815 B -
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5% 3R B S i 3B 7 i R 0k Y B2 52 BE RS TR
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HE. ZRERE—MERNSEREZMEME, BEMPBEIER
DR, XEMEEMAMBERRIEMNZHITE, KR8
BliaoRE- SRR P IT 4, S5 (i) MNF116. EMA,

vimentin, S100. CgA. syn. desmin. myogenin
(MYF4) # p53 REBLAUFRENRAER; (i) KRAS.

BRAF. PIK3CA. NRAS. TP53 %l DICER1 BE=Lit
D, SHIMBRECHEERESSK. ARAER
MNF116 #1 EMA 7ZFR B R IR EE R 5719 R RIA, ERE
5 PRIBAMERIEE 3 87.5% F 50.0% . FrE HHIEIA
JER IR vimentin, B 2 fIMEARR S REHRER D
WATEY. FREESULATERL S desmin #1 MYF-4 358 1%,

BB ALY S100 P, B 1 HMR p53 MRRIXS, FRahd
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FETEEFREER 57 R EREME p53 Rk, 8FIFE3
{5 (37.5%)7F7 TP53 RE, Hip 2 ffl TP53 REE LR
MiEH A2 REEEE. B9, B1HBEREGHIINEN
DICER1 XL, WHRHIYKREI KRAS. NRAS. BRAF
fl PIK3CA BEEARE, RiTNWMARERERE THIPE-PREF
ENRAREEREKTE LB R, 1F 4 fliERER ST
B, B 3GIERMAEASPMRE T HEANEZHI. R
Bk, EREEZNARRIIFAIPE-IP REREETTRE
RILKTFHRAENE, UREHTXESEREMBNRERLT
FE.

Rig#iE: PRME-ERARE-BERRENM-RRA[LT
([JGP2020 Jul. ;39(1):305-312)

A PR (EEPErPIRZ /i B TR &9 e MMMT) 2
ULy o b R Pl 70 1) 52 A R 2 2 25 3 TR T A e
L2k
RAE I AT AN FOBEERRREY 200, (HIXSEMMRE 2
R, WUEARREMN, sk, 28 2/3 HUEBHL T, B
LLE G G ELSL,  IF R,

FEPRRTH A SUR B A RHE R B B R () FiRmE (
A ROTHITR & R ZBOR B A R B ER ST,
eH WHR RPN R . PRIL 2 5h, FEMNERER, &
PPV L RS T T R o (A S5 A 2R AT th by T X 4 ) 2]
A IIE R LA EE P i (BB, ek o it
bR Rt iy 2 fek 3 MR R SR, BRI RRE
P PR P I PR 22 R, E PR N, R AT
JTIZEUH,  PARAWREE b B TR E.

PAR Al T DU RITRAY  Coe e P IRE, 4 PR A Jo
AR, EFAERIAIERALARD |, el USRI (HHER
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HINEAL, Wk, HEmEsil) .

S PR (R912 19T 3 SR 3 L HE A GURIRIE A, M AR
WOl e UL 2 B R BIRRIZ B, RO, gt
g gt n] HF WA IR TERR 2 TELE (AR SO AT DALY
B desmin fl myogenin (MYF4) FHYE. #8 PRI 2 7]
PAFRIX S100] st (syn f1 CgA BHIE) o

T R 2027 b e AR 2R R M A A 2 DR S
ERHLVRF I DK — B 2RI 44, B #2217
fE=ARE: (1) “REAEREE”, RN 77 E R RTAS RIS
gk oy s (1) “LHEBRIE”, RV — N BhRi 40 Ay 9 25 AN TR 77
]S O RIS R SR BRI A 735 (101) “$E (L™, B
— i A 2 AR A A PSR ),

PR R IR AE T AT 3R GeAS ) S B 88 AT JRE,
HOB A PR i o A LR AR % A0, T SR R
R B pa A L P 6,100, AR I SSMRT e, e e AR A A AT REAR
RT—FhEEME, W ER-AmEEE (EMT) BERHAT LS
ARREDL SRR, RSk B DLECAE AR B P IR B 5 AT 22 D0
S, ARG HEAT LR R T M, S5 R BH B SCRA R
R BLTAA 5] o o SL98 PIRAR 2 I FFER Y (L2,

P YIRS MR A S 28 [ TP535E (A (22%-80%)
(3), PI3- i (PIK3CA) jlig kAR MBAIE T HREA
TR, (HER 2 TR IF 5% PR i fE 7 12,14,
PRtz sh, WEIESCEN SR A KRAS il CTNNBT 5378
(2,14 BRR R 2 {50 T 206 O T 4% 0 ol o 2 2 VA 08 PO TR R
A RES PR ESE, A5 —#RI2, Zhao FUATERENA
Rh RIS A MISAE R H2A fll H2B SR 6p Heta ik B
REY 1Y, Jones FUNLIIETE ARIDIA F1 ARID1B (:th
EWILR) DK MLL3 (4IEA R ILEE) 22,

U L8 PORT S — R AL PIAE S BB A S 51, e
NTE Y SR PETE B S WA ME. Y7 25 M= A A il
B HEEEM, AW ETES TN PRITEE Y.
AN 7 5 R R LRI PRI 7 R 7L 9 8 S o

M5 E
AL EE
Wt 2012-2017 4 H) AR F I 2 FLR Y BB w A 5
2R B2 T HRC 6 {3 IR LI PRIRE K 2 (516 IS A8 PRLRE I A
EH 4 O 5 8 PR JRE 5 DA 1 T B9 PRI FR) I S BEAH 8L, ol
DA, SWHkiES% 2014 R A AL AR Y

R bR 2 A ERWR B A S BT A R B FRACKS - AL
Gt U] AR SR e LSS SO AT SIS T, R
B, B AN R AT R AP Y SRR
7o FTARBISHEIERRARIKE R (FIGO) dRfiEf T,
[ st PRI SR FF PR B R s . S AR A7 DAMERIZ BIFE T Bl
Ja—RRE VAR AR 5

RBARANFRE

FEANRBIETIEER 5 A3 AR MR ) i L 41 LR
HEATHRIEH LU 5, ] Leica Bond System (BondlIIl;
Leica Microsystems, Milan, Italy) XE@E 5 s
g AR tn, HAZW/RDGME T R AEE, Y
JEEE D 4um, —HiBIh: MNF116 (Dako,Gloustrup,Den-
mark; 1:200) . LB (EMA) (Biocare,Pacheco,-
CA; 1:100) | vimentin (Cell Marque, Rocklin, CA; 1:200).
S100 (Leica; 1:1000) . CgA (Dako; 1:200) . syn (Dako;
1:800) . desmin (Dako; 1:50) . myogenin (MYF4,
Leica; prediluted) f1 p53 (Cell Marque; 1:50) . fEHifil
2 /1, BT T calretinin (Cell Marque; 1:100) 1 inhib-
in (DAKO; prediluted) %4,

FIRA L AR OG0 WU PGEITIT . Tl OYiT
tiA“0”; JRkERH S SSRHMEBGTA A“1+7; IRIB S FHTESGT
fli“2+7; FRiBImHMEBITEE A3+,

ERIIEIFIDNAIZEY

HEYI - BRI H AL AR 85 R h 2 il e e R
HFEFE . BARBNERE =X (1) Al S AR X
B (i) B2 S PR AR o B X3 (40) S PRk AL BT AR 0 X 3R
sSREAMEN T LR BRI ARFE R8N TR
WE (GAHEAZEDEE 85% MMM 44) , FHFEH
QIAamp DNA FFPE A4kl & (Qiagen, Milan, Italy)
$2H DNA,

TP53 #l DICER1 BERE SR

Jl Sanger il (Applied Biosystems 3130xlGenetic
Analyser; Life Technologies, Monza, Italy) 7#i TP53
FEHEE 5. 6. 7118 SHMNE T LA DICERT JE[A % 24 71 25
FHMEFRIRAEE G, T AR A S [P AT AR R
Pt
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KRAS . NRAS. BRAF #ll PIK3CA BEIARKEIR
TEES R

{58 FH s i L[R]3 B SF & Sequenom MassARRAY
System (Sequenom, San Diego, CA) il Myriapod Colon
Status iX#& (Diatech Pharmacogenetics, Jesi, Italy)
TERERI ALY 1 DNA AR B AL, BAATTESE R,
XN TEEA UFIAKRAS (RS 112, 13, 59, 61,
117f1146) . NRAS (##¥12, 13, 18, 59, 61, 117/
146) . BRAF (##1594, 600f1601) fil PIK3CA %A
(%5138, 81. 88, 93, 108, 118, 345, 420, 539,

542, 545, 546, 549, 1021, 1025) fHEHITER M,
2R
& PR ARERIFE

RLDGE T AR RN I R FRERE, &S
I R 4R R 63.5 %, HEIN 50-80 5, MR EII EH 12
14.5cm (GEREI5-23cm) o b B BRI MR 3 6
(37.5%). TETBRER: 2 6] (25%) R“IREHH 3
(37.5%). fE“REMEHR, A 2 6 LR EEHEND
wort. 1E 6/8 Bl &M (75%) Hha] WIEEME, DARK
SR 2 S A s Mo 1 SE7R T TS HRE AR P £ 42 R
fiEe 3011 (37.5%) , 5HIN IIH (62.5%) . &k
A fEI A 23 A (95%A] XA, 8~39)

RGARUFERBER

G R g PR S AR 2,

FFe 5 97 51 RO 1 AR 3 1 3RK b B2 bR, andiiif s B e
MNF116 #l EMA, Tfi vimentin AR, 8 {11 A58
Ao B9k 8RS vimentin, AR MNF116 fil EMA
SRIAE 7 B (87.5%) Fi1 4 Bl (50%) MIPAIRIR S H AL
HRIE,

eI 4 1, BRI PR S IBARICY) syn AT CgA 257
BRHMERIE; el 8 1, ERZARSY syn RIARIKERHTE,

it 6 R SO PR R 2 L IR PE AR 740 desmin I
myoglobin (MYF-4) HRHPERIK, Fif 8RE AR 3%
3% S100,

PR MR p53 KRB, B 1 HISh, FrfMysfEsRE
FIPIIR AR 5 F ) BRI p53 S R L, %M Gfil2) 1
REA G p53 YRR, MAERRASh p53 Rk

R1. FHAUNFHIBIGHRFREHENE (n=8)

FHCER) (F) 63.5(50-80)
BB A/ NGER) (cm) 14.5(5-23)
LR SARF IR N(%)]
RN 3(37.5)
FEREEE 2(25)
>1FhAE AR 3(37.5)
Bl S AR F 2R
FLRR 5 2(25)
%) 6(75)
B IAE 2
RBAE 1
>17h PSR 3
FIGOZ3#A[n(%)]
1158 3(37.5)
1$A 5(62.5)
BiEErERIE GER)(B) 23(0-66)

%o KT p53 MIH@BIK, FRmpIsoh, HAtmif ps3tyid R
K (BRLP-AiA s 4Rt AZ S SEamPH ), T wifsils S s ik (Fn
HUTE R4 AAZ) p S 3PHTE,

2 @R T 3 Bl PR ) e e Al G A E R s IR

BFRRER

8 Bilrh A 3 il (37.5%)HN TP53 IS SHME F RS8R,
TPS3Z AL HIEE B2 FiR. 2 5] TP53 S8R O
{5 3 FfI8) T 3 A b Bz /il 43 Hh 5 s A ) A A S8R,
s —B GBls) eI X R TP53 %728,

TEMIf) 2 19 25 SAME 2 DICERT miZ37F (M1808I),
BB FZMR AT S BRI S SRR S (E3), %
IR AR5 MNF116 il EMA RS amfadEsRik, A
A5 W 25 58 B 5K vimentin, calretinin JRkEFH T,
inhibin A,

Fia Ak % KRAS., NRAS. BRAF fil PIK3CA
BEHI52E,

15 )

AWrrEr, AT T 6 (G0 ELIEE AR 2 5] i U 5 0
PR, BRIEARIFIESE, RFE LA 0 Hs & iR Skbn
IR T M s s, AP EINEDS, R, TitiX
SRS IR TRV, T RICEME, ETEA R R T
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1. FREmARRRINAREIE, HHISH LRANS BTSSRI AL A NS ERRNERMSB); MRFBUERT
BRI LS (ONSFLARMS, HERSISERIED). SHMRSHSKE). EROUS, ETRMENSBERSF),
COAREIRMEF, 1RE). FRIARARHN L0MRI20E,
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WFRHERIG R AE Y22 AT 06, R, FRATIHE UM S5 Py R
IR PRI e — I TR

AN B I RAFAE 55 AT RO RF AR S5 A — 5
WRIE, R P AR 60 LA RATIRFFR AP ALE
i 63.5% GiilEl: 50-80%) o FARUIERMEIIA/INPHIEL

(14.5 cm) 5 HAMERIE IR EAHRRT, fEARFRH,
LSRR DN 23 M H, X5 2014 4 WHO (&4
SRS 5325 AR R UP B PR R S AR A L

AT e GU R 85 R S AR R S5 R — 5L
M MNF116 fil EMA f£FT AW 10 L5 s P 2
FHEZRE, 29T 761 (87.5%) 146 (50%) Fkflf ISR
RS HRIK, PG ATR A 5 5 P Ri% vimentin, AL,
an BRR, IX BRI bR AR RR S S b B RS A e 4
Fric Al EFHTEREAE, FrE MSILPAR DX ELIE AR S T,
Pt R PR X I3 234 S100, (A, 1E4N 2014 EWHO 43
KR IAREE, Sl 2N SRR ETERIA
8 PR S R A — Rl A AR TSR A 75 1%

AW p53 Gz HAUL AR ERIRHMER EHE 100%, 1X
SEIE A 9 IR FATI A R A U S0 Y R R B P iR S Y Costa
08l Liu%00) Kounelis %71k Ariyoshi 557K & OH
BB p53 WRHMER 51 72.7% (8/11) | 53.3% (
8/15) . 72.7% (8/11) F163.6% (14/22) . FKRMIKITIE
d, BR LBIAh, HEEE (87.5%) p53 FEREA AR AR 4
R EHIIBH MR 3%, X5 Costa %18, KounelisZ [

Ariyoshi FUH R IR —5H, 1EIX M5 HE P
B PR R A3 % A (1 53510 81.6%., 100% 1 92.9%, It
B, BATRTRFZE B IRAE I BLE PR OfI5) AP ae 3 ps3 A
HHMERFRIEBIR, IXFPRH WY p53 RIEBXRKRIA i 3%
MR A G, FEAS )RR R A A0 AR A e (2 200, (RS DN S )
AR, MR A GRS TP53 BRI T3 p53 &
HAZSE O DX 5 35 6 DR Y, FRANTE p53 Ak BH 1 993 151

5 (G245D) 122,

Han 5 DS MR8 7 U7 S48 R TP53 MK R
22%-80%, FRAIAY 8 YN PR A 36 (37.5%)
W) TP5357%, 5 CHREHEIA —5, BRI SR 1R
TR R 5> 7231 R BRI 9 TP53 2828, FRATAE 2 M fal

Ot 3 A5l 8)  Hh & B fir 88 [ 795 A Ak 23 2K 2B 1 A I+ 9
TP53537%, 1% 1 il Oiffils) (XA R4 T TP53 58
A, AEXAMEBCT, AR Z R ps3 RRIERIEE
JURHRTRERYMERE, —FIRIBEMEIE, PIRNAS A I R R o & A
TP53 R G X RN &4 T TP53 HA MR ESL, $REWM
DNA Hhage ] G R R AR Abosi ¢ DNA J5 5%, [Hif R e 48R
ik, B—MEREMIMEREE, TP53 237 R 1R R & g i fs ep
EH — F R Ao AR Y, R, IX AR TP53 5378 A2 i
BIRAEN RIS, A, p53 wEdlgib @G h
S FE R A A 7E —FP TP53 IB1HZS S, IXFh I8 2038 5
FETARFEMMRAL S, 1 PCR 2 FC A 2 X fh 28 25

R2. SHISREENERBAAUFRELER

MNF116 EMA Vimentin P53

& S C S & S S100 CgA Syn Desmin Myogenin(MYF-4) C S
w1 3+ 1+ 2+ 0 0 2+ 1+ 0 0 1+ 1+ 3+ 3+
&2 3+ 1+ 3+ 1+ 0 2+ 1+ 0 0 0 0 2+ 1+
&3 2+ 1+ 1+ 0 0 2+ 0 0 0 0 0 3+ 3+
w4 2+ 0 1+ 0 0 2+ 1+ 1+ 1+ 2+ 1+ 3+ 3+
&5 2+ 1+ 2+ 1+ 0 2+ 0 0 0 1+ 1+ 2+ 2+
e 2+ 1+ 2+ 1+ 0 2+ 1+ 0 0 1+ 0 3+ 3+
w7 3+ 2+ 3+ 2+ 0 3+ 0 0 0 0 0 3+ 3+
w18 3+ 1+ 3+ 0 0 2+ 0 0 1+ 1+ 1+ 3+ 3+

0: FAME, 1+: kEPEEKSSPETME, 2+: FRIZEEFEME, 3+: FREMEPEM. CRFREMMS; EMA: LR, MNFll6: ARAER

MNF116; SHRABR .
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MNF116  Vimentin Syn EMA Desmin MYF-4 p53 TP53

e e My T 11,4 - a0y
I | TTAGATAT BTaAcCaA

‘J-_g & " e 4 =
& j “¥s."  ex7c.G>A p.M237I
1%'] E "+, (foward sequence)
53 - WA Y
T A T “';"!!JH!.;;:!!L!!
— et o K A & ‘.3? 3 ) . =
" R - -
i N o SR ! ; ex7 c.G>A p.G245D
5 BN v % w P (foward sequence)
2 : ~ - : " ) ) ‘ =
S s e g [ /\”\f‘\f VWANY l\ :
| BREETETTR L
ﬁ - 4 T
151 ex8 ¢.C>T p.R273H
8

(reversi sequence)

' % DAANANNAAN

El2. 7P53 REW 3 flBARERARLFERELER. FIERMAILERS CKI9MAYE, RS vimentin P, EMATE 2 ffIRE
RHIR EEFMAER S PHEMRERE, 5 1FNELRZARPEMAERE, TP53 REFHIRRE 16 (AFI8) Syn EA,
i CgA #1 S100 7£FrE TP53 RERAFIFI /AN, &6 5 FHEHI 8 PIEM 5T desmin Fl MYF-4 PR, 2 5l p53 72/ AEM 53
Y SMMZFAMRIX, 1 HIZ2MIZMAN, FINRE—FIERT TPS3REMNFFLLEE., %EAKEEIIAMA 10 £ 20 1,
Cg: MEEREK; EMA: EEEBEHRE; ex: F2F; MNF116: AEAEEMNF116; MYF-4: myogeninMYF-4; Syn: Zfit&,

11 1
CCawWT G
05
L

— —

|
c

L2 O

ex25 p.M1808|
(reverse sequence)

E3.DICERTREFHIHNARIEER . (ADICERTRENFE, MERSERANKKIEEB)SHEERE S KRS KERIIA
BRI (C)REHM. (D)calretininErtFEtE. (E) XBRTEREMR DRI LR ZEMAFEME. (F)inhibinTEZEH IR 5335FR M.
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(Bl 5-8 S AN T 2 HMZRAE) o SRR 5> TP53 ik
HIA—BUR T HE 2 TR AR Z RS FE B i — /Nl 7 2
o PR S AT Y 110,

DICER1 j2—RMIIIH Mk NUIRZIREE, 25 LMV
JE4m S RNA k2, DICER1 IR R INfE e 25848 5 s
SREEATE (pleiotropic tumor susceptibility syndrome)
2%, DA Sertoli-Leydig . JLEENIETERESILAR. Haf
it R 2 R A A IR O AK R 24, DICERT {A4H S B AE N
FOTAE R AR A WS (AN RIAE TR
Merritt %R 111 iR 1 b B P90 5L B o, KM
DICER fRFRERAREFRAPRLIM A+ 1EF —BF 7,
AR T 2 (il b B2 MO S R E 77 (. DICERT A4S S,
fEEMRIE R LN % DICERT Mifie 5 L ht 1,
Heravi Moussavi %I} 266 f3i]_b Bz 9N S 15 PIRSOEIE
177, ACELR N ELRE AR 52| DICER AR
5375 (¢.5676G—A, 18130 A &AW H = (E1813G)),

—EF R DICERT 58728 A HE 5 204 FE & IR 4L
WILPASRIFR) AL 2 DIAH 6 27:28) 1 57— BE R SR WA Jix Be 5848 3
AR A HL 2 E IR FTIRA Y12, AWF5ih DICER1
AR PRI TC IR SUIL PRI 0k, B 5 B EE #
IR (L 9% AR C DICERT 5375,

PRtz Ah, AR HAR & BN B R P A (E KRAS |
NRAS. BRAF #ll PIK3CA J:RZZE, X5 DARTHITR
—3¥, Bl PIK3CA. KRASfll NRAS 5375 & B AR
A2 e EE 2557 d

AR BB TRA RN D, R, RMIZEER
2, AT UNEAEIVERR PR IR WA, |OTER
I MEIER Sz IF] — I RO Y, DARORRR JEE B ORS00
AR PR R A Mk, b, D ABRVERE, Hiix+a
FHEE R IR K 2 HOCHRAR 2 B0 B AR A o4, o T
R - BN BRI PRI 5 ARSI 7302 H ATAN A Bl 55 2 19,

FATHISE TR BA T 91 HLAE PRI Sy R B S R
7 FoH BoRAE 4 DB A 3 M E MR BRHE, &
Z, IXELGEUST RO A - DI BLIE AR R RERC I T R R RO 4 A

(RIHHRI 28D |, JFREB AR 4R 5 (BN 4
BEIL”) |, HGUAESM G R A SRR S TIX
— R M) B TE BT FECEAN R 2 18 K 7 4 U B0 RT3 51
P, DABE BRI Fs 2 22 M s A IR BT 7T

&£k
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