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Long-term survival of two patients with esophageal neuroendocrine
carcinoma who underwent multidisciplinary therapy
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Esophageal neuroendocrine carcinoma (ECC) is rare and has a poor prognosis when presenting with vascular
invasion and distant metastasis from an early stage. Multidisciplinary therapy with surgery, chemotherapy, and
radiation therapy may prolong survival in patients with advanced ECC, but there is as yet no standard therapy for
advanced ECC. We treated two patients who have achieved long-term survival (>4 years) who underwent
multidisciplinary therapy, including chemotherapy, for ECC. Our experience with these two cases suggests that
multidisciplinary therapy, including chemotherapy, may be effective for treating ECC at an advanced stage.

F—— N AEMEEN S WESE: (esophageal neuroendocrine carcinoma), /NMllf#E (small cell carcinoma),
H220969%  (multidisciplinary therapy)
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AL H ES) 2L, PULICHEBAY AT L REN 4B
LA 2 B R 2 RO 72 (1 A).
AL I BISTR AL ¢ Uk & D 28~31em® g S
BEIZSWEZR S LS ) 2RO IRAL 2 il 7. Ak
DOFEFRIIZIEFHBICE DN, R TESIEEZ R LT
w7z (1B, C).

WM AT L © BB 2 CT CIIBEE il Al |2 i s 5
D HNERER 2D (M2 A), fluoro-D-glucose positron
emission tomography (FDG-PET) TIX[E#LIZ FDG @ %
WHRMEZ D2, HOR) VI EmE R m Eint 72
Ohhrorz (X2B).

BERREE  E RN MRS DI, B S A RS
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F#1 ABEREIMEAT R GEG 1)

Complete blood count AMY 81 1U/1
WBC 5180 /ul LDH 168 1U/1
RBC 494 x 10" /ul BUN 105 mg/dl
Hb 151 g/dl Cr 06 mg/dl
Ht 437 % Na 142 mEq/1
PLT 281 x10" /ul K 43 mEq/l

Cl 105 mEq/1

Biochemistry CRP 0.07 mg/dl
TP 72 g/dl
Alb 44 g/dl Tumor markers
T-Bil 058 mg/dl | CEA 22 ng/ml
AST 14 10/1 CA19-9 154 U/ml
ALT 11 10/1 SCC 21 ng/ml
ALP 194 1U/1 CYFRA 15 ng/ml
v-GTP 19 10/

12T Hematoxylin-Eosin (HE) 4efts Cl3BfilER RO 7 0
~F v EHEAEOY, LROMBE AT S, KNI
WZHEAMLS /N OB E AMEICHIE L TB Y, HEg
BT OE T T = AN T RN 4 W
T2N2MO pStage M & ZWrensz (M3). Mik2» HE L
1) Cisplatin (CDDP) 60mg,”nd (day 1), Irinotecan (CPT-
11) 60mg/ ni (dayl, 8, 15. 13— R 4AM) OPFH
(bEAFREEDY 4 O — ABEFT Sz, BWitk49» AREE L Tw»
5 MERSSEAR TH D,

E fl 2
B 52, Wi
FOAF AR 2o VERER.

WEAEME © FFRo gz L.
FMGIE - FFRLSH R L.

M2 EECTHE (A) & FDG-PET % (B)

A B EREE IS ERE RO D HERE RO L. B L WER
S AEIZ FDG OB 555 2 300 7278, W S 07 ) v /S Hiizds
R fEEsFS % FRD 7\,

M1 LEEE X (A) & REE BN (B, C)
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BURKE © 20044E11 A M40, Z68A % EFRICEE SRS, Mol
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YONEL, B EEO) VHIER 2 5RO 72 720853 H IS
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ABERe B - 5 5150.0cm, AFE49.7kg, IMAE142,62mmHg,
il - FE e L, A B o SEifiln, BEENE KT
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ABEREIRA T © AR LA AR AT 5 & ORARAS CULE R E T
R <, E¥~—%—d9 b carcinoembryonic antigen
(CEA), WM interleukin-2 receptor (IL-2R) X 1EH &G
BN Td - 727%, neuron-specific enolase (NSE) (& fET
Hotz (F2).

ERTEARAE XTI ¢ MR A IS R S emD B

#£2 ABErpgir i GES) 2)

Complete blood count AMY 91 IU/1
WBC 6,200 /ul LDH 187 10U/
RBC 416 x 10" /ul BUN 109 mg/dl
Hb 122 g/dl Cr 0.8 mg/dl
Ht 388 % Na 136 mEq/1
PLT 195x10* /ul K 47 mEq/l

Cl 103 mEq/1

Biochemistry CRP 06 mg/dll
TP 73 g/dl
Alb 43 g/dl Tumor markers
T-Bil 069 mg/dl | CEA 35 ng/ml
AST 16 10/1 NSE 36.7 ng/ml
ALT 13 10/1 ProGRP 1424 pg/ml
ALP 157 10/ CYFRA 09 ng/ml
y-GTP 15 1U/1 WA IL-2R 350 U/ml
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¢ ' chromogranin A 4t . /NEIOEEAINEAY chromogranin

Bailo, WiEOILH LAY IZAET, PO EER
MAsEEd Sz (K4 A).
IBIEALE BB A L ¢ U X D 26~30cm® g S
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b, WETEERORS AT RER LTV (¥
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WPRLRE AT R AL I BLEERRASC B 1T B At
& 0 HE Geta |2 TR/ (DL 7o/ N o/l A3 o
FAMEICHEGE L, SeyEdetnCIE CDS6A RIS C A HIRE
WarikdE Lz sz (6).
R AE AN IS T3NAMO cStage Va & 2l
L, CDDP 80mg/ni (day 1), Etoposide (VP16) 100mg, ot
(day1l, 2, 3. 1a—RA4AEM) OFHILEEE LK
BhaE (2|m,H, 45Gy, /30|, 3AM) %BIgh L 7.
2 3= AR THOER CT A TIZY /3 Hif Ofi/h %
BD727280, EHIZFELY A VIIT2a—ADHEEZ BN
L7z, 47 A0 FEECENHRSERAEIC CERETH S
BHEREIINRL, & CTHREICBWTH ) Vo ik
L L TWe, ZiE1200 HREE L TWw 52, MEFIsA
HTHTHAH.

z =

FEEMESG 0% C3RTFLEIETH D, MREN TR
(IR BAT, T OB FE R IE S 41K 00.05~7.6%
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tumor) & NEC (neuroendocrine carcinoma) (2K &
TWwh, EHIZNETIENETGL & NETG212 4738 & i,
NEC (F/NIAaSE & KM 2 S A AR S ©
&% NETGI - NETG2IZ I FH B CTh 228, &k
J¥ & %5 T & A NEC - MANEC (mixed adenoendocrine
carcinoma) I FHENETH 5.

TN S WA BONBENIFRIZ O W COREE % 314
ETBE, QIEFREICHEESNG, OFEOE LA
D HEE, OMMAELZRT S OPE W, UL ABEIE
WA, BBHANE SR 0 ONL v, IEFEMEASA
DIAATVLH Db H L, OLEAMEELZHET L b01ED
72\ MO AHFRTY O FEANRIE S B AT TIE L A %
YD DDBLVERELTWD., RREFD 261ICHBNTH
FROOER LG & R O PR ZE CREREER O 205 1L B 7 57
L EAY) %3R8, BB B T R CTh o 72,

FAE AR 53-8 o0 i B A B AT RV A SR & FRABL L
THEMEERLIRD 7 b~ F & HAL 72 % WIS/ AIME % & 3
v LEEOR, LEOMIE %A 5/ loMgss
DFEAMEIZH B VITFTEEEONBE AT LTI 5 2 &
HEFBICTH 512, /NN NRE 0 58 A T 38R PO B 14 C il
R IBEINER 2 A A 2 & B AhIE R FE R RE o1 SR
EEDLNTED, IO T TH/NMIEHE T 5 kRl
EMDOFREE OFEARIET A AT D 5. RIEBID 2
BHZBB TV EN G /MO AOMFEN AL Lz, F
72, Yun' 512K 5L, REREMRITIC X DN WIEE~
— 5 — OB EEILZ N ZF 1L chromogranin A 69.1% ,
synaptophysin 95.2%, CD56 76.2% T - 72. AJIEFID 2
B2 BT 1 Bl chromogranin ABTET, &9 161
CD56METH 0, RIEE DB W EGBIRE,»EHTH

BB IR O RIH AL B« (RIRHER, 124

-7z,

FOE RN I R X0 AT, ) v NETER,
HIBERE AR LY, 5HEEFEI%EOMRERT, AHEH
B Juii34.2~1857 H L oG H 07, WD TTHA
BRBEEBETHL., — i TEGAHD A iz, G
Bl LT SN2 DIEE 7275, X ) SRR
BHEPEREN T LO0BIRTH L. T TOHE
T, MR % R0 2 WAEB] T R ATt B & fbae:
DOPERADEMFHROUEDWIFTE B L OWmER®, bl
IR % 5200 2 iE B C LSRR IE DS ARG & Tl L C
FHROYUENPFTELLOWE b H Y, YKRTHETDH
TUZHVEHOEI RS — BRI CTH B A%, EATH L R % 3k
LRg Wi, fbEfE 2 0RH L 72 RS E I N5,
(b2 B L T hitiZVil B % 12 8 U 72 CDDP + CPT-11
(IP i), CDDP + VP-16 (EP##:), &iwF LR
|Z# U 72 CDDP + 5FU (FP##:) ICTHESNLTWL S
EMEN L L s S RN 2R S
CDDP + CPT-11 & CDDP + VP-16 ® . ¥ % 17 - 7=
JCOGY9511 T, CDDP + CPT-118:AS AR A &I I
FELTW/EOMEDNDH D00t LY, BN 5w
IZBWTIEL Y A v OZMHEZ MG L7213k <,
TS L72GREDS 2 OPBIRTH 5. HFE TR
R 5Nz 2 BICIEAVERIIBR & TP i, EP #REE & i
L& PR L 72 GRS BRI S LT 7z,

B RE L2 35\ T L9834E 0 5 20154E F TS [HIEN
Sy, TEEAMERRE] b L < TR bR
DTNz F—T— R LTHREEIT-o72L25, 487
AU LEOEMAEGH 2150 NW/EFIZ12BTH - 72 (R
3). 2D b 2ERE B TR & BEH L 72654003

3 OEBIEE A BT A EBENTWIE, 48y H U ERIAAEH

No. MEB) 4Ffs TNM 5%H  HF == 3R AR () HiEH iR
1 M 70 Vb SCT 48 Nagahama & 2001
2 M 61 il SRT 56 Takada & 2002
3 M 51 il SCT EP, IP 72 Hashimoto & 2007
4 M 70 Vb CRT 53 Yamano 5 2008
5 M 60 I S-CT 74 Aoyama 5 2009
6 M 53 II CRT EP, FP, IP 56 Nakajima 5 2009
7 M 84 I CRT FP, Docetaxel/FP 78 Tanizaki 5 2011
F 76 Vb CRT 72 . .

8 M 70 I CRT 54 Mizuuchi 5 2010
M 69 il CRT 76

9 Nakaji 5 2012
F 59 Vb CT IP, Docetaxel 58 akajma

10 M 70 I S-CT 62 Terashima ©» 2015

M male, F :female, S :surgery, CT :Chemotherapy, CRT : Chemo-radiation therapy
FP : 5FU + CDDP, IP:CPT-11 + CDDP, EP : VP-16 + CDDP



JEDFTONTB Y, HEFMIEFE63 7 H, ®ET76% A
Thotz. BEG 25 S EFAIREHIC & ) BRIEEH
LNTEBY, 51295 1ERIZ120% H %8B 2 % EIAL
PEONTVDEZ L b EERIEG & EZ N it
B LHBTORMAFICET 2METld, LEEMH
HHZTN (TNM 7338H) 0 TH5HZ L, FIREIGHRS
NCTWn5n L, [LFREPHITSN TV EATEREICE
MAEIESRTWY, $72, FWEDOEED 5T
ThHhoHZ L, TI1E/IET2 (TNM4AH) THhsHrZ &, &
TEPRF L TWD &, FEHRENPE STV &
PEMAFICEELZNTCTHLLOWELH LY. HkT
FEER L2 2B CIE VTS FIRES S5 emL FTH Y, b
SR B I EENER D AT S - 2 & TRIIAE DS
BN BEEARIE S 7z,
]

FEAREN R OBRIC BT, WEIDSHEST L2 E

BT H FFHEAD 5 em LT OFEFNZ BT b &0

ToEESFBRE TS 5 2 & CRIAEAICO %2055 TThREN:
BhHbLEERLNI.

=
=]

ARG LNEN B % H OFIZRAH UL 2\,
X [

1) Matsusaka T, Wayanabe H, Enjoji M : Anaplastic carcinoma of
the esophagus. Report of three cases and their histogenetic
consideration. Cancer (1976) 37, 1352-1358.

ey, AGIIET, ARSI, HDO P BOLSEN - AN
WHERERE D 1 BIBRBL. HiHAbaEE (2008) 41, 1898-1903.
Casas F, Ferrer F, Farrus B, Casals J, Biete A : Primary small

2)

3)
cell carcinoma of the esophagus : A Review of the literature with
emphasis on therapy and prognosis. Cancer (1997) 80, 1366-1372.

4) Brenner S, Heimlich H, Widman M : Carcinoid of esophagus. NY
State ] Med (1969) 69, 1337-1339.

5) Modlin JM, Shapiro MD, Kidd M : An analysis of rare carcinoid
tumors : clarifying these clinical conundrums. World ] Surg

(2005) 29, 92-101.

6) Ploeckinger U, Kloeppel G, Wiedenmann B, Lohmann R :
representative of 21 German NET Centers : The German NET
— registry : an audit on the diagnosis and therapy of
neuroendocrine tumors. Neuroendocrinology (2009) 90, 349-363.

7) Soga ] : Early-stage carcinoids of the gastrointestinal tract : an
analysis of 1014 reported cases. Cancer (2005) 103, 1587-1595.

8) Bosman FT, Camerio F, Hruban RH, Theise ND : WHO

212

9)

10)

11)

12

=

13)

14)

15)

16)

17)

18)

19)

20)

21)

22)

classification of tumors of the digestive system. 4th ed, IARC,
Lyon (2010) ppl3-14.
Beyer KL, Marshall JB, Diaz-Arias A, Loy TS : Promary small-
cell carcinoma of the esophagus. Report of 11 cases review of the
literature. J Clin Gastroenterol (1991) 13, 135-141.
Law SY, Fok M, Lam KY, Loke SL, Ma LT, Wong J : Small cell
carcinoma of the esophagus. Cancer (1994) 73, 2894-2899.
FENTRE, SHIEMHE, TR, OREEE, HM R, WOk
Z, SUFRFERL, HEREAT, 1AL, E E, Z#iEe, ®
BEHE, M R AL O e, E L (2005) 40, 320-336.
JVBRES, MARHIET, PERST, IS, SN, AT
BIf, RIREE, I —, [EHIEE © R A o L
AR - SRR L. B & (2005) 40, 288-300.
HAREE - RV LRI OIS « il OmE 420, BE
FEaEtt, Bt (1996) ppl54-184.
Yun JP, Zhang MF, Hou JH, Tian QH, Fu J, Liang XM, Wu QL,
Rong TH : Primary small cell carcinoma of the esophagus :
clinicopathological and immunohistochemical features of 21 cases.
BMC Cancer (2007) 38, 7.
PRI, ~PEPHERL, ELUGHIR, P W SRS, H LR
Z, FRKAE—AL, HHERE Bk SED 18— &
FRH B O AR EEHT A Ok, Gastroenterol Endosc (1999) 41,
2368-2373.
M —, ANELG, LI, BAREE, BASE, REHN
1=, deE B - AE/ANIIRE O 1 OIRE & SRS OMGET. H
Ahaxig (2004) 37, 123-129.
Pantvaidya GH, Pramesh CS, Deshpande MS, Jambhekar NA,
Sharma S, Deshpande RK :Small cell carcinoma of the
esophagus : the Tata Memorial Hospital experience. Ann Thorac
Surg (2002) 74, 1924-1927.
WA K, W B RKE A, SOREEA, ¥Frh AT MMHR
N, FRHEBLEE, EEEERE, THAR  EEOWNSWEREO 1.
Progress Digestive Endoscopy (2007) 71, 54-55.
KB, FARE, PAH—, AR, TOREE, I,
W) AL R EHZEY) L 7 Bl e & B e o E
BHEo 161 IIIES: (2014) 63, 61-67.
Noda K, Nishiwaki Y, Kawahara M, Shunichi N, Takahiko S, Akira
Y, Masahiro F, Kiyoshi M, Koshiro W, Tomohide T, Seiichiro Y,
Nagahiro S : Irinotecan plus cisplatin compared with etoposide
plus cisplatin for extensive small-cell lung cancer. N Engl ] Med
(2002) 346, 85-91.
Xie MR, Xu SB, Sun XH, Ke L, Mei XY, Liu CQ, Ma DC : Role of
surgery in the management and prognosis of limited-stage small
cell carcinoma of the esophagus. Dis Esophagus (2015) 28, 476~
482.
Zhu Y, Qiu B, Liu H, Li Q, Xiao W, Hu Y, Liu M : Primary small
cell carcinoma of the esophagus : review of 64 cases from a single
institution. Dis Esophagus (2014) 27, 152-158.



