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Primary Amyloidosis

= Amyloidosis is an uncommon disease characterized
by extracellular protein deposition and is associated
with severe damage to affected organ systems.

= Typically amyloidosis is associated with a plasma cell
dyscrasia in the bone marrow which leads to
increased abnormal protein production.

= Systemic distribution is more common, but
occasionally localized amyloidosis is noted in a single
organ system.

= The most common sites of localized amyloidosis are
the urinary bladder, skin, colon, nasopharynx or
orbit.

Case Description

* We present the case of a 75 year old female with
localized primary amyloidosis of the breast.

e Screening mammography was suspicious for
coarse, heterogeneous calcifications over a span
of 2cm.

* Breast biopsy was performed and revealed
normal breast tissue with amyloid deposits.
These were confirmed by congo red stain.

e Qutside testing showed AL amyloid subtype.

* The patient underwent SPEP, bone marrow
biopsy, and monoclonal protein study, which
were unrevealing and not consistent with plasma
cell dyscrasia.

* Cardiac workup was also negative and did not
show evidence of cardiac amyloidosis.

* The patient underwent surgical resection with
lumpectomy; no indication for adjuvant therapy.

Mystery Mammogram: Localized Primary
Amyloidosis of the Breast
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Fig.1: Diagnostic mammogram
showing 2cm cluster
calcifications located in the
upper outer quadrant of the
right breast.

Fig.2: Congo red stain shows
protein depositions and
surrounding breast tissue with
no evidence of malignancy.

LABORATORY DATA

Cardiac/Metabolic CBC 14.4

NT pro-BNP 333pg/ML (0-450pg/ML) :

CK 30 lu/L 5.8 222
AST 15/ALT 13 47.1

Echocardiogram
Normal LV wall thickness, normal systolic function with EF of
51%. There was no evidence of atrial enlargement,
dysmotility, or septal hypertrophy.

Bone marrow biopsy
Trilineage hematopoiesis with appropriate cellularity for age
(about 25%). No significant marrow fibrosis or restricted
CD4/CD8 expression was noted. CD-138 highlighted scattered
plasma cells expressing both kappa and lambda light chains,
accounting for ~5% of cellular element. Flow cytometry
revealed no monoclonal plasma cell population.

DISCUSSION

This case highlights an unusual presentation of amyloidosis
which is typically a grave diagnosis affecting multiple organ
systems. Our patient’s incidental mammography finding was
consistent with a primary, local protein deposition which was
confirmed to be AL subtype on further testing. The absence of
a hematologic source or systemic findings allowed for definitive
management of her disease with surgical resection, in this
case, lumpectomy.

Over half of breast amyloid cases present with concurrent
hematologic malignancy, which was not seen in this case.
While our patient required no further treatment, this is
atypical for most cases of amyloidosis. Only after extensive
systemic workup to rule out any evidence of systemic disease
was the patient able to undergo definitive surgical
management.

We highlight this case in part to discuss the exhaustive workup
of amyloidosis due to the rarity of primary localized disease,
including:

* Cardiac testing: NT-BNP, EKG, echocardiogram.

* Hematologic workup: CBC, immunoglobulins, SPEP with
IFE, monoclonal proteins (K/L and free light chain ratio),
bone marrow biopsy.

*  Other studies: UPEP with IFE
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