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BILATERAL RENAL CELL CARCINOMA WITH EXTENSION INTO THE
VENA CAVA ASSOCIATED WITH VON HIPPEL-LINDAU DISEASE :
A CASE REPORT AND REVIEW OF THE LITERATURE
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We report a case of bilateral renal cell carcinoma with extension into the inferior vena cava
associated with von Hippel-Lindau (VHL) disease. A 52-year-old woman was referred to our hospital
for further examination of bilateral renal masses which were found on abdominal ultrasound
examination. The diagnosis was confirmed with renal angiography, abdominal computed
tomography (CT), abdominal magnetic resonance-CT (MRI), cavography and head MRI. Right
adjunctive nephrectomy and removal of the tumor thrombus were performed. She has been treated
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with interferon-alpha after the operation. The analysis of her DNA by using single strand
conformational polymorphism revealed a VHL gene abnormality.

(Acta Urol. Jpn. 42: 361-364, 1996)

Key words: von Hippel-Lindau disease, Bilateral renal cell carcinoma

#®

von Hippel-Lindau %% (LAF VHL) &, #BEME
fE, HRMEROMEFELEREL L, IF, B
B, BT, BELAZOCERCERTAHTIEE
BHREUEEEERIEETHL. SEDLADRI,
VHL (28 5F L7-TIHEHRRED | fleEBRLIZOT

i

ETOXMOZEREEMAHRET 5.
i B
B 52, xi

EF  GIEEER, IEE, RERD

BEAERE : miILESE

FIRIE : A0 /ML E S HERERE 12 ThESS
AT, 27RBICABER BRI TVS, TAK
ZIERABMIC & D 165 TFET- L TV 5.

BREE « 19904 K E & ) BRESIERE, BB+ A
ETALKE. 191EFEICHERL Y 4kg DFER
PEEE. 19149 AI7TEICAB Ny 7 2 Z I THER
Y- 7EMAEEE RSN, 10A18HICLE %
maIhzZ L.

MLREBE : HR146 cm, FE40kg. [ME160/95
mmHg, k¥H82/min, . IREIEEICEMm 2 <, B
FRAERRICE e L. ARESIGEREROIER * il
THIEPIIETICEE 2 R0 h 7.

MLRERA AR « I —#%, MBAELECTREES
BT, TPA, IAP, 7 FridwThd EEHE
R L7 RBRETRIREL %S, RAKZ X
class I. FBAESHIZTRELZED L 7.

BERZW : SEEEEE CIMTER L HETEE
BIUBHOER 2RO, BH CT T, AL
BBLUOH TELEEEBIZAE density Rig—7i



362 WRRE 42% 5% 19964

FEMRELRDO. FLTREBROWEEZZRD, T
KEgREE MBOFENSELN: (Fig. 1). FFER,
R, BIBEEIRD e, o7 BBEFRRETE
TR T — A — R ERERE & RO, 1991
£115100, HEMEBIICTTEREEFLTMIER
BRWRERRHI A L7z, BEREL CRAET - TR
LEE LB EERE RO (Fig. 2). Magne-
tic resonance imaging (MRI) T1 ##AEETIZ, B
BEIR L ) TREIRICER L2 ERmER %0 (Fig.
3), TREREETORA SNz, VHL I8 oo
AHREORK T, WRMEEIIZ <, B MRI
THHBRER L ROEMNEE L Z 2 0Nk,

Pt & b, von Hippel-Lindau #, T X&IRES
A% 4 A ES (& T3V2NOMO, 7t it
T3VONOMO), HERAMERE & 2Wr, DLTFTOEHEIZLD
AEWEEMN % UEHOEFE L CGRIRLA:. OmAIEE
B, MEETICEEEORESZ b h o7z, QF

Fig. 1. Enhanced CT scan demonstrates
bilateral renal tumors and dilata-
tion of the vena cava.

Right Left
Fig. 2. Selective renal arteriograms show bi-
lateral hypervascular tumors.

BIEATIE & b ER IR LA AT C I BRI IR
R EE L ONEFTRTHo72. OLEERLE
Z2OBbLEROEREZ-TAEELLNI. @
HRIES D > O T KERABEIRI, EVIRFRICE
WRECRCIEEY & TRANENEEZLNIC. &
NS 12 & ) 1991411 A 21 BICHBMBRAM B8 L O T K#
k& BEEDBR %2 HBAT L7z,

TR R - Ml LoARIC I BB 1.2X
1.2X1.0cm, TFHIZ 8.5X7.5X4.5cm DfEH % 52
W, LHICTEN, HERBTEL TV IHESR
Ik & 0 FTREIRIC T TEESEOBBNE]K ZEO
7>, RIBHEMZ WL, renal cell carcinoma, alveolar
type, clear cell subtype, grade 2>3, pT3, pV2 T
&7 (Fig. 4).

BIZFHANT : VHL BRIZFOBEGFERDOAEIID
WTRRET L7, AT CTICRE LTV B HEICH
W BLF @ & 3 i2 polymerase chain reaction (LA
T PCR) & single-strand conformational poly-
morphism (LAF SSCP) M 24T 72, ~/%Y V0
M#% 30ml & ) BMER%ETHEL, 7=/~ 270

Fig. 3. MR imaging on T1 weighted image
demonstrates right renal tumor with
extension into the vena cava
(arrow).

s renal
cell carcinoma of the right kidney.
(alveolar type, clear cell subtype,
grade 2>3)
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ORNVAEIZLDEST DNA 2B L/, Bl
72 VHL BIZF D cDNA 23D ® exon ¥ &t 852
bp @ open reading frame & DK S LTV 5729,
VHL BEF DBEFEFNIZHE 6 4D primer & 1
B L PCR % 1T- 7z (Fig. 5A). PCR i38# & LT
50~100ng ® genomic DNA % Fi\:7z. PCR i3
MDE %)V (Hydrolink, AT biochemical) ZE& ik
BLIBRSVEERLXB 74 VLIIELEL, BF
LERIKE) Y — DRI ZRETEMA 7.

SSCP ###T Tl¥, Exon 3 DEMFICBWTEE RN
v Faskrit & iz (Fig. 5B), VHL ®IZF cDNA O
EEEFIFNOBRIZLY X7 LA F F6I5F D ade-
nine 2% thymine "NDEERPFER I h 7z,
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BAED T D—BRE L L7725, B%, A3 Bk
BEFTHLH., BEIIBBICEFZBLTBY, #ik36H
AORIE CT LEBEEDOHERZRO TV,
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Fig. 5. A: This figure shows the constructure of
VHL gene and the location that PCR
has been done. B: The arrow indicates
an abnormal band observed in SSCP of
DNA in the patient with VHL disease.

NEMELTWS, T/ VHL D10% »FEHEHE
THIEL VHL DERNR2% % Loz LT 5.
SEbhbIARTBREF DD LERE &0, RE
ZHRFE I TR & HERR S N/ 28ERIIC D & KE
L7-.

ERIT19~635%, F35939.3% T, B3, K15
BlEEERZBO L o7z, BIED Y — 713501 H
H 9B, DWT0mA & 30BAHE 76, 40AH%3
B, 10EM L60FATE 1BITH -7z,

AR IC X AERE LTIE, BHRZEBOALN
719603, EIERMED14B] (74%) £ %<, DT
BErEAT 3 B, MERBIIMIRAT 2 BICEED bz, Zhid
REBDEFMZBNT, PHLEFEXILOETS
FRMRERDEREICL 28E SITEELR COER
%, MEMEEICLA2RADETICL ) VHL 2 RIE
L, AHERFEOERE CEHRENER INLZDHT
H5. EHREIZDVTIFIIEEAD 1), /NKIIL
EFEHIB (76%) ERDBE L, DV THEEMRII
B, WEMEEIG, TER6H, FITEEMRE?
), FEE AR B, T/-REEME G, THigED
BE - BREEAERT 1 FIRD . BHERECES
DBFEE, FEE 146 (FE 66, £RI8H), ™
BIEA 4B TH 572, FEEHRIE—AICO & 2L
FOZREBPIIB L L, BEBAIISHAIROLN
7.

ZWTIETR Lz T8 st EL - ERBMEIOERE L Y
VHL #8&bh, EHECREERBTEHBCT IZLY
WS NIEFNKEET LA, —FIHIZA S ) —
ZTELTITPNAECT X 10mm A54 XA THbH
B, EEEITI ICH T o TEIMNREOBWIEA T4
TH Y Levine 5213 5mm 254 ZA® CT ALEL
LTw5, BEFITIE CT - BEEREIZTT ABER
MEEE MR A5 C BEb N MRI & FTABIRES CHE
L7z. MRI OATEEMRERDOBBEITRELE X
L%, TRERNOEFEORE IS HMEIZH
WCRTREREZIATREEZ, MELTHE L.

Christenson 5% 1% VHL I2&86F L7- S8 & =4
BIEICBWT, EBREELER T 5 L EHizEOM
B & IR NIA—Ch o7 e ME LTV 5.
RIEBEIC O EFMBOA LN 15B1F 1445 (93%) I
VHL OREABEFROONI-Z L LY, BEOE
BEIODETHLRRLBEBBENVLETH 5.
Latif 51219934 VHL DERBEFICHET 2=
LIED L. COEGTEEEIEMRENOFT
clear cell subtype IZBERIZHRIE S N5 Z L ASEENSY
WEhHEEINA HREATHIEEBIUVELK
VHL BZTFEEFMRE SRz FTFREFHRE
2, RROFD»OBRERELTFTHNTLOICERLZS
EERDLEIONS.
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REMABENRECTIAFICHREOEE D Y
clear cell subtype #*11fl, mixed subtype %3 T
Hotz. TRRPICERBMEORBAIH), G1~G2 &
N %5 b OA104, Eﬁﬁﬁﬂ%ﬁb 261725 G2>G3 T
o7 '

BEREL LT, HAMEI4BIR 9B (64%) 12HRIA
WERBR T bR, ZOMO 5B TITb B RE
FMTORBEIR N T Uhr B Il 145]
T, BRIGHBRRRM + B RFFMIT6 4, mEER
HFEMA2H6, FRORFRAS3 B, ARG ERE
Brafi oS 1 Bl 72 & OABEYIER D% STz (Table
). F-HREIZED3HIHHE IFNa 2558
Tw/z, VHL ICE&6 L7-FHRBOBRRBRICELT,
RIGEH & BRERFL VIR T 2HEICOWTILE
WODIPNDEZATHAH. VHL IZEH LB
BMO—REBY R4 E LT, WA - EREOEmIDH
D, B L AHBILEN, SRCBEHIRARESL
BEL I AR EN TV RS FABITIR
ERERBRM TRV EE X 525, WEFCid EBosF
BrhIz, B0 LAMMBESREOHEERN - FH%
TaRE L7295 AT, W2 E ) BHEREEEEE
TXEELZZ LMD, Pearson 57, Loughlin 59 4
FfDOUGE L 5 Tndb. BEEITIRIBEE L RO,
MAEHERLEET B0, BEORELZ 2L

Table 1. Treatments for renal cell carci-
noma with von Hippel-Lindau
disease in the Japanese literature

Treatments Cases

Unilateral (14 cases)

Nephrectomy 9
Enucleation 3
Partial 2

Bilateral (14 cases)
Nephrectomy+partial
Nephrectomy +enucleation
Bil. partial
Unil. nephrectomy
Unil. enucleation
Bil. nephrectomy
Biopsy

— e = o= ND N W W

Autopsy

Unil.: unilateral, Bil.. bilateral, Partial:
partial nephrectomy

Lirot:. HEOADBEHERA IFNa 5 Lk o7
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WI k&, BEICL 5 TRIFL quality of life A9
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