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A case of Sipple’s syndrome is presented in this paper. A 35-year-old woman was admitted to

our hospital with chief complaint of dyspnea and cloudy consciousness. Endocrine examination

such as urinary catecholamine and thyrocalcitonin suggested pheochromocytoma and medullary thy-

roid carcinoma (MTC). Abdominal aortography revealed bilateral adrenal pheochromocytoma.

Bilateral adrenalectomy were performed before total thyroidectomy.

Histo-pathological findings

showed pheochromocytoma and MTC. MTC was found in both lobes.

Familial study disclosed two patients with MTC, an uncle and her niece.

25 cases of the Sipple’s syndrome in Japan were reviewed and discussed.
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BELU T BEFIOEE (1 FAC8 A) T4
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BIFVRIRIEE O&PHBIE, THEME - BIFRE - BIBR
B« BES RBO RWERIC BEO 459 % multiple
endocrine adenomatosis &, BEEFEMIC £ R
>3 DTHbH, AiE % multiple endocrine neopla-
sm (MEN) type 2 & L## % MEN typel & L7z,

Sipple FEREEIE BFERICHET S O & FEEIC
FETHHDENDH D, KM Sipple FEEFDIZ D
FHEEERFERELELON TN 5. bitbhid
Ktk Sipple FEBREIO | KERZERLUICOT, £
Flis & FZ2 DFRRICOWTHEET 5 & & dicbhvbi
DED A 12 AFHRE D2 DNV TETORE 2%
aRASLY fl

fE tll

o ROMO: 3588 bk
T R EREE
HIERE . & & THMTBRRA.

BEARE | SATRIEE 1 FHESR L D & 38 SLBAE,

BCh, #E, FRQEDERGIEL, HRCEL
EEZEFE LTV SERCERBZEDNI.

BURE : 1974F12H 120 e R mEE L s b, BA
MY - TR - B AT A, I7TEKE DIEHERLH
BIERBICARE, ERBELEL VX F 72 NBHD
TCHEEAIE 2 E8bN, H25H 4PN STAR
L.

ABREUE | ARHBEE, il BHEPREEL
BHRERETERILILIZ D LTV, FEIZE
BUTOWITY, BAEGRENEEIRDS» -1 RS
S O REREEBGCERE 2 {, FEE T, HRIEGEGE
TR DT 2L 7o, IS UEVD, TEIL
BEECE Y. IR IR U0 20K AL
3, B - BIATTRE Td » 12, UER (TR DEE
ER2ERD I,

ABEEHS A AL - Table 1 WRLIZ&EBH Th A3,
IR 112/min, [MF 260/188 mmHg TrfE3E7s <,
R EBMEVEWRTH 5. FIIHMKES L, BE
DOFRMERIEE %R, RTCIEH - EBEHITHTHD,
EICHFIMIR P 2 HED 2. MBEMRE Tk, & Na
BIOE Gl ME2RTEPBBLATERETCAL-12. 4
U IR T R i R 4 & KB OB 2 2
L, DENTRESEARZRLUI. BEREWEME 5 H
I LB O IAFRE 2B D 2.

P BERERR 2L AR © Table 2 w—fEUToh3, 245
RAFTFLF Yy, JAUFTRLFYL, RZZTY
v, VMA (ZZEBHICHEL, v¥F7 o7 2 B
e 17-OHCS, 35k F 17KS (3R, HEHUHII
44294+ FLHEL TUN A D3, triosorb, tetrasorb ZERIL
EE, FiofiiE Ca, P i BIFER TH- T
GTT i3RRAT, THEEET 2R WEr v
F k= >id, 2900 pg/ml L EEEEZRLIC.

VSRR, BRI T, WEIE, P
THiCEHIN, HEBHHONGEPRD SNz HER
SER & KBIIRER 2RI LT VBT,
EERBEIIRIZ, & HICERICRELLIERICLD
FEHsnEMm LT3 (Fig 1), ESRBEMEBRE TR,
FREREEN R AR g 2 @i (Fig. 2). B
REZ Vo575 A RBWTY, COEEIC—RLT
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cold nodule %2%g¥ 1 (Fig. 3).

PLE X D W B BHR EAIEIE & BRI & 2
Utc. BBl <, 197542 54 A, BIR
FUCBEL T, B4 3 H 41 RFMEmEITU.

BWEWRECE 5 RiLER, FH3ARLD
phenoxybenzamine 1 H 25 mg »#5 1, AjH 200
ml O 2T -7z,

HEMIBEIC S A2 TR | _REEBIRRIB I &
HEEIEL, ETARBICELUT, LB OB

HIEZEE, E¥PBH L. 20 TTOEBICHL,

TR 2HNSZEOME 22k UoofE L, &
BRI B ERIR 2 b2k U0 LT 2R LT
HRIBIECN LT, BREER2T-IREBTIHTCh
ERFTICHIBEL, B R THICERL, 20RO
FEADERE P EEICHEIE % { DEVEH U
ORS¢ A M . © AUSEE SR g vipgic T
FRIRIRETTANCE S 5 &, FRECETIC 1 om RO
iU Tz 9 A ERRIRG) - SR 2 RSRUINT
Lizob, $iFNCER L b ERE, 0 TE THRIRRE
BRI LTz, BRI ERICEEL, YeEe
SEL DAL, PREEEL—IE U TRE L.
AR E OFEB I AL 2L, TEIFREOERE
ZFo3, BEHY o iOBEKHED Lo
THERGE R, BB A 126, £ 88g T
bHh, ZOEEIRAFBETHEE SBIPERL T
Wz, EEFREESE ERKEREINTEY, £
TREEIBICESE IO (Fig 4). BE Mg
MECES, MEEEEET, =4 o R0 EE
Inhalk 29 A MBI TOREMIREE T - 1o (Fig. 5).
JERICIZZED & o AFFWEER 23, EHEVE
BT, MEENCEEE 80~400 my OMFE~FIFRED
ERE2E T 5BTEEOBNIWMER 2R DI, K
BOFDE, 27 FrFYy, INBEOROET RV
FUUThHEEbNS (Fig. 6).

RN | BIEIESEA (6g), KiEiwhax (03g)

DEZYH Y HAMHSEABZR L TV 5 (Fig. 7).

HERB TR, BB e b 2EIN,

RREAR S 2V IBERRTCESIT 5 L5 8 A0,

HEMEEZ W (Fig. 8). i NI Z Y 20 92
BHEEN 2 SHED .. WEO 7 u4 P BARG
&, oo —RYE, RECENSEE, o5y
v T BN 3BEETH D, BEREE 2l Ih
(Fig. 8). BEEMELE T, REMNIKBRBEICE TN
EEE 100~300 mp O 28y, Zhoikny
VFEb=vEEALNS (Fig 9). ¥ ME R 150A
MED7 2 v 4 RIS 2D .. BBRNCERISZ

Table 1. Labolatory data

| Blood examination

RBC 540x10*
Hb 16.2 g/ml
Ht 48.4 %
w8C 21400
Bleeding time 1.5 min.
Total coaqulation time 10.5 min.
platelets 252x10%/mi.
prothrombin time 7.3 sec.
PTT 36 sec.
ESR 5S4 mm/hr.

2 Blood chemistry
Total protein 5.84q/4dl.
alb. 3.4 g/dl.
A/G .4
Total bitirubin 0.6mg/d!.
TTT 0.6u.
GOT 32 u
GPT 25 u.
Alk.P-ose 5.9 u.
LDH 118 u.
cholesterol 225mg/g!
uric acid 3.6 mg/dl
BUN 35 mg/d!
Na 135 mEq/L
K 4.1 mEg/L
Cl 87 mEq/L
Ca 3.8 mEq/L
P 3.1 mEg/L
Fe 68r%

3 Urinolysis
pH 7.5
Protein +
sugar +++
sedimenft
RBC 50~60/F
wBC |~2/F
epithel. ()
cost (=)

4 EKG LVH

5 Blood gos analysis
So, 85.0%
pH 7.570
Pco, 43.7mmHg
Po, 30.0mmHg

TR FUR BRI b, BB MR DS H %
Zw iz (Fig. 10).

ERLE | A RaRIZNESYS ¢, M 120/80 mm Hg
B, ML Fa—A7iy, 94vhnvFhovl
BICIEER Ee Y, HERREER 80mg/H, a— b
25mg/F OFFEESL BLE->TW0W5. REEILE
BEgsfE & 2 {IEPRL, 1973E9 H4 B, EIR7 »HE
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Fig. 9. MCT G
AR 100~300 mpudFERL 5 L
Fr=v

Fig. 10.

WIRANCIER & B o HUR IR © 2%
PERUINER A RD B,

Fig. 11. @& (485 WIRBRAEFCEHEER
T2 iR % .

THA TR 2872512, 740 gB IR Td - 123,
VERE DT WIS 2 fiafT U 1chs, BRI - BiRHCIE
W 2D Ier -1 BE2HE6 7 HERBEL TV A
P, HFEOHE L2 2D THATEKFITRL TWH
%.

FKIBEPFEL: © Sipple SEBRHT VTR, KEWFEAE
PEBUT, HEKHELZ B2 CEPBETH
3. Db RAEFIOIBE ICONT 3 HRIICES

LHORP 2 2 279 L ORE, Bk CHRIREREZ
BI2HE D4 vhrFrb= WEREITUT,
Fig. 12 {TRd 5 RN 2151,

RS 481524 2 2047 . A HURERIRE (< TH FRIRBR U BRfT
BRI TN 5. SEfEICT, FRIRESECRHEE A
DRERS i, LRI TR s RIS 23 1.
R VMA 13, 9507/l LIERTH - 123, MfEH v
F b =213 9120 pg/ml & HEFEHEZRLUICICD, H
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Table 2. Endocrine function studies

Test before operation

B.P. mmHg
Function of the adrenal medulla

260~188, 155~94

offer removal of pheochromocyfoma
and thyroid cancer

120~80, 124~82

urinary odrenalin 255.4 r/day 12.5 r/day
urinary norodrenalin 671.2 r/doy 18.3 r/day
urinary metaonephrine 7500 7r/day 280 r/day
urinary VMA 46,5 r/doy
Function of the odrenal! corfex
urinory 17 OH-CS 3.7 mg/day 6.9 mg/day
urinory 17KS 6.1 mg/day 0.3 mg/doy
Function of the thyroid
BMR % +42 +4
Ts % 25.1 26.2
Ta{ugsdt) 13.9 7.2
thyroid test (-
microsome antigen (=)
thyrocalcitonin (pg/mi) 2900 32.9
Function of the parathyroid
serum Co (mEq/L) 4.2 4.1 4.2 3.9 4.1
serum P (mEgq/L) 43 4.1 4.1 4.3
Function of the pancreas
GTT FBS {mg/dil 143 87
30’ min. 217 124
60" min. 291 17
120" min. 243 86

Plasmo Renin Activity

2.45ng/ml/hr,

Fig. 12 Sipple’s syndrome % D%5%
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RIS 2 20, UEEANEHC THIRERRSRNT 232107
to. BERIRIELA, BREHT, FHCERLRE-
Twiz (Fig. 11). SRR b EERER T, RISl b
HEIEZED7 i n4 FILEMH Y, EERIGIHRE
HRRUI. W AMEE v v b= oid 4118 pg/ml
LBEDTIIDER 2ENEAR 23 T8, KhE
BHTHY, BRE2ZAPHCTEREH 2317, MCOT
D) L Hi EB 2 B To 0D Hid e BT
. COHROH (1858) 1, HREAEC—-HKLT

IMESHADIER 2, pF b= REEESTR
Utz. R Fa—~n7 2 L ZIERTH 372, MCT
DOHEZBE U, BEANEE, FEb2ANCRERRE
PRFTUTCHS, FEREMICIZEBE R -1z 2D
EOFRBEITOVWTIE, BIEDE CARNFTR 2872
W

Z =

KF s B Sipple FERBFOFEF I, Table 4 1T
—FELIcHS, 1960FF K 510 OHMEL FH TH b,
BHREETIR, bONOREI LA TEER 28
D25B 2B A B, BRKITEW TR, 197543 Tz 105
PIOEY 2 IN TS (Khaird 5)9. .24 5 AFR4
WOWTEFORE LRSI '

25FIMER S DTSkl Sipple EEBFEBDNS
D, 1B 12RRThH Y, bhvbho EF b o
N A, R ESIE-Z LR EDE H B,
sporadic type L HEbL 5 (Table 4).

ERES X O (Fig. 13) @ i3 20~ 3055 IT 3%
RENHIOWVEL, 2ED67%% 5D 5. 2062 TF
DEHE No. 20 0ATH 235, HRBOFH 22T
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Table 4. &Ficisly 5 Sipple FEEREOWLH

R e RIBWEMIEE  aimy
No| B& |5l — ek FWORF | #  F | ®EE
FIE (2) HE (9 | £ (8 H (@

tlacn2e || BELE WK IR UBEFEC HIBMCT | k5
21A. 1029 & + + 3 42 B — RN Sato 21
3 26 | 5 FELH 30 120 BIE—>HBRER) EAL®
4H.U.|37 | & PR BRI 40 230 HRI%E ZHH
5 |E.K.| 30 | % 23 12 23 860 EU%%EF*‘RB%E} R ZHH

6|S.H.| 44 | &£ KEIQRH 110 366 IR~

IR R IR | g | PR

7 M.M.| 25 | & + + 18 1180 EIER—>HMRER e 7
FRR BRI 25T % pheo

8 51| % | BIBR za3k 1 60 © HIER PREO- | aeim g e
9|T.1./38|% 12 U 59 7 R~ EIE IEHEH
10 27 | &L + + 62 423 BIE>HRIR <~ 7 » L8| s
11 K.M.[ 82 | & 13 1= 363 27 R EEIE-ERER FE 5
12 M.N,| 58 | & 1= 12 417 22 @ Eﬂ%ﬁ%ﬁﬁﬁ%bf pheo. | FIEL
13 28 | & AR 162 FR B BUES 57, « REIEMCTT| AR 5 30
14 52| B + + 2 RIE—FURBRBEMCT | faif 50
15 |H.K.| 2¢ | & + + 6 3 }% | DED®
16 22| 5B LRI 5 N

17 IN.H.| 35 | & 0.3 6 88 126 A IEMOT| 126
18 38| i PR B 50  BHERA s o R o =2k
19 FRURBRIEE RS e | Has W
20 R.T.I 13| & + + + + ERE—BIB R MCT | BN 6
21 |s.H. a2 & + + + + RO BB SRIT MOT | 2 oo
22 38 | 4 bAQW + 11 140 K FiTpheo. | A5
23/1.T. 38|83 QD + 100 B ks Sipple | /NE 530
24 46 | %I R e + + Cushing 45| BAR5P
25 60 | & + + 500 HHH®
Fig. 13 . .. . . .
T iuE, MCT @ incidence of bilaterality | sporadic
ﬁl Sipple SERTDEM « AT case 27%, familial MCT 489, 3 L {f familial Sipple

Z:[] et
W e 1861

I

40~49 1 50~59  GoBLE:
i

— S L e T & =)
T T

208 F | 20~29 | 30~30

1OMINET, BEERSRTH 5. HRITIIE 6 4,
18613 X OB 1 fICH b DI 5 53 IS DHE T
FELTNS.

FRBERER | SO S 272 175Ir 145182 %05
THCHY, D5 b familial Sipple Tt 38O A
5 7211450 8 73 % hsiEM: T 5. Ljunberg? T

60%Th 5 LBTWVWAB. DRbNDIEFNZ, HEEiE
KREICIZAEZED A LB LIS, A Timset
Tdh, ULhrdIEREBbhi FREESITRENTS
BINBEBROEFH e HI2C L1k, MOCT T, H
REOLEPDBEZ L L Z2HRRTEDTHS 5.

B EaaiRE | BEMEECINT 324
BIFR220192% % STV 5. O 5 ieio SR
Sipple FEIREF 3500 C & MG 13193 03/ flEE T %
%. Sarosi 58277 %M I Td - Tz L &k L, Steiner
5% (0 review TlX familial case DT 1T 48905
WA TS b, Pearson 59 (G105 6 FlASEHEE ©
Hoioe HE LT 5. Ljunberg™ 3 apparently
sporadic case U THAMNERS6% & xbdTEL,
familial case X8 2 DEZAN LA LN S BB
B TIHOOBHEAETH B &0 5. UEDLS
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i Sipple FEEEHCISY % BEMIEE ORI O HE
BE <, FAHRBECES 2RERIDDTEETH S
¢ EIFR, Catalona 519 33#8H4 5 L 5 ¢ multiple
or periadrenal pheochromocytoma PSEZIC &5
A7 ¢ X b radical adrenalectomy HSUNETH A 5.

BIFRIR OB & 5 VI IRME © Sipple FEREFEOR
FBICRIFRIRDOBER D 5 W3 REDOEJRED &
%3 DIX3F2% THhA. Catalona 510 3 145D
MCT 10510338 EMIRE, 6 FIEIRRERO RED
BUVMNIBERZEFL TN IZEHEL TV AL ST,
Bk T CDEHEMSEN. & ik MCT B
1 BADH 80 % & B THH (Melvin 510 Miller
B1)y, MCT X hPFWaInzrvs b= idBRIR
HFlc b Ca 2ET S WAIEAZET 5D, K
Z3o MOT BE BT, i Ca RER TH 5.
CHEMECaE T X b ZRATICRIFFIRBR S HIE S 1,
BIFREROBEBETEDL T » TNB 2D TH Y, T
DB D AV ERECEHRETH % &9 53 (Steiner,
585, Catalona 510 Hill 519) Ths. FHEHOERE
FEF L EUTE, HRIICRIFIRIESERT T D
ZEETr UL, HBRL L EF5 2430, B
OHEF TR, AFRECERLTV A O, i
3 EDAT, HIZREDANEIERT DD R
PWThH 5. EBZVEBINTEIUL, S5CEHIT
EHRRED ADTRENIES 5. bbb OEST
BEIFREEO—2 2R LI, HEENCEE<E
BTH -l

SRR ¢ KN Sipple FEREEIL autosomal dominant
inheritanceit, 3~18 “Th 5 LW 5 DBBHTH H, H
RIRE BB &0 5 IR - B e SR § 5
BRI T, Ljunberg 519 {3 chromaffin cell jT
I AB—IEROEE % 4, Keiser 517, Schimke
518 1% neural crest derivatives DRENEBERE &
AUTVAE. LHULEDRED ZONITIE, high
penetrance and variable expressivity p34f (Steiner
o) THHH, FREHTHDE, MCT 2HHH
T AEDE L BB TIL65R), MCT D pene-
trance DI 3HPENL D IKEDILA.

4% : Sipple ERBEOFHIE—BITRIFT, Catal-
ona 51 CkiuE, SIEEFEROPTHS. FHE
TIRAPBECUTO 50, BERREICHT 52Tl
EEFRBLC BECB b L ) Kig-iz T&d
5, Sipple EEFEFHOFTHE MCT OFRIT—HT 5
LEbA. BHL® 3, MCTORALEERIISET
87%, 10T 487% L BIFSREER LTS, L
U, T&AI7EEIC MCT 2RRUBETACE

3, BRBIUPBRAFELNCETHD, Sipple
ERRZHRAUCEE, ZORJZFECHBNT, MF
CROKF AT I oBITY L e mvF =D
HEZ AR T ABENS S, LI rF R

WIS, calcium infusion test 12Xk b, kb EfE
ZBHL S5 0bh s Miller 512, Melvin

510, bhbh § REFIOFRRICONTIE, EHAHS
SR o Fe T follow LTW ST EZA T 5.

BT H LI Sipple FEER & £ DFRICH
5Nz 260 MCT T 4L, AEE255E

BT DNWTETORBRZPBLIE S & & bIT, RiEHERE
DFETEFREE T E TN TICEER 2 L.

WEHKLICHY, 25 = vRREE BB L RIRHL
RE 2 BRI, AT =~ 7 3 VEREEBELLU
FRBERARE v & — LARBIEEECHL, LHOHBER
Lgd. (NBARIXOESE, 19758114, F25EIWRE
PlepB A4, RE1LE, 230 HARND MY 27T
SRECBHTHEL. )
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