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ABSTRACT

Introduction: The Pickardt-Fahlbusch syndrome, very rare, is found in the group of endocrine syndromes
of interruption of the pituitary nail, resulting in tertiary hypothyroidism. The pathophysiology is not fully
elucidated, suggesting alterations of chromosomal orders. Case presentation: A 13-year-old female patient,
born in Gama - DF, was admitted to the emergency room of the Santa Maria Regional Hospital (HRSM)
with decreased level of consciousness associated with severe hypoglycemia, showing improvement after
reversal of hypoglycemia. Discussion: There is a higher prevalence of Pickardt-Fahlbusch syndrome in
males, with symptoms of severe hypothyroidism well present, requiring complementary tests: laboratory
and imaging. Once other causes are ruled out and diagnosis is made, therapeutic measures should be
initiated early, reducing the effects and complications of the absence of thyroid hormones, especially in the
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pediatric age group. Other characteristics may also be accompanied, masking the diagnosis, since alteration
occurs at the level of the pituitary nail, which induces other symptoms. Conclusion: It is essential, given
the various characteristics presented, to understand and study more about Pickardt's syndrome.

Keywords: Pickardt syndrome, Rare syndrome, Tertiary hypothyroidism.

1 INTRODUCTION

Pituitary nail interruption syndrome is a rare anomaly characterized by the presence of a thin or
absent pituitary peduncle, associated hypoplastic or aplastic anterior pituitary, and ectopic posterior
pituitary (PPE). It was first reported by Fujisawa et al. in 1987 (FUJISAWA I et al, 1987). It has a higher
prevalence in males with a male-to-female ratio between 2.3 and 6.9:1 (TAUBER M et al, 2005).

The pathophysiology is not fully known, however, it is observed the association of the picture with
the presence of chromosomal microdeletions, perinatal asphyxia in addition to genetic and environmental
factors of pregnancy as possible causes. (WANG W et al, 2015).

Pickardt syndrome is characterized by tertiary hypothyroidism that occurs due to disruption of the
portal veins between the hypothalamus and pituitary adeno. It is one of the variations of Pituitary Rod
Interruption Syndrome and is marked by deficiency of thyroid-stimulating hormone, hyperprolactinemia
and other deficiencies of pituitary hormones (GUTCH, 2014).

The clinical picture is marked by hormonal deficiencies generated by congenital hypopituitarism
and in childhood it is possible to observe growth retardation, as well as short stature, seizures and
hypotension. Delayed puberty may also occur. (R REYNAUD, 2011). It is possible to observe that the
increased incidence of this disease is due to advances in radiology, since the use of magnetic resonance
imaging in patients with suspected hypopituitarism increases the likelihood of early diagnosis and the
initiation of treatment. (WANG W et al, 2015).

Through this study we seek to evaluate the etiology, pathophysiology, clinical picture, diagnosis
and treatment of Pickardt Syndrome so that patients are effectively conducted, avoiding diagnostic errors
and preventing complications arising from late treatment. Presentation of the case
FRS, 13 years old, female, born in Gama - DF, was admitted to the emergency room of the Regional
Hospital of Santa Maria (HRSM) with decreased level of consciousness associated with severe
hypoglycemia, showing improvement after reversal of hypoglycemia. She reports recurrent hypotension
and hypoglycemia. It has short stature for age and delayed pubertal development. It brings laboratory tests
that showed a decrease in TSH and hyperprolactinemia. She was hospitalized for diagnostic elucidation,
and magnetic resonance imaging of the skull was requested, which showed: hypoplasia of the

adenohypophysis and ectopia of the neuropituitary gland with absence of the pituitary shaft.
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2 DISCUSSION

As mentioned above, Pickardt-Fahlbusch syndrome is defined by the triad: thin or interrupted
pituitary nail, adenohypophyseal aplasia or hypoplasia, and absence or ectopia of the neurohypophysis.
This pathology most often affects male patients and its incidence has increased due to technological
advances in diagnostic methods, such as magnetic resonance imaging and radiology as a whole, which has
improved the prognosis of the disease, since it allows an early management with the proper hormonal
therapy (BOLINELLI et al, 2021).

The referred syndrome, despite the increase in incidence, is rare, congenital, and its clinical picture
Is composed of symptoms of tertiary hypothyroidism, that is, that caused by hypothalamic deficiency in the
production of HRT and this is caused by the interruption of the portal veins between the hypothalamus and
the adenohypophysis (GUTCH et al, 2014). The signs and symptoms are related to low hormone rates,
which can generate panhypopituitarism. The clinic presents itself in the patient in the various phases of his
life and in childhood causes growth retardation, short stature, intellectual delay, hypotension and seizures.
In adolescence, the main clinical point is late puberty, that is, after 13 years in girls and after 14 years in
boys (GOSI; KANDURI; GARLA, 2019).

As previously pointed out, the diagnosis is made from the imaging of the pituitary and hypothalamus
with magnetic resonance imaging, in which you will observe the ectopic or absent neurohypophysis, the
absent or interrupted pituitary stem and a tiny adenohypophysis (BOLINELLI et al, 2021).

Finally, the prognosis is varied and depends on several factors, the main one being the speed of
diagnosis and the early treatment of hormonal changes (BAR et al, 2015). In addition, children with
Pickardt-Fahlbusch syndrome should be followed during their development and any intellectual delays,
growth retardation and/or other symptoms should be addressed individually according to what best benefits
the patient at the time, looking for adjacent causes and treating them. In addition, other etiologies, however
rare, should always be thought of as differential diagnoses, because if diagnosed, early treatment benefits
the patient and generates a good prognosis for the patient (ALALI; SAAD; KABALAN, 2020).

3 CONCLUSION

Pickardt syndrome is a variation of pituitary stem disruption syndrome, which consists of a rare
congenital syndrome described by tertiary hypothyroidism caused by disruption of blood flow from the
portal vessels connecting the hypothalamus and adenohypophysis. Other typical features besides the classic
tertiary hypothyroidism with low thyroid-stimulating hormone are high prolactin, short stature, growth rate
retardation, delayed puberty and altered metabolism (GUTCH et al., 2014).

An explanation for the descriptions of this congenital anomaly is that, due to the interruption of

blood flow from the portal vessels, there is a blockage of the thyrotropin-releasing hormone (TRH),
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endogenous reach the cells in the anterior region of the pituitary gland and consequently the release of TSH
is very low, leading to a low stimulation of the thyroid with consecutive hypothyroidism (PICKARDT et
al, 1972; GUYTON et al., 2017).

The identification of the syndrome and its early treatment influence both prognosis and quality of
life in patients with hypopituitarism and hypothyroidism (CHANDIO et al., 2020). Thus, the deficiency of
the action of the pituitary hormone leads to morbidities over the years.
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