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Kousuke TAkEHARA, Yasuyoshi Mivata, Manabu MaTsuo,
Hideki Sakai, Yuzo Minami and Hiroshi KaNETAKE
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A 48-year-old woman suffering from chest and lumbar pain was referred to our clinic for treatment.
She had a history of von Recklinghausen’s disease with multiple café-au-lait spots and
neurofibromatosis. Computed tomography demonstrated a large tumor in the left adrenal gland and a
small lesion in the liver, with the levels of plasma and urinary catecholamines being elevated. Bl
metaiodobenzylguanidine (MIBG) scintigraphy showed abnormal accumulations in the left adrenal
tumor and multiple bone lesions. A diagnosis of malignant pheochromocytoma with liver and bone
metastases was made, and the patient received chemotherapy. Seven months after the diagnosis of
malignant pheochromocytoma, she died of pulmonary edema due to disease progression. Autopsy
revealed malignant pheochromocytoma with liver, lung, bone and lymph nodes metastases.

We reviewed the literature on pheochromocytoma associated with von Recklinghausen’s disease.
To our knowledge, only 7 cases of malignant pheochromocytoma associated with von Recklinghausen’s
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disease have been reported in Japan.

(Acta Urol. Jpn. 47: 257-260, 2001)
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BEAERE : 175% R von Recklinghausen Ji TS
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KIRIE - &, &5, XKEIZ von Recklinghausen 7
RROTH, BHHESR EOFMIFRHTH 5 7.

BUREE : 19954 | AE L Y EmEEE L. T
ErRb BB LEEEZZ L5, B CT L,
ERIBICEKRKZESRS %29, "'I-metaiodobenzyl-
guanidine MIBG) ¥ F 9574 —TIXERHED
BERGZEROz. ASWFENRECIIMP B L R
ROATIA-NVIVAERLTEY, BEHEEME

ZEEbh, 19954 5 A30BBEMEB 8IS THR ALK
tt&‘of:.

ABREEHAE . HE 140cm, KE 4kg, ME 100/
74 mmHg, MRH90/57, £HIZEFET 5 café-au-lait
BEB L O RAENE 2 3 72,

ABERFRAERT R ML FMRER R Tk Hb
9.1g/dl, Hct 30.8% L BENEMASH ), ALP ik
741 TU/1 (FE801E88~270) & LF LTwi-. NGW
FHRER R CRIMAF F =83 YIEFEERATH -
7%, M7 KL » 220 pg/ml (FE#E<120),
e/ V7 FLF 1) > 4,860 pg/ml (34 {100~
410) L ER LT/ RPFLVEVEE, TFLS
1) v 35.6 ug/day (FE#EME2~30), /M7 FLF Y
v 483.6 ug/day (F # fE 25~120), F— %3 >
3,404.5 ug/day (FEH#EMH150~950) L WFhdb+H
L, ¥ VMA % 94.19mg/day (3 # {i 2.00~
8.00) & ER LT

ERZH : B CT £, ERITICARASARE—IC
BEEEINLEI0cm DEE %, T/AHFIZLE 2em
DEEERO (Fig. ). BYVF 75374 —TiESE
#£REEGEREL, BIMIBG ¥ rF 5574 —T%
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Fig. 1. Computed tomography showed a large,
left adrenal tumor and a metastatic liver
tumor (arrow heads).

ERIBERES L FY 7777 4 — OBERIMLIC
—H L CEERELRD (Fig.2). UEXYFBX
BB 2N BB EMlE & 2 L.

RS - EELE, RREROFMIIEEE & HM
N, cyclophosphamide, vincristine, dacarbazine
X B ZHIPFRLFERE (DT CVD #i%E) BB L
7z. CVD #E%E 2 32— 2T 5 7298, GEIRHE R
JRRER & PRI R, BRI REN T
Adsz. MR RAHTI—NT I bYEEN
(, EHRBRELAIELLL. COBRKEEAL Y
A &R LEBMERZITI &<, 19954124
27 A ik fE V2 CFBTE L7z,

Fig. 2. '*'I-meta-iodobenzylguanidine (**1-

MIBG) scintigraphy revealed multi-
ple hot spots.
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Fig. 3. Histology of adrenal tumor (H&E
stain X100): The tumor is mainly
composed of solid proliferation of
spindle cells showing marked nuclear
atypia.

TREEH - Ao BB HROERICERIE B 1 ) B % B
0, MR O\ EEH AT T I E5E
LCwie. 7, B, &, i, VY @ISR EOER
B4R, B amiaiE L gesr s his (Fig. 3).
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MEERMEE R e U, REE, EiaEmE, i
RBE, MEWRERESHLRIEBRDA LN L FEREME
BHBRIZEETHS. Von Recklinghausen 7 i3 H#F
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FERRAEREAE 1| 231 7R R REIICH 2 EREET O
BRI IIRERD, WERMEEE 2 BIIE2F 0
RERCHEBENSHL L 25TV 5,

Von Recklinghausen % & 6 @4 i BE o & 6 112
B9 5 H&E BRI, ERKRMICIE von Reckling-
hausen % D0.1~5.7% 12, HIHBITIZ3.3~13% i
BEMBED S % RO T 5. Walther 5213 von
Recklinghausen J# 266 L 7288 M FIE 0 14855 6] %
BEFLBRBICBRFT LTS, 208, KM
84.2% T, MMMEIXI4%TH Y, BILERHED b DS
61%, MIEIRIZNE THo72 e HELTVWDS, I8
Il % von Recklinghausen #520~56% IZ#8
MEEOEHHY, BMEDDH S von Reckling-
hausen HBEICB WX BRMBESZ 7)) — =
IREVLETCHLEERL TS,

Zoller 5% %, von Recklinghausen % 3 % 13 #E
PRAEAIRE R 72 L OEVEIEE % &5 2 BEATE
LA, KAT S0 b RIRIC BT RSB
L, von Recklinghausen %5 & EMEEE & D RE % &
RERICERLTWD. Ly LEWSEMEEDS 6
BUCBIS 2 |EES I 7% <, Walther 52 Ofitc
(& von Recklinghausen 3% 12 &6 L 728 & Ml & 148
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Table 1. Reported cases of malignant pheochromocytoma associated with von Recklinghausen’s disease

in Japan
No. HEE Fwh MR fE IR 1B i # F#
1 B 46 = EHBEK, AnE) () BF -0 vosE 6 BIRFET
2 XA 23 % BILE, RIIEE Fl (+) EE
3 hE 53 E:S R RS B I8 e HAERBAREAAR  BF FE
4 2= 36 B 3] (=) Wi - B e
5 Nakagawara 14 z s, KERLD 1L#HE Bt - BF - - U VoSE 6 ABRIET
6 Okada 36 5 G w323 i - & 3 /1 RTRFEC
7 AE 21 s (=) LR Iiti - BF - & 8 H AT
8 B Bl 48 T R &= 373 fif - BF- B - U S 7 ARRET
EFID 9 b EMBEMEDESIX11.5% Th - 7-. 5.
— R EMIEEORNI0% BEHETH Y, I von )
Recklinghausen R ICEMGEHBELSH LTV i R

LWV EMIEED b5 T vy, Von Reckling-
hausen R IZ &4 L - EMEGMRE L, bhbhdt
BRELEBAELEDTIERPIMFERMEFIETH S
(Table 1)>7 8k 6 BlLIEHOETICL B LER
LNBEFRLEHREOENTREA SN, BIMERE
B EOBBAMBE I LERIEED O Tk
WV, CORDRERENIEHCEDPZVETLTE)F
BAREDIEBINS .

FEMBENICIREOBEMBBETY LIELES
FEHICEAZHREMATRL, FHE~ORE, 0
EABRAENROND I LI THWVZD, ThbD
FIRAT LS BHOMIEICIRZS%WY Zokw
ENBaMEEOSZITICE, MEEROESEEOZE
BDH T E ST, BIEA~OEELZEHL 22
EHEMEWET A I L ITEL V.

— I ENBEMBEEDREOSE | BFIIFH
HETHY, Z DM cyclophosphamide, vincristine,
dacarbazine % #l & & b & 72 CVD ik ® V'L
MIBG #iEASHiAT S T\ 5. & Tiz P'I-MIBG
FIECHIRERN & CVD % M1T L7256 b
HERO, ZOEHUSREFER TS, L LE
WRRDDH - 1B D% AZRFEEPNEBITTERS
nTHY, HEREIO L) ICSEEIERZHOFHIA
WEELIERIZ X DO TFRARTHLHENE .

Von Recklinghausen 5% ?60% U\ L 13 E 8 72 S HHE
% { KFH %4> L, von Recklinghausen HZ D b D
PEEORRL 25 I L3PV BEEOERLE
HbNE LTIE, BYEAEHE WEE SaEE
fE, FEEELEHSHIToN, EWBaEiaED S
WHTHs LrLBELVBaMiELSHT S
BEMEIRE C, o EMRE OREAREN I RIS
EMAOH B L VIBEE V. BRMiLEDFM
BEHBEBL TP OEBENRRENIEELH
D1, B & B S RIRR S A AER b BT
WAHBHIEEFSHICAN BBBEETILEND

Von Recklinghausen %2 & 6F L 7- BB EMILIE
D 1Bl E#ET S LRIIETOLMHMERE LT 7.
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