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Zixin Lin', Li Li’
1 The Third Clinical College of Guangzhou Medical University
2 The Third Affiliated Hospital of Guangzhou Medical University

[Abstract] Primary amenorrhea is defined as the absence of menarche in a female over 14 years with
undeveloped secondary sexual characteristics, or a female over 16 years with developed secondary sexual
characteristics. The two most common causes of primary amoenrrhea include ovarian failure and
abnormal reproductive tract, with the most common being M i llerian aplasia, also known as Mayer —
Rokitansky — K i ster — Hauser syndrome (MRKHS). MRKHS type 1 refers to isolated M i llerian
anomalies, while type 2 refers to Miillerian aplasia with at least one concomitant congenital
malformation, like renal, skeletal, hearing defects and cardiac anomalies. According to Abida Islam et al.
and Dania Al—Jaroudi et al., MRKH syndrome is the most frequent cause of primary amenorrhea.
MRKH syndrome is featured by abnormal development of uterus and the upper two—thirds of vagina in
female with normal external genitalia and secondary sexual characteristics, and it would be found due
mainly to primary amenorrhea. It is a rare disease aftecting about 1:5000 female live births (range 1:4000
— 10,000), with female karyotype (46, XX).
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