TEBIERE

HHEEE 2R, 67, 23-28 (2016)

JFFE B BRFR134E CIF L2 &2 L7
von Recklinghausen J% & + 455 GIST @ 1 11

B
£ % BAKEEY, A I

AW H OACE B
; oM OA B E

2R 2R | I (L S R

VOB ST R BE AR
R N R TRVA S NE ) R R A LT R

E 5 JEHIZ von Recklinghausen i D705, BT, 57mREIC55mm A O+ 38 B %S 0 55 Wi C EEH
TR YRR Z AT S, RIS A O 12T, gastrointestinal stromal tumor (GIST) & #%
Wr 7z, 20144F 4 H, EEBEZCT T, AFS 81226 X 24mm K OB IR, F A THEE & 1258
WEEERI AR & R, B TR O iR & FR o 72+ 38 GIST i #2134 H O = i 5E o
W CHES 8 S UIBE % AT L7z, JEHS1X30 X 25mm, $REG T, ckit (+), CD34 (+) THD,

GIST DT & i S 7.

Key words:  {H{LAS RIS (gastrointestinal stromal tumor (GIST)),

von Recklinghausen % (von Recklinghausen’s disease), NT#nf% (liver metastasis)

FL®IC

Gastrointestinal stromal tumor (LLF, GIST & B&EE) 1
IRt IR S <, UREktomEEE LT, i
BhrmdL <, WHEATEIZOTFRIEIANARTH D,
FRBICHEIE LMD RERIIL D 5%, MEIFHREH?
0FEDBICALCZEMIZENLTH S £ 72, von
Recklinghausen 7 (PLF, VRD & WSRD) (X4 R H Of
FERHMENE, café-au-lait spot 72 &% ek % 1 9 A m ik
PBCHALERA & L3Ik Rz MRS o & BB DS
W IhTwa?, 4hl, bivbhiiuIgmFim ) 5134
RECHF %% & 72 L7 VRD ICAPE L 72+ ZI8im R 5
GIST DIES] 2 FEBR L 72D TILHNE B E2 M2 MET 5.

fE Bl
B E 0%, TP
= F: kL.
KRIERE © St L.

BEAERE : 20fCIC VRD & B S kB BIS & 2> Tw
5. STREREIC T Z3RMEMES; (BEEF£E55 X 40mm) D KT
T, BFRICTHRET ZHRBURZ T Sz B0
PALRR A ORE RIS T, GISTE Bl s/ (K1,
2a, b, ¢).

BUREE : 20144F 4 7, EHIMA DR CT T, IE
B R

ABRRFREE : & &171em, fAE64kg, AR36. 8EE, il
J£106/78mmHg, A7 2bpm.

PURE N BLDBR & 52 7 KN By D& T 35 & OV R (0 5
Bt (café-au-lait-spot) % FB¥D7z.

ABEBHEERR R 0 - AR L7 s X O~ — 7 —
RO o 72

BESCTERR : TS 8 1226 X 24mm K OFi FImE, F I
AHTINEB & AR ISR SERN R & 720, R TR
POk DN 7 38072 (X 3a, b). WL Z R EE
DOHTRTH > 7.

IECHILBERNRRRERR - MRk Kzl £
DWFE T A L.

BA W, M SR 4 -57 (T7236-0024) BGERAZAZHIETREGER Y ¥ — #Hikdmt >y ¥ — b
(BRiZAF  20164F 2 71 9 H /SETEAIZAE  20164F 2 JI23H =B 201643 /1 2 H)

23



HOAR oE S (1)
Ty
&
PR e s

r Wik ke
Fa Sy
1 Macroscopic appearance of the resected pancreatic 2 Microscopic findings (H.E.x400): The tumor is
head tumor at the initial operation. Tumor size is 55X composed of spindle-shaped cells. Mitotic figures= 3 /50 (a).
40mm, and the cut surface is whitish with hemorrhagic Microscopic findings (c-kit stain X 400): c-kit is positive (b).
change. Microscopic findings (Ki67 stain X 400): Ki67 is positive.

MIB- 1 index=8.8 % (c).

3 Computed tomography (CT) findings : There is a mass of 26 X 24mm with a clear boundary in liver segment S 8 .

In the early phase, there are high-intensity areas inside and at the margins of the mass (a). In the late phase, it is seen as a

low-density area (b).
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4 Macroscopic appearance of the resected liver tumor at

the second operation. Tumor size is 30 X 25mm, and the cut
surface is dark red. The margin is clear of solid tumor.

5 Microscopic findings (H.E. x400): The tumor is
composed of spindle-shaped cells. Mitotic figures= 9 /50 (a).

Microscopic findings (c-kit stain X 400): c-kit is slightly

positive (b).
Microscopic findings (Ki67 stain X 400): Ki67 is positive.
MIB- 1 index=21% (c).

# 1  Cases of metastatic tumor of GIST more than 10 years after initial operation
No.  Author Year (}éegrz) Sex Primary (SCIIZ;) IZ:[I%IEI%;; Primary diagnosis r{ll;)?u?g %ﬁiﬁi;t?c Metastatic organ
iagnosis
1 Inage®™® 2002 70 M stomach 35 - leiomyosarcoma - 10 lung, brain
2 Yonezawa'® 2004 74 M stomach - - leiomyoma - 12 liver
3 Kikuchi’” 2006 58 M stomach 18 <1/50 leiomyosarcoma - 13 liver
4  Toyama'® 2007 43 M  small intestine 5 5/50 leiomyosarcoma + 10 peritoneum
5 Ogata'” 2008 77 F stomach - leiomyosarcoma - 10 peritoneum
6 Kondou® 2008 75 M small intestine 7.5 leiomyosarcoma - 13 peritoneum
7 Tsuge® 2008 56 F stomach 5.8 leiomyosarcoma - 15 liver
8 Furukawa® 2010 60 M stomach 5 leiomyosarcoma - 11 liver
9  Nakata® 2010 - F  small intestine - GIST - 13 lymph node
10 Morimoto?” 2011 52 M esophagus 10 7 /100 leiomyosarcoma - 11 iliopsoas muscle
11 Ide® 2011 - M  small intestine - leiomyosarcoma + 15 peritoneum
12 Honda® 2012 48 M duodenum 3 leiomyoma - 15 transverse mesocolon
13 Suito®™ 2015 60 M duodenum 10 solid pseudopapillary tumor - 11 liver
14 Presented case 2015 70 M duodenum 55 GIST - 13 liver

% Z LR, invitro CNF 1 #{n -8 % - 7o/, v
HYFICHTAKITL T — 0Dl Twb
WEDHD Y, NFIBETERICLoTHEESINS
neurofibromin DA+ T4 B R RE R OFE L LT X
O KIT L& 7% —2M56i% 5\F, GIST Di&ElEE;REH e
ENRTVLUEEDEZ SN, 72, VRDAPFGIST
EHAETEGIST & BRI A IIFEIC S £ S vt
HDHIENREESNTWS. VRDABEGISTIZ/NETD
FEMNITEALETRB%, KIZET%, KBi2% (EHE
Bl i) THY, FEIBLEBIT, KOS T
SEMBPIIE L, WEEE IRV EREIATVWS, T
72, Cajal M EMIREOBIZE 2 1E 9 L A% <, 90% 2L 1
A c-kit M5 T8 & O'PDGFRA i T A R & iz WEFE
Bl ENTWE Y 2070, BAEEGISTTHHE L &

NTW5DH AV IVEEA <~ F = 71X VRD & GIST Tlazh#
PR EHER STV B,

JEU5E GIST V233 2 G HE O —BIUIFAH TH 225, 1l
#%40~90% \ZFRRHE 2 0. YREZEOFEFITE
W R T O TR, WERE63% TRS ThH
D, HEBEFAOTFHRIIARTHSL. GISTHEOIZL
AR 2AEDINICHAET 2 NS nEEINTEY,
WA OFFED10ELEIE L BERMIZ TN TH B, %
FEUEHMRNGIST I, 10 SFLL B L CTH MR LGS
s RTwA Y,

GIST#i £ 104E LL - TOFEEFII>WT, [GIST] [T
)] #F—U—FLLT, EFHIRMEEICTINGE T H
M 52015410 FTHRELZEZA, BERZEDS &
UBIASHE SR TWe, 2B W THRE %2175 72

25



" A

(F£1)°9. PHERE2.0M, JLIL1l: 3T, KIS
ACHBE, Ba66l, NEas46, BEEFTH, =
BB 3B TH o 72, WE TR DI HZ W T,
GIST L ZWr &N TV B DIX14HIF 2 Bl ORTH 7. £
ORUTTHERHANRE & B SN TV B HDL 0o 72, iR
BTHELAIHBRAZED 6FITHD, HIEHILE
4B, iR 2 61T, EEMEIZOBITH 7.
Joensuu 738 (Modified Fletcher 53-3H) #% THR L&, 6
B 4 BliZH ) 27 UL EOIERITH > 72, Wi HEED
6 Bl CIIEBITREM»ITbITWwiz. /2, FHE
FFas% & ST 5705, itk 104E L ETomFHlIE,
1460 4 BISPERETRSE & IR0 % B o 72, BEREF5E 4 151
3 BNLEFEEAVIME T, 2 BNIEEAE R & R T e,
N GISTIRBZIICHZ TR SN, Z DR, &
W ICHEST L TV B IERIDS S v E D728, IEEHR %
o 2 e0% L, F72, WO ICHIRM R EEH AL 72
DT T b RGN SIEREPZ oA S b 0] ek
HHEEZOLNT.

AIEFITIE, FIBOY A7 5T, &Y A7 ITHH
SN=DT, MitRI0FEL IZHZD, 4F 1 Mo CTHikx
Mk L C7z7z®, MR ICHEZ TR TH -
72. National Comprehensive Cancer Network (NCCN) if
WA FTA XD L, HHEGISTISHT HiHHIEA T
VERA < F =T HGHBE—RINTH Y, T CHIEGIST
T 52 LEnwEENTWEY, LirL, 2T
A <7 =713 VRD & 0F GIST TIIR AR & HEW &
NTBY, T/, FIURED % GISTIFEERICH LT,
JFEIBRAT 2SR T do 5 W Retk 2R L7283 0, 4t
BHEEZ AT L7z, 72, FBEET, WEMPEDLIE
TTL o7z,

SO TIE, PIEFHREOIEE; DK E 235 cm L
FORBMRE RS DNVEL L, —T, HiRE»% <
AONDBIEBNIA o7z GISTOY A7 538 E LTX
< JHW 5% Fletcher 7%H2, Miettinen 7338%, Joensuu 75
FOIER R LR EERE 7 77— LTW5,
B EED L D DITERED R, JEE OB 233
ZOFIEDHINEL 0 Lk WS, BoREgEsd
2 CTHOMEEAEN S ecm DL L & IR E WIGE, FEN
BRI Z 5 T AT — AP AN THEND D 5.
VRD & 0F GIST 1, #o2E2 4 7% <, EBRE v e
SNTWBS, BN S5 em DL & IR R Wi A,
TRHEPMINE Z 2R 5 2 & 2 @FHICHE  BE
Wb 5.

& £
+ =615 GISTMi %134 TP %% & 72 L7 VRDIZ&

PR L7EB 2 REBR L 72, iR TRl %8 % & 7c

26

e

TZELHD, VRDABEGIST TIIMBI0ELL LICh 7z
HENMOBHREBSPLETHDLEERD.

X #

1) DeMatteo RP, Lewis JJ, Leung D, et al : Two hundred
gastrointestinal stromal tumors : recurrence patterns and
prognostic factors for survival. Ann Surg, 231: 51 — 58,
2000.

2) Riccardi VM : von Recklinghausen neurofibromatosis. N
Eng J Med, 305: 1617 — 1627, 1981.

3) Hirota S, Isozaki K, Moriyama Y, et al : Gain-offunction
mutations of c-kit in human gastrointestinal stromal
tumors. Science, 279: 577 — 580, 1998.

4 ) Miettinen M, Majidi M, Lasota J : Pathology and diagnostic
criteria of gastrointestinal stromal tumors (GISTs): a
review. Eur J Cancer, 38: S39 — S51, 2002.

5) RIFFATHE, ARG, B IEN, il von Recklinghausen
i &EVERA. SRR, 250119 - 122, 1983.

6) BRRBASH], MLFESC, HRHIEE, Al BE P HE von
Recklinghausen . B & W, 38:481 —485, 2003.

7) Zéller ME, Rembeck B, Odén A, et al: Malignant and
benign tumors in patients with neurofibromatosis type 1
in a defined Swedish population. Cancer, 79: 2125 —
2131, 1997.

8) Bajenaru ML, Donahoe J, Corral T, et al :
Neurofibromatosis 1 (NF 1) heterozygosity results in a
cell-autonomous growth advantage for astrocytes. Glia,
33: 314 —323, 2001.

9) AR St MEEETCT 2REZMICHEHTH -
7z von Recklinghausen % (2 & L 722 7M1+ 485 -
ZERs GIST @ 1 1. HiH&E, 106: 1351 — 1358, 2009.

10) Stewart DR, Corless CL, Rubin BP, et al : Mitotic
Recombination as evidence of alternative pathogenesis of
gastrointestinal stromal tumors in neurofibromatois
type 1. J Med Genet, 44: ¢61, 2007.

11) Kinoshita H, Hirota S, Isozaki K, et al: Absense of c-kit
gene mutations in gastrointestinal stromal tumors from
neurofibromatosis type 1 patients. J Pathol, 202: 80 —
85, 2004.

12) Roberts PJ, Eisenberg B: Clinical presentation of
gastrointestinal stromal tumors and treatment of operable
disease. Eur J Cancer, 38: S37 — S38, 2002.

13) Sturgeon C, Chejfec G, Espat NJ : Gastrointestinal stromal
tumors : a spectrum of disease. Surg Oncol, 12: 21 — 26,
2003.

14) Pidhorecky I, Cheney RT, Kraybill WG, et al:



15)

16)

17)

18)

19)

20)

21)

22)

23)

24)

4B GIST firfk 13 £ H-F5E D 1 Bl

Gastrointestinal stromal tumors : current diagnosis,

biologic behavior, and management. Ann Surg Oncol, 7 :
705 - 1712, 2000.

BTk, WERseC, IAGEAE, Al - ArfR104E H I
filifi A8 CF%E L 72 B 556 gastrointestinal stromal tumor
D 1 FAteBl. HaEksFE  55: 907 — 911, 2002.
kKELE BEH 7w ki — f:
gastrointestinalstromal tumor (GIST) Dflff£124E H 2
B ek L7210 & FWHIEXRE 4477 -
84, 2004.

ST A, IARESR, SPAREGE, W GISTH#{213
SEHICHBLL 2P o 1. HiEEE, 108: 1055 -
1060, 2006.

SRHlR—EF, FRE— —AFZ, b 2fLIEEE s
THENE L 104E £ I AR (2 CHE5E L 72/ s GIST

o161, HERSbEE, 68: 1165 - 1170, 2007.
M=, ElRE, A S, A R i 2

I HW SN BRI GISTHI D 1 6. #HEES
A%, 42:345- 350, 2007.

RS, hE O, TH R, b FBTR134EH
(PG BEEAE, REREIRAL T8 L72/MG GIST O 1 4.
H st 43k, 69: 572 —575, 2008.

ik, SRS B GISTAHT 2154 H 2Tz %
7= 1B AT, 62: 243 —247, 2008.

mIMEA, ST, A0 B, b H GISTH#l 11
FEHIZAONIIFERO 1 6. O SEE 71: 1764
- 1767, 2010.

RS, kg, SeARSCER, b ARERI3MEH IS
BEREIIRY > )i % X7 L7/ GIST O 1 41,
HAb gL, 71: 2373 —2378, 2010.

A, KPHE—, AN, b FREREUIBRE:

25)

26)

27)

28)

29)

30)

31)

32)

104E LA Bkl U TRl E s N 7158 2 8 O tﬁl_
gastrointestinal stromal tumor @ 1 . HiH#b4xiE, 4
519-525, 2011.

HigA, EIEE, B, il RIS H IS
JEIE PN LR 38 C 6 L 72 P36/l GIST @ 1 1.
LA, 38: 2208 — 2210, 2011.

A HE, e —, JINHSHE, A I55ERICHT
Kl BRI P L7+ 6 GISTO 1 6. HERSME
i&, 73:3150— 3155, 2012.

KR, EMTER], RBRIEE, Ml WR1IL4E T
PIEZ & 72 L7+ R GISTO 1 Bl HERSL &L,
76: 768 — 773, 2015.

Fletcher CD, Berman JJ, Corless C, et al: Diagnosis of
gastrointestinal stromal tumors. A consensus approach.
Hum Pathol, 33: 459 — 465, 2002.

Joensuu H : Risk stratification of patients diagnosed with
gastrointestinal stromal tumor. Hum Pathol, 39: 1411 —
1419, 2008.

Demitri GD, Benjamin R, Blanke CD, et al: NCCN task
force report : optimal management of patients with
gastrointestinal stromal tumor (GIST)-expansion and
update of NCCN clinical practice guide lines. J Natl
Compr Canc Netw, 2 (suppl 1):S1 — S26, 2004.
Mudan SS, Conlon KC, Woodruff JM, et al :

surgery for patients with recurrent gastrointestinal

Salvage

sarcoma: prognostic factors to guide patient selection.
Cancer, 88: 66 — 74, 2000.

Miettinen M, Lasota J: Gastrointestinal stromal tumors :
pathology and prognosis at different sites. Semin Diagn

Pathol, 23: 70 — 83, 2006.

27



28

" A i

Abstract

CASE OF RECURRENT DUODENAL GASTROINTESTINAL STROMAL TUMOR IN THE LIVER
13 YEARS AFTER SURGERY WITH VON RECKLINGHAUSEN'’S DISEASE
Hiroshi Mrvamoto, '’ Kunio KaMEDA, !’ Sho Sato,!’ Hiroaki SuGIURa,
Koutaro NAGAMINE, '’ Yoshinori TAKENAKA, ?’ Akira Kuso !’

Y Departments of Surgery and Pathology, *) Yokosuka City Hospital

The patient was a 70-year-old man with von Recklinghausen’s disease. He underwent pancreaticoduodenectomy
following a diagnosis of duodenal tumor measuring 55X 40 mm in size when he was 57 years old. An
immunohistochemical study yielded a diagnosis of duodenal GIST with few mitoses. In April 2014, abdominal CT
showed a heterogeneous mass of 26 X 24 mm inside liver segment S8, with a clear boundary that stained strongly
inside and at the edge in the early phase and appeared as a low-density area in the late phase.

With the diagnosis of liver metastasis following surgery 13 years earlier for duodenal GIST, liver resection of
segment S was performed. The tumor was 27 X 25 mm, and immunostaining was positive for CD34 and c-kit. The

tumor was diagnosed as liver metastasis of GIST.



