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IVS biopsy indicate involvement of myocardium; the
dissociation between the PYP and the IVS biopsy re-
sults warrants further investigation. Another limita-
tion of the study is that mass spectroscopy was not
used to identify the other types of amyloid in the
excised aortic valves.

Considering that isolated valvular ATTR-CA is
more common and exists by itself or precedes
involvement of the myocardium, early initiation of
disease-modifying agents such as tafamidis may be
considered in these patients. Also, this study brings
up an important question as to whether early surgical
intervention in these patients can potentially delay
the progression of the disease process. Mortality in
patients with coexisting disease seems to be driven
by ATTR-CA and was not mitigated by valvular in-
terventions. Recent studies with improved screening
tools for ATTR-CA show better outcomes with valve
intervention (3). Hence, aortic valve replacement
should be considered in symptomatic patients with
ATTR-CA who have evidence of severe AS (3).

In conclusion, early diagnosis facilitated by
advanced, multimodality imaging can allow treat-
ment to be offered at an earlier disease stage of ATTR-
CA and severe AS. Patients with dual disease beyond
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AVR for severe AS can also be treated with thera-
peutics for ATTR-CA. Singal et al (11) showed that in
an elderly Indian population, the coexistence of car-
diac amyloidosis and severe aortic stenosis is not
uncommon, as detected by PYP imaging (9.4%). They
also demonstrated that there is a high prevalence of
isolated valvular amyloidosis in patients with severe
AS, the significance of which remains unknown.
Larger dual disease studies will help to understand
whether isolated valvular amyloidosis can lead to
increased morbidity and mortality; valve and/or am-
yloid specific therapies and valvular interventions
may benefit patients with concomitant disease and
can potentially calm the perfect storm.
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