Explain why a woman who has hydrocephalus or a space-occupying lesion of the CNS may also develop primary amenorrhea.

Firstly, it is important to differentiate between primary and secondary amenorrhea.

Primary Amenorrhea- is the failure of menarche by age of 16 with no or poorly developed secondary sex characteristics. (McCance, 2006). The incidence of  primary amenorrhea  is less than 1% (www.mayoclinic.com).  Key contributing factors may include:

1) Chromosomal abnormalities- 

2) Problems with the hypothalamus – functional disorders such as eating disorders, excessive exercising, physical and psychological stress or tumor

3) Pituitary disease-tumor, invasive growth

4) Lack of reproductive organs – occurs at fetal development

5) Abnormal structure of the vagina – obstruction that may prevent visible menstrual bleeding (www.mayoclinic.com).

Secondary amenorrhea -  absence of menstruation for greater than 3 cycles in women who have menstruated previously. 

A search of Medline (1950 to 2008) resulted in 7 articles, 3 written in English and two obtainable as full text.   Searching PubMed also proved to be equally unsuccessful. 

Primary amenorrhea as a result of hydrocephalus is very rare. Brents, Milsom, and Furneaux (2007) noted that this type of condition has been associated with precocious puberty, secondary hypothyroidism, and abnormalities in growth hormones.  Little is known how hydrocephalus causes endocrine disturbances however it is felt that dilatation of the third ventricle in hydrocephalus results in distention of the “periventricular and medial basal regions of the hypothalamus” (p. 902). This region is the site for gonadotropin-releasing hormone therefore it is thought that there is a subsequent disruption to the release of this hormone as a result of the pressure exerted from the ventricle on the hypothalamus. This also results in the altered release of luteinizing hormone leading to amenorrhea resulting in delayed puberty.  

Specifically, Brent, Milsom, and Furneaux (2007) discussed the case of a young 17.6 year old women with primary amenorrhea. Her hormone levels were obtained and demonstrated low normal values for TSH, T4, PRL, testosterone, LH, and FSH. After ruling out the usual problems of delayed puberty, they decided to perform an MRI of her brain. The findings of the MRI noted “the presence of ventriculomegaly with prominent dilatation of the lateral, third, and fourth ventricles” (p. 901). They noted that the pituitary stock was minimally distorted as well neither the hypothalamus nor the posterior pituitary  showed evidence of lesions. The diagnosis was determined to be “arrested communicating hydrocephalus” (p.901). Interestingly they measured her head circumference and compared it to her mother’s. She measured within the 98% while her mother measured in the 50th percentile. Her only reported symptom of pain was occasional severe headaches.  She had a ventriculostomy performed and within three months she had a spontaneous period and breast development continued.  A ventriculostomy is a “surgically created opening in the floor of the third ventricle to allow the CSF to flow directly to the basal cisterns, thereby shortcutting any obstruction” (www.wikipedia.com). 
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