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BOURNEVILLE-PRINGLE PHACOMATOSIS WITH STRIKING RENAL
ABNORMALITY : REPORT OF A CASE OF FOUR-YEAR-OLD BOY

Juichi Kawamura, Kenji Sawanisar, and Yoshimaru Mivake

From the Depariment of Urology, Faculty of Medicine, Kyoto University
(Chairman : Prof. T. Kats, M. D.)

Toshikazu NisHIO

From the Department of Pediatrics, Faculty of Medicine, Kyoto University
(Chairman : Prof. R. Okuda, M. D.)

Bourneville-Pringle phacomatosis was seen in a 4-year-old boy with enlarged kidney on

both sides.

Laparotomy revealed polycystic kidneys.

Two and a half years after operation,

the patient showed the renal function unchanged, but he is unable to go to school because of

increasing frequency of epileptic seizures and poor development of intelligence. From the social

point of view, prognosis in this case is quite hopeless.

Discussions were made on the renal

abnormalities frequently associated with this disease based on about thirty cases reported in

Japan.
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Bourneville Pringle FFEIREVL, T A0 A RfE
HBEET -BH o fRRES trias & L, TR
o MoBHtE(bEA 58 & LT, ectoder-
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% 11966551 A24H

ABs 1 19664 2 H22H

FiF - RERE, EER

R : 1580 1 ACHPRRCEBRFER DD
DDHBIEMEL, TAdi, BEER, BECKS
DHBNEERL.

fEARE : WMURE. £ THMIE 2,8008. HE&W,
BOHNRBRIEST (%, 5HA s THEMUHA &, 18
AR, 2448 3, 304 H A, 1207 5 58,
1A AD.

BURIE A% 6 ¥ B ZA XY, MUBRERIEL &
T X oRkinote., FORMEI1IH1~20E, T
W, B, HEERRCEECD, bBEEELTERSS
HThHs. BT 1ZURTHY, RIEBRIARTS
SEDB, ZORFOHELBEIFSE LD,
TACHEMLTEL. BN FHATLEEL T
5. ERIIERCHBER TH D, ETHLD, WIE
BIHRCEEND D LIEWCHRL T & .

S (19664) 1 AI8HARUNERZZR L, K
BRAERIR, BEDD, YB~EH L. RE
S (=), HBE (), ek (), &E, ERED
R ER1E 117

BUE : 00K, B PR, I 0uR
Fig. 1 R4k oic 1) WlEiRs L O Eife, KE
T BB Uil TR RO B8, BT O
B D, 2) HERTEPR IO, HEEL E
RURTRACEEM 2 RE1I00E, b1 3) £F
W /NEIE O café au lait 1 2% bl

B, Bo gk,

DREE110/5r, %, TaRE. WRRER 28/4.

BB mesocephalus

B EAARE (=), SERHEREN> T5, B
w® ().

T PRI kRO B2 1 2. RHkEmEAER
E

D BERL.

JEERSPE. MERRTC EES b . Bl EAFEL
K, R, FREVOEAERCR, BEEIULEE, JEEEL
REET, WFPHchs., Rk, EAcPLE
SMETRIT IBEAE Bipia, EER LT —3K
LB o, WBESO BFERAS. Az B
K, HEEE, B, B . BTERCERE
5 (Fig. 2).

P BRI, AFOEBREH, FRE.

SRR, Ay ax—[af, aEs-).

R BEBEL.

BREFTR

—fi% S ifi

FRiMEk 588x10t, Hb 989 (13.5g/dD), Pkl
11,400, FrHER60%, HFEARR1.6%, IFHEHEER0.8%,
BERG.4%, V¥ 35R31.2%, MM 25104,

MEEESE alb. 40.9, a; 8.2, ap 15.8, 814.7, 7
20.4. #7%E 6.7g/dl, A/G 0.69.

AL 1R 5, 2 W11, SPI5fE5. 25, MMiE NPN
23.5mg/dl, MmMEEME Na 141.8mEq/1, K 5.36
mEq/1, Ca 4.88mEq/1, Cl1 100.0mEq/1 z2 g M 91
mg/dL

MfiEav AT e —4 128mg/dl, miEP 5.58mg/dl.

IR mRE

=fVvv 75~ 4, CoR-1, CAR 9,TTT 1, ZTT
4.

GOT 38.0u, GPT 22.5u

THY

TYF 75 A77 &2—+ 3.25KAU

7w e v EVEHE 17.18

ASLO 12tu BA'F, CRP (—)

PSP 154, 4% (40cc), 304 2327% (45cc), 604+
2133%(5cc), 1204 >47% (80cc)

MmE Yem =¥ = v b) 162/118
F LR 138/98, A FHE 144/106
75 F% 148/62, Z2 TR 140/100

vEFY 7R (LTmg 1. v.) Bk

mEEERE (-

EKG [FH

KA R

PH 6, Arvx (=), 7bvy (=), AVYAIYV

(=), veey /=,y (=), =3vFr (-),>
TV (=) T 2 =ATs v A (=)

P RmER (- Bk 5/RE PR ()
FEmE 1~3/48 :

KE

“YEFY ()

74 A7 7 & —+ 25.75kAU

B (=)
P#Vf9X7&Wﬁm:6%F Ma-R :

IRRH
FIIREE, & < CAIRECHEED phacomatosis (7
i) %Rw5 (Fig 3).
HAMOBZE L, SYENCERR <, MCBEEFE
L.

BoEse# (Fig. 4, 5).
GRS bh s, —Ho KIERC G
RoRsn, “hikbolBbhs.
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Fig. 4 784 s kke

Fig. 3 EizpEfElio phacomatosis
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Fig. 21 BEak; IVP 20512

Fig. 19 4 Meflakia

Fig. 22 fff

#% 245 H Ao IVP

Fig. 20 Bk
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HIFERE 7 A b s REBIEARD. Tihbb,

K%+ A20, S23, M43.

WA BEER 19, WEROREI, FoEH
14, SMIyFER23, EREFEEST, thaByFEEE25.

EEG  ZEMWHESBOFENFELID

1) 4xfkic. dysrhythmic (2~8 p. 8.) TH 5.

2) ARTEEER & AR spike and wave focus

BB,

3) ARTIEEB=e% hypoactive

ViR

SE (Fig. 6)

1D FfIRESRHK.

2) WRINED THARRATH v, BEOFEE
BbL®b5.

3) BERBFCALTR, 7ok, AR e22
L, BRIBZEDEMRE R 2 b ELLRDIh - 1.
SRR R e (Fig: T LR EREEE)
SHEWTRERES (Fig. 8) : TA#Ra b EH2.0~2.5cm

WAL, ; .
JoE SR (Fig. 9 @ DIRRBKART. I
EVREE L.

MEEE BT LB RRD T

P g (Fig. 10, 11) - 387 (), B\BEE ().

FRE Fig. 12) B D 3 =205,

EBEE (Fig. 13)  wWAERERI oW
whb, KELEEET.

Hel B R iR ,

Bl i cE 2B~ — ﬁ#bf&%#,ﬁ@
LA EBRBITYEcSH 5 (Fig. 14).

1054« HED L, HAEROIE L PHIBEE. K
BEAET5. £ AR UCHREF ¢H D
25 BRI ETREEL, TERORF~DOEMLLHR
B, PLKBEOEALD S (Fig. 15).

AT HEBERETIELT L iR .

B EosEiEd a8, Bourneville Pringle RHEIC
K75, MABEELBEHL, 1966F£381H, 77
—wV, F&, BRC X HEHREO b L RGN
T L.

FMHPT R

JEFRIE i BB i R IEBAC R IR R m U e
HETLENREEEED D, K& X2HER14.0cm,

Efg 7.0cm, BX 5.2cm ¢, REITKPFBHEE -

TI0% = ERaA Rl (Fig. 16). BRIAREZ X
SELBITBHE HOBH TR 150cc B5
hic, ChbBERBELIBERLOTBIIZED LRI -
fo. EBRRABEEOREVEL, REJTL2ET

D RELER 145em, M 7.2cm, EX 5.8cm. £
FLRUERMTTI0B = 0ANE & X EieBzlai il
», BHRZE 100cc |5 L7 (Fig. 17). HAHRK
WCh ohb Bi: BRe O TRIIAD bhith-

7o, BEEHSEOWCE, BB S AAEBREL
T XL BT B X5 THo ks, I
OB RS L 5 EABRIEEI DL 5 kT
BETH- T, )

n¥s, FPRE, MR ERYZRST, H2 2
EHTh- 1.

¥, BRABEEC X 5 BEE~0EafRoR
EERET 5100, FRAIOHBIC LI > T, ERK
HFLHTEIRE ORI CER L, BT E R
ErlfTUic (Fig. 18). s d 4« TE 50
BEFENEMELS “calico-tubular reflux” %3
Fobt, HEEOWTUL, WICEL THL B RE
DEREGRINTED LT 5,

B oL mEL, B OSWTROhSBRE
WAL RAE EROBEREE RS HOKRCT, T4
BeergaxB823 o0&z 005 (Fig. 19). LiL
EEC—8, FBE0RYEEC L icifag#eR
HBREALDY, SKEERELEYRE3EFig. 20).

HERTEBRFCC, MABGEBRELY. TADA
FfEr UBI AR, 2~3HIC 1 B0 HaeTtRT
D, FEIPREL Abhi.

B 196648 3 B14H.

BRI B TR T, MU T B
CEETFHREABRL TRy, EhE b, Bifitiok
#R@o b (Fig 21)

BRI, SR CRGBBERTH B, ML 2E
5 % Bico 12 1968 42 7 B oHEl B TR Fig. 22
DZELT, BEROMRE D E VB2, Dl
&L FBRECHELCUIRIFEBE & » T 5 EE
b5, UL, BEIOKBIIRERCKE- T, &b
EERERYD, TALLRIEL ZOEEMNE LY

FEFEACS &G Uiy, HMEEORELEL, B
FLARTRICRBTHS.
% %

EHEiEBL2 AEL 20 B#d 5 BEEKG
B, —o—0OEREEHEMOFEL DR %I
LVHEFLNT, EFHEN>HERLRTE
Teds, AR 2 OBEBRTRRWDKR, —DoDE
BOBADOHBEETR TR oD, L5%
—ODEREEL L TELDLNILES 2,
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Tihbb, HAMEER»D, 180F7 5 v A
@ Bourneville®, Brissaud i1 X 5147 BER
OThdiEFAE BRCLT, RAFE FAY0
Hartdegen® % %% Glioma gangliocellulare
DHD D & TGRSR, 19005FC 0
CT1061 O RE P FIREE IR & E I U IciE ™
BINTHD, MO HHEMEBLE (tuberous
sclerosis) 23 % OE BB B RE L Sk, 7,
FE R e 36 v Tk, 18854 Balzer®, 1890
4 Pringle” 1€ X - T, 4&Ed 5 vikGMRIC
B M £ C % MNEREOIES L BRE S
v, BElE (adenoma sebaceum) DHLIE 2
bh, LR, <o EMARBMIN TR,
19004% Bourneville® 2B EE % &0 L iE B
%, 19204 van der Hoeven® 1ziREIC & EE
WA PET 5 & & &3R-X, 19044 Pelagetti®,
19084 Vogt b9 X » T, EMOIRZE (tuberous
sclerosis) & g D R%E (adenoma sebaceum)
OEFEE BEHASBRY Sh iR, A—KRED
Bt BEAWART 52 Wbare 3h
e, O, D, B, HilFcd FREORE,
BHCERBRE RS, chbRAEDSUHE
Thoz eHNELBCINT SR, 19324, van
der Hoeve!V 3 4E & von Recklinghausen I
3% 3 X ¢ Hippel-Lindau &% phacoma-
tosis 7n 3 BF kb 2 TS L, AKIE% phaco-
matosis Bourneville *FEAYE.  Flic 19114
Sherlock!® (1 A& HE % epiloia (epilepsy+aloia,
¥ ) o+ 8&C mindlessness) & 4T 7z,
brE BT, 19384 I i KiE%
Bourneville-Pringle phacomatosis & %21,
19394 AR SR LEE O RBO b LI FE
Mz s Batd Mz Tws, RED AFHICEL
T, #2358 ¢k Bourneville-Pringle phaco-
matosis (FRFBHE) I X » T, e b—EHOEHESE
ZRIEL T 5 &S0, BOK, FRedeok
EJf ¢l tuberous sclerosis complex & o7
Brnr5Ths.

REFE I CHEOHEIC OV, BHE
L DEECEWT, 1~28HEIRT
W3 X5 THO, FRCKE, MIEERL I
LEBlIC oW T, FERBERIhTwind

ODLHMEFLLELDR, 2B ET L
BARTETH S, Bl Tk, B, Bkt o
MR 20t % B b 5 FTRS L0 b
B, FOMENBELTETNS,

HHcrBLrERRch o, FEARSC
HMINCTWIESE, 6~BFIc— 757
BERBZB E5FUTTR 5XE WwhhThs
15,10 = MR EYEH TR AL ABRIEDCH
RME-—~DREIRT, FREETF S BE OIRE BT
NZHORIRTLES 2R WD THESH
5. LaL, FBHEEHcowTk, TA»AR
FlE, TEIRIED & 5 7 HE b4 WHER & FLdE
CLBa, 60~T0% 15X ETHEWE IR
T\wwa. © ORFEI & AEOBE X 1 s R
BT WA ERHE, REHCAS Thrb, &
ik, X oEREELRRT SR AS T
b, RIOBHEERDDL NGV RDED
HERIhs. Fhe, KECEHFTHIHE LR
L 7o hRIERR AR I 35 1) % BT O IR Ay 7B
oEHsEASRRcrdhve e L3R
bhs.

REZNRE X ORB oW T B#ETH
0, AMEDROME—NN, MR, KE, IR,
Kl 7 &, % X O PRk o Mg —0, &, I,
Bl LKA, MEROBERCE A MR
OHERBE BN, O R, EBYR &7
TEbh 5, —fc, chboREORERK
ST EE > Tl o, HERCEFILR
BORETELBRAE VWS, TTCRELTW
DIRERIDIREL hHWEERSS. L
L, BERL, Bieoldnesrriiige, &
BB FRBEDO 2 2d 505 % b
TH B, .

BE FERERUEEFTRECETSH0T,
BEEEYET S EEZLR TV, HEER
BAFTH S, —ReHRAKC L 5 EBEER
2B B WEARHAL, RNELReHE e &%
WEIRTW3Y, Lal, A—5RARED
BEREADV RV, 20, REORBFAD
BEE LT, 5FRCrABNRERSHZ
557, HLFRTREA/C LrEEAbk
Wi, BT L SEIRNCBE S i WAl
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bHHOTHAHS, ¥, HHEP DS TE
<, GFT, ALKEDHAD DR » RFF
CERCHbLRT, fEENRS L LB CEES
D, BEEOSBERELEL, BARCHEHEZEARTRZ
I 5 &0 HRBERHOE LD RS, —K
BMFREOHE R Dickerson <Y kL
<, D 3ttRicbiesiRd, 2) 2#Rbi
%4, 3) FRMHoRBECSEHLT, EN
EEHM % BT 523, Bloom? w3 ¢ &
{, BF- R brsdz iz LIELIETHS
»n, ERekisceindhnwidThs, b
HKETE, B, UELWAEF I REbR?
SEGERELCED, b, Mrx0EfK
D&, FRBZERCRARD L Ro»30dH
higw, bhbhoEF Tk, BIEEe 51¢
Ho 1A PR, EEREY @Bok Lv5
2, REE & OBIRETH T, Wb FKIREX
RwizaTni,

PBEo e, KELR FBENKC Z2 T35
&, SIS s vRFEECE RoTbh5
Lzarnb, BrEEmlEr b o RERE &R
RTscrorre, Mekd sE5RE#RE
HAFEECLs KEEB D> b o “inborn
tissue defects” OO LD TH D (Blo-
om?®) & %Wk, EEICEL TR DR
Bk &5 & T bbb IR R KRR
LT, '

1) neurofibromatosis (von Recklinghausen’
s disease)

2) tuberous sclerosis (Bourneville’s disea-
se) ’

3) trigemino-encephalo-angiomatosis (Stur—
ge-Weber disease) @ 3K EFDTH 2 T
5%%b 5% (Chao?).

DT L, SHR, RESB—ORE L
LTS h s 0Tk, KERL HuE,
NEF O B EES S, —EOKE, MEROLE
BEEOCOLDLLTOERSEDTTIrND b
DLBbins,

BRER 1%

(D Mg -HE-B bhbho@Rlic
FEFI T, ETRE X 0@ CRBDH %

DR T Cotess, RBERENVBIEAHR
PEOFERT & 0, IR B $5E, BT OB
EOFBNEEORIEEL D, E4NRTS
wonT, SEOBRLHELSL R, ¥
BOHECHMIIRBTOLTOERERAD 3.
TADAZRME, WMEET, BHERREEO irias
MRLHo Tnd,

— e, BRRAEIR & LT FB A SRR
W, LT, 2FFcelildscengune
X n2e) . oy massive spasms, myo-
clonic % % Wit “‘akinetic attacks” Icih % 0,
£ 2 bic “focal cortical seizure” & 5 ik
“generalized seizure” w5 L b, =
it subcortical i iFE 435 v, paraventricu-
lar basal ganglia O#HEEBEXRKEELCTW5, B
¥ I generalized spike wave OB, ali®
R, B, HIEOHBY & EHInT
W5, chbO seizures [ZIEYHIEICILER)
Thb, Thic, 2 HANCEERA LIS
TEBBBELNHY,

Tuberous sclerosis & oW Tk, MEOERRF
oM EoRE C, HARFENCITEE M
A, 7y 7Hifle (BEX7 Y 7)) aSHBIL,
7Y 7RO 2, BEsETFLsE0L
INTW5, OB, £hic- T3
Moo bhsienie, PVG (GNE) T,
MERN~NOEMOERERE LD, HER
B <, BIREERAbhikdT%, ©
DOF KL basal ganglia 104\ & i,
ESP 2T ¥ TreE L, cnBFWmH &k
V5%, ¥, CORRLENDRGEDE
Wiz k, MEEL D, HEHTREE, KERE
LigRC, AHFOFRBMEDS & 5172520,

bivb O U IER TR, ZERKRERI
{LEE D bR, PVG E, B o tuberous
sclerosis 5§t L% FiRaBbh. Uns
U, Bl b CRRBEAYRE 2 HER S R e BT ZE
OWTERYEI R, AILHESAELRE
YTl (o

i R REIR T & % 43, adenoma sebaceum
D E s shagreen patch, plaque, café au
lait spots&EnEN b FFEN TNV S,
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HRNRIE &\ 5 08, HERRASEBRO B (b1 ET,
JERR DM RN b @ LRI T 52
9,18) .

BoZtcd sa, van der Hoeve LIk,
WABWBILE BALT W 5% 2382428 fEEstine
%, MECMHEGHERCRT 57 ) 7 0B
FE 2 fEEETHIIE O B & RN X T B 2950
bhbhOfEic d B8 ophacomatosis
DTS,

(2 BRE KECRLIZZOMOREEL
LTk, HEHRORESR, Ml ki 5 EE
WIREFRD, ZD 3 b, B ki) s B EHEE
TEPT B L vbhTwa, & OBIRE B
W7 Dk, 0o EERERERR A R, - Basitk
T, hOoLOBRARORS L 050tk
T, hamartoma & U-COEREL < HfIK:, &
BETchsrc & ThHB, #<{ Bourneville ik X
> THH CERBEFREREIR TR, sdicH
BREEBOCBEANZONTE L. EROR
LEnb, Hhc X sBEEORABE LG - T
& % &, Ross & Dickerson?® 129, Bielschow-
sky & Gallus®? 539%, Brun?®® 609, Fowler
& Dickerson® 659, Fischer® 60~80%,
Christchley & Eahl?" 809%, Hyman®® 81%,
Golgi®® 8% D& k<, % DERILD B,
e ne0~80% D EVWHEETEH T b D E
Wz X35, Sbic BHNERE kT 5 L,
Batchlor & Maun® % 3FLLF® tuberous
sclerosis - 63%# 5l H265) (41.2%) ol T
W %43, Reed 53912 X % & 3141561 (48.4%)
T, 0 6 F LT CBRE (hamartoma) 1k
Rombibv o bETH 5 BT3B,
PROBE, BEOKEBECE o/NERER>
Jro i, £H L0, ZLBCORET
BEL, BRECREATEREZELAVLD
SN

COXICEHETHRER DB L2 HH
b, £ETk, BEZOKEFADS B, KEC
REREDEHZIDLS VLD LB b 5.
O, MRBBVREDE, RhriTl, vii
BEYEBERT T 5 X -C, X 0EH
EL TR WEETH, BREOBEAT S

NEBEr#EmT b0 L Bbhs.

7L, N BREOERG L EER, #i
B, WO 3B /L ks, BV
B CGHElbM:, FAH) e, =M (Rosen
o6, JNRLD 26 X0) 28 fidhl9flic
(68%), Reed 5% 1356 flh24 Bl B EB O RE
B B Ui &3k, Golgi®® I X % &,
476, 56% L IEE, 21%c space occupying
lesion % (LU 144, 11%k U-P B&L
O7AEE, 1B MOREIREZ D I &<
TWw5,

REEN R LD BREELE L 5 &, Inglis
e X E, BELEBLCKIISRS & v,
T3, B owTr/NERREEL, con-
genital polycystic kidney 0 SEHD—2>TH %
L, KEEZFRTILOBerRrhiarink
Blcinw e 3h s, ARECZD UBERE
FES S oLk d By fibrosis v Einb
, ¥k, coBERE A L TUEESTEKS
NBENEIDRARFETES, bbb OBBRL
REEBITCUE, EAD LD ORBICAS LD
LB b5 2, BEB I THI space occupying
lesion, FBHEROLERGBLRD, [EE
LEELOXFLIE 2 DR AeSRBHE, B
AROFIR2 L, BERFEBRHINLLLDTSH
5., BEOBBREL TR, *OBRERLL
<, D BUHEE, 2 B%, BIH, TEHAK
Ml b7 24, 3) MERO MBO=20
HMix BT b,

BRI, KOS & &4 0 AR THES
RERINTWHR, —ffc, JEHE FiayE
ZEEC LT, 0 - B - IBYETREE
B\,

elfaiE (Vogt, Froug, Fischer, Harbitz,
Fish, McLaughlin, Critchley )%

W EMfalE (Campbell)®®

MERHERE (Gavazzeni)®®

mA&RgMGE (Critchley)?!)

Wi gl IE (Critchley)®

MAMERRISME (Critchley)®?

hEESARE (Critchley)®

MERMERRES 5 V2 AlE (Moolten)®
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M ERRMENS IS A IE (Moolten)?®?

‘Wilms’s typedadenomyosarcoma(Moolten)
% 7o Wilson*® iEAEEOHEICA 5~ &3
DELTWS,

EBYRCTBARENEINTWES, T
EROVIC I Wohlwill'h o 42 2 BER6I2 &
5.

KB, ARG, BEaRoiBs b
%, MEMRBS), HEFEOWS (RIHHED
BLIUHEORER L DAL, Meofians
xR LTh, SEBRIFFC RV, K
L EvbhTins, ,

K., BREDOZW OB e 5K R
CONWTTH 50, BREOHFELZHEH LD
PEERBD I B bRE, cOFrD
b, RIEEOKHE, MEREERC LeHEch
LT, BREDTES VAR wiadamhi,
WHEB® 13, REIFOMERET LY &
EDTNBEN, Thicks e, MERELNL, &
FROEEDOS 220 ThTHENS,
o, MbhOBREREELRD L 64, A
BIEWEDOTH LR > Tns, Golgi® 1 474
HR8996 L I IR BFFHAVIC FBREIR T 2 D75 % R IR
BHARACHORRAAD Lo k2B,
AIRAIMR 2 %, BEBGAINIE 6 %, TER22
%, BIR8Y%, THMREFERG6Y%, BofmT
550 8%, BEEN, BEL2X VI
b, ErBERBEECmE Cafiolfs
DD ORI UNEPRIEF) 74H Y - 7
# A7 7 X—XDFARIK DL NS,

bihvbh OFEF Tk, JEMERE: LBk
MI N, BIMELSMCERTR, Ae%h
BAEFMRTREFRABD ook, BIRLAED
L, VBBFNRESFREOBHREL WHITA
IBET b0 Bbh s,
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