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A Case Report of Otocephaly with Adrenal Hypoplasia and Genital Anomalies
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Key words: Otocephaly » Branchial arch syndrome « Adrenal hypoplasia * Genital anomaly

w B

HEEkL, 1« 28508 L &
o, BB AR KT IEE R,
SR - ERETHc B0 5 iR MRES X b
LB EEZLRTWD, SEFE X, FIHEMEK
BIBMERL » £TER B0 E&6F Lic R oEi o B
£HBI-DT, BET 5.

iE 1

[BIRYEIEAERR34E 5 B, HAEMKEL, 900g 0B
B, Ap.0 &

(R YR28%, A35m TR, MHlicsET
NEBEAREL -, BORRI2EK, ARAR30
AL 5 A, EBILBROR KRS
sV, BBORKE, REACRE I, 5
% & 2O ER, BHNCEBTIEETH
%,

[(RBOEIRIE]) 2 BT 2 [EIRREE, TR 1 AHET
D DIFIRAFICTC, BR3E, BURHREER Lo,
B By, IEF58E11H 6 Hab 5 ARG, 1T
EI6GACREEYZ2T 5, HIRI&ER, r+v 7
X<, BEYALVA, 4 A HFRrRY LA,
~ARA YA ADME MR TH O, F
IR25 B O FEEIT28cm &0k X\ A%, JEE, 4
BERXEF&HETH %, ER29E D HFEKBE M
HEL, FEES30cm, EBHEY%Scm, 4E69kg &1
L, X5IENE34E 1 B oMk, F
HE44cm, JEEI108cm, HKESOkg TH o7z, FK
BEER O TEEEDO D, BHYBHCAR S /s

i,

ABEERE A CI1, MFE110/80mmHg, 7 TR
EFE, RETRIDTRE Y7 (+) LD
ehs, RS (=) THofe, MiF AFP 193ng/
ml, HPL 10gg/dl & [EE D%, KA Esikl
ug/dl LUF SEMER R Lic, KSR T, AFP
10.4ug/dl, TP 0.8g/dl, TB 0.7mg/dl, Cr 0.6
mg/dl & IE# THo7n’, Shake test (3T H
7z, NST i3, BREIN S\ DERIIRTEETH
D, Py 75—t X ARIBOFRLS—12—14
THote, BERBRETIE, EHLFEKBLEND
D, BEALCOTEEHAHOTE L BRI LI,
IEPR34E 5 iz, BRIBIRFELHE L EVBA %
W17 L. 0B S, Apgar score 0 &, FK1,700
cc, BE L /s<, FARI380g TR DR X
iz,

K1, wERoeHBThS, FAERE #
#1,900g, HF&K43cm OHRTH o, BEZOHH
BB R, NEARER, 0, #35E &
BEx &L, £HEBCOWCIREN BT
CRETFHEEHESTR, K22, ROBEERO
vy b Y VERT, THEEOEFE, WEOEA
BHxbhte, BIMoMEEIc, THEEVR, H
BRIV, TEOBHEARD bh, FREIR
NEEAREEL, O - S L EEREEASE L
T, ENMRERCH D, SEEH S Sonde %
W3 & Sonde XMEEICE U, BB IMEEIBED L
TWe(R3)., BREUTOME, M, OO
WREER TH o, i, ABIERCSTEL
Ty, MTREEBYCH O, TERED

NI | -El ectronic Library Service



Japan Soci ety of Cbstetrics and Gynecol ogy

19884 3 A HEL 401

M1 #HEROEHE

X2 RoEFEHOVV I VER X5 WROERELE ST

X3 WRoEMoMmEE (4+EE D Sonde @7 &, K6 EIE (X100 C:EE M. #Z
MESFICHR U B)

NI | -El ectronic Library Service



Japan Soci ety of Cbstetrics and Gynecol ogy

402 BIRMET R « LTRSHT 2t 5 BEEE O —f

I KBHMSEEE CIL, REO TIBEDOR T
RbHLIBD, FEEBED LRIl (M4),
WA OB EE K THokes, WHloBEIB K
W TN o (®5), K6k, EIFED
SSINK D BEMEEE TH D5, fetal cortex 131
& A E7 <, #FB 7z anencephalic type TH D7z,
Foffl, WMRAEHERLE LT, BE RECIEE

Wiy Tehy, BORBERELR, EOEREN,
RETHUNRRD BRI,
zZ =5

FE LT, BHE, BRECHBET AR CITE A
DEATDEDRDH Y, WALARBTHIENT
Wb, ZORTRENLIOK, HEBEERF
fiE, Crouzon fE & #¥, Pierre-Robin fE & %,
Treacher-Collins fEfER, 58 1 SIS EMRRE, £ 1 -
QESERF L END Y, ToFidFELE, |
ST I LR, mAESRDH B, T, &4
DEFIDOEINI UIEULIEERERZ BB D, &<
WE 1 BEERBELE 1 - 2HESEREFOERIX
L, LELTERERIhTHS, BEFHCE
25 &, H1IESIFER ESHE, TH BEF O
Rz, F2ME53EFNOMRCEELRE LR
7oL TWwW5B9, Fi, Starketal.ick s &, #1
SRR, BERE, DEE, BHROEVES
BtL, 12 8SERR, DEE BHER,
HEHAY, FBEBBEREEEHTH0THS &
SEEIRTWA, ¥, 512 SERBD K
T, BEEREOMES DICEEEAYN D ) KIE
o hieYes sELbRD, BHEEKR, BES
4~TBIL, 81, 252 %ETHEFBIRC
fTBEE R V) TOXRBEBOREREICL ST
e bboT, BENER, TothoER’ES
LT\5b, ¥, EREWC X HRHAETH LT
FEINBECOIEEDID BN, KIETR LD
X5 hERIERTE ok, KETE, FE
WMz nfE X b FAET A TEAMERENEEX
nictzd, BIBOEFBESET 097, BORF E,
@ﬁTﬁm@6ht ¥, HERBALrEVD
ETokd, BROTENELY, RETHbES

HEREEA0% 35

DA EHR I NS, T, FEAOHFIIL,
RABAOBEEDEA LS DI, MOESEDE
BB BB SR T B A9, KIETRAMD 52
B bR, KEDL 5 BERE L « 2885
FEERICBIREE, EMETHOAH LIRS
BB NDT, HELK,

BrRbaEL, M wWic KR IRERE
DRIE FEE, ORAERIZHZBOSH ZFHBE
T LET, BARIXO—IIE, FreELTRER AR
LM ESITRBTHREL 2,

X |

1. BMAEE : BIKAGREZE, (EESEE R, 386,
BE{LE, HE, 1985,

2. BAEE : BRAGRE%E, (EBEEES B, 390,
MiLE, R, 1985,

3. Colin, R.A., Dennys, W.F. and Norman, A.B. :
Congenital idiopathic adrenal hypoplasia. Ob-
stet. Gynecol., 41 : 655, 1973.

4, Gaba, A.R., Andersen, G.J., Vanbye, D.L. and

) Chason, J.L. : Alobar holoprosencephaly and
otocephaly in female infant with a normal
karyotype and placental villites. J. Med. Gen-
net., 19: 78, 1982.

5. Grabb, W.C.: The first and second branchial
arch syndrome. Plastic and reconstructive sur-
gery, 36 : 485, 1965.

6. Juriloff, D.M., Sulik, K.K., Roderick, T.H. and
Hogan, B.K.: Genetic and developmental
studies of a new mouse mutation that produces
otocephaly. 5: 121, 1985.

7. Kerenyi, N. and Halifax, N.S.: Congenital
adrenal hypoplasia. Arch. Pathol., 71: 336,
1961.

8. Leckie, G.B.: Aplasia of the first and second
branchial arches. J. Laryngol. Otol., 89: 1263,
1975.

9. Machin, G.A., Sperbevand, G.H. and Woollief,
J. : Monozygotic twin aborted fetuses discor-
dant for holoprosencephaly/synotia. Ter-
atology, 31: 203, 1985.

10, Stark, R.B. and Saunders, D.E.: The first
branchial syndrome: The oralmandibular-
auricular syndrome. Plastic and reconstructive
surgery, 29 : 229, 1962.

(No. 6294 BE62 - 12 - 155 1)

NI | -El ectronic Library Service



