AEFH I % BREM% Sulfatase &K IHIE
— K estriol £ # © & 5 —

FER IR - BRI REREE O —2 L U TER

R estriol (E3) ERESTADATEY, &

K E; BECHECIHRAREEE, TIRTEE
FROFEOBDLLLAVIDIRE N, E; M
BEZE2T 3881, BRERL, BRNER %
KEKREBBRETIL2ERERTF L2300
LAETHD, TOMAEAEKED glucocort~
icoid HEEZU B IBEE: BIMETS
5o SERBERRBO D E; EIMEETH B
“BaEEME sulfatase RIBIE(PSD) "izon
TZDEENE FCEROBERFB Rz o0VTH
E35, FECIBRRORBERIEETHY, Bk
BORCEL T ERIrLbIRERAVWEE
ZbhB, LIZLESBRERREEEY, Y
DRBED SHFEDHAD M, BRETRLY L% 38
EREL SRR RAER L2z L BT B an
Bo ¥BERABHEHAL TR IBEROTER
ELLEL ThozBRT3Z LaBRENCE
FREELREO—2THDEE L BN B,

WERR, Hk

IER KRR F Es BREEEME (5 w2 mbTF,
5mg/ day LATF ) #/RL, SUEg in vitro DR
BEREEREBC CAELER s I ALRE
e LT, TABIRHIRBAE I E b s HES L BERIRS
BEET-20C KRELL. DHEFRAKIE M
BRI, zomEES@EREC L B
EETREL

FaE I homogenate — 800 XG %718
%zo Sulfatase IEMEEMAHMEDHA—S 2XE
L LB homogenate 800G L& incubate
L7 ODHADERET, 3P hydroxyste-
roid dehydrogeuase & (3 FHSD )it d
RS2 H OB pregnenolone X Y prog-
esterone DAERE T, Xaromatase FHHER

RRAFEFHERAR
AR - HoR Mo
moORk #w - F F AET

Rfhomogenate Z S androstenedione
¢ incubate LM estrogen £ME TED
L7o gas phase iX sulfatase,aromatase
1213022 C02(95:5), 3BHSDKICO%
vz, MBEFRL LT3 BHSDIKIENAD %,
aromatase ICINADPH, RUNAD:REMN
L 7o

MHFR7T e FR>ERETGEACLRT AK
I & » THIEL 720

#& 2

1. EEREA

9BD sulfatase REFEMEE 1 IR T v
SHEERRO E 3 R BEMETH 5 MBS
BEE vvrrvBRECL - TENRERRE
FENEHIC L > THNS.T. & reactive T
HBZLVRERIh T3, DHA—SfRE#HSE
KE-TRFE; (Eskit i L3 )0HESR2
AV, RIZFEHEE3149g THARICRER <
BRERTFH 549 o CHIRMICRE R v, HE
REEOABRETH - ko TRERI 4 G137
(5 5—flix B ARBRERFRE ) BRI 2 61,
SHRBREESBIBOTH 5o BEE TORF
M=% A8 (ichthyosis ) OR4E% 5 fliz &
TEY, BHELBE 2RKEOFRR BT IcAS
BOREREEARTWS,

2. BRMEESFEIEH ( n mol/ flask )

1) Sulfatase i : 9Bl EFEDiERED
FiH6.01+151 kHLTWIhHEL 0.102 =
0066 L#1,760~1,7200 Th » 7o

2) 3PHSDES IFEMIcL - T063 LD
397 LEGENRRALNLHATFH191+1.07TH
Y, IEH 324 +136 X VEBITEMETH - 70

3) aromataseiEtE: 053 ~225¢EMIC
Lo TRR LB EH 150+ 068 LITEHE 221+
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047 L VBRCEL & (K1 )0

3. mPARFeA FE

B2, 3, 4izBBFEMFPEAT =4 FEEZRT,
Estrone,estradiol,estriol X estetrol
BB, RARMLIEFEOMmESD LA -~
—Fy 7T BT LR BEMETH -7, HRHL
DEFEE (S ) D 16a@0H-A’steroid TH
516a0OH—DHA, 16a@OH—pregnenolone
PREL VWIS RETHII L THS 0 —
77 16a0OH—progesterone XEETH - 7o
progesterone IMTIEFEHETH 572,
MAEREICDHA — S 2 BERS RO M+
estrogen fHCREILYEADNRLD 5Tz,

e ®

AJEi3 196 9F France & Liggins X »
TRUDTHE Sh TR cRBREET
33 flIEDBH, AL T 4B0HERH2, &
BIE K 5 ADOFIEVHER S Nico FEDRERE
500040 1BlE S S TV IHRFEH S
B4700 DHERICBVT 15 7 AR 6 Bz 0 i
VO HEbHB, HERILABRTHELZ L
25X~ linked THBRVHEL, BIAFET
BAFEDFEE L X — linked ichthyosis & @
Bitho SRENERNFB AEINA TS, §H
DIFD S B 2FERIESVWTT b ATAETE
ORI E L SN,

FRBER TEFEORSE LHEROEFKEE 42
FlE@B L ET62%, EE3I8%THY H
REERERRBO A 16 DIt EFhiaFHR
BiAs 48 %TH -7, BB RERC iz BABE O
BT 330084L, 2pOFEURENI LR LS
BREMREBE A IEBRRALATH D 2 LHE
abh, Wbhpd “HE”OTFEHINDIENTSH
ZrErOND, TOREEHLL TR AV,
PLERE=RA ey vBERZFOERDO—2T
BHZLRHEEHEKS,

FEORBERERC VTRV Sho#Ed
PEHTH YV SEOML A—ER TR—DHkc

T oTHELZ DI ARV, WIhIEFLTW
B0k sulfatase HEHOREEE (KE) TH
5, MMOBRELE CRBEVWIOE LB LORED
BoNABFELAEORERIEREEDAVEL
TW3, $BIOKRE TIRIER 96l L HE L 54,
38HSD, aromatase, LiHETFHCEE
B < sulfatase EEORBLUNbO RGBSR
EHEOET2H - TNDZ LWRB N, 0
FREA7 oA FREOHRBIZLZ230THDD
vy, ERPICETLTOVIORRATHD, FE
HIzBT 3 RORBFTCHL TRECREREERST
HER T well-beingd SIEH L Bbh 2Dk

AT eA FEEBREE QRO RFCRITTE

a0l EiLb6hD,

FEOLEILE Es THoROLHIREES, &
BERIEIRZ R A L BB B CREIBRRE A2 LD
ERHBNBEL 8B, SEIEENMFOETEAT 2 A
FEMEREL 0RAE 16 0H—A% sterid
Th516a0OH—DHA—S, 16aOH—preg-
nenolone ~SEXREEHMBETH5 I LIVRsh
oo THOHRFCHRERBROAF S FLEL
bhdcoBRABBEI EENHIBAIEE
BLawetEibhd, 2B FDHA—S %
BELESEEBOBERP=A b ¥ v kP
estradiol OELERD P ERAELTBRAL
ks,

FIER ST HREEOTL R TREALLT, &
RIEA D ABBRBREEVSTVERLLT
BHI~R&TRY, 2OEERFOBERER xH
hi¥hbhviEas,
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Summary of clinical details of the pregnancies

infant placental duration of

case age parity (sex) weiaht (sex) ichthyosis weight gestation mode of delivery
gase 24 B | 2,790 M + 500g 38v2D electivé C.8.
case 33 1 M 3,005g M + 5409 39W4D elecéive C.Ss.
case 3 [} 3,430 M unknown 6509 40W6D spontaneous V.D.
case 31 1M 2,880 M unknown 390g 39H5D induction V.D.
case 31 1] 3,257g M unknown not recorded 40W2D spontaneous .S,
case 2% 1 F 3,420 M + 680g 39W0D induction V.D.
case 23 0 3,800g M + 660qg 38WOD induction V.D.
case 32 2 M 3,100g M + 475g 38W1D elective C.S.
case 32 1 M 2,700g M - 500q 38W4D spontaneous V.D.
sulfatase
PSD (9) 51
p<0.001

normal (9)

3ﬁ—HSD
PSD (9) W/ M p<0.05
normal (9) — J 1
. ,' ; : :
aromatase
PSD () N p<0.02
normail (9) ——
0 i 2
17p-HSD
PSD (9) W/ /////////// p<0.01

normal (9)

——t

T T T T

(¢} 1 2 3 4 5

products n mo!/ftask mean+SD

X1

Enzymatic activities
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.F..
Estrone  e®%¢l—f
Estradiol | % * ¢ p—08 "

Estriol

Estetrol R

-
N
[A)

1

Conjugated I. .
Estrone i' |
Conjugated oo

Estradiot ¢ F— —
Conjugated .
Estriol  je3ee —_
T
1
Conjugated . ® 0o 200
Estetrol e —

5 10 ng/ml

p——-o mean*SD (normal)

e placental sulfatase
deficiency

K 2 Concentration of Estrogens in maternal vein

DHA —_ .
16a0H-DHA * — o8
1600H- .
Androstene —
dione
16c0H- °
Testosterone
10 20
16cOH-DHA-S ' —_— ** 5% ihag
100 200 300
9.16.
1 ) L]
DHA-S o i 863 3.297

100 200 300 400 500 ng/mi
P meantSD (normal)

e placental sulfatase deficiency

K3 Concentration of Androgens in maternal vein
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Cortisol i . —
Pregnenolone-$S 1 A
R . S
100 200 300 400 500
Progesterone — .
2000H- | eo. o
Progesterone | p——
Pregnenolone ; F——— .
16a0H~ 241 426
Prgnenoctone-§ | ¢ ° LAS4
324
e T T ——
100 200
16a0H~ .e
Pregnenolone p=-—
1630H- |
Proges«eroneL“" e -
e ———
10 ) 20 ng/mi

p—- meaniSD (normal)

e placental sulfatase deficiency

K 4 Concentration Cz1Steroids in maternal vein
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@ BEATER b OCRGEZOXEE®) YIHER ﬁ

MXD—BTIA. BREOBERTRFNEINIREAHYES

E3

- estriol(E3)
E3

glucocort-icoid
E3 E3 “ sulfatase
(PSD)"




