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Results

After the replacement of hydrocortisone and
fludrocortisone, their levels of testosterone come
down to normal range in 4 months, 6 months
respectively.

Bone age of Case 1 is 2.5 years when his
chronological age is 3 years and 4 months.

Case 1 Both of them get smaller testes which is consistent

For case 2, jaundice is his only symptom. His with his disease.
maximal ACTH is up to 2000pg/ml, minimal cortisol

is 0.71nmol/L, maximal testosterone is 181ng/ml,

serum sodium is 121mmol/L, serum potassium is

9.1mmol/L, and 17-hydroxyprogesterone is

3.01nmol/L (Table 1). Adrenal ultrasound shows

hypoechoic nodule in adrenal region which is similar

to adrenal gland structure, the size is smaller than

normal. Gene test finds NROB1 (NM 000475.4)

Intron1: c.1169-1G>T.

Table 1Hormones outcome and medication dosages
| Weight ACTH Cortisol  Aldosterone Remn Lufewminng hormone  Follicle-stimulating  Testosterome Androstendione
“;'_rl:! B N : \ : \ : : \ : ) \ : \ : \ ; - ) ) . TAroco
ke {pg/ml ) {nmal/L) {pg/ml) {pg/ml) {miUfml ) hormaone miU/ml ) (rmol/L)

_. |;|'1 I:], [:].;r:umg bid

2. 5-20mg/d lower respiratory
infection

0. 0bmg bid

0. Obmg bid

b, EE.-l I:I]m:z /d 0. 05-0. 025mg bid
X Al, 1, . Aty o 0, 033mg bid
23 196.1 17 a1, 24 32, 05 {0, 09 :r' I"' 0, 033mg  bid
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reference value: ACTH: 7.2-63.3 pg/nl, cortisol:171-536 mmol/L, aldosterone 0, 2-1. 4nIl/nl,
ollicle- Tl]T 11 ’r11 hormone: 0. 2-3. 8nll/n
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