
with the Morrow technique was performed on the patient. A total of 16 grams of
myocardium was removed from the basal interventricular septum, three II order
chordae tendineae were dissected from the AML and a mitral valve repair was per-
formed on the patient. The myocardium was reported to show the typical aspects of
infiltration; for this reason, a wide genetic analysis was performed which led to the
diagnosis of Anderson–Fabry disease (a hemizygous GLA mutation and a homozygous
MYBPC3 mutation). Therefore, specific enzymatic therapy was started. The genetic
analysis was extended to the patient’s relatives leading to the that the patient’s
brother and daughter were both carriers of the mutation. Starting in 2019, the pa-
tient began to develop symptoms of cardiac failure (mainly dyspnoea). An
echocardiographic investigation showed a moderate to severe aortic regurgitation, a
moderate mitral regurgitation, moderate left ventricular dilation, and pulmonary hy-
pertension. The patient’s case was submitted to the Heart-Team’s discussion: due to
the patient’s age and clinical conditions, heart transplantation was rejected and
medical therapy was decided to be the best option. In 2021 the patient presented
with worsening of clinical conditions including dyspnoea during daily activities (NYHA
III). An echographic investigation found severe mitral regurgitation with a dilated
and hypokinetic LV (EF 30%). The patient was hospitalized for decompensated HF:
the coronary angiography did not show CAD and the cardiac catheterization showed
low cardiac output without high vascular pulmonary resistances. After the Heart-
Team re-evaluation, we decided to perform a percutaneous correction of the mitral
regurgitation and in July 2021 Mitraclip implantation was performed on the patient
without peri- and post-procedural complications. At the 3-month evaluation the pa-
tient was in better clinical conditions with improvement in his functional status
(NYHA II). This patient is now continuing outpatient follow-up and we are considering
the possibility of a future transcatheter correction of aortic valve regurgitation.
Conclusions: we submitted this clinical report with the aim to show how, thanks to
the development of increasingly advanced diagnostic and therapeutic tools, it is
nowadays possible to manage these complex phenotypes and their complications.

325 Dealing with cardiac amyloidosis diagnosis: keep calm and use the
magnifying glasses!
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Methods and results: Case report— male, 71years old. Past medical history—arterial
hypertension, dyslipidemia, tobacco abuse. COPD on nocturnal CPAP therapy.
Rheumatic polymyalgia on steroid therapy. Previous unprovoked deep vein thrombosis
on anticoagulation with rivaroxaban. Bilateral carpal tunnel surgeries 8 years ago.
Spontaneous left biceps tendon rupture 4 year ago. IgA kappa monoclonal gammopathy
of undetermined significance (MGUS). Mild interventricular septum (IVS) hypertrophy
on echocardiography since 2018. In 2019 IVS was 18mm with granular sparkling ap-
pearance. In February 2020 he was hospitalized for initial heart failure and COPD
exacerbation. In 2021 he developed worsening dyspnoea. He underwent cardiological
evaluation in a spoke hospital and a cardiac magnetic resonance (CMR) suggested infil-
trative cardiomyopathy. Bone scintigraphy showed moderate cardiac uptake (Perugini
Score 2). Following haematological evaluation, fat pad biopsy was performed, and am-
yloid was detected on Congo red staining. Classification of the amyloid fibril protein
was not performed. Bone marrow biopsy, even though of suboptimal quality, was nega-
tive for amyloid and for plasma cellular infiltration. Bone marrow aspirate showed 11%
of plasma cells and multiple myeloma was therefore hypothesized. Recent medical his-
tory—he was evaluated in our Cardiac Amyloid Outpatient Clinic in May 2021. He was
symptomatic for dyspnoea (NYHA class III) and exercise intolerance, diffuse osteo-
muscolar pain, and extremities paresthesia. His blood pressure was on the low side of
normality with necessity of anti-hypertensive therapy downgrading. Signs and symp-
toms of hematological disease were not present. We required to analyse the fat pad
specimen in order to perform amyloid fibril protein typing; with immunoelectron mi-
croscopy, transthyretin (TTR) was identified as the amyloid fibrils precursor (no light
chains could be identified). We considered performing endomyocardial biopsy to ex-
clude the coexistence of ATTR amyloidosis and light chains (AL) amyloidosis in the
heart but, given the history, clinical picture, and fat pad biopsy results, we felt that
cardiac ATTR was the most probable diagnosis and we decided to proceed with a close
cardiological and haematological follow-up. TTR genetic testing is ongoing.
Conclusions: ATTR cardiac amyloidosis is an emerging cause of heart failure, espe-
cially with preserved ejection fraction, in the older population. However, these
patients frequently present with dysproteinemias and bone marrow abnormalities, up
to multiple myeloma, raising the issue of differential diagnosis between ATTR and AL
amyloidosis. According to the latest European Consensus Document, in the presence of
cardiac uptake at bone scintigraphy (Grades 1–3) and positive haematologic tests, his-
tological confirmation (usually cardiac) is necessary to subtype amyloid infiltration. In
our case, the patient had positive Congo Red-stained fat pad biopsy, but the typing of
the amyloid deposition was not performed. After referral to a Center with a Cardiac
Amyloid Outpatient Clinic with a specialized Pathology Unit, we could further proceed
with diagnostic workup and identify the amyloid deposition as ATTR; of note, fat pad

biopsy is positive in just 15–25% of ATTR amyloidosis. Moreover, close collaboration
with Hematology was necessary to assess the risk of AL amyloidosis and to provide a
close and targeted follow-up. Endomyocardial biopsy was not performed after consid-
eration of the various elements suggestive for ATTR cardiac amyloidosis, but the
patient will be evaluated periodically and closely to potentially reassess this decision.

332 Clinical and prognostic significance of junctional late gadolinium
enhancement in patients with non-ischaemic cardiomyopathy
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Aims: Pulmonary hypertension (PH) carries a poor prognosis in patients with non-
ischaemic dilated cardiomyopathy (NIDC). Cardiac magnetic resonance (CMR) with
late gadolinium enhancement (LGE) evaluation can identify myocardial abnormali-
ties. In particular, junctional LGE is already an established marker of adverse right
ventricular (RV) remodelling in patients with pre-capillary PH. This study sought to
assess the prevalence of junctional LGE by CMR in NIDC, its relationship with hemo-
dynamic parameters and, moreover, its prognostic significance.
Methods and results: Patients with NIDC who underwent right heart catheterization
(RHC) and CMR within 3months in a tertiary hospital were enrolled. Patients with acute
heart failure were excluded. Among others, RV and left ventricular (LV) volumes, junc-
tional LGE at CMR, pulmonary artery pressure (PAP) and pulmonary capillary wedge
pressure (PCWP) at RHC were tabulated. Pulmonary hypertension was defined accord-
ingly to current Guidelines (median PAP at RHC � 25mmHg). The primary endpoint
consisted of heart failure (HF) hospitalization during follow-up. A total of 188 patients
[median age 49 (SD 15), 71% males] were evaluated. At morpho-functional CMR evalua-
tion, most subjects (76%) had important systolic dysfunction (LV EF� 35%). Junctional
LGE was observed in 83 (44%) patients. Among patients with junctional LGE, 21 had LGE
confined only to the junctional region, while 61 had also mid-wall interventricular septal
stria and 21 a mid-wall stria in the lateral free LV wall. Patients with junctional LGE had
lower RV EF (49% vs. 56%, P< 0.001) and LV EF (27% vs. 30%, P¼ 0.012) when compared
to those without junctional LGE although no differences in LV and RV dimensions were
found. RHC showed PH in 83 patients (44%). Patients with junctional LGE showed a
worse hemodynamic profile in terms of PH (55% vs. 36%; P¼ 0.011) and increase in
PCWP (PCWP> 15mmHg in 60% vs. 42%; P¼ 0.015) compared to subjects without junc-
tional LGE. Among 79 patients with PH and PCWP> 15mmHg, 75 (95%) had a combined
post capillary and pre-capillary PH (diastolic pressure gradient �7mmHg). Univariate
analysis showed that junctional LGE was associated with a worse hemodynamic profile;
on multivariable model, RV EF was significantly associated with the presence of junc-
tional LGE (OR: 0.91; 95% CI: 0.87–0.96, P< 0.001). During a median follow-up of
58months, 33 patients (18%) died or underwent heart transplantation/ventricular assist
device implantation, 17% in the junctional LGE group vs. 18% among those without junc-
tional LGE. Thirty-eight patients (20%) had at least one episode of HF, 22 among
junctional LGE group and 16 in control group (27% vs. 15%, P¼ 0.056). When adjusted
for age, junctional LGE resulted a significant determinant of HF hospitalization (OR:
2.13, 95% CI: 1.02–4.44, P¼ 0.044).
Conclusions: Junctional LGE is detectable in almost half of NIDC patients and it is re-
lated to a worse haemodynamic profile, characterized by PH and elevated PCWP.
Moreover, after adjustment for age, it was a significant determinant of HF hospitali-
zation during follow-up in our population. Junctional LGE can therefore represent a
useful prognostic tool, as marker of adverse ventricular remodelling likely related to
ventricular interdependence.

641 Left ventricular non-compaction as a distinct cardiomyopathy or a
phenotypic feature: a case report
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Simona De Vecchi1,2, and Giuseppe Patti1,2
1Dipartimento di Medicina Traslazionale, Università del Piemonte Orientale, Novara, Italy,
and 2Dipartimento Cardio-Toraco-Vascolare, AOU Maggiore della Carità, Novara, Italy

A 71-year-old male with no cardiovascular risk factors and a history of two uninvesti-
gated episodes of loss of consciousness one year before, presented in our
department to undergo a treadmill exercise stress test in relation to inverted T
waves in V5-V6 on his basal ECG and frequent ventricular extrasystoles (PVCs). The
stress test was positive for inducible ischemia, with a significant depression of the
ST-segment in the lateral lead. A transthoracic echocardiography revealed normal
thicknesses and volumes of the left ventricle (LV) with a dyskinesia of the lateral
wall and a mildly reduced ejection fraction (EF) up to 46%. Epicardial surface was
unremarkable. Next, a coronary angiography showed no critical obstruction in the
epicardial coronary arteries. In order to further investigate the frequent PVCs and
the reduction of the LV systolic function, a cardiac magnetic resonance (CMR) with
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