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ACTH-INDEPENDENT BILATERAL ADRENOCORTICAL
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We treated a case of ACTH-independent bilateral adrenocortical macronodular hyperplasia
(AIMAH), a rare disease. The patient was a 49 year-old man having chief complaints of facial edema,
muscle wasting and typical Clushing’s syndrome symptoms. He was diagnosed with AIMAH by
specific hormonal tests for Cushing’s syndrome and CT scan. Bilateral total adrenalectomy was per-
formed in a two-stage operation for bilateral macronodular adrenocortical hyperplasia. The resected
adrenal tumor weighed 57g on the right side and 78g on the left, and both had a yellowish
nodular surface. The histological appearance was typical AIMAH. A total of 23 AIMAH reported
cases was reviewed.

(Acta Urol. Jpn. 41: 529-532, 1995)
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Table 1. Circadian rhythm of serum cortisol and rapid ACTH test

Plasma cortisol and plasma ACTH

(time) 7:30 8:00 9:00

12:00 16:00 20:00 24:00

ACTH (pg/ml) 0 0
Cortisol (ug/dl) 30.4 28.2

0 0 0 0
28.9 17.0 17.3 15.6

Rapid ACTH test

before 15 30 60 (min)
Plasma cortisol (ug/dl) 15.2 37.8 47.6 56.7
Table 2. Metyrapone test T D>
= <oiesch
before 24 48 (hour)
Plasma ACTH (pg/ml) 0 0
Plasma cortisol (ug/dl) 19.7 2.6
Plasma 11-deoxycortisol 3.98 58.5

(0.04-1.16 ug/dl)
Urinary free cortisol (ug/day) 1,489.8 112.5 147.2
Urinary 17-OHCS (mg/day) 18.9 20.5 22.7

AR - &5 174.5 cm, (AT 72.5 kg, 170/
100 mmHg, fR# 90/min, 3. WwHER HOMH
B, i buffalo hump %3, PEGLALEHD
EEDLRD.

ABERSREE A © ME—#g Tz WBC 10,900/mm?
(neutro 77.3%, eosino 0.1%, baso 0.6%, mono
7.1%, lympho 12.6%) & L&A LT\ 5L RHE
 , M4 RBETE K 3.5mEq/l LBEET
LT3 LM RBFE i 7eh - 7o

W W2 R 17-KS (4.6~18.0) 13.5
mg/day & IEHMET Ho7ch’, R 17-OHCS (3.4
~12.0) 30.1 mg/day, JRifree 215 v — L (<120)
824.5 pg/day, R 7 L7 F v U v (26~121) 256
pg/day, R F—-23 v (190~740) 1,947.4 pg/day
LEWE M B bRt ¥, ACTH 3 HIER
ELUFThy, MiFarsy—n (4.0~18.3 pg/dl)
D BAEBRRDI (Table 1). REFFH 24V v
(8 mg) HMEIEEA LM T, Rapid ACTH test i3
BRIRIEAAR Lis (Table 1). x# 5 £V 7 A LT,
ACTH 3B EELTOE Th o1, Ifihan
FV =N, BIORHP free 2105V =1 3ETL,
Ifiidr 11-deoxycortisol DA RS, BHEFIRT
-7z (Table 2). ¥, CRF 7 A MRt THh -
fo.

EEHTR  JEH CT <, TWREIEOZEN fefEk
PRGR, AR TRE B OMETMC b < iR
T X ORFEL T TR E b RIBZTm I M b A
bh, FEEHERS FERINL: (Fig. 1). ¥k, T

Fig. I. CT scan demonstrates massively enlar-
ged multinodular adrenal glands.

Fig. 2. Adrenal scintigraphy by % I-adosterol.

CT, MRI T TRECREIA DRI T, 13-
adosterol B~ v+ i, FRIEIB~D BB
AZbhte (Fig. 2). D EDFR X v AIMAH &2
L.

ERRER  FAI SRR TR Ty, 11
B8 HARIT ., 11200 ERIBo i Ui, HEHE
RKEELHESERTRER7em LDy, BERITAE 57
g £ 78g Thotc. KEIILB ORI X 5EBRK
MR bh, HEIFEERLE L\ (Fig. 3).



I, 135t AIMAH - 7, o v 7 fERRE 531

Rt, adrenal gland Lt. adrenal gland

Fig. 3. Macroscopic appearance of the resected
adrenal glands.

Fig. 4. Microscopic appearance.

Table 3. Classification of Cushing’s syndrome
according to internal cause

1) Ipsilateral adrenocortical disease
2) Bilateral adrenocortical disease
@ Secondary disease
¢ Pituitary hypersecretion of ACTH
(Cushing’s Disease)
¢ Ectopic ACTH or CRH producing tumors
* Gastric inhibitory polypeptide dependent
cortisol hypersecretion
@ Primary disease
« Bilateral adrenocortical hyperplasia
Primary adrenocortical micronodular
dysplasia (PAMD)
ACTH independent bilateral adrenocortical
macronodular hyperplasia (AIMAH)
* Bilateral adrenocortical adenoma
¢ Others

modified from Aiba’s report''?

REABRE + — & REREIEE % 0 clear /¢
fatd e BT rMlaL, ThicESFIhARCHEAEL,
eosinophilic 7cfafk% A& 3% compact 7oiifas SHE
BahTwi (Fig. 4).

WHRREE « FRIBMEMER LD~ Franrs Y
— VBT R B L. BMEZ ORMIRAbh
T, WX v EETH - RO H BT EEE
WE L & b EHL Ui, AT REIIER chiklan
B#o B, ~4 Freanrsdyv—i 37.5mg/day £
NS TRFEFRE Y T L URRRESRTh 5.

% z

T AIEIE e E RS IR X 5 7 » ¥ v 7 ER
FEIAITLHEN AR DN B D, FAFX, THEE
D HOEM O figc X b BB R E S EHERTY R x
7oL, HEEAVES LLEEELTWEELVD
23548 T B3k ACTH o @l X 2 BIEHI
B4 REFM A BT % o XL, AIMAH
TG I LT 5 M BRI £ T,
EERIE AL, BRI b b RIRE
Lo METH L LR b Lich?. D% D,
AE 2 v F vV — VEEREDME BRI LI oM Ras E
LWBO BRI L, 2AF ) — VBRI
EfLidZELTWALY. Thid, BIEASSEKRT
BB pib LY 2 L F ) — AED 31k ETEE
T\ BRAIC BT AU 80 A5 WERERE, 1
EAR DR BASAIRERRE AT 5.

MNEM 7 » v v VEEHORB R ERE Y — Al L
WM AT 5 &, MR 2 ki & RBEECSTH
. BEREMCBETSIOLE LULBUREBEYH
D, T BB > PAMD, AIMAH o 2 E#l
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