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CapkoMbl MSATKHX TKAaHEW - TpyIla 3J0KAaYECTBEHHBIX ONYXOJEHd ME3EHXMMAaJbHOTO

IIPOUCXOKACHUA, PA3BHUBAIOIINXCA HWM3 PA3HBIX THUIIOB COG,Z[I/IHI/ITGJIBHOﬁ TKaHH. MBbIIIIHBI,

CYXOXKHWJIWA, )KUPOBAs TKAHb, BOJIOKHHUCTAA TKaHb, CHHOBHAJIbHBIC 000JI0UKH I 1 HCPBBI.

-

Op.-rpey. 0dpf — «N0Tb», «MACO» + NaT. Oma —
«OMyXOmnb»




AnNuaemMuonorus

* 3ab0oaeBaecMmocTh cocTaBiisieT 30 caydaeB Ha 1 000 000 nacenenus. B Poccun
exxeroqHo perucrpupyercs okojio 10 000 HOBBIX cliy4daeB, 4ToO cOCTaBIIET 1%
BCEX 3JI0KaYE€CTBCHHBIX HOBOOOPA30BAHUI.

v 0,7% B CTpYKTyp€ 310Ka4€CTBEHHBIX HOBOOOpPAa30BaHUM B 00ILIEH
OITYJISIIIHH;

v/ 110 15% B CTpyKTyp€ 3710Ka4E€CTBEHHBIX HOBOOOPA30BAHUM Y JICTEH;



Jlokanusauus

* 60% - Ha HWKHMX H BEPXHHUX
KOHEYHOCTAX B cooTHomeHuu 3:1 ( u3
HUX 75% - 007aCTh KOJIGHHOI'O CyCTaBa)

9% Head and Neck

25% Gl Tract
* 30% - Ha TynoBuie (u3 Hux 25-40% -

3a0PIOLIMHHBIC OIYXOJIH) 15-20% Retroperitoneum/

Intra-abdominal

e 10% - 00J1aCTh T'OJIOBHI U IIIEU
60% Arms or Legs




* JlyueBas Tepanus

DaKTOPHLI PUCKA

| cHETHMUYECKAs IPEAPACHOI0KEHHOCTD

- Cungpom JIn—Dpaymenu (ren TPS53)
- AnenomMaro3Hblii mojaumno3 (rea APC)
- Helipopubpomaros 1 tuna (NF1)

 JIumbeneMa (aHrHOCapKOMBI)

* TpaBMBbI, OIEpATUBHBIC BMEIIATEIIHLCTBA

» KaH1IEpOTeHBI
- BUHHJIXJIOPH/I
- MBIIIBSIK

- Thorotrast

—

— [leuenounwvle AHCUOCAPKOMDbI
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oonee 100 noaBnaoOB

Fibrosarcoma ppNST
225 (3%) _ 238 (3%)
Myxofibrosarcoma

445 (5%)
Synovial Other
467 (5%) 2439 (28%)
GIST
676 (8%)

UPS
1215 (14%)

Liposarcoma
. 1713 (20%)
Leiomyosarcoma

1229 (14%)



Kiaaccudpukanusa BO3

Adipocyvtic tumours

Atypical lipomatous tumours/well-differentiated liposarcoma

(lipoma-like, sclerosing, and inflammatory variants)
Spindle cell liposarcoma
Myxoid/round cell liposarcoma
Pleomorphic liposarcoma
Fibroblastic/myofibroblastic tumours
Desmoid fibromatosis
Dermatofibrosarcoma protuberans (DFSP)
Fibrosarcomatous DFSP
Atypical fibroxanthoma
Solitary fibrous tumour
Inflammatory myofibroblastic tumour
Low-grade myofibroblastic sarcoma
Infantile fibrosarcoma
Myxofibrosarcoma
Myxoinflammatory fibroblastic sarcoma
Low-grade fibromyxoid sarcoma
Sclerosing epithelioid fibrosarcoma




So-called fibrohistiocvtic tumours

¢ Plexiform fibrohistiocytic tumour
< Giant cell tumour of soft tissue

Smooth muscle tumours

¢ Leiomyosarcoma

Pericvtic (perivascular) tumours muscle tumours

< Malignant glomus tumour

Skeletal muscle tumours

< Embryonal rhabdomyosarcoma
< Alveolar rhabdomyosarcoma
< Pleomorphic rhabdomyosarcoma

< Spindle cell/sclerosing rhabdomyosarcoma




Vascular tumours

Kaposiform haemangioendothelioma
Retiform haemangioendothelioma

Papillary intralymphatic angioendothelioma
Composite haemangioendothelioma

Kaposi sarcoma

Pseudomyogenic ‘epithelioid sarcoma-like” haemangioendothelioma

Epithelioid haemangioendothelioma
Angiosarcoma of soft tissue

Chondro-osseous tumours

Extraskeletal osteosarcoma

Gastrointestinal stromal tumour

Nerve sheath tumours

Malignant peripheral nerve sheath tumours

Malignant granular cell tumour



Tumours of uncertain differentiation
Angiomatous fibrous histiocytoma

Hyalinizing angiectatic tumour of soft parts

Ossifying fibromyxoid tumour

Myoepithelioma

Phosphaturic mesenchymal tumour

Synovial sarcoma

Epithelioid sarcoma

Alveolar soft part sarcoma

Clear cell sarcoma

Extraskeletal myxoid chondrosarcoma

Mesenchymal chondrosarcoma

Desmoplastic small round cell tumour

Extrarenal rhabdoid tumour

PEComa

Intimal sarcoma

Undifferentiated sarcomas (pleomorphic, epithelioid, spindle
cell, and round cell)




Kaaccupukanusa AJCC TNM

CBoS Krnaccndukaumsi ons KaXkaom riokanmsaumm
* Head and neck

* Extremity and trunk

* Gastrointestinal tract

* Genitourinary tract

*Viscera and retroperitoneum

* Gynecologic sites

* Breast

* Lung, pleura, and mediastinum

* Other histologies



Differentiation
Score
l

Definition

Sarcomas closely resembling normal adult
mesenchymal tssue (e.g., low-grade
lclomyosarcoma)

Sarcomas for which histologic typing is certamn
(¢.g.. myxoid/round cell hiposarcoma)

Embryonal and undifferentiated sarcomas,
sarcomas of doubttul type. synovial sarcomas,

sOft tissue osteosarcoma, Ewing sarcoma/primitive

neuroectodermal tumor (PNET) of soft nissue

Mitotic Count Score Definition

“

3

Necrosis Score
0
|
2

0-9 mitoses per 1) HPF
10-19 mitoses per 10 HPI

>20 mitoses per 10 HPF

Definition
NO necrosis
<S50% tumor necrosis

>50% tumor necrosis

* FNCLCC cTeneHb
O pepeHLNPOBKU

* GX — HEBO3MOXHO
OLUEHUTb

*G1l-2-3 6anna,
HU3Kasa cTeneHb
3/T0Ka4YeCTBEeHHOCTU

* G2 —4-5 bannos,
NPOMEXYTOYHas
CTeneHb
3r1o0Ka4YeCcTBEHHOCTMU

*G3 - 6-8 bannos,
BbICOKas cTeneHb
3/T0Ka4yeCTBEeHHOCTU



Busyaau3anysa MATKOTKAHHBIX CAPKOM

B nman o0cienoBaHus OOJIBHBIX CAPKOMaMU MSATKHUX TKAaHEHW JOJKHBI BXOJIUTH:
1. Y3HU, Y3U ¢ KOHTpacTHBIM YCUIICHUEM

2. KT(ny1s1 omyxoJieit OproIIHOM IOJIOCTH 1 3a0PIOIIMHHOTO IPOCTPAHCTBA)

3. MPT (a1 onyxoseld KOHEYHOCTEH, TYJIOBHIIA, 0OJIACTH I'OJI0BBI U LIEH)

4. KoMnproTepHas TOMOTpaust JIETKUX




buoncusa c cucmonozuueckum uccieooeanuem
MeTobl B3ITHA MaTepUaia;
1) UpeckoxkHas nyHKIIMOHHAs omoricus (core-needle biopsy)

2) OTkpsbITast OHOICHUS - BO3MOXXHOCTH IMOJYYEHHS OOJBIIEro KOJIWYECTBA
ONyXOJICBOTO MaTepualia Iyl Ka4€CTBEHHOT0 MOP(OJIIOTHYECKOTO UCCIIEIOBAHUSA

buoricus:
* AcnupallnOHHAs: TOJICTOUTOJIbHAS, TOHKOUTOJIbHAS
e JKIIN3NOHHAA

* [Iog xoHTpONEM Y3U

! Buoncus oondcHa Obims 8bINOJIHEHA 8 Mechme, Komopoe byoem 8nocieoCmeun
8X00UMb 8 30H) UCCEUEHUsI ONYXOJIU CO2NIACHO NPABUNLAM AOIACMUKL.






1. Mopgonozuueckasn ouenka

v/ ®opma KIIETOK: -BepeTeHOO0Opa3Hasl,
-OKpyIJIas,
-3MATEINOUTHAS
-rieoMopdHast
v/ llarTepH pocTa: -ITy4KOBBIH,
-(IUIETEHBIN

-aJ1bBEOJISIPHBIN

-COJIUTHBIN

v/ Bapuant ctpombl: GUOPHUIISIPHBIN, MUKCOUIHBIN WIIM JE€CMOIIACTUYECKHUM.

v/ Backymipuzanus
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2. UMmyHO2UCMoOXuUMUSs

Antibody Histotype Specificity

ALK Inflammatory myofibroblastic tumour  ——

Beta-catenin Desmoid fibromatosis F4++

CD31 Vascular tumours g
Histiocytes

CD34 EES .

Solitary fibrous tumour

Vascular tumours

CD99 Ewing sarcoma T

Synovial sarcoma

CD117 (KIT) Gastrointestinal stcromal tumour ++——
Melanocytic tumours
Seminoma

Mast cell diseases



Cytokeratin Synovial sarcoma —— e
AET/AE3 Epithelioid sarcoma
Desmoplastic small round cell tumour

Myoepithelioma

h-Caldesmon Leiomyosarcoma e
Desmin Rhabdomyosarcoma ++——
Lelomyosarcoma

Desmoplastic small round cell tumour

Ossifying fibromyxoid tumour

DOGCT Gastrointestinal stromal tumour 4+

EMA Synovial sarcoma g

Myoepithelial tumours

ERG Vascular tumours gy

FVIII-RA Vascular tumours g



FLI-T Ewing sarcoma T -
Vascular tumours
GFAP Glial tumours 44—
Neural tumours
Myoepithelial tumours
HHSV8 Kaposi sarcoma Jipa
HMB45 PEComa
Clear cell sarcoma
Melanocytic tumours
INIT Epithelioid sarcoma b
(loss of Myoepithelioma
expression)
MDM?2 Well-differentiated/dedifferentiated ++4-—
liposarcoma
Low-grade central osteosarcoma
Myogenin Rhabdomyosarcoma Fiy
MUC4 Low-grade fibromyxoid sarcoma b



3. Illumozenemuka

PRINCIPLES OF ANCILLARY TECHNIQUES USEFUL IN THE DIAGNOSIS OF SARCOMAS

TUMOR

ABERRATION

GENE(S) INVOLVED

Atypical lipomatous tumor/well-

differentiated liposarcoma (ALT/WDLS)

Dedifferentiated liposarcoma

Myxoid/round cell liposarcoma

Supernumerary ring
chromosomes; giant marker
chromosomes

Same as for ALT/WDLS

t(12;16)(q13;p11)
t(12;22)(q13;912)

Amplification of region 12q14-15,
including MDM2, CDK4, HMGA2,
SAS, GL1

Same as for ALT/WDLS

FUS-DD1T3
EWSR1-DD17T3

Pleomorphic liposarcoma Complex alterations Unknown
Other Sarcomas
Alveolar soft part sarcoma der(17)t(X;17)(p11;925) ASPL-TFE3
Angiomatoid fibrous histiocytoma 1(12;22)(q13;912) EWSR1-ATF1
t(2;22)(q33;q912) EWSR1-CREB1
t(12;16)(q13;p11) FUS-ATF1
Clear cell sarcoma t(12;22)(q13;q912) EWSR1-ATF1
t(2;22)(q33;q912) EWSR1-CREB1
Congenital/infantile — fibrosarcoma t(12;15)(p13;925) ETV6-NTRK3
Dermatofibrosarcoma protuberans t(17;22)(q21;913) and COLIA1-PDGFB

Desmoid fibromatosis
Epithelioid hemangioendothelioma

Epithelioid sarcoma

derivative ring chromosomes
Trisomy 8 or 20; loss of 5q21

t(1;13)(p36;925)
t(X;11)(q22;p11.23)

Inactivation, deletion, or mutation
of INI1 (SMARCB-1)

CTNNB1 or APC mutations

WWTR1-CAMTA1
YAP1 - TFE3

INI1 (SMARCB-1)




CraaupoBaHue

AMERICAN JOINT COMMITTEE ON CANCER STAGING SYSTEM FOR SARCOMAS

HISTOLOGIC GRADE(G) TUMORSIZE (T) NODESTATUS (N) METASTASES (M)
Well differentiated (G1) =5cm (T1) Not mvolved (NO) Absent (MD)
Moderately differentiated (G2) =5 em (T2) hvolved (N1) Present (M1)
Poorly differentiated (G3) Superf cial fascial mvolvement (Tz)

Undifferentiated (G4) Deep fascial mvolvement (Tb)

DISEASE STAGE 5-YEAR SURVIVAL %

Stagel 9838

AGl2:Tlab; NO;MD
B:Gl2:T2a:NO: MO

Stage Il 818
A Gl2:T2b:NO;: MO
B G34:T1;NO:MD
C.G34:T2a:NO: MD
Stage I G3.4; T2b; NO; MO 517
Stage IV <20

A any G any T.N1;: MO
B:any G;any T any N: Ml




Cnacunbo 3a
BHUMaHue!



