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RESUMO

A degenerescéncia caseosa do anel mitral
(DCAM) é uma forma rara de calcificaggo do
anel mitral de etiologia ndo totalmente
esclarecida e que pode levar a um diagnéstico
errado de tumor intracardiaco.

Os autores descrevem seis casos ocorridos em
6 doentes (D), cinco dos quais do sexo
feminino, com idade média de 74,8 + 6,4
(65-81) anos, havendo clinica de insuficiéncia
cardiaca (IC) em 4 D, fibrilhagdo auricular em
2 D e hipertensdo arterial em 5 D. Com
ecocardiografia transtordcica observaram-se
zonas ecodensas arredondadas com 18 a 26
mm. de maior didmetro, localizadas na por¢éo
lateral e posterior do anel mitral, com zona
lucente central. Em 4 D coexistia insuficiéncia
mitral (IM) grave. S6 3 D foram operados por
apresentarem IM significativa e IC, tendo uma
doente recusado terapéutica cirirgica. Na
cirurgia foi obtida uma massa caseosa,
semelhante a "pasta de dentes" na zona do
anel mitral. Foi colocada prétese valvular
mitral numa doente, efectuada plastia mitral
noutro doente, que apresentava prolapso mitral
e ruptura de cordas tendinosas, e foi realizada
apenas limpeza cirtrgica do cdlcio do anel e
substituicdo valvular aértica noutra. As duas
doentes sem repercussdo significativa sobre a
cinética valvular mitral ficaram

sob terapéutica médica.
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ABSTRACT

Caseous calcification of the mitral
annulus. A review of six cases

Caseous calcification of the mitral annulus is a
rare form of mitral annular calcification, whose
etiology is not completely understood and
which can lead to an erroneous diagnosis of
intracardiac tumor.

The authors describe the cases of six patients,
five of them female, mean age 74.8+6.4 years
(65-81). Four patients presented with heart
failure, two with atrial fibrillation and five with
hypertension. Round, echogenic images, 18-26
mm in their largest diameter with a central
echolucent area, were identified by
transthoracic echocardiography on the lateral
and posterior segments of the mitral annulus.
Severe mitral regurgitation was also found in
four patients. Only three patients with severe
mitral regurgitation and heart failure were
operated on, and one patient refused surgical
treatment. A caseous mass, similar to
toothpaste, was obtained from the mitral
annulus zone during surgery.
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INTRODUCAO

degenerescéncia caseosa do anel mitral

(DCAM) é uma forma rara de calcificagio
do anel mitral de etiologia nfo totalmente
esclarecida e que pode levar a um diagnéstico
errado de tumor intracardfaco”, com as con-
sequéncias dai resultantes, nomeadamente a
realizacdo de cirurgias desnecessdrias®?.

A imagem ecocardiografica caracteristica é de
uma massa ecodensa, arredondada, por vezes
semilunar, com uma zona ecolucente no interior,
bem visivel em ecocardiografia transtordcica
(ETT)*>. Parece corresponder a 0,6-3 % dos
casos de calcificagio do anel mitral®®. O curso da
lesdo parece ser benigno e a atitude terapéutica
depende da repercussdo da eventual insufi-
ciéncia mitral (IM) associada.

Foi objectivo deste trabalho apresentar uma
revisdo da mnossa experiéncia nesta patologia,
mostrando os achados ecocardiogréficos caracte-
risticos e analisando a clinica acompanhante,
assim como a orientacdo futura dos doentes.
Pretendemos sobretudo mostrar algumas imagens
caracterfsticas, para que sejam reconhecidas
facilmente, ndo levando a diagnésticos errados.

CASO CLINICO 1

Doente do sexo feminino, com 69 anos de
idade e antecedentes pessoais de hipertensio
arterial (HTA) controlada e Tuberculose Pulmo-
nar aos 25 anos. Referenciada a consulta de
Cardiologia em Abril de 2000, por queixas de
cansago fécil, dispneia de esfor¢o e palpitagdes,
no contexto de fibrilhag@o auricular (FA) de inicio
recente.

A observagiio apresentava-se normotensa,
eupneica, com arritmia completa na ausculta¢do
cardfaca, auscultacdo pulmonar sem alteracdes
significaticas, sem edemas, ingurgitamento jugular
ou outras alteracdes valorizaveis.

A radiografia de térax mostrava indice cardio-
tordcico = 0,5, com obliteracdo ligeira dos seios
costo-diafragmdticos. No electrocardiograma
(ECG) existia FA com frequéncia ventricular de
75/min.

Por ETT identificou-se uma imagem arre-
dondada, bem delimitada, no anel mitral de
didmetros de 18,8 x 20,6 mm (Fig.1), calcificada,
com nucleo ligeiramente ecolucente, sugerindo

INTRODUCTION

Caseous calcification of the mitral annulus
is a rare form of mitral annular calcification,
whose etiology is not completely understood
and which can lead to an erroneous diagnosis of
intracardiac tumor®, with all the attendant
consequences, particularly unnecessary surgery®?.

The echocardiographic image typically shows
a rounded, sometimes semilunar, echogenic
mass, with an central echolucent area, which is
clearly visible on transthoracic echocardiography
(TTE)*". It appears to account for 0.6-3% of
cases of mitral annular calcification®®. The lesion
appears to be benign and the therapeutic
approach depends on the possible repercussions
of associated mitral regurgitation.

The aim of this study is to present a review of
our experience of the pathology, describing
characteristic echocardiographic findings and
accompanying symptoms, as well as the future
management of these patients. Our principal
purpose is to present typical images so that the
entity will be easily recognized, thus avoiding
erroneous diagnoses.

CASE 1

A 69-year-old woman, with a history of
controlled hypertension (HT) and pulmonary
tuberculosis at the age of 25, was referred for
cardiology April 2000,
complaining of fatigue on minimal exertion, effort
dyspnea and palpitations in the context of recent
onset atrial fibrillation (AF).

On physical examination, the patient was
normotensive and eupneic, with complete
arrhythmia on cardiac auscultation, no significant
abnormalities on pulmonary auscultation, and no
edema, jugular distension or other significant
alterations.

consultation in

Chest X-ray revealed a cardiothoracic index
of 0.5, with slight obliteration of the costodia-
phragmatic sinuses. The electrocardiogram (ECG)
showed AF, with a ventricular rate of 75/min.

TTE detected a round, well-defined, calcified
mass on the mitral annulus, measuring 18.8 x
20.6 mm (Fig. 1), with a slightly echolucent
central area, suggesting caseous calcification.
The patient
regurgitation, with no thickening of the mitral

also had moderate mitral




degenerescéncia caseosa. Coexistia insuficiéncia
mitral moderada, folhetos
valvulares mitrais espessados e apresentando
padrao de movimento normal. A auricula esquerda
(AE) estava moderadamente dilatada (50 mm),
(quadro 1), coexistia insuficiéncia tricuspide (IT)

ndo estando os

grave e a pressdo sist6lica na artéria pulmonar
(AP) foi calculada em 43 mm Hg. A auricula
direita (AD) era ligeiramente dilatada e nfo se
observava dilatagfio ou hipertrofia ventricular, com
boa funcéo biventricular.

A doente foi
eléctrica, com conversdo transitéria a ritmo
sinusal, reentrando dias depois em FA.

Actualmente encontra-se sem sinais de
insuficiéncia cardiaca (IC), sob terapéutica médica
e vigilancia clinica e ecocardiogréfica.

submetida a cardioversdo

Rita Marin Fernandes et al

Rev Port Cardiol 2007; 26: 1059-70

Fig 1 - Imagem de massa arredondada com aspecto calcificado,
compativel com DCAM, visivel em ecocardiografia transtordcica
(Caso 1). Incidéncia para-esternal longitudinal. (AE — aurfcula
esquerda, VE — ventriculo esquerdo, VD — ventriculo direito).

Fig. 1 Round, calcified mass, compatible with caseous
calcification of the mitral annulus, visible on transthoracic
echocardiography (Case 1). Parasternal long-axis view. (AE — left
atrium, VE — left ventricle, VD — right ventricle)

Quadro 1
Caracteristicas clinicas e ecocardiogrificas dos seis doentes estudados.
. Classe | AE Factor . .
Caso | Sexo | Idade | Ritmo NYHA | (mm) M Emb de Risco Eco Terapéutica Seguimento
1 F 69 FA 11 50 | Moderada Nio HTA ETT Médica Melhoria IC
_ ETT Médica
2 F 79 RS 11 45 Grave Nao HTA ETE (Recusa Gir) NYHA I
HTA
3 F 79 RS I 42 Ligeira AHj Dislipi- err Médica Assintomdtica
previo . ETE
demia
L Melhoria IC
4 F 76 | FA I 48 | Grave AvC HTA KT Cirdrgica Hemiplegia
(pos-op) ETE (Prot. Mec) L
direita
HTA S
5 M | 65 | RS | 44 | Grave Nio | Dislipi- | EFT | Cinirgica (Valvu- |y o dtico
- ETE loplastia mitral)
demia
_ HTA ETT Cirtrgica
6 F 85 RS 1 47 | Moderada Nao DM 1T ETE (Prot. Biol) NYHA II

(FA: Fibrilhagdo auricular. IC: Insuficiéncia cardiaca. AE: Auricula esquerda. IM: Insuficiéncia mitral. Emb: Evento embélico. ETT:
Ecocardiografia transtordcica, ETE: Ecocardiografia transesofdgica; NYHA — “New Yorh Heart Association”; AIT : acidente isquémico
transitério, AVC : acidente vascular cerebral. HTA: hipertensdo arterial; DM: diabetes mellitus; Cir : cirurgia; Prot : Prétese; Mec

:mecanica; Biol: biolégica).
CASO CLINICO 2

Doente do sexo feminino, com 79 anos,
hipertensa, com histéria familiar de diabetes
mellitus, referenciada por queixas de cansaco
facil, apresentando, a auscultacgéo cardiaca, sopro

valve leaflets and normal motion. There was
moderate dilatation of the left atrium (LA) (50
mm) (Table 1), severe tricuspid regurgitation, and
pulmonary artery systolic pressure was estimated
at 43 mmHg. The right atrium was slightly
dilated, but there was no ventricular dilatation or
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Table 1

Clinical and echocardiographic characteristics of the six patients studied

Case | Gender | Age | Rhythm NYHA LA (mm) MR Emb Risk Echo Treatment Follow-up
class factors
1 F | 69| AF 1l 50 | Moderate | No HT TTE Medical Imp};?ed
TTE Medical
2 F 79 SR 1 45 Severe No HT TEE (refused NYHA III
surgery)
HT
. Previous . TTE . Asymp-
3 F 79 SR I 42 Mild TIA Ddy:r:?;— TEE Medical tomatic
. Improved
Surgical
4 F 76 AF 1 48 Severe Stroke HT e (mechanical HF
(post-op) TEE . Right
prosthesis) o
hemiplegia
HT Surgical
5 M 65 SR 11 44 Severe No Dyslipi- e (mitral AsymP-
. TEE tomatic
demia valvuloplasty)
Surgical
HT TTE o
6 F 85 SR 1 47 Moderate No DM 2 TEE (blOlOglC.dl NYHA II
prosthesis)

AF: atrial fibrillation; SR: sinus rhythm; NYHA: New York Heart Association; HF: heart failure; LA: left atrium. MR: mitral
regurgitation; Emb: embolic event; TIA: transient ischemic attack; TTE: transthoracic echocardiography; TEE: transesophageal

echocardiography; HT: hypertension; DM 2: type 2 diabetes.

sistélico ejeccional aértico 1I/VI e sopro de
regurgitacdo mitral. A tensfo arterial (TA) era de
150/80 mm Hg. O ECG apresentava ritmo sinusal
e frequéncia de 60 bpm. Realizou ETT no servigo
de Cardiologia, no dia 17/12/02, o qual mostrou
imagem quistica, a nivel do aparelho subvalvular
mitral posterior, com bordos aparentemente
calcificados e centro ecolucente, sem fluxo no seu
interior (Fig.2 e 3) e imagem ecodensa, mével, no
aparelho subvalvular posterior, assim como
insuficiéncia mitral grave. A vélvula adrtica era
tricispide, com cuspides espessadas, abrindo
bem, com insuficiéncia ligeira a moderada. O
ventriculo esquerdo apresentava hipertrofia
ligeira do septo interventricular. A AE estava
ligeiramente dilatada (45 mm) (quadro I). As
cavidades direitas ndo estavam dilatadas e existia
IT moderada a grave.

Para melhor esclarecimento das lesdes
descritas foi realizada ecocardiografia trans-
esofdgica (ETE) que evidenciou uma imagem
quistica ovalada na porc¢éo posterior e lateral da
AE, medindo 26,8 x 21,3 mm. A nivel do
aparelho subvalvular posterior observou-se
imagem ecodensa, muito mével, medindo 6,5 x
5,4 mm, que poderia corresponder a vegetacdo. A
véalvula mitral tinha folhetos ligeiramente
espessados, com padriio de movimento normal. A

hypertrophy, and biventricular function was good.

The patient underwent electrical cardio-
version, with temporary conversion to sinus
rhythm but with recurrence of AF a few days
later.

There are currently no signs of heart failure
(HF), and the patient is under medical therapy,
with clinical and echocardiographic monitoring.

CASE 2

A 79-year-old female patient, with
hypertension and a family history of diabetes, was
referred due to fatigue on minimal exertion. On
cardiac auscultation, she presented a grade 1I/VI
aortic systolic ejection murmur and a mitral
regurgitant murmur. Her blood pressure (BP) was
150/80 mmHg and the ECG showed sinus rhythm
and heart rate of 60 bpm. TTE was performed in
the Cardiology Department on December 17
2002, which revealed a cyst-like mass on the
posterior mitral subvalvular apparatus, with
apparently calcified edges and a central
echolucent area, with no flow in its interior (Figs.
2 and 3), and a mobile echogenic mass on the
posterior subvalvular apparatus, together with
severe mitral regurgitation. The tricuspid aortic
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Fig 2 - Imagem quistica, visivel em incidéncia apical 4C (Caso 2), a nivel do aparelho subvalvular mitral posterior, com bordos
aparentemente calcificados e centro ecolucente (2a), sem fluxo no seu interior, coexistindo insuficiéncia mitral grave (2b). (AE —
aurfcula esquerda, AD — aurfcula direita, VE — ventriculo esquerdo, VD — ventriculo direito).

Fig. 2 Cyst-like mass, visible in 4-chamber apical view (Case 2), on posterior mitral subvalvular apparatus, with apparently calcified
edges and a central echolucent area (2a), with no flow in its interior, together with severe mitral regurgitation (2b). (AE — left atrium,
AD —right atrium, VE — left ventricle, VD — right ventricle).

Fig 3 - Imagem ecodensa, na por¢do lateral e posterior do anel da valvula mitral, de 22 x 15 mm, acompanhando o movimento do anel
mitral, com centro ecolucente (Caso 2). 3a) Incidéncia apical 4C. 3b) Incidéncia para-esternal longitudinal. (AE — auricula esquerda,
AD — aurfcula direita, VE — ventriculo esquerdo, VD — ventriculo direito).

Fig. 3 Echogenic mass on the lateral and posterior portion of the mitral annulus, measuring 22 x 15 mm, accompanying mitral annular
motion, and with a central echolucent area (Case 2). 3a) 4-chamber apical view; 3b) Parasternal long-axis view. (AE — left atrium, AD

— right atrium, VE — left ventricle, VD — right ventricle)

insuficiéncia mitral era grave, excéntrica,
dirigida para o septo interauricular. A insufi-
ciéncia adrtica era ligeira a moderada. Nao se
observavam imagens de vegetacdes a nivel das
véalvulas aértica, tricispide ou pulmonar.

A doente manteve-se sob terapéutica médica,
por ndo aceitar a hipétese de cirurgia cardiaca.

CASO CLINICO 3

Doente do sexo feminino, com 79 anos de
idade, hipertensa, com dislipidemia e que tinha
como antecedentes pessoais AIT em Janeiro de
2004, febre tifé6ide aos 18 anos e tuberculose
pulmonar, submetida a tratamento tubercu-

valve had thickened cusps, opening normally,
with mild to moderate regurgitation. The left
ventricle (LV) presented slight septal hypertrophy
and the LA was slightly dilated (45 mm) (Table I).
The right chambers were not dilated and there
was moderate to severe tricuspid regurgitation.
In order to clarify the lesions observed,
transesophageal echocardiography (TEE) was
performed, which showed an oval cyst-like image
in the posterior and lateral portion of the LA,
measuring 26.8 x 21.3 mm, and a mobile,
echogenic mass, measuring 6.5 x 5.4 mm, on the
posterior subvalvular apparatus that could have
been be vegetation. The mitral valve leaflets were
slightly thickened, with normal motion. There
was severe eccentric mitral regurgitation towards
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lostdtico durante um ano. Foi referenciada ao
nosso centro com o diagnéstico de “mixoma” do
folheto posterior da védlvula mitral.

A observagiio, a doente ndo apresentava
sintomatologia significativa para além de palpita-
¢oes esporadicas. TA: 150/95 mmHg, frequéncia
cardfaca (FC) de 62 bpm, auscultagfo, cardiaca
e pulmonar, sem altera¢des, sem edemas,
organomegdlias ou ingurgitamento jugular. O
ECG mostrava ritmo sinusal, BAV de 1° grau e
extrassistolia isolada, frequente. A radiografia de
térax revelou altera¢des parenquimatomas
compativeis com processo infeccioso antigo. Da
ETT, realizada em Setembro de 2005, salientava-
-se uma imagem ecodensa, na porcdo lateral e
posterior do anel da vélvula mitral, de 22 x 15
mm, acompanhando o movimento do anel
mitral, com centro ecolucente. Existia insufi-
ciéncia mitral ligeira, sem outras alteragdes
ecocardiogréficas (Fig 4a). A ETE confirmou a
visualizagdo de uma imagem ecodensa, com
conteido homogéneo, na porgdo lateral do anel
mitral (Fig 4b).

Dadas as caracteristicas de benignidade da
lesdo encontrada, compativeis com o diagnéstico
de DCAM, foi instituida
terapéutica médica, dirigida ao controlo da HTA
e a doente encontra-se assintomética e sem
alteragdes do ponto de vista clinico.

exclusivamente

the atrial septum, and mild to moderate aortic
regurgitation. No images suggestive of vegetations
were observed in the aortic, tricuspid or
pulmonary valves.

The patient remains under medical therapy,
having refused cardiac surgery.

CASE 3

A 79-year old female patient, with
hypertension, dyslipidemia and a history of
transient ischemic attack (TTA) in January 2004,
typhoid fever at age 18, and pulmonary
tuberculosis treated with a tuberculostat for a
year, was referred to our center with a
[possible/preliminary]| diagnosis of myxoma of the
mitral valve posterior leaflet.

On observation, the patient presented no
significant  symptoms sporadic
palpitations. Her blood pressure was 150/95
mmHg, heart rate 62 bpm, and there were no
abnormalities on pulmonary
auscultation, and no edema, organomegaly or

besides

cardiac  or

jugular distension. The ECG showed sinus
rhythm, first degree atrioventricular block and
frequent isolated extrasystoles. The chest X-ray
revealed parenchymal abnormalities compatible
with an old infection. TTE performed in
September 2005 showed an echogenic mass with

a central echolucent area on the lateral and
posterior portion of the mitral annulus, measuring
22 x 15 mm, that accompanied mitral annular

Fig 4 - [Estudo ecocardiogréfico transtordcico (4a) evidenciando imagem com ecodensidade acentuada a nivel do anel mitral (Caso 3)
e transesofdgico (4b) . (AE — auricula esquerda, AD — auricula direita, VE — ventriculo esquerdo, VD — ventriculo direito).

Fig. 4 Transthoracic echocardiographic study (4a) showing highly echogenic mass on the mitral annulus (Case 3) and transesophageal
study (4b). (AE — left atrium, AD — right atrium, VE — left ventricle, VD — right ventricle)




CASO CLINICO 4

Doente do sexo feminino, com 76 anos de
idade e antecedentes pessoais de HTA, bronquite
crénica, doenca venosa dos membros inferiores e
FA crénica. Foi observada em Abril de 2005 no
Servigo de Cardiologia do Hospital do Divino
Espirito Santo por quadro de cansago e dispneia
de esfor¢o de agravamento progressivo. O estudo
ecocardiografico (ETT e ETE) realizado nesse
centro mostrou calcificacdo do anel mitral com
drea superior a 2 cm? e zona de ecolucéncia no
seu interior, junto ao folheto posterior, assim
como regurgitacdo mitral grave, VE dilatado, com
funcéo sistélica global conservada e AE dilatada,
com ligeiro auto-contraste espontineo no seu
interior.

A imagem visualizada no anel mitral, que
incialmente levantou duvidas sobre a possi-
bilidade de se tratar de uma formac¢ao tumoral, foi
considerada, apds andlise das suas caracteristicas
ecocardiogréficas, compativel com DCAM. O
cateterismo cardfaco revelou auséncia de lesdes
corondrias angiograficamente relevantes e
confirmou a existéncia de boa fun¢do ventricular
esquerda. A doente foi referenciada ao Servigo de
Cirurgia Cardio-Tordcica do Hospital de Santa
Marta, onde foi operada em 27/04/2005, tendo
sido implantada prétese mecanica (St. Jude n°® 27)
em posi¢do mitral. A massa retirada do folheto
posterior da védlvula mitral apresentava um
aspecto caseoso, de coloragdo e consisténcia
semelhante a “pasta de dentes”. O pés-operatério
foi complicado por AVC isquémico, com quadro
de coma superficial e hemiplegia direita,
ventilagdo mecénica prolongada (13 dias). Foi
instituida antibioterapia com Ciprofloxacina e
Gentamicina por hemocultura positiva para
Pseudomonas aeruginosa.

A doente foi transferida para o hospital de
origem, hemodinamicamente estdvel e sem outras
sequelas neurolégicas para além da hemiplegia
direita, quadro clinico que se mantém até a
presente data.

CASO CLINICO 5

Doente do sexo masculino, com 65 anos e
antecedentes de HTA e dislipidemia, observado
em Setembro de 2006 na consulta de Cardiologia,
apresentando queixas de cansaco e dispneia para
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motion. There was mild mitral regurgitation, but
no other echocardiographic changes (Fig. 4a).
TEE confirmed the presence of an echogenic
mass, with a homogeneous content, on the lateral
portion of the mitral annulus (Fig. 4b).

Given the benign characteristics of the lesion,
compatible with a diagnosis of caseous
calcification, medical therapy only was instituted
aimed at controlling HT, and the patient is
asymptomatic with no abnormalities from a

clinical standpoint.

CASE 4

A 76-year-old female patient with a history of
HT, chronic bronchitis, lower limb venous
disease and chronic AF, was observed in the
Cardiology Department of Hospital do Divino
Espirito Santo in April 2005 for fatigue and
worsening effort dyspnea. Echocardiographic
study (TTE and TEE) performed at that center
showed an area of mitral annular calcification
measuring more than 2 cm? with a central
echolucent area, next to the posterior leaflet,
as well as severe mitral regurgitation, left
ventricular dilatation with preserved global
systolic function, and a dilated LA with slight
spontaneous echo contrast in its interior.

The mass visualized on the mitral annulus,
which initially led to the suspicion of a possible
tumor, was considered to be compatible with
caseous calcification following analysis of its
echocardiographic  characteristics.  Cardiac
catheterization showed no angiographically
significant coronary lesions and confirmed good
left ventricular function. The patient was referred
to the Cardiothoracic Surgery Department of
Hospital de Santa Marta, where she underwent
surgery on April 27 2005, with implantation of a
St. Jude 27 mm mechanical prosthesis in mitral
position. The mass removed from the posterior
leaflet of the mitral valve was caseous in
appearance, similar to toothpaste in color and
consistency. The postoperative period was
complicated by ischemic stroke, with a setting of
superficial coma and right hemiplegia, requiring
prolonged mechanical ventilation (13 days).
Antibiotic  therapy with ciprofloxacin and
gentamicin  was begun following positive
hemoculture for Pseudomonas aeruginosa.

The patient was transferred to the original
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pequenos esforgos. O estudo ecocardiografico (fig
4) realizado (ETT e ETE) mostrou insuficiéncia
mitral grave por ruptura de cordas tendinosas e
prolapso do folheto posterior da vélvula mitral,
imagem com ecodensidade acentuada a nivel do
anel mitral, com caracteristicas semelhante as
atrds descritas, ligeira insuficiéncia tricdspide,
pressdo calculada na AP de 30 mmHg, ligeira
dilatagdo da aurfcula esquerda (44 mm),
ventriculo esquerdo ligeiramente dilatado, com
boa funcéo e cavidades direitas ndo dilatadas
(quadro I). O ECG mostrava ritmo sinusal.

O doente veio a ser submetido a tratamento
cirirgico no dia 06/06/2006,
efectuada valvuloplastia mitral com ressec¢do
segmentar do folheto posterior e implantagéo de
anel mitral “Carpentier-Edwards” n® 34. O pés-
-operatério decorreu sem complicagdes. Foi

tendo sido

retirado do anel mitral massa com aspecto
“caseoso”, com caracteristicas idénticas a do
caso anterior.

Encontra-se presentemente assintomético e
sem evidéncia de insuficiéncia mitral significa-
tiva nos ecocardiogramas seriados de controlo.

CASO CLINICO 6

Doente do sexo feminino, de 81 anos de idade,
com antecedentes de HTA e diabetes mellitus 11,
internada com o diagnéstico de doenca corondria
de dois vasos (Corondria Direita e Obtusa
Marginal), status pos-enfarte miocdrdico antero-
septal, estenose adrtica grave, insuficiéncia
mitral moderada a grave e imagem de “massa
calcificada” no folheto posterior da valvula mitral
de etiologia a esclarecer. Na admissdo a doente
apresentava queixas de cansaco ficil e dispneia
de esforco. A ETT confirmou a imagem de
calcificacdio arredondada no anel mitral, vdlvula
adrtica com cuspides calcificadas, gradiente
médio de 65 mmHg, insuficiéncia mitral II/1V,
VE dilatado e hipertrofiado com deficiente
funcdo, dilatagdo da AE (47mm) (Quadro I), A
radiografia de térax evidenciava calcifica¢do do
arco aértico O ECG mostrava ritmo sinusal e
cicatriz de enfarte antero-septal. Foi operada no
dia 24/08/2006, tendo a ETE intra-operatéria
confirmado os achados ecocardiograficos previa-
colocacdo de
prétese biolgica em posi¢do aértica e limpeza
cirtrgica do cdlcio do anel mitral, com aspecto

mente descritos. Procedeu-se a

hospital, hemodynamically stable and with no
other neurological sequelae besides the right
hemiplegia, which has continued until the
present.

CASE 5

A 65-year-old male patient, with a history of
HT and dyslipidemia, was observed in the
Cardiology Department in September 2006, for
fatigue and dyspnea on minimal exertion.
Echocardiographic study (TTE and TEE) (Fig. 4)
showed severe mitral regurgitation due to
tendinous cord rupture and mitral valve posterior
leaflet prolapse, a highly echogenic image on the
mitral annulus with similar characteristics to
those described above, mild tricuspid regurgi-
tation, pulmonary artery pressure of 30 mmHg,
slight LA dilatation (44 mm), a slightly dilated LV
with good function and no right chamber
dilatation (Table I). The ECG showed sinus
rhythm.

The patient underwent surgery on June 6
2006, mitral valvuloplasty being performed with
segmental resection of the posterior leaflet and
implantation of a size 34 Carpentier-Edwards
mitral ring. The postoperative period was
uneventful. A caseous mass with similar
characteristics to the previous case was removed
from the mitral annulus.

The patient is currently asymptomatic, with no
evidence of significant mitral regurgitation on
subsequent control echocardiograms.

CASE 6

An 81-year-old female patient, with a history
of HT and type 2 diabetes, was admitted with a
diagnosis of two-vessel coronary disease (right
coronary artery and obtuse marginal) following an
anteroseptal myocardial infarction, severe aortic
stenosis, moderate to severe mitral regurgitation,
and a finding of a calcified mass on the mitral
valve posterior leaflet of unknown etiology. At
admission, the patient complained of fatigue on
minimal exertion and effort dyspnea. TTE
confirmed the presence of a round, calcified mass
on the mitral annulus, calcified aortic valve
cusps, a mean gradient of 65 mmHg, grade I1I/IV
mitral regurgitation, a dilated and hypertrophied




em “pasta de dentes” semelhante ao jd descrito.
Durante o pés-operatério imediato verificou-se
um perfodo de FA, que
administragdo de Amiodarona, ndo causando
instabilidade hemodinamica.

A doente apresentou melhoria da sintomato-

reverteu apos

logia descrita inicialmente, encontrando-se
actualmente em classe funcional II da New York
Heart Association.

DISCUSSAO

A presencga de calcifica¢do do anel valvular
mitral é um achado ecocardiografico frequente,
em especial em mulherres com mais de 60 anos.
A detecgdo de massas intracardiacas por
ecocardiografia é por vezes acidental ou pode
surgir no seguimento de doentes com queixas de
IC ou de fenémenos trombo-embdlicos. O
diagnéstico diferencial de massas visiveis nas
cavidades cardfacas esquerdas inclui trombos,
vegetagdes e tumores, sendo destes os mais
frequentes os mixomas".

A calcificagdio do anel mitral resulta de um
processo crénico e degenerativo, acompanhando-
se frequentemente de fibrose da vdlvula mitral e
envolvendo principalmente o folheto posterior e o
anel mitral. Considera-se uma forma de
expressdo de aterosclerose, com factores de risco
idénticos aos identificados para a doenga
corondria e vascular®,

A calcifica¢do do anel mitral é observada na
autépsia de 3 - 8% da populagdo geral (8) e
raramente (0,6% - 3%) apresenta uma forma
assimétrica, arredondada, pseudotumoral, com
um ntcleo “caseoso”®, como descrevemos nestes
sels casos.

A ETT é uma excelente técnica ndo invasiva
para o diagnéstico desta situacio e as imagens
devem ser conhecidas para nfo surgirem falsos
diagnésticos de tumor, como se observou em trés
doentes desta série, tendo numa a observacio de
imagens moéveis levantado a hipétese de
endocardite infecciosa. A existéncia de estruturas
moveis tém sido por vezes descritas associadas a
calcificagdo do anel mitral e podem condicionar
fenémenos embélicos, sendo por vezes confun-
didas com vegeta¢des?”, como ocorreu numa das
nossas doentes.

A ETE mostra-se por vezes superior na
avaliagfio da etiologia, consisténcia e mobilidade
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LV with impaired function, and LA dilatation
(47 mm) (Table I). The chest X-ray revealed aortic
arch calcification. The ECG showed sinus thythm
and anteroseptal infarction scarring. She underwent
surgery on August 24 20006, intraoperative TEE
confirming the previously described echocardio-
graphic findings. A biological prosthesis was
implanted in aortic position and the mitral annulus
surgically cleaned of the calcium deposit, which
was similar in appearance to toothpaste, as
described above. There was an episode of AF in the
immediate postoperative period, which reverted
following administration of amiodarone without
causing hemodynamic instability.

The patient’s original symptoms improved,
and she is currently in New York Heart
Association functional class II.

DISCUSSION

Mitral annular calcification is a frequent
echocardiographic finding, particularly in women
aged over 607. Intracardiac masses detected by
echocardiography are sometimes an incidental
finding or they may be revealed during follow-up
of patients with symptoms of HF or thrombo-
embolic phenomena. Differential diagnosis of
masses observed in the left heart chambers
includes thrombi, vegetations and tumors, of
which the most common are myxomas®.

Mitral annular calcification results from a
chronic degenerative process, which is often
accompanied by mitral valve fibrosis, mainly
involving the posterior leaflet and the annulus. It
is considered an expression of atherosclerosis,
with the same risk factors as for coronary and
vascular disease™?.

Calcification of the mitral annulus is observed
at autopsy in 3-8% of the general population®,
but rarely (0.6-3%) takes an asymmetric,
rounded, pseudotumoral form with a caseous
central area®, as described in the above six
patients.

TTE is an excellent noninvasive technique for
diagnosis of this condition but the images must be
correctly interpreted so as to avoid an erroneous
diagnosis of tumor, as was seen in three patients
in this series, in one of which the images of a
mobile mass led to a hypothesis of infectious
endocarditis. Mobile
described associated with mitral

have been

annular

elements
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da massa perianular®®". Também j4 foram
descritas imagens semelhantes observadas por
TAC tordcico multi-corte>"!V e ressonancia
magnética cardiaca”

A DCAM é pois relativamente rara e pode ser
confundida com trombos ou mais frequen-
temente, com tumores, como ja discutimos ou
eventualmente com endocardite™. Foi descrita
por vdrios autores em geral como casos
isolados #7419 ¢ a maior série encontrada na
literatura analisava 18 casos®.

As caracteristicas ecocardiogrdficas especi-
ficas que apontam para o diagnéstico de DCAM
sdo: Uma massa grande, arredondada e muito
ecodensa localizada na regido posterior do anel
mitral, com aspecto heterogéneo, apresentando
uma 4drea central de necrose, mais ecolucente,
como demonstrdmos nos nossos casos. Por si s6 é
uma situa¢do benigna, que ndo implica indica¢do
para cirurgia®. Este material “caseoso” quando
obtido na cirurgia é estéril em cultura"”. Harpaz
e col. descreveram a DCAM em 18 doentes,
sendo 84% tratados conservadoramente, sem
terem aparecido casos de AVC no seguimento®.

Raramente tém sido descritas complicagdes
da calcificacdo do anel mitral, nomeadamente,
infecgdes secunddrias, arritmias, regurgita¢do
mitral significativa ou estenose mitral e acidentes
vasculares cerebrais (AVC)“ *?, Nesta série aqui
apresentada dois doentes estavam em fibrilhagdo
auricular, uma apresentava antecedentes de AIT,
trés tinham IM grave e duas moderadas.

De referir, também, que a calcificacio do anel
valvular mitral pode ser detectada ecocardiogra-
ficamente em 25% dos individuos que tiveram
um AVC®, embora seja questiondvel a sua
ligacdo directa com o fenémeno embdlico.

CONCLUSOES

A DCAM ¢ uma situacdo clinica rara,
encontrada essencialmente em doentes do sexo
feminino, idosas (na nossa experiéncia com mais
de 60 anos) e que se deve reconhecer no
diagnéstico diferencial de zonas ecodensas
detectadas por ecocardiografia no anel mitral
posterior, devendo ser distinguidas de situac¢des
tumorais.

Na nossa experiéncia, metade dos doentes
vieram a ser operados, confirmando-se os acha-
dos ecocardiogréificos, mas a orientagdo para

calcification and may trigger embolic phenomena;
they are at times confused with vegetations®, as
was the case in one of our patients.

TEE is sometimes superior in assessing the
etiology, and mobility of a
periannular mass® !>, Similar images have also
been observed by multislice chest CT!%1 and
cardiac magnetic resonance imaging®.

Caseous calcification of the mitral annulus is
relatively uncommon and can be confused with
thrombi or, more frequently, with tumors, and
even with endocarditis, as stated above™. Most

consistency

reports in the literature are of isolated
cases > M40 the largest series analyzed being
of 18 cases?.

The characteristic echocardiographic finding
pointing to a diagnosis of caseous calcification of
the mitral annulus is a large, rounded, extremely
echogenic mass located in the posterior region of
the mitral annulus, heterogeneous in appearance
with a echolucent central area of necrosis, as
observed in our cases. In itself it is benign and
surgery is not indicated®. The caseous material
removed during surgery is sterile in culture®.
Harpaz et al. described 18 patients with caseous
calcification of the mitral annulus, of whom 84%
were treated conservatively, with no cases on
stroke during follow-up®.

Complications can arise from mitral annular
calcification, particularly secondary infections,
arrthythmias, significant mitral regurgitation or
mitral stenosis, and stroke®!'®?!
presented here two patients had atrial fibrillation,
one had a history of TIA, and three had severe
and two moderate mitral regurgitation.

It should also be noted that mitral annular

). In the series

calcification is detected echocardiographically in
25% of individuals with stroke®, although a
direct link with the embolism has not been
demonstrated.

CONCLUSIONS

Caseous calcification of the mitral annulus is
uncommon, mainly found in older women
(usually over 60 in our experience), and must be
recognized in the differential diagnosis of
echogenic areas detected on the posterior mitral
annulus by echocardiography, to distinguish them
from tumors.

In our experience, half of the patients were




cirurgia deve colocar-se apenas pela repercussdo
valvular das alterag¢des estruturais e ndo pela
observacgdo desta estrutura que é considerada por
si s6 benigna.
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operated, with echocardiographic findings being
confirmed, but referral for surgery should be
considered only when structural changes affect
valve function, and not simply because of the
presence of the structure itself, which is
considered benign.
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