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19tt42 b ¥ H & Laurence-Moon'syndrome, Lau -
rence-Moon-Bardet-Biedl syndrome, Laurence-
Moon-Bied! syndrome X3 Bardet-Biedl synd-
rome & LTI o 2 ERBOBERNEBEL
Stiggelbout” i3 Handbook of Clinical Neurologyn
BT 7%\, Bardet-Biedl syndrome 75 % IF
BELVBULEDOTHAHILEORT VBT LR
W, bhbh bLUF Bardet-Biedl E#&EE (LIF B-B
AEMBELBRY) &0, T BB EHEHEIZ IR
BEETREVY, bhbh 3 IALERLLOTH
&35,

i Bl

EH 1P 15 BT

REE. BEUACEERBOREEET 281 S
Shiv., BEOBEOHERX R CHBIC MRS
Aohs (Fig. 1).

BN CBURIE . R CA T R{AE3490 7 >
L. HER, GROBME6EED, ERIBBICES
BEUIR. ERGALRELvEINER I FEBLVE
Mot HEBYD, LYY, KMEOBIZ b

KB AHERTORB K S b, 2o, FE0
BEBIHET, BMFETINBFZORETH D, FEK
SVTHIFENESEE L D BERERCEAS L.
SEMEEEECHKE (176 7H) RU Perthes
H(6F) BEZ. FOhAREREY,

BAEME. PR (76.5kg). B2 RMUBUECHEZOR
BEOARR. BREH TR L HFERREGBECH 5 .
IR K Pt T REMRIRIRER. @A, ETHO
BRHEICEELS S, FURHPHER2EDS. 1.Q.
340 (K - B2 =), HHEBOHENTS 5.

R - Mg - MBS S oRBELR IS Table | ©
W THA. BV Y+ ¥ BERUVHEBIRE ICEE
kL. SBETEAMNERA - RAOmAlkO &
BIK. BOVY b EETRADH A DORMR.
BRI Y L H VETRERBSIEIC Perthes % 0
FFREYD . BEICI3 retinitis pigmentosa (LLF,
r.p. LE8F), ROMHEHRESHL, BEEHRE
0.1, %&0.04.

R is, LB IMERIBO 4 ~5 Hz OB E %
h& W EIERIBOI0HzOaY) X&%RT. al) X &
HthOBH LD bHEERHIcLD K HBONEH, £

Clinical Report on Three Cases of the Bardet-Biedl Syndrome ; A Complete Form
and Two Cases Accompanied with Another Nervous Disease. Masaomi Endo, Fusako
Nakagawa & Ryosaku Otsuka, Department of Neuropsychiatry (Director : late Prof.
R. Otsuka), School of Medicine, Kanazawa University ; Makoto Kusane, Neuropsyc-
hiatric Clinic (Director : Dr. M. Kusano), Toyama Municipal Hospital ; Sachihiko Yiki,

Yuki Hospital (Director :
Hospital (Director : Dr. H. Torii).

Dr. K. Yuki); Hosaku Torii, Fukui Prefectural Psychiatric
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Fig. 1.
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Pedigree of family (case 1. [JO : normal. [JZ : died.

B : patient (male, case 1). IV-1 and IV-3 : died of old age. V-5

: died of chest disease.

V-8 : died of tuberculosis. V-9 :

died

of high fever. V-10 : killed in war.

NTHEEHIIABTH S, £ 4~5HzO B 2 A1
Heduifick v Bizo (Fig.2, A). &K 245
T, 3~3.5HzT300uVict -7 % HREES M LK
Hicdobh, figAck BB TH 5 (Fig.2.B).

EF 20, 16, &F.

REE. LARUBRICIEMES, TADA, B
HROoARERD RV, HRARTAVWECREE. @
H2AT, B1FMBBETHY, BLF () <3
RTREEC, 3TORMERBTRCLL.

BERERCBKE, M kiEngE, TS EER
# 3kg. HAEBECELL. £k 1 EMEC®E
WicUIRIB IR, £ OMWh oML AE LIRS % E
LRMALKL -7, HOBORTFRIARRTHITRST
M TREE 5. MMRELB(MBUEESS
ABBICN-DOLPRY SFETH 1.

5 PUEMMIEER () KhSshFVhARKER
Bl ROtk bEMEE IRE CEBAE  HEB
BAOKTZIRETED, REeT.

BFEr SERIBY L, XEOE» SEIT 3 ~4
B VhARELBDBRICE -, SSIBARLE
BICEGHEL B0 BN OO CESE . 14T
S o AR EBED R MEECARRTS - .

BHEE. FKE 149cm, kB3 66kg THREHE
3. NEMERE GEEAICEE L T, AHEM
H0HITRIBEM®TH 2. B, LTRORRHICR
B, AURECHEMEED BV, X EYEE
DEFEFHE D, HEWEFEIRETRIREES
B2F¥8HHTHA. HcFVWhAREELET 3.

R M - NS & OB RS Table | i
R, VY M URETIE, BMEEESL LV oy
BOWILLACRELSS, s LEHRBERIEE. [k
BT, RERLBROBEOLANES S, FEOLR
L, BEEPAKBERASABVY, BRESN L,
HEEDOIE-Tw3icbiIod, mAoE b EohEiE
BEOL, LHrsREBAUELBEBRTTORBRENSD
h, RELR2LEIONIFTREA LD S (Fig. 3).
BETI, LBRMRNT, BERXEICFS ¥ L
fBEVWRUBH Y, AR BRLEET S r.D.
2293, BABBEICL 3 EFERP s/pEVHH
BORBRERTS 5, '
MLEOREEROA TS 24, ElmRENI 5~
EHzORBEFEHTH O, 2hicrEHRIEO3 ~5Hz
DOBEDOERMNHBEL TV 3 (Fig.4). WEHBHT
G ATEAE— AR R E— A TIREBICERZE (6
SHE) BB o0 BH, BINMMTIEELL. K57
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Fig. 2. Electroencephalogram (case 1). A, At rest, slow waves (4-5
Hz) in low amplitude are dominant at LF, RF, LC and RC, @ rhythm
(10 Hz) being poorly continuous. B, During hyperventilation, an
outbreak of spike and wave complex (3~3.5 Hz) in high voltage
(up to 300uV) is seen. In this and following figures, L indicates
left ; R, right ; F, frontal ; C, central ; O, occipital ; T, temporal
; Fp, frontal pole; ECG, electrocardlogram;.EOG. electrooculogram.

A% DR & BRREECERTH 54,

RIRIE DO O B

Fig. 3. X-ray picture of the third and little
fingers of the right hand (case 2). There is
a bradydactyly in the little finger, being -
accompanied with the developmental asymm-
etry between the ulnal and radial sides at
the median phalanx.

ROBFHEIE 3 ~3.5Hzd 2 MR, L bR
BV HRBESOBEL B EMHE VL (Fig.
5).

ABE%% 3 » A THREREO R#MBE il - Lo
REEZRL, H0ERIC—BRENBLLETCL 2.

fEH 3. 1TF, &F.

KEE. RESZEBERTRC LTV 3LUARSEY
NEFEQL. MKBHEL.

BAEROBRE. SAREIC THAET 2 blfllo
BB oRMBE RT3, NERARYRE, FHi
SftbhhTwaY, JFoBRc, BEL3RN0ET
LBITHEE, 250%A%2KA, BMM40ERA (9
) boBUIEL A TARFNERIC AR L. &
EHOLUN - BAMS D, MEMEROHWRIRST
107/3% » - BEEME L - . REKISERE
B, BHREEAOHES L (MERRREKICFELR),
BECEMEAFIFATMESZTHRMELL, &
Hi3E0.07, £0.03TH » 1=, multiple sclerosis
(MS&BE¥) possible &MrshTWVW3. 124 TH
BERD, USREIE. NEREEREER 6 LI
WA LREEL LB - o0t BI4TE (164)
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Fig. 4. Electroencephalogram (case 2). This EEG was recorded
on the eye-opening condition. The basic rhythm is constituted
of slow wave activities at 5~6 Hz, which are often replaced by
bursts of 8 waves (3~5Hz) in high amplitude.
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Fig. 5. Electroencephalogram (case 2), obtained on the eye-

opening condition about 5 months after the previous recording (Fig.

4). The frequency of 6 waves in high voltage bursts is appro-

ximately 3~3.5 Hz, and the bursts present at times a form of
spike and wave complex.
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Table 1. Laboratoy data of our three cases. )
] Case 1 Case 2 Case 3 Case 1 Case 2 Case 3
‘Blood Cells ACTH Stim. Test normal
Red Blood Count 530X10*  440~462X10* Su-4885 Test normal
White Blood Count 5800 6400 Thyroid
Color Index 100 80 BMR -10 +4.1~71.3
Hemogram ithout 2" normal PBI 0.9
Blood Chemistry Triosorb normal
Urea-N 15 20 12~ 18 Res-O-Mat T, normal
Na 138 141 142~147 T, normal
K 3.9 4.6 4.1~5.0 TSH Measure normal
Ca 4.7 4.8~5.1 | Serological Test
Cl 1.0 103~107 CRP 3+ -
P 4.6 4.0 RA + -
Fe 322 Cold Agglutinin X 8
Uric Acid 5.4~5.6 ASLO X250
Creatinine 1.2 Syphilis - . -
Total Cholesterol 210 195 158~204 | Urinalysis
Triglyceride 60~125 Protein + — +
Blood Sugar Sugar - — -
Fasting Blood Sugar| 55~107 68~72 90~105 Urobilinogen - +~+ +
Glucose Torelance Test border line |border line Sediment
Liver Function Test Erythrocyt 2~3/field —— 1~2/field
Icterus Index 7 2~ 7 4 Leucocyt 3~4/field 2~=3/field
Serum Protein 8.4 7.0 6.9~7.8 Epithelium 1~2/field 3~4/field
Albumin 52.0 43.5 Cast -
o, -Globulin 2.0 7.0 Renal Function Test
@2 -Globulin 6.7 13.5 Urine Quantity 3~4.5
B-Globulin 15.5 14.0 Specific Gravity 1.012~1.020
y-Globulin 23.8 22.0 PSP 15 Minutes 41 24
A/G Ratio 0.93 0.77 2 Hours 76 54
ZTT 8.0 4.1 | Cerebrospinal Fluid
TTT 1.5~3.4 | 0.9~2.0| Initial and Terminal 160— 120 27?1‘5’7)3,10 19090
SGOT 29 16~44 Pressure (10| p755140 | (6)
SGPT 28 11~51 Queckenstedt’s Test — | ({_5 )
LDH 365~596 Appearance watery clear ‘ watery clear | watery clear
Cholinesterase 1.1 Cells 6/3 6/3~9/3 4/3
Alkaline-Phosphatase| 6.1~9.5 Nonne-Apelt’s Reaction — -
Acid-Phosphatase 0.68~0.79{ Pandy’s Reaction + +
Amylase 152~220 Total Protein 17 16~25 19
Creatine Phosphokinase 18~31 Glucose 65 56~74 57
Endocrine Function Test Chlorides 121~124 130
Pituitary-Adrenal Tryptophan — —
17-KS (Urine) normal normal Takata-Ara’s Reaction | normal normal normal
17-OHCS (Urine) 3.5 | normal Serological Test for . -

PRI ELOVTRTS, RELDO LS T LVER
BELT, HEANELRMNEEEEEE AL 5K
D, #E BREBLEDLDhIERLELL. /14
BoOEs - BAHEERL, 488 3 BcBRFEAR I A
L. iR EERs - DREEN « EF50aHk
iE - ARK - CULEORRBEHOIATVSE. Th
FTR, FLVhAREOBE RV,

BHEE. §E3141.6cm, KE(347~52kg TIER¥
c CULEE - AR « AR S LN, BESIRICE
RENS 2. BEHNPPLTE LN, ABOR

FREET, ARG REIHANTS 3. MEEAmE
TR, _EGBREPNEGRHOELEE (B>E).
retropulsion, /M&BITHL MBEL L. ekl
WAIS EEHTOOLUT (R TIk 1.Q.60 R4 & %
Brantund). BaKiciz, BEANELERH K4 E
HEERE L TAHOR, —B8, 257 —#0D%
kS REREBEELLIE 055,

R - ik - MBS S ORAELERIE Table | @
WM TH5. FEMMETIR, FVIRICREL(R
REEOEEMS 5. HEFEO VERTARESRS 3
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(Fig.6). IRRHMIBRZE T2 r.p. (advanced stage),

FTHEREEEN S0, BH1RAE0.04, £0.05T,
LRICANEL S 5. ERG TR ZEDORIEE AL
W (Fig. 7). $BANZETIRAUBOFRR S
BYEETH3.

BEIHEIEVERLTH 0, MEAREOBEM
098 (9F) ORETR, EBEOREBEIDEE
T, SHz D aiEhIcHHEBELTWAN, 6~ 7Hz
OEP, Bkl 3Hz BEORESHLEOEALT
By, HTRERBLLERREET LS5
5. BRBRTOREIMIFHTEL, XFHBTORE
EREISV. AERAOKE THaRABET
Z, RHEUTHEH JHz 0 aiBbob TV 3.
Ll, BREG THz giko P EHEREOHK T,
ZThic®>EiRIBO SHz Of%2&YD, oz #
BIXkELZERBS D, BRBRE<ETHS. TO
., HmIREBODO 4 Hz WREHEESMS D, REHKS O
RBRIE>ETH 3 (Fig.8).

HICHE4BEIZA (1TF) ORE T, aBiz8HZ
Db0N, EEHECLOBRAISHWIEET, ERHK
BIBAENE~THzDOY X o, BRic5~ 1T
HzOBRIBLAUBRMBELTE, Thic RS
ALV, RRALEREZEAOEE2L 2L S
3. BFEKT build up &, 3~4HzO BB B
ADHET 5. ERMEIERHLSEAE LS STV,
o, AFE 1 AORE T, EREIIEECFRAL
b, 8§~9Hz Daii3/VRT, OBPLERIRIE D3~
4.5Hz OREHRERELEDS. & L 2AHTI~
SHEGET 5 BIRIBOOE (4 ~5Hz) BRMH S
bh, B (ZORIBRE>E) 2#L-TW3, @
R T & OB BR PR RAMREESEA LD, A
BRPERBMTIE, RHBEEOD pattern OE(LEATL L,
495E 2 B ORI OB #I, 150uV Rtk Do, ®A
BRI 2 ~I0MICEVHETSHLTHD, 3 ~5Hz
DHBREKELSLS. RELIATORKY T, 3Hz
WRBEAH 6 WIcBE gL, 15Hz D Xefls T B
BRBHEABREINE2:TH 5 (Fig9).

T, 3EMEEMHNTS (Table2).

fEfHl . RRCMEE\EOASNBI5FOHFT,
r.p., BN, SEE (BR), MEEET (1.Q.40), #
BRELALHS D, IMETANSEBELARERT .
@RGP ORI 3 ~3.5Hz DERIBLBREZES

BEL, BFEIVEMEELLIGFOKFT, T.
p.. MERE, EisE, EEOMMBET 2 RS EMic,
WHhARELET . SREL, RZELROBEILKX
Beh, kiKkic 3~5Hz © OBBREPI ~3.5HzD
MRBEEEA DD, ABRINATRM . REES
LEE L.

EF 3. MRS\ BVWERCENLITFOLF
T, r.p., ERE, SHE (VIKB), AIE. WEEET
(1Q.607) %RdH, UBRELL2ERE, Y0 h
AREXEDT. Btk 27 ) ok ThBORE
ERTH, BEANCIEBNELRNSERERELE S
D, BECEERRELE LA E b, 9T O
W TId, SHz OBREPL 4Hz OWMREEEMNAS
h, 1TFBiciz 3~5Hz oHREEEVSOb M,
AR - KRB TRES BV, ARl EL, 9FD
L EFEAY¥T MS possible L#2MranTV3,

Fig. 6. X-ray picture of the third and little
fingers: of the right hand (case 3), showing
a syndactyly in the little finger.

1 1

BEbhEK, FuhAOBEEERL.
EA 2. mMBBELVECRE. BERGRBLD
FRRERE L, S5 FETVWhAEZEL I BMRB

Fig. 7. Electroretinogram (case 3). ERG was
non-recordable: in the year 1974 (patient, 17
years old). Time scale : 100msec.
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Fig. 8. Electroencephalogram (case 3). When this EEG was recorded Fig. 9. Electroencephalogram (case 3). This traces were recorded
on december 1965, the patient was 9 years old. The basic activity 8 years after previously presented figure (Fig. 8), at that time the
of this EEG is slow activity at 5~7Hz in frequency, a rhythm patient was 17 years of age. The spike and wave complex at 3
is irregular and poor, and moreover the characteristic feature is Hz in frequency is the principal finding of this EEG.

4 Hz spike and wave complex, spike components of this complex
being larger at right hemisphere than at left one.

9¢e

Y WH - FE G e |I(dh e WE



Bardet - Biedl $e#to 3 4 337

Table 2. Summary of five cardinal symptoms, other ones and EEG
finding, being found at our 3 patients.

Case (Sex) 1 (Male) 2 (Female) 3 (Female)
Age 15y 16y 17y
Tapeto-re_tmal 4 N N
degeneration
Obesity + + n
Polydactyly + 9 +

and/or (Polydactly and
syndactyly (Polydactyly) (Bradydactyly) Syndactyly)
ci + + +
Mental deficiency (1Q: 40) (Idiot ?) IQ - 60 ?)
Hypogonadism or N + B
Hypogenitalism (Histopathological)
Convulsion — + B
ini , +
Consanguinity = (Parents: second cousin) -
3-3.5 Hz Sp-w 3-5 Hz 4 wave burstz 5 Hz slow wave
complext (during 3-3.5 Hz high burst and 4 Hz Sp-w
EEG! HV1) voltage slow wave | complex. After
burst with spike 8 years, 3-5 Hz
component | (mainly 3-4 Hz)Sp-w
| complex at rest
| and/or HV or IPSt

» + indicates present; ?, suspect;

++, present strongly; —,

absent.

t EEG indicates electroencephalogram; Sp-w complex, spike and wave complex ;
HYV, hyperventilation; IPS, intermittent photic stimulation.

% 3

B-B BB TOEERFIRE LT Stiggelbout” (3
tapeto-retinal degeneration. IEf¥ (obesity), %
fRfiE 72\ L &18EE (polydactyly and/or syndacty-
ly), M#EET (mental deficiency), hypogonadism
KWL hypogenitalism ®52%&% 4, Klein 5%
BRIDE52DERTEETI26042ELE, “ho
1~20FERBRITB60EFRLH, r.p. KR
ERTERL SN TV RBAEETHEVL, B2R
DEEPREER B3t D A SRAE B © MIZHERRBIC & > TH
itz h T 25 %EKE (extensive form) & &
ATVE, ZHICESVWThbhbhd IADER %
Table2 iZ/RL, EEAEED V., EM 1A S H i
TRBCBT Y, ER 2P 3 TREMIENS 5 .
TRLL, EH 2 TREBELVLAEBELRE, B
REETHBRERLELLEDLVY, LBLEDLSES
SIEOEIEE, RERLHA SN, & L RERH TH

WBIPROEL 6B o h, ELBELELS 5. EH
SHRBEBRUEHBBOET OO, EX¥T
MS possible tZ2MsnhTEBORBES 25— X Th
5h, BBERELTZE, ZO520FXEBERT I
UBRELLDLERVTEY, LBt Y 3,

B-B ERED 5 D DIEROMBL P, & Ot DR
W2V T} Stigeelbout” oididicwZ sz &L, LU
TRIEMD I ~20FEREELTEERET T35,
SESEEM 113 B-B ERBOELETHHDT, M
IZ2WVWTOD~3. Stiggelbout" BT hg ToXH &
b, BBOEERLH DS severe cerebral dysrhy-
thmia, generalized slow wave dysrhythmia, sl-
ow and irregular background activity, rapid
paroxysm of 15~18¢c/s% RIMDH 3 T & % b~
TED, BEcHVWhA%RETEHT focal ® sharp
activity 24 L HTW3, 1, #id% D personal
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series BT, absence-type ® seizure #»¥
& n 3, bilateral synchronous generalized par-
oxysmal activity % centrencephalic type ® epi-
leptogenic activity %EEL TV 34, 2OoKER
ERLTBLTERANICURETS . bMBETH,
BESY ZEHRE 9 F & BRI OR K % R L,
BEPEEMEE ALY, — W TREMEATHL
b, ERSY ZHERF 6 Hlic XBFAIMMEmL, &
HoY LR ICHBEOBRBOEARE L TR,
BEMNLEEI D, BROY3E/, 6HD2H O
R B 6 Hz BUHEE4L0, ELEKOEB
ERMETS, S5HIORED 2 6 & 14 Hz BikH
MEHEDI. 6 & 14 Hz Bikwik% B-B E &8
KAHEHEDORBRLYDATH BN, o EL %
FERHOMMBEEOMENEZREELTVS. bh
ONRES | THEBEAZEGEL 08, SN
BEFITETERH, ftho 25T oHREZEEE S L
B, L3 CHREEa Lt IcE L B/ER)N
<, kb5 A Ll , Stiggelbout” 5 & h & 48
&N 5 pattern 2BBL TV B IBES, Thd
TRERMBZRS TRV (FREBRBEO MR BT
LEEMABNBE L THEfD).

FEB 2 (TR I & 0 BB 1S IR S D FEAE L 12 TTRE
HAD LW (AR ORBEMBIC >V T OB LB
$) A, —4 BB ERBOTEFERENITY OBE
KELTVRZLBRBLASTHSE. THbbE
ERERS W USTBIEE 2R A, MME S frohEHigos
BREZHLD, WHOEBREEOBELENEL S
h, FLERAE L, HBRELALECASBRERY
B folhd, HIRICEVINBORBLALELEH T
5.

I>T, BB EBRHETOEROHEE > T
~N5 &, Klein 5990k 3 E522B345.6% THRER
EEBTORG, $5, CAG520ERDS B, K
BHBEHLNEVERIERE, rp., IKOFET, %
hENB%BL Eicdh oh, EEE (BicmiEE#)
1379.2% i HE L TV 3°, Bell” 122732 ® B-B fEfE
BT, rp. IBM, SEEFEE0EA0%L LA
EHTEY, BHEELTI.6%ICBELL. Thickkl
hypogenitalism ®HEBERIZ Klein 59 Ti364.6%
T. Bell” Ti365.6% L 1EL 5348, KFDH KDL
TRERMES B Y, Klein 5° T2 45%. Bell® T it
53.1%TH b, hypogenitalism 3B & v &I &
Shh#EVE Vb TVE, COZRUEBBESL L
EVOBVWILLBLEIAONTVWAY, Aflo T

., BREGERENLEWEENISH, HRTHHEOR
BEARLDEH I NI r— 20552589 L, &t
@ hypogenitalism OEBICELTREE TS o h
HRolweEZ 3,

AF % B-BEBRBOr—2&ELTHEES, 20
S5ODEERERZBIVALLTVWELEEIATESR
BeAhTbiubblhund, shiclTsbEF
OREHDOI S, ¢¥1ibb, BBEEBTIE, FER
BECHERESOL 1EHRIRAED SN EY D i xd
LABITRISTED o LK Z#MIcE obh TV 5.
FHAERET B RE < mild KD T (38F 21
) BB bDRDV (5/38) LvwbhTwaY kb
o, ARIOMBEREIIBIEETH L. X5
i, Klein 5?3480 S bicTADAELL B &
HTVRVY, KETREMRSS SbOELS,
WHARELZHObLT LI 1HAOBRTH 5.

BORAREIC>VWTIR, £5HFREL T VH,
B-B fERBEICE XIcA LB BT &I Stiggelbout”
Bauman 5% it & - TXEITICBOMIZE TV S,
Wo-T, BB REMREEIC, e TALADEMEL
el LTEHRRPIZBIRT 52 L bTE 505, FHICEIBR
L. BIBLKENRESS 51D, 20A» O b, IBRE
PHORAPRMEELCER S MEEENRE SN D
NETH 5. :

%0, MEEREELKERKRICCZILILCHISN
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(E-THONDY, Bl bBFEOMBIAES &
BTVE, R, TORARELPEERMBEOHRTS
30, MEXOEBHRLEOBICTVNARENA L
BonBY L, # iR a Rk AN g
BEIERDOBFARIF THLNTWVWSE", Gibbs
5% &, 25 OB OBIFE T % D15%IC epilep-
tic seizure %A &%, FBWREDOHK1/3i1c #IE
HREESA SN, Z202/3LL A negative spike
(with or without slowing) TH» AT EEH L TL
3. REALZHENbOBMERBOEBLEDLY
AREMMEERERICOCTIEM™ D, o B
THREICE YEOTREFEORM 4 BHo5h 5 T
DS, MERTORELSPIKZAICHRT M0
BB osE vEBEBZABY, £
Bhisos LBREETEIEOLONTEY, WIT
PR S8 JT O chAX M RERE & AR ZE(E'S . BB D BERE .,
kgt LR, HBREMETOSHT MRESATL
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ORI, A% BB ERBOTLRLHEHMcE
ABICBEENSLLBbOEH, rp. BB L,
BRREBENGNRNLIVALNB L, BIHEPA
RIERTVHBHEOBERESFECsO NI LR Y
»5, BB EREL L TORBENSED, ZhicBB
ORI AN H 0 FERASAIID - WS hte L AR
L3%&ERS.

fEFI 313 Table2 TA3&, 5 2O0XEBERERD
9% 1 (hypogonadism or hypogenitalism) %
RAH, BIECER 2 Tz, LH¥TO hypo-
genitalism OREROE S 2EX, BIcAFMEE O
BOERE 4L GHELTVWEZLEES L, B-B
ERBEORLBELTLIVWAEELZLONS, LML,
KB OBERER CBRETO ML, BRKET MS
possible LZMEOTVWAAMNESEEEL LS.,

RIEREEZ 5L, BB EERTIE ERCG 0k
BEMMNICEDDTHERHTH3" tnwbhs—%,
MS Tiz—#ic ERG oEftidlsweshTsb,
ATt ERG #2{ RimLTWw3. £/, MS T
i& optic neuropathy 133 HT maximal &7 3
M, 2BRRTEEREL, TXTTREVBKET
& visual function IFELKEIET I Ezbh TV
0 H, KEITHRHEEIETHTS 5.

RCBHAEORRTS 55, YBARPREEHR
REHLDIH o 1chi, MS possible LZ W& h i
&& (9), WMIEEI3107/3TH -1z, MS TORKE
BEEr Ric 2V Tk Tourtellotte? HFEL L D ~,
FHRASD bMELTVWAY, FRASPICL B &,
HIMIREE 0 ~30/mmic 3% L EH134.5/mm* T &
b, HWEH, BHETOFEEKENENI.0/mm*LE.6
/mm*Td 7. HSHIE MS 3561, Devic 8 3 #l @
BB SONEOEHED» SHILOEREALOT
H58, 205 530/mm*E 28/mm*s 1 Bl-o-iL&L
TVW30ATH5. &k, Tourtellotte™ © & 5 &,
XD & & 1242008120 £ D ARL/3H35/mmP LA ko 4R
RETH2H, 25/mm2CA50D11%LTFTT, 50/
mm'A X 30R3EL 2HTH -1 EDN, HORR
FITH99% L EH30/mm AT TH 0, 50/mmiLl Lo
bORKp s EHELTVS. 88> T107/3536/m
m*t =5 AFMOMIARIE MS L LTUBB LD & E
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Eo, OFXTORELX MS OFIFRLA B L ED
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EEMBLI20E 1 ~2flicT &£, 5FLUTTO
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Slicl, BED ERG ¢ I FROKRBFHEFRRE, &
CHIRESLEZRTEIE MS LLTRBEE Y- 2T
bBERAD. fhh Table? s 5Z&<, BB fE
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BEMD MS (possible) 2R LTV o b L0
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T5. £, BELEMEFHOH% B-B ERBEHM R
TOTIRAL, [METHIELAO50, #0113 Lau-
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R SMMER 2 LS S EEEER Y5 /1 FRBER P
RRROREICE TR LbmbhTwa”, L
LEBOHE /DL, SEFEROMEAIRE L 5 0 W
WEEICABEL 21T 004 », HERBOREBR
BEEARBLAUFOBFD I oWTOBRENH 505, &
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T, BExLVEMEREELERVORETH S LE
FEOBBRTVEr— 213, JHEPHEE - HEERLE
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BRICEEREL f2. F EEEREERD > B-B EEBRBE L T 3
KRETORENS B0, ¥5 /7 4 FRRREEZ OV
35 H S EREMBERICABRL TV —2% O’
Mahony® 3#EREME, BHUEEEL AL, =
ORMER LB S IR NAY F o %+ v 7
%49 3% overcompensation & LTEBLLI &L
T3, RETIRASY MAEREOMBER >
WTHh, #E - SERIR - BRERGRL & OHREN
BRHERERTBOMIC, BNEHEREZET 58
DHHIEEHELTVE. bbhOER 3 DX
ERE, DEREOLEEA LTS, Zn L biEfl
5P EOERE (MEEETIKmMS 212,
T. AEIEEZHELTVWAI L2 T) MRLARIGH
DHEBR® LEL IR, SHROXEMI follow-up
study icFomMBKRTH 3.
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Abstract

A clinical report was made on three cases, considered to belong to the Bar-
det-Biedl syndrome. Case 1 was a male of 15 years, having all of the five cardinal
symptoms of this syndrome ; retinitis pigmentosa, obesity, polydactyly, mental
deficiency (1.Q. 40) and hypogenitalism. Therefore, the symptoms of this case could
be considered the complete form. There was a consanguinity in his family. Case
9 was a 16-year-old female, who showed retinitis pigmetosa, obesity, bradydactyly,
oligophrenia (idiot ?) and undeveloped ovary (which was found histopathologic-
ally), and who additionally suffered from convulsive fit. We consider that although
she presented the Bardet-Biedl syndrome, her clinical symptoms were modified by
meningoencephalitis, because she had a febrile illness in childhood and the autopsy
suggested a possibility that she had suffered formerly from an inflammatory disease
of the meninge and brain. Her perents were second cousins mutually. Case 3, a
female of 17 years, born in a family without consanguinity, showed retinitis pi-
gmentosa, obesity, poly- and syndactyly, and mental retardation (1.Q. 60?) but did
not show hypogenitalism. She had no convulsions in her history. For the recent
few years, she has revealed autistic and non-social attitudes, and fallen in paranoic
or hysterical stage at times. We believe that she is also a case of the Bardet-Biedl
syndrome, which might be accompanied with multiple sclerosis for some times, be-
cause she was diagnosed once as multiple sclerosis (possible) at a univer-
sity hospital.

We found the spike and wave complex of 3-5 Hz in all of the three cases.
In the present paper we cited some references concerning the electroencephalogram of
the Bardet-Biedl syndrome, and further discussed the psychotic symptom besides the
mental deficiency and convulsive attack, by referring to earlier reports.

We threw light on the causal participation of her meningoencephalitis especially
in the clinical symptoms of case 2. However, we could not confirm whether or
not case 3 suffered from multiple sclerosis in the past, on the basis of the ele-
ctroretinogram, the cell count of cerebrospinal fluid and the onset age of illness.




