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Mayer-Rokitansky-Kiuster-Hauser syndrome

and ovarian cancer
Report of a case

G. GHIRARDINI ) - A. MAGNANI *")

Summary:

A case of ovarian cancer associated with the Mayer-Rokitansky-Kiister-Hauser syn-

drome is reported. As far as we know, this is the second report of ovarian neop}asm associatgd
with this syndrome. The need for gynecological control of ovarian and other possible pathologies

of the genital tract in these women is discussed.
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INTRODUCTION

The Mayer-Rokitansky-Kiister-Hauser
syndrome (MRKHs) is a relatively rare
developmental anomaly of the female ge-
nital system, occurring in about 1/5000
female births and characterized by absen-
se of the vagina, absent uterus or rudi-
mentary uterine horns with normal ova-
ries (*). Since the first description in 1559
(3 the attention of the Authors has been
devoted to the different clinical pictures of
the syndrome and to the reconstruction of
a functional vagina, to allow normal sexual
life to these women ().

Different genital pathologies associated
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with this syndrome have only recently
been described (* > ¢ 7).

Here we report a new case of ovarian
cancer associated with the MRKHs. The
need for normal gynecological controls in
these women is discussed.

CASE REPORT

G.L., a 68 year old woman came to our ob-
servation in January 1993, with a history of
increasing abdominal girth and pain for some
months.

She was unmarried, had never menstruated
in her life, nor had sexual intercourse. Past
medical history revealed only hepatitis B in
1986 and transitory cerebral ischemia in 1989
without consequences. She was not taking any
drugs.

The physical apnearance was of a normal
female, with normal secondary sex characteri-
stics. Hymen and vagina were absent. There
was only a dimple of 2-3 cm. The lower abdo-
men was fully occupied by a firm mass. Tran-
sabdominal sonography revealed a solid mass of
more than 10 cm in diameter. The mass ap-
peared to be ovarian, although it impossible to
distinguish the site of origin. Neither uterus nor
uterine rudiments were identified. Pielography
was normal. CA 125 determination was slightly
elevated: 63 U/ml (normal value: < 35 U/ml).
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An exploratory laparotomy was performed.
The mass was itregular, firm, with wide ne-
crotic areas. Because of firm adhesion to the
pelvic wall and the bowel only biopsies of the
neoplastic tissue were performed.

The histological examination revealed a
poorly differentiated ovarian tumour, classified
as FIGO III, G 3.

In February 1993 chemotherapy with cispla-
tin and cyclophosphamide was started and con-
tinued for 6 consecutive cycles until July 1993.
At this time CT revealed only a residual mass
of 4 cm in diameter in the right adnexal region.

In August 1993 a second surgical explora-
tion was performed. The uterus was absent.
The tubes were both of normal appearance, as
was the left ovary. The right ovary was tran-
sformed into a mass of about 4-5 cm in dia-
meter.

Secondary pelvic or abdominal lesions were
not identified. Bilateral adnexectomy and omen-
tectomy were performed.

The histological examination revealed a nor-
mal left ovary, a normal omentum, whereas the
right ovarian mass was classified as poorly dif-
ferentiated ovarian tumour.

The patient thereafter underwent 3 other
cycles of adjuvant chemotherapy with cisplatin
and epirubicin, the chemotherapy ended in
January 1994,

In March and August a complete restaging
was made. The patient is now well without
relapse of the disease.

DISCUSSION

Since the first descriptions at autopsy,
considering these patients as a matter of
curiosity, the MRKHs have gained increa-
sing attention during the last 150 years
(®). This interest is continuing, both for
minimal invasive therapy in the recon-
struction of a functional vagina (*) and for
the understanding of the pathogenesis of
all Miillerian anomalies (°).

However this interest is almost always
limited to the sexual problems of these
patients; only a few recent reports have
described common gynecological patholo-
gies associated with this syndrome (** ¢
). With the report of this new case we
stress the need for checking these patients
like other normal women for possible gy-
necclogical diseases. The descriptions of
endometriosis, myomas and ovarian can-
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cer in patients with MRKHs are a demon-
stration of possible development of diffe-
rent diseases of the female genital tract.
In conclusion, together with the inte-
rest in the resolution of vaginal agenesis
from the first approach to the exploration
of the possibilities of pathological develop-
ment should be born in mind and the pa-
tients advised to undergo routine gyneco-
logical checking during their lifetime.
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