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A CASE OF CONGENITAL ADRENOGENITAL SYNDROME

Hidenori Sumrva, Kenji Kawamura, Zengo Kartauwmi,

Hideki Fuse, Haruo ItTo and Jun SHiMazAKI
From the Department of Urology, Chiba University School of Medicine
(Director: Prof. J. Shimazaki)

A 52-year-old woman was admitted, complaining of an abdominal mass and jaundice.

The abdominal mass was revealed to be myoma uteri. We explored her hormonal data for

her virilizing signs.

Urinary 17KS and pregnanetriol levels were elevated and decreased by

cortisol administration. She was diagnosed to have 2l-hydroxylase deficiency and has been

well controlled at our out-patient clinic.
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Fig. 1. There is a large, movable,

nontender mass in the right
abdomen.

Table 1. Hormonal data

Prasma HorMONE

LH 7.1 mlU/me

FSH 4,2 5,3 miU/mL
TesTosTERONE 370 - 560 ne/DL
CorTISOL 7.6 u6/DL

EsTrRoGEN E-1; 94,3 pe/ML
E-2; 63.0 pe/ML
E-3; <5 pe/ML

URINARY STEROIDS

17-KS 33.4 - 43,4 me/pay
17-0HCS 3.8 - 4,1 me/pAY
[7-KGS 66.26 me/DAY
PrReGNANTRIOL 26.09-32,20 mMo/DAY
PreGNANDIOL 2.13 Me/DAY
LH-RH Test : REsPoNSE (-)

HCG Test -

DEXAMETHASONE SUPPRESSION TEST :
SUPPRESSION (+)

METOPIRON TEST : RESPONSE (+)
Rapip ACTH TEST : RESPONSE (+)

RESPONSE (-)

BERE : RBC 5005/mm?, Ht 46. 1%, Hb 15.2
g/dl, WBC 5,000/mm?, GOT 32 mIU/ml, GPT 42
mIU/ml, LDH 315 mIU/ml, Al-ph 105 mIU/ml,
TP 7.6g/dl, BUN 17 mg/dl, Cr 1.4 mg/dl, UA
7.0 mg/dl, Na 137 mEq/l, K 4.2mEq/l, Cl 98
mEq/l, Ca 9.1 mg/dl, CRP (=), RA (#), Wa-
R (~), FBS 108 mg/dl,

R—i%: %[ l1g/B, ¥ (=), #m (-),

Rk : RBC | /%, WBC 2/BHEE, ¥
AR (=)

R¥ggE (=),
PSP Ak : 157fB21%, E166%
P R : 46 XX

5 ikeZE (Table 1): R 17KS X087 L7
FY LV A—ADOEE FFAFATe vOREEY
HEdh. fFa—F VR, 7.6 pg/dl L{EL-.

X#RFHF L O° R B -

B TTEBER  RELL

wBEY « LT osMIF~OBEET X 5 EY
ZEDBD, FEH~NOREL.

P BRER - B L

& CT : Bl L v TIERCEZ A LD 5.

BI® > v+ : (Fig. 2)

HREIRE S AESHERTEY, ZEDO RIE
By, ARIBRERE L hRePeREL, BY
RIBIE T\

Bl : 197847 A 5 BB TE L O Bk Rt
DTE GEE WL, FEBBNY BT (RHER
3,200 g). REMABFNCFEGET EHOINRE
LROLFBERYOMNE L I-IEE R L DT, 1978410
HXbz—5vr 30mg/B oRREY I IWHEN

Fig. 2. Adrenal scintigram before cortisol therapy 1978, reveals
no cold area and no laterality.
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Fig. 3. Adrenal scintigram, after therapy 1984

Fig. 4. General view

¥i@behThBb. = —F A X BEEBKE, IKE
17KS D FRAHR LD, 2 br—AIRT\D
(19834 6 BIR 17 KS 10.7 mg/H, RF7Vv 7+ v Y
#+—s 11.15mg/A) (Fig. 3,4).

% zZ
FIB 2R fEMEEE (Adrenogenital syndrome: LR

AGS LB, ) i, FEIB»LOT7 v Fer v5ihiB
F X OB RE R XL TERBETHS. £XKKED
Lok, BIFEEORMRRIC X5 BRI KER
J¥H, (Congenital adrenal hyperplasia; [J'F CAH
LUg4.) THb, BREDIDIIT v Fr ¥ VEE
BIEREEE Chs. BIBKERIELDTERTH
b, ERMEDLDDIF LA EDEIFIRIETH BP.
CAH DRAFE R, &HERCHLTT 1) 74
MRE 1 : 80,000~100, 0002, ZA3IE 1 : 38,000 &if
LXhTWw5. 5B 2l-hydroxylase KiBic ou-Tit
AITUL L 144,000 LT Wb, CAH ik, @
20-hydroxylase /I (M #ii I % L 0¥ Na 364
) @ l18-hydroxylase K48 ) 3B-hydroxysteroid-
dehydrogenase RiH @ 17a-hydroxylase K18 B
cholesterol desmolase K38 (V £4 FBEK) 4
FIhs thbodbboE3 %\ 2l-hydrox-
ylase &i#Ri¥, CAH D84.5% (&5 )P, 86.7% (3l
5, 83% (RS )P, 84.3% (NS )P % b5
LHEXR TV, CAH i3, WHREKSHIEBRIETH
505, &0 &5 RN BEFRRIALNC S, R
WoRE~D Danazol 7t & DGz L h FDi =+
FrerevBIO7 v e X EHOLBIRIRA 21-
hydroxylase % %\ 3 118-hydroxylase DfEE% X
fotZ L HBP. iz Dapont H® H1 2l-hydrox-
ylase KRifix RIEI 5 BEFR FE 6 FRE G ED
HLA L##L T2 EHREL TR, HLA LB
L LIEHIN T 5912, 2]-hydroxylase Kif
O, ALY XFLI 2.3 KLY 1
1.6, HHP X1 2 L55 EWELTB. AFERH
Ytk HYEE RO THEZIL 1 ¢ 1 LIS B,
BB OB HESASGREIh T B d Dk )
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Table 2. Adult cases of adrenogenital syndrome

N HWEE  FE BELOM REEmH SLT w B # #

I E 22 = 46X X + CAH % PeRER, ZvadNFaq K
2 ME-E» 26 k'S 46X X + |. Adrenal Adenoma XEIBiEH

3 KA. KL 18 @ 48X X - CAH snIanFasfr

4 IEE-1E» 17 & 48X X - CAH N3N FaLF

5 ARE. HWL 16 S 46X X - CAH ZuaanFadr

R Y % wxx o+ O i TRE

7 KN EH 32 &' 46X X ? CAH N3 FalLcr

8 = B2 18 & 46X X - CAH M. ZraanFar
9 chif-(EFh 34 e 46X X +  blt.Adr. Adenoma mAEIB R

10 EH-EH 38 £ 46X X + |.Adr. Adenoma EEIBEH

(I g 19 E:Y 46X X - CAH M. ZV3aNFaLF
12 ARSI 19 2 46X X ? CAH FRIIREIEH . FREF K

13 hE. EB 22 & 46X X — CAH JiaaFaqr

14 THE. 4 16 B 46X X ? CAH EEIORERH . REF A

15 E¥ b 54 E's 46X X + r.Adr. Adenoma HEIBiHEH

16 Bitk-Ep L) 46X X ? CAH RIS . FREF A

17 A2l ES 46X X - CAH RS, ZV3arFaqr
18 RE-E» 3 ] 46X X - CAH FREW R

19 B B fil 52 © 46X X - CAH JAaa)lLFaqF

3 CAH=Congenital Adrenal Hyperplasia

TN E LD EELD. WMDY OHEC LB LE
4iE M 2]1-hydroxylase K3R 189 Bl 2K E kD
Yk, 635 5B Th D IREHMERI0N FTh o7

AEGIE, FHEBRE# DI 5 R SRR OB
Eh B A, 2l-hydroxylase RIFE Bz hicol
5% TH D, bolbBRTBHIhENE VLS
(Table 2). AFEOBWIC O\VTit, BEALEESE
WFge S R BB B2 BB BURE D EGER 970 & O 210
BrgcBic X b <2l-hydroxylase KiFKk X % ERMEEI
2 B R o B EAE 1978 SERED AMER S h T
%19 (Table 3). ERRHITE HAERK X YO sHERD
R & QI HRIRAERRE, EHRE A LD, REA
BeiRd 17KS 85X vy v b VA —iol
Ao XOMEa L F 24 FORSC XD
FOEFERT S, Et, B vs, CT k&T
F SR E SR, MSEREON LR E DT,

S i At 5P 8 21-hydroxylase K&\ 2 5.

LV AR X R AR S o> TS 8 % ) G B A
NHDT7 v Er Y YORRIK X »>TAHEL, £ORER
7 v ey vofc b, Hics BNk - BB
£ X 0 RN 0 s e — & e b Il IR AR AR A T

BTHb0 BRI BOSKE ) RETHY L)
Teol BEAE B3 0ETIEIETHS
(Fig. 5)%. HROW/NEEYRIL, BXEHRTH
WIREFERZYE L, SHREDZECHEIL TS Y,
Wilkins 58lo a) whbicn. HRARZ, TEHEY
A LIRIER N2 R\ Tute s, FEMES CAH &
DOBIEIZ DV TRAH TH 5. BRRlT, TGO
Rifk&H &% LH-RH 52 b CRIER & EHT, M
#% LH  FSH QIBEETHS Z &nb, TEH
FF N R EVORRRREIELLDT v RS itk
hHlIh Q% & E2 Hha. CAH ki3 MK
—TFEAE—ERRORBZ SV TRRERA SR TE
», LH-RH x4 % LH O:BKEIELERD bhic
EVOHELHD.

21-hydroxylase /KB Cif, progesterone—I1ldeox-
ycorticosterone ¥ X% 17 a-hydroxyprogesterone
—1ldcoxycortisol DIFMMNELZ I T\ B. RO
itk RRls « B IRo BR B Ry LT Bid Bl
L, Al L b{E Na MfE - & K MfE - FK - ¥
o 2% &Y Na LMD 224 70 H5. [A—B
RRIAT, 20X E - R 2HBY LHTHR
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Table 3. Diagnostic criteria

1 #HgiBHR1—hydroxylase RIBEDZELAE

AR K E R

1. LT, WESLYRD D HEBEEE
2. THET, ETREHELER (EREXET. RESR. EE

TELY) £RH3

3. BET, —REE (BEREX. BERE. TR, EEEROV

Fhhr—oLt) ORMAHE

1. GESIUVBERNORPRE. :-GERFUBH L EERE

PHEE

5. 2ERROVEMHEREE. 2 -INHBRREREE

B & E M R

1. REP17—KS, 17—KGS, & & U pregnanetriol ( ¥ #- & pregna-
netriolone) | BEEHBIMME FEE ILF 31 FIEREILL 3L DET

2. Re11—deoxy—17—KGS/i1—oxy—17—KGSLtD L R & ¥5H
ALFIA FIESICLZEDET

3. Mmep17L—hydroxyprogesterone (% 7-(321~deoxycortisol) @
BECEEILFIALS FIRSICL36DET

(B ARR) MEACTHOSMEEEIALFIACFIZLS *

DHNF

2 m & %

1. BE . kD@, bELVCNIALHBRETDIHD
@ ADSHEADIB1D2UULEFTS
(b} BOIEEDNIH 1 DLULEEFTD (MEREFAR» ML

I L VER)

) COSTEBAVTFRIZEHLL AV
2. BVl A—1~A—-4DI3B1DEEEA-5%FL, C

CEELLVWLD

< ) &

a) b) <)
Fig. 5. Wilkins’ classification

FELT, UAMEEREOREDELEZZ DA T
7o 2®, BT, BRRECERECIAT AN E
RTE -7 HokibEs LTy (Table 4),
RRBOBSTC OAKRIGDH B & X ITHAMHER, K
R b BERRIEN B XA T WY Na BRI L
HTEEZLRTVBI.

CAH o#tikfts LT ACTH 2l - #hix
BT ZAaalFaf FOREN BIhbRTE
H, 2—5VANENBNEAT0~100mg/H% 1

H3ER AT THREIh TS, #EBOFRELLT
1, R 17KS B2k 7 v 7+ v b ) —ahi—
I CHhHH, BT ITKS {I0mg/H %HLEEL 1L
T3, fiic AHE I, MmF 17a-hydroxyproge-
sterone (17a-OH-P) plasma renin activity (PRA)
DPETEEL T D, 17a-OH-P 5,000 ng/dl LLTF,
PRA Sng/ml /BLAT % HEE L UT5. SAEHFA
REDANVATTE, 2—F A E58% 3 i
L, 7Y —¥Dk& XL cortisone acetate | mg/kg/
Aol B1EHEYRI ). SMEBREFEDO S bitE
FRAEFE WO Rig R oFER &b,
%20 ;3 (D clitoris ¢ normal sensation ) normal
appearing introitus () vaginoplasty @ 3 &% R
B & L, SHERRATRAER 6 » ANPIC R 2 gy,

B DR AR OB O LTV BB ERTR
Lol s 2785 £ LT 5. bhdbhd, R
T B Tl <, BEEEHRFT 5 Spence
& Allen DEREBHEEHREY OBEEEZ R I /> TR
REzTosb, FERMMS 71r a2z L5 a1 Vi

Snyder
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Table 4. Steroid synthesis at adrenal cortex

Zoha lasciculata
ACTH ————>

Simple virllizlng & salt-wasting CAH:
Cholesterol

Pregnenolone

Progesterone
s%szwn
180H DOC<-11-deoxycorticosterone

180H B<-Corticosterone

Cholesterol
Pregnenotone

\/
17 OH-pregnenotone

17 OH-progesterone
210H
11-deoxycortisol

Cortiso!

Simple virllizing CAH:
Cholesterol

2Zona glomerulosa
Renin>Angiotensin I1->
Pregnenolone

Progesterone
210H

Corticosterone
¥
180H B

Aldosterone

11-deoxycorticosterone

Salt-wasting CAH:
Cholesterol

Pregnenolone

Progesterone
21 OH
11-deoxycorticosterone

Corticosterone
180H 8

Aldosterone

R TOBBAETIBRLICEEI VNS Z
Ebbbh, BEERHT 288855 205 E2x 4 H
%)16)

B

i

bhibhit, 52 TRRE I B 21-hydro-

xylase RIBD | GIEEH LD T, T OXERELE
BINZ S L.
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