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This is a report of a nine-year-old boy with both
mitral stenosis and regurgitation and extensive endomyo-
cardial fibrosis of the left ventricle. Focus is given to the
singularity of the fibrotic process, with an emphasis on the
etiopatho-genic aspects.

In Pernambuco state, in the northeastern region of
Brazil, heart diseases characterized by the presence of
marked ventricular endomyocardial fibrosisarepractically
restricted to uni- or biventricular endomyocardial fibrosis
(EMF), which can a so affect children and adol escents?.

Thirty-sevenyearsago, in Africa, Abrahamse Brid-
gen 2 reported the simultaneous occurrence of EMF of the
left ventricle (L V) andrheumatic mitral regurgitation(MR)
with pulmonary arterial hypertension (PAH). Necropsy of
some of these patients showed active Aschoff nodules.
Thisallowedtheauthorstoidentify asingleoriginfor both
pathological processesin the new syndrome, i. e., rheu-
matic disease (RD) and EMF. According to Décourt?, the
acuterheumatic processthat occursinthe myocardium can
beassociated with fibrosisof variableextensionsduringlate
scarring processes.

Inthe present case, thefinding of extensiveendomyo-
cardial fibrosisof theLV isof noteinview of itssingul arity.
This allows considerations regarding the etiology, the
pathogenesisand theclinical diagnosisof thiscondition.

Case report

A 9-year-old boy livinginthemetropolitan areaof Reci-
fearrivedat theClinica PediatricsDepartment of theHospital
Bar&odeL ucenainNovember, 1997, complaining of dyspnea
during strenuousexertionintheprevious3monthsand are-
cent episode of syncope after jogging, when hewasdiagno-
sed with heart disease in an emergency unit. His mother
reported that the patient suffered from repeated tonsil litisbut
hishistory wasnot notablefor fever or joint disease.

Heweighed 22.7kg and hisheight was 121.5cm. His
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blood pressure was 110/60mmHg and his heart rate was
100bpm. He was pal e and showed continuous tachypnea.
Hisfacewasdightly edematous, but therewasno edemaof
the lower limbs. His peripheral pulses were regular and
symmetric.

Therewasaprecordia bulgingandanincreased apical
impulse, aswell asadight systalicthrill inthemitral area. He
had an audiblegectionclickinthepulmonary area(+++/4)
and marked hyperphonesi s of the pulmonary component of
the second heart sound. There was also a pansystolic
murmur inthemitral area(++/4), irradiatingtotheleft axilla,
followed by adlight diastolic rumble. Also, apansystolic
murmur that increased withinspirationwasaudibleinthe
tricuspid area.

Hisliver wasfelt 3cm bel ow the right costal margin
and hisrespiratory soundswererough.

Significant laboratory test resultsincluded hemoglo-
binlevel of 12.8g/dL , whiteblood cell count of 14.500/mim?,
antistreptolysin O (ASO) titersof 833 Todd unit, mucopro-
teins of 5.3mg/dl, anegative C reactive protein, serum
albumin of 3.68g/dl,a2-globulinsof 1.04 g/dl andb-globu-
linsof 1.75g/dl. Thelevelsof ureanitrogen and creatinine
were withinthenormal range.

Theelectrocardiogram, which showed sinusrhythm,
wasconsistent with hypertrophy of thefour chambers. The
QRSaxiswasdeviated to+ 100°and the chest X -ray revea
led signsof severe PAH and afourth archiin theleft costal
margin in the posteroanterior projection. The cardio-
thoracicindexwas0.62(fig 1) .

The Doppler echocardiogram showed marked MR
and moderate mitral stenosis, with thickened laciniaeand
doming of theanterior leaflet during valvar opening, which
was consistent with arheumatic etiology. The mitral valve
area (MVA) was estimated to be 1.22cm?, the systolic
pressure in the pulmonary artery was estimated to be
85mmHg and the mean pressure gradi ent between the | eft
atrium (LA) andtheLV during diastolewasestimated to be
12mmHg. Thediameter of the LA during systolewas4.7cm
andthediameter of theLV during diastolewas4.6cm. The
gectionfraction of theLV was0.69.

After receiving prednisonefor 2monthsaccordingtoa
standard regimen, the patient underwent heart surgery that
included the implantation of abiological prosthetic mitral
vave. Thefollowingfindingswerenoted: sgnificantfibrosis
involving the papillary muscles, theinterventricul ar septum
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Fig. 1 —Chest X-ray in posteroanterior projection. An enlarged heart silhouette
with clockwise rotation of the heart and clear signs of pulmonary arterial hyper-
tension are noted. Note the presence of thefourth arch.

and the tendinous chordae. According to the surgeon, the
[atter werevery short, resembling EMF of thel eft ventricular
chamber. The histopathological study of the resected valve
and endomyacardia fibroustissue showed marked fibrosis
of the leaflets and tendinous chordae, with significant
hyalini zation, permeated by basophilic areaswithamyxoma:
tousaspect. Inthespecimen of theLV, similarly severeendo-
cardial fibrosisand hydinization werenoted, withsmall foci
of lymphocyticinfiltrate. Thefibrosispenetratedinthemyo-
cardium, adopting afusiform aspect aroundthearterioles. No
active Aschoff noduleswerenoted (fig. 2).

Three months after surgery, the child was breathing
normally, and therewereno heart murmurs. Hewasrecei-
ving secondary prophylaxisfor RD. The echocardiogram
showed normal chambers, with the exception of aslight
dilationof theL A (3.1cm). MV A wasestimated tobe5.5¢cn 2.

Discussion

The physical findings and laboratory tests abnor-
malities—high ASOtiters, dlightly increased white blood
cell count, increased level sof mucoproteins- aswell asthe
echocardiographi cimageof thickened mitral leafletswitha
reduced opening noted in this child suggest therole of a
rheumatic processinthe genesisof thevalvar dysfunction.
The absence of both active and senescent Aschoff bodies
in the valvar histopathological study does not invalidate
thishypothesis.

Thirty years ago, Liraet al*, in amacroscopic and
microscopic study of 52 casesof rheumatic heart diseasein
Pernambuco state, defined an intermediate presentation of
this condition, situated between acute cases and those
labeled as chronic sequelae. They were named “evolving
cases’. Theauthorsnoted that these cases showed chronic
inflammatory foci inthemyocardia interstitium, whichwere
also present inthe endocardium and epicardium asclusters
of lymphocytes. The authors described a curious finding,
i.e., thepresence of regressivejuxtarterial lesions, resem-
bling thelate stages of Aschoff nodules, similar towhat is
seenintheimageonthetop of figure2.
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Inthesyndromedescribed by Abrahamsand Bridgen?
theroleof arheumatic processasthe soleetiology of mitral
valvulitis and endomyocardial fibrosis— both leading to
PAH andthelatter being similar to Daviesdisease®- isclear.
Thisfinding issupported by Shaper®. However, thefibrotic
process we noted does not show the characteristics of
Davies EMF, such asthepeculiar pattern of distribution of
thefibrosisin the ventricular inlet aswell asthe capillary
neoformation closeto theareaof fibrosis'. In addition, the
characteristic echocardiographicfindings, whicharealmost
pathognomonic of the disease, are absent®.

Thisextensiveendomyocardial fibrotic process of the
ventricle(fig 2), may sharethe sameetiology asmitral valve
dysfunction, aphenomenon that may occur, albeit rare, and
has seldomly been described 3. After all, it isstated in
Occam’ sclassical philosophical principle: “ Entia non mul-
tiplicanda praeter necessitatem - * one should not multiply
the causes without need”, - thus, whenever possible, we
should dwayssearchfor asingleexplanationfor ascientific
guestion.

Ontheother hand, certainaspects, such astherapidly
developing PAH inthepresenceof afourtharchinthechest
X-ray, indicating persistent elevation of LA filling pressure
(fig. 1), together with the very increased levels of b-glo-
bulins(1.75¢g/dL), —an unusual findinginactive RD?®, - may
be useful in the recognition of the described association.

Fig. 2—Perivascular fusiform myocardial fibrosis, without active inflammatory
reaction (top) and extensive endocardial fibrosis (bottom). Masson’s trichrome
stain, approx. X 250.
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