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ABSTRACT: Cardiac sarcoidosis is an infiltrative cardiomyopathy that results from granulomatous inflammation of the myocardium 
and may present with high-grade conduction disease, ventricular arrhythmias, and right or left ventricular dysfunction. Over 
the past several decades, the prevalence of cardiac sarcoidosis has increased. Definitive histological confirmation is often 
not possible, so clinicians frequently face uncertainty about the accuracy of diagnosis. Hence, the likelihood of cardiac 
sarcoidosis should be thought of as a continuum (definite, highly probable, probable, possible, low probability, unlikely) rather 
than in a binary fashion. Treatment should be initiated in individuals with clinical manifestations and active inflammation in 
a tiered approach, with corticosteroids as first-line treatment. The lack of randomized clinical trials in cardiac sarcoidosis 
has led to treatment decisions based on cohort studies and consensus opinions, with substantial variation observed across 
centers. This scientific statement is intended to guide clinical practice and to facilitate management conformity by providing 
a framework for the diagnosis and management of cardiac sarcoidosis.
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Cardiac sarcoidosis (CS) is an infiltrative cardiomyop-
athy that results from granulomatous inflammation 
of the myocardium. Common presentations include 

high-grade conduction disease, ventricular arrhythmias 
(VAs), or left ventricular (LV) dysfunction. Accurate diagno-
sis is challenging because of the diverse and nonspecific 
presentations. The combination of multimodality imaging 
and multidisciplinary collaboration is needed to estimate 
the likelihood of an individual having CS.

Given the morbidity and mortality associated with 
cardiac involvement of sarcoidosis, timely and accurate 
diagnosis to enable prompt tailored management is 
essential. However, as a result of the lack of randomized 
clinical trials in CS, diagnostic and treatment strategies 
are based on cohort studies and consensus opinions. A 
recent survey of participants who treat CS found sub-
stantial variation in approach, particularly with regard to 
treatment,1 underscoring the need for a scientific state-
ment to guide clinicians. Although unanimous consensus 

on all elements was not possible, we aimed to deliver the 
highest level of agreement possible. This scientific state-
ment provides a practical resource for clinicians on the 
diagnosis and management of individuals with CS.

PATHOPHYSIOLOGY AND EPIDEMIOLOGY
The exact cause and pathophysiology of sarcoidosis 
remain incompletely understood. The most common 
hypothesis involves environmental exposure (including 
mold, insecticides, or silica dust) to an unknown antigen 
in the context of genetic predisposition.1–3 Genome-wide 
studies have demonstrated a genetic susceptibility re-
lated to the HLA class II alleles, with increased risk of 
developing sarcoidosis in individuals with a family history 
of sarcoidosis.3

There is a dysregulated T-cell immunological 
response2,3 with activation of type 1 T-helper cells and 
upregulation of cytokines and chemokines, including  
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interferon-γ, tumor necrosis factor-α, transforming 
growth factor-β, interleukin-2, interleukin-12, and 
others.4,5 The regulatory T-cell response is impaired, 
resulting in persistent local effector T-cell response 
to tissue antigens.3 The immune system dysregula-
tion ultimately leads to activation of macrophages 
and formation of nonnecrotic inflammatory (so-called 
noncaseating) granulomas that may be observed in 
almost any organ system, including the heart. There 
is an active inflammatory phase that can progress to 
a fibrotic phase, both of which may contribute to car-
diac dysfunction. Studies have shown an association 
between HLA class II alleles and the risk of develop-
ing sarcoidosis6,7 and the severity of disease.8

The incidence and prevalence of sarcoidosis vary by 
region, sex, and race. In the United States, systemic sar-
coidosis has a prevalence of 35.2 cases per 100 000 
population with clustering on the East Coast near urban 
areas9 and with higher incidence and prevalence in Black 
Americans.10 The prevalence of systemic sarcoidosis is 
higher in women compared with men.11 Likely related to 
growing awareness and diagnostic advances, the preva-
lence of CS, in both patients with known systemic sar-
coidosis and those with new sarcoidosis diagnoses, has 
increased over the past several decades. For example, 
there has been a 20-fold increase in the annual detec-
tion rate of CS in Finland between 1988 and 2012,12 
with a prevalence of clinically manifest CS of 14 cases 
per 100 000 population.2 There appears to be racial 
variation in cardiac involvement; CS is particularly preva-
lent in the Japanese population.13 Furthermore, the clini-
cal phenotype of CS appears to vary by race and sex, 
with symptomatic heart failure (HF) more common in 
Black individuals compared with White individuals and 
in women compared with men, whereas VAs have been 
reported to be more frequent in men than in women.14

CLINICAL PRESENTATION
Classic Manifestations
In individuals with systemic sarcoidosis, the lung is the 
most frequently involved organ, affected in up to 90% 
of cases. Although ≈20% of patients with systemic sar-
coidosis referred for imaging have cardiac involvement, 
clinically manifest disease is encountered in only ≈5%.15  
Certain clinical scenarios raise “red flags” that should 
prompt evaluation for CS. These include unexplained high-
grade atrioventricular block in an individual <60 years 
of age, unexplained VA, or echocardiographic findings, 
including reduced LV ejection fraction (LVEF), regional 
wall aneurysm, or basal septal thinning in the absence of 
coronary artery disease or another explanation. Labora-
tory data can be helpful because sarcoidosis may pres-
ent with hypercalcemia due to increased production of  
1,25-dihydroxyvitamin D by activated macrophages.

The clinical presentation of CS depends on the loca-
tion, extent, and activity of the myocardial granulomatous 
infiltration. For example, individuals with involvement 
of the basal interventricular septum are more likely to 
present with heart block, whereas subjects with exten-
sive replacement myocardial fibrosis are more likely to 
develop ventricular systolic dysfunction and HF. Similarly, 
the presence and extent of myocardial granulomatous 
scar are strongly associated with the occurrence of VA, 
with right ventricular (RV) involvement being associ-
ated with increased VA risk.16 A substantial proportion 
of patients diagnosed with CS will present with cardiac 
manifestations as their presenting organ of involvement, 
with ≈49% to 65% initially presenting without clinically 
evident extracardiac involvement.12,17

On comprehensive evaluation, the majority of indi-
viduals with CS will demonstrate systemic involvement, 
underscoring the need to perform a thorough organ 
assessment.18 In a small number of cases, truly isolated 
CS can occur in the context of subclinical or later diag-
nosed extracardiac disease19; however, reported rates 
of clinically isolated CS are unreliable because of varia-
tion in diagnostic strategies and confirmation.12,20–22 It 
is important to note that in cases of clinically isolated 
CS, other causes for the cardiac presentation must 
be excluded, notably inherited cardiomyopathy, as dis-
cussed later.23,24

DIAGNOSIS
Diagnostic Modalities
Electrocardiography and Echocardiography
Given the wide differential diagnosis, confirmation of CS 
can be challenging. ECG and echocardiography have 
limited sensitivity but can provide clues to the presence 
of CS. On ECG, nonspecific findings may include con-
duction delay, AVB, fragmented QRS complexes, and 
right or left bundle-branch block. Ambulatory electrocar-
diographic monitoring may increase suspicion for CS if 
frequent premature ventricular contractions, high-grade 
conduction abnormalities, or VAs are present.

Echocardiography may demonstrate reduced LVEF, 
regional wall aneurysm, basal septal thinning, and abnor-
mal global longitudinal strain.25,26 Despite limited sensi-
tivity and specificity, echocardiography can be useful for 
screening for CS and serial monitoring because of its 
wide accessibility and low cost. However, individuals with 
CS may have both normal ECG and normal echocardiog-
raphy; thus, cardiac magnetic resonance (CMR) imag-
ing and fluorine-18 fluorodeoxyglucose (FDG)–positron 
emission tomography (PET) are the fundamental imag-
ing modalities for accurately diagnosing CS (Figure 1). 
Furthermore, fusion of cardiac FDG-PET and CMR 
images may be helpful when both the software and clini-
cal expertise are available.
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Cardiac Magnetic Resonance Imaging
CMR is a high-spatial-resolution technique used to localize 
and quantify areas of late gadolinium enhancement (LGE) 
as a marker of myocardial involvement from sarcoidosis.

Gadolinium is an extracellular contrast agent with 
rapid washout from normal myocardium but slow wash-
out from areas of fibrosis and inflammation, resulting in 
LGE within the expanded extracellular space.27

With clinical criteria used as the reference and non-
ischemic LGE patterns used as the definition of a positive 
case, CMR had a high sensitivity (95%) and specificity 
(85%) for the diagnosis of CS in a meta-analysis of 17 
studies and 1031 individuals.28 It is important to note 
that myocardial LGE also carries significant prognostic 
value as the strongest predictor for all-cause mortality 
and sustained VA among individuals with known or sus-
pected CS.16

Myocardial LGE can occur because of sarcoidosis-
related inflammation or fibrosis/scar. In a systematic 

review and meta-analysis of gross pathological heart 
images of individuals with histologically diagnosed CS, 
certain common locations of CS involvement were iden-
tified (Figure 1): LV subepicardial, septal, LV multifocal, 
or RV free wall involvement was observed in >90% of 
cases (pathology-frequent features); other features such 
as the absence of gross myocardial involvement, isolated 
LV midmyocardial involvement, isolated LV subendocar-
dial involvement, and the absence of septal involvement 
were rare or absent (pathology-rare features).29

When the CMR correlates of these gross pathological 
findings were subsequently validated in 504 individuals 
with biopsy-proven extracardiac sarcoidosis,30 the prev-
alence of pathology-frequent LGE was 20.4% and of  
pathology-rare LGE was 11.5%. The remaining individuals 
had no evidence of myocardial LGE, including a subset with 
reduced LVEF (10.5%). It is remarkable that pathology-
frequent LGE was associated with a high risk of arrhyth-
mic events independently of LVEF and extent of LGE. 

Figure 1. CMR and corresponding PET findings by progression of disease.
Phenotypes and typical clinical presentation(s) based on cardiac magnetic resonance (CMR) and positron emission tomography (PET) imaging 
findings in patients with suspected cardiac sarcoidosis. Red and black arrows highlight the location of late gadolinium enhancement (LGE) and 
fluorodeoxyglucose (FDG), respectively. PET–magnetic resonance (MR) images were fused offline with commercial software (MIMvista Corp, 
Cleveland, OH). LV indicates left ventricular.
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On the other hand, the absence of pathology-frequent  
LGE was associated with a low risk of arrhythmic events, 
even in the presence of LGE or abnormal LVEF.30

These data reinforce the concept that the pattern of 
LGE can be used to better understand the likelihood of 
having CS and that certain patterns are more likely to be 
associated with adverse prognosis. However, there are 
no patterns of LGE that are sufficient for the diagnosis 
CS; thus, even when patients have pathology-frequent 
LGE, cardiac or extracardiac tissue confirmation may still 
be helpful because other processes (eg, giant-cell myo-
carditis) may have CMR findings indistinguishable from 
CS.31 Furthermore, CMR interpretation may be subject to 
interreader interpretation due to nonspecific findings for 
CS.32 Last, the absence of LGE does not fully exclude CS 
because early cardiac involvement may exist before the 
presence of LGE on imaging.

A practical advantage of CMR compared with car-
diac FDG-PET is that patient preparation before the test 
(discussed later) is not needed. CMR also offers a high 
negative predictive value (both to rule out disease and to 
identify patients who have a low event rate) and can be 
useful in evaluating for competing causes (eg, arrhyth-
mogenic RV cardiomyopathy, myocarditis, prior myocar-
dial infarction). Although CMR and FDG-PET modalities 
are considered complementary, there are center-specific 
variations in practice, but in general, CMR is frequently 
the initial test for evaluating individuals with low clinical 
suspicion for CS, whereas both CMR and FDG-PET may 
be pursued simultaneously when the pretest probability 
for CS is higher.33

Cardiac PET
FDG-PET is an integral tool in the evaluation and man-
agement of CS. FDG-PET is generally performed in con-
junction with CMR to assess disease activity and monitor 
treatment response. FDG-PET should also be performed 
if a high pretest probability remains despite negative, 
nondiagnostic, or equivocal CMR results or in situations 
when CMR is contraindicated.

When there is clinical suspicion for extracardiac sar-
coidosis or no recent study evaluating for extracardiac 
sarcoidosis has been completed, a limited whole-body 
PET study should be performed with the same FDG 
injection to assess for extracardiac uptake. Evaluating for 
extracardiac involvement may identify potential biopsy 
sites or guide the use of systemic immunosuppression.34

FDG-PET imaging identifies metabolically active, 
inflammatory lesions. FDG, a glucose analog, is seques-
tered in activated inflammatory cells such as macro-
phages and lymphocytes through insulin-independent 
glucose transport proteins (GLUT1 and GLUT3) and 
thus accumulates in areas of upregulated glucose 
metabolism such as hypermetabolic sites of myocardial 
sarcoidosis infiltration. It is important to note that glu-
cose is also a common energy source of healthy myo-

cardial cells, but unlike inflammatory cells, myocytes take 
up glucose through an insulin-dependent mechanism 
(GLUT4) regulated by fasting and dietary composition. 
Consequently, inducing a “metabolic switch” in the heart, 
defined as a shift from utilization of glucose to fatty acids 
and fatty acid–derived ketones,35 can lead to suppres-
sion of normal FDG uptake in the heart (through GLUT4 
translocation inhibition) and identification of FDG-avid 
inflammatory cells. In theory, this metabolic switch can be 
induced by strategies that increase fatty acid or ketones 
levels and, at the same time, reduce insulin release, 
including prolonged fasting and dietary switch to a lipid-
rich/carbohydrate-deprived (or ketogenic) diet for a min-
imum of 24 hours before the examination.36 Myocardial 
FDG suppression is achieved in ≈80% of subjects fol-
lowing the ketogenic diet for at least 24 hours,37,38 and 
up to 95% of subjects will demonstrate myocardial FDG 
suppression within 72 hours of ketosis.39,40

The hallmark of CS on FDG-PET imaging is the 
presence of multifocal FDG uptake, particularly when 
associated with resting perfusion defects (eg, perfusion-
metabolism mismatch) or in association with extracardiac 
inflammation (Figure 1B). When PET (or CMR) findings 
are inconclusive, having abnormal findings in CMR and 
PET are complementary and may increase the likelihood 
of diagnosing CS.41 Occasionally, focal FDG uptake within 
the septum (with or without corresponding LGE) can be 
the only imaging evidence of CS infiltration, particularly in 
patients presenting with heart block (Figure 1A).42 How-
ever, CS can also be present in the absence of myocar-
dial FDG uptake in cases of “burned out” CS, in which 
metabolically active granulomas are replaced by meta-
bolically inactive fibrotic tissue (Figure 1C).

The pattern of FDG uptake can significantly change 
the test characteristics.43 For example, when histological 
confirmation from explanted hearts is used as the refer-
ence, the sensitivity and specificity of any FDG uptake 
pattern were 100% and 33%, respectively. In contrast, 
more specific patterns for CS (eg, multiple noncontigu-
ous perfusion defects with associated FDG uptake or 
multifocal FDG uptake in combination with extracardiac 
FDG uptake) showed a sensitivity and specificity of 83% 
and 100%, respectively.43

These observations emphasize the importance of 
evaluating imaging findings beyond just a binary out-
come and considering the pattern of involvement. Fur-
ther examples of different patterns of CS on FDG-PET 
are shown in Figure 1. False-positive results (Figure 1D) 
may occur as a result of incomplete physiological sup-
pression44 or glucose upregulation in other disease 
states such as ischemic (hibernating) myocardium45; 
other forms of dilated, inflammatory, or genetic cardio-
myopathy46; or recent myocardial infarction. In addition, 
recent cardiac procedures such as ablation for VAs may 
result in acute inflammation and lead to a false-positive 
study.
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Current Diagnostic Algorithms
There are 2 widely accepted pathways to diagnose CS 
(Table 1 and Figure 2). The first pathway requires direct 
histological confirmation of noncaseating granulomas 
(with no alternative cause identified) in myocardial tis-
sue obtained from endomyocardial biopsy (EMB), LV api-
cal core biopsy, or explanted hearts. However, EMB has 
limited sensitivity because of the patchy nature of myo-
cardial infiltration, even when guided by electroanatomic 
and voltage mapping.47 Consequently, the diagnosis of 
CS may also be made by integrating a series of clinical, 
pathological, and imaging criteria, keeping in mind that 
multimodality imaging by itself is insufficient for confirm-
ing the diagnosis.

In 2014, in collaboration with several other medical 
societies, experts from the Heart Rhythm Society (HRS) 
published the first international CS diagnosis consensus 
statement.48 The only published diagnostic guidelines 
until 2014 were those by the World Association of Sar-
coidosis and Other Granulomatous Disorders (WASOG)18 
and the Japanese Ministry of Health and Welfare’s crite-
ria.50 The HRS diagnostic guideline aligned closely with 
the WASOG document,18,48 and the Japanese Circulation 
Society published new diagnostic guidelines in 2019.50 
Table 1 provides a summary of algorithms.

Although similarities exist between the HRS and 
WASOG diagnostic guidelines, the most recent Japanese 
guideline is unique: It does not require biopsy evidence 
of noncaseating granulomas, and it is the only guideline 
to include an imaging diagnostic algorithm for isolated 
CS. Not surprisingly, when the 3 diagnostic guidelines 
were compared, there was good concordance between 
the WASOG and HRS criteria and poor concordance 
between the WASOG/HRS and Japanese criteria.51 This 
discrepancy underscores an important and unresolved 
question: Can CS be accurately diagnosed without histo-
logical confirmation from cardiac or extracardiac tissue?

At many institutions, lung or lymph node biopsy is 
pursued first in individuals with suspected sarcoidosis 
because of lower procedural risk. In addition, accompa-
nying bronchoscopy results can add diagnostic certainty 
based on bronchoalveolar lavage fluid analysis and cell 
counts and cultures. Ophthalmology examination should 
be performed when there is suspected ocular sarcoid-
osis because lacrimal gland biopsy may provide histo-
logical confirmation. EMB can be necessary in selected 
cases. However, because of the focal and patchy nature 
of the disease, unguided EMB has a low sensitivity of 
≈20%, so a negative biopsy does not necessarily rule 
out CS.52 Both FDG-PET or CMR imaging22 and volt-
age map–guided biopsy procedures53,54 increase the 
diagnostic yield to 40% to 50%, but the diagnostic yield 
remains limited even with targeted EMB.22,48,54–56

Figure 2 includes a suggested diagnostic algorithm 
for CS, incorporating many of the points of these prior 
guidelines and the experience of the writing group. It is 

generally accepted that patients have highly probable 
CS if both PET and CMR show typical findings of CS 
and when such patients also have clear clinical mani-
festations of CS. Given the aforementioned challenges 
in obtaining definitive histological confirmation and the 
known limitations of clinical diagnostic criteria, clinicians 
often face uncertainty about the diagnosis of CS. Thus, 
rather than thinking of the diagnosis of CS in a binary 
fashion (ie, positive or negative), it may be more helpful 
to think of the likelihood of CS according to the following 
categories: definite, highly probable, probable, and possi-
ble/low probability (Table 2). These categories are based 
on terminology developed by the WASOG for incorporat-
ing the likelihood of disease activity in other organs, and 
several investigators have used this construct and sug-
gested how different types of imaging patterns, together 
with clinical data, may inform the likelihood of cardiac 
involvement.41,43,47,57

Diagnosis of Clinically Silent CS in Individuals 
With Extracardiac Sarcoidosis
Individuals with systemic sarcoidosis are at increased risk 
of adverse cardiovascular events, including HF and atrial 
arrhythmia, compared with the general population.58 This 
increased risk is likely due to a combination of comorbid 
cardiovascular risk factors and direct cardiac involvement 
of sarcoidosis and is secondary to pulmonary hypertension 
driven by pulmonary fibrosis, direct vascular involvement, 
or inflammation. Current guidelines lack consensus on 
screening for CS. For example, the 2014 HRS consen-
sus suggests performing baseline cardiac history, ECG, 
and echocardiogram in all patients, followed by further 
evaluation if abnormalities are detected on initial screening. 
The American Thoracic Society clinical practice guideline 
recommends baseline ECG but limiting the use of echo-
cardiogram and cardiac rhythm monitoring to individuals 
according to symptoms and events such as dyspnea, palpi-
tations, or syncope.48,57 Many individuals with extracardiac 
sarcoidosis may have subclinical CS without symptoms but 
have evidence of LGE on CMR.26,59,60 The impact of treat-
ment in subclinical CS is incompletely understood. Thus, 
routine cardiac surveillance of asymptomatic individuals 
with extracardiac sarcoidosis cannot be recommended. 
However, clinicians caring for individuals with extracardiac 
sarcoidosis should maintain a high index of suspicion. Any 
symptom should prompt cardiac assessment, especially 
because CS may occasionally manifest several years after 
the initial sarcoidosis diagnosis.17 This approach may allow 
earlier identification of less severe cardiac involvement17 
and more timely initiation of therapies.

Differential Diagnosis
Sarcoidosis is often referred to as the great masquer-
ader because of its diverse manifestations and must be 
differentiated from other phenotypically similar cardiac  
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Table 1. Summary of Diagnostic Criteria for CS

HRS criteria 2014 Definite CS: histological diagnosis from myocardial tissue

  CS is diagnosed in the presence of noncaseating granuloma on histological examination of myocardial tissue with no alternative 
cause identified

Probable CS: clinical diagnosis from invasive and noninvasive studies

 There is a histological diagnosis of extracardiac sarcoidosis, and 1 of the following is present:

  Immunosuppressant-responsive cardiomyopathy or heart block

  Unexplained reduced LVEF <40%

  Unexplained sustained VT or high-degree AVB

  Patchy FDG uptake on a dedicated cardiac PET in a pattern consistent with CS

  LGE on CMR in a pattern consistent with CS

  Positive 67Ga uptake in a pattern consistent with CS

And other causes have been reasonably excluded. 

JCS criteria 
(with systemic 
involvement)

2016 Histologic diagnosis group

 EMB or surgical specimens demonstrate noncaseating granulomas

Clinical diagnosis group

 Those with negative myocardial biopsy or not undergoing myocardial biopsy. The patient is clinically diagnosed as having CS when:

  2 or more of the 5 major criteria are satisfied OR 1 in 5 major and ≥2 minor criteria are satisfied:

  Major criteria:

   High-degree AVB or fatal VT/VF

   Basal thinning of the ventricular septum or abnormal ventricular wall anatomy

   LV contractile dysfunction

   67Ga or FDG-PET reveals abnormally high tracer uptake in the heart

   CMR reveals LGE of the myocardium

  Minor criteria:

    Abnormal ECG findings (nonsustained VT, premature ventricular complexes, bundle-branch block, axis deviation, abnormal Q 
waves)

   Perfusion defects on SPECT

   Monocyte infiltration and moderate fibrosis on EMB

 AND

   Granulomas are found in organs other than the heart OR the individuals show clinical findings strongly suggestive of pulmonary 
or ophthalmic sarcoidosis AND at least 2 of 5 characteristic findings of sarcoidosis are present:

   Bilateral hilar lymphadenopathy

   Elevated angiotensin-converting enzyme or serum lysozyme levels

   Elevated serum soluble interleukin-2 receptor levels

   Significant tracer accumulation in 67Ga citrate scintigraphy or FDG-PET

   A high percentage of lymphocytes in bronchoalveolar lavage fluid with a CD4/CD8 ratio>3.5

JCS criteria 
(isolated  
cardiac  
sarcoidosis)

2016 Histological diagnosis group

 EMB or surgical specimens demonstrate noncaseating granulomas

Clinical diagnosis group

  Those with negative myocardial biopsy or not undergoing myocardial biopsy; isolated CS is diagnosed clinically when there is  
significant tracer accumulation in 67Ga citrate scintigraphy or FDG-PET and at least 3 of the other major criteria are satisfied:

  Major criteria:

   High-degree AVB or fatal VT/VF

   Basal thinning of the ventricular septum or abnormal ventricular wall anatomy

   LV contractile dysfunction

   CMR reveals LGE of the myocardium

 AND the following prerequisites are met:

  No clinical findings of sarcoidosis in any organs other than the heart

  67Ga citrate scintigraphy or FDG-PET reveals no abnormal tracer uptake in organs other than the heart

   Chest CT shows no findings consistent with pulmonary sarcoidosis (shadow along lymphatic tracts in the lungs or  
hilar/mediastinal lymphadenopathy >10 mm)

  Coronary artery disease and other inflammatory myocardial diseases are ruled out

(Continued )
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syndromes such as acute myocarditis; chronic in-
flammatory cardiomyopathies, including autoimmune  
disease-related, inherited, and infiltrative cardiomy-
opathies; and other granulomatous diseases.61 Clini-
cal context and cardiac imaging often are insufficient 
to differentiate sarcoidosis from other forms of cardiac 
pathology causing myocarditis and inherited arrhythmo-
genic cardiomyopathies. Individuals with arrhythmogenic 
cardiomyopathy are also often relatively young and can 
have overlapping clinical features with CS.62,63 A subset 
of these individuals, particularly those with a desmoplakin 
pathogenic variant cardiomyopathy, can also present with 
a myocarditis-like syndrome, with chest pain, elevated 
cardiac serum troponin level, and features similar to CS 
on advanced cardiac imaging.64,65

Arriving at the correct diagnosis can be particularly 
challenging in cases of clinically isolated CS. In 1 study, 
5 of 16 individuals with presumed clinically isolated CS 
based on cardiac imaging were reclassified as hav-
ing genetic cardiomyopathy after genetic testing.23 A 
3-generational family history at minimum is important in 
individuals suspected of having CS. Referral to genetic 
counseling and testing can be useful to identify patho-
genic variants in appropriately selected individuals under-
going evaluation for CS, given implications for treatment 
and cascade screening. Although data are still emerging, 
we pursue genetic testing in the majority of cases of CS 
that lack histological confirmation.

CS should also be distinguished from giant-cell myo-
carditis, a lethal form of myocarditis characterized by 
fulminant cardiogenic shock, VA, and conduction dis-
ease. Giant-cell myocarditis is typically diagnosed by the 
presence of a diffuse myocardial inflammatory infiltrate 
and multinucleated giant cells with associated myo-
cyte necrosis in the absence of a viral origin on EMB. 
Despite immunosuppressive therapy, patients may 
require mechanical circulatory support and heart trans-

plantation.65 Another infiltrative cardiomyopathy, cardiac 
amyloidosis, also requires distinction from CS. Cardiac 
amyloidosis can occasionally demonstrate abnormal 
FDG uptake on cardiac PET.66 However, findings of LV 
hypertrophy and reduced global longitudinal strain with 
an apical sparing pattern can help differentiate cardiac 
amyloidosis from CS.67

The broad spectrum of clinical phenotypes in CS 
and the limitations to obtaining a histopathologically 
confirmed diagnosis, particularly in cases of clinically 
isolated CS, are added challenges in distinguishing CS 
from these alternate diagnoses. A multidisciplinary team 
comprising experts in systemic sarcoidosis, HF, electro-
physiology, advanced cardiac imaging, cardiovascular 
genetics, and cardiac pathology is necessary to address 
this complexity.

TREATMENT
The initiation of treatment should be based on the risk-
benefit ratio, similar to other disease states. In general, 
if the individual is symptomatic, treatment should be 
initiated in those with definite and highly probable CS. 
For the probable group, there should be careful discus-
sion with the individual about the risks versus benefits 
of treatment. For those in the possible/low-probability 
group, treatment would not be pursued in the majority of 
cases given the uncertainty of diagnosis, unclear benefit 
of treatment, and potential for harm. For individuals with 
unlikely CS, there is typically no indication for immuno-
suppression.

Immunomodulating Agents
There are no randomized controlled trials to guide therapy 
with immunomodulating agents in CS (available therapies 
summarized in Table 3 and Figure 3). Treatment is typically  

WASOG  
criteria

2014 Granulomatous inflammation has been demonstrated in another organ and 1 of the following:

 Treatment-responsive cardiomyopathy and AVB

 Reduced LVEF in the absence of other risk factors

 Spontaneous or inducible sustained VT with no risk factors

 High-degree AVB

 Patchy uptake on a dedicated cardiac PET

 LGE on CMR

 Positive 67Ga uptake

 Defect on perfusion scintigraphy or SPECT scan

 T2 prolongation on CMR

And alternative causes have been reasonably excluded

AVB indicates atrioventricular block; CMR, cardiac magnetic resonance; CS, cardiac sarcoidosis; CT, computed tomography; EMB, endomyocardial biopsy; FDG, fluo-
rodeoxyglucose; HRS, Heart Rhythm Society; JCS, Japanese Circulation Society; LGE, late gadolinium enhancement; LV, left ventricular; LVEF, left ventricular ejection 
fraction; PET, positron emission tomography; SPECT, single-photon emission cardiac tomography; VF, ventricular fibrillation; VT, ventricular tachycardia; and WASOG, 
World Association of Sarcoidosis and Other Granulomatous Disorders.

Modified from Judson et al,18 Aitken et al,28 and Divakaran et al.43

Table 1. Continued
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Figure 2. Proposed algorithm for the diagnosis and evaluation of CS.
Although not all scenarios can be fully accounted for, we attempted to include the most frequently encountered scenarios in this algorithm. 
In cases in which diagnosis is made with cardiac magnetic resonance imaging (MRI), a cardiac positron emission tomography (PET)–
fluorodeoxyglucose (FDG) study should be considered to guide decision-making for treatment. In general, treatment is initiated in those with 
definite, highly probable, and probable cardiac sarcoidosis (CS). For possible/low probability of CS, treatment is not initiated in most cases 
although individualized evaluation should be considered. Although unanimous consensus on all elements was not possible, this algorithm 
represents the highest level of agreement possible. AV indicates atrioventricular; CCTA, coronary computed tomography angiography; CMR, 
cardiac magnetic resonance imaging; CT, computed tomography; ECS, extracardiac sarcoidosis; EF, ejection fraction; EKG, electrocardiogram; 
HRS, Heart Rhythm Society; JCS, Japanese Circulation Society; LGE, late gadolinium enhancement; LVEF, left ventricular ejection fraction; 
WASOG, World Association of Sarcoidosis and Other Granulomatous Disorders; and WMA, wall motion abnormality.
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initiated in individuals with clinical manifestations, in-
cluding VA, advanced atrioventricular block, or HF in the 
presence of active inflammation. Whether asymptomatic 
individuals with cardiac FDG-PET scans consistent with 
active inflammation require treatment is unclear. In these 
cases of subclinical disease, the decision to initiate immu-
nomodulation therapy should be individualized.

Corticosteroids are currently considered the first-line 
treatment for individuals with CS.1 Corticosteroids can 
improve conduction in cases of AVB, but their benefit 
specific to other arrhythmias, LV dysfunction, and mor-
tality remains unclear.12,68–70 Corticosteroids are initiated 
at doses of 30 to 40 mg/d of prednisone equivalent 
because there is no demonstrated benefit with higher 
starting doses.71–73 For those with life-threatening 
manifestations such as cardiogenic shock, higher ini-
tial corticosteroid doses, including intravenous doses of 
methylprednisolone of up to 1000 mg/d, can be pre-
scribed until other causes of acute myocarditis (such as 
giant-cell myocarditis) are excluded.

Symptomatic cardiac sarcoidosis can relapse when 
corticosteroids are tapered in as high as 75% of individu-
als.74 Several immunosuppressive agents can reduce the 
lowest effective corticosteroid dose, including methotrex-
ate, mycophenolate, azathioprine, infliximab, adalimumab, 
and rituximab.75–78 Initial combination therapy of cortico-
steroids with a steroid-sparing agent can be considered 
in severe clinical presentations or in individuals intolerant 
of moderate to high doses of corticosteroids. Although 

there is emerging interest in the routine upfront use of 
combination corticosteroids with steroid-sparing agents, 
data are lacking, and a recent survey of CS experts found 
no consensus on the combination approach.1

In a tiered approach to treatment (Figure 3), individu-
als with relapse or ongoing inflammation after corticoste-
roids would receive a second-line agent (methotrexate, 
mycophenolate, azathioprine, or leflunomide) in combina-
tion with corticosteroids. If there is evidence of ongoing 
inflammation on follow-up FDG-PET, then tumor necrosis 
factor-α–targeted therapy with infliximab or adalimumab 
can be considered as a third-line agent. Tumor necrosis 
factor-α–targeted therapy should be used cautiously in 
individuals with HF with reduced ejection fraction and 
New York Heart Association class III to IV symptoms 
because prior trials investigating these agents in HF 
suggested potential harm in patients with HF (keeping 
in mind that these studies were not specific to individu-
als with CS-related cardiomyopathy).79 For this reason, 
individuals with CS and cardiomyopathy on these agents 
should undergo echocardiographic monitoring and vol-
ume assessment at regular intervals after initiation.

The response to treatment is measured in 2 ways: 
(1) improvement or resolution of the clinical presenta-
tion of arrhythmias, heart block, or HF and (2) reduction 
in the degree of active granulomatous inflammation in 
the myocardium. Although there is no perfect method to 
assess the degree of inflammation, cardiac FDG uptake 
correlates well with clinical evidence of active CS.80,81 

Table 2. Likelihood of CS Based on Clinical, Pathological, and Imaging Criteria

Diagnostic category of cardiac sarcoidosis Criteria 

Definite CS Detection of a noncaseating granuloma on histological examination of myocardial tissue (EMB or other  
myocardial specimens) with no alternative cause identified

Uncertain diagnosis

Highly probable CS Requires all 4 of the following criteria:

 Confirmed diagnosis of extracardiac sarcoidosis

 Clinical findings consistent with CS*

 Imaging finding by CMR or FDG-PET consistent with CS

 Other potential causes for the clinical and imaging findings have been excluded

Probable CS With histological diagnosis of extracardiac sarcoidosis; requires both of the following criteria:

 One of the following types of cardiac findings:

  Clinical findings consistent with CS*

  Imaging finding by CMR or FDG-PET consistent with CS

 Other potential causes for the clinical and imaging findings have been excluded

Without histological or clinical diagnosis of extracardiac sarcoidosis; requires all 3 of the following criteria:

 Imaging findings by both CMR and FDG-PET consistent with CS

 1 or more clinical findings consistent with CS*

 Other potential causes for the clinical and imaging findings have been excluded

Possible or low probability of CS Includes patients with or without a histological or clinical diagnosis of extracardiac sarcoidosis not meeting 
criteria for definite, highly probable, or probable CS

CMR indicates cardiac magnetic resonance; CS, cardiac sarcoidosis; EMB, endomyocardial biopsy; FDG, fluorodeoxyglucose; and PET, positron emission tomography.
*Clinical findings consistent with CS may include unexplained left or right ventricular dysfunction, ventricular arrhythmias, or high-grade heart block.
Modified from Ozutemiz et al,40 Orii et al,42 Crouser et al,57 and Yafasova et al.58
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Table 3. Common Immunosuppressive Agents in the Management of CS

Drug Mechanism of action Suggested dosing Toxicities Considerations 

Prednisone Has multiple mechanisms of 
action, including suppression 
of TNF-α and downregulation 
of multiple components of the 
immune system involved in 
granuloma formation

30–40 mg orally with 
tapering guided by 
response

Depression, insomnia, psychosis, 
sodium and fluid retention, worsening 
HF, impaired wound healing,  
hyperglycemia, hypertension,  
osteoporosis, myopathy, adrenal  
insufficiency, gastritis, and ulceration

Before treatment, assess  
cardiovascular risk and optimize when 
possible, exclude latent tuberculosis 
and update vaccines, determine 
fracture risk, screen for psychiatric 
illness, and conduct a baseline eye 
examination.

While on treatment, monitor for  
hypertension, hyperglycemia,  
hyperlipidemia, fluid retention, bone 
density, fracture risk, glaucoma, and 
cataract formation.

Consider the following for prophylaxis: 
histamine-2 blockers or proton pump 
inhibitors for gastric protection,  
pneumocystis prophylaxis for doses 
≥20mg daily, and therapy for fracture 
risk as indicated.

Pregnancy category: C

High-dose  
intravenous  
methylprednisolone 
(for use in individuals 
with life-threatening 
manifestations or 
rapidly progressive 
disease)

Has multiple mechanisms of 
action, including suppression 
of TNF-α and downregulation 
of multiple components of the 
immune system involved in 
granuloma formation

Fixed dose:  
500–1000 mg/d IV for 
3–5 d followed by oral 
prednisone

Insomnia, psychosis, sodium and fluid 
retention, worsening HF, impaired 
wound healing, hyperglycemia,  
hypertension, myopathy, adrenal  
insufficiency, gastritis, and ulceration

While on treatment, monitor for  
hypertension, hyperglycemia,  
hyperlipidemia, fluid retention, bone 
density, fracture risk, glaucoma, and 
cataract formation.

Pregnancy category: C

Methotrexate Inhibits the metabolism of folic 
acid in purine and pyrimidine 
synthesis

Initiate 5–15 mg 
weekly orally or  
subcutaneously; titrate 
increments every 4 
wk to target a dose of 
10–20 mg weekly

Hepatotoxicity, myelosuppression, 
gastrointestinal intolerance, mucositis, 
pneumonitis, and teratogenic  
(contraindicated in men and women  
3 mo before a planned pregnancy,  
during pregnancy, and breastfeeding)

Before treatment, exclude  
tuberculosis; screen for hepatitis B 
and C and HIV; perform baseline 
chest radiograph, CBC, and LFTs; 
monitor serum creatinine; and ensure  
vaccines are up to date.

While on treatment, monitor CBC, 
LFTs, and serum creatinine every 2–4 
wk for the first 3 mo of treatment,  
every 8–12 wk for 3–6 mo of therapy, 
and every 12 wk beyond 6 mo.

During treatment, provide folic acid 
1–5 mg/d on 5–7 d/wk to minimize 
myelosuppression and gastrointestinal 
intolerance; consider leucovorin  
rescue therapy in toxicity unresponsive 
to increase folic acid.

Pregnancy category: X

Azathioprine As a purine analog, inhibits 
purine synthesis necessary for 
T- and B-cell proliferation

50–200 mg/d orally Leukopenia, hepatotoxicity, risk of 
infection, and skin cancer

Before initiation, consider thiopurine 
level.

While on treatment, monitor CBC 
and LFTs every 2–4 wk for the first 3 
mo of treatment, every 8–12 wk for 
3–6 mo of therapy, and every 12 wk 
beyond 6 mo.

Pregnancy category: D

Leflunomide Inhibits cyclooxygenase-2  
enzyme; dihydroorotate  
dehydrogenase inhibition  
affecting pyrimidine synthesis

10–20 mg/d orally Leukopenia, hepatotoxicity, risk  
of infection, skin rash, fatigue,  
pneumonitis, and peripheral  
neuropathy

While on treatment, monitor CBC and 
LFTs every 2–4 wk.

If needed, may require cholestyramine 
to remove the drug and its  
metabolites in the setting of toxicity.

Pregnancy category: X

(Continued )
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Although the optimal timing and frequency of surveillance 
FDG-PET scans during active treatment while immuno-
suppression therapy is being adjusted are not well estab-

lished, 3- to 6-month intervals are typically used.1 If there 
is clinical resolution but persistence of inflammation on 
FDG-PET imaging, the decision to continue treatment is 

Drug Mechanism of action Suggested dosing Toxicities Considerations 

Mycophenolate Inhibits de novo guanosine 
nucleotide synthesis and has  
a cytostatic effect on T- and  
B-cell proliferation

1500–3000 mg/d 
orally

Leukopenia, risk of infection,  
lymphoproliferative disorders, and skin 
cancer

Limited data from case reports for 
support in sarcoidosis

Pregnancy category:

 First trimester: X

 Second/third trimester: C

Infliximab TNF-α antagonist 3–5 mg/kg IV initially 
and at 2 and 6 wk, 
then every 4–6 wk

Worsening of preexisting HF, allergic 
reactions, risk of infection, increased 
risk of malignancy

Before treatment, exclude latent 
tuberculosis; screen for hepatitis B, 
C, and HIV; perform baseline chest 
radiograph, CBC, and LFTs; assess 
serum creatinine and LVEF; and  
ensure vaccines are up to date.

During treatment, monitor CBCs and 
LFTs every 1–3 mo, monitor ejection 
fraction and signs/symptoms of HF, 
and monitor for malignancy.

Consider low-dose 
methotrexate±corticosteroid to limit 
the development of anti–TNF-α  
antibodies.

Consider avoiding in decompensated 
HF or severe LV dysfunction.

If an active infection develops,  
consider a temporary hold.

Pregnancy category: C

Adalimumab TNF-α antagonist 80–160 mg SC at wk 
0, 40–80 mg on wk 
1, and 40 mg on wk 
2; then 40 mg weekly 
thereafter

Worsening of preexisting HF, allergic 
reactions, risk of infection, and  
increased risk of malignancy

Before treatment, exclude latent 
tuberculosis; screen for hepatitis B, 
C, and HIV; perform baseline chest 
radiograph, CBC, LFTs; assess serum 
creatinine and LVEF; and ensure  
vaccines are up to date.

During treatment, monitor CBCs and 
LFTs every 1–3 mo, monitor ejection 
fraction and signs/symptoms of HF, 
and monitor for malignancy.

Consider low-dose 
methotrexate±corticosteroid to  
limit the development of anti-TNF-α 
antibodies.

Consider avoiding in decompensated 
HF or severe LV dysfunction.

If an active infection develops,  
consider a temporary hold.

Pregnancy category: B

Rituximab Monoclonal antibody against 
CD20 surface antigen of B 
lymphocytes

500–1000 mg every 
1–6 mo

Transfusion reaction, pancytopenia, 
opportunistic infection, fatigue,  
headache, neuropathy

Before treatment, exclude latent 
tuberculosis; screen for hepatitis B, 
C, and HIV; perform baseline chest 
radiograph, CBC, and LFTs; monitor 
serum creatinine and LVEF; and  
ensure vaccines are up to date.

During treatment, monitor CBC  
before each dose and weekly to 
monthly intervals after.

Follow protocols to minimize infusion-
related reaction.

Pregnancy category: X

CBC indicates complete blood count; HF, heart failure; LFT, liver function test; LV, left ventricular; LVEF, left ventricular ejection fraction; and TNF-α, tumor necrosis 
factor-α.

Table 3. Continued
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individualized on the basis of multiple factors, including 
the severity of previous manifestations of CS, the risk 
of a poor outcome should an adverse event occur, the 
risk of ongoing or increased use of immunomodulatory 
agents, and the extent of the FDG-PET scan abnormali-
ties. Once patients are well controlled on minimally tol-
erated immunosuppression dosing, various approaches 
to surveillance for disease recurrence can be pursued, 
including cardiac rhythm monitoring, echocardiography, 
and FDG-PET.

Management of Cardiomyopathy
Management of sarcoidosis-related cardiomyopathy 
requires a tailored approach based on the specific HF 

pathophysiological phenotype. These include LV sys-
tolic dysfunction, predominant RV systolic dysfunction, 
or HF with preserved LVEF, which can result in restric-
tive physiology in advanced cases of reduced ventricular 
compliance.

Although HF guideline-directed medical therapy has 
not been prospectively studied in individuals with CS 
cardiomyopathy, the benefits of these medications are 
extrapolated from existing studies in individuals with 
HF.82 These agents include β-blockers, renin-angiotensin  
blockade including angiotensin receptor neprilysin inhibi-
tion, mineralocorticoid receptor antagonists, and sodium-
glucose cotransporter-2 inhibitors for managing LV 
dysfunction. For individuals with HF with preserved LVEF, 
sodium-glucose cotransporter-2 inhibitors can be used. 

Figure 3. Proposed tiered approach to medical treatment of CS.
Although not all treatment scenarios can be fully accounted for, we attempted to include the most frequently encountered scenarios in this 
algorithm. Unanimous consensus on all elements was not possible; however, this algorithm represents the highest level of agreement possible. CS 
indicates cardiac sarcoidosis; FDG, fluorodeoxyglucose; and PET, positron emission tomography.
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Diuretics should be used for symptomatic management 
of volume overload.

When there is concern for acute inflammation, as in myo-
carditis, exercise restrictions are recommended by some 
according to established consensus recommendations.83

Advanced HF Therapies
Despite immunosuppression and HF guideline-directed 
medical therapy, some individuals will develop progressive 
HF from CS.17,84 Advanced HF therapies such as durable 
mechanical circulatory support or heart transplantation 
may be considered.85,86 There are several sarcoidosis- 
specific considerations when individuals with CS are evalu-
ated for advanced HF therapies.87 First, individuals should 
be evaluated for the degree of extracardiac sarcoidosis 
organ involvement that may affect posttransplantation sur-
vival, quality of life, and rehabilitation efforts. Second, indi-
viduals may have preexisting immunosuppression-related 
end-organ complications such as diabetes, risk for peri-
operative adrenal insufficiency, and poor wound healing.

For those in whom an LV assist device (LVAD) is con-
sidered, the degree of RV involvement, arrhythmic risk, 
and infection risk of immunosuppression should be eval-
uated. For example, predominant RV failure, restrictive 
cardiomyopathy, or high VA burden may be less amena-
ble to durable LVAD therapy and warrant specific bridge-
to-transplantation strategies that include biventricular 
mechanical support.88

Compared with other cardiomyopathies, individuals 
undergoing heart transplantation for CS have similar or 
better outcomes according to United Network for Organ 
Sharing registry analyses.86,89 Limited data exist on the 
long-term outcomes of mechanical circulatory support in 
individuals with CS.86,90 It should be noted that despite 
increasing awareness and diagnosis of CS, the diagnosis 
of sarcoidosis frequently is unrecognized until examina-
tion of native heart tissue at the time of LVAD or trans-
plantation,91,92 with clinical misclassification in up to 66% 
of individuals (most often as dilated cardiomyopathy).93

Posttransplantation or post-LVAD management 
includes ongoing immunosuppression therapy and moni-
toring for systemic sarcoidosis. Limited survey expe-
rience indicates that most programs maintain heart 
transplant recipients with explantation-confirmed sarcoid 
cardiomyopathy on prednisone to mitigate the risk of 
CS recurrence in the allograft.94,95 Continued collabora-
tion between the multispecialty sarcoidosis team and the 
advanced HF team is necessary for individuals with CS 
who undergo heart transplantation or LVAD support.

Arrhythmia Considerations
Arrhythmic manifestations of CS are caused by granu-
loma formation that results in conduction system ab-
normalities, atrial arrhythmias, or VA, depending on the 

anatomic localization, the extent of involvement, and the 
inflammatory stage.96,97

Conduction System Abnormalities
Conduction system abnormalities are common in CS. 
At diagnosis, 26% to 43% of individuals have a right 
bundle-branch block on ECG, and a high proportion of 
patients with clinically isolated CS present with symp-
tomatic high-grade or complete heart block.12 An autop-
sy study of individuals who died suddenly of CS showed 
sarcoidosis lesions in the intraventricular septum in 32%, 
supporting the underlying pathophysiology often evident 
on MRI or FDG-PET imaging.99 A study of individuals 
18 to 60 years of age presenting with complete heart 
block showed that 34% had undiagnosed CS, indicating 
that unexplained heart block in young individuals should 
prompt evaluation for CS.100 It is important to note that 
individuals with heart block caused by CS have an un-
usually high risk of VA, heart transplantation, or cardiac 
death.100 This increased risk of VA and sudden death un-
derlies the Class IIa expert consensus recommendation 
for implantable cardioverter defibrillator (ICD) implanta-
tion in individuals with an indication for pacing therapy.48

Recovery of conduction is variable and observed in 
24% to 100% of individuals with CS, likely related to 
whether heart block is due to inflammation or fibrosis.101 
Because reversibility is unreliable, cardiovascular implant-
able electronic device implantation is recommended for 
individuals with guideline-based pacing indications,102 
even if heart block resolves.48

Atrial Arrhythmias
Atrial fibrillation had a reported prevalence of 32% in 
1 single-center study of individuals with CS.103,104 Atrial 
fibrillation is more common in individuals with CS who 
have atrial tracer uptake on FDG-PET scan105 or myo-
cardial LGE on CMR (although none of these atrial find-
ings are specific to sarcoidosis). Limited data suggest 
that immunosuppression may reduce the burden of atrial 
arrhythmias.104 Anticoagulation and arrhythmia manage-
ment are the same for individuals without CS, and atrial 
fibrillation ablation appears to be of similar efficacy in 
individuals with and those without CS.106

Ventricular Arrhythmia
Ventricular tachycardia and fibrillation are among the 
most feared complications of CS and may be the pri-
mary presentation.107 The underlying mechanism of VA 
in CS can be autonomic, triggered, or reentry, depending 
on the inflammatory to fibrotic phase of granulomatous 
infiltration, and the variability in mechanisms mandates 
a comprehensive approach to therapy comprising im-
munosuppression, antiarrhythmic medications, and ab-
lation.48 Antiarrhythmic medications are commonly used 
in conjunction with immunosuppression or alone when 
evidence of inflammation is absent.108
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In individuals with CS and ventricular tachycardia (VT), 
ablation studies demonstrate the complex myocardial 
substrate, even without active inflammation, which can 
involve the Purkinje system, both ventricles, and intra-
mural or epicardial locations.108,109 In a multicenter study 
of VT ablation in CS, complete procedural success was 
achieved in 54% and elimination of VT storm in 82%.109 
ICD shocks were reduced from a median of 2 to 0 
shocks 30 days after ablation, and antiarrhythmic drug 
requirements were significantly reduced. However, 46% 
experienced VT recurrence in 1 to 5 years of follow-up, 
indicating the challenging arrhythmia substrate and pro-
gressive nature of the disease. In select patients, cardiac 
sympathetic denervation can be considered for refractory 
VAs.110 If refractory VAs persist after all interventions are 
exhausted, heart transplantation should be considered.

Cardiac Implantable Electronic Device Therapy for 
Sudden Cardiac Death
It is important to note that risk stratification for sudden 
cardiac death is nuanced, and risk may evolve in unpre-
dictable patterns. Potential risk factors include syncope, 
heart block, myocardial scarring on PET or cardiac MRI, 
and inducible sustained VA at electrophysiology study.111 
Although patients with LVEF ≤35% should be consid-
ered for ICD implantation, patients with mildly or moder-
ately reduced and even normal LVEF can be at increased 
risk.60,112 LGE on MRI is a risk factor for VT and death 
and is an independent predictor separate from LVEF. In 
a large study of 205 patients, the rate of VT or death per 
year was 20-fold higher in patients with LGE compared 
with those without LGE (4.9% versus 0.2%).60 An evalu-
ation of the performance of guideline recommendations 
for ICD implantation showed a high annualized event 
rate for heart block (19.4%) and >5.7% LGE (12%).113 
Although abnormal PET findings are associated with an 
increased risk of VA and death, offering prognostic in-
formation beyond LVEF, the optimal index for use is still 
undetermined.81 A systematic review of electrophysiol-
ogy study in CS revealed a pooled sensitivity of 0.70 
and specificity of 0.93 for predicting adverse clinical 
outcomes, including subgroup analysis of patients with 
LVEF >35%.115

In 2014, the HRS proposed recommendations for risk 
stratification and ICD implantation in patients with CS, 
which have been widely used48 (Figure 4). In the “2017 
AHA [American Heart Association]/ACC [American Col-
lege of Cardiology]/HRS Guideline for Management of 
Patients With Ventricular Arrhythmias and the Prevention 
of Sudden Cardiac Death,” ICD implantation in CS has a 
standard Class I recommendation for secondary preven-
tion (individuals who have sustained VT or cardiac arrest) 
and a Class I recommendation for primary prevention 
of sudden cardiac death in individuals who have LVEF 
≤35%.111 Additional Class IIa recommendations include 
individuals with CS and LVEF of 36% to 49% or RV ejec-

tion fraction <40%, syncope or myocardial scar on MRI60 
or FDG-PET,81 indication for permanent pacing,113 or 
inducible sustained VT at electrophysiology study.111,115

Multidisciplinary Care of the Patient With CS
The multisystem involvement of sarcoidosis warrants 
a multidisciplinary team approach for accurate diagno-
sis, treatment, and comprehensive care.116–118 Chronic,  
refractory, severe, and life-threatening cases of CS, par-
ticularly in individuals with cardiac, pulmonary, and neuro-
logical manifestations, carry high morbidity and mortality. 
These individuals should be referred to a subspecialist or 
subspecialty center for comprehensive management.119 
Indications for specialty referral include (1) diagnostic 
uncertainty, (2) the need for second- or third-line im-
munosuppression agents for refractory disease, and (3) 
severe cardiac manifestations such as recurrent VT or 
end-stage HF.

The multidisciplinary team may comprise an advanced 
HF cardiologist, electrophysiologist, advanced cardiac 
imager, pulmonologist, rheumatologist, and other extra-
cardiac organ–specific specialists such as a neurolo-
gist or ophthalmologist, as well as advanced practice 
professionals, including nurse practitioners, and phar-
macists.119,120 Pulmonologists are integral because lung 
involvement is observed in >90% of individuals with sar-
coidosis.121 Rheumatologists and other extrapulmonary 
organ–specific medical specialists provide expertise in 
diagnosis and therapies.87,121 Pharmacists help mitigate 
polypharmacy and manage drug interactions and side 
effects.121 Nurse practitioners may assist in managing 
chronic disease manifestations.87,118 Social workers can 
assist with managing caregiver burden attributable to the 
chronic nature of CS. In cases of refractory CS requir-
ing advanced HF therapies, input from cardiac surgery 
experts is important.

FUTURE DIRECTIONS
There are significant unmet needs in the optimal diagnos-
tic and management strategies in sarcoidosis. Although 
several diagnostic algorithms exist, accurate noninvasive 
diagnosis is not yet established. Whether emerging mul-
timodality imaging and radiomic techniques combined 
with clinical and laboratory testing will improve specificity 
for distinguishing CS from other conditions and measur-
ing CS activity remains to be seen. There is also a dearth 
of high-quality evidence supporting immunomodulation 
strategies in CS. Unanswered questions include tim-
ing, choice, and duration of therapy; the role of first-line 
monotherapy compared with combination therapy; and 
the optimal sequencing of immunosuppression for cases 
of persistent inflammation. We need higher-quality evi-
dence to guide the use of these therapies, which may 
be expensive and have potential for harmful side effects. 
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Furthermore, it remains unclear whether we should treat 
cases of asymptomatic cardiac involvement manifest with 
myocardial inflammation but no clinically relevant cardiac 
dysfunction or arrhythmias. Future advancements in CS 
treatment should include targeted, biologically plausible 
therapies. Multi-institutional collaborations are needed to 
address these gaps in knowledge.

CONCLUSIONS
The increasing recognition of CS provides the opportu-
nity to initiate effective therapies and perform systematic 
case ascertainment. A high index of clinical suspicion is 
paramount to identify a unifying diagnosis rather than 
only addressing clinical manifestations of HF or arrhyth-
mias. From a clinician’s perspective, ongoing educational 
efforts are essential to increase awareness. Multidisci-

plinary collaboration is necessary to ensure accurate di-
agnosis and provide the best care possible for individuals 
with CS. Because of the many gaps in knowledge that 
persist with CS, randomized clinical trials should be pur-
sued to address whom and when we should treat and 
which treatment strategy is preferred and to better un-
derstand the optimal duration of treatment.

ARTICLE INFORMATION
The American Heart Association makes every effort to avoid any actual or poten-
tial conflicts of interest that may arise as a result of an outside relationship or a 
personal, professional, or business interest of a member of the writing panel. Spe-
cifically, all members of the writing group are required to complete and submit a 
Disclosure Questionnaire showing all such relationships that might be perceived 
as real or potential conflicts of interest.

This statement was approved by the American Heart Association Science Ad-
visory and Coordinating Committee on February 15, 2024, and the American Heart 
Association Executive Committee on March 28, 2024. A copy of the document is 

Figure 4. Risk stratification and recommendations for ICD implantation in individuals with cardiac sarcoidosis.*
RV indicates right ventricle; and VT, ventricular tachycardia. *Note that the “2017 AHA/ACC/HRS [American Heart Association/American 
College of Cardiology/Heart Rhythm Society] Guideline for Management of Patients With Ventricular Arrhythmias and the Prevention of Sudden 
Cardiac Death”111 used a slightly different algorithm. Specifically, in individuals with left ventricular ejection fraction (LVEF) >35% who have 
syncope or evidence of myocardial scar by cardiac magnetic resonance (CMR) imaging or fluorodeoxyglucose–positron emission tomography or 
have an indication for permanent pacing, implantation of an implantable cardioverter defibrillator (ICD) is a Class IIa recommendation. In addition, 
an electrophysiological study in individuals with LVEF >35% is reasonable for additional risk stratification (Class IIa). Adapted with permission 
from Birnie et al.48 Copyright © 2023 Elsevier.

D
ow

nloaded from
 http://ahajournals.org by on A

pril 18, 2024



CL
IN

IC
AL

 S
TA

TE
M

EN
TS

 
AN

D 
GU

ID
EL

IN
ES

TBD TBD, 2024 Circulation. 2024;149:e00–e00. DOI: 10.1161/CIR.0000000000001240e16

Cheng et al Diagnosis and Management of Cardiac Sarcoidosis

available at https://professional.heart.org/statements by using either “Search for 
Guidelines & Statements” or the “Browse by Topic” area. To purchase additional 
reprints, call 215-356-2721 or email Meredith.Edelman@wolterskluwer.com

The American Heart Association requests that this document be cited as 
follows: Cheng RK, Kittleson MM, Beavers CJ, Birnie DH, Blankstein R, Bra-
vo PE, Gilotra NA, Judson MA, Patton KK, Rose-Bovino L; on behalf of the 
American Heart Association Heart Failure and Transplantation Committee of 
the Council on Clinical Cardiology, and Council on Cardiovascular and Stroke 
Nursing. Diagnosis and management of cardiac sarcoidosis: a scientific state-
ment from the American Heart Association. Circulation. 2024;149:e•••–e•••. doi: 
10.1161/CIR.0000000000001240

The expert peer review of AHA-commissioned documents (eg, scientific 
statements, clinical practice guidelines, systematic reviews) is conducted by the 
AHA Office of Science Operations. For more on AHA statements and guidelines 
development, visit https://professional.heart.org/statements. Select the “Guide-
lines & Statements” drop-down menu, then click “Publication Development.”

Permissions: Multiple copies, modification, alteration, enhancement, and dis-
tribution of this document are not permitted without the express permission of the 
American Heart Association. Instructions for obtaining permission are located at 
https://www.heart.org/permissions. A link to the “Copyright Permissions Request 
Form” appears in the second paragraph (https://www.heart.org/en/about-us/
statements-and-policies/copyright-request-form).

Writing Group Disclosures

Writing group 
member Employment 

Research 
grant 

Other research 
support 

Speakers’  
bureau/honoraria 

Expert 
witness 

Ownership 
interest 

Consultant/ 
advisory board Other 

Richard K. 
Cheng

University of Washington  
Medical Center

None None None None None None None

Michelle M. 
Kittleson

Cedars Sinai Smidt Heart 
Institute

None None None None None None None

Craig J.  
Beavers

UK Healthcare None None None None None None None

David H. Birnie University of Ottawa Heart  
Institute (Canada)

None None None None None None None

Ron Blankstein Brigham and Women’s Hospital None None None None None None None

Paco E. Bravo University of Pennsylvania None None None None None None None

Nisha A.  
Gilotra

Johns Hopkins University 
School of Medicine

None None None None None Kiniksa  
Pharmaceuticals*

None

Marc A.  
Judson

Albany Medical College None None None None None None None

Kristen K. 
Patton

University of Washington 
Medicine

None None None None None None None

Leonie  
Rose-Bovino

Prisma Health Cardiology None None None None None None None

This table represents the relationships of writing group members that may be perceived as actual or reasonably perceived conflicts of interest as reported on the 
Disclosure Questionnaire, which all members of the writing group are required to complete and submit. A relationship is considered to be “significant” if (a) the person 
receives $5000 or more during any 12-month period, or 5% or more of the person’s gross income; or (b) the person owns 5% or more of the voting stock or share of the 
entity, or owns $5000 or more of the fair market value of the entity. A relationship is considered to be “modest” if it is less than “significant” under the preceding definition.

*Modest.

Reviewer Disclosures

Reviewer Employment 
Research 
grant 

Other research 
support 

Speakers’  
bureau/honoraria 

Expert 
witness 

Ownership 
interest 

Consultant/ 
advisory board Other 

Jerry D. Estep Cleveland Clinic None None None None None None None

Maryjane A. 
Farr

University of Texas  
Southwestern Medical Center

None None None None None None None

Jan M. Griffin Medical University of South 
Carolina

None None None None None None None

Brian Houston Medical University of South 
Carolina

None None None None None None None

Emer Joyce Mater Misericordiae University 
Hospital/University College 
Dublin (Ireland)

None None None None None None None

Farooq H. 
Sheikh

MedStar Heart and Vascular 
Institute

None None Abbott* None None None None

This table represents the relationships of reviewers that may be perceived as actual or reasonably perceived conflicts of interest as reported on the Disclosure Ques-
tionnaire, which all reviewers are required to complete and submit. A relationship is considered to be “significant” if (a) the person receives $5000 or more during any 
12-month period, or 5% or more of the person’s gross income; or (b) the person owns 5% or more of the voting stock or share of the entity, or owns $5000 or more of 
the fair market value of the entity. A relationship is considered to be “modest” if it is less than “significant” under the preceding definition.

*Modest.

Disclosures 

D
ow

nloaded from
 http://ahajournals.org by on A

pril 18, 2024

mailto:Meredith.Edelman@wolterskluwer.com


CLINICAL STATEM
ENTS 

AND GUIDELINES

Circulation. 2024;149:e00–e00. DOI: 10.1161/CIR.0000000000001240 TBD TBD, 2024 e17

Cheng et al Diagnosis and Management of Cardiac Sarcoidosis

REFERENCES
 1. De Bortoli A, Culver DA, Kron J, Lehtonen J, Murgatroyd F, Nagai T, Nery 

PB, Birnie DH. An international survey of current clinical practice in the 
treatment of cardiac sarcoidosis. Am J Cardiol. 2023;203:184–192. doi: 
10.1016/j.amjcard.2023.06.101

 2. Drent M, Crouser ED, Grunewald J. Challenges of sarcoidosis 
and its management. N Engl J Med. 2021;385:1018–1032. doi: 
10.1056/NEJMra2101555

 3. Grunewald J, Grutters JC, Arkema EV, Saketkoo LA, Moller DR, 
Muller-Quernheim J. Sarcoidosis. Nat Rev Dis Primers. 2019;5:45. doi: 
10.1038/s41572-019-0096-x

 4. Gerke AK, Hunninghake G. The immunology of sarcoidosis. Clin Chest Med. 
2008;29:379–390, vii. doi: 10.1016/j.ccm.2008.03.014

 5. Hamzeh N, Steckman DA, Sauer WH, Judson MA. Pathophysiology and 
clinical management of cardiac sarcoidosis. Nat Rev Cardiol. 2015;12:278–
288. doi: 10.1038/nrcardio.2015.22

 6. Grunewald J, Kaiser Y, Ostadkarampour M, Rivera NV, Vezzi F, Lotstedt B, 
Olsen RA, Sylwan L, Lundin S, Kaller M, et al. T-cell receptor-HLA-DRB1 
associations suggest specific antigens in pulmonary sarcoidosis. Eur Respir 
J. 2016;47:898–909. doi: 10.1183/13993003.01209-2015

 7. Moller DR, Rybicki BA, Hamzeh NY, Montgomery CG, Chen ES, 
Drake W, Fontenot AP. Genetic, immunologic, and environmental ba-
sis of sarcoidosis. Ann Am Thorac Soc. 2017;14:S429–S436. doi: 
10.1513/AnnalsATS.201707-565OT

 8. Iannuzzi MC, Maliarik MJ, Poisson LM, Rybicki BA. Sarcoidosis susceptibility 
and resistance HLA-DQB1 alleles in African Americans. Am J Respir Crit 
Care Med. 2003;167:1225–1231. doi: 10.1164/rccm.200209-1097OC

 9. Nam HH, Washington A, Butt M, Maczuga S, Guck D, Yanosky JD, Helm 
MF. The prevalence and geographic distribution of sarcoidosis in the United 
States. JAAD Int. 2022;9:30–32. doi: 10.1016/j.jdin.2022.07.006

 10. Baughman RP, Field S, Costabel U, Crystal RG, Culver DA, Drent 
M, Judson MA, Wolff G. Sarcoidosis in America: analysis based on 
health care use. Ann Am Thorac Soc. 2016;13:1244–1252. doi: 
10.1513/AnnalsATS.201511-760OC

 11. Cozier YC, Berman JS, Palmer JR, Boggs DA, Serlin DM, Rosenberg L. Sar-
coidosis in Black women in the United States: data from the Black Women’s 
Health Study. Chest. 2011;139:144–150. doi: 10.1378/chest.10-0413

 12. Kandolin R, Lehtonen J, Airaksinen J, Vihinen T, Miettinen H, 
Ylitalo K, Kaikkonen K, Tuohinen S, Haataja P, Kerola T, et al. Car-
diac sarcoidosis: epidemiology, characteristics, and outcome over 
25 years in a nationwide study. Circulation. 2015;131:624–632. doi: 
10.1161/CIRCULATIONAHA.114.011522

 13. Iwai K, Sekiguti M, Hosoda Y, DeRemee RA, Tazelaar HD, Sharma OP, 
Maheshwari A, Noguchi TI. Racial difference in cardiac sarcoidosis inci-
dence observed at autopsy. Sarcoidosis. 1994;11:26–31.

 14. Duvall C, Pavlovic N, Rosen NS, Wand AL, Griffin JM, Okada DR, Tandri H, 
Kasper EK, Sharp M, Chen ES, et al. Sex and race differences in cardiac sar-
coidosis presentation, treatment and outcomes. J Card Fail. 2023;29:1135–
1145. doi: 10.1016/j.cardfail.2023.03.022

 15. Birnie DH, Kandolin R, Nery PB, Kupari M. Cardiac manifestations of sar-
coidosis: diagnosis and management. Eur Heart J. 2017;38:2663–2670. 
doi: 10.1093/eurheartj/ehw328

 16. Stevenson A, Bray JJH, Tregidgo L, Ahmad M, Sharma A, Ng A, Siddiqui 
A, Khalid AA, Hylton K, Ionescu A, et al. Prognostic value of late gado-
linium enhancement detected on cardiac magnetic resonance in car-
diac sarcoidosis. JACC Cardiovasc Imaging. 2023;16:345–357. doi: 
10.1016/j.jcmg.2022.10.018

 17. Rosen NS, Pavlovic N, Duvall C, Wand AL, Griffin JM, Okada DR, Chrispin 
J, Tandri H, Mathai SC, Stern B, et al. Cardiac sarcoidosis outcome differ-
ences: a comparison of patients with de novo cardiac versus known ex-
tracardiac sarcoidosis at presentation. Respir Med. 2022;198:106864. doi: 
10.1016/j.rmed.2022.106864

 18. Judson MA, Costabel U, Drent M, Wells A, Maier L, Koth L, Shigemitsu H, 
Culver DA, Gelfand J, Valeyre D, et al; WASOG Sarcoidosis Organ Assess-
ment Instrument Investigators. The WASOG Sarcoidosis Organ Assessment 
Instrument: an update of a previous clinical tool. Sarcoidosis Vasc Diffuse 
Lung Dis. 2014;31:19–27.

 19. Birnie DH, Nery PB, Beanlands RS. COUNTERPOINT: should isolated car-
diac sarcoidosis be considered a significant manifestation of sarcoidosis? 
No. Chest. 2021;160:38–42. doi: 10.1016/j.chest.2020.12.038

 20. Tezuka D, Terashima M, Kato Y, Toriihara A, Hirasawa K, Sasaoka T, 
Yoshikawa S, Maejima Y, Ashikaga T, Suzuki J, et al. Clinical characteris-
tics of definite or suspected isolated cardiac sarcoidosis: application of 
cardiac magnetic resonance imaging and 18F-fluoro-2-deoxyglucose 

positron-emission tomography/computerized tomography. J Card Fail. 
2015;21:313–322. doi: 10.1016/j.cardfail.2014.12.004

 21. Sperry BW, Oldan J, Hachamovitch R, Tamarappoo BK. Insights into biopsy-
proven cardiac sarcoidosis in patients with heart failure. J Heart Lung Trans-
plant. 2016;35:392–393. doi: 10.1016/j.healun.2015.12.005

 22. Kandolin R, Lehtonen J, Graner M, Schildt J, Salmenkivi K, Kivisto SM, Kupari 
M. Diagnosing isolated cardiac sarcoidosis. J Intern Med. 2011;270:461–
468. doi: 10.1111/j.1365-2796.2011.02396.x

 23. Lal M, Chen C, Newsome B, Masha L, Camacho SA, Masri A, Nazer B. 
Genetic cardiomyopathy masquerading as cardiac sarcoidosis. J Am Coll 
Cardiol. 2023;81:100–102. doi: 10.1016/j.jacc.2022.10.021

 24. Reza N, Levin MG, Vidula MK, Bravo PE, Damrauer SM, Ritchie MD, 
Regeneron Genetics C, Chahal CAA, Owens AT. Prevalence of pathogenic 
variants in dilated cardiomyopathy-associated genes in patients evaluated 
for cardiac sarcoidosis. Circ Genom Precis Med. 2023;16:409–411. doi: 
10.1161/CIRCGEN.122.003850

 25. Di Stefano C, Bruno G, Arciniegas Calle MC, Acharya GA, Fussner 
LM, Ungprasert P, Cooper LT Jr, Blauwet LA, Ryu JH, Pellikka PA, et 
al. Diagnostic and predictive value of speckle tracking echocardiogra-
phy in cardiac sarcoidosis. BMC Cardiovasc Disord. 2020;20:21. doi: 
10.1186/s12872-019-01323-0

 26. Joyce E, Ninaber MK, Katsanos S, Debonnaire P, Kamperidis V, Bax 
JJ, Taube C, Delgado V, Ajmone Marsan N. Subclinical left ventricular 
dysfunction by echocardiographic speckle-tracking strain analysis re-
lates to outcome in sarcoidosis. Eur J Heart Fail. 2015;17:51–62. doi: 
10.1002/ejhf.205

 27. Kim RJ, Chen EL, Lima JA, Judd RM. Myocardial Gd-DTPA kinetics 
determine MRI contrast enhancement and reflect the extent and se-
verity of myocardial injury after acute reperfused infarction. Circulation. 
1996;94:3318–3326. doi: 10.1161/01.cir.94.12.3318

 28. Aitken M, Chan MV, Urzua Fresno C, Farrell A, Islam N, McInnes MDF, 
Iwanochko M, Balter M, Moayedi Y, Thavendiranathan P, et al. Diagnostic 
accuracy of cardiac MRI versus FDG PET for cardiac sarcoidosis: a sys-
tematic review and meta-analysis. Radiology. 2022;304:566–579. doi: 
10.1148/radiol.213170

 29. Okasha O, Kazmirczak F, Chen KA, Farzaneh-Far A, Shenoy C. Myocardial 
involvement in patients with histologically diagnosed cardiac sarcoidosis: a 
systematic review and meta-analysis of gross pathological images from au-
topsy or cardiac transplantation cases. J Am Heart Assoc. 2019;8:e011253. 
doi: 10.1161/JAHA.118.011253

 30. Athwal PSS, Chhikara S, Ismail MF, Ismail K, Ogugua FM, Kazmirczak F, 
Bawaskar PH, Elton AC, Markowitz J, von Wald L, et al. Cardiovascular mag-
netic resonance imaging phenotypes and long-term outcomes in patients 
with suspected cardiac sarcoidosis. JAMA Cardiol. 2022;7:1057–1066. doi: 
10.1001/jamacardio.2022.2981

 31. Poyhonen P, Nordenswan HK, Lehtonen J, Syvaranta S, Shenoy C, Kupari 
M. Cardiac magnetic resonance in giant cell myocarditis: a matched 
comparison with cardiac sarcoidosis. Eur Heart J Cardiovasc Imaging. 
2023;24:404–412. doi: 10.1093/ehjci/jeac265

 32. Juneau D, Nery PB, Pena E, Inacio JR, Beanlands RSB, deKemp RA, 
Alhajari ZM, Spence S, Medor MC, Dwivedi G, et al. Reproducibility of car-
diac magnetic resonance imaging in patients referred for the assessment of 
cardiac sarcoidosis; implications for clinical practice. Int J Cardiovasc Imag-
ing. 2020;36:2199–2207. doi: 10.1007/s10554-020-01923-4

 33. Blankstein R, Waller AH. Evaluation of known or suspected car-
diac sarcoidosis. Circ Cardiovasc Imaging. 2016;9:e000867. doi: 
10.1161/CIRCIMAGING.113.000867

 34. Chareonthaitawee P, Beanlands RS, Chen W, Dorbala S, Miller EJ, Murthy 
VL, Birnie DH, Chen ES, Cooper LT, Tung RH, et al. Joint SNMMI-ASNC ex-
pert consensus document on the role of (18)F-FDG PET/CT in cardiac sar-
coid detection and therapy monitoring. J Nucl Med. 2017;58:1341–1353. 
doi: 10.2967/jnumed.117.196287

 35. Anton SD, Moehl K, Donahoo WT, Marosi K, Lee SA, Mainous AG 3rd, 
Leeuwenburgh C, Mattson MP. Flipping the metabolic switch: understand-
ing and applying the health benefits of fasting. Obesity (Silver Spring). 
2018;26:254–268. doi: 10.1002/oby.22065

 36. Atterton-Evans V, Turner J, Vivanti A, Robertson T. Variances of dietary 
preparation for suppression of physiological 18F-FDG myocardial uptake in 
the presence of cardiac sarcoidosis: a systematic review. J Nucl Cardiol. 
2020;27:481–489. doi: 10.1007/s12350-018-1379-4

 37. Cheng VY, Slomka PJ, Ahlen M, Thomson LE, Waxman AD, Berman DS. 
Impact of carbohydrate restriction with and without fatty acid loading on 
myocardial 18F-FDG uptake during PET: a randomized controlled trial. J 
Nucl Cardiol. 2010;17:286–291. doi: 10.1007/s12350-009-9179-5

D
ow

nloaded from
 http://ahajournals.org by on A

pril 18, 2024



CL
IN

IC
AL

 S
TA

TE
M

EN
TS

 
AN

D 
GU

ID
EL

IN
ES

TBD TBD, 2024 Circulation. 2024;149:e00–e00. DOI: 10.1161/CIR.0000000000001240e18

Cheng et al Diagnosis and Management of Cardiac Sarcoidosis

 38. Harisankar CN, Mittal BR, Agrawal KL, Abrar ML, Bhattacharya A. Utility of 
high fat and low carbohydrate diet in suppressing myocardial FDG uptake. 
J Nucl Cardiol. 2011;18:926–936. doi: 10.1007/s12350-011-9422-8

 39. Lu Y, Grant C, Xie K, Sweiss NJ. Suppression of myocardial  
18F-FDG uptake through prolonged high-fat, high-protein, and very-low- 
carbohydrate diet before FDG-PET/CT for evaluation of patients with 
suspected cardiac sarcoidosis. Clin Nucl Med. 2017;42:88–94. doi: 
10.1097/RLU.0000000000001465

 40. Ozutemiz C, Koksel Y, Froelich JW, Rubin N, Bhargava M, Roukuz H, 
Cogswell R, Markowitz J, Perlman DM, Steinberger D. Comparison of the 
effect of three different dietary modifications on myocardial suppression in 
(18)F-FDG PET/CT evaluation of patients for suspected cardiac sarcoid-
osis. J Nucl Med. 2021;62:1759–1767. doi: 10.2967/jnumed.121.261981

 41. Vita T, Okada DR, Veillet-Chowdhury M, Bravo PE, Mullins E, Hulten E, Agrawal 
M, Madan R, Taqueti VR, Steigner M, et al. Complementary value of cardiac 
magnetic resonance imaging and positron emission tomography/computed 
tomography in the assessment of cardiac sarcoidosis. Circ Cardiovasc Imag-
ing. 2018;11:e007030. doi: 10.1161/CIRCIMAGING.117.007030

 42. Orii M, Hirata K, Tanimoto T, Ota S, Shiono Y, Yamano T, Matsuo Y, Ino 
Y, Yamaguchi T, Kubo T, et al. The comparison of cardiac magnetic reso-
nance imaging and F-fluoro-2-deoxyglucose positron emission tomography 
manifestations, and regional response to corticosteroid therapy in newly 
diagnosed cardiac sarcoidosis with complete heart block. Heart Rhythm. 
2015;12:2477–2485. doi: 10.1016/j.hrthm.2015.06.032

 43. Divakaran S, Stewart GC, Lakdawala NK, Padera RF, Zhou W, Desai AS, 
Givertz MM, Mehra MR, Kwong RY, Hedgire SS, et al. Diagnostic accu-
racy of advanced imaging in cardiac sarcoidosis. Circ Cardiovasc Imaging. 
2019;12:e008975. doi: 10.1161/CIRCIMAGING.118.008975

 44. Osborne MT, Hulten EA, Murthy VL, Skali H, Taqueti VR, Dorbala S, DiCarli 
MF, Blankstein R. Patient preparation for cardiac fluorine-18 fluorodeoxy-
glucose positron emission tomography imaging of inflammation. J Nucl Car-
diol. 2017;24:86–99. doi: 10.1007/s12350-016-0502-7

 45. Sibille L, Chambert B, Collombier L, Kotzki PO, Boudousq V. False posi-
tive 18F-FDG PET/CT in cardiac sarcoidosis. J Mol Biol Mol Imaging. 
2015;2:1020.

 46. Nakayama T, Sugano Y, Yokokawa T, Nagai T, Matsuyama TA, Ohta-Ogo 
K, Ikeda Y, Ishibashi-Ueda H, Nakatani T, Ohte N, et al. Clinical impact 
of the presence of macrophages in endomyocardial biopsies of patients 
with dilated cardiomyopathy. Eur J Heart Fail. 2017;19:490–498. doi: 
10.1002/ejhf.767

 47. Muser D, Santangeli P, Liang JJ, Castro SA, Magnani S, Hayashi T, Garcia 
FC, Frankel DS, Dixit S, Zado ES, et al. Characterization of the electroana-
tomic substrate in cardiac sarcoidosis: correlation with imaging findings 
of scar and inflammation. JACC Clin Electrophysiol. 2018;4:291–303. doi: 
10.1016/j.jacep.2017.09.175

 48. Birnie DH, Sauer WH, Bogun F, Cooper JM, Culver DA, Duvernoy CS, 
Judson MA, Kron J, Mehta D, Cosedis NJ, et al. HRS expert consensus 
statement on the diagnosis and management of arrhythmias associ-
ated with cardiac sarcoidosis. Heart Rhythm. 2014;11:1305–1323. doi: 
10.1016/j.hrthm.2014.03.043

 49. Deleted in proof
 50. Terasaki F, Azuma A, Anzai T, Ishizaka N, Ishida Y, Isobe M, Inomata T, 

Ishibashi-Ueda H, Eishi Y, Kitakaze M, et al; Japanese Circulation Soci-
ety Joint Working Group. JCS 2016 guideline on diagnosis and treatment 
of cardiac sarcoidosis: digest version. Circ J. 2019;83:2329–2388. doi: 
10.1253/circj.CJ-19-0508

 51. Ribeiro Neto ML, Jellis C, Hachamovitch R, Wimer A, Highland KB, 
Sahoo D, Khabbaza JE, Pande A, Bindra A, Southern BD, et al. Perfor-
mance of diagnostic criteria in patients clinically judged to have cardiac 
sarcoidosis: is it time to regroup? Am Heart J. 2020;223:106–109. doi: 
10.1016/j.ahj.2020.02.008

 52. Bennett MK, Gilotra NA, Harrington C, Rao S, Dunn JM, Freitag TB, 
Halushka MK, Russell SD. Evaluation of the role of endomyocardial biopsy 
in 851 patients with unexplained heart failure from 2000-2009. Circ Heart 
Fail. 2013;6:676–684. doi: 10.1161/CIRCHEARTFAILURE.112.000087

 53. Nery PB, Keren A, Healey J, Leug E, Beanlands RS, Birnie DH. Isolated car-
diac sarcoidosis: establishing the diagnosis with electroanatomic mapping-
guided endomyocardial biopsy. Can J Cardiol. 1015;29:1015.e1–1015.e3. 
doi: 10.1016/j.cjca.2012.09.009

 54. Liang JJ, Hebl VB, DeSimone CV, Madhavan M, Nanda S, Kapa S, 
Maleszewski JJ, Edwards WD, Reeder G, Cooper LT, et al. Electrogram 
guidance: a method to increase the precision and diagnostic yield of endo-
myocardial biopsy for suspected cardiac sarcoidosis and myocarditis. JACC 
Heart Fail. 2014;2:466–473. doi: 10.1016/j.jchf.2014.03.015

 55. Simonen P, Lehtonen J, Kandolin R, Schildt J, Marjasuo S, Miettinen 
H, Airaksinen J, Vihinen T, Tuohinen S, Haataja P, Kupari M. F-18- 
fluorodeoxyglucose positron emission tomography-guided sampling of me-
diastinal lymph nodes in the diagnosis of cardiac sarcoidosis. Am J Cardiol. 
2015;116:1581–1585. doi: 10.1016/j.amjcard.2015.08.025

 56. Vaidya VR, Abudan AA, Vasudevan K, Shantha G, Cooper LT, Kapa S, 
Noseworthy PA, Cha YM, Asirvatham SJ, Deshmukh AJ. The efficacy 
and safety of electroanatomic mapping-guided endomyocardial biopsy: 
a systematic review. J Interv Card Electrophysiol. 2018;53:63–71. doi: 
10.1007/s10840-018-0410-7

 57. Crouser ED, Maier LA, Wilson KC, Bonham CA, Morgenthau AS, Patterson 
KC, Abston E, Bernstein RC, Blankstein R, Chen ES, et al. Diagnosis and 
detection of sarcoidosis: an official American Thoracic Society clinical 
practice guideline. Am J Respir Crit Care Med. 2020;201:e26–e51. doi: 
10.1164/rccm.202002-0251ST

 58. Yafasova A, Fosbol EL, Schou M, Gustafsson F, Rossing K, Bundgaard H, 
Lauridsen MD, Kristensen SL, Torp-Pedersen C, Gislason GH, et al. Long-
term adverse cardiac outcomes in patients with sarcoidosis. J Am Coll Car-
diol. 2020;76:767–777. doi: 10.1016/j.jacc.2020.06.038

 59. Smedema JP, Snoep G, van Kroonenburgh MP, van Geuns RJ, Dassen WR, 
Gorgels AP, Crijns HJ. Evaluation of the accuracy of gadolinium-enhanced 
cardiovascular magnetic resonance in the diagnosis of cardiac sarcoidosis. 
J Am Coll Cardiol. 2005;45:1683–1690. doi: 10.1016/j.jacc.2005.01.047

 60. Murtagh G, Laffin LJ, Beshai JF, Maffessanti F, Bonham CA, Patel AV, Yu 
Z, Addetia K, Mor-Avi V, Moss JD, et al. Prognosis of myocardial damage 
in sarcoidosis patients with preserved left ventricular ejection fraction: risk 
stratification using cardiovascular magnetic resonance. Circ Cardiovasc Im-
aging. 2016;9:e003738. doi: 10.1161/CIRCIMAGING.115.003738

 61. Ammirati E, Frigerio M, Adler ED, Basso C, Birnie DH, Brambatti M, 
Friedrich MG, Klingel K, Lehtonen J, Moslehi JJ, et al. Management of 
acute myocarditis and chronic inflammatory cardiomyopathy: an ex-
pert consensus document. Circ Heart Fail. 2020;13:e007405. doi: 
10.1161/CIRCHEARTFAILURE.120.007405

 62. Vasaiwala SC, Finn C, Delpriore J, Leya F, Gagermeier J, Akar JG, Santucci 
P, Dajani K, Bova D, Picken MM, et al. Prospective study of cardiac sarcoid 
mimicking arrhythmogenic right ventricular dysplasia. J Cardiovasc Electro-
physiol. 2009;20:473–476. doi: 10.1111/j.1540-8167.2008.01351.x

 63. Philips B, Madhavan S, James CA, te Riele AS, Murray B, Tichnell C, 
Bhonsale A, Nazarian S, Judge DP, Calkins H, et al. Arrhythmogenic right 
ventricular dysplasia/cardiomyopathy and cardiac sarcoidosis: distinguish-
ing features when the diagnosis is unclear. Circ Arrhythm Electrophysiol. 
2014;7:230–236. doi: 10.1161/CIRCEP.113.000932

 64. Ammirati E, Raimondi F, Piriou N, Sardo Infirri L, Mohiddin SA, Mazzanti A, 
Shenoy C, Cavallari UA, Imazio M, Aquaro GD, et al. Acute myocarditis asso-
ciated with desmosomal gene variants. JACC Heart Fail. 2022;10:714–727. 
doi: 10.1016/j.jchf.2022.06.013

 65. Kociol RD, Cooper LT, Fang JC, Moslehi JJ, Pang PS, Sabe MA, Shah RV, 
Sims DB, Thiene G, Vardeny O; on behalf of the American Heart Associa-
tion Heart Failure and Transplantation Committee of the Council on Clinical 
Cardiology. Recognition and initial management of fulminant myocarditis: 
a scientific statement from the American Heart Association. Circulation. 
2020;141:e69–e92. doi: 10.1161/CIR.0000000000000745

 66. Young KA, Lyle M, Rosenbaum AN, Chang IC, Lin G, Bois MC, Ezzeddine 
OFA, Jouni H, Chareonthaitawee P, Kapa S, et al. (18)F-FDG/(13)N- 
ammonia cardiac PET findings in ATTR cardiac amyloidosis. J Nucl Cardiol. 
2023;30:726–735. doi: 10.1007/s12350-021-02886-2

 67. Kittleson MM, Ruberg FL, Ambardekar AV, Brannagan TH, Cheng RK, 
Clarke JO, Dember LM, Frantz JG, Hershberger RE, Maurer MS, et al; 
Writing Committee. 2023 ACC expert consensus decision pathway on 
comprehensive multidisciplinary care for the patient with cardiac amy-
loidosis: a report of the American College of Cardiology Solution Set 
Oversight Committee. J Am Coll Cardiol. 2023;81:1076–1126. doi: 
10.1016/j.jacc.2022.11.022

 68. Sadek MM, Yung D, Birnie DH, Beanlands RS, Nery PB. Corticoste-
roid therapy for cardiac sarcoidosis: a systematic review. Can J Cardiol. 
2013;29:1034–1041. doi: 10.1016/j.cjca.2013.02.004

 69. Chiu CZ, Nakatani S, Zhang G, Tachibana T, Ohmori F, Yamagishi M, 
Kitakaze M, Tomoike H, Miyatake K. Prevention of left ventricular remodel-
ing by long-term corticosteroid therapy in patients with cardiac sarcoidosis. 
Am J Cardiol. 2005;95:143–146. doi: 10.1016/j.amjcard.2004.08.083

 70. Wand AL, Pavlovic N, Duvall C, Rosen NS, Chasler J, Griffin JM, Okada 
DR, Jefferson A, Chrispin J, Tandri H, et al. Effect of corticosteroids on 
left ventricular function in patients with cardiac sarcoidosis. Am J Cardiol. 
2022;177:108–115. doi: 10.1016/j.amjcard.2022.04.051

D
ow

nloaded from
 http://ahajournals.org by on A

pril 18, 2024



CLINICAL STATEM
ENTS 

AND GUIDELINES

Circulation. 2024;149:e00–e00. DOI: 10.1161/CIR.0000000000001240 TBD TBD, 2024 e19

Cheng et al Diagnosis and Management of Cardiac Sarcoidosis

 71. Yazaki Y, Isobe M, Hiroe M, Morimoto S, Hiramitsu S, Nakano T, Izumi T, 
Sekiguchi M; Central Japan Heart Study Group. Prognostic determi-
nants of long-term survival in Japanese patients with cardiac sarcoid-
osis treated with prednisone. Am J Cardiol. 2001;88:1006–1010. doi: 
10.1016/s0002-9149(01)01978-6

 72. Okada DR, Saad E, Wand AL, Griffin JM, Kasper EK, Chen EH, Chrispin 
J, Tandri H, Solnes LB, Gilotra NA. Effect of corticosteroid dose and du-
ration on 18-fluorodeoxyglucose positron emission tomography in car-
diac sarcoidosis. JACC Cardiovasc Imaging. 2020;13:1280–1282. doi: 
10.1016/j.jcmg.2019.12.013

 73. Rojulpote C, Bhattaru A, Jean C, Adams SL, Patel V, Vidula MK, Selvaraj 
S, Dubroff J, Peyster E, Clancy CB, et al. Effect of immunosuppressive 
therapy and biopsy status in monitoring therapy response in suspected 
cardiac sarcoidosis. JACC Cardiovasc Imaging. 2022;15:1944–1955. doi: 
10.1016/j.jcmg.2022.05.015

 74. Baughman RP, Judson MA. Relapses of sarcoidosis: what are they and 
can we predict who will get them? Eur Respir J. 2014;43:337–339. doi: 
10.1183/09031936.00138913

 75. Vorselaars AD, Verwoerd A, van Moorsel CH, Keijsers RG, Rijkers GT, 
Grutters JC. Prediction of relapse after discontinuation of infliximab 
therapy in severe sarcoidosis. Eur Respir J. 2014;43:602–609. doi: 
10.1183/09031936.00055213

 76. Rosenthal DG, Parwani P, Murray TO, Petek BJ, Benn BS, De Marco 
T, Gerstenfeld EP, Janmohamed M, Klein L, Lee BK, et al. Long-term  
corticosteroid-sparing immunosuppression for cardiac sarcoidosis. J Am 
Heart Assoc. 2019;8:e010952. doi: 10.1161/JAHA.118.010952

 77. Griffin JM, Chasler J, Wand AL, Okada DR, Smith JN, Saad E, Tandri H, 
Chrispin J, Sharp M, Kasper EK, et al. Management of cardiac sarcoid-
osis using mycophenolate mofetil as a steroid-sparing agent. J Card Fail. 
2021;27:1348–1358. doi: 10.1016/j.cardfail.2021.06.010

 78. Elwazir M, Krause ML, Bois JP, Christopoulos G, Kendi AT, Cooper JLT, Jouni 
H, Abouezzeddine OF, Chareonthaitawee P, Abdelshafee M, et al. Rituximab 
for the treatment of refractory cardiac sarcoidosis: a single-center experi-
ence. J Card Fail. 2022;28:247–258. doi: 10.1016/j.cardfail.2021.07.008

 79. Chung ES, Packer M, Lo KH, Fasanmade AA, Willerson JT; Anti-TNF 
Therapy Against Congestive Heart Failure Investigators. Randomized, 
double-blind, placebo-controlled, pilot trial of infliximab, a chimeric 
monoclonal antibody to tumor necrosis factor-alpha, in patients with  
moderate-to-severe heart failure: results of the Anti-TNF Therapy Against 
Congestive Heart Failure (ATTACH) trial. Circulation. 2003;107:3133–
3140. doi: 10.1161/01.CIR.0000077913.60364.D2

 80. Coulden RA, Sonnex EP, Abele JT, Crean AM. Utility of FDG PET and car-
diac MRI in diagnosis and monitoring of immunosuppressive treatment in 
cardiac sarcoidosis. Radiol Cardiothorac Imaging. 2020;2:e190140. doi: 
10.1148/ryct.2020190140

 81. Blankstein R, Osborne M, Naya M, Waller A, Kim CK, Murthy VL, 
Kazemian P, Kwong RY, Tokuda M, Skali H, et al. Cardiac positron emis-
sion tomography enhances prognostic assessments of patients with sus-
pected cardiac sarcoidosis. J Am Coll Cardiol. 2014;63:329–336. doi: 
10.1016/j.jacc.2013.09.022

 82. Heidenreich PA, Bozkurt B, Aguilar D, Allen LA, Byun JJ, Colvin MM, Deswal 
A, Drazner MH, Dunlay SM, Evers LR, et al. 2022 AHA/ACC/HFSA guide-
line for the management of heart failure: a report of the American College of 
Cardiology/American Heart Association Joint Committee on Clinical Practice 
Guidelines [published corrections appear in Circulation. 2022;144:e1033, 
Circulation. 2022;146:e185, and Circulation. 2023;147:e674]. Circulation. 
2022;145:e876–e8941. doi: 10.1161/CIR.0000000000001062

 83. Pelliccia A, Solberg EE, Papadakis M, Adami PE, Biffi A, Caselli S, La Gerche 
A, Niebauer J, Pressler A, Schmied CM, et al. Recommendations for participa-
tion in competitive and leisure time sport in athletes with cardiomyopathies, 
myocarditis, and pericarditis: position statement of the Sport Cardiology Sec-
tion of the European Association of Preventive Cardiology (EAPC). Eur Heart 
J. 2019;40:19–33. doi: 10.1093/eurheartj/ehy730

 84. Fussner LA, Karlstedt E, Hodge DO, Fine NM, Kalra S, Carmona EM, Utz 
JP, Isaac DL, Cooper LT. Management and outcomes of cardiac sarcoid-
osis: a 20-year experience in two tertiary care centres. Eur J Heart Fail. 
2018;20:1713–1720. doi: 10.1002/ejhf.1319

 85. Mehra MR, Canter CE, Hannan MM, Semigran MJ, Uber PA, Baran DA, 
Danziger-Isakov L, Kirklin JK, Kirk R, Kushwaha SS, et al; International So-
ciety for Heart Lung Transplantation (ISHLT) Infectious Diseases, Pediatric 
and Heart Failure and Transplantation Councils. The 2016 International 
Society for Heart Lung Transplantation listing criteria for heart transplan-
tation: a 10-year update. J Heart Lung Transplant. 2016;35:1–23. doi: 
10.1016/j.healun.2015.10.023

 86. Crawford TC, Okada DR, Magruder JT, Fraser C, Patel N, Houston BA, 
Whitman GJ, Mandal K, Zehr KJ, Higgins RS, et al. A contemporary analy-
sis of heart transplantation and bridge-to-transplant mechanical circulatory 
support outcomes in cardiac sarcoidosis. J Card Fail. 2018;24:384–391. 
doi: 10.1016/j.cardfail.2018.02.009

 87. Gilotra NA, Griffin JM, Pavlovic N, Houston BA, Chasler J, Goetz C, Chrispin 
J, Sharp M, Kasper EK, Chen ES, et al. Sarcoidosis-related cardiomyopathy: 
current knowledge, challenges, and future perspectives state-of-the-art re-
view. J Card Fail. 2022;28:113–132. doi: 10.1016/j.cardfail.2021.06.016

 88. Griffin JM, DeFilippis EM, Rosenblum H, Topkara VK, Fried JA, Uriel N, 
Takeda K, Farr MA, Maurer MS, Clerkin KJ. Comparing outcomes for infil-
trative and restrictive cardiomyopathies under the new heart transplant al-
location system. Clin Transplant. 2020;34:e14109. doi: 10.1111/ctr.14109

 89. Jackson KC, Youmans QR, Wu T, Harap R, Anderson AS, Chicos A, Ezema 
A, Mandieka E, Ohiomoba R, Pawale A, et al. Heart transplantation out-
comes in cardiac sarcoidosis. J Heart Lung Transplant. 2022;41:113–122. 
doi: 10.1016/j.healun.2021.08.012

 90. Sheikh FH, Craig PE, Ahmed S, Torguson R, Kolm P, Weintraub WS, Molina 
EJ, Najjar SS, Mohammed SF. Characteristics and outcomes of patients 
with inflammatory cardiomyopathies receiving mechanical circulatory sup-
port: an STS-INTERMACS Registry analysis. J Card Fail. 2022;28:71–82. 
doi: 10.1016/j.cardfail.2021.07.025

 91. Donsky AS, Escobar J, Capehart J, Roberts WC. Heart transplantation for 
undiagnosed cardiac sarcoidosis. Am J Cardiol. 2002;89:1447–1450. doi: 
10.1016/s0002-9149(02)02368-8

 92. Roberts WC, Vowels TJ, Ko JM, Capehart JE, Hall SA. Cardiac transplan-
tation for cardiac sarcoidosis with initial diagnosis by examination of the 
left ventricular apical “core” excised for insertion of a left ventricular assist 
device for severe chronic heart failure. Am J Cardiol. 2009;103:110–114. 
doi: 10.1016/j.amjcard.2008.08.053

 93. Raeisi-Giglou P, Rodriguez ER, Blackstone EH, Tan CD, Hsich EM. 
Verification of heart disease: implications for a new heart transplan-
tation allocation system. JACC Heart Fail. 2017;5:904–913. doi: 
10.1016/j.jchf.2017.09.022

 94. Pandya K, Vaidya A, Cheng RK, Baran D, DePasquale E. Management of 
cardiac sarcoidosis post heart transplantation: survey of transplant centers. 
J Heart Lung Transplant. 2020;39(suppl):S261. Abstract.

 95. Nazeer H, Grinstein J, Besser S, Pinney S, Chung B. Management of car-
diac sarcoidosis after orthotopic heart transplant: a multi-institutional expe-
rience. J Heart Lung Transplant. 2021;40(suppl):S216. Abstract.

 96. Trivieri MG, Spagnolo P, Birnie D, Liu P, Drake W, Kovacic JC, Baughman R, 
Fayad ZA, Judson MA. Challenges in cardiac and pulmonary sarcoidosis: 
JACC state-of-the-art review. J Am Coll Cardiol. 2020;76:1878–1901. doi: 
10.1016/j.jacc.2020.08.042

 97. Rosenfeld LE, Chung MK, Harding CV, Spagnolo P, Grunewald J, 
Appelbaum J, Sauer WH, Culver DA, Joglar JA, Lin BA, et al. Arrhythmias in 
cardiac sarcoidosis bench to bedside: a case-based review. Circ Arrhythm 
Electrophysiol. 2021;14:e009203. doi: 10.1161/CIRCEP.120.009203

 98. Deleted in proof
 99. Tavora F, Cresswell N, Li L, Ripple M, Solomon C, Burke A. Comparison 

of necropsy findings in patients with sarcoidosis dying suddenly from car-
diac sarcoidosis versus dying suddenly from other causes. Am J Cardiol. 
2009;104:571–577. doi: 10.1016/j.amjcard.2009.03.068

 100. Kandolin R, Lehtonen J, Kupari M. Cardiac sarcoidosis and giant cell 
myocarditis as causes of atrioventricular block in young and middle-
aged adults. Circ Arrhythm Electrophysiol. 2011;4:303–309. doi: 
10.1161/CIRCEP.110.959254

 101. Zipse MM, Sauer WH. Cardiac sarcoidosis and consequent arrhythmias. Card 
Electrophysiol Clin. 2015;7:235–249. doi: 10.1016/j.ccep.2015.03.006

 102. Kusumoto FM, Schoenfeld MH, Barrett C, Edgerton JR, Ellenbogen 
KA, Gold MR, Goldschlager NF, Hamilton RM, Joglar JA, Kim RJ, et al. 
2018 ACC/AHA/HRS guideline on the evaluation and management of 
patients with bradycardia and cardiac conduction delay: a report of the 
American College of Cardiology/American Heart Association Task Force 
on Clinical Practice Guidelines and the Heart Rhythm Society [published 
correction appears in Circulation. 2019;140:e506–e508]. Circulation. 
2019;140:e382–e482. doi: 10.1161/CIR.0000000000000628

 103. Viles-Gonzalez JF, Pastori L, Fischer A, Wisnivesky JP, Goldman MG, 
Mehta D. Supraventricular arrhythmias in patients with cardiac sarcoidosis: 
prevalence, predictors, and clinical implications. Chest. 2013;143:1085–
1090. doi: 10.1378/chest.11-3214

 104. Weng W, Wiefels C, Chakrabarti S, Nery PB, Celiker-Guler E, Healey 
JS, Hruczkowski TW, Quinn FR, Promislow S, Medor MC, et al. Atrial ar-
rhythmias in clinically manifest cardiac sarcoidosis: incidence, burden, 

D
ow

nloaded from
 http://ahajournals.org by on A

pril 18, 2024



CL
IN

IC
AL

 S
TA

TE
M

EN
TS

 
AN

D 
GU

ID
EL

IN
ES

TBD TBD, 2024 Circulation. 2024;149:e00–e00. DOI: 10.1161/CIR.0000000000001240e20

Cheng et al Diagnosis and Management of Cardiac Sarcoidosis

predictors, and outcomes. J Am Heart Assoc. 2020;9:e017086. doi: 
10.1161/JAHA.120.017086

 105. Niemelä M, Uusitalo V, Pöyhönen P, Schildt J, Lehtonen J, Kupari M. Incidence 
and predictors of atrial fibrillation in cardiac sarcoidosis. JACC Cardiovasc 
Imaging. 2022;15:1622–1631. doi: 10.1016/j.jcmg.2022.02.025

 106. Willner JM, Viles-Gonzalez JF, Coffey JO, Morgenthau AS, Mehta D. 
Catheter ablation of atrial arrhythmias in cardiac sarcoidosis. J Cardiovasc 
Electrophysiol. 2014;25:958–963. doi: 10.1111/jce.12424

 107. Uusimaa P, Ylitalo K, Anttonen O, Kerola T, Virtanen V, Pääkkö E, 
Raatikainen P. Ventricular tachyarrhythmia as a primary presentation of sar-
coidosis. Europace. 2008;10:760–766. doi: 10.1093/europace/eun110

 108. Naruse Y, Sekiguchi Y, Nogami A, Okada H, Yamauchi Y, Machino T, Kuroki 
K, Ito Y, Yamasaki H, Igarashi M, et al. Systematic treatment approach to 
ventricular tachycardia in cardiac sarcoidosis. Circ Arrhythm Electrophysiol. 
2014;7:407–413. doi: 10.1161/CIRCEP.113.000734

 109. Siontis KC, Santangeli P, Muser D, Marchlinski FE, Zeppenfeld K, 
Hoogendoorn JC, Narasimhan C, Sauer WH, Zipse MM, Kapa S, et al. 
Outcomes associated with catheter ablation of ventricular tachycardia in 
patients with cardiac sarcoidosis. JAMA Cardiol. 2022;7:175–183. doi: 
10.1001/jamacardio.2021.4738

 110. Okada DR, Assis FR, Gilotra NA, Ha JS, Berger RD, Calkins H, Chrispin J, 
Mandal K, Tandri H. Cardiac sympathectomy for refractory ventricular ar-
rhythmias in cardiac sarcoidosis. Heart Rhythm. 2019;16:1408–1413. doi: 
10.1016/j.hrthm.2019.02.025

 111. Al-Khatib SM, Stevenson WG, Ackerman MJ, Bryant WJ, Callans DJ, Curtis 
AB, Deal BJ, Dickfeld T, Field ME, Fonarow GC, et al. 2017 AHA/ACC/
HRS guideline for management of patients with ventricular arrhythmias 
and the prevention of sudden cardiac death [published correction appears 
in Circulation. 2018;138:e419–e420]. Circulation. 2018;138:e272–e391. 
doi: 10.1161/CIR.0000000000000549

 112. Rosenthal DG, Cheng RK, Petek BJ, Masri SC, Mikacenic C, Raghu G, 
Patton KK. Risk of adverse cardiovascular events in cardiac sarcoidosis 
independent of left ventricular function. Am J Cardiol. 2020;127:142–148. 
doi: 10.1016/j.amjcard.2020.04.025

 113. Kazmirczak F, Chen KA, Adabag S, von Wald L, Roukoz H, Benditt DG, 
Okasha O, Farzaneh-Far A, Markowitz J, Nijjar PS, et al. Assessment of 
the 2017 AHA/ACC/HRS guideline recommendations for implantable 
cardioverter-defibrillator implantation in cardiac sarcoidosis. Circ Arrhythm 
Electrophysiol. 2019;12:e007488. doi: 10.1161/CIRCEP.119.007488

 114. Deleted in proof
 115. Adhaduk M, Paudel B, Liu K, Ashwath M, Giudici M. The role of elec-

trophysiology study in risk stratification of cardiac sarcoidosis patients: 
meta-analyses and systemic review. Int J Cardiol. 2022;349:55–61. doi: 
10.1016/j.ijcard.2021.11.061

 116. Jain R, Yadav D, Puranik N, Guleria R, Jin JO. Sarcoidosis: causes, di-
agnosis, clinical features, and treatments. J Clin Med. 2020;9:1081. doi: 
10.3390/jcm9041081

 117. Kouranos V, Sharma R, Wells AU. Accurate diagnosis of cardiac sarcoidosis 
needs a multidisciplinary approach. Br J Hosp Med (Lond). 2016;77:614–
615. doi: 10.12968/hmed.2016.77.11.614

 118. Drent M. Sarcoidosis: benefits of a multidisciplinary approach. Eur J Intern 
Med. 2003;14:217–220. doi: 10.1016/s0953-6205(03)00076-1

 119. Cooper D, Suau S. Sarcoidosis. Emerg Med Clin North Am. 2022;40:149–
157. doi: 10.1016/j.emc.2021.08.012

 120. Dubrey SW, Sharma R, Underwood R, Mittal T. Cardiac sarcoidosis: di-
agnosis and management. Postgrad Med J. 2015;91:384–394. doi: 
10.1136/postgradmedj-2014-133219

 121. Moor CC, Kahlmann V, Culver DA, Wijsenbeek MS. Comprehensive 
care for patients with sarcoidosis. J Clin Med. 2020;9:390. doi: 
10.3390/jcm9020390

D
ow

nloaded from
 http://ahajournals.org by on A

pril 18, 2024


	Diagnosis and Management of Cardiac Sarcoidosis: A Scientific Statement From the American Heart Association
	Pathophysiology and Epidemiology
	Clinical Presentation
	Classic Manifestations

	Diagnosis
	Diagnostic Modalities
	Electrocardiography and Echocardiography
	Cardiac Magnetic Resonance Imaging
	Cardiac PET

	Current Diagnostic Algorithms
	Diagnosis of Clinically Silent CS in Individuals With Extracardiac Sarcoidosis
	Differential Diagnosis

	Treatment
	Immunomodulating Agents
	Management of Cardiomyopathy
	Advanced HF Therapies
	Arrhythmia Considerations
	Conduction System Abnormalities
	Atrial Arrhythmias
	Ventricular Arrhythmia
	Cardiac Implantable Electronic Device Therapy for Sudden Cardiac Death

	Multidisciplinary Care of the Patient With CS

	Future Directions
	Conclusions
	Article Information
	Disclosures 

	References


