359

[‘?‘Mﬁéi‘\a%izo% 6%
1974461

R ARG MREED ]

RERENERRFBRRSHEEE (I BIEEREED

L OB Mmool
HF oK =,
A= i,

= e N
KB EOK
Lz R

FAMILIAL BILATERAL PHEOCHROMOCYTOMA : REPORT OF
A CASE AND REVIEW OF THE LITERATURE

Tokuya Konpo, Eigoro Oxayma, Takashi IMoto, Yoshihiro MoTomiva,

Susumu MatsusaiMa and Isao Havasmi

From the Department of Urology, Nara Medical University
(Director : Prof. M. Ishikawa, M. D))

The sixth kindred of familial pheochromocytoma in Japan, consisting of a younger bro-

ther and a elder brother, was reported.

cytoma, arising from the left adrenal gland, at his age 39 at another hospital.

The elder brother was operated for a pheochromo-

Bilateral

pheochromocytoma, arising from the bilateral adrenal glands, were found in the younger

brother at the age of 34 in our clinic, and bilateral adrenalectomy was performed. Analysis

of the 44 reported kindred (138 cases) in the world literature revealed that the mean age of

male cases was 31 years and that of female was 29 years, that familial pheochromocytoma

occured especially in the bilateral adrenal glands with high incidence (566.7%), and that as-

sociated diseases of familial pheochromocytoma, such as medullary thyroid carcinoma (27.5

%) or neurocutaneous syndrome (5.8%), were found relatively frequent.
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Table 1. Laboratory reports.

Before After
operation operation
Urine
Protein () (=
Sugar (= (=)
Blood
RBC (x10%) 386 419
Hb (g/dl) 8.6 12.5
Ht (%) 29 26
WBC 6900 7800
ESR (mm in 60 min) 30 17
Fasting Blood Sugar (mg/dl) 90 100
Blood Chemistry
Total Protein 8.0 6.2
A/G 0.9 .
BUN (mg/dl) 18 23
Na (mEq/1) 139 138
K (mEq/1) 4.1 3.2
Cl (mEq/1) 98 101
Ca (mg/dl) 12 9.8
P (mg/dl) 3.4 2.2
Liver Function Test
Icteric Index 4 4
Al-P 5.7 4.2
GOT ‘ 14 36
GPT . ! 21 25
LDH 225 310
PSP (% in 120 min) 70
BMR (%) -7
Regitine Test ()
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Table 2. Catecholamine and their metabolites.

Urinary level (pg/day) Tissure level

~ Before  After = (pg/g)
- _operation operation | (right tumor)
Dopa 249 1,024 9.15
Dopamine 419
Noradrenalin 1,096 44 2,950
Adrenalin n.d. 8.8 n.d.
HVA 3,470 20,000
Total MN 12,150
VMA 19,310
ABERD #88 3o L O WALt ¢ Mk 140/90 5 SAMRL, EHOKRADI N & 2R L TF i

mmHg 7% 204/120 mmHg, Jr¥Hd 60/min 76
98 min OHEEEFEL, TOEHNERTH-72. 4
BIABEHIE—Rs B ERENHRL  PEEEC- 7oz &
Lo oy, DBEEREAERGBEE L 7o h — e iRBI
W RIFTH- 1.

B e BAREEL Table 1 R34 <T, K &
H - REEE Lickatt, KM TEBE O A R i
WEoTutE, M T ZefEF 90 mg/dl TIER, I
HEA, g nFERECLREEYRDT, PSP
120 min {HX70% CIEH, BMR & — 7% & EFIR
HRERY v 5775 2 TLRFEFTRIERD O hich -
7-. —7} Regitine test B, JK& catecholamine
\x Table 2 z7x3 2 & ¢ noradrenaline 1,096 pg/
day, VMA 19,310 pg/day & @&fixzmL7z. ECG &
L OB U AR FRIFT R A OEIERE AL, R
K-W 3ETH-7o.  MEXSEAN ABREKL Biffn
WU K ARLETH- 12hy, fiidii 1 BlEdi2 5 pheno-
xybenzamine 30mg/day % 0 #5171 & 2 A
130/70 mmHg Fic T/, Irimd 70/min (& % 7E
L, BEERLBR L. PRP Tk £6% Efict
REZIBIIROERIER N EDO D R, AEECTA
KA RHHhic (Fig2).

LA ko iR B b il ig e difiaiEo 280 4 &
B RE fhA fE AT L 7c.

FHATR - EHEREO L & EEERRYIBIC CRENE
IR R E L. ARIFRCIVBIL L
RERHIVKROEE»EDHO N, & OESHL T RER
LA LHIEE e D REETHIM D % { RIS UHE

ML 27, ERESIAR EBICERLSD X SICfLEL,

JA & o LA Te <, MBS TH-o 12, Tokiii
FRIMEZE B Fig 3 (R 2 & < AfllESO it T
& - o BT Isho Tohy, AT O fE i
BEOEK T 1EDL N, BT KBIREEZ

T Lc, i, 4,290 ml, #heh#gimmi3,000
ml, §§iEix 6,000 ml G AT 150/80 mmHg, Jif
#% 80/min TH- 7z,

A  BEESORER, AM3s2e, LAk
468 T, ZOEMEILLL LCRAL L 5T RARL
KSR T, MO8t D T MK 2R,
Flo—MEE(L L7y b b i (Figd, 5). [EE
DRI REH M & b % - 70 < AU MR o ES
THEOKNARFAF L OREMEA 272 h 5 chrome
BRI Mifan iR b his (Fig 6).

e - MtfBITIER T, 7% noradrenaline
Feh- ko4 TrhIk L, steroid RFEHEEL, fitk2
H B % Tx hydrocortisone ##RAE 5 Tk = fous
i3 B HALIRIEOHEC LB ERII LV
PR LT %608 BLAREX 1 B 20 mg $#5.0C X 5%
Feltidi Js & fe o fopMMmAELE 130/70 mmHg, JRHEL
(X 62/min rEELL. FAEERIEETEO
EHFRE AR L CTTXTHALARRED ) ~ ) 7 —
va VORHERER L. #iEo KR gHL Table
1 :X 0 Table 2 i 773 & & ¢, JRH catechol-

Fig 2. PRP & : A% L /N SRk o RIS
WaZBHs (RH).
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200 right
adrenalectomy
100 _ _
adrenalectomy
! 1
1
B.P. i i
mmHg ; !
time 12345 1 3 5 7
(in hours) (in days)

Fig.3. Variation of blood pressure.
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KIS A lE X 19434E 0 Hyman 50 D0
WELLRD L DMENLLND L 5 iCieofond, &
RZORIVTe L, biubhn STk B L x 7-5ER)
(XA A G TR, 138FICT X, D)
HAFNC BT B WEXI969ED = B2 D 1 KA 2 i
BIORENIFTH H, TOHRDEME L L TIXHBE
EDTTRRIBGIDAL DL DRT, bItbhOfE
BX19724-5 4208, #559(0] B AW R 2k 4 B
HECsTHRELICLDTH Y, FESD OIEFIIX
19734E10A, 320 H AHEHFAEEECHE W THRE IR
2L DTHAHDT, TOREFILIETHFEBEORRT, b
NbNDFEFIIATE 6 FHOFRRICYU S Z L b
(Table 3).
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Table 3. Reports on familial pheochromocytoma in Japan.
Reporters Cases ‘AgefSeX;} Site of Complication Result
5% 2% Adrenal Tumor o1np s [ Desulls
1. Miura Y. et al. | elder sister 37 | F Both modullary ca. of thyroid ‘ autopsy
(1969) younger sister | 30 | F Both Thyroma good
2. Funyu T. elder sisteretal.| 17 | F Both unknown good
(1970) younger brother| 15 | M Both unknown good
3. Sato T. et al. elder sister 44 | F Both medullary ca. of thyroid good
(1971) younger sister | 25 | F Both medullary ca. of thyroid good
4. Ando M. et al. | elder sister 31| F Left unknown unknown
(1971) younger sister | 24 | F Both | unknown unknown
5. Nishio L. et al. | elder brother |29 | M \ Both unknown dead
(1972) younger sister | 29 | F ‘ Both — good
6. Our cases elder brother 39 | M Left unknown dead
(1972) younger brotheri 34 | M Both — good
son i 27 | M Right i —— good
7. Ito T. et al. C j o
(1973) mother j 50 : F Right | good
i aunt i 53 ‘v I Right : — good

BUEE S, IoMREEEE BEEEE ST
TR, BBEOUIHI e RERERC I » CRETH &
ENTWBZ L EnbiatilaEo BEEd R L
72, 19607 Carman H® |3 EHEFIL &I 5K kS
BAREDL0ZRR, 2BFIT D CHEL, chbofi
Fips Neel ©1° 0 HHE @M BIED BIIRE ©
BB 5 S E R B Uiz, E5HI1C 1960 4F
Cushman!® & X - CHREHECMBEDI2ELRD A
FOTELIOAD 5 BIOA, B2HICAFENRFEEL T
B e, BEMiaEORESD 5 LEFFH 380 4
Td B DEK U CREREF 30 & KIEFREF DL

DI LT EH D FEOREEAFER I T 5.

B BHEED BEDOTEEE T OWTHRD &,
1R DRFEE L TV B DIXI8ER, 40.9%, 214
it T B DIELTEGR, 38.6%, 3HUL2E
FTH 12, R THER I i
WAMERER TR b AR L D s HELH S, K
FD 7T FRICONWTHD & 2 R hic> TRELT
WHDIREDL? O 1 KRDET, TDEND6FH
AT P B RIROD SIS ARTE O AN LS LT
HETE, L LB LI COREDRIICIL
BHELOEBYMLEL L, FERESHY 4 OTn5 D
& REWREF DGR CRINC I o - T2
e T 4 HREL Bidds oo TREDOHELT 57
LD, TOFEERINRIECLDEEZE LS.

ARED 1 BRI BT HFRAEHE 1, Keiser H19

D 1ERFAR2BE6AD 5> b 4451 DI00A T FREL THER
Jhic 2 i, 1AL % <, DT Steiner 5
D3, 10 TH L. FoFRC BT ARAEHED
FEbLEV DL Huang 519 D7 A6 ATHS.

FMEEMEEOE KRB OV Ch D & FOMER
1Y catecholamine OWALEENC I AR TH- Tl
EAOBE LU L S MERY AT LR Mbh
T35, L LEBORETR LR EER L 2L
BHEA L ETOHENDL Z LIIZHH I L b 3l
WEINTCNBED, bbb LZES OFFTOIIER
OFNZ VDI X D L 2L C1255%R, 3R &
AERFIA 0% 7c 44 7%, 138FIC D THERF, HHI
FAME, BEORAETLEHHER £ ou TRE
LA,

RGNS AR O 2 TR R 0 BB BE C IR D B
R 119 B0 5 BIREMILIF9 » HO BB, &
FERITOED B TIEFIOTH v, FHERIIIR, B
T3, LR TH o 7o, FloEE e
F62fl, LTS CHELEIRDLNT, kot
LI LIk o 7o (Table 4). KIWBED 7 KR, 15
FICHREDIRISERFH T, ERIGSHE L5
FIP tHh, BT 5B L CLTI0f & L TEHH
L BB,

1 MR O R BT D\ TR D & — AR BT
THARIE 7 40~49%, LEIEH30~33%, AR
9 ~12.5%, FEIBEIMII0~12.5% & XA T B AP,
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Table 4. Age and sex distributions at the
diagnosis in 119 cases of familial pheo-

chromocytoma.
Number of cases
Age Total
Male Female
0~10 4 5 9
11~20 13 18 31
21~30 14 10 24
31~40 16 7 23
41~50 5 : 11 16
51~60 8 5 13
61~ 2 1 3
Total 62 57 119

FIEMAS EMBEER D 5 bEER A BLOWA S h
T BUBFIC DT RS &, HEEN 255, 21.1%,
EEIB 206, 16.9%, TRIEIS 236761, 56.7%, B
THED LD 64l 5.1%Th-Te. Tiobb TRkl
MBI BRI L TSRO EL Y 0k

EIBEERO L DA04.6% & BRI S, 7cFfl
BDLDp56.7% & LB LR HD TS & AR
THo o (Table 5). 7rBAIMPREH CLRLHHEIF
FREOBEET, 1560055, 116, 73.3% MWD
b DTH- 7o,

BEAREECEERECEL T, BIEHCLX 463 ik
215, 5.8 BHEMTHAHDF LT, FHEHTIL3
Blrbi> 2N 2 B, 2.4 9% & BEBFI Dok BT
W5,

REMIEE & fIRE L OFPRCERL Tk, FHREAE
JBIE & D &4 von Hippel-Lindau Fi5 & 0 &5
W RHELIABHMSNTED, FLASURED BE
DEME L TIPREBEO SR EE LD L L
TEAZIN T3, & CFEEBEMIEEDOAHHE

L TRLHEEDOE DX FIR#ET Steiner 512
DHEEFHTIX85FIH208, 23.5%, FDOHBO=HbHDE
Frcikol Fidr 19 1, 21 TS ERLRbOER Tk
1387 35 #ll, 27.5% L EHECADL Iz, 1A
AR & RSO 55T 5 B AR AR EE
DIFAHZDZ L9, Steiner b 1 OEF T
B RN, SEOLAbhOECIIRRIEED
BHLTCA386ID 5 B2761, 71. 1% T IR fE
BRHLR TS,

= OEEO PRSI Schimke 520 #3 & of Willi-
ams2iZ L b, FURIRE & UL BN ¥ 7k amyl-
oid FEAMOHIEEIRETHONEETHY, TR
T & RRERRRTED BB RV IR T W5B,
Schimke &2 [ LEROEEEEETHD E O
%,
FDIEMCHGWEE OEBHE L L CEER R
RERTEIFRAES 138G LLG, 8.0% & HERE
WEECAHLR T BT FIRBEO 5660055
%, ZHICBIL T Steiner 5 0 |3 HBEMPEE ¥ 0
FikleE & BRI Eo &0:F1% Cushing syn-

Table 5. Localization of tumors in 118 reported
cases of familial pheochromocytoma.

Localization No. of cases| %
Adrenal
Right 20 16.9
Left 20 16.9
Bilateral 66 55.9
Extra-adrenal
Alone 6 5.1
with Unilateral adrenal 1 0.8
with Bilateral adrenal 5 4.2
Total 118 100.0

Table 6. Complications in 138 reported cases of familial pheochromocytoma.

Complications No. of Cases %
Medullary thyroid carcinoma 24(4) 17.4(2.9)
Medullary thyroid carcinoma and Parathyroid tumor 11 8.0
Medullary thyroid carcinoma and Cushing’s diseases 1 0.7
Medullary thyroid carcinoma and Neurofibromatosis 2 1.4
von Hippel-Lindau’s diseases 4 2.9
Cystic cerebellar astrocytoma 1 0.7
Ependymoma } 1 0.7
Without complications or unknown 94 68.1

Total 138 100.0

( ) : suspected cases.
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drome » BEMIED GO E EB L Lok
R bo&64% multiple endocrine neoplasia
MEN) > LTH—L &k familial maultiple
endocrine adenomatosis (FMEA) % Type 1 &
L, ReMmiaE FRIEEEES ORI RBEC &
BBl A Type 2, Bk papillary adenocarci-
noma rEIFRIRED &% Type 3 L3524 %
REL TS, FIPWEFTIEIIRERRED A 661
2FRBPICHER ST B DHRTY, BIFRED
BHONIAL R Twiny s, bitb O EA - FIRE
BEEOBEIC X > TLEEFTRIFEDHRith- 1.

Pt MTaNE & e e IR B D &R & L TR
#MEfE® von Hippel-Lindau FKyi’s & O &HIE { 2>
LHLR TN DEETH 528819, ik Ba i
CRTBNOOEHEDREHEL von Hippel-
Lindau FEfRA 461, 2.9%, FEERHEREED 24,
1.496, ependymoma } cystic cerebellar astrocy-
toma BEhZh 16, 5F8%, 5.8%Thote. =
NHONMREERGD RER FEFER AT THD
chrome FAWEAMOBBC ST 5 Lo bATRL
T D8 A R BEMRED BEEN R I Y, %
7z neurocutaneous syndrome & LTUONEDICE &
DHLNBAEELREN TS, KBEFCRIIIE
DHEREHRED BHFAOWME T2, FHRLD 1T
T O UICIEF DRI 28(D von Hippel-Lindau
EROHAHZ EHBEL TS,

. ¥ U

1. Resded UlcROmREE 2 HwE L.
2. BERSIIHT ARELENEYESRE L, W

B A L - Rt il & STt i Lz,

3. FEEDORET, WAMUBELCREE DT
BEmoe, LEBoRGHREYRRLIWFMy
ST 5.

W & b FRBEEL Z Do SHHETRD b
hoic,

4. FHEM BEHREC DV T BREIY 44K
R, 1B FIOWMEAAEH L, ETOXHMHEEL R
Tihhots, 2O BLABC R TIE, 7TRRIBHNEHR
HEEIRT5D,

A OBEEIL19725E 5 A208, £590E H AR 2kl
BAPEH T S s\ TR Lic., 7o RARR S ORI R >
WTOEMIRESY - A L TERL KRR, BEEHX
W FE T LRI R SRR E A a7 S O AER
DR I VNEESD catecholamine DREF/csHAlZ LT\
Fo R KBRS £ v X — RS+ 3 X OEE
BOESFCESEHLET.
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