FRFEHE

SRMEERERYRE (CAH) W NROBBEEN 2P TRRELVEELRRBTH S, LrL, €
OEBEEEBETLEPRE-TEY, E—RCAHS LT LLBILRVALVWEELH D,
2T, AEOHIIESAENL L > LHEL, i), REOTRELELT S ORIBREOHETER
FTEAEL, BHRRIC L ARMIERTHD, £, TORERENHHTH, FERTDR, HER~
2o 27 Y=y Pk Y ARBREREERN—OThHD, 22T, BENEFEIFL, FHRRL
ESROLER A FREL, w2 27 ) —= v VORERCOWTIRFEENASZ L L LT,
SR

W55, SCAEEMERRICS AT, AMEIEEEHRD CAHIZ WTIR: TREBRIL,
BHIRROLER, BRE RRERAEOR—Ear s (HEBL. 586 2 A OB TIANR
RO KHEMRS & BR L7z,

HMEHRREER

EMEOHRRERIBTOB/Y Thd, hoHEliET s LROML %D,

1) £FHBEREEVRENBHRR L BIBRROLEN

TR B L Btk ® CAH 0 BMEAL A5 L, Na@&® 7 ~10AEPHET 2
L, MBALULIESHCENa i 72 LT, £KI3E®RT~8 BT TR ERETTLO
BB o7, BRIERIZE Na (U & 3tz R 2 I H =7, v 3 ¥ 7 RETHREE L 72 flid—8
210~12H, MESFI14A LB TH >7- 2 & 222 TR AR, b HEERR CAHRAR
10~14A %R LISHEET5 - L KA ELETH S 2 L35 o7, EMEIDEER BN, DR
BB B bORBE, FETEN6HAS L RRERIARE 2D (N, W), £avh
n L RBEROEETRITATHS (NHE) L, PREEBEPRBELHRELOTV (ME) .
PEOEENGREIATE CAHOBHRERIMLERZ LT, w2 - 27 —= S OLEEI R
Ehb,

2) HER< R« A7 Y—=1 FOFEHE

CAH s BESHERNHE2 5 LB EBIATERC L, £ LT¥Ad 17-OH-P METH
ol (BE)REETHS, LiL, ZhiE MY AZTERZOVTORMTWELZETHY,
$%%ﬁ®ﬁm6%i5avx~z7u~:yVﬁ§¥&&6°Fﬁm¢N—OH—P&ME#5:
Lick 9 CAH(21-hydroxylase KR ) == + 27 Y —= VRFENICTETHY (HE), £H
fbshTH) (RE), WRHTRTRV AL TRESA TS (R ). Ui LEGICRN O
AMABSHTRY, £O—F&) 60 17—OH-P fiiTh Y, HIHREOHWHEERT
H5(BH).

3) =R R Y—= S BEROEEDN

PR R Y SRR o2 RASEME CAH 2 ED, »AVREERLN LR 2T E
cryptic CAH 7B ORESIAERSN 5, B BRTREEL B4 PRIFERSLOOTE
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KRR OBESH NS RENBREI IR ERAGA S, RF 7L 7+ by 4+—n, fmd 17—OH—
PRZMATCERRZ L7+ bV A (FZ7ABREF R 7 r= b ) R 21-FAF%y » a—F
— 1 (21-DOF ) 0 RIA (radioimmunoassay) 1 Gz = —# — b 725 ( B4R ) o FEIREE S
EOWTREBEIZSHROMENEREI S,

4) FEEStOLEE

I OMBEEIZHSWTIRFEHETRA/BEBY THEA, JFHE~ 2« 27 Y —=v FRERLSRIE
ATONBICE >7RL, FECEELREAS, EBBEERERLRIzE, WREREICICT
LMLEETHS (N FHEX ITHE BK) ., BEEOHEOL L, RGRRICEEEMAT
TR L 72 o 0SB T 3 TARMEBIE R ERHARIED RRIES ] CTh 5, fBRTBREML £ o Bk
BECS>WTHLREREZRBL, L0 L0EHEREBEL TP SLEIDH S8, BRTEES LB
LLTZZRRL,

SRR BB R RAE O IR AR St
A. HHE%H 21-hydroxylase KIBFED T
(1) fREORAY
@ WHarFaAF, SFRaNFaA( FEERARERE L, PBEICEL COHR, NaClogg 4475,
b HROSMEMBEICH L T, EUREHICAERTRIN £ BT+ 5. FEEOE (sex),
4 (first name) DEEFMLELT5HLH 5,
© WERPCHRIEBRYRBELHRELHEE 2OoWELHETS.
@ BK v vz, BEEIEREALENERERT SPIOBE
R L AT BT ) (BRRELEE LAWHAER):LRRERETS ),
(@) EIERE
AR, L#Na, K, ClOBE, BIVEOEE, EIEOTEH(ER) #BME LTS, 7
na—2z(5~10%), Na*,” Cl7, (£90~130mEq/l ) #FmsrE L, K*'2Zhik&fv 5. Na
deficitisk UBESRKR S RIL24~ 48R TR 9 . OITB5ME ~f Fua—F Vo kTR
IZEHEEY Na defiat 282 5. KOBSEBRE (KPE) KL on L 5 ICERT 5. @O
BELHEREMBERE 7200 BRERREEBECRHHETHLPBLETH S,
() FLAYORTREROFETHRES DD, TROBEEHATILERERLDD,
) BMEBENT-HIEE NaPERKENa (A4 n i) #EWKICNZS,
H) Z3 LOEKILECT-OULREOERED H 2IEEEE4A 4 THfE (Kayexalate,
Kalimate 7 £ ) DR,
b HERE
BEH (KRBHE) ~A Fea—F Y 0 10~20ng (5 10002 ) X 2EEEL, LMERRE 248
MEL LCHERBEHETS (FAKEDAf Fra—F Vv b5203, SBEaLF= 1 FE
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ZFLLBEE L),
(3) FERAEIHER
g (QEOB L U0) 247 > TIERRERRIC R > T o RieT 5. #ERRE (W)
H) o ARBIE RS AR D LR (QE@BLUG) 21T o1flid, £3L bABRERE
BABKERRL, bEOHFRECR >TIN,
@ WHaLFaflF
~A Fra—F - 100~200mg/nt/B ( Eicida—F v « TF— F125~250mg/ct/H ) &
5y 3 TRROBE. LEEIRL, 3~ 4BRICHERREICBITT 5.
b SB=anFafF (BHE=21F21 FLHRTS)
frudrocortisone acetate ( 7= Y =7 )0.025~0.1mg/ A %43 2 ~ 3 TROVE T2, HEEIT
MHERE, PRA, fUE, WEOA AL £ BRIC, PRI VAL THRL A CERERE
L, UkiRRE#EET 5.
© #I& (NaCl)
#19LIR T NaCl B2 LEL T 5HM %, 0.1~0.28/kg/B (K 2g/R) EIn7ic
BRELTERS,
4) MERFSRER
Ko@), b, QB> 0&FRAIET 5.
@ $EarFa Al
M Fea—Fvy (2@a—F Sy - 77— ) BOKE, HFHE (g/d/B)NEK
RTROBEY T, A3 EEH2TERS, LERIBAZFREVDOCEABICEERT 5.

F BEILFOA F#HEE(80) 0BX

£ A Fuz=5v (mg/d/RB) a—FV e 77— b (mg/d/B)
R 30 ~ 40 40 ~ 50
@ R 25 ~ 30 30 ~ 40
2 K 20 ~ 25 25 ~ 30

b #EarFaqfF
frudrocortisone acetate ( 7w U %7 ) {EO#%E, A3 /o3 2. HARBRI, FFRHEE
LT 0.025~0. 1ng/ B T 525 FEIE U5 L HCHRETERH L Vi < fev, BREETRE
Na fufE, KKME, &iE S#E2ETOTER.
© % (NaCl)
HIRCI0.1~0.28/kg/A (BE2¢/A) FIN7ICEMLTEHA D, BDEERTEFIZLY,
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ERSEaAF 2 FRICEY B0 CBRERSICER. PHREUBEIAES 5 Na CLEER
TROTRERE TS L LBETRY,
& HRERENCEE
3% Na, K, Cl, 17— OH—P, testosterone, PRA, ACTH, R L 7+ b Y H—n, 17-
KS, 11-deoxy KGS/li-oxy KGS I, %Y # T& 2T EWMAKRS, SRMMF, hEM
sk, FEHETEE, LEA2LSLEFRBCFE LI ICIRT 5,
6) HRpEEPOSHEEL (BIBERE) OREK
QEICEL TT ) . EERIIG) R, BUMERREICL Y 2Tl
®) MR
IRSMEBRHRITE 1 ~ 3 BRECIT I OAEETH 5,
(M PRERERERENRORR
MR R R I PR AR R R R &2 5 2 L 03B Y, cyproterone acetate (7o Fr 77— )
( 60~150mg/nt/B) %&BEAI+ 5 (medroxyprogesterone acetate b HBHTHS ).
v B. HEE#iE! 21-hydroxylase KIBFED 1HTF
1) HEOFA
@ BEaALFaA FEERBRELT5,
b HROABREBMICICH LIRS 2 EE0 I AMER RN £ T+ 5. P LM (sex), 4
(first name) DEEZSE LT 36455,
© WHBEFCHRERENERELHRLICBERTOHRBELHET .
2) MR
@ WERaAFaAF
BERE LT S Fra—F Vo (Flelda—F/ry 75— b)) 2AV5, HHE HFEE
A—Q@)—a IZETBH, AT F A FOHHRALYERETAVEELRWEELH 5,
b $HBE=aAF34 K, NaCl
FRIE LTEALALTLEW (BLEV = MELFTH Tt fludrocortisone-acetatefif il
EFBL bbb, EAREAWERLVEET PRA 4 EREMCRE&ET5 ). '
(3) HERPREE
@ PEaAFaAfF
ﬁ%tbfnfFn:—%fy(itm:~%fy-7t?—b)%%D%umwéoE%%
FHBEA—O—@QUET S, (EUBRRASEROFAITEEMREEaVF 31 FERHESERE
BALIEFRIWEELHSE ),
b #E=rF2AF, NaCl
FAIE LTERBLAL TS X (HELB V= i 534 ¢ fludrocortisone-acetate £ f
ET22L0H5 ),
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8. 7ng/day, 17-OH-P 2.58ng/ml b =2y hu— AR R &R LS PTL 0.95mg/day Ty 21-
DOF 4, BEGHEIIREh o/c, ZOZLREHENBERL LR PTHAPTL L0 EATHWH I L &
A, AENBELNORTEPTL 2 lpg/ml YL ERIBEN D Z LR WENS, FEOKRRE,
LI REAICRAE OREICIE PTL KEETHS L EL LRI,

5. £&&H

21~-hydroxylase KIBENIGHO B4 L LT, 17-OH-P 2ng/ml LT, pregnanetriol (PT) lug/
day \F (#27 uik) s HEEL T500EV, 17-OH-P, PT (iafn BR L LTRG-S
% <, 21-DOF, pregnanetriolone (PTL ) A&fENEH~—# — & U CEEMMEL T .

E1

URINARY PREGNANETRIOL IN 21-HYDROXYLASE DEFICIﬂ{CY UNDER TREATMENT :
CORELATION OF VALUES BETWEEN GLASS-CAPILLARY AND PACKED COLUMN-GLC.

Me/pAY
ok R= +0.99 (P<0.0D)
o9 N=21
3
é 81 Y (PACKED COLUMN-GLC) = 0.01 + 0.79 X (CAPILLARY COLUMN-GLC)
3 Ve
a ’F
L
8 sr
b
E5F
= gt
k| Pz
2F s %
e o
/.n 1 i : 1 1 4 1 I 1 i L l i DAIY
0 1 2 3 4 56 7 8 910 15
PT BY GLASS~CAPILLARY COLUMN-GLC
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2 CORELATION BETWEEN SERUM 17-OH-P AND URINARY PREGNANETRIOL IN
21-HYDROXYLASE DEFICIENCY UNDER TREATMENT

w

MG/ DAY

2
!
E3 4 H
1]
1
t
!
7t
N BY PACED CoLum-6LC
s -
R = %0.52 (P<0.0D)
5k A

YCPT )= -0.28 + 0.89 X (17-04-P)

URINARY PREGNANETRIOL
4
L

2+
.
1- *
Ne/m,
0 1 2 3 4 5 3 7

SERUN 17-HYDROXY-PROGESTERONE

EA3 CORELATION BETWEEN URINARY PREGNANETRIQOLC PT ) AND PREGNANETRIOLONE( PTL )
IN 21-HYDROXYLASE DEFICIENCY UNDER TREATMENT

MG/DAY _
8 R =4+0.66 (P<0.0D
w/F N=21
= 5h
Z
g 4r Y CPTL )= 0.30 + 0,18 X ( PT )
£ 3t
g 2 )
= L
= 1 . MG/DAY
v t.l..l 1 3 L L A L9t .. 1 i 1 Ll L -
0 1 2 3 & S 6 7 8 9 10 15

URINARY PREGNANETRIOL
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© HHERENBR
A—W)—(DCET 5,
@) SHERIERE
R I AEIERLRR - LB AR, A—QICBET 5, Bk, EERELTLLED
RO CRIEIIEEBIREEL L, ~1 Foa—F v kERE (A-0—-0BR) xR
ET 35,
(B) SMESRTERIN
A—OIEF 55, GBEBOEVHEZEFEIEO A5 6 THSNERS CBEL TRET
5,
6) PREBEMBEREHFRBOHRE
A—MIZHELTIT I,
C. VR4 FBEREDHE
(1) HwESER
@ WEarFal R, BEILFA FEEROBFEL L, BEZEL TEHE NaCl ok
b9,
O BEHE (REERR) ofIcrrbbT, KRELTETS.
© BEHEBUBICHEBRERSERTIICEERT v 1 FERFEET.
@ Bk, va3 vy, SHBEREOEREET HHINRE
Bk L AL UBEE RO (BIRESEL LRWEiZE) 2 5 nREBETS ) .
@ A—{—@KESS
b A—Q-OIETS
(3) FEOAIIHER
BHERRIE 21T » 1B TN REAIRIC 2 > T 6 Bt T 5, MEERET CANBIBREsR S
LTI £ 47 2 7o Blid, SF L b ARRBEM AR LB, b L OEIREEICRS.
@ EZarFaqflr
~g Fra—Fvy 50~100mg/md/B ( £/2ik2—F V> 77— b 60~125ng/ni/B ), &
3CHAL, MELARAS 2~ 3B THBELIRET 5.
b FE=AFalFK
fludrocortisone-acetate ( 7w J %7 ) 0.025~0. img/ B & 3ZAHKEE A Fra—F/ L
HAT 5.
(© NaCl
A—B)—ONET B,
(@) MERPRIE .
A—mtﬁfé,@Lﬁﬁi&%mﬁfﬂMﬁNmKJXPRAMMWH,QE%M$.ﬁﬁﬁm
R, BEHETEE, IE 2oMOBKRFRz EFBECRSLICIRT S,
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BREATIR b ocRGE2#xFE®) Y IHER
RXO—8$TTH. BREOBECEENSTAIRENHYES

d

(CAH)




