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When you hear hooves, you should look for... zebras
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In 2005 a 21-year-old Caucasian woman diagnosed with 
hyperimmunoglobulinaemia D and periodic fever syn-
drome (HIDS), hypothyroidism, adrenal insufficiency, 
chronic hepatitis C, and chronic kidney disease (post 
kidney transplant due to renal amyloidosis) presented 
with goitre. The patient was previously treated with 
radioiodine twice (in 2001 and 2002) with no significant 
improvement regarding thyroid volume. The aim of 
this course of treatment was to reduce thyroid volume 

because the patient declined surgery. Anti-thyroid an-
tibodies were negative, and she was not hyperthyroid 
at that time. Fine needle aspiration biopsy (FNAB) was 
inconclusive.

Thyroid ultrasound (Fig. 1) was performed and 
revealed surprisingly non-homogeneous, mostly hy-
perechoic tissue with blurred gland margins. 

A CT scan of the neck (Fig. 2) revealed hypodense 
masses filling most of the capacity of both thyroid 
lobes and isthmus. Well-demarcated calcifications 
(predominantly peripheral) were present. There was no 
significant lateralisation of the trachea. Mass effect was 
slightly more pronounced on the right side. Figure 3 
shows a reconstruction of the thyroid with volumetric 
analysis of the lobes. Thyroid volume at the time of the 
CT scan was 152 mL.

Figure 2. A CT scan of the neck — notice hypodense amyloid 
masses filling most of the thyroid and well-demarcated 
calcifications (predominantly peripheral)

Figure 1. Thyroid ultrasound — notice blurred gland margins 
and non-homogeneous, mostly hyperechoic tissue

Figure 3. A CT scan of the neck with reconstruction of the thyroid 
and volumetric analysis of the lobes
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Fine needle aspiration biopsy was repeated, and 
positive Congo staining finally established the diagnosis 
as amyloid goitre secondary to HIDS.

The deposition of amyloid in the thyroid is more com-
monly observed in patients diagnosed with secondary 
amyloidosis than in those with primary amyloidosis [1].

While the presence of amyloid in the thyroid in the 
course of amyloidosis is not uncommon, the accumu-
lation is rarely pronounced enough to cause clinically 
apparent enlargement of the gland [1].

Amyloidosis is a complication of hereditary periodic 
fever syndromes, particularly FMF (Familial Mediter-
ranean Fever). Systemic amyloidosis occurred in 7.6% 
of FMF patients studied in Turkey, while only 0.27% 
developed amyloid goitre [2].

The incidence of amyloidosis secondary to HIDS is 
low — only six cases have been described [3].
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