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Klinicke udaje

49-rocny muz
2 mesiace rast rezistencie na l.stehne
bez traumy

TU dorz.strany proxim.stehna, subfascialne

3 opuzdrené ovality, stopka sa straca vo
svalovine spod.okraja musc.gluteus maxim.



Opera¢ny material
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Myxoidna stroma — vaskularita
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Lobularna konfiguracia




Periferna celularita
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Perivaskularna kondenzacia
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Adipocytarne oblasti




Geneticke vysetrenie - FISH

Pozitivna prestavba genu FUS (16pa1)
Pozitivna prestavba genu CHOP (12q13)

ZAVER:

Na molekularnej urovni potvrdena
geneticka translokacia FUS-CHOP

Prim.MUDr. Lucia Copakova
Oddelenie onkologickej genetiky NOU Bratislava




Diagnosticky zaver
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Myxoid liposarcoma



Myxoidny liposarkom

Maligny tumor zlozeny z uniformnych okruhlych/ovalnych
primitivnych ,non-lipogenickych™ buniek a malych
lipoblastov v myxoidnej strome s charakteristickou vetviacou
sa vaskulaturou.

== mladiludia - stredny vek (20-50 rocni, vrchol 4.-5.dekada).
== hlboké tkaniva (vo svaloch) koncatin (viac ako 2/3 stehna).
== 10-12 cm, dobre ohrani¢eny, multinodularny, zelatinozny.
== FUS-DDIT3 alebo EWSR1-DDIT3

== 1/3 recidivuje, 20% distantne metastazy, nezvycajne lokality.



High grade myxoidny liposarkom

> 5% ... >25% round cell komponent
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Diagnosticky pristup
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Klinicko-patologicka korelacia

VEK
Deti Povrchovo 2cm/5cm /10 cm
Mladi ludia Hlboko
Stredny vek Anatomicka lokalita
Starsi [udia
(dekady)

Makro-/mikroskopicky obraz
Molekularna patolodgia



33 ROCNA PACIENTKA 58 ROCNY PACIENT
INTRAABDOMINALNY TUMOR OBSAH SKROTALNEJ HERNIE - OMENTUM
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INTRAABDOMINALNY TUMOR

PARATESTIKULARNY TUMOR




Diferencialna diagnostika

Low grade Myxoid LPS:

Atypical lipomatous tumor/well-differentiated liposarcoma
Myxofibrosarcoma

Intramuscular myxoma

Low-grade fibromyxoid sarcoma

Extraskeletal myxoid chondrosarcoma

Lipoblastoma

Pleomorphic liposarcoma

Myxoid variant dermatofibrosarcoma protuberans
Ossifying fibromyxoid tumor

Myxoinflammatory fibroblastic sarcoma

High grade Myxoid LPS:

small round cell sarcoma, resp. solid neoplasia



Genetika — molekularna biologia
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Molekularna patologia

Myxoid liposarcoma t(12;16)(q13;p11); FUS-DDIT3 DIAGNOSTICKE (nie je potrebné)

Supernumerary ring and giant marker chromosomes DIAGNOSTICKE (nie je potrebné)
containing amplified 12g14-15 region overexpression

and amplification of MDM2 and other genes (CDK4 )

ALT/Well-differentiated liposarcoma

Myxofibrosarcoma

Intramuscular myxoma

Low-grade fibromyxoid sarcoma
Extraskeletal myxoid chondrosarcoma
Lipoblastoma

Pleomorphic liposarcoma

Myxoid variant DFSP

Ossifying fibromyxoid tumor

Myxoinflammatory
fibroblastic sarcoma (MIFS)

Complex aneuploidy

GNAS (20g13) point mutations

t(7;16)(q34;p11); FUS-CREB3L2
EWSR1/TAF15/TCF12/TFG-NR4A3
8qg11-13 rearrangements involving PLAG1
Complex aneuploidy

t(17;22)(q22;q13); COL1A-PDGFB
1(6;12)(p21,;924.3); EP400-PHF1 (~ 45%)
EPC1/MEAF6/unknown-PHF1
ZC3H7B-BCOR

No detectable fusions (15%)

t(1;10)(p22;924); upregulation FGF8

NEDIAGNOSTICKE

DIAGNOSTICKE (nie je pouzivané)

DIAGNOSTICKE

DIAGNOSTICKE

DIAGNOSTICKE (nie je potrebné)
NEDIAGNOSTICKE
DIAGNOSTICKE (nie je potrebné)

DIAGNOSTICKE

DIAGNOSTICKE
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