1. BFRBY

SREETREMERE S 24 2RBICE, RRUEREREEERIE (CAH LB 4) ( 21- hydro-
xylase RIBHEHEAH, BIHME, A1 FEEMR 18- hydroxylase K18, 3 f-hydroxysteroid
dehydrogenase ‘/R18, 174a- hydroxylase /K18, #®#RHY aldosterone SREME), £XKMET UV V5%
(BIWF % 7oA, —BHRAR T A KR 7o v RuWME, £XtEA CTHRIGE, Rkttt va 2
WF a4 FAL, Wolman &, RIETVFR 7o ViE, BHE2AF 24 FRIEET v F2F 0y
fiE, leucoadrenodystrophy H#i% %, Lo LABMIICAHTH b, H-TEELLTCAHDER -
FRIE DV THRETH L & & L, CAHOMBIZIRRIC L - TELRE B0, BUHFENE>LTO
HBRE L BBE THRLA NG, T THAEFEOMEEN & LTRBIEHBRRERICE T 5HME
DBEREE LY, FHTCONTRMEMAECLE L, £ CAHOBRHRRO DD R -
R 7Y ==y IHEREE S NIBEORIAIBHE S L S H B & L ERF T AREBAER S LT
BHEEOBRKSITOMAL S L RS/,
2 HRFX

CAHOEHBOFRBHE o vFa 4 Folks, HELRTREZhCMATHE 2 45734 FRE,
EFic L > THEHBEECBERE GNEL 115, AR E LTRGEELC LIS BAMCAH
OYBAETHY, VEHEOCTTEAIIBKEROMEILBEE IV Fa A F, #EaLF 34 FOM
Hmk, = L CREGRITRE, BEH, MREUSORFUTFEEE, X PLXBOYay JRE
B e BBCERETTOLLEND S, £0T, LHOOERBRENEORRTTHLATS
PEROVT, SHFPBORERICBI ZHMEMTT I EE L, MR T ) IEOEEL
LTo+ ve /B E{LEHECOWTEMIT L &L,
3. BRsERk

FERBD v 25 7 RBOEERE CAH DML 120 0T, M3 6 PIOMMESIMr Uiz, Nat
W~ 150mEq/¢, 5% 7 w3 —2Z, lactate 20 mEg/ £D#E% Bl kMR 1 B240 100 ~ 150 mf/kg
& UTHMRAME L/2BSiC, 7S Na SO BSR4 3Pl & S0 E & THB L7z, Wi icRpis &~
BRINDB Na 50 SKELES, Wilic X2 NaED L BIH%E (expected 4 Na) (38
5 Na & (mEq) + (k& (kg) + 0.6 THHEIN 5, HlBMSERTD Na deficit 13 6 ~15 mEq T,
L EMIET 201024~ 3603 4 5 & L TIRBETEDS /- T 50T/, expected 4 Na & E B
DlfiE Na FRAMUIEEE, N Foo—FVy, 70U 27 HEHARTREEN L —FL
fofs, WEHEMTIEERED Na EFIT expected 4 Na KD AES T b1 T7bb, iikbass
M OIEH Na ML T TORBIL, A Foa—F vy, BEavF a( FEERTIHMBRL,
TORDERB~D Na BEBEBD THIEL, Sl EtEI LEXEA LTI E0 - 1

N FBI—F S VBRI, va o 2BRKERE AV, CENRETHERICHBITT A0 ER

55



EHIEE LT, MERYHCIEFEEOBENTF £y A v/ Y EfHT 2 EBHHEL, HWE
bFFIAFSVENA Foa—-F VUV HAORL ERE LI, LA LEL OFITEAN Fna—F
VERADBHLTH - 12, MEHREARSEEEFCHl» EBRSTRL, IHE A Faa—-Fvv
150 ~ 250 mg/m2/B TH#AE L, 5~ 7 Bk L, 1 BH%IiCid70~ 100 mg/m?/BEOREG L
L, Z0O%izA#6 7B % TI230~50 mg/m?/H, 6~247%Hi325~30 mg/m?/H, 2 @&Llkid20~
30 mg/m?/ BB SRERTH S5 LHE L. #HRO M Foa—F V' id, MEER 1830
2—FV'—VBOK 3L, HBIZ2 mg/H, M3 20.5~ 27.9mg/m?/H, AH+E$25~40 mg/
m?/8 (RB), 20~30mg/H (0.7~ 1mg/kg/H) (3#E), BKII20~24 mg/me/H L#EL,
WTNOME THREFEROEFEEAAVTV ST L0 .

PEINTF a4 FHEBRERARCBS2FAV SN T, Mk, DOCHBIREEE L1 Bl
9 ¢-fludrocortisone acetate (701 %7) &~ f Foa—F v AL, ZOERBEIEERG
1 7 A1 H0.025~0.1mg, 1~ 6% Hi30.05~0.1mg, 6~24% F120.025~0.1mg, 2:&LLE
120.01 ~0.05mg HEBOEMRTH »7- & Lz, AHIZ0.05mg/BEBZEEL, FAEIZ0.02~0.05
mg/H, E+BIEELRT.05~0.1mg/H, BEAKI30.09~0.1mg/m¥/BRXEEFHL T3 EHE
Lo B aVF a4 FARRE T CHERATAPEIBREORMSH O, MBEIRIE2 ~ 3&E Tl
HUZERXOE LT,

A (NaCl) 2R 2 LB L, FIRILRHIE I vy 25 OBIENDIEVLOTRA LTRE
FRETHSELEFRENAD DL L ATH o1 WHRIET Y 3 7RSRE OBV B0, b
BooEsED, HEIZ1IB2g, AHREIE2~3g WMEHI0.1~02g/kg/H ELTOR. FE
BEERICoZ NaCl BRI >xRiE%2NZ, Kb Na gitB0oATH CAHERARTIGER
ELTHRERE LD NaCl WML T35 & L, BER, SERIKTSE, BE5EH (N Foo
—FVv, 7093 7) HE-TH > ThilH ACTH, 17-OHP, 7K X7 o viicEgs &
rt T S AT L, COCE CAH®FLE Y BREANE & OBETERT Bl - Tl &
B NaCl OEELERICANSZIBLEDSH S &aHEH LT,

TR OMRBEREC OV TOMR b TE i, MBERERDICEFERERARL 24icid cy-
proterone acetate 28F B L, AFIBIB L oK TR EACTHSWANGWER DHS CEAR Ui
M B MR CAHTA S &, LRTH 4% DISAEEAS, B8 T 3EIIRIEHBIH i E S
BREAEC LT DT, HEBIASYIEILROFI T A/ D Fifih 5 medroxyprogesterone
acetate © cyproterone acetate 2R~ E TR 72 EHE S HiRA To B FHBERE DIF
AL, cyproterone acetate 50~T5mg/H 475 3 < B ER LAV & EHE 4 & /-4 &if
~fo MHI CAHOB ROBTEMEEICH>ERFTL, 81 b o— VRIFR ORI REES
Elto CAHRBFABREPEROERB >0 THESN FREMESARREOEHESZTOTE
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HuoaxxpLshrBERIORMMSH L LEN, & cyproteroﬁe acetate Pomedroxyprogestero-
ne OWIGH] & ZUBIBRERIC OV THRFMBTIhE & LENT,
MEBREA T THEHIAT, ZOBYMOUMBERE LTAEZAVEPRERETH 5o MR

HigEE & L i3 fth ACTH, 17-OHP, 21-DOF (deoxycortisol), thfifiEiRE & LT ACT,

H, PRA (fn3gL =viEtE), LH, FSH4WAEL androgens, 7L 7+ ¥ b)) 4w, 17-K
S, ElpwistE s LCBER S5, BRIE (KB, EREORTLI 2T Tz, ACTH,
PRABMAT L HBYHBEZELRIECHVHAOS L L IERH L. ThOOHAZERLT IR
SNTREANICETIEE bRET 3L A Th- 1ol T VEVRAIERELORERROOH LV
P LTRSF L b—F LEBRIZE ONEL »fc. HEIIEETOEHTIT-OHPLPRA, P
RAETAKEZRFay, 17-OHP L7V FRF 2 v OREMEAERF LB R bEBRE <, R
BB iBtA RR L o KHZBEBEINES, S v e VEEOERLRFL, 17-OHP @1~
20ng/mt, PRAIZ2~ 5ng/mt/hr OREHIROOMBLNE L7zds, BHEEPRAR 2 ngv/vr,uz/hr I
FCbBEA T B4 FBEEREASNE L, K PRAM 0,18~ 36 ng/nt/br, 17-OHP i
0.36 ~ 75 ng/df (0~ 0.75ng/me) Z45EL LTE D, ATEIFZ17-OHP <50 ng/ms, PRA<S5
ng/mt/hr AHEEO¥EIL, PRA<10ng/mt/hr, ACTHIMEMEZ LS, 17-OHP <20 ng/nt,
21-DOF <10ng /ml BARDOIEE I LW EL, ZOEMPRPI1T-KGS 431, RV 2 7aqafic ks
FUTF YR A—N, TUSF Y R AR v ERIERE LTRAVA LK VE L. BIKE corti-
sol, androstendione, testosterone, progesterone, 17-OHP, ACTH, PRA @248
h7r a7 4 —nEBRL, 2-FV—A, 70Y37OHERERFRICOEREEML, 5 3KRET
b EVHTURTI 6 GRS, TRl - TRREAHRRSIE S LOWRETHAD E LT
4 E&d
1) BEFEOEIC OV TREREETCORRBOERDIH -~ 128, BENFERICOVWTREK
BREEMA LI NE—EORELERT CLRAREER SN,
2) REETIORRBEORNEEICER 34080 H 528, & Na MIFEOFIEICIE N Foa—
FV v, 7V G 7 2REBCHER LIcABLIOEER .
3) BOMANA Foa—FV YRRICR LM 5ESEREE L bDEER bhl.
FBaINF a4 FR70Y 2 7EORSHERT, TORSEE NaCIBIEEOFRAG LSS
P, #IEAiIZ 1 B 0.025~0.1mg, Ffh&icEFELD REREDEED, 1 B&E0.01~0.05
mg BHROREE L AT RIFT ORMHIA SN,
£ SHRBIC IR T MBS D B L S iedd, REBEIBICRHNEE L,
4) BEIE R SHRMICIT cy proterone acetate , medroxyp rogesterone SEAIDAE TH Ho
B, BIRERESBRRFTERETS %,
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5) WRORBEOBRE LTREMMICEIRE, T, BERNLE TS, ROWENERL
LTRZEEXS D, SERINORHMEEFICESNT .

DOSES OF HYDROCORTISONE IN THE TREATMENT OF
PATIENT WITH SALT-LOSING 21-HYDRUXYLASE DEFICIENCY
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B F a4 FREC 20T, bhbhOSRAIC SSREEMA fz. BiCRRIChT 5 #EFRIKIC
SWTHREEME, SHRICH 2 FEOREISHEESD EEX T,
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