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Autoimmune polyglandular syndrome (APS) type | is a disorder that consists of three
primary diseases: hypoparathyroidism (HPT), adrenocortical insufficiency (ACl) and
chronic mucocutaneous candidiasis. Several other disorders may be associated.The
diagnosis of APS type | was made in a 16-year-old patient with HPT, Hashimato's
thyroiditis and ACI in our department. She has been observed for more than four
years for other possible endocrine and non-endocrine disorders.
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Various autoimmune endocrinologic insufficiencies are described as autoimmune
polyglandular syndrome (APS). The detection of autoantibodies against the
endocrinologic gland is definitive for the diagnosis; these antibodies choose the
normal gland as a target, and hypofunction develops over time'.

APS type | consists of three primary disorders: hypoparathyroidism (HPT),
adrenocortical insufficiency (ACI) and chronic mucocutaneous candidiasis;
several other disorders, such as gonadal failure, alopecia, thyroiditis,
malabsorption, vitiligo, chronic active hepatitis and kerotopathy may be
associated?®3. Type Il APS also consists of three primary disorders: insulin-
dependent diabetes mellitus, ACI and Hashimato's thyroiditis (HT)%.

The features of a case with type | APS are presented in this report.

Case Report

A 16-year-old girl was referred to Gazi University Hospital because of an
11-month history of fatigue, weakness and recurrent episodes of carpopedal
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Discussion

A rare disorder, type | APS is diagnosed when two or three of HPT, ACI and
mucocutaneous candidiasis are present. A number of endocrine and non-
endocrine autoimmune disorders such as gonadal failure, alopecia, autoimmune
thyroid disorder, vitiligo, chronic active hepatitis and keratopathy are associated
with this syndrome'-38,

The initial diagnosis of our case was HPT and goiter. HT was then diagnosed
by thyroid fine-needle aspiration biopsy and the patient's high level of thyroid
antimicrosomal antibody. In type | APS, HPT is the primary finding in 90 percent
of patients, and HT can be seen in 10 percent patients*€. Because of suspected
complaints we further investigated probable ACI. In one month glucocorticoid
deficiency and in six months mineralocorticoid insufficiency were found. ACI
can be seen in two-thirds of cases*. Glucocorticoid and mineralocorticoid
deficiences can be seen either at the same time as or flve years after presentation
with the disease*’. =

Gonadal failure is another finding that can be seen in type | APS, and women
are affected more commonly at older ages®. The gonadal functions of our patient
were considered to be normal.

The most common nonendocrine disturbances seen with this syndrome are
deformation of the teeth and nails and mucocutaneous candidiasis®. From the
patient's history we learned that she had once had white plaque in her mouth,
which could have been oral candidiasis, and her teeth were pigmented.

Cellular and humoral immune system disturbances have also been reported in
type | APS. High levels of immunoglobulin G and immunoglobulin E and lower
levels of immunoglobulin A may be seen''%'', The increased activity of
suppressor T-cells may be responsible for these immunoglobulin disturbances®!'.
However immunoglobulin levels and T lymphocyte subgroups were normal in
our patient, and she had anergy for candida antigen. '

It is possible that some autoimmune disorders other than HPT, HT, ACI and
endocrine or non-endocrine disorders could be seen at a later age with type
| APS. This fact should always be kept in mind during the chmcal follow-up of
patlents with APS.
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