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Adenomyoma

Mullerian adenosarcoma
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PEC (perivascular epithelioid cell) proliferation

PEComa: BB AR L, A

LAM (lymphangioleiomyomatosis): % Fly4, [ERE R B I #R



PEComa (perivascular epithelioid cell tumor)
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IR #k 18 5E Hikey finding
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(HMB45, Melan-A, MIiTFEE ) D HFKIH A2

- Benign, uncertain malignant potential, malignant& 73 (74
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PEComa (perivascular epithelioid cell tumor)
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PEComa (perivascular epithelioid cell tumor)
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PEComa (perlvascular eplthellmd ceII tumor)
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PEComa (perivascular epithelioid cell tumor)

=l

FEMHEORLE (GYNFHIZINZE by Schoolmaster et al.)

Benign/uncertain malignant LT D26 M4IE H K i
potential - =5cm

“High-grade atypia

- Mitoses > 1/50HPF

" Necrosis

" LVI

Malignant 4158 L E

L)

Bennetis (X 3I8 B |Zthreshold 2L %L LY &aggressive
behavior@PEComaZ g AL\ &LV Ofi iz ezt i L7-

CDFDLE (15220 1 BIFEE Devidence L E/ZEENE
SN=LD)ICTEZKDEDIFELL)



PEComa (perivascular epithelioid cell tumor)

* TFE3: 2~ 3| D EH TIHCIFE E/ESHAY, fusion BAKIEF
Folpe et al. AJSP, 2005

Schoolmaster et al. AJSP, 2014
Bennet et al. AJSP, 2018

*RAD51B fusion : #H R fusionEL TERE SN =D, JHE LT

Bennet et al. AJSP, 2018




LAM (Lymphangioleiomyomatosis)

FEDOLAMIZ—RAICERRBEETAHEL LS

Ay MR D AR—Z RS

HLAMEEZEOFE - (TESRICIETEHEEIZLAMBELN EH

n&RY

SNBELVSTHELDHY £ BIZILMNBPECHIEEFENBHE(Z

DA REEATERHSN TS

Hayashi et al. AJSP, 2011
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Uterine tumor resembling ovarian sex cord-stromal tumors (UTROSCT)

NEDEREEMRESHRDEEET S TFERES

rEDFEE “resemble” L TLV=I5UTROSCTE T 5 D HVEE Bk
T, ¥[Zendometrial stromal tumor with sex cord-like

elements (ESTSCLE) EDERIARBIREEL S EALIELIE

- IHC Tl Inhibin, calretinin, SF-1, FOXL2& LYo 7=sex cord
I—H—hLEFEBMN, FOXL2X0Dicer-1NDERIFA LY

= ARE RI[Z[Igranulosa cell tumorX>Sertoli cell tumor®F
=B/N\—23 TGN

Irving et al. Mod Pathol, 2006
de Leval et al. AJSP 2010
Chiang et al. AJSP, 2015

Croce et al. Int J Gyn Pathol, 2016
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Uterine tumor resembling ovarian sex cord-stromal tumors (UTROSCT)

- JAZF1Rb & 1B FXOESTSCLEIZ S S EE (2R H 5N B PHFI
MEECFIFEEINGL
=>UTROSCTIZlow-grade ESSE T BB EE FEH

Staats et al. AJSP, 2009
Chiang et al. AJSP. 2011

BRITIZIE>TCUTROSCTZ DT A B REGFEE L

TNCOA2/3RA BB FAMESNT=
(ESR1-NCOA3, ESR1-NCOA2, GREB1-NCOA2) | Dickson etal. AlsP 2019

BIDT )L—TMGREBI-CTNNBIRA S BIEFE#HT S

UTROSCTD 15| =¥ &

Croce et al. Genes Chromosomes and Cancer, 2019

UTROSCT LESTSCLE IZ A FE Y ZHIICX FIZH DDH B



















Infamatory myofibroblastic tumor (IMT)

- RIEHARRZHZF S5 MyxoidEBIERIEEZ R -5DDxIZ
ALKEBEDRRIZE > TEENEATZBENHS

(LLRETIZmyxoidZESTUMPAleiomyosarcoma& N TULV=FEFI D —ER A IMT Tdh BRI HETHE)

= ALK-positivityh 32 B B[ Zdiagnostic

Desmin, SMA, CD10, ER, PgRIEL VY Nt variably positive

—® X FENERBR EBESI-T
Rabban et al. AJSP 2005

Shintaku et al. Pathol Int, 2006
Parra-Herran et al. AJSP, 2015
Parra-Herran et al. AJSP, 2016
Deverearux et al. AJSP 2019
Mohammad et al. AJSP 2019




Infamatory myofibroblastic tumor (IMT)

FREZEORBICEVLWTHECENER

[ RIEZ{FOmyxoidZileio? JERBST=-LEFE









Infamatory myofibroblastic tumor (IMT)







BCOREEES

D ZC3H7B-BCORFRLE1BILF
-Spindle cel E{A D 1EE

*Myxoid stroma
- }ZE %! : mild to moderate

- Mitosis: AL TZ & Panagopoulos et al. Genes Chromosomes and
-CD10, Cyclin D1: + Cancer, 2013

-ER, PgR: variable Hoang et al. AJSP, 2017

- LG-ESSEY LT 12 A EL Lewis et al. Mod Pathol, 2018
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Hoang et al. AJSP, 2017




Hoang et al. AJSP, 2017



BCOR Z3CH78B

Hoang et al. AJSP, 2017



BCOREEES

D ZC3H7B-BCORFRLE1BILF
-Spindle cel E{A D 1EE

*Myxoid stroma
- #Z%E R mild to moderate

- Mitosis: AL TZ & Panagopoulos et al. Genes Chromosomes and
-CD10, Cyclin D1: + Cancer, 2013

-ER, PgR: variable Hoang et al. AJSP, 2017

- LG-ESSEY LT LA EN Lewis et al. Mod Pathol, 2018

(2)BCOR internal tandem duplication
- HEE D EHEE Tldhigh-grade ESSESHL TUL V= 15| &undifferentiated sarcoma&Ei
TUL =25l DS
B (F1Y245%)
- ¥)—7%ispindle cell4-epithelioid/round cell
- Mitosis: #2CTZ &
*CD10: negative or focal +
“Cyclin D1: +

WFALEELL T/XHigh-grade ESSY, ELVOEC A Cizamd Y

Marino-Enriquez et al. AJSP 2018
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JAZF1/SUZ12 YWHAE/NUTM2A
JAZF1/PHF1 YWHAE/NUTM2B

EPC1-PHF1 EPC1-SUZ12
EPC1-BCOR EPC2-PHF1
ALK ZC3H7B-BCOR
BRD8-PHF1 MEAF6-PHF1
TPM3-NTRK1 LMNA-NTRK1
TPR-NTRK1 RBPMS-NTRK3
GREB1-NCOA2 ESR1-NCOA2
ESR1-NCOA3 MBTD1-CXorf67
EWSR1-FLI1 EWSR1-WT1

ASPSCR1-TFE3 GREB1-CTNNB1
BCOR internal tandem duplication

RN RNEFESIL TS
NERSHENT TEDT A, R H|DIELHEZE



LM Sbiphasic lesion

Adenomyoma

Mullerian adenosarcoma

BEFIEF LD ?



HEZERIICIE

E R OEEIK, HOVNIR)—TROBERETRIC
ERMEICZ LOREMNRIEEIZH

IR E R DELVZE > Tendocervical type&endometrioid
typez XAl H52E0H D

*Polypoid/ SR K LAABARKE DB EITE T S&ET
[ER+5

- fh B Nendometrioid type adenomyoma®i5& “nodular
adenomyosis”ED ERMLIXLIEXEREIZLES
SIEDEBRLGOMNIEVLDIERIC
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RUVAAFTEIE R R

BERERAISNERLIVAATLSE,

BB O FANRISEITIBELT,
faENIRR R Z1ES




RUVAHTTEIIEIRET

BERERAISNERLIVAATLSE,

BB DI EHMNRIGTEITIEELT,
faENIRR R Z1ES

AdenomyomatanbEH 0D D —ER(Ladenomyosis B 2%t I DEEETIK D K I T=55
=r=L,,,



AdenomyomaDELFER (E

2115l adenomyomaZzt& &

*MED12ZF 2 (c. 131G>A, p.G44D) Z25l-t&

 Fumarate hydratase (FH) ZE2Zh\ & S 1=14l
SJEEEMHETIEERL
—>Herediary leiomyomatosis and renal cell cancre
(HLRCC) syndrome T@HH_EMNRIZINT-

Heikkinen et al. Human Reprod Open, 2018

DHEL—BEILEDIESE Tpd



“Adenomyomatous polyp”

* Polypoid%iadenomyomaZi M HY,adenomyoma & (L E 7
BHIRZE L L Tadenomyomatous polypZrEHET DD H\:
HLWVREDLDEI LT BB

























“Adenomyomatous polyp”

* Polypoid%iadenomyomaZi M HY,adenomyoma & (L E 7

2

2L

MY

"2 &£ L Tadenomyomatous polypZE&ET ADH:

RELLENDT HD

- B D “adenomyomatous polyp” 845 M & &t T, IZ

(X 2B A CD10F5TE, Desminf&14E T, MEDI2ZE R TR H

sy

Strickland et al. Human Pathol, 2019

“Adenomyomatous polyp” (X F;E 55 7 1E DEEZE 7K
endometrial polyp (FEAE/S £ 4% %) D a BEIE
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APAM®D EE D ATl Zendometrial carcinoma® 1451 %
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Atypical polypoid adenomyoma (APAM)

HIETEEELTELS (EITEEER)

LR DIBEERZESICAFAZRNIRREEDIBIEHZEH
b?f’L%)

»Squamous morule DA B ILD

A 1R R CRATIL, 1 B 1= EZ /R 9 endometrioid
carcinomaEDEFIMNHELIN_ DB S

- “APAM MV & L f=endometrioid carcinoma” &L\ #r &+ 4
BT Hb


















Atypical polypoid adenomyoma (APAM)
EFRBDISEEFEEHY

Nemejcava et al. AJSP, 2015

TABLE 2. Molecular Results in Cases of APA
Patient No. 7TP53 PTEN EGFR KRAS BRAF NRAS

I N del wi wit wi wi
2 N N wt wit wt wi
3 N del wi wt wt NA
4 N N wi wt wt wi

N N wt wt wt NA
5 N N wt mut 12asp wt wt

N N wt mut 12asp wt wt
6 N N NA NA wt wt

N N wt wt wit wit
7 N N NA wt wt wt
8 N N NA NA NA wt
9 N del wt wt wt wt

N del wt wt wt NA
10 N N wit mut [2asp wit wi
11 N N wt mut 12cys wit wit
12 N N wit wt wt wit
13 N N wt wt wt wt
14 N N wi wt wt wit
15 N N wit mut 12ala wt wt
16 N N wit wit NA wt
17 N N wi wi wit wl

1ok
N,

g >

| '%g”; -w‘.',;":f;’i"a'fr?"

PTEN
APAM 1% “localized form of hyperplasia” £L T
FEZ BDIHEND TIXZ D




Atypical polypoid adenomyoma (APAM)

7953 DTEUVEER T, low grade DR E R D
BEMEENEL, T BULAAKEEIEILI-RE?




(Low grade) Mullerian adenosarcoma

- FERBEICEETEIEASL

"BIERBRDTOMRERMNZLUNVEFITIE,EIRD
EEVCIEEREOMREEED LENZEDkeyE%4
5.0, COFOIEERENBATHITEREZL, £,

EIETIXEZMmARELZZELLIELIE.

“Sarcomatous overgrowth” : & &L TIXHF A T=HY,
k_h\b%')ﬂ-. SONAFRIEGEHY

- Sarcomatous overgrowth& NIhEEMEZRL, A
WEiRE T ER T 5, EIRfEIERE DMullerian
adenosarcomabLEAVERT HELHD
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(Low grade) Mullerian adenosarcoma

- 28%ZMDM2/CDK4 D IENE
*72%|ZPIK3CA/AKT/PTENAR IR D EF

p5328 F (L sarcomatous overgrowthyiE 51 D — B D &
ICRond

Howitt et al. J of Pathol, 2015

195l D#&RET T, DICERL, FGFR2, KMT2CZEE, NCOARH

BEGFZ2HT DRt =>ATOLESR
BELFEBIIHERBS DAIZHFE(IA7054

i al) iy

Published online 28 December 2015 in Wiley Online Library
(wileyonlinelibrary.com) DOI: 10.1002/path.4675

Uterine adenosarcomas are mesenchxmal neoplasms

Salvatore Piscuoglio,' Kathleen A Burke,' Charlotte KY Ng,' Anastasios D Papanastasiou,'? Felipe C Geyer,'-
Gabriel S Macedo,' Luciano G Martelotto,' Ino de Bruijn,' Maria R De Filippo,' Anne M Schultheis,
Rafael A loris,' Douglas A Levine,* Robert A Soslow,' Brian P Rubin,® Jorge S Reis-Filho' and Britta Weigelt'*

| Depa { Pathology, Mmmm 1l Sloan Kettering Cancer Center, New York, USA
¢ Departm f Pathology, Patras ral H pital, University of Patras, G/’eerP
3 Department of Pathc Hospital Israelita Albert Er stein, Instituto Israelita de Ensino e Pesquisa, Sdo Paulo, Brazil

' Gynaecology Sf‘/v/m. Department o § gery, /\/1 1l Sloan Kettering (]m:’e,' r; Nev Y k, USA
3 Department of Pathology, Cleveland C‘Iu(, L,(wsw]vm OH, U.)A
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Grade
Stromal overgrowth
Heterologous elements

(Low grade) M
A

AS4T
AS5T
ASET
ASTT
AS8ST

BASO03T
BAS04T
BASO06T
BASO7T
BAS09T
BAS10T

BAS12T

an adenosarcoma

BAS16T
BAS18T

i

BAS19T
BAS22T
BAS27T
BAS30T

DICER1
KMT2C
FGFR2

TP53
ATRX
MITF

PIK3CA

MED12

DIS3
AXIN1
PTCH1
SMARCB1
FLT4
PIK3CG
PAK1
NSD1
PIK3R1
PTEN
ABL1
AXIN2
NKX3-1
SPOP
KDM5C
BRCA2
BBC3
GRIN2A
GNAS
KEAP1

MDM2/HMGA2/CDK4
TERT]
BAP1

Bl FEEDEEHSIENTFOLEER LS

I Intermediate
High

Stromal overgrowth
.Absent

Present

Heterologous elements
Absent

B Present

Somatic mutations

[ Truncating SNV

[l Frame-shift indel

) vissense SNV
[\JLoss of Heterozygosity

opy number alterations
H Amplifications
Homozygous Deletions



adenosarcoma (tentative)” (FTHL =)

BEDYT IL—T hZHk%4biphasic tumor[ZEEL T
MEDI2ZEENDIKRZRZL TV -BEFET,IMED12ZE £

BHHEOIToNSREGERR 1T

L “Variant

adenosarcoma (MED12-mutated adenosarcoma-like

tumor’ &L THRE.

Yuan et al. Hitopathology, 2017

- 315 245l (L polypoid, 15l X FTE £ (ZEE R
-WINEFHEBRIBARN>THRRAIRE

- 185EL TULNARBIZE R B 5 (& “fibrous to somewhat myoid appearance”

-HERMEOER S & (~ZEE)
-IRE BB QMR E DM &
-EREE B

- 3L {%EIZadenomyosisd V)

-AdenomyosiszxD1=21=[LMNYD LR A SFEIBLH S

BEOENLIEDNEHY
-FHFIEL=mEEH Y
ARERESHY

— iR H97%dow grade Mullerian adenosarcoma &IEZE 7%




Yuan et al.
Hitopathology,
2017




High grade Mullerian adenosarcoma

High-grade Miillerian Adenosarcoma

Genomic and Clinicopathologic Characterization of a Distinct
Neoplasm With Prevalent TP53 Pathway Alterations
and Aggressive Behavior Hodgson et al. AJSP, 2017

"BERBO NS ER EARI adenosarcoma, 9z FE 4T

»Sarcomatous overgrowth(E 25 245

- 7151(78%) [ZTPS3E = AR HEINT=

Sarcomatous overgrowth VLV 27/=&L TE,high grade
sarcoma k7 DFEIFEZE T ZHIICRB-SEHNE?
=M Tp53 DIHCHVE FH TIF ?
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Adenosarcoma

FEAREGEREBICBWNTEES ﬁ(ﬁﬁx%ﬁﬁ?)?&spmdle
cellDIBIEMNEE, FAMBEARICECEILTLGRE




Biphasic lesionf&E

Adenomyoma — M IEEREE
Adenomyomatous polyp |JEfETE

APAM + RRIES
Adenosarcoma BIERIES
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