HAEtE

PROEREBBERAREREN S 5T, HELAENEL, 1 oEELFBRERERSEEE
hdE (CAH) TH 5. #2 T bHEELAR 21-hydroxylase (21-OH lase) K & v s 4 FBBR
BIE A 2T 5RETH 5, CAHOBRBERELTESLLNTRAWVWL, TOFBEEEMCH-3L
DThBH, LhLl, TOHRBFERLTLIE—SALEIHETIEA TV S0 Titiewn, RERED
BRRAGTRERSTHET TR, REBETRLREFARLOLL, RALEKBCEELRS
BOEICTHILLRETHD, TNLHIZBHRIBHOFWERIL, ELEAShS X IR
THOBENRDD, 2O LT, FRCAHD <2« 7 ) —=u FHBE IR b, BREOR
st bneEIGIS,

o 2 3]

SHBRFIEE 7e O O WIZEW, 18 O HERR CHABHREGE P ¥R 21-OH lase KB L v £ FBER
KOWT, FWRTT~1081%2 &9 biF, ZTOSMIMGR LEERIEIC>VTT v r— MERTEA
L, ThEHEHTHZLE L, HVRFIRERASVE LTIT > 7. SUEBOBRIRIZIREAS, 71
aaANF o FHESREDMEY, SRaAF a4 FREREY, &0 NaCl #55%8HE» H
HBFRYRRIE O FAE L IEFIAE L, EEEOLBIC >V TIREAY, BEARELTOREFRR
HEHRZ, BRERE L TOBEENFTRERESSE L THEH Lk,

HRERCER

#5927 21-OH lase KiA5261, Y £+ P 6 4, BRI 21-OH lase 24, BITERAR 15
OFELBIZ SV TOHRE LIBRIIROBEY Th -7z,

1. SgasE

SHEHOBBRFEORRD S - BEEARE326] (EHRR 1 #, V81 PRI 4 4, 21-OH lase
KIR27H] ) TH -7, FHIO hydrocostisone ¥ 58 O HRE A2 TR O b - 7= D223 T, TORILEE
ROBE, FHEOEXFREKC LY, »RIDAFTyxR8H6RE, £i221-OHlase KLy R
1 FiBEE T LRERLR DM ( fiF CRifRE £#RR 50, BETHHEERENATLIN)
L& 7oA, PIBOBRTE LHTE L. BELEENHE M -72?iL hydrocortisone 10~20mg/
kg/BTH ~» 7o, 30mg/kg/BLA OB b P 72<, 10mg/kg/ALL L& ¥ L3 L23fitp1541] ( 65.2
%) kigole, ZOI NG, HERERNRDHY, MKELELT S LI REF TR PEDLI0
mg/kg/BELE®D, HBEIZ X - Tik30mg/kg/ H EL L hydrocortisone #5155 1 A BICSRETHS
HEEZ LA,

WK &97 2 B A ORGB G RIX 100 ~ 200 ml/kg/ B 235 LA AE <, %\ T 200 ~ 300 ml/keg/H
Th T, KBEEEHAKDERE, hydrocortisone i NEETLR S THAH5S, 200 wl/kg/H
B ELELTELONENEEZ BRI, ZORITILIIC BT 3HEHEAS R L BUKEIE Iz LBk
Y, WEPICEARINIKSGEEEI LVIANLGEXTRYRELEDIT,

BRI L TO Na 5B &8 L7z, hydrocortisone 2B H THK O L OB L2125 &, &
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5 Na D#I60~80% T RPICEE SN TL Hv, EBH TARD Na 285 LT HE Na MEORHERTR
THHD = LDy w7z, £V BED hydrocortisone ( 10mg/kg/ A ki ) 68, 5 v ik DOC 415
D AHEOFT LRkl A 60, +58N hydrocortisone ( 10mg/kg/A L L ) SR OBE NLEHE
2 & B Na UEENFHENRFRR TH 5 Z L H45y » .+ D hydrocortisone # fE/H L7252,
(135-fuf% Na Ll ) xBE (kg) X 0.6 (mEq) P Na 21 AR & LTHRETHIE, A VBRE
FTREMPF NaFEXFFETHZZ LM,

2. SR LTOS raanFaq Figsk

#.JBH 1 hydrocortisone 30~35mg/ni/R, %hIEH) 25~30mg/ /A, %H20~25mg/ ni/ A B AR
BERE LTRSS, ZAUT CREENHEAR+THY, ZhbT, HcRTr,
Cushing fERCRREREE R L B Z HHmAA 6Tz, SE#IE LTo 9a-fludrocortisone acetate

( Florinef ) »# &z X 3 hydrocortisone 5. (3ZE A G e h - 2, cyproterone acetate £
medroxyprogesterone acetate fEfIC DWW TS, Iz PiE B FEHERES I CHE IR TV
A T OTEEBIERBENH A hydrocortisone BEREF P S HE L1 E ) Mz >V TRSEBOR
MASELE 2R b7z, hydrocortisone O B EHE EikiY, LRHICIZ 3 ~ 4 /BB ENE L, EER
TR2ABEEN L) -1, FEREE B, (B), ROBSELLT, WTFhoBESEE,»D
RmILThmrote, SERORFEE S 5.

3. SEaNLF A FOMEE

BoRE OMERFREE L L TOHEA 2 4 F 2 A FiE 9a-fludrocortisone acetate (Florinef) 2 v 6h T
Wiz, FHHREE (M2SD ) k1 7 BR (2261) 57 4£47.0pg/H, 3 7 B (234 ) 57.2+36.3,
6 #AY (2041 )56.5+£32.0, 127 YL (3261 )51.2+27. 4, 3B (3361) 43.7£19.4, 6 A

(227 ) 37.6%15.5, 6BRLAE (2861 ) 49.8+14. 8ug/H THhH -7, HHRBOBMBERT L, 31 A
LATF Tt 50~100 g (0.05~0:1mg)/A, 3 # 5 &#ix 5 & 25~75pug (0.025~0.075mg)/ BN & D%
Mole, VRS FRERESCETERR COERRI 21-0H lase RIBIE L 1 L 00V BB 5 G
A borsrol, BHEARRLECBES—-BOFICA LN, 3 VAT TR 1<
{, ZRUBICHERSICIIBRERSTROTVEE LT,

4. #HRBREICBTIBNBEREIZ ST

ROMIZEAI L L To NaCl# 54X, HH3RAA 21-OH lase KIBAE TI8FIAHL Y £ 4 FiBERR T
4 #i 5 hydrocortisone X 9a-fludrocortisone acetate & #LiZfFbhh Tz,

P £ IETERR 21-OH lase KIBIE TAH 5 &, 38810 NaCl & O# &5 Flh24%) ( 63.2% ) i34
#2 D ADRICREEZRABIA TV, ERPILEREAS L, 6 A FTIRBREL T 2L 9f,
127 B £ TO L D452 (3861 ) D36. 8% 1RETIRPLELTWEZ L2B3D -k, ZhiZEILE
BEILLZRMELTONaCLICEK BB TH S ) LB X BRI, LHLSELE L NaCl &40k &
NITECHR L T 3852450 (63.2% ) bdh -1, HIRHILEI NaCl 2 RGN RIZH-TH 2 B
DHRXD, R L LT—ERD NaCl #HINCBET5H B LW h0RFZ L LMCELT, B
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R THL+H % NaClEEVPBBETHEZ LRFELEZOGN S,

B H5 &2 0.3~50g/A LMBKREN-72A, 2 g/HBEMENI0. 8% DFITHRE ST, 28/
BUTRI7%2 Th-1c, EHPEREICL > TLRERZERTILENH LRI SD, BERT
RoBERETHY, F—ENRIICESHTORERRHNA2EA LV EERESATHSHM
-7z, SBRITIEGIROEE T KK NaCl MLER A5, hydrocortisone 2 9a-fludrocortisone
acetate EPICENBETHOINERML, NaCIBRERF B O TOLBENLSH D LE LR,
NaCl 3§l 51 9a-fludrocortisone acetate §ff T T ME, & Na fiE ¥ OERYE FEMA
L 7B R HBR NaCl ERORB L L LRFTILENH S 5,
4. PEEBEMERESHORIEL CDERCOVT

BEfiR 21-OH lase K% 118-hydroxylase iR Ciiinmbish ( BHEN ) 2SI O L 0ss
i, REERPCPREBRMERIE X G0 L T 30D E W 2 L BREFEEOFSBHIE TH
b L, HEE%R 21-OH lase KAR X8 4 R A LIZELEM» S EA BB T 52 LAV T
BEED S 2 TIREMB L 0 DRhWEEX A, SRBIO 2 b e - R EE ClRPRE BRI R
EFRZLESZ D LS -1, BT cyproterone acetate ° medroxyprogesterone acetate % {}f
T35, ZhOEMTTEARNEREARBRELIHTs0C, BITFNHBR LM/HTES, FHIIC
HEE4 A 21-OH lase KIBiZ LEREAEER TREPEPR DV TRECKRN T OLEYR DS, VR
A FiBERE CRPEEBEPRREIR - 184V L, EFfLEERL, -,
5. #BRBOREICOWT

547> 21-OH lase RIBHE » 5 LBEEAEN KD L OE26HITH 7225 5 b 2 FliL A Bk
Tdh o7z, ZO6BPAEBHRFRNOEEN S5 Lo145C, fo11FIERFH ( 1 FIRTRH)
T o7, RFEWMNFIOEET 4B LA 5 B b - 7o, BRI OFHERM L 3REAT 106, 4
RUALAFITH -T2, THbL, SREERFROTOALERHIEN LS, BHESHTHSL0R
HEMRBETTonR ) BRILME-TEY, HEERN, LENLHE,»HSATLHETHLELS
h, 58132~ 3BETIOBRFNEZA LVHEEBHFMIZMI L2BH LATAREELRNWEE
b,
6. AMERE L TOREMR

CAH O#ERFEENBHITLRATHENENEF = v 7T 57200 MH, RhFL € 0EE
FREISEHS. 2605 LMIMZEENH 5D, HUBBROEEELZ Y ZIiB{( rEfHF L,
i, BRBREH BRTOWERLEEOERVBET L0, BENLLOERETHHIC
RECRIABELZEZ GRS, SEOEHOLPLRROERZLIEL D EEX b, IF
BERBYEESCTA-LAE—HETHS, MifF 17-hydroxyprogesterone (17-OH-P), Rt preg-
nanetsial (PT), 17-KS, 11-deoxy KGS/11-oxy-KGS i (11-OD) 72 ¥ i A R E L E X
Hh, ML= IS LVERREROF = v 7 IC3ER L Bbi iz, mik ACTH, My testosterone
BRERHEVEFETEXIREED LEEV I~ 7, REOCEBEIFCLRANGESLEZ LN

- 207 —



7% 17-OH-P {2 10~20ng/ml LA, PTi4E{LFEMFETII2mg/B, ¥R 7 eE T 1ng/BET,
17-KS 3R 2mg/ALAT, LARIESmg/B AT, 11-OLiX0.4LAF, v = fEEERIR10, S8R5,
¥ 2ng/nl/h BRE»5HH LEHEMICE 2 bRz, KPP 17-OHCS X hydrocortisone PROF x v
ZIZELTWD LEZ ORI, YR, FIBFRIE TikfiiE Na, K, Cl, ML = o EES I WIBEC
BEEXOLN,

7. AREME L TOESNAR

HE, #EH BFRBEIRBEROBRBAECHA CTH S0, retrospective RARICR->TLEN
BoTHd, SEOHEHTAHS L, FRAPSNIANLO (—10% ) E <, KEEXZ~TRTE
MEm AR L, BRBGGITEERGBCH >/, T4bDH, hydrocortisone FEEITPLPLELE DY
DHBEVEEZORID, RHRBRICLDERBRER 7 )V —FHERIC( BB L, ZOBRED
BRBEIFESIIEHE BRI, ¥ RA FBHAR TEHBRBOER &7 R 23585 - 7225,
&, #KEE21-OHlase K18 & 2 ERI L Th -7, MET 1 8RR CF W 2% 35 2 ki
( 1BUBIRKL ) 2 o7, Zhix NaClifs, 9a-fludrocortisone acetate, hydrocortisone #
EOBRERMEFEHR TOREV I LARR LTV, LALARMTEY 3 v 7 ¥ B Z TERBOH
WILEEXRERHL, HEABENMMENFGVI LidkbEBRvorbahiy, BEERTERL
MR RET L & A CBROBE L L TRIL RV 2 &0~ 72,

AR R R E O SHHREO RS

BMENRIZ Y LERE L 4— FE B=
BRI
MTE RE

HEERBRITE REBFAIE ( CAH ) ( 21-hydroxylase RiB27#), v 4 F@ER 44 ) H L UE
BRI 1 FloSdE8 (98 BRI W TEH L7z, Zh 63261527Fi4% 2 # A UUT 0FE
FETHU, ROE5MI3NA~ 3R THEPICAMHBIBRLEELELNTHS,

L 2HHOLFERE L IOV

ABeRr i Na (2320 1 ) B & 2415 130mEq/¢ R OERE, KiteHis 6mEq/epl kiR
Lic(F1) . T 2 EERETCLALOXOATOAL > ZZNEREIE 2 DBEY Th -1, BHFE
DEEPHRAKROBEZEH L LS L LB RAI DL (BRI TR,

2. IEHETERR

#3 hydrocortisone %58 ( 1 A& ) tME Nafis 2L S THELIZONE 3 TH S, 10~
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@ BEATER b OCRGEZOXEE®) YIHER ﬁ

MXD—BTIA. BREOBERTRFNEINIREAHYES

(CAH) 21-hydroxylase(21-OH lase)
CAH

CAH




