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Cutaneous sarcoidosis and Cutaneous sarcoidosis and 
macular amyloidosis occurring at macular amyloidosis occurring at 
the same sitethe same site

Sir,
Sarcoidosis is a multisystem disorder of 
unknown etiology histologically characterized by 
non-caseating epithelioid cell granulomas. Primary 
localized cutaneous amyloidosis shows deposition 
of amyloid in apparently normal skin with no 
evidence of systemic amyloidosis. The association 
of systemic sarcoidosis and amyloidosis has been 
reported.[1-3] However, the association of macular 
amyloidosis, a clinical subtype of primary localized 
cutaneous amyloidosis with cutaneous sarcoidosis 
is rare.[4]

A 54-year-old woman presented with a history of 
hyperpigmentation of the skin of her upper back and 
the extensor aspect of her forearms for 7–8 months. 
The pigmentation started with a burning sensation 
followed by the development of raised skin colored 
lesions over 3–4 months. There were similar lesions 
on the shins. Clinical examination revealed multiple, 
skin - colored, discrete papules and plaques on a 
background of hyperpigmentation on the sun exposed 
areas of the upper back and the extensor aspects of 
forearms. The skin underlying and surrounding 
these lesions showed rippled pigmentation [Figure 
1a and b]. Similar lesions were present on the 
shins. In addition, three, discrete, dull red, 1 cm × 

1 cm papules were present on the chest. Systemic 
examination was non-contributory. Skin biopsy 
from hyperpigmentation of the upper back showed 
homogeneous, eosinophilic amyloid deposits in the 
papillary dermis [Figure 2]. Biopsy from a papular 
lesion with underlying pigmentation showed naked 
epithelioid cell granulomas and giant cells with a 
few lymphocytes in the superficial and mid-dermis, 
within the areas where amyloid was deposited. 
Melanophages were also seen in the papillary dermis 
[Figure 3]. The presence of the amyloid material was 
confirmed by Congo red stain.

Based on the above findings, the diagnosis of cutaneous 
sarcoidosis and cutaneous amyloidosis occurring at the 
same location was made. Complete hemogram, serum 
calcium, angiotensin converting enzyme levels and 
24 h urine calcium levels were within normal limits. 
Mantoux test (with 5 units of PPD) was positive. Chest 
X-ray and electrocardiogram were normal. Pulmonary 
function test showed mild restriction of forced vital 
capacity.

Among the three known subtypes of primary localized 
cutaneous amyloidosis, macular and lichenoid are 
the most common presentations. The histopathology 
of macular amyloidosis typically reveals deposition 
of globular, amorphous eosinophilic material 
within the dermal papillae. Scattered apoptotic 
keratinocytes are also seen and this is believed to 
be the source of the amyloid material which reacts 
with anti-keratin antibody.[4] The etiopathogenesis of 
this amyloid deposition remains unknown though 
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Figure 1: Rippled pigmentation with skin colored papules on the (a) back and  (b) forearms
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Figure 2: Amorphous amyloid deposits in papillary dermis 
(H and E, ×400)

Figure 3: Sarcoidal granuloma surrounded by homogeneous 
amyloid deposits (H and E, ×200)

fibrillar body theory and secretory theory have been 
proposed.

The exact etiopathogenesis of cutaneous sarcoidosis 
occurring in the same area as cutaneous amyloidosis 
is not clear. However, apoptotic keratinocytes often 
seen in macular amyloidosis may provide cutaneous 
dendritic cells with a rich source of autoantigens to 
initiate an autoimmune responses.[5] The occurrence 
of a sarcoid granuloma at the site of macular 
amyloidosis is likely to be an autoimmune response, 
or this could be a coincidental association of the two 
diseases.
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