dighiEu|e3]x): A 16 4 4] 1 % 2001

|

ol

&l O

170-hydroxylase Z2Zoll 2J3F YHtA F4U73 14|

QA S W, davietz sistolst obet A, 4 @aofet olhois AHelabtay’

ASH' - 0|ME - BFE! - LI - wEY - OHS - YSE
AS - SUS - OlEA - B2 - LI’

A Case of Primary Amenorrhea due to 17a-Hydroxylase Deficiency

Hong Seub Rim', M.D, Seon Hwa Lee', M.D. Jong Min Hong', M.D., Jae Hyun Nam, M.D.,
Hee Back Park, M.D., Chul Woo An, M.D.,, Do Min Kim, M.D., Sung Kil Lim, M.D,
Young Duk Song, M.D., Hyun Chul Lee, M.D., Kap Bum Huh, M.D. Inn Soo Kang?® MD.

Department of Internal medicine, Inchon Christian Hospital, Inchon, Korea', Division of Endocrinology,

Department of Internal Medicine, Younsei University, college of Medicine, Seoul, Korea,

Department of Obstetrics and Gynecology, Samgsung Cheil Hospital & Women's Health Care Center,

SungKyunKwan University, College of Medicine, Seoul, Korea®

ABSTRACT

170-Hydroxylase deficiency is a rare form of congenital adrenal hyperplasia that is characterized by

primary amenorrhea, absence of secondary sex characteristics, hypertension, and a hypokalemic alkalosis

that has resulted resulting from increased production of deoxycorticosterone and corticosterone by the

adrenal. The diagnosis of this enzyme deficiency can be recognized by the increasing serum concen-

trations of steroid precursors, DOC and corticosterone and the decreasing concentrations of cortisol, and

adrenal androgens. We diagnosed this in a 19 year old female who presented with primary amenorrhea.
We report this case with a review of the literatures (J Kor Soc Endocrinol 16:130-133, 2001).

Key Words: 17 alpha hydroxylase deficiency, Congenital adrenal hyperplasia, Primary amenorrhea

M OB

17g-hydroxylase 7ol 2|3 QX4 FA1545l
olelf A U7 doid = Yk LA Uk

[3,4,5,6]. 17a-hydroxylase 7A%]ZE8- HA19] cortisol#}

4507k 2000 59 72
31zl 2001 59 292
A2 47, dAldishn ol zhofel Ul

androgen 3 ohel AA7|Re] A5 uR I Aol
& ZufelAIRh, 17a-hydroxylase?] gake WHA] b
progesterone, corticosterone, deoxycorticosterone &
2] mineralocorticoid #H-8-8- zZh= 222 Zylsk}
[51. =ebA  cortisole] 7FA-2  adrenocorticotropic
hormone (o8} ACTH® <}3h-& Z7)3hc} Estrogen,
testosterone £2| AW 7Zhrr AT ERE

o Z7hsh B4Rl olE Rk, FAHoR

- 130 -



- %4 ol 119 ¢ 1Ta-hydroxylase ZHZol o1 Uurdl 797 1ol -

Fig. 1. Abcbminal CT scan sbows adrenal hyperplasia,
both and nodularity in left adrenal gland
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