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Cardiac valve disease during the course of idiopath-
ic juvenile polyarthritis is rare, and exceptionally
requires surgical correction. The originality of the pres-
ent case relies on its anatomic presentation, which sim-
ulated endomyocardial fibrosis, and the proposed
surgical treatment.

Case report

A 23-year-old woman was hospitalized for heart fail-
ure related to a severe mitral valve insufficiency. Her
medical history revealed an idiopathic juvenile pol-
yarthritis, the first symptoms of which occurred when
she was aged 8 years. The physical examination
showed a bilateral rheumatoid disease which affected
mainly the upper limbs, causing severe hand, wrist,
and elbow deformities. The patient also had right knee
pain, and X-radiography identified erosion of the
metatarsophalangeal joints. A nasal polyposis with
multiple episodes of sinusitis suggested Wegener dis-
ease, but this was disproved by histology of mucous
biopsies. The diagnosis of juvenile polyarthritis was

confirmed by high-level rheumatoid factors (Latex 81
UI/ml; Waaler-Rose 32 UI/ml) with an elevation in
anti-keratin antibodies IgG (100); the dosage of native
antiDNA and antiphospholipid antibodies remained
negative. Previously, various therapies had been insti-
tuted, including plaquenil, cortisone, gold salts and D
penicillamine.

At three months prior to the hospitalization a pro-
gressively worsening dyspnea on exercise occurred,
together with an inflammatory syndrome which
resolved with cortisone therapy. Biologically, the sedi-
mentation rate was accelerated (35 at the first hour),
the leukocyte count was elevated (17,000/mm3) with
<3% eosinophils, and signs of hepatic insufficiency
(prothrombin time 50%, and a 12-fold increase in
transaminases).

Transesophageal echocardiography (TEE) revealed a
severe mitral insufficiency due to posterior leaflet
restriction with severe retraction (Carpentier type IIIa),
with a normal left ventricular function and an elevated
systolic pulmonary pressure (65 mmHg). The aortic
valve was morphologically and functionally normal.
The hemodynamics was stabilized using diuretics and
vasodilators associated with low-dose cortisone, and
surgery was planned for three months later.

Using a standard left atriotomy approach, the
inspection revealed fibrotic involvement of the entire
mitral valve apparatus. The posterior leaflet and its
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A female patient in whom idiopathic rheumatoid
polyarthritis was diagnosed at the age of 8 years
required surgery for severe mitral valve insufficien-
cy 16 years later. Intraoperative analysis revealed a
fibrotic endocarditis involving mainly the posterior
leaflet. Granulomatous vegetations as well as a large
thrombus which filled the left ventricular apex and
simulated endomyocardial fibrosis were noted.
Valve repair was achieved using an anterior leaflet

augmentation with a patch of mitral homograft asso-
ciated with a prosthetic ring annuloplasty.
Postoperatively, a severe pericardial effusion
required surgical drainage. Eight years later, the
patient had no cardiac symptoms and echocardiogra-
phy confirmed a normally functioning mitral valve.
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chordae were completely incorporated in the fibrotic
process, with complete adhesion to the lateral wall of
the left ventricle, as is commonly observed in endomy-
ocardial fibrosis (Fig. 1A). A large organized thrombus
filled the apex of the left ventricle. Fine granulomatous
vegetations were attached at the free edge of the ante-
rior leaflet (Fig. 1A). Although restricted by the scle-
roretractile process, leaflet mobility remained
satisfactory and the chordae inserted on this leaflet
were spared; thus, mitral valve repair was attempted.

Following removal of the thrombus and vegetations,
the anterior leaflet was disinserted and its size
enlarged using a piece of a cryopreserved homologous
mitral leaflet (partial homograft) (Fig. 1B).
Intraoperative TEE showed a normally functioning
valve repair.

Pathological examination of the operative samples
showed fibrin deposits including red blood cells, but
no bacterial contamination. During the postoperative
course, a marked inflammatory syndrome occurred
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Figure 1: A) Operative findings. 1, apical thrombus; 2, granulomatous vegetations; 3, endocarditis with fibrosis incorporating
the posterior leaflet and its chordae. B) Mitral repair. 1, thrombus removal; 2, anterior leaflet augmentation with a

homologous leaflet patch; 3, prosthetic ring annuloplasty.
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together with a pericardial effusion which required
surgical drainage (800 ml of clear fluid). Throughout
the follow up period the patient remained asympto-
matic from a cardiac standpoint, and received no anti-
coagulation therapy. Treatment of the polyarthritis
comprised etanercept and cortisone.

A TEE performed eight years postoperatively
showed a stable mitral repair with no residual leak, a
mean transvalvular gradient of 6 mmHg with a func-
tional area of 1.97 cm2, and a slightly dilated left ven-
tricle (end-diastolic diameter 59 mm) with normal
contractility (ejection fraction 72%).

Discussion

The echocardiographic detection of a degree of
valvular insufficiency is a frequent occurrence in
patients suffering from rheumatoid polyarthritis, with
the mitral valve being involved in 60 to 80% of cases
(1,2). A thickening of the mitral leaflets was noted in
20% of these patients (3). However, the intensity of
valve dysfunction seldom requires surgical treatment.
Those occasional patients with rheumatoid polyarthri-
tis who required surgery were mainly females in their
fifth decade of life, who had been followed for over 10
years and whose valve disease was most often aortic
regurgitation (4,5). Isolated cases of mitral stenosis or
regurgitation, with or without associated aortic valve
disease, have been reported (6-8). From a pathologic
standpoint, the presence of rheumatoid nodules is
infrequent; tumor-like forms have been reported (8),
but the most frequent finding is a non-specific fibrosis
(4,9).

Juvenile idiopathic polyarthritis constitutes a gen-
uine independent pathological entity, and valve dis-
ease which required aortic and/or mitral valve
replacement has been described (10,11). Fibrotic
lesions, located mainly at the aortomitral junction as
observed in spondyloarthritis, have also been reported
(12). In the present patient, the valve anatomy was
original, but the posterior leaflet and its chordae had
become incorporated in the endocarditic fibrotic
process that involved mainly the lateral wall of the left
ventricle. In addition, a large apical thrombus was
noted (Fig. 1). Although these lesions closely mim-
icked idiopathic endomyocardial fibrosis, the lack of
an elevated eosinophil count, and of endocarditis of
the right ventricle, disproved this hypothesis. Thus, it
seemed logical to impute the mitral disease to the
sequelae of multiple episodes of inflammatory reac-
tions generated by the juvenile polyarthritis. The pres-
ence of granulomatous vegetations free from
microorganisms also suggested Liebman–Sachs endo-
carditis as a possible diagnosis, but all immunological
markers of systemic lupus were negative. Likewise,

the possibility of a primary antiphospholipid syn-
drome was excluded after repeated dosages.

The surgical treatment comprised a mitral valve
repair with removal of the ventricular thrombus. In
order to compensate the tissue retraction, the anterior
leaflet was augmented by means of a patch of cryopre-
served homologous leaflet (Fig. 1). The postoperative
course was complicated by pericardial effusion of clear
fluid, which is a known cardiac localization of rheuma-
toid polyarthritis in the inflammatory phase (3). The
use of a partial homograft or autologous pericardial
patch for anterior leaflet augmentation has offered
excellent mid-term results in mitral insufficiency sec-
ondary to acute rheumatic fever (13,14). In the present
authors’ experience, the same technique applied to
mitral disease induced by systemic lupus or by pri-
mary antiphospholipid syndrome has in general not
been successful, and several reoperations have been
necessary due to the continuously evolving valvular
fibrosis. Although the idiopathic juvenile polyarthritis
is an evolving disease, the time frame between the
diagnosis of the rheumatoid affection and the onset of
cardiac symptoms in the present patient was 15 years,
which suggested a slow progression of the endo-
carditic involvement. The result of the mitral repair has
remained remarkably stable for eight years, with the
need for long-term anticoagulation being avoided.
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