO MoplakeC AAAAYEC Mpoyvwon
oToLKEl
* Bpédn/madbia e Kald meplyeypappevn, © Opowopopda * PLAGI1 * 13-46% tormukn
(75-90% <3 etwv) urtodopla eepyacia woeldn/atpaktopopda avadiataén/yovidia UTTOTPOTIN
* Koppog/akpa (<5 ek.) OPXEYOVOL LECEYXU LLOTLKAL Kr} ouvtnén * Arnouocia
(AutoPAdoTwuQ) KUTTapQ LETAOTATLKOU
e Awdyutn etepyaoia oe  * AutoBAdoctec og Sladopa Suvapkou
gV Tw BabOel Boelc otadlo wpipavong
HOAQKWVY pHoplwv * QOplua AttokutTapa

(AutoBAaoctwpatwon) ¢ Amnouocia mAslOpopdwv
* OCoeldng dapopdpwon AttoBAaotwyv

* Amtwpatwdng vdn *  ZwVOELONC KATOVOUN
* Eotwakd puéoeldng * Ayyeloivwédn Sdtadpayuatia
ocvotaon * Muéoelbéc otpwpa

* [AouUolo TPLXOELOEG
ayyeLako diktuo (“chicken-
wire”

* Aiknv “mvevpovikov
oldnpatog” mMpoTuTo
avamntuéng



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

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

EridnuioAoyika MaKpOGKOTILKA Mkpookorika euprpata  Moplakec aAAayEC Mpoyvwon
oToLKEl gupnuoata
* JUXVOTEPO * Eupeyebnce * Qplua Autokuttapa pe *© MDM2/CDK4 + * JUxVN TOTILKN
Atmoocapkwpa (40- TIEPLYEYPAUUEVN TIOLKIALO TOU peyeBouc * 12q13-15 evioxuon urnotpornr/amnodladop
45% efepyaoia TOUG (MDM_2, CDK4) omoinon avaioya He
Atmoocapkwpdtwy) * OLoeldNC * Ayyeloivwén * JuvOpopo Li-Fraumeni TNV B€on evtomong
* EvnAAwkeg (4-5" Slapopdwon Stadppaypatia pe * Arnouocia
dekaetia) *  Amwpatwdng atpaktopopda HLETOOTATLKOU
 Mnpog, vodn KUTTOPLKA OTOLXELO IE SuvapLkou
omioBornepitovalo * Eotwaka oTuTilaL
KOLL OTIEPLATLKOG HUEOELONG * Mapoucia R anovoia
TOVOC ocvotaon AutoBAaotwv
e Jmavia
HEcOOwpAKLO

* JUXVOTEPO
AUTOCAPKWLLO TOU
HecoBwpakiou



Well differentiated

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

Lipoma-like
liposarcoma

Inflammatory
liposarcoma

Sclerosing
liposarcoma




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

ErmidnuioAoyika Mo KpOGKOTILKA Mkpookorikd euprpata  Moplakeg aAAayEC Mpoyvwon
oToLKEl gupnuata
e JUXVRA ovioTnTA * Eupeyebnce Meploxn « MDM2/CDK4 + *  40% TOTILKA UTTOTPOTTH
* OmuoBomnepLtovalo TIEPLYEYPOALLUEVN anodladopornoinong: * 12q13-15 evioyuon e 15-20% UETAOTAOELG
KOLL OTIEPLOLTLKOG efepyaoia * Nowilovoa (MDM_2, CDK4)
TOVOC * OCoeldnc pHopdoioyia
e Jmavia Stapopdwon e XopnAou BaBuou
HECOOWpPAKLO *  Amwpatwdng amnodladopormnoinon
e 2° OUXVOTEPO udn * YynAoU BaBuou
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vPN¢ emidpavela €TEPOAOYN
Slatoung (meploxn amnodladopormnoinon,
amnodladopornoin opoAoyn
ong) amnodiadopomnoinon)
* Eotiaka
HUE0ELONG

ovotoon



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

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

* Rarely: Retroperitoneum or subcutaneous tissue

 Distant metastases (1/3-2/3)

* 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;q912)

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

CIC-rearranged/BCOR-rearranged
sarcoma

Undifferentiated round cell sarcoma

Dedifferentiated liposarcoma (with or
without homologous lipoblastic
differentiation)

[1,2,6,9, 10]



Case Reports > Pathol Res Pract. 2016 Nov;212(11):1067-1070. doi: 10.1016/}.prp.2016.08.001.
Epub 2016 Aug 3.

Myxoid liposarcoma with pleomorphic cells: Report
of two cases with molecular confirmation of FUS
gene rearrangements

Kazuyoshi Uchihashi !, Atsuji Matsuyama 2, Masamichi Nakayama 3, Akio Sakamoto ¢,
Eisuke Shiba ¢, Masanori Hisaoka 2

Affiliations + expand
PMID: 27515548 DOI: 10.1016/).prp.2016.08.001
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t-SNE 2

e Myxoid liposarcoma

» Pleomorphic myxoid liposarcoma
« Pleomorphic liposarcoma

t-SNE 1



ALadpoplkn dlayvwon

* Muéoeldbec Autocapkwpa (MLPS)
* MM\ewopopdo Autocapkwpa (PLPS)
* AdSladpopomointo Autocapkwpa (DDLPS)

e Atuttoc Aumwpatwdnc oykoc/Kahd StadbopomoLtnUeEVO ALTOCAPKW LA
(ALT/WDL)

* ATUTTOC QTPOKTOKUTTAPLKOC/TIAELOHOPpDOC AW MATWONC OYKOC
* Muéoivooapkwpo

* Muéoeldbec Astopvooapkwpo/Muéoetdec MPNST/EEWOKEAETLKO
Huéoeldec xovdpooakpwpa



2 UUTTEPAOLOTLKA

* Tot veomAQoUATO TwV EAUTPWYV TWV TIEPLPEPLKWV VEUPWV KOl TOU
Amwdoucg Lotou (tooco kahonBn 0oo kal kokondn) amoteAoUV CUXVEC
OVTOTNTEC

* H Stadopikn dtayvwon Baoiletal mpwtiotwc ota LopdoAoyLKA Kol Ta
KAWVLKA evpnuata (NAtkio, B€on evtomionc) Kat OEVTEPEVOVTWCE oTa
LLOPLOKA EVPAUOTOL
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