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This report concerns a patient with articular and
cardiac manifestations of Whipple s disease. The disease
was diagnosed only when gastrointestinal symptoms had
appeared, because all cardiac symptoms were attributed
exclusively to myocardial bridging. After 18 months of
treatment with trimethoprim-sulfamethoxazole, the
patient is fully asymptomatic with a normal echocar-
diogram.

Whipple' sdiseaseisarare, chronic systemic disease
caused by arecently identified bacillus, Tropheryma
whippelii * . More than 80% of the affected patientsare
white males. Itsclassic clinical presentation includes
chronicdiarrhea, ma absorption, and weight | oss; however,
these symptoms may appear late in the course of the
disease. Symptomsrelated toinvolvement of other organs,
such asthe heart, lungs, brain, joints, lymph nodes, eyes,
and skin, without gastrointestinal manifestations often
delay the diagnosis?. The diagnosisis based on the
presence of macrophagesin lamina propria of affected
tissues containing granules positive on periodic acid -
Schiff (PAS) staining and electron microscopy showing
intra- and extracellular bacilli 3. Recently, Tropheryma
whippelii have been detectedin peripheral blood mononu-
clear cellsby polymerase chain reaction (PCR)*.

Case Report

Thecaseof 50-year-old manwhose cardiac symptoms
wereattributed exclusively tomyocardia bridgingispresen-
ted. Hisdisease started 6 yearsago, with migratory nonde-
forming seronegative polyarthritis associated with axial
involvement, which spontaneously resolved without any
treatment. Oneyear after the onset of joint symptoms, the
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patient suffered from progressive dyspnea, pal pitations,
and precordial pain. Infact, hewasadmitted tothehospital
with adiagnosis of coronary disease and atrial flutter.
Serum cardiac enzymes and routine laboratory testswere
considered normal, except for mild, microcyticanemia. He
underwent electrical cardioversion, and amiodarone was
started. Echocardiography reveal ed mild antero-lateral wall
hypokinesis,amoderateleft ventricul ar dilatationwith pre-
served g ection fraction, thickening of themitral andtricus-
pid cusps, aortic and mitral regurgitation, and moderate
pericardial effusion. Electrocardiographic monitoring sho-
wed supraventricular tachycardia, and cardiac catheteriza-
tion demonstrated normal coronary arteriesand myocardial
bridgingintheleft anterior descending coronary artery. He
remained asymptomatic for along period, athough repea-
ted echocardiography was consistent with the previous
findings.

He was readmitted to the hospital because of a 10-
month history of liquid, diarrhea, malnutrition, and anorexia
Previously he had undergone a colonoscopy with rectum
biopsy, showing anonspecific chronic colitisthat wastrea-
tedwith sulfasal azineand corticosteroidswithout any clini-
cal improvement. Hisblood pressurewas 90/60mmHg, and
nonthrombocytopenic purpurawasnoted on bothlegs. On
cardiac auscultation, agrade |1 pansystolic murmur was
detected at theapex. L aboratory examination showed ahe-
moglobin of 8.8 g/dL, mean corpuscular volume of 65fL,
normal ferritin level, an erythrocyte sedimentation rate
(ESR) of 59 mmv/h, platel et count of 480,000 mm?3, and serum
albuminof 29 g/L. A bariumtransit of thesmall bowel was
normal, colonoscopy detected hyperemiain theleft colon,
and thebiopsy showed anormal colonic mucosa. Abdomi-
nal computed tomography (CT) demonstrated thickened
intestinal walls. At upper gastrointestinal endoscopy, duo-
denal mucosaappeared hyperemicwith petechiae. Histopa
thological examination detectedinfiltration of thelamina
propriaby PAS-positiveand Ziehl-Neel sen-negetive macro-
phages. Oral therapy with trimethoprim-sulfamethoxazole
and folate were started and continued for 18 months. All
clinical signs of malabsorption disappeared, previous
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Fig. 1- Duodenal biopsy (hematoxylin-eosin stain)- numerous foamy macrophages
with granular cytoplasm in laminapropria

PAS- positive macrophages.

abnormal laboratory findings returned to normal, and
echocardiography showed resol ution of cardiac abnorma-
lities. Six monthsafter discontinuing treatment, the patient
iswell without rel apse.

Discussion

Whippl€e sdiseasehasavariableclinical presentation.
When no intestinal symptom occurs, it is often diagnosed
lateinits course. Thisdisease occursfrequently in white
men, betweenthe4th and 6th decadesof life. A predominan-
ceof casesare described in the United States and Europe.
Theprevalenceand demographicfeaturesof thisdiseasein
Brazil arenot known. Inthiscase, thedigestive symptoms
wereprecededfor 6 yearsby arthralgias. Attheonset, amild
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anemiawasdetected and cardiac symptomswereattributed
tothe presenceof amyocardia bridging. Itischaracterized
by systolic compression of aportion of the coronary artery
by asegment of overlying myocardium. Themusclebridges
commonly involvesthe | eft anterior descending coronary
artery and in most casesevolvesin abenign manner ®, but
some authors have reported this condition in association
with anginapectoris, myocardial infarction, arrhythmias,
and sudden death 8. Inthiscase, anemia, pericardial effu-
sion, andvalvular deformitiescould not beettributed tothis
anatomicanomaly. A possible causal rel ationship between
Whippl€e sdiseaseand cardiacinvolvement wastheresol u-
tion of echocardiography featuresafter antibiotictherapy. A
review of theliteraturedemonstratesthe high prevalence of
cardiac manifestationsin patientswith Whipple sdisease.
Itisnow recognized that valvar deformitiesin a patient
suffering from Whipple' sdiseaseare caused by thedisease
and are not because of coexistent rheumatic heart disease
asit had been believed®.

InWhippl€e sdisease, the 3 cardiaclayersmay beatta-
cked. The pericardium is frequently affected by small
asymptomatic effusion or fibrinous pericarditis. Myo-
carditis, conductiontissuedefects, or both, withidentifica-
tion of bacilli in the atrioventricular node and His bundle
have been documented®. Endocardial involvement inclu-
des valve lesions or even the presence of vegetation,
frequently erroneously diagnosed asclassic bacterial endo-
carditis 212, Another cardiac manifestation occurs
because of theinvolvement of coronary arteries, wherethe
identification of bacilli inthetunicamediamay beassocia
ted withfocal i schemic degeneration of myocardium®3. This
reinforcesthe hypothesisthat variousfocal infectionscan
beonecause of progressive narrowing of coronary arteries.
It isinteresting to discuss whether the symptoms of myo-
cardial ischemiaexperienced by this patient can be attri-
buted exclusively to myocardial bridging. It should be
emphasized that Whipple's disease may exist without
gastrointestinal symptoms. If this happens, its diagnosis
carriesgreat significancebecauseitisapotentially curable
disorder that isfatal if left untreated.
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