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A Caseof Mayer-Rokitansky-K tister-Hauser Syndrome
Accompanying Endometriosis

Jeong Yeol Park, Chung Hoon Kim, Cheon Sk Kang, Ji Young Lee, So Youn Park,
Sung Hoon Kim, Hee Dong Chae, Byung-M oon Kang

Department of Obstetrics and Gynecology, College of Medicine,
University of Ulsan, Asan Medical Center, Seoul, Korea

The Mayer-Rokitansky-K lister-Hauser (MRKH) syndrome refers to a condition which presents as
normal female secondary sex characteristics, normal external genitaia, congenital absence of the interna
vagina, usually arudimentary uterusin theform of bilateral noncanaliculated muscular buds, and normal
tubes and ovaries with normal cytogenetic and endocrine evaluation, frequent association of rend,
skeletal and other congenital anomalies. However, rarely, whole uterus or a segment of uterus may be
present, but lacking a conduit to the introitus. If a partid endometia cavity is present in a segment of
uterus, cyclic abdominal pain may be a complaint and furthermore endometiosis can be developed.
Recently, we experienced a case of MRKH syndrome with the segments of uterus accompanying
endometriosisin young woman. We present this case with abrief review of literatures.
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Figure 2. A segment of right uterine body forming Figure 3. Right ovarian endometria cyst containg
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Table 1. Principal clinical festures of the Mayer-Rokitansky-K Uister-Hauser syndrome

1. Primary amenorrhea associated with congenital absence of the vagina

2.46,XX karyotype.

3. Uterus that varies from anatomically complete to rudimentary bicornuate cords to complete absence.

4, Normal ovarian function and normal ovulation.

5. Normal female breast development, body proportions, and body hair.
6. Frequent association of renal, skeletal, and other congenita anomalies.
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