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Denicja

A rare genetic endocrine disease characterized by early onset of severe intractable diarrhea and
intestinal malabsorption, followed by obesity and hormonal deciencies due to insucient
activation of several prohormones, resulting in hypocortisolism, hypothyroidism, diabetes
insipidus, hypogonadism, growth deciency, and diabetes mellitus. Extent and age of onset of
hormone deciencies are variable between patients.

Dane

Klasykacja
Podtyp etiologiczny

Synonimy
PCI deciency
Niedobór PCI

Kod ORPHA
71528

Kod OMIM
600955

Kod ICD10
E66.8

Kod ICD11
-

*Źródło

http://www.orpha.net/consor/cgi-bin/OC_Exp.php?lng=en&Expert=71528

