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The First Impression

Introduction

Clinically, this malformation of the female genital organs 
presents:

a rudimentary solid bipartite uterus with 
solid vagina 
Sometimes associated malformationsSometimes associated malformations
(uterus bipartitus solidus rudimentarius cum vagina solida)
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septate bicornuate

Causes of uterine malformations 

Failure of the development or incomplete fusion of Mullerian ducts -
the facilities of the uterus, cervix and upper vagina 

Period between the 10th and 17th embryonic weeks 

Exact causes for this malformation are still not known

Familial clusters often observed 

Manifestation of malformations according to time of 
pregnancy

CRL

Schmid-Tannwald I, Hauser GA GebFra 37: 386; 1977



First descriptions of “MRKH”

1829 Mayer - Bonn anatomist and physiologist Mayer

1938 Rokitansky – reported one case

1910 Kuester - first time summarized and collected individual cases 
from the literature in a review paper

1961 Hauser - 21 Case Descriptions on live patients (MRKH-
Syndrome)

Classification of
AFS                                   Acien

Classification of MRKH

Schmid-Tannwald/ Hauser 1977 & Duncan 1979



VCUAM-Classification

Vagina

Cervix

Uterus

Adnex

Malformations associated

“analogous to the TNM classification of oncological tumors ”
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Classification of the Mayer–Rokitansky–
Küster–Hauser (MRKH) syndrome



Assoziierte Fehlbildungen - MRKH

Oppelt et al, Clinical aspects of MRKH-Syndrome. Hum Reprod 03-2006

Essential examinations

Chromosome analysis

[Diagnostic laparoscopy]

Hormone status (LH, FSH, E2)

Renal ultrasonography

Recommended additional 
examinations

Ultrasound of the vaginal vestibule, rectum

MRI of the kidneys, small pelvis (or alternatively intravenous 
pyelography)

Ovarian biopsy



Principal symptoms for supplementary 
examinations to clarify associated 
malformations

Symptoms Diagnostic clarification

Urinary incontinence Urodynamics

Quick exhaustion Myography, echocardiography

Skeletal malformations Radiography, computed tomography if 
appropriate

Hearing loss Audiography


