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SIPPLE’S SYNDROME: A CASE REPORT
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A 4l-year-old woman was hospitalized for evaluation of diabetes mellitus and hypertension.
The hormonal and radiological examinations revealed that she had pheochromocytoma of bilateral
adrenal gland and medullary carcinoma of thyroid gland. Therefore, she was diagnosed as having
Sipple’s syndrome. She had no definite familial history, but her two sisters, already dead, had
been strongly suspected of having had pheochromocytoma. First, bilateral adrenalectomy was
performed and secondly, total thyroidectomy, excision of parathyroid and cervical lymph node dis-
section were performed. Histopathological diagnosis was pheochromocytoma of bilateral adrenal
gland, medullary carcinoma of thyroid gland and chief cell hyperplasia of parathyroid gland.

We report a case of Sipple’s syndrome, which probably is the 88th case in Japan, with the
review of the previous Japanese literature.

(Acta Urol. Jpn. 36: 1309-1312, 1990)
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bhbhii4dE, FRARKELHE e s Sipple
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Fig. 1.

History of the family under study, consisting of five generations

: male, O: female, A : dead

77 yRBEYEE S L0 CT, echo i TH
BB mass 2300 BAMKE L 2. mhs L
b= vEE, M CEA Effil k0t CT, echo T
FRBICAREEZ S mass 7S FRIREHRE L2
. 19884E5 H Sipple JERFEOBWIO L & Mph & 3
REEL LS.

ABEREERAE ¢ ffi FE 180/144 mmHg, JR3H 104/4,
. PREAIEC MEEAREE O BB Y k. EE
i, W, BELoEE L.

ABERRERT R « K, mEe RExL.
FBS 269 mg/dl, OGTT: $ERRKE . Ao 0kE
TRt A F 2T s vEE, REA T =T B
WEEX R, oOBIBREdRD L= VILE
BETH-t. Pt = vEE, mF CEA B
ExgRS ey, M PTH, ¥ Ca, fiE P, % TRP
WIEETH -1 (Table 1).

XBMEWFTR . IVP T8 E BifoEtx
EWTH-T. HE CT i, EBELEBbhiiE
124 6.0x3.2cm, £ 9.3%x59cm D— cyst BfE>
mass lesion ¥R (Fig. 2A). BILMIBG v
FTIXRAEALE uptake % FW % #= (Fig. 2B).
CT Tk BREAEREC 13x19mm, ¥ FR{L%
5 7.0x6.6mm OEEERDIH, LEIMEDE
KiERETE ot

AbetheeE : 6 A1 H  ZHEEATEUEIE MR
17. LMl 9.0x7.0cm, 5.0%3.5 cm, 3.0x2.5 cm, 4
BT 5.0x3.5 cm, 4.5x4.0 cm DR MBE, FE MR
BoBEEyntc. REZENY pheochromocytoma

Table 1. Laboratory findings of endocrine data
FHER EHIE
Mme NA (pg/ml) 7,880 40~350
M AD (pg/ml) 5,830 120LLF
R HVA (mg/day) 5.0 1.5~6.6
R VMA (mg/day) 37.9 1.3~5.1
R+ MN (mg/day) 16.2 0.05~0.28
R NMN (mg/day) 2.95 0.07—0.26
i # PTH (pg/ml) 216 180~560
19 calcitionin  (pg/mt) 136 10080 F
I CEA (ng/mi1) 19.6 5T

NA: noradrenaline AD: adrenaline
HVA: homo vanillic acid

VMA: vanillyl mandelic acid

MN: metanephrine

NMN: normetanephrine

PTH: parathormone

CEA: carcinoembryonic antigen

TH-1e (Fig. 3). 1§ a-blocker, S-blocker 1z
TmEX=2vbre—n L. i fFrIrF253 v
RERCES L, BRI TR ERL U, #itk,
N EFea—F VR CEBRELVE D BRRT
ofehl, BBy v AR CRIEBORENER IRk
HThidik Li-hs, withdrawal syndrome 7 ¥ i
{BERIFTH -7,

R 1 H BRIREHEERN, WHERY v E3HE
#5, LER/IMETHRATIEST. FRIBTEC R e
BEOEE B k. FEZHT medullary carci-
noma ‘TH -tk (Fig. 4). fifAIH S M7 hyperpara-
thyroidism 1358 fedr o et sk ER/MET 2 13



#H, (& Sipple SERE « HKARPIRL 1311

Fig. 2. A. Abdominal CT showed bilateral
adrenal tumor.

2. B. ®I-MIBG scintigram showed the

uptake by bilateral adrenal gland.
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Fig 3. Microscopic appearance of resected ad-
renal tumor. Histopathological diagnosis
was pheochromocytoma. H.E. stain x 30

DEXEZZEDICLD, chbi kL. REZKIL
hyperplasia T - 7-(Fig. 5). FEZY v HIicidR
B#H#E T medullary carcinoma DB b,
figme PTH, midh Lo b = 3ETF L.
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Fig. 4. Microscopic appearance of thyroid
tumor. Histopathological diagnosis
was medullary carcinoma. H.E. stain
%12
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Fig. 5. Microscopic app

gland. Histopathological diagnosis was
chief cell hyperplasia. H.E. stain x 30

Table 2. Intrafamilial occurrence of Sipple’s
syndrome, medullary carcinoma of
thyroid and pheochromocytoma

SPPE FRMEME OEENE RN EAN
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B LTIL, BHE376I, tESI6E ot 0.
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24561 (51%3) & KA SEZ T B\,

Table 2 R$THK RIEE I O\WTi3, Sipple 5
R, FURIREIRE, BeMREORRNREOHE
COWTHRELL. FRAIC Sipple SEREMMH 2 0
XI9FRIBES (D+D+B+@) Thote. FRl
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®+®@) wEeMEESSHEDI1X, 7F7RIEN B+
®+®+@) ThbH, FRIEEARERARACRLET
BEOHHE Ve HRBITE, USIRFRARE
HRBbhiWbon, HIEAL KoMk FIRE
R REMEEo L2 TETE Y, Tflo
IRRF ORI, REERBRATH O T 1BE M RaE
X2 WD b, FARANFBEDEL Febhic. ©
D X i Sipple FEEM CIIRERARED ARbh sz
ENEL, BELTWABEORIIERO BT b F
FREFLEETHS. FERTCEEL T, FIRRE
g, WEeMialE, ERUIMABEE TEES T T
LTRSS RMER VY, PRI AR L B
BEL, LrbERNC—BRESRBTES X5
5% fo, EEM Ty b = ED 2 R
CEAS? »BRLDAFVEERT 5. Sipple fE
BRERELEGBEEE A LAHLRTED,
TETRRRARBEFAOREI L T\ 5.

BEARED IFRIC OV TIREE#H O B 5278080
5 HmEsTH (711%) K@t (29%) &, WfiFkE
ThHZ LN S, WMIBECEEL T, CT, #I-
MIBG v vFiEFRTHS.

BRI LTI, ARRYRTH SN, Lo,
ERFEMREomMERED SRy #T 2 b, B
WRECHBIELIND Z EH S\, KERERO B
EIBaEC T B BT O TIL, RO BRYEL
Al&Er T L THrRRL, MBRORBRE+
EVvOBROMEL VEIBREXRETNELTHE
BEMbaD. BREAITE B\, THARS B
JAESAFE L L L BROFRO TR #EE L
TSR L BT Lie. PRIBSIRE B2
Wik, Mot VETERESRIBC R LA
T, FURMRERERM & MY v H FEM A BET
HDECOHIBRCEHIRVETHS. KiERED L
B MEHERE TOERERBECH B & L& ER LT
HBOYRDO A TESTHDH ETHER M HD.

FHRIZOWTIR, REMEESE LA LRETDH
b, MEOKE, MPEEOR LT X ) iThTEE IR L
AT feotctcdd, FRBEREICHEIhD LS
bhTED, EROBRE L I0EEERITHNNY + B
HThHBs0. 4%, BENLFERELLST, 21
ZRIhBRAE TR, FHRIEEOKALETS LD
ERbhs.
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