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A case report of giant ectopic pheochromocytoma conversion therapy with radioisotope
therapy and chemotherapy followed by curative resection
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Fumio Otsuka®, Takahito Yagi?®, Toshiyoshi Fujiwara?
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Okayama University Graduate School of Medicine, Dentistry and Pharmaceutical Sciences, Okayama 700-8558, Japan

A 46-year-old man was found to be positive for occult blood at a medical checkup and was revealed to have a
14-cm tumor on the right side of abdominal aorta by a subsequent abdominal CT scan. The endocrinology laboratory
data showed elevations in the levels of serum noradrenaline, and ectopic pheochromocytoma was suspected.

The tumor was compressing the inferior vena cava and portal vein, the superior mesenteric artery and the
pancreas. Since it would be difficult to cure by operation, neoadjuvant therapy was started using radioisotope therapy
by I-131 metaiodobenzylguanidine (131I-MIBG) and chemotherapy (CVD therapy ; cyclophosphamide, vincristine,
dacarbazine) . He was treated with three courses of radioisotope therapy and 16 courses of chemotherapy, which
significantly reduced the tumor size. This made radical resection possible ; we were able to avoid the merger excision

of great vessels and other organs.

On pathological and immunopathological findings, the tumor was diagnosed as ectopic pheochromocytoma.
Regarding the safety and curability of the treatment, neoadjuvant therapy may be useful in treating very large tumors

that show invasion of other organs.

F—7— 8 RS G

(ectopic pheochromocytoma), fb&#3: (chemo therapy), “'I-MIBG

#

B EMILIE LIRS 2 RIE R TH 5705, 9102612 EiT
HoZEES o, % AXEMREIREEIZZEET 5. &
FREREZ 23 7 VI A U3, SR BT B 03 B R O HL T 5 705,
10cmEL E O ERBI, R g0 RINE 1 IRE D 5D L B i\
pICix, Ml REOEIHREES 255050
MrafEIC & b 72 ) MEZE) 7 ERREEE ORI S b
°>C, YBRPHELLELH 5. SRbiIvbid, 14emk
DE R 7 BTt aMiaiE o5 L <, PT-MIBG R4
BB LMLz AT L, M/ VR 25 TR a2k LIS
721 Bl AEER L 72O THET OB E R 2 N2 Tt 3 5.

[

SER274E 7 H21 H 28

*T700-8558 i ILTHACIX FEFIT 2 -5~ 1
G 1 086-235-7257 FAX : 086-221-8775
E-mail . kazu57790852@gmail . com

213

fiE 1
i B 46, B
E W IR
BEAERE | mEE CRIGH), 22~ BAJF%RF vV 7, 30

e,  FFDRIR AR 455 Al

SR 7 L.

KRR - & HiE, &gt Y T AL

BUWIEE 0 20094F12 1, e CHERE MG TE % Fa 6l < LR R %
=iz L7z, FFEHESERA T T HE LS IR SR
BWTKGARY) — 7THEAET % O AR CHEBHERZ IZIRH T
%9, BEHECT 2jtifT L7z & 25, KERAENIZ14em KD
PRIENENE S & 5RO 72, BB H 191220104F 1 H 4 BE/R
ko7

B FE177cm, KE63kg. MMA166/96mmHg, JRIA68[H
/53 - EE IRIEREIEIC B 7 U, ARBRAGIEICHE 2 L. P
BE BB THEE 2 L. JEERRC R, ST L,



JE I % fi g

MLERRAE M A LT - HURIR PSRRI S0 A2 RO 7
o7z, i~ — 75 —1% CEA 4.6ng/ml, CA19-9 9.2U/ml,
AFP 7.8ng/ml, PIVKA-TI 31AU/ml& ¢4 IEH &P
THoiz.

PR A © i o 2 V7 KL+ 1312, 4ng/ml

(FLAEMEEEPH0.1~0.5ng/ml) & BEH L, F—s33 VED
24 .Ong/ml (GEHEMESFEFHO.03LAT) & EfECH - 72, 1l
DF FLFY HIZ0.04ng/ml & IEH TH o7z (F1).
JEERER CT | AMERAE T 2 & 4B TR I A1 Tl ss
T 22 14X 12X 7T emDERAEAE L, SR L i<
TG SIS E 2 2 LT, FORERIR 2 A )
VHEHEL, RS 2 BN ERE L Tz, PIIRIEARAME L T
B HEIMATEE2SSE LTz (1),

EFEHALE MBS | BESTER A LRO R b 72,
BI-MIBG ¥ v F 757 4 — . CT Clgi S /- fJfm 1o —
B CHEREDTUE L T\, IR & SR ) A 4
TR SN ho 7.

Pl b & BT S I E & 20 L 7. BIETRICOw
THEES L7278, B+ 480, WEESE S F 5 e sh R ) R
SOICIEHEBRE: EOGIIRE BT 2 EEEYNH 5 2
& ARG AT BE & HIlE L7z, R AT R R &
5EM R MITOZEE) 2 &3 FHl S WWUREHE DN EETH 5
LMWL 72, RIS D Thd o 72 0B OM/NM X
LIREDBROTRM 2 MG L, PI-MIBG PRS2 % il
Mir% CRF 3 MIfGEAT L7z,

CT g TIXBER/ I RIIE sz oo, Mmh /)L

F1 Ik
WBC 4.26  %10°/ /L | CEA 4.87 ng/ml
RBC 4.89  %10% 4L | CA19-9 9.2 U/ml
Hgb 4.2 g/dl AFP 7.8 ng/ml
Het 43.7 % PIVKA- I 31 AU/ml
Plt 258  %10%/ 4L | NSE 12.57 ng/ml

SLX 26.4 U/ml

TP 7.5 g/dl
Alb 5.0 g/dl NG
T.Bil 0.54 mg/dl 7 KLy~ 0.12 ng/ml
AST 31 U/L M/ V7 FL+v > 15.82  ng/ml
ALT 36 U/L M F—s83 > 41.88 ng/ml
ALP 240 U/L
LDH 174 U/L JRAGAE
BUN 15.7  mg/dl #H (=)
Cre 0.88 mg/dl i (=)
Na 141 mmol/L | i (1+)
K 4.4  mmol/L
Cl 103 mmol/L
CRP 0.01 mg/dl
AMY 92 U/L
I 118 mg/dl
HgbAlc 6.0 %

214

7 RLF) MED LRMERTH 5722 & b NIRGHERE &
T L, Yk baEER: (CVD ¥ | cyclophosphamide
750mg/ 1, vincristine 1.4mg/nd, dacarbazine 600mg/mi Day
1, dacarbazine 600mg/ni Day 2, 3~ 4 8%) #BiMGL 7.
6 I — AT RO IREEANT38. 6% D/ NI R A S
o2 e oAbERL kT 5 8L L7z, F 72 O
INMZRERG, IR T a—v T X AES FEHICEA L2 (K
2).89145 B2 720 563 — R % jitidT L Ai/INRD R A S
Nz (X3). BWZHEISOMEHEIZOVWTIE, F¥
Y v 4 mgD¥E ARG L 72 REBIC BT, IGHER T
13110~130mmHg TH#E# L TH Y, HHH S FRIEEOFE X
ANETH o7z, BEEHIRR LI HEBIRE P~ O EHERT H A
YEHEL T3 2 &R, R4 IALAREAND FUS TSR T L,
NS DG INNRDEEN R o TE2T L, BIEY
PR HAIZ20144FE 2 H Tl 2 fidT L7z, &b, W ofEz
Bz Cal SBERMAERTHL XV Y %, HE
FIGEEE2 D 1 HEdmg TEA SN TWKS=2WiE L,
FATI0HHT2 S 1% 3 HEIZ 1 mgDE 24T W KR 12 10mg
kL7
FMAT L AFIESR IR CRIIE L 7z BRI =46
M 380 TATIH &2 T HE L CFfA e L Q. BRI
L EEICEE L TB) I e R L7:. Bk &0

2009.12

1 &R CT
ARERRE N 20 A TSR RIS N ERESFEL, L
BRI PH b FEPE S W AR Td o 72,



(ng/ml) K—st3s
50
45
40
35
30

25

2009/12/29 2010/12/29 2011/12/29 2012/12/29

JIWVTRLFY

‘ Chemotherapy

A A A

[ Radioisotope ’
therapy

3 JEEER

CT
WHRSS 3 1] - ALopfeidil6 0 — AR 1% Mg IHEN L, Bl
BEBIR O FEHEAT IZH K L7z,

YIBIIAT O SRS THETH - 72, T REIR & iSO
— AR EE 2 A ), T OREIREE &2 — A PRI L
THEBZfMB L7 (M4 a, 5). AP OREAEEIZB LT
(&, BESA R L2 DO U 2350mmHg & T L 72720 /)L
7 LI oG e B L7z PAMNIK & sk R
L7z,

W PLRLREIT L ¢ B 210X 9em T < DR HVEMEIESE L

215

FURSIT e iR o> 1 UIBRG] - ZHAIE, 64

2013/12/29

|

2 EFETOmMTYTFa—v7 I AEOHER
RO R =3 2 g s VT FL Y v

T (K4 b). R b4 Cld synaptophysin 7%
O F AMEIZHRIG % 7R L, chromograninn A 72 & OSIZ—F
S-10025kF 1 TH Y, EPriEeOMialE L Bl L 2. BE
PEDHIMHIHNEETH - 72, Ki-67TERFIIHN 5% TH - 72

(X6 ).

MrEsFamIE BT, MR23H HIBEE & 2o 72, 210
# A EBIEHIEE DS, BIEREEL T, 2 %<
MEFEFHFACHERE L CBY, miEFo/ v7 KLY
EDIEEMICSEE L, EiR RS CREE LTV 5.

Z

B E RIS kO 73— VT I VA ES
TH Y, TPH2MEEOEENEFTEIC L L EARFRTOHEE
BEHUIHZ,500 A & HEEEORWERETH DY, H4
10%95 & M- Z AL AN - Tl - 2P - BEOMESB
BLRI0%TH 5. HEMREROEMEE D S 84
LSO b, BIEIMIFEAE L 72D D% paraganglioma
b L AR IR & R, BT E A E o %
AR E LT, KENRE DS TR 5% (5o,
MV e e - E RN e ER B REETIHR TR E S FE
EAICHET Y, MFh 73— V7 3 B EFER
B U CHERETE, FEREEME E I N TV BY, BEREEOIE
WELCEEETHY, EIMELE, ¥, T, BiFErE
M Y, BEEROBE IOV TR, B S AR
paraganglioma 10661 % &) L, $REEMEAH259%, FEARBETEAS
5% & s L T\w5BY,

EETITEROFESEH N E SN, S0 o TIHER
B EAED ) HR AR R R TH o 72 L S L
TWaY, FRHRIZOWTIE, BIFHRE KL TFRAR
THhbHETHHED—TTTY, FRIZENALN Do

as



/

tumor {}\ f )

F

B0, R

M4 fiihEE (a) SHHERTR (b)

a | BT ZHEE R AEER (RE) RiRFITRETH - .
TREIR (RHD, b @ RARRELOcm D% S E FLE i B 72 5 M5 Fivz—~

T, Z IR L Tz, D I TR TATI, CA EEEBIIR, SMA @ b RHIBEBIIR.

Loy Xl LATHR O b
a U Y {‘.“ 0
{i\'@.. ; f\.e @R‘Sﬁ) ‘f;

> ‘ R"
ek,

a : MIETRAARFE O % £ > 72 J RO IESHINL 2 5250 5. KR OESHIE TEEA R 517z H.E. (20065), b S-1004
PEOHFMIE & — 272 72, S-1004¢6 (2006%).

216



ETAHELDH Y, —ELRBIESN TR,

e LTl 7 a—v7 3 2 oflER R HEY
DWMEPAEMTH )Y, Btk aMEEciz /vy FL
FVCET LI VICEETAREEYRIBL TS
B, MH V7 RLF) U HPEEEZRTBIRS e ST
WA E SO JRTE R E R O NP T-MIBG ¥ v F
774 =AML SR, CT X0 L E0RIESHRE S
%L’Cb\é“'m.

HIREAL DS O N WIS, RISV UIBR S EAR T
B 5. BT HROWES N2 RS AT b RIS O i
BThiuE, EREER S0 TEBEETOURLITbR
TWw2Y, Lo L FTREIRSCKEIRZ: & & o friE 1R R I8
BRI X o QMG COMET RANKREETH Y, FETF
Mz BIRT RETH 5.

HEREITIX, Wk TRERE KBIROBIZAES 2 E
KEEETH Y, FEHESIIREME CRBEOTREME D
7ol b, MEEROAIIIEEITo /2L LTH AR
IRTTRE &R L 72, A2 R BRI X 2 EZ B O fE
Btk e R E B OB 2 5 b TR EE & H L,
BII-MIBG PRS2 & DN b & IR L 7.

HEREUIAT NGRS & > TR O/ R EZ S D 2 &8
TXE, WEUBRATRRE o ENLIEREE 2 5N5.
[MEEihE ], b5k 2ex X —7— FICESEpg
MEREIZ TR LAR72BR Y, Al bR i, M
EEREDTON O BE 1 BIOADHRETH Y (&
FrbR <), BT ILBEHERE AR AE 1 L C Ui iR
DiFEAE 2 T2 CVD ik %26 2 — A fififT S 1,
DHITREY B SNTWAHY,

F 7220004E LU 12 BT, 10em% 88 2 5 BB e
HMBIE D FAT Bl DOV T, MR LR Y) HEGIED15

FURSIT e iR o> 1 UIBRG] - ZHAIE, 64

Blcho7z (F2)., MHAATIA—NVT I VPEEOEE
R, PEREPEOMEIE TIE, T REIRO LI BRTTE B LA
BRSO GO Z 2 2 560% . 9 b 1 B3
27 BT E &2 LTB YW, FEFES OB 6
7 & NG R O S CTHTETIE E T R&ETH L. T
BIZOWTIRBIEHBICELH 2 b0, 1% kS [T
5B L OEBEEFRIERD Lo 7.

e BMHNCBEEZENT LI LIIRETH L L b
THEY, YIREROWFEMSSZMNI BT hiEEZ
WD TlE 7w, 20054E 0 WHO BB E T, [T
H5HLODRHEEMEEMBIEE KO, FEMAGRCKmE
VRS ASIE LT CEBBERIIC 7 B W REMED S - T 3 T
EXERw] EERSNTVSY,

BEMEAS AR L o6 3 B AR BV T, CVD
IO 7 1R B & B 72 LT B, Averbuch 5 I3ERD57%
2BV TH0% DL E o fEIEHE NI R AR S, FEFIDTI% I
BWTE0% U LD H 73— VT I VI RIESE S
72 HE L TWwWAY, F7- Huang 51358 ERIN11%, #h05
Z)449% THEEN P RMEA3 . JIETH o - L s L Tw
W FEHRIOWTIL, EHH IR E, TS
WA R [l B 720 AL 2 BT B — R 2 BIVER ASZELT 5
NDDEER D DT D WY, HERE]ClE i A (2 E 5
IR Z AT AGR, B PER  Ar LGRS 2 2 &8
WHETH o 72, Ml DAL ED B RIES BT OFl D%
EVEOILR, %6 IR IR O FICH 53 5 1] ek
Wb B0, WMEBPL e L SHROMEDPLETH L.

—77, PI-MIBG WG L MR Al i 12k L,
MEEsAE/NEI R B L O HRAEROEM % HIZHAT S Tw
b, VXTI TT7 4 —TCHENOREELRERERTEHAEIC
IS & 7% 5, Shapiro 513, #3096\ fEE; OfE/INH % 32

2 20004EPAREIC BT B, EINAM0cm Ik L oD B RS A1 e (2 el i =4 451

WmirE  BEE kM5 Fi Mmbs 753 M8 HREE  BESY A X (em) FEGiRYNS T
Melegh 2002 55 Y ImEEIR, CT 4RHE Aok L FoikZe L 20 ik FoikZe L
Rafique 2003 46 B NE R ALk L - 18x15 A 304 A4
Pk 2004 51 & GBS i + 13X7.2X5 % 5 A4S
Nakayama 2005 13 % JE#RHER, KEE ROk L - 14%10.7x4.9 Rz L 247 AR
Matsui 2007 23 B MWESL v NV EE - - 12.5X11x6.8 R 156 % HEAF
AEAR 2009 45 B SHR i + 15X7 TRENRY) & i RLde L
1L 2009 61 B AMEGRAEEN H FbtifT - 2718 +ARIEE - TR 247 AT
s FH 2009 66 W {5 KHtT Aok L 21x16X11 L 197 HHEAE
Kunitz 2010 50 B N ER AT ALk L Rl 24x22x12 Fo#k e L 6 # A4
JEW 2010 43 B & - - 15%X9.8%9 TR - FERIE - W 107 HAAE
e 2010 67 & e B RS 1 + 14 T IR EE - T OKHERIREE Aol L
FRE 2012 48 & REERIE - — 15%8 L AUz L
T . B, AL . R E
o 2013 74 5 TR 1 — 17x15% 12 m%%lﬁﬁﬁggﬁﬁégﬁ 6 » A JEUIE
i 2013 51 & I - - 15X 14X 24 L 125 A HEAF
ELE 2015 46 B #EtR, CT af i - 14Xx12X7 TRHIREE 107 HAELF

217



b, FA0%IZH T AT IV ORPRIRBH o7 ERE LT
WBY, FHERRLLC, BHEH, IPEEEE, R
BRI TE 2 &I o N AY, L LA TIEERTE
DR BER & RSN Tw b HRe, HEHOPYI-MIBG
EEANEADOETHEH L 21T EL7% 62wk &5 —H
7268 s L CIEGEEDR S W E 2 5N 5. ATRiHBhRE
EVI)BUTICBVWTWINZEIRT 20200 TIE, v~
F7 T 7 4 — COEBOA R PATHEL 2 L1200 U CHIE
TRETH B0, FFICHRBYEEZ B L Lz TOEER
REOEVIZOWTIE, EFROEEINETH L.

ey fes M LR 0> 9 BEAL R 7 1 BT L2 SR O 56 - i8R0
ERPEIZOVWT S F SFE LMD % SNTWED, 9%k
MRIEES TR WD, GIRFA R B L 72w
7 <, TRBAHARRT R C O RN IR R S bR D AT A
Mo7ZlZb b b, 9FERICEEBRBEE 72 L2E
BlbmEsNTB Y, RIMICOZ 58815755 ICH
BEERERORNPERELEZ LN,

5]

K TG o AR |56 L C TP B & OV Lo
EERAT, EHOE IR B TR LB
1B ARBR L 72O CHET O LI E R A2 THes L7z,

i

=
=]

&

MEERDIZH20, WIREHGHRIZE L ZRDTHN 2, SRRE
EF AR e Ik HoEERL 7.

4

1) WNEBUZ @ RIE RV E EARE EAEGEE [RIE AL E VB
A FCEZBA S 2 AT SR EE ] OWFZEET S — T gE & G
12— RHTES: (2012) 67, 1981-1988.

2) SURHESS R (RN IAE S | R 3 A G IR ERA ] R
1L (2009) 36, 1623-1626.

3) Whalen RK, Althausen AF, Daniels GH : Extra-adrenal
pheochromocytoma. J Urol (1992) 147, 1-10.

4) EWRAN, BT, GEEsE, ANE B K8, e

B, WO, B O, R BREEICEAELZER

Paraganglioma @ 1 6. WIRZEHCE (2010) 56, 377-380.

PrIEsAy, RS EMIeE. A IR SR (2014)

31, 175-179.

I sE, KRB #, PBE, BBER, W HZ, SHE

x, EGEET WP EIEE &7 LRER AT 7)) -~

@ 141, HEEYIEE (2004) 65, 1695-1700.

Adjalle R, Plouin PF, Pacak K, Lehnert H : Treatment of

malignant pheochromocytoma. Horm Metab Res (2009) 41,

687-696.

8) Goldstein RE, O'Neill JA Jr, Holcomb GW 3rd, Morgan WM

ik

i

5)

6)

7)

218

3rd, Neblett WW 3rd, Oates JA, Brown N, Nadeau J, Smith
B, Page DL, Abumrad NN, Scott HW Jr : Clinical experience
over 48 years with pheochromocytoma. Ann Surg (1999) 229,
755-756.

PCEEIRZE, KA W, &% G, HHWAYS, WHEHE, siH o B
von Recklinghausen %% (2 & 0f L 72 2pr 4t @ fifighEo 1 6. B i
Ab4xiE (2003) 64, 3163-3166.

TARSEREE, JIEAI, 4B - SRR aAliuiEo 160, W
JR#FEF (1986) 40, 751-753.

Sisson JC, Frager MS, Valk TW, Gross MD, Swanson DP,
Wieland DM, Tobes MC, Beierwaltes WH, Thompson NW :
Scintigraphic localization of pheochromocytoma. N Engl ] Med
(1981) 305, 12-17.

Shapiro B, Copp JE, Sisson JC, Eyre PL, Wallis J, Beierwaltes
WH ' Todine-131 metaiodobenzylguanidine for the locating of

9)

10)

11)

12)

suspected pheochromocytoma : experience in 400 cases. J Nucl
Med (1985) 26, 576-585.

FREREER, AANLE, ANLEEE, RRold, WIEe, SR
W, i sk, WA, BREEES C RTSHI G L (CVD
W) BEH TS o 72PEE g iEo 16l W IR &R
(2009) 55, 765-768.

i W, BEPEE, AR, RO, RS, BAIIE
M BE K BRIE Y Paraganglioma @ 1 YIERE. 9 & AL
(2013) 40, 2460-2462.

Scott HW Jr, Reynolds V, Green N, Page D, Oates JA,
Robertson D, Roberts S : Clinical experience with malignant
pheochromocytomas. Surg Gynecol Obstet (1982) 154, 801-818.
Thompson LD, Young WF, Kawashima A, Komminoth P,

13)

14)

15)

16)
Tischler AS : Malignant adrenal phaeochromocytoma : in WHO
classification of tumours : pathology and genetics-tumours of
endocrine organs, De Lellis RA, Lloyd RV, Heitz PU, Eng C
(eds), TARC, Lyon (2004) pp147-150.

Averbuch SD, Steakley CS, Young RC, Gelmann EP, Goldstein
DS, Stull R, Keiser HR : Malignant pheochromocytoma :

17)

effective treatment with a combination of cyclophosphamide,
vincristine, and dacarbazine. Ann Intern Med (1998) 109, 267
273.

Huang H, Abraham J, Hung E, Averbuch S, Merino M,
Steinberg SM, Pacak K, Fojo T : Treatment of malignant

18)

pheochromocytoma/paraganglioma with cyclophosphamide,
vincristine, and dacarbazine . recommendation from a 22-year
follow-up of 18 patients. Cancer (2008) 113, 2020-2028.
OGS, AR, AREE, HKRSE, RREST, FEil
#e, EIE O, W BT, BE R ENES MBS LG
. HANSEE (2012) 101, 2330-2338.

Shapiro B : Summary, conclusions, and future directions of

19)

20)
[1311]metaiodobenzylguanidine therapy in the treatment of
neural crest tumors. ] Nucl Biol Med (1991) 35, 357-363.

21) fEEHEE, FHEEE, SIFE R [ SRMEERB LD B G
NG RE G2 K) 3 2 557 HTR%. H RS EE (1993) 54, 2911-2915.



