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The Mayer-Rokitansky syndrome has been generally defined as a congenital absence of the vagina
in genotypic and phenotypic female subjects with normal endocrine status. Many authors have reportad
that urological anormalies associate commonly with this syndrome, but recently a new concept of this syn-
drome was proposed by Tarry and associates. They considered the embryogenesis of the Miillerian system
and recogaized a spactrum of Miillerian anomalies without total vaginal agenesis as this syndrome. They
also proposed « new classification of this syndrome (Millerian grade) considering grade of Miillerian
anomaly.

We experienced a 14-year-old girl who had uterus didelphys, left hematocolpos due to ipsilateral vaginal
agenesis and agenesis of the left kidney, and herein report this case as Mayer-Rokitansky syndrome.

In addition to Tarry’s classification, we propose another embryologic classification for Miillerian anor-
malies considering the period of faulty differentiation in this syndrome: type A-faulty differentiation of
the mesonephros (before week 4), type B-faulty differentiation of the mesonephric duct (week 4 to 5), type
C- faulty differentiation of the paramesonephric duct only (after week 6).

(Acta Urol. Jpn. 34: 1461-1467, 1988)
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Fig. 1. Miillerian (M) grade

and ovarian agenesis
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Table 1. Dcfinition of the Mayer-Rokitansky

syndrome (Leduc B., et al. 1968)

1) congenital absence of vagina

2) normal female secondary sexual charateristics
3) rudimentary uterus in the form of bilateral

4) noncanariculated muscular buds

5) normal tubes and ovaries

6) normal endocrine and cytogenetic evaluations

Table 2. Plincipal clinical features of
the Mayer-Rokitansky syndrome

(Griffin JE., et al. 1976)

1) primary amenorrhea associated with congenital
absence of the vagina

2) a 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 propor-
tions and body hair

6) frequent association of renal, skeletal and other
congenital anormalies
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Vaginal agenesis

M3: Miillerian agenesis total M4: Miillerian
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Fig. 4. CT scan of pelvis shows 6x6cm
homogenous cystic mass with thick
wall. Note that anterior portion
of this tumor protrudes antero-

- laterally.

Fig. 2. IVP demonstrates left non-visualizing
kidney and compensatory enlargement
of right kidney.

Fig. 5. Operative findings. B, bladder. RU,
right uterus. LO, left ovary. HC,

Fig. 3. CT scan of upper abdomen shows

absence of left kidney hematocorpos.
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Fig. 7. Surgical specimen consists’of left hemato-
colpos and fallopian tube.

Fig. 8. Histological examination of the hemato-
colps shows columner epithelium.
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