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Müllerian Anomalies

Draft: October 2023
About this information
This information is for you if you want to know more about Mullerian anomalies. It may be helpful to read this, if you are a patient, relative or friend of someone who has this condition.
The information here aims to help you better understand your health and your options for treatment and care. Your healthcare team is there to support you in making decisions that are right for you. They can help by discussing your situation with you and answering your questions.
Key points:
· Müllerian anomalies occur when the tubes from where the womb and vagina are formed, do not join together in a normal way.
· Taking history with or without examination, ultrasound scan or MRI scan are the usual steps to come to a diagnosis. 
· Most young girls and women with these conditions will be able to have a baby on their own but it does depend on the type of anomaly. 
· In certain conditions, surgery may be offered to alleviate symptoms or improve fertility outcomes.
· Your doctor will be able to talk you through this in more detail or refer to a specialist who is expert in this field. Please do not hesitate to ask your doctor or nurse if you have more questions
What is a Müllerian Duct anomaly?
The anomaly is considered a 'congenital disorder', meaning it occurs during fetal development and is present at birth. As an embryo forms, two paired müllerian ducts (tubes)develop into the female reproductive tract which includes the fallopian tubes, uterus, cervix, and upper two thirds of the vagina.
A Mullerian duct anomaly is the term used when a girl is born with difference in the way that vagina or uterus (womb) has developed. Müllerian anomalies occur when the two mullerian ducts do not join together in a normal or typical way.
Who gets it and why?
These variations of development can occur in about 3 to 5% of the general population. There are no specific known risk factors that cause this condition.
Doctors don't completely understand the cause of Müllerian anomalies. They are considered multifactorial, meaning they are likely caused by defects in multiple genes, with some influence from factors in our environment.
Cervical agenesis and mullerian agenesis (Mayer-Rokitansky-Küster-Hauser (MRKH) Syndrome) are rare variations and not covered in this leaflet
Common types of Müllerian Anomalies of the womb
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Figure taken from Rock JA: Diagnosing and repairing uterine anomalies. Contemp Obstet Gynecol 17:44, 1981

Uterus didelphys (double uterus): This is when each of the  müllerian ducts have failed to fuse  and forming two  wombs and cervix (neck of womb) and cervix (neck of womb). This does not need to be treated, and periods will drain normally.
Bicornuate uterus (double horned uterus): This occurs when the top part of the mullerian ducts fail to fuse.  The outer shape of the womb is abnormal with a large indentation in the the top of the uterus, which causes the upper cavity to further divide into two cavities, sometimes known as a’heart shaped womb). 
Unicornuate (one sided) uterus: is when one müllerian duct has developed while the other remains small, sometimes called a uterine remnant. If there is endometrial tissue (womb lining) in the uterine remnant this may cause pain. This is known as an obstructed uterine horn. It can cause period cramps, pelvic pain and minimally invasive surgery to remove the obstructed horn can alleviate symptoms.
Arcuate uterus
Arcuate womb has a normal external surface and a mild indentation at the top into the cavity of the womb due to a slight septum. It is a mild variant and does not require corrective surgery.
Septate uterus
The external shape of the wombis normal, but the cavity of the womb is divided by an extra wall of tissue called a septum, which runs down the middle of the cavity. If the septum completely divides the cavity, it is known as a septate uterus; if it partially divides the cavity, it is known as a sub-septate uterus. 
Double uterus, bicornuate uterus, unicornuate uterus and septate uterus can sometimes result in miscarriage or having a baby sooner than expected (preterm) but many women will have normal pregnancies and births of their babies without any concerns.  
The removal of a large uterine septum may be offered if it is thought likely that the septum would threaten a pregnancy or if it is felt to be contributing to miscarriage or fertility issues. Your doctor will discuss the risks unique to your variation with you.

Vaginal differences in development 
Imperforate Hymen
When a baby is developing in the womb the hymen develops as a flat, thin piece of tissue. This normally changes before the baby is born and becomes a thin rim around the opening to the vagina which is called the hymen.  
An Imperforate hymen occurs when the hymenal membrane does not open and is wholly blocking the outer opening of the vagina or microperforate hymen when the thin tissue completely covers the opening to the vagina except for a very tiny hole in the middle.  
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 (figures from Pinterest)
Vaginal septa                  
A vaginal septum can occur when there is a presence of tissue that separates the vagina into two compartments. This can cause difficulty inserting tampons or having sex.
A longitudinal (vertical) septum can be complete (affecting the whole length of the vagina) or partial (only affecting part of the vaginal length). The 2 sides may be connecting and opening to the outside so that the blood can come out. 
Others may result in a blocked vagina on one or both sides. Period blood will therefore collect and cause pain.     
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A transverse vaginal septum is when a piece of tissue (septum) blocks the vagina, separating the upper and lower part of the vagina. The septum (separating tissue) can be of varying thickness and can be in different places along the vaginal canal. These septa can have small holes in the middle to allow period blood to come out, or they can completely block the passage of blood.
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OHVIRA (obstructed hemivagina and ipsilateral renal agenesis) is a complex condition in which a girl is born with a single kidney, a double uterus, a double vagina, with one side (generally the side with absent kidney) obstructed by a wall of tissue that may block menstrual blood from flowing out of the body.     
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Further investigations 
An ultrasound scan can pick up some of these anomalies but you may need MRI scan to assess which type of Mullerian Anomaly is present and also to check the kidneys. 
What treatment is needed? 
Surgery is required when a girl or woman has period blood either in a uterine remnant or an obstructed vagina which is blocked and cannot come out. This is performed through the vagina or keyhole route. Occasionally, major surgery like hysterectomy of the obstructed side can be considered. Your doctor will be able to tell you more about it.   
Sometimes there is a change to the development of the kidneys, such as having just one kidney, but treatment for the kidneys is not usually needed.  
Sometimes your doctor may also suggest using dilators to stretch the vagina if indicated. 
A surgeon can easily remove the central portion of an imperforate hymen but a transverse septum involves more complex surgery and may require you to undertake aftercare in the form of the use of vaginal dilators (see the vaginal dilation leaflet).  
Further information
The American College of Obstetricians and Gynecologists has identified additional resources on topics related to this document that may be helpful. You may view these resources at http://www.acog.org/More-Info/UterovaginalAnomalies.
These resources are for information only and are not meant to be comprehensive. Referral to these resources does not imply endorsement of the organisation, the organisation's website, or the content of the resource. The resources may change without notice.
If you have MRKH, you may find the following charities websites helpful:

MRKH Connect - https://mrkhconnect.co.uk
Living MRKH - https://livingmrkh.org.uk
 
Beautiful You – MRKH Foundation (US based) - https://www.beautifulyoumrkh.org
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