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Long-Surviving Patient With
| solated Absent Pulmonary Valve

Syndrome: A Case Report
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A 79-year-old woman was admitted for exertional dyspneain September 2001. She had begun to experi-
ence unusual fatigue from the age of 40 years. Cardiac examination revealed a single S,, Levine grade
0 /0 presystolic murmur in the 5th left sternal border, and a right parasternal impulse. Echocardiography
showed dilated right chambers and absence of pulmonary valve leaflets. Doppler echocardiography at the
pulmonary annulus revealed & to and fro’ pattern. Cardiac catheterization indicated the same diastolic
pressures in the pulmonary artery and right ventricle. The diagnosis was absent pulmonary valve syn-
drome. Administration of a diuretic agent resulted in amost immediate improvement of symptoms. Absent
pulmonary valve syndrome, generally associated with tetralogy of Fallot, often causes severe respiratory
failure or right heart failure during infancy. A case of such long survival without associated cardiac anom-

aliesisvery rare.
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Table 10 Laboratory findings on admission

Arteria blood gaS] room aifll| JBlood chemistry 0
pHO 7.3520 GOTO 281U/0
pCO.0  62.8 mmHgU GPTO 221UN0
pO,0 47.0 mmHgO LDHO 290 1U/IO
HCO,O0 35.0 mmol/I0 CKO 531U/0

Blood cell countsO O BUNO 29.0 mg/dIO
WBCO 5,400 10 CrOd 0.7 mg/dIO
RBCO  493x 104010 Nall 147 mEqg/IO
HbO 13.4 g/dID KO 3.6 mEq/I0
HtO 45.0%0 CRP 0.3 mg/di
Pit 27.8x 10
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Fig.1 Chest radiograph on admission showing
enlargement of the cardiac silhouette and dimin-
ished pulmonary vascularity
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Fig. 2 Twelve-lead electrocardiogram on admission
showing high peaked P waves and T-wave inver-
sion with ST-segment depression in0, O, dJF
and 0,00,
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Fig. 3 Phonocardiograms
Left: Phonocardiogram at the second intercostal space of the left sternal border showing a single S, sound
O arrowl]
Right: Phonocardiogram at the fifth intercostal space of the left sternal border showing increased S, sound
O arrowheadCand presystolic murmur] arrow]
21 5001.SB O second! fifthCintercostal space of the left sternal border.
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Fig. 4 Two-dimensional echocardiograms in the parasternal short-axis view! leftCand apical four-
chamber vieW! rightCshowing dilated right ventricle and flattening of the interventricular sep-
tum

RV O right ventricle; LV O left ventricle; RA [ right atrium; LA [0 left atrium.
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EVERY BEATS

Fig. 5 Doppler echocardiogramsin the short-axis view at the level of the pulmonary annulus show-

ing a dilated main pulmonary artery

Upper : Color Doppler imaging during diastol& rightCshowing prominent regurgitant flow toward the
transducer] left: systolic frame; right: diastolic framell
Lower : Pulse wave Doppler recording demonstrating to and fro pattern.
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Fig. 6 Doppler echocardiographic tricuspid flow-velocity patternS upper[tecorded simultaneously

with phonocar diogrami lower [

Right ventricle filling occurred mainly at the phase of atrial systolgl arrow Presystolic murmur recorded

at the same timél arrowhead(l

000o¥0o00000000000ooooooon
g4000000000000D0000000 FelotO
00o00ooooo™™Oo00000ooooon
000000000000 10000007™ 000
gbogoooooot73gobobooboboon
oo0ob0oOooobOovvoboObOooooboooo
ggbooooboooboobbobobooobo
gobooboobbooboobbooboon
gogbodbbo™mobooooooboobooon
gogooooobbobbbbbbobooooooooo

J Cardiol 2005 Apr; 48 401 165-171

0 mmHg
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Fig. 7 Cardiac catheterization of the right
side showing equalization of right
ventricular and pulmonary artery
diastolic pressures
PCW O pulmonary capillary wedge ;
PA O pulmonary artery; RV O right ven-
tricle.
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Table 20 Cardiac catheterization data

Site Pressurél mmHgd O
Right atriurl meand O 60
Right ventricle[] 40/40
Pulmonary artery(] 44/41
Pulmonary capillary wedgel mean(] 13

Fig. 8 Sagittal T1-weighted spin-echo magnetic reso-
nance imag@l 550/25Ckhowing enlarged pul-
monary artery and the absence of pulmonary
valve |eaflets

Abbreviationsasin Fig. 7.
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