PHOTO CHALLENGE

Nonblanchable Violaceous Macules

of the Periorbital Skin

What'’s the diagnosis?

A 71-year-old white woman presented with nonblanchable, violaceous, monomorphic
macules involving the bilateral periorbital skin, upper chest, upper arms, and dorsal
forearms of 1 year’s duration. Skin and bone marrow biopsies were performed.
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Photo Challenge

The Diagnosis: Primary AL Amyloidosis

he patient initially presented with bruis-
| ing around the eyes. She noted character-
istic “easy bruising” after minor trauma.
Serum protein electrophoresis demonstrated
an elevated IgG « level of 1.4 g/dL (reference
range, 0.61-1.04 g/dL) with normal IgA and IgM.
Skin biopsy revealed focal amyloid deposition in
the dermis (Figures 1 and 2). Liquid chromatog-
raphy tandem-mass spectrometry performed on
peptides extracted from Congo red—positive areas
of paraffin-embedded specimen identified peptides
representing immunoglobulin k light chain variable
region 1, favoring AL k-type amyloid deposition.

A bone marrow biopsy revealed plasma cell dys-
crasia with 15% plasma cells but was negative for
amyloid. A fine-needle fat-pad biopsy also was
negative for amyloid. Systemic amyloid involve-
ment was evaluated with a 24-hour urine collec-
tion but was negative for light chain proteinuria and
albuminuria. A complete osseous survey was nega-
tive for focal lytic or sclerotic lesions, ruling out
multiple myeloma. Echocardiogram and liver
function tests were normal. We concluded that
this patient exhibited a rare case of primary
AL amyloidosis due to plasma cell dyscrasia with
only cutaneous involvement. The patient was not a

Figure 1. Amorphous eosinophilic clefted deposits in the
dermis (H&E, original magnification X100).
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Figure 2. Apple green birefringence consistent with
amyloidosis (polarized Congo red, original magnifica-
tion x100).

candidate for stem cell therapy because she was older
than 70 years. She was initiated on several cycles
of melphalan with dexamethasone by a collaborating
oncology team.

The amyloidoses are a group of diseases that re-
sult from the extracellular deposition of insoluble
fibrils in various organs. Amyloidosis can occur pri-
marily from a plasma cell proliferative process or
secondarily from a chronic inflammatory process.
Light chain (AL) amyloidosis is the most common
form of primary systemic amyloidosis. In AL amyloidosis,
an immunoglobulin light chain or a fragment of a light
chain is produced by a clonal proliferation of plasma
cells, with plasma cell dyscrasia typically ranging from
5% to 10%.! Rarely, amyloidoses may present primar-
ily as cutaneous lesions, as in this patient, which would
warrant an evaluation for systemic involvement.

Skin biopsy was the key to diagnosis, as prior bi-
opsy of bone marrow and fat-pad failed to demonstrate
amyloid protein. Further analysis with mass spectrom-
etry was used in conjunction with Congo red staining
to increase the sensitivity and specificity of detecting
overexpressed light chains. Recognition of the limited
differential diagnosis of pinch purpura and appropri-
ate processing of the biopsy specimen allowed diagno-
sis. The patient improved with cycles of combination
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