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ABSTRACT

Amyloidosis cutis dyschromica is a very rare form of primary cutaneous amyloidosis characterized by prepubertal 
onset of hyper and hypopigmented spots and amyloid deposits in the papillary dermis. We report a case of a 
26 year old female with amyloidosis cutis dyschromica who presented with dyschromic skin since birth.
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INTRODUCTION

Amyloidosis cutis dyschromica (ACD) is a very rare 
form of primary cutaneous amyloidosis (PCA) with 
very few cases reported in literature.[1,2] PCA is a 
rare chronic progressive disease with deposition of 
amyloid in the skin without systemic involvement. 
ACD was first defined by Morishima in 1970.[3] 
It is characterized by hyper and hypopigmented 
spots, prepubertal onset and amyloid deposits in 
papillary dermis. We report a case of ACD in which 
the patient presented with dyschromic skin since 
birth and positive family history.

CASE REPORT

A 26‑year ‑o ld  female  presented wi th 
hyperpigmentation of skin since birth and 
progressively developed, hypo‑ and de‑pigmented 
spotty macules over the extremities and trunk 
during childhood. She was born to parents of 
second‑degree consanguineous marriage, with 
history of similar skin lesions in maternal uncle. 
Patient did not give any history of photosensitivity, 
blistering, itching or developmental delay.

General physical examination was normal. 
Cutaneous examination revealed diffuse 
hyperpigmentation with mottled spotty, well‑defined, 
de‑pigmented and hypopigmented macules ranging 
from pinpoint to 2 × 2 cm in size. Some of the 
de‑pigmented macules were atrophic [Figure 1]. 
Her face and abdomen was relatively spared with 
involvement of the extremities. Hair, teeth, nails 
and oral mucosa were normal. Ophthalmology 
and ENT assessments were normal. Systemic 
examination was unremarkable.

Histopathology of hypopigmented lesion showed 
atrophic epidermis with loss of rete ridges. The 
upper dermis revealed eosinophilic extracellular 
nodular deposits and mild perivascular 
aggregates of chronic inflammatory cells, of 
which lymphocytes predominate [Figure  2]. 
These eosinophilic deposits stained brick red 
with Congo Red stain [Figure 3].

Histopathology of the hyperpigmented lesion also 
showed eosinophilic deposits that stained brick 
red with Congo Red.

All other routine investigations were within normal 
limits.

With these findings, a diagnosis of ACD was made.

DISCUSSION

ACD is a very rare variant of PCD, first defined 
by Morishima in 1970.[3] It is characterized by 
i) mottled hyper‑ and hypo-pigmentation ii) little 
or no itching iii) pre‑pubertal onset and iv) amyloid 
deposits below epidermis.[3,4]

ACD must be differentiated from other causes 
of dyschromica including dyschromatosis 
universalis hereditaria, xeroderma pigmentosum 
and poikiloderma‑like amyloidosis.[3‑7] The former 
two conditions do not exhibit amyloid deposits in 
skin. The latter shows a similar clinical cutaneous 
picture as ACD but with additional features such 
as poikilodermic lesions, lichenoid papules, 
blisters, photosensitivity, short stature and 
palmo‑plantar keratoderma.[1]
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Figure  1: Multiple hypopigmented and depigmented macules over 
upper back with few atrophic lesions on left shoulder

Figure  2: Eosinophilic globular deposits of amyloid in papillary 
dermis (H and E, ×100)

Figure 3: Deposits showing positive reaction with Congo Red (×400)

The cause of ACD is unknown but genetic factors and sun 
exposure have been implicated. It has been proposed 
that genetic factors cause prolonged DNA repair in 
keratinocytes following UV damage.[2,4,8] The source of 
amyloid is unclear.[9] A possible cause may be phagocytosis 
of damaged keratinocytes by histiocytes or fibroblasts that 
produce amyloid material in the skin.[6,10,11] Keratinocyte 
destruction may lead to amyloid deposits derived from 
cytokeratin.[12]

Various modes of treatment have been used with variable 
results. Sun avoidance and protection, topical corticosteroids, 

keratolytics, dimethyl sulfoxide, capsaicin, and carbon dioxide 
laser have been tried.[13] However, systemic acitretin has been 
reported to have good response.[14]

This case differs from most other cases reported in literature due 
to presence of lesions since birth and atrophic de‑pigmented 
macules, although one case of atrophic depigmentation has 
been reported.[1]
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