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KLIPPEL-WEBER’S SYNDROME WITH ENLARGED
PHALLUS : REPORT OF A CASE

Syoichi Nisaio and Takezo SHIN

From the Department of Urology, Osaka City University Medical School
(Chairman: Prof. M. Tamura, M. D.)

Hirotada SAKURANE

From the Department of Dermatology, Osaka City University Medical School
(Chairman : Prof. T. Saito, M. D.)

A case of Klippel-Weber’s syndrome was reported. The patient was a 4-year-old girl who was
admitted to our clinic because of enlarged phallus and tumors on the left thigh and lower leg.

On physical examination, livid red enlarged phallus was found and there were tumors on the
left side of the buttocks, left thigh and lower leg which had dark red pigmentation.

All laboratory data were within normal limit and the result of sex chromatin test was positive,
chromosomal karyotype proved 46-XX, female.

A scout film of the pelvic region showed small roentgen flecks in according with tumor mass
and the finding of arterioangiography suggested that there were arterio-venous fistula in the tumor
mass on the phallus and the left lower extremity,

The swollen phallus and surrounding tumorous tissues could be resected as a whole. Histological

examination of the removed specimen revealed capillary hemangioma.
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HIEE, EENEETH oS, 196848 A (BB 14D
%) ¥ phallus DJEAFEMICEHIN CEELFH
LTYRl 228, T0kL xOERHTE T sex chro-
matin (+) TH 0, phallus DKL BETH 720
TEBABE L O A3 TR TELH LD
phallus DOJERIIEIRZFH LY, ARH2ZHPATSH
Io&EECER LTS, i, AW, KB TH
DEER L ORI S b BRI A s 3
Loy, BEOHTEELHLICE . &
B b ORAHETHRO BRC 1971 £8 A 18 H, 4
BHZ ABE L.

B O, REREDSE o E L 120/84
mmHg, JR# 104/min, FEEL, B, WHFEED
FFRCREELYRDT, JEF TR, BT,
BLWAlE A L. B, BerIRERTE
Ik LU TR & BERRDADY, EE TR
k%,TWD&EkboLE*%L%h%h@F@@
faL, EHEC—TRERODRROAZERENADLR
to (Fig.1). AHEERL Fig. 2 © X 5 @ Biic Phallu
MBERL TR Y, EXEERC L EBRENSD, £
NFENOEEOEEIBARATERLADLbh. B
R, BHFCIr B, BEREBL EE S5~ 60, ®
Ho~1[@ETh2.

WAFTR ¢ ARk, 1A 18 mm, 2 FpRfE48 mm.
FATRIIEARRE, e chEed L LEREER
Bigt. MR 5 RMmERE 424104, mAREE 68
%, ~= b7V .y ME33%, BR800, FiA
IMERDE ; BRREE 14%, HER 4%, ) v SR 4%,
B 1.0%, FMEER3.0% TH 0, mE b
WA IEHEETH . 1 BERFD 17-KS ik 0.67
mg/day "¢ 17-OHCS it 2.59mg/day TH -7.
sex chromatin (3fEPEC chromosomal karyotype %
46-XX THAIMEI LM TH D, FEEWO H
8%, Tablel ikt X 5 AT EACRIEABEAC
$BH. VRN B S O BRI B IR SR
B Rolw, BFREIICIOEESL £2 bh 58N
HE—F LTHEBED vy PR R, I5IIM
R TIY Fig. 3 & L KT OEEHC—~F LT
Mg OWL L BBIRWE RG-S DR 2 B . M
LR oY L & f) 2 Klippel-Weber fE & 3 ©
phallus EARZ ST L DEBH L, ABROKE
FrERgiEDs 2, 197149 A 23, AEHOME
% HETT Lic.

EMHMTE (Fig. 4) : BB No.6 %5 + VEEAL
Thb, BTFH S5em XY THREFEIHE B X,
ch phallus DI - THRINCIER Lie. BE

Y oS —EEREO 1
Table 1

w "L s

Bopy MEASUREMENT

HeteHT o4 cM,
Bopy WelGHT 14 Ke.
RT. LT,
THIGH LENGTH 21.5¢cm, 22.5c¢m.
CIRCUMFERENCE 25.2 28.3
LEG  LENGTH 20,5 20.8
CIRCUMFERENCE 20.4 23.5
FooT HEIGHT 4,1 5.5
CIRCUMFERENCE 11.8 15.2

S HERHEET S L, B ECHEABAOEHDT
Wi L2 EESE R B iz, 2 ik phallus ©
WS T % & & LI —RIREREEROER
HiroTwh, 9, BREHCHEEREL & i i 2

LT, EFREREDELENLTED BRI HESR
phallus 2z L. o ¥, KEEROEEY
ChOBETOMBHLHERA L5, R ER
MOBREHIL B AL R LIcD T, —EDFEX TH
YT Ui, —, BOEREL b KERENG b EE
oA R, chbx—8E LTHR L. Al
HilAE2EESHIRML, & QICKRBREROETO
BT 2 A -V LD FEERE L, F—-EFr—
VE2RBWCERAEZ 2 B0 7v—3 , 29,
b2y MICTHREEIB L.

Mgsnm A (Fig. 5 —BoRgMiachE %
BB INABOKCIRENSHRED R, 1 HEHIR
BEOEREETAHL DL EBIZ XN, capillary heman-
gioma k23 fhic.

WA HENERCREAEL, 70 BCRREHEE S
F—F kR L, 24 HBROMETERER L.

% 2®

Klippel-Weber JE[ERIE, 19004812 Klippel and
Trennaunay 7% IR B ¥ REBER £ OF LIoHE
B LTI MRS IR B HEEIE (naevus variquex
osteohypertrophique) & &% Liz=DMNEETH - T,
0 Z 1918 4RI Weber 2AREDESIC K LB OB
BESRSFHRTR X 0 M HIRENE X £ (haemangiec-
tatic hypertrophy) (/B2 74 OTh%D. FEOHH
oL, FREL M b Dk 7r &, Kalischer
(1900), Neck (1925) #F#-i3 Sezary and Lichtwitz
(1927) 7o EHY AR Dol LISk Ot s
LB IRROEREFCHRERD TS0, EhDT
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P FWToENL, FD D Lewis (1930) 23R ME
BNl H#E (congenital arterio-venous fistulae) % JxHE
MBS HNCETE LicDTtH B, £ LT Lewis D
FhE, B A A Ui\ CEIR{ A b BEEIR
T2 26 D A RE SN EHBEEL, ©
DFER = O/ DFMILEF T LN TLEDOFHIR
My Ihs o kit b, ZORBEIREL ¥ Ck
FEFORNCE, HRE LOEER L ORBOIAY
Blx#o+ocHhs. sk, Harton (1932) ¥ X oF
Mullins et al. (1962) » % Lewis A TR L TE

D, AR ECTLHEED (1943)FB X RS (1952)
PEAEERS AP EAERESIRMDOBHRC LD,
FfomEES (1955) BIUEBED (1956) /XWX b
B ok n+HEEEEZEORAE b W mERE S
HfTEh TR D, FEOHEEY Lewis D5 KME:
BRI T LC\ 5. —T7, AEOBGAY B
T ORI ST W HERINCIEIET 5
= r 75, Rademacker (1961) % Bares et al. (1966)
X BEMRTFCOCTLER IR TL3.

AREBEFH LA E Wi REB & Sh TV D5 RIBIC
B TIRGRIT 10 £ TliL, ZOEHDHRELD T D
ZDOLRT, bbb OT 2 EFBIL 100 Flic s
7ol BRSOV T OB, Bk D AT
DHROBEMEARET S L, PO\ EAR
LHLNBBETHD, WHLREHZERREHLD
o, EFh, BAlcowTY, BHS (1952) ®
Harton (1932) /g S LAUEEAIC S ABRD &
5 ot LT, Wakefield (1926) RS (1966)
DESN R B L EAABSEH A HHT D, ZDED
BEA (1960) HERL (1966) 7o & DR XML bR
HDTH T, BEIDEREIRD L2 5.
U L ht s, FeETRArci il & o is RN 5
N, BEAELDEFATETRCRELTED, 2T
E¥eslabhns. Zoih, EEPERC L IRE
L, &ZM7IcERAE .

R AENEREINDEDIEI~4FTANRELS
WOTHBH, HBCBELTHDDTH-T, RIT
T EOEE ORI b AREH R EMEY
FHAERNEDLNRE L5 T\ 5.

GOHERTIE, TRICRE LB EIZBETT, i
By, BREp el ERND I L, Thbb
JER IR D Ll b T B MO BFOIEK L 5 DHt
—EM TH B, L l, B OB REEE
FHOLRAEGE IR TS, 351, MEERE N
2 CTHRERH, BRESEEDS S IRE, 0EK
U, IEMLBARET EARMEEXENTLIH a1 D

. ZDEM, EbLDTERTHALE, BERIOM
FHRNEELYE L (F5,1955), ¥ cRBHEE
HEanEEL&0F (BRD, 1964) 52 Ll
HY, bIbh OEF TSR R B LA D
eDTH%.

LWL R A D S 2 FHIH B < B 5
25, HAEROSEIITR (L OFEETOE) %
BECHAND Z 215 FTH 7oL, ZWEROR
A LT A E AR D O O RE B B o J
E, RO (RS, XX), BUBIRGOOGES
LU oMFBEREAROWE, BEREL SXES
LCHT AU X v, L LEGE Tl VAR I o 7R
BIYIGESC X b MEBEENLHELY 2 v bh
TW5b, ,

BRI BRI L 7o DB Maffucel fEREE
BHDHH, KEXLREMENE E HRENKEEOS
ftlicboTh b, FERHMEECEC TEHLMK
LS %.

BECBI L Tit, Lewis (1930) X 3 fossiayre
BEFAEZHRE L TR Y, KPTLEE (1956) &
ABHEERR D D = & 3T 20 BRSO
LTLBERaEOHBOIBREELIE D 2 LR
RBEN A, LIS o TRHERRIC X % 02—l
THHEINTED, BXREECH L CikfmkErd,
FlomEECs L COIERIREBEES 7 0 v ok
EXBIlbh T b, T TRRRIEL S, b
NOREER U7ERIE A% 472 <, phallus DfEk%
ERELTHRBELELDTH Y, HEBEREOK
F, MRBEFICIFEEL REHEL, BB BlE
LT ick o h, HB3d w3 28N 3 LIEREY
AAHLCEST=DTHS. Tichb, MEHCIERLE
baRET o Eic kb, U TERERS LT m
FEEIEALTFHI N D THD. KSR
KO E, REIDZ & ZREFE EERD L Z LT
v, AFIOBIINENOBEFHOAR LN
Tels, MEEHE,D LY Lo X ST, Fifanc
R B ERE LR THEE LT Y, 4E
HCFRD 2 7L DI DOWTUIREWREE 2 b i
(Fig. 6).
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