 A Case Report of Mayer-Rokitansky-Küster-Hauser syndrome accompanied with growth hormone deficiency and Hypothyroidism.
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Mayer-Rokitansky-Küster-Hauser Syndrome (MRKH) is a very rare congenital syndrome that affects the female reproductive system. It is an autosomal dominant inherited disease, characterized by an abnormal development of vagina and uterus. Due to this underdevelopment or absence of uterus, females express Uterus Factor Infertility. MRKH syndrome manifests clinically with endometriosis, amenorrhea and urinary tract infections. Occasionally the MRKH syndrome can be associated   with other syndromes such as Turner, Vacterl, TAR and Silver Russell. In this particular presentation, we present a rare incident case in which the MRKH syndrome coexists with growth hormone deficiency and hypothyroidism. The coexistence of those 3 morbidities has not been reported so far in current literature.
CASE
A 7-year-old and 9-months female was referred to the outpatient clinic for short stature and decreased growth rate (2.8cm/year).
Clinical examination revealed that she had a height of 111 cm (HSDS-2.67) and Tanner Stage: I (Breasts-pubic area).
Prenatal history reported an uneventful pregnancy of 37 weeks, delivery by caesarean section and Body weight and height: 2640 gr and 48 cm respectively.
Her past history reported a congenital left single kidney and frequent episodes of urinary tract infections. 
Lab investigation excluded chronic diseases such as hypothyroidism celiac disease and Turner’s syndrome (Karyotype 46xx). 
Growth hormone stimulation tests were performed and   severe GH deficiency was found (Higher growth hormone value below 3 ng/ml (2.7 ng/ml).Pituitary MRI was normal.
An upper and lower Abdominal ultrasound was performed which showed that uterus and ovaries were not clearly identified in their anatomical position.
These findings were confirmed with MRI of lower abdomen where uterus, 2/3 of vagina and ovaries were not identified. 
The patient was treated accordingly with growth hormone, showing an excellent response to treatment. One year after the beginning of the treatment, she developed Hypothyroidism and was placed on thyroxine therapy with excellent response.
At present, at the age of 10 years old she continues treatment with growth hormone and thyroxine having a remarkable response to it.
To be mentioned that since her initial syndrome diagnosis she has been continuously provided with gynecological and psychological support.
CONCLUSIONS
The rarity of coexistence of this specific syndrome with individual growth hormone deficiency is of particular clinical interest, as it is to our knowledge, the first reported case and which showed an excellent response to the treatment.
Additionally, so far in the literature there has been only a reference to the coexistence of the MRKH with endocrine disorders as we have previously reported a case of MRKH syndrome with PSIS (pituitary stark interruption syndrome).                                                                                            In our opinion attention is needed for an underlying coexistence of endocrine disorders in patients with MRKH syndrome.
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