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Abstract. Mayer-Rokitansky-Kiister-Hauser (MRKH) syn-
drome is a congenital condition in which a genetic female is
born with vaginal agenesis and a rudimentary to absent uterus.
This condition affects a woman’s ability to menstruate, to en-
gage in penile-vaginal intercourse, and to bear children. Much
has been published about how best to create a neovagina in
women with MRKH, but little has been written about the psy-
chological impact of MRKH and quality of life outcomes for
women with the condition.

A review of the extant literature published from 1955 to
2007 supports that (1) surgical or non-surgical creation of
a neovagina alone does not ensure a successful psycholog-
ical outcome, (2) psychological support at critical times can
be helpful, and (3) how professionals use language to dis-
cuss the condition may positively or negatively influence
a female’s experience of MRKH. This article discusses
the implications that existing knowledge has on future re-
search and on clinical practice. Understanding how women
with MRKH cope with and adjust to the condition will help
healthcare professionals provide optimal care.

Key Words. Mayer-Rokitansky-Kiister-Hauser synd-
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Introduction

Mayer-Rokitansky-Kiister-Hauser syndrome (MRKH)
is an uncommon, but not rare, congenital anomaly of
the female genital tract, estimated to occur in approx-
imately 1 in every 5,000 females.' Features include
vaginal agenesis and uterine abnormalities that range
from an absent uterus to rudimentary uterine rem-
nants. Affected females usually have functioning

Address correspondence to: Tom Mazur, PsyD, Women and Chil-
dren’s Hospital, 219 Bryant Street, Buffalo, NY 14222; E-mail:
tamazur @buffalo.edu

© 2009 North American Society for Pediatric and Adolescent Gynecology
Published by Elsevier Inc.

ovaries, normal external genitalia, and a female kar-
yotype (46,XX). MRKH syndrome is the second most
frequent cause of amenorrhea after gonadal dysgene-
sis' and is often discovered when a patient presents in
adolescence due to primary amenorrhea.

MRKH syndrome is one of many Disorders of Sex
Development (DSD). DSD refers to “‘congenital con-
ditions in which the development of chromosomal,
gonadal, or anatomic sex is atypical.”> DSD is a rela-
tively new term and was proposed by international ex-
perts from the Lawson Wilkins Pediatric Endocrine
Society and the European Society for Paediatric En-
docrinology at the consensus meeting in October,
2005. DSD replaces out-of-date nomenclature like in-
tersex and hermaphrodite. This review was undertaken
partially in response to arequest in the Consensus State-
ment on the Management of Intersex Disorders, a sum-
mary of the consensus meeting, that more attention be
focused on the psychological aspects of DSD.> MRKH
syndrome, like other DSD, poses challenges that go far
beyond physical concerns. Since the publication of the
Consensus Statement much dialogue has been
generated. Often noted is the lack of long-term outcome
studies for those with DSD.? Additionally, it has been
recommended that a shift in emphasis takes place from
the physical aspects of DSD to how individuals adjust to
the conditions.” This review supports this shift and the
position that psychological issues as well as medical as-
pects must be addressed in order to provide optimal
care.

Ayoung woman’s sense of well-being and quality of
life are impacted by the condition. Affected individuals
without treatment will find it difficult to engage in pe-
nile-vaginal intercourse, do not menstruate, and will
be unable to carry a pregnancy. The discovery that sex-
ual intercourse will not occur without medical interven-
tion and the realization of loss of childbearing may be
devastating to an adolescent who has not yet reached
certain developmental milestones. Because of physical
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and psychological challenges, it has been suggested
that the management of MRKH falls into two cate-
gories: (1) the need to anatomically manage the anom-
aly so that young women may have the option to engage
more easily in penile-vaginal intercourse and (2) the
need to help young women cope with the psychological
impact of the condition.* Although the outcomes of sur-
gical and non-surgical treatments to create a new vagina
have been reported, there have been few reports
addressing the psychological impact of the condition
and quality of life (QOL) outcomes.

The aims of this article are three-fold: (1) to sum-
marize the extant literature on the psychological
effects of MRKH and QOL outcomes; (2) to identify
existing gaps in the literature regarding the psycho-
logical effects of MRKH and QOL outcomes; and
(3) to offer suggestions for future research and clinical
practice for women with MRKH.

Methods

A search of the databases Medline, Psyc INFO, Psy-
cLIT, and CINAH was conducted. The following key-
words were used: Mayer-Rokitansky-Kiister-Hauser
syndrome, MRKH, vaginal agenesis, vaginal aplasia,
psychological outcomes, gender identity, gender role,
sexual orientation, sexual functioning, infertility, con-
ception, marriage/cohabitation, social functioning,
cognitive functioning, psychopathology, self-concept,
career, spirituality, legal history, family response to
MRKH, and individual adjustment to MRKH. From
36 articles collected, 31 were reviewed for this article.

Inclusion

Articles were included that provided data on the psy-
chological and psychosexual effects of MRKH as well
as any information about a young woman’s quality of
life after diagnosis and treatment of MRKH. Data in
the studies had to pertain to a diagnosis of MRKH.
Only English manuscripts and those translated into
English published between 1955 and 2007 were in-
cluded. The year of 1955 was selected as the starting
point for this review because this was the year that
John Money published his now classic work on her-
maphroditism,>® now referred to as DSD.

Exclusion

Data in which the results were not separated by spe-
cific diagnosis were excluded. For example, studies
by Evans et al,7 Hensle et al,8 and Liao et al’ were
excluded because the data from those subjects who
had MRKH could not be separated from the data of
those participants who had other etiological reasons
for vaginal malformations such as Androgen Insensi-
tivity syndromes (AIS), Mixed Gonadal Dysgenesis,
or cancer treatments.

Results

The 31 articles reviewed were divided into several
categories. There were 11 articles that focused pri-
marily on how the condition of MRKH affects young
women psychologically. Another 18 articles reviewed
specific treatments to create a neovagina, and in-
cluded varying amounts of information about how
young women adjust psychosexually, emotionally,
and/or psychosocially to the condition. In addition,
two articles addressed the ability to achieve preg-
nancy through surrogacy.

The Centre for Health Promotion (2007) at Univer-
sity of Toronto conceptualizes QOL as the ‘““‘degree to
which a person enjoys important possibilities of his/
her life”” ' taking into consideration a person’s phys-
ical, psychological, social, and spiritual dimensions.'®
Having the condition of MRKH affects a woman’s
quality of life by placing limits on some of life’s
possibilities (like intercourse and childbearing) and
may cause distress and an altered self-concept. For
this article, attention was given to studies that
reported on how women were functioning in regards
to specific QOL domains. Also, there was a focus
on how women were impacted psychologically by
the limitations that MRKH imposes. The results are
organized according to these dimensions of QOL
and psychological effects.

Quality of Life Outcomes

Sexuality

Sexual functioning was addressed in 91% of the stud-
ies. The primary aim in most studies was to evaluate
a specific treatment (either surgical or non-surgical) to
create a neovagina. Because of the large number of ar-
ticles that evaluated treatment techniques these data
are reported in table format (see Table .73 The
focus of these articles ranged from the anatomical
success of a neovagina to a more qualitative focus that
included orgasm and natural lubrication. Additionally,
by looking at the outcomes of these various treat-
ments, data were also gathered about patients’ psy-
chosexual functioning and sometimes the emotional
and psychosocial impact of the condition.

The literature suggests that after treatment, most
women who underwent one of the many surgical or
non-surgical techniques to create a neovagina were
able to engage successfully in penile-vaginal inter-
course; indicating that the vagina was long enough
and wide enough to accommodate an erect penis.
There were many reports of orgasm'?~!>17:22:26.28.29
and adequate natural lubrication'>'®192172429 that
indicated women with MRKH were actively partici-
pating in coitus. An affirmative response to the
question, “Are you sexually active?” implied that



Table 1. Sexual Function Following Treatment for Vaginal Agenesis

Number of Technique to Create Sexually Active Natural Discomfort/
Reference Participants Vagina Age Range (yes) Satisfied Dissatisfied Orgasm  Lubrication Pain
David et al, 1975,'! Israel 16 McIndoe/ Churchill- 1528 100%(16) no data no data 38%(6) no data 25%(4)
Counselor
or Coitus
Hecker & McGuire, 1977,'2 23 MclIndoe, Williams, 15-37 87%(20) 100% of 0% 80%(16) 50%(10) no data
United States Frank Procedure or sexually
Coitus active
group (20)
Raboch & Horejsi, 1982,13 12 Split-thickness Skin 20—28 92%(11) 83%(10) no data  83%(10) 92%(11) 8%(1)
Czechoslovakia Graft
Smith, 1983,'* United States 22 Perineal Cavitation young 75%((17) 75%(17) 25%(6) 75%(17) no data no data
or Perineal women
Self-Dilatation
Freundt et al, 1993,'° 8 Sigmoid Colon 16—17 100%(8) no data no data 100%(8) no data no data
Netherlands Vaginoplasty
Lappohn,1994,16 Netherlands 25 Modified Frank 16—25 (plus 4 80%(20) 56%(14) no data  no data no data no data
Procedure with Coitus older
than 25)
Alessandrescu et al, 1995, Italy 156 Modified Abbe-McIndoe 14—41 95%(148) 72%(112) 5%(8) 72%(112) no data no data
Borruto et al, 1999,'8 Italy 76 Vecchietti Procedure no age given no data 80%(61) no data  no data 82%(62) no data
Kaloo & Cooper, 2000, 5 Vecchietti Procedure no age given 80%(4) 100% of 0% no data 80%(4) 25%(1)
Australia sexually
active
group (4)
Robson & Oliver, 2000, 25 Perineal Dilatation 14—19 56%((14) no data no data  no data no data no data
Canada
Creatsas et al, 2001,>' Greece 72 Williams Vaginoplasty 1520 100%(72) 99% (71) 1%(1) no data 100%(72) 0%
or Creatsas Modification
Brun et al, 2002,%2 France 18 Vecchietti Procedure 20—40 94%(17) 89% (16) no data  94%(17) 94%((17) 34%((6)
Graziano et al, 2002,>> United 9 Sigmoid Colon 15—17 100%(9) no data no data  no data 100%(9) 0%
States Vaginoplasty
Communal et al, 2003,2* France 11 Sigmoid Colpopoiesis 17—-38 72%(8) 55%(6) no data  no data 64%(7) no data
Del Rossi et al, 2003,% Italy 16 (from Sigmoid Colon 10—29 38%(6) 38%(6) no data  no data no data no data
Bangladesh) Vaginoplasty
Klingele et al, 2003,%¢ 86 McIndoe 12—49 91%(78) 92%(79) no data  75%(65) no data no data
United States
Frost-Arner et al, 2004,%” 15 Split Skin Graft 21+ 100%(15) no data no data no data 80%(12) 0%
Sweden Reconstruction
Nadarajah et al, 2005, 60 Vaginal Dilatation 17—46 93%(56) no data no data  70%(42) no data 22%((14)
United Kingdom
Borruto et al, 2007,%° Italy 86 Vecchietti Procedure 16—34 100%(86) 949%(81) no data 81%(70) 100%(86) no data
Kapoor et al, 2006, India 14 Sigmoid Vaginoplasty 13-22 no data 100%(14) no data  no data no data 0%
Ismail-Pratt et al, 2007, 18 Vaginal Dilatation 18—24 61%(11) no data no data no data no data no data
United Kingdom
Total 773
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a woman was able to physically engage in the act of
intercourse and was engaging in intercourse. How-
ever, in many of the studies that assessed treatment
techniques, the terms “‘sexually active” and ‘“‘satis-
fied” were not operationally defined. This left it un-
clear as to what was meant by these terms and just
what was the quality of a woman’s sexual experience.
Future studies should characterize terminology like
“sexually active” and “‘satisfied”” more definitively.

Much of the treatment focus and, hence, the
research literature, has been on the remediation of
a patient’s short vagina. However, approximately
one third of the studies that addressed sexual func-
tioning also looked more closely at the relationship
between sexual functioning and psychological adjust-
ment to MRKH. It was suggested that an anatomically
intact vagina did not by itself ensure optimum sexual
functioning. There needed to be healthy psychological
functioning as well.”!"'®31733 Thegse studies sug-
gested that psychological adjustment plus anatomical
remediation ensured better sexual outcomes, and rein-
forces previous work on the complexity of female
sexual response.**

Partner Reactions to Women Receiving
Treatment

Women with MRKH have been asked how their part-
ners experienced their newly created vaginas. Partner
responses were described as positive and reassuring.
Several of these studies suggested that partners were
satisfied with the neovagina and that partners experi-
enced no negative reactions.'***’ Partners could not
tell that the neovagina was artificially created.''*

Relationships with Partners

Almost half of the studies reported on marriage and
cohabitation. The studies demonstrated that a majority
of study participants were either married or had
a steady partner.l1_13’15’26’27’32’36_38 Poland and
Evans wrote that “marital experiences of women with
MRKH in western cultures do not seem unusual.”>’
However, this does not hold true for women from
more traditional cultures where childbearing is
expected and sometimes necessary to survival. It
was reported that in Bangladesh a man may abandon
a woman with a condition such as MRKH.? It was
found that in India women did not seek medical help
until the time of marriage arrangements. The families
were counseled to marry their daughters to widowers
who had already completed their families or to men
who were physically challenged and wanted to adopt
children.*® These studies® highlight the necessity for
cultural norms to be considered when assessing the
impact of MRKH on a woman’s quality of life.

Fertility/Infertility

An inability to bear children is very difficult news for
women to hear. Studies reported a variety of painful
reactions. Not only was infertility viewed as a personal
loss*> and anxiety provoking,** but some studies
found that infertility was one of the hardest aspects
of the condition to accept.''* Other feelings that
women with MRKH expressed were those of jealousy
towards fertile women leading to isolation®® and con-
cern about how being unable to bear children would
affect partner relationships.®® Sharing the grief and
loss associated with not being able to bear children
in a support group helps to alleviate distress.*” Both
group interventions*®*! included the topic of infertil-
ity in their programs.

Parenthood

Women with MRKH have achieved parenthood
through assistive reproductive technology (ART) and
adoption. Two studies reported on successful pregnan-
cies using ART.**** Adoption was also documented
in several articles.?>?”*3737 In addition, it was found
that all participants in another study expressed an ac-
ceptance of adoption as a means to create a family.33

Careers

There were five articles that reported on career
choices of young women with MRKH.'#3%33-3536 A
variety of career choices and educational advance-
ments were reported. Careers ranged from laundress
to insurance agent. Selection of careers was found
to be no different from that of other females in the
general population.

Spirituality

Spirituality was considered in two articles. In one
study participants tried to make sense of their experi-
ence by searching for an explanation. This was
viewed as a coping mechanism.>” Religious affiliation
was included in a table of demographic information in
another study.33 The majority of the participants iden-
tified a religious affiliation. One of these participants
said that her faith helped her cope with partnership
concerns related to MRKH.?”

Psychological Effects

Diagnosis

Women reported a variety of reactions, mostly nega-
tive, following a diagnosis of MRKH. These re-
sponses included reactive depression,®® shock,
feeling different,''**** and confused.'® It was also
learned that fear of partner rejection was common,
as was isolation.”” In yet another study, the reactions
of women to a diagnosis of MRKH were likened to
those reactions of persons experiencing trauma. The
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women’s sense of themselves and their worlds was
shaken by the diagnosis.39 A group cognitive
behavioral therapy (CBT) intervention for women
with MRKH was based on the belief that persistent
psychological distress follows a diagnosis.*®

Individual Adjustment to MRKH

The reports of how women with MRKH adjusted to
the condition offered conflicting data. An early and
often cited study suggested that the condition of
MRKH had an ‘“‘overwhelming impact” on an indi-
vidual and that women did not make a positive adjust-
ment to the disorder.’® Another study reported that
59% of their patients were generally well-adjusted
and happy.'' In addition, it was suggested in two
studies that an important factor for determining suc-
cessful outcome was the patient’s psychological
adjustment as it existed before knowledge of the
MRKH.'*? Adjustment was reported to improve
over time, especially when treated both medically
and psychologically.'®? Following a supportive
group psychological intervention, women with
MRKH felt less anxious, depressed, and less sensitive
to interpersonal contact.*’

Women used a variety of strategies to cope with
this diagnosis. Coping strategies that ranged from de-
nial to compensation by accomplishment were re-
ported in one study.’*> Working towards life goals
were found to be a positive coping technique in an-
other study.*® Holt and Slade, using Interpretive Phe-
nomenological Analysis, a method of qualitative
research, analyzed the adjustment of seven women
to MRKH. Participants used avoidance, search for
meaning, resignation, and minimization as attempts
to handle the stress of the diagnosis.*® The CBT group
intervention that helped women to process the diagno-
sis and to look at the situation differently was found to
“improve psychological outcomes.”>®

Psychopathology

Early reports*®’ indicated that there could be psy-
chopathology associated with MRKH, but these stud-
ies used only small samples and relied heavily on case
reports. In contrast, other reports emphasized that al-
though there can be severe distress at diagnosis, it
may be alleviated by non-surgical or surgical treat-
ment,'%-222426:35 the passage of time,>’ counseling,35
parent support,'"'? and more recently, group

interventions.?%-384!

Family Response

Families varied in their responses to their daughters’
diagnoses. Parental reactions were reported to range
from guilty'?>3® and difficulty adjusting'***>° to
gentle and supportive.'' It was found in several stud-
ies that parents encouraged their daughters to undergo

treatment to create a neovagina'>>> and in one study

that the parents pressured the medical staff as well
to perform an operation so that their daughters would
have an easier time finding a partner.’* Parental sup-
port was helpful to a positive outcome'? and it was
recommended that parents be a part of counseling
and decision-making.'''23%44

Self-Concept

A discovery of MRKH appeared to be a threat to
a woman’s self-concept, especially immediately fol-
lowing diagnosis. Self-esteem and body image distur-
bances were reported in several articles, ' >!4-3236.37.39
In contrast, positive self-esteem, including a sense of
achievement and self-confidence, was related to a suc-
cessful treatment outcome.'®**?° One study reported
that most participants had average levels of self-
esteem.’® Heller-Boersma et al used the Rosenberg
self-esteem scale to measure self-improvement after
a CBT intervention.”® A trend for improved self-
esteem in the CBT group was found.*®

Gender Identity

There were no reports of self-gender change or gender
dysphoria. All participants had established female
gender identity concordant with their gender assign-
ment. Neither gender change nor gender dysphoria
was a specific focus of any of the articles. Gender
identity and gender change have been previously re-
ported on for other DSD including congenital adrenal
hyperplasia,*> 5 alpha-reductase-2 and 17-beta-
hydroxysteroid dehydrogenase-3 deficiencies,*® AIS
and micropenis,”’ and female-reared 46XY persons
with penile agenesis, cloacal exstrophy of the bladder,
or penile ablation.*® This review documents that there
are no reports of gender change for individuals with
MRKH and adds another DSD condition to those al-
ready reviewed for this topic.

Gender Role

There was one report of an adolescent who behaved as
a “tomboy.”>® Additionally, women expressed con-
cern that they would not be able to perform some of
the typical tasks of a female gender role.

Sexual Orientation

There were two reports of women with MRKH who
identified as bisexual.**** No women who identified
as homosexual were noted. However, sexual orienta-
tion was specifically addressed in only one of the
articles.>?

Self as Female

Many studies addressed how a woman’s sense of her-
self as female was shaken after the diagnosis of
MRKH. Doubts about female identity and a sense of
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no longer feeling complete were reported.'>*>%3% In

addition, early studies suggested that young women
with MRKH experienced a markedly compromised
“sexual identity”’*° and that young women felt differ-
ent from other girls."' Some women believed that to
be fully feminine one had to be able to reproduce.'’
Another study reported that one woman experienced
“sexual identity problems” and advised that young
women needed to be reassured about their female gen-
der identity.** A CBT intervention was based on the
concept that the core issue of MRKH was the threat
to a woman'’s sense of self as a fully-functioning, lov-
able adult woman. This intervention included an explo-
ration of societal scripts regarding women’s roles and
views of femininity.>®

Discussion

Use of Language

What becomes clear from looking at the literature is
the critical need to help women counteract negative
perceptions and cognitive distortions that so easily
accompany a diagnosis that has such profound effects.
Both physicians and mental health professionals will
be more effective if they are very intentional in the
language used to explain and discuss MRKH. Two
examples emerge from looking at the literature.

First of all, being unable to conceive children im-
pacted women’s adjustment and how they perceived
themselves. Many studies confirmed this difficult as-
pect of the diagnosis. The positive news is that there
were two reports of pregnancies conceived with the
eggs of women who have MRKH and carried by a sur-
rogate.**** This means that technically, a female with
MRKH is fertile, but unable to conceive without ART
and to carry the pregnancy herself. How a person is
labeled affects self-concept, so this fact allows the
physician or mental health professional to make an
important distinction to a woman with MRKH: She
is fertile. She can conceive a biological child, but will
need a surrogate carrier for the duration of the
pregnancy.

Secondly, one of the most troubling reactions re-
ported from women with MRKH was the feeling that
they were no longer full and functioning women. This
belief was expressed in comments from women like
“only part female”, “how much of a female am
1?7, “incomplete.” If these comments are taken out
of the context of the discovery of absent anatomical
features, the comments may sound like those from in-
dividuals with gender identity disorder. As previously
stated, there were no reports in the literature of
women with MRKH who had changed gender. In fact,
one article reported that the self-ideal of the young
woman with MRKH showed traits of traditional
femininity.”> The studies that suggested markedly

compromised “sexual identity”?® and doubt about

“female identity”39 should be interpreted cautiously.
The above comments most likely do not mean that
women with MRKH are dissatisfied with their female
gender or female identity. The difficulty is that there
is no existing terminology to adequately describe
the feelings that women with MRKH reported. Per-
haps, a more accurate term is gender role insecurity,
a concern that an expected female gender role, one
that includes menstruating, bearing children, and en-
gaging in sexual intercourse, may go unfulfilled. It ap-
pears that women are questioning whether they can
adequately perform the roles that biology typically
equips them to fulfill and that society has historically
expected them to perform. Data indicated that once
a woman used her option to create a neovagina and
was assured that there were alternative methods to
creating a family, some of the questions about her
sense of self as female dissipated. As a result of inad-
equate terminology, the language used to describe
women’s attitudes about themselves was vague and
left much room for interpretation.

Recommendations

Many questions remain as how to best treat women
with MRKH. At least half of the studies recommen-
ded psychological counseling, but very few made
suggestions as to what types of psychological inter-
ventions are salient and when during the course of
medical care they should take place. Because studies
indicated that critical time periods include diagno-
sis,'?>? treatment for a neovagina,'®>>>° relationships
with men,'"*** and creation of a family,*? it appears
that these are the times when a woman may need
more support. Also, women reported using several
different strategies to cope with MRKH. If it can be
determined more operationally how women are deal-
ing with MRKH, these coping techniques may be in-
corporated into treatment plans and supportive group
interventions for women with MRKH and other DSD.
Furthermore, although the role of spirituality in ad-
justing to illnesses like cancer has been explored,*’
only two articles addressed spirituality and adjusting
to MRKH. This is a QOL domain that deserves more
investigation.

Additionally, no study looked at how a women’s
level of knowledge about her condition affected her
ability to cope with it. Psychoeducation is frequently
mentioned in the articles, but no recommendations
were made for assessing the level of an individual’s
understanding of MRKH. It would be helpful to eval-
uate how a woman’s knowledge of MRKH may con-
tribute to her own health care self-efficacy.

Another gap in the literature was that there were
only two reports’> of how, when, and to whom
young women might disclose the condition of
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MRKH. Information management is an important
topic that deserves consideration. Disclosure includes
physicians informing patients about their diagnosis.
Disclosure also includes patients and parents sharing
information with family members and the wider com-
munity. Talking about a condition that involves the
genitals and sexuality can be difficult for many ado-
lescents and adults. No study offered any suggestions
as to whom, when, and how to best disclose informa-
tion about the condition. There is scant research on
the disclosure of any DSD.? It would be helpful to ex-
plore just how much information is useful to patients
and appropriate for others to know. How should the
news of the condition be delivered and by whom?

Also, it is noteworthy that the majority of studies
looked mostly at younger women. In 27 studies that re-
ported age, only one study included women over 50
years and only four studies included women over the
age of 40. How are older women doing? What is the
quality of their sexual experiences? Have they adjusted
to the condition? Prospective studies that follow
women over time will help to answer these questions.

Finally, sexual orientation of women with MRKH
was not thoroughly explored in any of the studies. It
would be useful to determine whether or not a wom-
an’s sexual orientation has any bearing on her desire
for a vagina. There are two reasons for wanting a va-
gina; to allow for penetration and to be like other fe-
males. Most reports indicated that women wanted
vaginas and felt better once they had one. However,
perhaps, a woman who is not going to engage in vag-
inal intercourse would not want one. This has never
been investigated.

Limitations

This entire area of research is limited by the paucity of
studies that focus on psychological effects and quality
of life outcomes. In addition, existing studies, in partic-
ular some of the older studies, used only case reports
from a few patients to make general statements about
women’s reactions to the diagnosis of MRKH.3¢**
Few studies used standardized psychometric measure-
ments, relying often on case reports, interviews, and
questionnaires. Only two studies used quality of life
measurements.'*?® Valid and reliable measures de-
signed for this population and others who have DSD
are needed. In this review, no articles were excluded be-
cause of methodology. While it was noted that reports
varied in their quality of investigation, all articles were
included and given consideration.

Conclusions
Optimal care for women with MRKH includes both

medical and psychological support at important mile-
stones throughout a woman’s life span. A medical

approach to treating MRKH is necessary, but not suffi-
cient. Physicians can further assist young women by be-
ing very thoughtful and deliberate in the manner that
they reveal the diagnosis of MRKH. Frank discussion
about how MRKH affects the physical aspects of sexual
intercourse as well as acknowledging its impact on a pa-
tient’s psychological well-being will be important. Phy-
sicians can also provide information about the condition
and provide referrals to mental health professionals and
to support groups. Screening newly diagnosed patients
for degree of psychological distress can help identify
those individuals who may benefit from longer-term
counseling. Further investigation into the factors that
mediate and/or moderate the impact of MRKH will as-
sist healthcare professionals in improving medical and
psychological care for women with MRKH.
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