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Hypothalamo-hypophysial disorders are considered to have poor quality of life and poor
prognosis due to complications when they are improperly treated. In order to establish evidence-
based clinical guidelines for the management of pituitary diseases, we aimed to re-construct the
systems for exploring the long-term surveillance of the patients with acromegaly, prolactinoma,
Cushing disease, hypopituitarism, vasopressin deficiency and adult growth hormone deficiency.
The case-report forms including the types of treatment, complications, self-dependency, quality
of life and survivals were obtained from the institutes of expert departments of endocrinology and
neurological surgery to ensure the high qualities of data. The other registry of the patients with
severe adult growth hormone deficiency treated with growth hormone replacement were set-up
in collaboration with the Foundation for Growth Science in Japan for exploring the long-term
safety and efficacy of growth hormone therapy.

During fiscal years of 2015-2016, we have collected clinical data of more than 600 cases and
have begun to assess the self-dependency of the patients and their quality of life. Consecutive
cases of acromegaly treated at the neurosurgical department revealed the 3 new cases of AIP
gene mutation out of 69 patients by genomic analysis. Two-hundred and fifty-two patients with
Cushing disease had been treated by the expert neurosurgeon and prognostic factors for the
better outcomes were determined. One center has treated 38 cases of Cushing disease during 10
years and 4 cases had been deceased. The causes of death were estimated as follows; septicemia
due to uncontrolled hypercortisolemia, sudden death after remission, heart failure and fetal

pituitary carcinoma. Patients with hypopituitarism had poor quality of life as assessed by Adult

6



Hypopituitary Questionnaire (AHQ), especially in women compared to men. More than 500
patient records were registered at the Foundation for Growth Science in Japan, including the
cases of post-marketing surveillance studies. About 2.4% of patients had developed the diabetes
mellitus during growth hormone replacement therapy. The incidence was similar to that of the
general Japanese population. In regard to the efficacies, 5-year of growth hormone replacement
therapy maintained the improved quality of life in patients with adult growth hormone deficiency.

The future research projects may utilize these data base and investigate the real long-term

surveillance of the patients with hypothalamo-hypophysial disorders.
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