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BEERER OM 22 & pitfall

BEXEEPRESHRE
Chne. pmans
HIER-
RUEFEANFERYS JIRERASAES - YERS
024727 (BR)

BEEREEOMAZR & pitfall

[
il
Q\'

ZWADT 7o —F

WHO Classifications of Tumours-5™ Edition

I w

10.Peripheral nerve sheath tumours

WRONOWEWNM

BRANEZS
EMARCR ST o —F
FRHEREE BLIED

- EREEEENTICcE T A DR

Soft Tissue and Bone Tumours (2020)

Adipocytic tumours
Fibroblastic and myofibroblastic tumours
So-called fibrohistiocytic tumours
Vascular tumours

Pericytic (perivascular) tumours
Smooth muscle tumours

Skeletal musde tumours
Gastrointestinal stromal tumours
Chondro-osseous tumours

11 Tumours of uncertain differentiation

-39 -

%%]B$ﬁKMW?ﬁ
FENEEASES - PHRRS
cm%m
ZEE B

HEICESEL, BMRT~EcoBRichds
GtEBERZHY EHA.

2
B EEREEOMARRE & pitfall

W AOT Fo—F

WHO Classifications of Tumours-5™ Edition

4
Soft Tissue and Bone Tumours (2020)

L T

. Haematopoistic neoplasm of bone

BN R T

2 T i

Chondrogenic tumours

Osteogenic tumours

Fibrogenic tumours

Vascular tumours of bone
Osteoclastic giant cell-rich tumours
Notochordal tumours

Other mesenchymal tumours of bone|
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WHO Classifications of Tumours
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HpiifEMrBi=ER L. HAPLER
DESICELIWEETATIMBICKLIER
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T naua gatae
EROFERS Iﬁﬁmﬁm:
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WHO Classifications of Tumours-5th Edition

mmmﬁmt§<ﬁﬁ

e cp«'_hehod u‘u!LiEﬁi

%
=Mylmd I|po'armm2 =Epithelioid angiosarcoma

WHO Classifications of Tumours-5™ Edition

-ffEDMEICE L S5 -

KEEHEER BT ~0OMLZ 1T SRR
*BHICHAFRGFELICA
(WUBH» o RET 2HoBUTARMTREY TLA)

11

WHO Classifications of Tumours-5t" Edition

Soft Tissue and Bone Tumours (2020)

LR
Pgﬁﬂ: (BEER) EEIFrEETI8HE

(MfRRIC L B2 NETIREL)

SR PRI
SEARR (R FRE)

WHO Classifications of Tumours-5t" Edition

- OMEICE L HIE-

='l'urr\ot'of uncertain dlﬁemnn:bon

WHO Classifications of Tumours-5'" Edition
Soft Tissue and Bone Tumours (2020)
EMESR
= Benign
» Intermediate
locally aggressive
DRt - SRR GEREB L BV
rarely metastasizing
HICEREBEERH S (<2%)
= Malignant
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usRRoKRY ERRR - 2 FEHRNRH

13

R EERE [Fasioogicaldignosis | Numbors
Dediff. liposarcoma N, 104 (44%)
& uPs 44 (18%)
Leiomyosarcoma ia 31 (13%)
Rhabcomyosarcoma 15 (6%)
. /l\','i’.h:rﬁ“ Véell diff. liposarcoma 15 (6%)
g 3 MPNST 8(3%)
Rhabdomyosarcoma Pleomorphic Ipcsarcoma 3
Ewing sarcoma Ewing sarcoma 3
Others 16
s ot
MPNST g‘m*s_mmt:ﬁmg
Yozrimoto M, et al. Pathol Res Pract. 2020
15

REREFDZHTADT 70 —F

il

ffREME D SBIHET S (REANBTROED)

E® - Cytokeratin, EMA

5} :SMA, desmin, (myogenin)
e - 5-100 protein

M - CD31, (ERG)

SEYBATRELTHBIDLE1DDAEE

* ESICRUAT

REEEE - MDM2, CDK4
JERZ - NKX2.2, myogenin, WT1
# ¥ surrogate makers

17

BERREBEDZHADT 70 —F

- BAR TR

DR, FEAERAL. R

SR ER PSR
o, BE. Mianst

14

REEFOZH~DT 7 A—F

MiDOERE, 25

- SRTERES

Synovial zarcoma, MPNST, solitary fibrous tumor
- NEEEREE

Ewing zarcoma, embryonal/alveolar rhabdomyoszarcoma
- STEE

Undiff isted/unclazsified p phic

dedifferentiated lipozarcoma
- BReEE
Myxoid lipozarcoma, myxofibrozarcoma,

- bEsEE
Epithefioid zarcoma, siveolar zoft part zarcoma,

S BEunkT—=n=syFT3ceaY.

BHERY2AZ T EBHL

16

BREFOHFHBA (IR)

- #m3 (05) -10-20y
- BRTERR (cB) :10-20¢

- FRELEER (NOF) 510y
- WEHRTE (F0) :10-30y

- FEHE R (OFD) : <20y
- BHERR (s8C) : <20y

- DFERARRR (ABC) : <20y
* EwingF5HE: <20y

18
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Osteogenic tumor
Lace-like osteoid formation

BIEF O (BAA)

- FmE (cs) :40-60y
- AEERTGFHE (cccs) :20-40y
- #EER® (6CT) 2040y

- FHES TR 20y

- WELE: .50y
. B st 80
- EENEEE

19

B, 12y M

Giant cell tumor of bone?

Aneurysmal bone cyst, 12y M,
tibia, proxi

i.

BEFRERRUEOEE
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Aneurysmal bone cyst

BRI

s BEARICCOFEBBICSRE QoI TICHR)

- BEER (KBS B8 IR® ofnE ESCHR
EiRFRR

« HRHBELEERR

HEPRR

s FEVEHMRZEUREFRRDEE

* RIGHEDBERAER (—‘Eﬁli}‘)ift’&ff 3 *blue bone”)
CHFEEBSRESE. HOPAEUTU AR

s BHRBRIEBNBOSNS

SFEDEHER

* USP6 rearrangement

25

Giant cell tumor of bone

27

Benign fibrous histiocytoma-like feature

- ZHEMR
- B oEHFERRR, BEFaR
CAKBEROEE, ~TVTU RS

cERMEEECHRNMRE LTHEL S MK
s CRMENTLELBAIFR

cFRCERESbETRIT A EHAY
* “Giant cell-rich lesion, see note”

29
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Giant cell tumor of bone

ERpRIE
- 207 ao i, EICE (EENCREBMEE)
ERR GERSG. BR) oRMBIHR

- 0 a) £y
AR

s EOUHOREREOBRVBTEEEASR
EHFR

- BEOMRERCHATSHERRS SR
- ERA RS H TS S EHERE

- @RTSaTFLEARTEE

- EHRSRHENEDSNS

- RLUOHEBEES Y

- TRUE (ROAFWESTH, ascE(l) 5
SFEPFHER

- H3F3AD TR (G3aW>>>G34V/R/UM)

26

Giant cell tumor vs Non-ossifying fibroma
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BEFERIES OMAIEZ & pitfall
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ER%EL Fika Y
BRI “l . |
Tl
1 A
RS B [y |
CEFORISMELTAT

VEREE®T A F 1 22020

33

Proliferative fasciitis, 72y F, thigh
(Benlgn WHO 2020)
ot iy .

i e
PR =

RED~ %L B

BEASHCE D7 R —F

- BUHE (RY/PREH/EY)

ALFEMES B & % 5 EE
- BEMEURES (FERLERR)

« R 0 FEA| A 65 A Al e B R

0—7

Malignant vs Benign, Intermediate

BEASHICE DT

- HRT
M. NCH. 2a=F ol A,
BMA D HEREL,

* B3
YR, FHICRIELROLR

- AEES~ 0B EROFHEET)
» BSEIE

= 1 BFHERCRR, BENICEZD

34
Myxofibrosarcoma® {887 L—F

, W VRO R 40 TG S SRR
L NN H R
g ' 3 \ 'I\'\\VN". H'p‘

o SR '

by ) N i Y 2
p \, % 4\' 4 ).': -'»“-"-h"‘f“

Low-grade
WHO Classifications of Tumours-5™ Edition Soft Tizsue and Bone Tumours (2020]
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Myxofibrosarcoma

-

LowE?a&é. iZy F.lower leg
37

High grade. 56y F, neck

Abnormal mitosis
Undifferentiated/unclassified pleomorphic sarcoma, S0y F, thigh

SRR ; > -
s %, T fe
e e O el
BB
39

FBEEMA~ OB (E)

myxofibrosarcoma, 83y F, forearm

'..,
|

{4l

\

T_ail sign: Infiltrative growth pattern
41

Abnormal mitosis

FEEE~ D28
m oﬁ!arosarcoma, 85y M, thig

v~ ‘ : : Y .’i ‘_&J %_ é"‘ .b . 2
SYNETORRCEUIL S AR Ll BT TRE 3 L3
40

eEATHICE DT

LFEEEDHEXNBI & 74 585

* Rhabdomyosarcoma VACHE
(wincristin, actinomycin, cyciophozphamide)
« Ewing sarcoma VDC-IE# K
[virenzti icin, cyslophasphamide, i “de, etoposice|
+ Small round cell sarcoma (non-RMS) VDC-IEf EE

(CIC-rearranged sarcoma)
{Sarcoma with BCOR genetic alterations)

(HERI= & )

-Rhabdomyosarcoma & /FHEZEERAE T Rk & & !

42
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Embryonal RMS, NOS, Embryonal RMS, NOS,

1y F, abdominal cavity

AR 0..“ . e I
.—,J e \s-) U | “"' ,.'"'T.;,' .;‘
o enl’ * R A TR B O
‘ -.ft.y b ove e ‘ "‘J“u"“'!-'l'. .
SRR R R SROYOR Y 0
\ Y g T RIS 3 ”.‘\,: .:.?.“_ ’
ELAOR R ORE 3T PP T ‘h
y AV Vet e 007 TS Sl
A AT, S r& Ve, : = ke *p &
S -.': TR e = 23 .. :
NGy Re BB 2 i e
NS 4 \ ) e
o\ TS MR L LIRS AR Q
FoHbAVE RS A o S R X T, SA FF Y- BRE
B4 T HREORERIEZE . H#T3MAEORNR HomiimFaRo LR
43 44

Alveolar rhabdomyosarcoma,

Alveolar rhabdomyosarcoma,

10y F, nasal ca

ISR L R E Lo

) BB ERREY
R EICERE BAEICZ L OHRERS

46

BRATHI BT 7R —F AEASHCE DT 7 A—F
BEMERERES (B FNCLCC grading system

e ~ Y *F -
- BEMERSES FEBLERL AL MELCoRE L (ot soofe 2 9
i ioe] * FNCLCC grade 2, total score 4-5
VEREE®T A KT 2020 * FNCLCC grade 3, total score 6-8
0 f—  Score |Dimerentistion | Meowms [ wetmsi |
o8 % H_ o = rone =
:‘ n il i ns:hs:l"ma biing normal adult o-3/mm*
g as | 1 mese| tiszue <0t
s | mcm;:mz—a.n“ (ERNIm=NLL =EY) Sl
o4 r 81_9% - . . . ..
i a 1 m""”"”‘" 2 certain fEnn 23 =50% S
, : (amERFI=— =, HE23—3) (—EoHBYE S s 7T {10-15/10PFz)
N S A SO ¥ i e et skttt S [
L e . ERTAD . AR B ) Ay
- il et G BMC i 3519 Coinger JM, et i, Cancer 1336
47 48
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High-grade sarcoma
Undifferentiated/unciassified pleomorphic sarcoma,
50y M, chest wall

#

BRI ATE

a9
BERERIERE OMAER2 L pitfall

A~ T Fo—F

SHRES L BT R

EBSRORET RE

o

sy
"
l.:‘
-t
r
)
\ 4

Histclogc type Chromoscome altesstion fusion genes
IO Ao LT 2an D BT Seed
g oo TSN AL
IR D e
WO e e AT MR L
VU D O
e rmPpEe ]
TP 2 Foect
il AUIRTe D S ATEY
BN DA O IS A
TN THE b
Coanopues Mne Durd ol Teer YLD ST
B el = SR 0L G
)
L ] STve AT
MmO W T s CohEh S AL TR
PRany mOmCON ey TIPS TP AL
LEREE S

SAEASHc RO 7 S a—F

CEMERANOARSTHRE SO CHE
* 250 A0 P A FE PO 2 ) R BE S

« B8 5 # % High grade DT R 2 B

BRBES - BETRE

REFEE
+ 5518-55X1/2/4 {synovial sarcoma)

REFHIR
= MDM2 (atypical lipomatous tumor}

RERER
= H3G34W/V/R {Giant cell tumorg

REF AR5 B M (Internal taridem duplication)
- BCOR {sarcoma with BCOR genetic alterations)

54
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Surrogate maker

Surrogate maker

BEFREZMBNVICRET S DFHRRY ﬁ%@ﬁﬁfﬂ%

Er ERARCSCCON . AHTH. X
mgwﬁﬁwfaomﬁz+$@g= e
Av—7 o7—F (LA =—

o

s
(surrogate : XA, X4TA)
CEffDD. LOET RIS kA
- MEDE T LRSI Y 2e

55

Surrogate marker-"H ERER PRS-

Inflammatory myofibroblastic tumor
(rarely metastasizing)

ol — e — P B ARAUSEE (MR, KB $E)
FUSEWSRLDOTS  DOM3 B, ELE. BB TR
o " = R o £ bR, FEGA
fowrtothelio WWTRL-CAMTAL CAMTAL g
POTIE e L ATERSNGAURET/HRETERAEEOE AR
PESHIEE S Ut Ascung i o 2 BRPCRALLPRE. BLIRTFY. HEELE
nflarematery mycfitvoblastic tumor TPME4-ALE ALK 3 ”P‘MP”" P 4o pattem, hyp mm
TFGLR051 ROS1 4 TFEECRETHEND
nfurnie fitvasarcoms ETVE-NTRG PanTRX s. BRBEdun
Syncrial sarcoma S51855K SMARCEL * QAR ALKROSL, PancTRE), SMA, desmin(-/+], cytoreratinf-/+)
(RoTERCENAERW SSTERA Ik e SR B Y
y T BN TFG/YWHAE-ROS1: 5-10%, ETVE-NTRK3:5-10%
Glar cat tumoe of bone HAIGIWNVR H33G4WNR
Urendotlestona K338 H3.3KEM
57 58

Inflammatory myofibroblastic tumor,

Inflammatory myofibroblastic tumor,
4y M, lung

NSERORRER | RATESSONSEE
HEBRDRE Uyt - ERER A

59 60

- 48 -



Inflammatory myofibroblastic tumor,
. TPM3::ALK(+)

‘;/V:, 7)3‘. ';l\“l '15 l |

o
= O i ’ (! ‘ *' iH " |
= e l‘“u'y}ﬂ"“ !

61

REEBORE~DOT 70—F

EH SRR IR

o EEENH) LR EDEERB THBEM
SBUOTRA» FELTHER

BOSINE RS 208
BEEE
sl

NTRK-rearranged spindle cell
neoplasm, NTRK1 zplit signal{+).
1y F, sbdominal wall

CIC-rearranged sarcoma,
CIC:DUX4(+), 19y F,

65

ALK-rearrangement

ans b
in w 5

S e IR e
ARCtomm— -
e IS ; v .
w ALK, stmtishistoceistry (4]
T Irfammatory o Barmee,
L 'r. ; .MMS.’

« AlKDexon 20508 (TKE A4 20 L) EMATS
cBE— bt R E XAV ERT B
CBATEZET. UHy FORAIEC & biEs
BBAKD - RA(LE 7L, BB ENS

BEBA 2 ITEANRETFREOFY. EXBAA2H 2000

Synovial sarcoma, monophasic fibrous,
61y F, lower leg

’

RUDKL TSR

EAAFM. B0 T izAL FE ey

64

RO RS D8

66
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REDW L BRETRE

B RNBEEES TRERMAETREN SV

AT TRERFERHICEAYORES

!

MEFRE‘ BB N> T30 »?

RLEHE (BHE) oEET
RlI—FASBEFEHT ZH

EWSRI ATFlICREB!
gi id fibrous histiocytoma
+ Clear cell sarcoma
* Clear cell zarcoma-like tumor of Gl tract
* Hyalinizing clear cell carcinoms of the zalivary gland
* Primary pulmonary myxoid sarcoma

Inmesmedate

Makinancy

ETV6::NTRK3

* Infantile fibrosarcoma

+ Congenital mesoblastic neph , cellular type
* Inflammatory myofibroblastic tumor
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@ Malignant tumor
ERrcoEmrEL |ﬂ1—8&? | [=ez=x]
E

» Benign tumor

Malignant tumor

L+ E 1l T Fl—Ri F LR

Benign tumor
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BB ICH T e 0EE Atypical lipomatous tumor, 80y F, thigh

SR TETWLWAAIBHIDOHIE

-REM (BHEE) OfFE

SEHEY B E R VEREE & DR

SHlZ LRI EFARGBALLY LW
REMERERO SEE Nete o N
EHTIREEN ETPto RN ELTER

Lipoma, 50y F, shoulder

FAFECANOE L AT S EHER R EEHE D> CERYDTLIEEER

75

Extraskeletal myxoid chondrosarcoma, Extraskeletal myxoid chondrosarcoma,
73y M, thigh 61y M, thigh
.. . r@:?-’ - -,} ‘ " . ‘.’ A ‘ :‘- - Y 8 - :
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Extraskeletal myxoid chondrosarcoma,
61y M, thigh

Extraskeletal myxoid chondrosarcoma,
61y M, thigh
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A7 T IR o 5 £ 05

79 80

Ewing sarcoma

< E RS SEHRA (30%420LTF)
- B (REER) - WE. I, T

- HESHEe:
1) Uniform small round cellz
Nucl fine chr in, Cytoplasm: scanty clear or eosinophilic
2) Sheet-like arrangement, rozette formation

cEWRE
CD99{+), NKX2.2(+)

- REFER:
EWSR1-ETS[FLI1(80%), ERG(15%), ETV1/4, FEV], =
FUS-ERG/FEV Sheet-like arrangement Rosette formation

38y F. lower leg 10y F, sacrum

81 82

ClC-rearranged sarcoma

-l EERA(F:25358) (MVREM, 25%LL F)
- SRS MR, GR-HERS, R
-\ R
1) RS- TSR (F. EHER. HNLIES)
) BRI D S a~F . BVES
3)— b, BHIESET - CEHE M
- REFES A
WT1(+), ETVA(+], NKX2 2{-)
- HFEPRLER
CIC-DUX4 (95%])>5>CIC-FOXO1/LEUTX/NUTM1/NUTM2

Ewing sarcoma
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ClC-rearranged sarcoma
11y, F, Rt. thigh

ClC-rearranged sarcoma
45yF, cheek

TR Y gt
, | \ffl'v.", <
i s e
-~

WD BHE | 3840 195%)
ETvam I K | 3640 (90%)
ETVWTIRT; & 4 3% © 34/40 (35%)

Hung Y9, ot al. Mod Pathel, 2016

OC bresk-apert FSHDO MM E & 14x
WIL ETaDR&S S ERICLY. B

.

,§¢ . - BHEHENETL
.vm'(ﬂ ; E:l'v-c + ; Yoshica A o al Histepathokegy. 2017
89

ClC-rearranged sarcoma
19y F, omentum

Sarcoma with BCOR genetic alterations

+ BOOR rearrangement¥
« 5§ D208 LIT (BCOR-CCNB3EE)

- 8l RoREEER (R, TE. HREEK)
+ BCOR interna! tandem duplication ([TDj##

- EiCIREE

- Bl R, SRR, FHE

- TR

1) B — SR & S I8

FoTFEME-oEV. RIKITEN. BERRISHE

) RECREROAK KANINR

JMBLMN > TY— k. REES, BELT BRENSESE
IR 1 5 3

BCOR(+). STAB2(+). TLEi(+). CCNB3{+)
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Sarcoma with BCOR genetic alterations

2 -
- BETHRE-oRLE
BCOR::CCNB3 (=) BCOR::CCNB3 (+)
Congenital F, peri Oy7m, F, cauda equina
91

Small round cell sarcoma (non-RMS)
WHO02020

= Ewing sarcoma
NKX2.2(+), CD99(+), CKi-/+)

« ClC-rearranged sarcoma
WT1(+), ETVA(+), NXX2.2(-)

= Sarcoma with BCOR genetic alterations
BCOR(+), STAB2(+), TLE1(+), cyclin D1{+)

= Desmoplastic small round cell tumor
CK([+), EMA[+), desmin(+, dot-like),
WT1{C-terminus +, N-terminus -)

= Round cell sarcoma with EWSR1-nonETS fusions

« Round cell sarcoma, undifferentiatad

93

Small round cell tumor

.‘ taawvzumu& | e

BELE2D Y - ENTEDE EhaLABCO LB RN

Sarcoma with BCOR genetic alterations,
_ Congenital M, Buttock, BCOR-ITD

Small round cell sarcomaDZATR

OC-rurrarged Ewmg samom: BCOR-related

3'5';'
1‘ a%‘ n‘

sASF GC)Evrmg»>mR |
BV - CIC-Ewing»>»BCOR |

£

Small round cell tumor

m:.u-_.lhl.n.u O rearranged sarcoma, 30y F, peivic coty
- SESs

!‘?‘98&%"5’& 2k

BEBLEZD T EATEDE
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BEREREE O & pitfall ‘BERESEE OMA2R2 & pitfall
Take-home messages TEELYNESZTEELE
CEPOHGRERE . SENCRITS N ot 18 5 D

. AW

4

RIETHAYEH, ETREWEERTS
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