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 Background: Primary amenorrhea is the absence of menarche. After 
gon-adal dysgenesis, the Mayer-Rokitansky-Küster-Hauser (MRKH) 
syn-drome is the second most common cause of primary 
amenorrhea. Herein, we de-scribe how to diagnose and the 
treatment of MRKH. Case presentation: A 21-year-old lady with 
complaints of abdominal pain in the lower portion of the navel for 
the past 4 months that has worsened in the previous week, 
accompanied by complaints of urinat-ing slowly and feeling agony. 
The patient claimed to be single, to have never had coitus, and to 
have never menstruated previously. Physical examination revealed 
tanned 5 breasts, axillary hair (+), and an ab-dominal lump palpable 
on the 2nd finger region below the navel with pain. There were 5 
tanner pubic hairs, labia major +/+, labia minor +/+, and a hymen 
bulging (-) in the vagi-nal area. A cystic mass pressing on the 
anterior region of the rectum, hy-men (+) impression of the vaginal 
septum, and vaginal introitus (-) are all felt when examined in the 
anus. Uterine dimensions 10x5x4 cm, hypoechoic mass in the uterine 
cavity, free fluid (-), cervical canal not evident, vaginal introitus (-), 
hematocol-pos (-), and abdominal ultrasonography results re-vealed 
no abnormali-ties. Other tests were not carried out. A laparotomy 
was conducted to remove the hematometra based on the results of 
clinical and support-ive investigations. Conclusion: This is a rare 
occurrence of cervical agenesis, occurring in 1 in 80,000 women. 
Additional tests are required in this case to con-firm the diagnosis of 
MRKH. The treatment in this scenario seeks to reduce pain and 
evacuate blood, so that subsequent treatment to re-store the cervical 
canal at a more comprehensive health service cen-ter is required. 
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INTRODUCTION  
The Mayer Rokitansky Kuster Hauser (MRKH) syndrome is a female reproductive system disorder 
defined by the loss or disappearance of the uterus and vagina arising from the Mullerian ducts, but 
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the ovaries function correctly (Mayuri et al., 2014).  The causes of the aforementioned conditions 
are unknown. The incidence is extremely low, at one in every 4500 to 5000 women (Yeni, 2020). 
MRKH with vaginal agenesis is the most prevalent form, while cervical agenesis is a rare incidence 
with a 1:80,000 - 100,000 occurrence rate (Dwivedi et al., 2020; Pratiwi & Fauzi, 2018). 

Primary amenorrhea with normal thelarche and adrenarche, as well as abnormalities in 
sexual intercourse and infertility, are characteristic clinical signs of MRKH syndrome (Muñoz et al., 
2011). MRKH is categorized into three types: type I is the presence of anomalies in the reproductive 
organs (utero-vaginal aplasia), type II is the presence of asymmetric utero-vaginal aplasia or 
hypoplasia followed by hypoplasia or the absence of one or both fallopian tubes, and type III is the 
absence of one or both fallopian tubes, type III or MURC (Mullerian duct aplasia, Renal dysplasia, 
and Cervical somite abnormality) are urological anomalies that occur in 15-40% of cases, skeletal 
anomalies in 20-40% of cases, and hearing, cardiac, and digitalis problems are infrequent (Kraiem 
et al., 2020). 

Physical, laboratory, and supportive exams such as ultrasonography, MRI, laparoscopy, 
and pyelography are commonly used to make a diagnosis (Miyake et al., 2023). When secondary 
sexual growth was discovered during normal puberty and normal height, a speculum examination 
may be performed to see the vaginal area, however this was problematic in certain cases because 
most MRKH disorders were identical to vaginal agenesis. Typically, the vulva, labia majora, 
minora, and clitoris are found to be within normal limits (Dwivedi et al., 2020). Chromosome 
analysis to rule out X chromosome karyotype abnormalities and AIS (androgen insensitivity 
syndrome) are two examples of laboratory procedures. Ultrasonography (ultrasound), MRI, 
laparoscopy, and pyelography are commonly used in diagnosis. In this scenario, MRI is the gold 
standard for assessment since it can be utilized to validate inconclusive ultrasound results linked to 
uterine cavitation (Pluta et al., 2020). 

Treatment of MRKH syndrome with vaginal drugs can be done non-surgically or 
surgically. The Frank approach is used for non-surgical care, whereas surgery can be performed 
using the McIndo technique, Williams Vaginoplasty, rotating flap procedure, bowel neovaginal 
technique, and Vecchieti technique (Ng et al., 2020; Thomas et al., 2015). In most cases of MRKH 
with cervical agenesis, minimally invasive therapy, such as laparoscopy with continued fertility in 
mind, or a laparotomy to remove the hematometra, can be used (N Fobellah et al., 2021; Zhang et 
al., 2017). 

This study contributes to knowledge and management skills for diagnosis and treatment of 
MRKH cases based on real cases that occur in the field. 

 

RESEARCH METHOD 
Research design with Case Report (CARE) which describes patient case problems that are 
considered to have scientific value. There are cases associated with Hematometra ec agenesis of the 
cervix, suspected cases of MRKH. 

A 21-year-old lady with complaints of abdominal pain in the lower portion of the navel for 
the past 4 months that has worsened in the last week, accompanied by complaints of urinating 
slowly and feeling agony. The patient claimed to be single, to have never had coitus, and to have 
never menstruated previously. Physical examination revealed tanned 5 breasts, axillary hair (+), 
and an abdominal lump palpable on the 2nd finger region below the navel with pain. There were 5 
tanner pubic hairs, labia major +/+, labia minor +/+, and hymen bulging (-) in the genitalia area. 
There is a cystic mass pushing on the anterior section of the rectum, hymen (+) impression of the 
vaginal septum, and vaginal introitus (-) when inspected in the anus. 

Routine blood laboratory, urinalysis, and abdominal and obstetric ultrasound were 
performed as support examinations. Routine blood tests revealed no abnormalities, but urine 
revealed germs and full leukocytes. Ultrasound test results revealed a hypoecho-ic mass in the 
uterine cavity, free fluid (-), a cervical canal that was not apparent, vaginal introitus (-), 
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hematocolpos (-), and no abnormalities in the abdominal ultrasound. Other supporting tests were 
not performed. 

 

 
Figure 1. Obstetric ultrasound results 

 
A laparotomy was conducted to remove the hematometra based on the findings of the 

clinical and supportive exams. During the laparotomy, 300 cc of blood clots were emptied, an 
anteflexed uterus was observed, and no internal uterine ostium was discov-ered. 

 
Figure 2. Hematometra expulsion via laparotomy 

RESULTS AND DISCUSSIONS  
In general, MRKH syndrome is divided into two types, with type I characterized by isolated cases 
of utero-vaginal agenesis and type II characterized by cases of utero-vaginal agenesis associated 
with extra-genital anomalies, such as urologic (e.g. renal agenesis, pelvic kidney, and horseshoe 
kidney), skeletal, auditory, and cardiac anomalies (Filho et al., 2019). The most severe form of type 
II MRKH syndrome is the so-called Müllerian hypoplasia, renal agenesis, cervicothoracic somite 
dysplasia (MURCS) association (Ledig & Wieacker, 2018). 

According to the American Fertility Society, the aforesaid situation is rare and difficult to 
cure, especially suspicion of mrkh syndrome with cervical agenesis (Joshi et al., 2022; Zaidi et al., 
2017). In this patient, with complaints of not having menstruation until the age of 21 years, 
accompanied by complaints of severe abdominal pain without other complications or pain, and 
secondary sexual growth within normal limits, MRKH type one syndrome can be suspected, which 
is only followed by agenesis of the reproductive organs without complaints or other complications 
(Hafid et al., 2023; N Fobellah et al., 2021). In cases of MRKH syndrome, the diagnosis must be 
supported by other tests, such as chromosomal analysis or AIS, and an MRI may be recommended 
to enhance the findings from the ultrasound results. However, due to inadequate facilities in rural 
places, it was not performed on this patient (Fairuza, 2022). The care of patients with the 
aforementioned disorders is still controversial and has numerous variations due to several factors 
related to the patient's desire to continue having children (Rezai, 2017; Thorne et al., 2018). Some 
individuals are recanalized via the endocervical canal to allow menstrual blood to flow while still 
protecting the uterus, or cervical-uterine recanalization can also be accomplished using laparotomy 
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or laparoscopy (Afodun et al., 2020). Minimally invasive therapy, such as laparoscopy, is also 
mentioned as a good therapeutic choice with a better prognosis (Pizzo et al., 2013). 

Ultrasound examination is frequently the initial diagnostic test in the evaluation of patients 
with MRKH syndrome; it can confirm the presence of ovaries and lack of uterus (Londra et al., 
2015). Nevertheless, due to technical issues, the results are occasionally inconclusive. MRI is the 
preferred imaging modality for confirming the diagnosis and identifying any associated 
malformations (Al Dandan et al., 2019). Preibsch et al. have demonstrated an excellent relationship 
between MRI and laparoscopy findings in patients with MRKH syndrome (Herlin et al., 2020). 

In this patient's situation, a laparotomy surgery was conducted to remove blood clots or 
evacuate the hematometra, as well as to lessen and relieve the patient's suffering. The patient will 
then be referred to a larger hospital for a more thorough assessment and care for further treatment. 
The patient was referred to Sanglah General Hospital one month later. 

CONCLUSION  
This study is a basic guide in efforts to develop standard operational procedures for MRKH 
diagnosis and treatment management. This study used primary data were involved 1 MRKH 
patient who has received diagnostic management and treatment according to procedures. Next, the 
researchers carried out a retrospective data analysis by looking at the patient's current health 
condition which was related to previous interventions. This is an extremely unusual instance with 
cervical agenesis suspected of being MRKH syndrome, thus proper inves-tigation and treatment 
are required. Treatment in this scenario is still highly debated, but various factors must be ex-
amined in order to give proper care, including the patient's wish to continue having children. 
Based on these consid-erations, a low-risk therapy with a long-term evaluation can be chosen.  

The diagnosis of MRKH syndrome imposes a significant psychological burden on patients 
due to the associated infertility. Through psychological counseling and support groups, the 
distress can be alleviated. The condi-tion can be treated with progressive vaginal dilators or sur-
gical creation of a neovagina. Fertility options may include assisted reproductive technology and 
surrogacy. 
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