Careful physical exam seeking other potential organ involvement e.g. proteinuria, periorbital purpura

Biopsy of selected cardiac or non-cardiac tissue (stomach fat, rectal or oral mucosa)

Biopsy positive:
AMYLOIDOSIS CONFIRMED

/\

Where feasible, special stains such as immungold Special stains unavailable

Serum urine IFE, FLC assay, cTnT,
NT proBNP, Bone marrow biopsy

/\ All negative

One or (usually) more positive |

Amyloid type confirmed Genetic testing for mutant TTR or ApoAl

TTR AL Amyloidosis Negative

Positive

Genetic testing for mutant TTR Quantify light chains (as baseline for follow-up) and exclude Familial Probably SSA
/\ concomitant myeloma Therapy as below
Positive Negative \
| \ AL amyloidosis
Familial amyloidosis SSA Chemotherapy and supportive therapy.

Supportive therapy. Supportive therapy.
Assess for liver transplant and need
for cardiac transplant

Figure 8. Flow diagram outlining the evaluation of a patient with suspected cardiac amyloidosis. Clinical evaluation may reveal clues that strengthen the likelihood of
amyloidosis, but a tissue diagnosis is mandatory. Although special staining of the biopsy may confirm the type of amyloid, further workup of AL amyloid is required to
exclude myeloma and to quantify free light chains. Ifthe biopsy stains positive for transtimmunofixation electrophoresis; FLC, free-light-chain assay; SSA, senile systemic
amyloidosis; and TTR transthyretin.



