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The Mayer Rokitansky Kuster Hauser Syndrome (MRKHS) is characterized by congenital absence
of the uterus and the middle to upper thirds of the vagina. Women with this syndrome are
genotypically female presenting with primary amenorrhea, female secondary sexual characlenstics
normal ovarian function, absent or short blind vagina and the presence of uterine remnanis or
rudimentary uteri. The occurrence of leiomyoma in a patient with MRKHS arising from 'he
fibromuscular tissues of uterine remnants is very rare. As the mullerian ducts have smooth muscies
the presence of a myoma is a possibility. This paper aims to explain the pathogenesis of Ieuom,-,;-- 3
arising from the uterine remnants in patients with MRKHS and to present a comprehensive reviow

on the clinical presentation, diagnostic evaluation, and management of this ;oodition T here is
paucity of documented cases of leiomyoma associated with MRKHS reported in literature. This

a the first case reported locally.
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Introduction

The Mayer Rokitansky Kuster Hauser syndrome
(MRKHS) is a form of aplasia of the mullerian ducts. In
this anomaly, the fusion and further differentiation of the
distal parts of the ductal system fail to occur during
embryogenesis.'? It is characterized by congenital absence
of the uterus and middle and upper thirds of the vagina. It
is also commonly referred to as mullerian aplasia or
mullerian agenesis. "’

The frequency of MRKHS is not yet entirely
established but reported incidences vary from 1 in4000to
5000 female births.>***

At the Philippine General Hospital, a seven ycar
review covering 2002 to 2008 reported a total of eleven
cases of Mayer Rokitansky Kuster Hauser syndrome. To
date, this is the first reported case of MRKHS with the

coexistence of a huge leiomyoma in our country.
The congenital absence of the uterus in a
phenotypically female individual was ﬁtgt desc@ed by
Mayer in 1829. This was followed by Rokitansky in 1838

to include agenesis of the vagina due to abnormal
development of the mullerian ducts. In 1910, Koster
recognized the urologic associations and skeletal
deformities commonly seen in this condition. In 1961,
Hauser distinguished this anomaly from testicular
feminization. It was during this time that the syndrome
was first given its current name, Mayer Rokitansky Kuster
syndrome, eventually being extended to Mayer Rokitansky
Kuster Hausersyndrome.**

The MRKHS is characterized by vaginal agenesis
with rudimentary uterus, normal fallopian tubes and
normally developed and functioning ovaries.* Ovanan
function is intact and coordinated normally with pubarche
and thelarche.” The karyotype is 46X X and the secondary
sexual characteristics are typically female.*’

Primary amenorrhea is the most common symptom
complained of, motivating patients to seck consultation
and thereby leading to the diagnosis and recognition of
MRKHS. Althoughthe uterusis not present, rudimentary
uterine remnants or anlage are sometimes present. Vanable
development of endometrial tissue may be present,



resulting 1n cypto.mcnm"thc.u (conceale
and cyclhic abdominal pain '##

This paperaimed notonly to reportthe rare occy rence
of a leiomyoma on the uterine remnants of A patient with
MRKHS, butalso to present a comprehensive
the diagnosis, evaluation, present
and management of Mayer Rok
syndrome.
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The Case

C.A.isad42yearold, nulligravid from Cavite wha was
referred to our section for primary imenorrhea

The past medical history was unremarkable. There is
no stmilar history of amenorrhey and other menstrual
problems orf infertility in the patient's female siblings

The patient was unemploved witl A0 vices. Her first
coitus was at 27 ycars nfc’lg(' Wit a mone Bamous sexual
partner; their relationship lasted o 7 Years prior to their
separanon. Prcscntly. she is 11y Ing with her common law
husband of 8 years.

Patient never menstruated. Bregst development

occurred around 14 years old and pubarche followed a
year later.

Twoyears priorto admission, patient finally consulted

for primary amenorrhea concerned that the absence of

menstruation would be harmful in her advancingage. No
palpable cervix was appreciated on internal examination
nor seen on speculum examination. Serums FSH, LH,
prolactin, estradiol, free T4, and TSH were
normal female limits. On KUB IVP. the ki
and urinary bladder were all norm
ultrasound (figure 1), the uterus mceasured 9. 8cem x 7.6cm
X 8cm with the cervix measuring 1.9cm x 2.2cm x 1 .5em
with note of multiple myoma uteri. 4 to 5 centimeters in
widestdiameter, intramuraland intra mural with subserous

all within
dneys, ureters
al. On transvaginal

component. The endometrium was (.3cm thin. Both
Ovaries were unremarkable. No hematometras or

08 noted. The estrogen stimulation and
Progesterone challenge test done was negative, The initial

hematocolp

8l

impression then was: Primary amenorrhea with transverse
vaginal septum and multiple my:

ma uten with estrogen
receptor de

ficient endometrium
since during this time. the P

other than amenorrhea and had no more plans of getnng

Pregnant, no intervention was deemed necessary. Patent
was cventually lost to follow up
Une year later. patient

hypogastric pain,

anient had no complaints

slaned experiencing persistent
sensation of pelvic heaviness radiating
to the back and note of a palpable hypogastric mass. No
consult was done. A month before admission, patient
consulted again at the out patient department because of a
Palpable hypogastric mass.

On physncalcxammauon.Tannchtagc Vwasnoted
forboth breasts developmentand pubic hair distnibution.
Findings centerning on the abdomen revealed a palpable,
firm, immovable mass Occupying the pelvic cavity
measuring |1 2cm x {0em. The vagina was smooth with no
visible cervix on speculum examination. On examination,
there was a normal cxternal genitalia, the vagina was
smooth thatended inablind pouch approximately 3cm in
length. No palpable cervix was appreciated. Occupying
the pelvic cavity was a nodular, firm, non- movable,
asymmetrical mass approximately 12cm  x
10cm X 12¢m, slightly tender on deep palpation. The
rectovaginal examination confirmed the findings of the
internal examination.

The clinical impression at this time was;
amenorrhea probabl
Kuster H

myoma

A transvaginal ultrasound (Fi
myoma measuring 12¢m x 8 cm
corpuses. The right hemiuterus m
X 3.6¢m without a distinct cervix a
halo. The left hemiuterus me
3. Scmwith a hyperechoic endo

and no identifiable cervix.
and we

Primary
y secondary to Mayer Rokitansky
auser Syndrome with a pelvic mass probably a

gure 1) revealed a huge
X 9 cm and two uterine
casured4.5cmx3.1em
nd indistinct endometrial
asured 4.4cm x 3.7cm x
metrium measuring 0.3cm

Both ovaries were visualized
re sonologically unremarkable.

Figure 1. Transvaginal sonography of the
pelvis. Left - scan done on instial consult
showing the uterus with multiple myoma
uten and thin endometnum. Right - scan done
on admission showing the huge leiomyoma
between the two uterine corpuses.



Fi;utc 2 Magnetc Resonance Imaging (MRI) showing the large

Incongruity of the ultrasound hindings inthe presence
of pimary amenaorrhea and a huge pelvic mass required
further investigation

F'he karyotyping done on the patient revealed a
chromosomal make up of 46X X

A magnetic resonance imaging (MR ) revealed a vagina
which appears small and ends shortly at the level of S3
(Figure 2). No morphologic uterus and cervix were
wdentified. A large mass with mixed abnormal signal

intensities measuring 12cm x 10cm x 9 2cm was

appreciated within the pelvis, Heterogenous enhancement
was seen on contrast study.
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mass with mixed abnormal intensities and heterogenous enhancement
oncontraststudy.

"‘. Flae e

['he patient underwent exploratory laparots
subsequent removal of the pelvic mas -
-1 4
there was a well carcumscribed nod  Measysin,
13cmx llem x Sem(Figure 3) This v ttached 1o
. ""hf

right uterine remnant measuring .

M X lom the
was located near the right pelvic sids Ul seCtion {

SVILY. A ley
e 1t pes

which revealed no wdentifiable end

uterine remnant (Figure 5) was nots
sidewall measuring 3cm X 3cm b nother weyy
circumscribed mass measurning & m X 2 2em

likewise with no wdentihiable end pcde, U
! both well
ne rcmnants
tled patterns
* & 6), Bot

igaments and

e

section was noted (Figure 6). Cut
circumscribed masses attached on ¢
showed smoothcream white surface
without features of degenceration
remnants were attached laterally by
connected medially by librous ban.
(Figure
normal

" .".fuf'-.(,‘.}i f.!d

Nes wWere P;’ iy

7). Both fallopian tubes an
el
abdominopelvic organs were unremarkabl

and were behin | Ne rest
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Figure 3 The right uterine remnant (R) with the huge leiomyoma

Figure 4 The huge wel
circumscernibed lciomyomd
taken from the nght utenne
remnant. Cut section of which
showed smooth cream while
surfaces with whorled patter™
and no feasures of degeneratiod




Figure 5. The nght (R) and left (L) utenne remnants after 1
removalof the huge leiomyoma. Fach remnant i sttached ¢

normal fallopian tubes and medially connected by a fibrows pentone s

’

band
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Figure ] rmial (4 4 n tubes (F and hbrous
Insert (Staubbe, . 1) Dhagram showing the
1cr Hauser syndrome
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Figure 6. The left uterine remnant (L) with a small myoma (M) which on cut section showed smooth cream white surfaces with whorled

patierns,

The histologic examination confirmed leiomyomas
on both uterine remnants with basal endometrnium

Embryogenesis

Around week 5 of gestation, the male and female
genital systems are indistinguishable 1n appearance,
constituting two sets of paired ducts: the Mullenian and
Wolffian ducts. In a genotypic female embryo, the
Mullerian ducts persist while the Wolffian ducts regress

Eventually, the Mullenan ducts fuse in the midline and
the uterus 1S formed at about the 10th week, with the fusion
beginning in the middle of the uterus and proceeding
cephalad and caudad.'” The unfused cranial parts of the
ducts differentiate into fallopian tubes. The distal segments
induced by or derived from the adjacent mesonephrnc
ducts, progress caudomedially and join each other before
meeting the posterior aspect of the pelvic urethra at the
level of the sinusal tubercle. These distal segments of the
uterovaginal canal give rise to the uterus and upper lour-
fifths of the vagina.’
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In MRKHS, the pathophysiology is a non-fusion of
the mullerian ducts in the fifth to the seventh week of
embryological development. This explains the fact that in
a classic case of MRKHS, the fallopian tubes with very
small parts of the cornu uteri extend only as far as the
connection with the round ligaments of the uterus. Because
the fallopian tubes are derived from a different cellular
origin, they are rarely involved in mullerian duct
anomalies.'

The ovaries arise from the mesenchyme and epithelium
ofthe gonadal ndge and are not influenced by the formation
of the mesonephric or paramesonephric ducts. Hence,
ovarian development is a separate process from the
formation of the uterovaginal canal and is not usually
associated with mullenan duct anomalies.’

In the third to fifth month of gestation, the vaginal
canal that becomes the outer one-third of the vagina fuses
with the sinovaginal bulb of the Mullerian ducts above to
form a horizontal vaginal plate. The cannalization of this
should result in the inner two-third of the vaginal canal,
but fails to occur in MRKHS,'*

The urinary and genital systems both arise from a
common ridge of mesoderm arising along the dorsal body
wall, and rely on normal development of the mesonephric
system. The ureters, renal calices, and collecting tubules,
on the other hand, are formed from the ureteral bud, which
arises from the mesonephric ducts, which also induce
formation of the kidneys."” This explains why abnormal
differentiation of the mesonephric and paramesonephric
ducts may also be associated with anomalies of the kidneys.

Etiology

Although the pathogenesis of mullerian agenesis is
now well described, its etiology remains unknown. The
MRKHS was initially considered to be of random
occurrence, suggesting the involvement of non-genetic or
environmental factors such as gestational diabetes or
thalidomide-like teratogens. However, recent studies
analyzingavailable pregnancy histories failed to identify
any association with drug use, illness, or exposure to
known teratogens.

The majority of reported cases of MRKHS are sporadic,
but familial cases have been reported in literature.” The
possibility of dominant hereditary transmission has been
theorized due to its familial occurrence.' However
accordingto a recent study (2008) by Wotigen, dominant
inheritance does not play a role in the etiology as no further

cases of this condition occurred among any of the siblings.?

Several hypotheses have been postulated for the
underlying mechanism n the ctiology of mullerian
agenesis. The first is an activating mutation of either the
gene for the anti-mullerian hormone or the gene for the

anti-mullerian bormone receptor. Thas defect resulig g

the inappropriate production of anti-mullenian hormone
or the receptor which acts as f it was bound to the
hormone. A genetic female fetus exposed toanti mullenan
hormone in-utero dunng embryogenesis at 2 imc when
the mullenan structures are sensitive to anti-mullenan
hormone action, might develop regression of the mullenan
ducts * However, a recent molecular mvestigat oo did not
identify any deletions or polymorphusms in the promoter
region of the anti-mullerian hormone. M?r urcments of
mullenian inhibiting substance (MIS) inaticcote " natients
did not demonstrate any increased serum conco ratons
Over expression of MIS was therefore not g :

In recent molecular studies, genes Wit o+ broad
spectrum of activity during early development Davealso
been suggested ascandidates for the etiology of MEKHS
These major developmental genes regulate coll wnd tissue
growth and differentiation dunng embryogen: s, More
specifically, they appear to be essential o initial
differentiation of the mullertan ducts, Exprescionand/ or
function defects of one or several of these genes may play

a role in the occurrence of MRKHS "

Presentation

The main charactenistics of the MRKHS are: vaginal
agenests, with a shallow dimple at the introial area
representing a blind vagina; absent uterus or an extremely
rudimentary one;, normally developed lallopian tubes;
normal and functional ovaries; aprropriately developed
secondary sexual characteristics; and in some, association
with anomalies of the urinary and skeletal system. middle
defects, and hearing loss.' "

Approximately 6 to 10 percent of these patients
complain of chronic pelvic pain. Endometrial tissue or
¢ven vanable development of the uterus with hematometra
may be present, resulting in cyclic abdominal pain. '

Fedele, etal. recently described the anatomic variety
of findings observed in 106 patients with MRKHS. In
majority of the cases, the vaginas were no more than
shallow invaginations of the vestibular mucosa at the
normal sites of the vaginal orifices. In all cases. the uterus
were absent. The uterine remnants were bilateral in the
majority of the cases. The biggest observed was 4.5 cm.
The smaller mullerian remnants were described as club-
shaped, whereas the larger ones appeared uterus-like. The
round and uteroovanan ligaments as well as the tubes wete
always present. The smaller uterine remnants were always
non-cavitated whereas in 25.9 percent of cases. the larger
remnants were cavitated and contained endometnal
mucosa. A fibromuscularstreak located at the vesicorectal
fold was observed ina few, whereas in most cases, a simple
peritoneal folds were found. The connecting strand 8




generally thought to represent the anf
cervix. The ovaries in the

absent unilaterally or bilat

hypoplasia. In some cases.
location, ™

The index patient fits the typical presentation of a
patient with the MRKHS. She presented with primars
amenorrhea. On physical examination, the breast
development and pubic hair distribution were Tanner
Stage V, the vagina was shallow at demin length and there
was no palpable cervix. The presence or the absence of the
Corpus cannot be assessed due (o the existence of a huge
pelvic mass. lntra-opcrativcly. the two laterally attached
solid, muscular, rudimentary uterine remnants connected
by midline fibrous bands were in place of the uterus, These
remnants were attached to the pelvic side walls by the
presence of round ligaments on each side. Cut sections of

the uterine remnants showed no identifiable cndometrial
cavities. Each remnant was atta

fallopian tubes and ovaries.

age ofa rudimentary
S€ studied cases were either
crally present or have marked

the ovaries were extra pelvicin

ched to grossly normal

Diagnostic Evaluation

In most instances, a gynecologic physical examination
is enough to narrow down the differentials between
MKRHS and Androgen Insensitivity Syndrome (AIS). 54
Karyotyping will readily determine which of the two
conditions we are actually dealing with. An individual
with MKRHS will have a chromosomal makeup of 46X X
while a patient with AIS will have 46XY." In addition,
the hormone profile in MRKHS will typically be that of
a woman. The follicle stimulating hormone (FSH),
luteinizing hormone (LH) and 178-estradiol are within
normal limits and provide evidence of normal and
functional ovaries, The plasma level of testosterone, delta-
4-androstencdione, 17-hydroxyprogesterone and
dehydrocpiandrosterone are within normal female limits
for MRKHS and in the normal male range for AIS.}

In the evaluation of primary amenorrhea, a
progesterone challenge test is of great value in the
determination of the relative estrogen status of the patient
and will test the integrity of the outflow tract.” Any
uterine bleeding after the progesterone challenge test
indicates adequate estrogen production, a responsive
endometrium, and a patent outflow tract. If the
progesterone challenge test is negative, one may proceed
with performing an estrogen stimulation-progesterone
challenge test.'" If biceding occurs in the endometrial

cavity after estrogen progestogen stimulation, then the
amenorrhea after the progestesone challenge test isdue to
hyperestrogenism. When there is no endometrial bleeding

but does not show in the vagina, thissignifies non-patency

ofthe outflow tract. acondit
and demonstrated sonol
hematometras, fendometrial b

progesterone challenge test and
Ch.l”t‘l‘;ﬁx‘(",\l than thi DAL
Insensitivity of the endoms

with adequate female sexunl n

This was what was initially thous be w
patient had, having a "uterus” in h
findings, throwing the diagnosis off «

In evaluating patients with suspected MRKHS

| ng modality. The
first investigation should be pelvic ultrasonography
because of its simplicity and low cost. It is also readily
accessible. It casily detects absence of the uterine structure
between the bladder and the rectum. '

[[the ultrasonographic findings are indeterminate or
inconclusive, an MRI should be performed as the
information is much more precise. MR1 s the mainstay of
imaging evaluation of MRKHS, not only to confirm
clinically diagnosed Mullerian anomalies of uterus but
also to assess the degree of vaginal dysgenesis and presence
of associated anomalies which have an impact on the
planning of treatment.* An MR, owing to its multiplanar
capability and best soft tissue contrast, gives good images
of superficial and deep planes. The disadvantages of an
MRIinclude cost and discomfort, especially because the
procedure lasts long and requires immobil ity and magnetic
insulation, '

There is no role for MR1 in discriminating between
the typical and atypical forms of MRKHS. It may be uscful
forshowing small amounts of endometrial tissye in patients
who have cyclic abdominal pain." The normal ovaries
are well demonstrated and normal follicles can be
identified. Visualization of normal ovaries is one of the
major factors in the diagnosis of MRK HS *

Since renal and skeletal abnormalities may often co-
exist with this condition, it is necessary to perform at least
renal sonography or pyclography and spine
radiography."™" If there is a suspicion of hearing
impairment and/or a cardiac anomaly, complementary

audiogram and/or heart echocardiography must also be
carried out.’

ultrasonography is an excellent ima;

Association with Leiomyomas

Uterine myomas are the most common solid tumors
in the female pelvic cavity. Myomas arise from genetic
alteration in a single myometrial cell and hence often are
described as monoclonal "

A limited number of documented cases of myoma
uteri associated with MRKHS have been reported in
literature. The association of MRK HS witha myoma was
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literature. The association of MRKHS with a Myonma was
first reported in 1977 by Beecham and Skiendzielewsk

Utenine remnants in MRKHS patients consist of
fibromuscular nissue. Since the ovarnes in these cases are
hormonally functional, following the same pathogenetic
mechaniems as in normal uteri, tumors like leiomyoma
canongmate from these remnants

Cytogenetic abnormalities in the form of spontancous
chromosomal rearrangements are known to occur
uterine leiomyomas. These same chromosomal
armangements may be respoasible for the imittation and
progressive growth of the leiomyomas in MRKHS
Myometrial tissues developing into leiomyomas are found
to bave higher concentration of estrogen receptors
compared to normal myometrium. Apparently, from this

condition, the utenne remnants in MRKHS are not
exempt. ™

Management

The management of vaginal agencsis in MRKHS should
be individualized. The amm is for a sausfactory sexual
activity with a good anatomical and functional vagina "'¥
Treatment may either be surgical or non-surgical. This is
usually delayed until the paticnt is ready to start sexual
Activigy i

Our patient had no need for a vaginoplasty. She was
married 7 years to another man prior to her present 8.
year relationship with her commaon law husband and had
no problems having sexual intercourse in those 15 years

There is no recommendation to remove the utenne
remnants when the patient s asymptomatic When
resection of a uterine remnant is indicated, a laparotomy
is preferred especially if the patient complains of pelvic
pain or develops a huge pelvic mass, as in this case, to
allow exploration and adequate field of surgery. Excision
of a uterine remnant by laparoscopy may be considered if
noother pathology is suspected and the vestiges are small
enough to be manageable through this approach :

When lelomyomas are present on uternne remnants,
the removal of these masses with the adjacent uterine
remnants arc indicated specially when the patient Is
symptomatic. In this case, the large myoma on the nght
uterine remnant was causing pmur; srmptoms wh:d}

necessitated the exploration. The propaylacticremovai o
the opposite utc:xrc remaant should be performed at the
same time because another myoma may anse similarly
from this. Although rare, the gterine remnants may also
contain functioning endometrium that may lead 1o

hematometra and cylic pelvic pain necessitating another
surgical iatc:vcnlic:n.“” [n our case, the lelt uterine
mlm was removed becausc it had 4 small myoma.

Duning exploration, the entuire pelvis was ins pected

The ovaries, fallopian tobes, uterine remoants, bl 1der
and ureters were wWdentified. Palpation of abdomino pelyie
organs was done. Myomectomy was then acoomplhed
by triple clamping, cutting and suture Ligatior base
ofthe huge myoma attached to the nght wtenne e mnant
Excision of the right uterine remaant was then o ken
as follows: the round ligament was graspe Kelly
clamps, cut and suturedigated. Then triple ¢l 2t the
utenne remnant-tobal juncuon, followed by % and
tying beneath the most lateral clamp and su pAtian
beneath the middle clamp. A sequence of ey clamps
were then placed along the postenior pentoncs himent
of the remnant followed by cutting and sw ation
The same technique was employed for cxa i be left
uterine remnant

The decision to leave the ovarnes ind i3
understandable enough, bt the wisdom in reiomning the
"useless” fallopian tubes may notbe that apparcnt Dunng
gynecologic surgery, it has been a debate whether
salpingectomy affects ovarian function. One of the
concerns agaimnst salpingectomy 13 the posability of

impaining the ovarian perfusion after the procedure. The
most important blood supply to the falloplan tube is the
medial tubal artery which originates at the sanie point as
the median ovanan artery.” If the salpingectomy s
performed close to the tubes, it may inadvertently disrupe
the normal blood flow to the ovary which ought eventually
result to premature ovanan falure. We intentionally left
behind the grossily normal falloplan tebes of this patient
for the same reason. After all, the risk of a primars
malignant pathology ansing from the oviducts i only
0. 5% to 1%. making the choice to save the fallopian tubes
aneasy one

Psychological Considerations

«Just as much attention must be given to the
psychosocial issues as well as the anatomical abnormalitics
in these cases. Patients with MRKHS might suffer from
severe distortions of body image, anxiety, depression,
interpersonal sensitvity and face a lot of psychologucal
distress atthe time of diagnosis *** These may be avonded
by catly appropniate guidance and reassurance.”” It
recommended that the patient and her famuly attend
counscling throughout treatment. 1015 importantto siicss
to the young woman and her famuly that she has normal
ovarian function, normal production of sex sterowds, that
a functional vagina can be created, and that fertility i
possible with assisted reproductive technologaes a:.nd 2
gestational carrier 7 Women afflicted with MRKHS

in the United States have formed support groups and



condition eJ...- NETWOIKIng resources for women
uvmg with MEEHS hutumlcly. sexual function,
fertality, and body im

dRC wWere nol considered arcas of
concern by our patient

Fertility Issue

Whatifour patient was youngerand highly desirous
of pregnancy? Since ovarian function s completely normal,
i is possible to oller motherhood through a combination
of n-vitro fertilization UVF) and SUrTogacy. ™ The
introduction of ovulation induction with DOCYLe retrieval
for in-vitro fertilization using gestational carriers enable
these patients (o fulfill their reproductive aspirations of
having their biological children ™

The study of Beski, etal. in 2000, on women with the
MRKHS proved that SUITOgacy isa viable treatment option
for these patients. In this study, 6 patients with MRKHS
underwent ovarian stumulation cycles. The reatment
cycles resulted in 6 clinical pregnancies (42 9% pregnancy
rate perembryo transfer and 54.5% perovarian stimulation
cycle)and 3 live births (21 4% perembryo transfer, 27 3%
perovanan stimulation cycle and 50% per patient) making
the take home baby rate 50% per patient.” In an earlicr
study by Wood, et al. a live birth rate of 45 3% was
achicved per patient with a fertilization rate of 49% pes
oacyte. Hence, these patients should be well-informed

and supported to be able 1o have familics using their own
gametes, ™

Conclusion

When our patient consulted, she was already at the
Mmature age ol 40 years old. She understood that she was
already beyond the age to concern herselfabout not !mviqg
menstruation, but was concerned with its implications in
her Advancing age. A palpable !;ypogasmc mass
Accompanicd by persistent hypogastic pain led to her
ddmission, eventual diagnosis and surgical treatment.

She was resigned to the fact that she could not bear
children and did not aspire anymore for this. She was
happily living with her present partner for 8 years and was
thankful that finally she had the answersto the questions
she has been secretl y wondering about for the past decades.

Tht‘impomm ofunderstandiog the embryolagy and
the physiology of the female reproductive anatomy cannot
'.’éd\.'étemp asixed when managing cases of_ Mulllerian
Anomalies. A systematic work-up and the indmdualiutiop
" the planning of its treatment, as demonstrated in this
nstance, should always be kept in mind.
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