SRURBREBURE< XA 2 ) —=v J(CHET A%

I. ®EM7—0HP(EI A) CHJ 5 EEMER O FEEFET %
I. CAH—high risk 23 X CERBRIEKC T %FTERAIRAENLT—0 HPEDIZEER K

DT

EvARAERASRAHET EEET, BRER, SobtT, BrEE
BENREFRES £ — FHER
ESLNEF R HRE

I. ESME L mEMm7-0OHP &

B2 ORERE TR HEIABER X % M#IM17 —hydroxyproges terone (17 —OHP) {E
D 2 BELRDEEC 2 TREZTT - 1o,

it e L CBEFMME 2 ZEK CLUMERR L FRECBREZR®, 20 3mdisckfBvic, #l
EHBELELE & L Cmethanol /ethylether “ethyl acetate (50:45:5, V. V% ) D&
E¥Wic TEBERRE, TS BRI DHECHH, BEEL L THRP: AVEERERIEL
o BRERHL LR, 1)20~25CORRCED E EHE, 2) HECARZEREFRE, 3) ©=
— NV BICANEREF, 430 COEBER ZOE £ HE, 5) € = -1 Ah 4 CTHRA, 6)
€= — B AR —20CTHEE, MlE6 £ rHRE L, MEFEEREIC ST 0B
20disc, D BiT10dise TOMITL, LOFHEME, SDEFRDL,

EReLT R CERAED FHEY 0 MO FSFRMT7—OHPECHT 5~
MEE LTRT, 6486 bBUOMA# - £RL, 3 A BLEL4E B2 CRLBIED
BECORX “HBCANZREE” OFHTh o, —H, 2HBURIMABE CRLIBIED
B 5 1D “30CIIKE ” D&l Th otce LA L, 148 BCIsi 5 FALM17--OHP {EiL,
ThODOHTHEROFGF T T564%, RECTH493%EFL, MECELV-EZRFDon i)
ot 65FLEL, 1 HERIZMNE%, 5B BCiXK65%, 148 BCidiss% L T
D, Mlbxb, BxOREBRAB LCEERHFCLIABRIEOZINEL, el b, BEBH
CRAVEIEEE T HZ LR ENI, L Ladd, EERHHECIELRBRYEM®L
T h, FPHEEMOKIC L 5HREE 40 h, BEEBCFROERORECHI > TX
HEO17T—OHPEX 05 THIREMER S D, FIE % CIC BBE BT 5 BH Y - TRE A
%%@@6¢Ebnto%&caém@uzﬁ%ufﬁko
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I. CAH-high risk J& & @RBMEDOMMKIMI7—~OHP {EL % DOREBIBHF

21—0H lase RIFECAH 4 4| (1EHTER), @0 24, BMBHEILELH, non classical
form 141), 11/—OH lase RIECAH 1 #l, #BKR#RK 2 flic > ~C, #EHEMI7—OHP {E %
FlE L (EEME, EIAE),

FER<AR2Y) == 7 (HR) -7 2 ) BOEROERESAERL0 2,27, 7L
THHw, RERMME, RE AT ABRROFFEEALCOCTHIEL I, BEZHOLD
CEGCREBRFTY FuY v HEXTa4 PAHBSICHPL CREAOFAT 257 r 4
NI & 1T L Ao

(R &)

1) 21—OH lase RIBECAHR T FAE RO ERRHERE L OBREERT AL EXH 5
bOD, CAHORERCEFEE CIEU THEVCERERLA (F1 ),

EIRARB()NE, BEERT, £HIROH X)) —F % b OFEIEMAEM TLE 513 pg/dise, 3R
ABERE O HifeE i A 1M117 —OHP fE 34 8 BT 1000 pg/dise, % DRFOMFL7—OHP & 13,
58,000 ng,/dl L REGEEE L 1o

RIRARINT, BRMMUALBRTEY, DL IVREBECERLBELRLEAL Aok, &
ROARY =72 » OFEHNEARMI7—OHP HEITAEH S A T321pg disc LHEVEERED
T, HEH34H OFfEEARIMNI7 —OHP {EiX 345 pg/dise T, % DEED [fEL7-OHP fEiX 26,000
ng/dl Th o7,

BMBE TG HERBO $ DRAFREETH o2t 17315 A0 ABRRORARIM 17 —
OHP {EiL 64.2 pg,/disc TZDEED MFL7 —OHP fElX 4,600 ng,/dl & 3 X E\ & D Tik/eh
otc, BHELE X bz, '

Non classical form © 1 FliX R EREEC, BROILR TEKSM CIIERFEKLT —
OHPfE% /AL, HIAERSMERIIEELEEITH LA, A1) —F = b OEAEMKIML — OHP
B 128 pg/disc &£ BfEZRL %, 3.5 # A% 135pg, /disc, 1% 17 —OHP {&\% 3050 ng
dl THol, ETELVMANET, RERR, BREHINaIME, &KIMECERERY
AT, ¥, METXPRTFry, TAHFRTay, MEv=E#, ACTHO LEXRS
", —FFYIC late—onset type XTRL T\ 54 0TC, £HT7THAE7 vl 37 L &ERS
T Cli{EL7 —OHPEAME T L CE T\ B, fF3K cryptic type KR HAEEHER TH B,

2) 118—OH lase RIFCAHBR TIX, £WABDH R ) —F = b OEEMEAEMN 17 —OHP
X 38.3 pg/dise Th 57, &2 ¥ 5 OMMIT7 —OHP 1€ 24.5 pg/dise, F*DOROM
{17 —OHP ff!% 510 ng /dl & BE T/ d o,

3) MFBME (268, ETREE g, B OH =) —7 % b EHWAML7—OHP
fBi351.0 pgdisec T o foo A TRHMAE 2000 gD {EE T RHMREREO £H27H O MK M17—OHP
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{E3 13.3 pg/disc L EBEXRTRL 7,

4) WEIM17 —OHP EOEEEN(N 2) KiE#E21 —O0H lase KIBESEA!TIiZ 160~1000 pg
Jdise D% EE L, SEECHFERPCUERBEDOMHEL v EVELRT R ERE
SHER) LIIC LR L TE R 1 IR L 10

¥, BMEMELE LERFERICL 1 » B CABEL FFC 64.2 pg/dise DERTRL 7o

WFhd A~ Frars: ) s BoBERCTEECETL Thd,

Non classical form* 11 /—OH lase KIBCAH RO EIERPIAECEE L VIEEK
éa D, FER<RR2 ) —=v 7/ %1T-OHPHIBCT 5K, LTHEEDOTLCATIHDT
ENZWDPLETH D,

—%, KRBT 16525 63.5pg, disc DEDERXRL, ThiBiEELL TELTRVS
FORBENE, EH3 7 ARCERLL TW%,

5) 24BERREFT ¥ Fr Yoy RATF A VT L EEMLI7 -OHPE(R 2 )4 b L, F
ERBRO S VIF Y ) F—a, b F e T2l —0H lase RIBE & 11 /—0H Bl &EHInt
BEETHD, LrL, I6—0HF VSR / v e 16 —-OHDHEAYHIEL, £DlERD L,
HBREIE T 16 —OHP, 16 —OHDHEAX 1 LT C, CAHTX 1M ETH %,

21 —OH lase RIFTIL25~93 £ EHEKRTH o LD THINCERTH o7,

6) MAA? F a4 FAVHINEC 6 A F4—17—~OHP i\, FHEEZHPLCEEM
R TR o 7o H3 1321 —0H lase RIBCAHROFIC, K&/ 17—0HP £—27% R
L, 115—0H lase RIBECAHRCE M4 DM DOCH XV At - A+ dioneDY—2 %L L
W, BEDEFNIEL TH -1,

(Zed]

21 —OH lase RIBCAHDO =227 ) —= v ZCB VTR CAHORE I X v, FrAERIAFHE
DOWEMIM17 —OHPECKE st H 5 Z b bibhrote, &, BARBK, 11/-0H lase R
$#CAH, non classical 21 —OH lase RIECAH B LOEER B\ TLBEHLIEDHZ LS,

KBREORF T FrderFe LTE16 —OH-DHEAR £, CAH BT 16 —OHP #*
% <{HHEh,16—0HP, 16—-OH-DHEA [t CCAH%Z T T & 43 TE7z, CAHOBERAIEE
IR HREOHEEZHICIE, HPLCK X 5 M X T v 4 M AR, »2MMED 0.1 nf
DLBTELOEHRPBELR, FHLBbRI,

{xx ®1
1) ‘Schackleton, C.H.L. Mitchll, F.L., and Farguhar, JW ! Difficulties in
the diagnosis of the adrenagenital syndrome in infancy. Pediatries, 49 :198,

1972.

2) Honour JW. Anderson, J.M., and Shackleton, C.H.L. : Difficulties
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in the diagnosis of congenital adrenal hyperplasia in early infancy

A—hydroxzlase defect.

Acta Endocr.,

103

101,

the 11
1983.

3) HESETF, TX8EF, F)IZE: HPLC c X5l X7 v 4 FoRECET 5 ERa0kst .
BEEEEEES (A8 kve v EAEREE | FBEFCH,

100

(%)
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FEMISOEEHRESE, 1985.
-20'c (n=10)
+4°C {n=10)
room temp, (n=10)
(mean + SD)
T
1
|
o
' i
il 1
i 1 !
i H H
i ! 4
i i ]
Lo !
H
i

o /8 1/4 1 2 3

)

7 14
(days}

[

lzl 1 Daily changes of disc 17-OHP values under —20°C,
+4°C and room temperature conditions (by EIA).

&1 The relationship of disc 17-OHP between at the neonatal
scleening and the onset of diseases
Neonatal Scleening At the Onset
Patients Age Disc 17-0OHP Age Disc 17-0HP S-17-0HP
‘ (days) (pg/tube) (days) (pg/tube) (ng/dl)

21-OHlase def.
CAH
(1)salt-losing 9 513 8 1,000 58,000
(2)salt-losing 5 32,1 34 345 26,000
simple 395 64.2 4,900
non classical 5 128 105 135 3,050
11€-0Hlase def.
CAH 21 38.3 60 24.5 510
Very low birth

weight infant 7 51
Low birth

weight infant 27 13.3
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# Solt-losing form

21-0H lase
1000 Q Staple form def. CAH
QO non clossical form
500 @ 11p-0H lase def. CAH
A very ow birth welght infont
A low birth wetght Infont
X ofter treatment
100, o ¥ —0
D
8
S
g 9
a
Z s
~
g )
a
A
N N N . ) N N . i
5 10 15 ) % 30 [ % 0 76 £ % Tt

2 Follow up values of disc 17-OHP In high risk CAH putients and low birth welght Infonts.

£2 UBM7IFAOS R XTFO04 FoEDiscl7a-OHP{l

B%| Disc |16-0HP |16-OHDHEA | 16-0HP | Pt | Ptrone
(8) I(Lé-/?tmz) (ng/day) | (ng/day) |16-OHDHEA |(mg/day)| (wg/day)

21-OH lase X # Case 1 0 — 9.07 0.98 9.3 0.27 0.99

Case 2 9 513 11.40 2.52 4.5 0.89 1.00

CAH

. Cased | 34 900 1.58 0.83 2.5 1.80 1.50
113-0H laseRiCase 1 | 43 54.0 12.1% 6.28 1.9 0.27 1.7

BERR Case! | 90 41.0 2.81 4.69 0.6 0.13 0.12
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21-0H lase deficlency CAH %L
"
@
18.4 g
~
Ly S8 - N g
- :
/

9,8 A W

3 Pattern of serum steroid hormone in a patient with 21-OH-
lase deficiency CAH at the 9 days after birth.

16.@ 28,0 9.0
{TIME] '

118-0Hlase deficiency CAH

M

il 1V OHE

poc

[ FL g

4 Pattern of serum steroid hormone in a patient with 11€-OH-~
lase deficiency CAH at the 31 days after birth.
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BEHTFIRA b OCRGEEMXTER YIMHER ﬁ
BXO—BTIH. BREOMRECERENETAIRENHYET

lase

21-0OH lase CAH CAH
17-0HP , 118
CAH,non classical21-0H lase CAH
160H DHEA ,CAH 16-0HP
,16-0HP/16-0H-DHEA CAH CAH

,HPLC , 0.1ml

OH



