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Behget’s disease asso-
ciated with aortic and
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Two rare cases of complicating valvular lesions in Behget’s disease are reported.

Case 1: A 45-year-old man with combined aortic and mitral regurgitation had perforation of
both valves. Six months after aortic valve replacement (AVR) and mitral valvuloplasty, an aortic
paravalvular leak developed again, and was treated by surgery using an artificial graft with a

prosthetic aortic valve.

Case 2: A 40-year-old man with congestive heart failure and inflammatory signs had aortic
and mitral regurgitation. Although cardiac medications for heart failure and treatment with
methylpredonisolon were started, he eventually had successful aortic valve replacement.

Valvular disease complicating Behget’s disease is rare; only 15 cases, including our two, have
so far been reported. Its rarity is partly because Behget’s disease predominantly involves the

venous system, not the arterial system.
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Introduction

Behget’s disease is a systemic disease with le-
sions involving multiple organs. However, car-
diac lesions such as pericarditis, myocarditis,

conduction disturbances and valvular incompe-
tence have rarely been reported in this disease.
Two rare cases of Behget’s disease with com-
bined aortic and mitral regurgitation are re-
ported in this paper.
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Case reports

Case 1

A 45-year-old man was admitted to our hos-
pital in May, 1983 with a chief complaint of
dyspnea on exertion. He had a history of re-
current oral aphtha, genital ulceration and acne-
like skin lesions. Combined mitral and aortic
regurgitation was diagnosed prior to admission,
and the onset of heart murmurs was suspected
recently. There was no family history of cardiac
disease.

Physical examination on admission revealed a
fairly well-nourished, well-developed man. His
body temperature was 36.8°C. His blood pres-
sure was 110/0 mmHg and his pulse was 100
beats/min. There was no evidence of iritis or
posterior uveitis. Large, shallow ulcerations
involved the superior surface of his tongue, but
no genital ulcerations were observed. On aus-
cultation, there was a grade 2/6 pansystolic mur-
mur at the apex and a grade 2/6 diastolic re-
gurgitant murmur along the left sternal border.

Laboratory studies revealed a red blood cell
count of 341 x10¢/mm?2, a hemoglobin of 10.1 g/
dl, a hematocrit of 31.2%, and a white blood
cell count of 7400/mm?2. The erythrocyte sedi-
mentation rate was 23 mm/hr, and urinalysis
revealed no abnormalities. Slight elevations of
GOT (521U/l), LDH (1569 IU/I), and total bili-
rubin (1.9 mg/dl) were noted. The chest radio-
graph showed moderate cardiomegaly with slight
pulmonary passive congestion (Fig. 1). His
electrocardiogram revealed a normal sinus
rhythm, left axis deviation, and high QRS volt-
age in the left precordial leads, with no ST-T
changes (Fig. 1). Aortography confirmed the
diagnoses of aortic regurgitation (III°) and mitral
regurgitation (II°). Two-dimensional echocardio-
graphy showed markedly enlarged left ventri-
cular and left atrial chambers with mild, diffuse
impairment of myocardial contractility. The
mitral valve leaflets’ motion was abnormal, with
fluttering in diastole. There was an oval-
shaped structure protruding from the central
portion of the anterior leaflet of the mitral
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Fig. 1. Chest radiograph (left) and a 12-lead electrocardiogram (right) on admission (Case 1).
Moderate cardiomegaly and high QRS voltage without ST-T changes are observed.
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Fig. 2. Parasternal long-axis views of two-dimensional echocardiograms (Case 1).
Aortic valve perforation of the non-coronary cusp as well as anterior mitral valve perforation with

mitral aneurysmal formation (arrow) are suspected.

valve. A string-like structure, a part of the
non-coronary aortic cusp, prolapsed towards the
left ventricular outflow tract in diastole (Fig. 2).

The patient’s aortic valve was replaced (AVR)
with a Bjork-Shiley prosthetic valve and mitral
valve plasty was performed. On direct obser-
vation during open heart surgery, the mitral
valve was thickened and deformed, with a
perforation at the top of a valvular aneurysm on
the anterior mitral valve leaflet (Fig. 3A). The
aortic valve specimens which were removed
surgically revealed a large perforation in the
thickened non-coronary cusp, and focal thicken-
ing with deformities in the right and left coro-
nary cusps (Fig. 3B). Microscopic examination
of the aortic valve leaflets showed fibrous thick-
ening of the layers of the intima and media, and
destruction of the internal elastic lamina (Fig.
3C). The resected tissues from the aortic and

mitral valves were cultured and found to be
negative for infection.

The patient was in good condition while re-
ceiving 20 mg/day prednisolone, until a diastolic
murmur (grade 2/6) appeared six months after
the initial surgery. The subsequent echocar-
diography and pulsed Doppler echocardiogra-
phy revealed the artificial valve ring to be par-
tially detached from the aortic wall with conse-
quent paravalvular leakage (Fig. 4).

Partial detachment of the aortic valve pros-
thesis was confirmed during the subsequent
operation. An AVR using a graft-valve pros-
thesis was repeatedly performed for the pros-
thetic valve dehiscence. The patient has been
well since that surgery.

Case 2

A 40-year-old man was admitted to the hos-
pital in May, 1985, with dyspnea, edema and
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Fig. 3. Pathological fi

ndings of Case 1.

Operative findings revealed an anterior mitral valve perforation (A) and an aortic valve perforation
(B). Microscopic findings of the aortic valve cusp show fibrous thickening of both layers of the
intima and media, and destruction of the internal lamina (C).

proteinuria. He had been repeatedly referred
for oral and genital ulcers, arthritis and skin
eruptions. He had no significant family his-
tory of cardiovascular diseases. - On admission,
his blood pressure was 170/60 mmHg, pulse
98/min, and his body temperature was 36.1°C.
No abnormalities such as iritis or chorioretinitis
were observed. Aphthous ulcerations were pre-
sent at the tip of his tongue and oral cavity
wall. Acne-like and pustular lesions were ob-
served on the skin of his face, shoulders and
chest. There were no lesions in his genital
area. He had a gallop rhythm, and a grade

2/6 systolic regurgitant murmur at the apex and
a grade 2/6 diastolic murmur along the left
sternal border were noted. Moist rales were
audible over both lower lung fields. There was
mild edema of his pretibial regions, bilaterally.
Results of laboratory studies showed that his
red blood cell count of 402 % 10¢/mm?, a hemo-
globin of 10.7 g/dl, a hematocrit of 31.5% and
a white blood cell count of 7100/mm2. Urinalysis
revealed a pH of 6, 2+ protein, and 2+ occult
blood. - The erythrocyte sedimentation rate was
33 mm/hr, and C reactive protein was 3+. Se-
rum total protein was 6.8 g/d/ and his y-globulin
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Fig. 5. Chest radiograph (left) and a 12-lead electrocardiogram (right) on admission (Case 2).
A prominent aortic knob with enlargement of the left lower cardiac border and high QRS voltage

in the left precordial leads are observed.

was elevated to 19.8% (1.3 g/dl). The creati-
nine and blood urea nitrogen were normal. The
serum immune complex detected was 3.1 micro-
gram/m! by the C;, method. The chest radio-
graph revealed a prominent aortic knob with
enlargement of the left lower cardiac border.
Mild pulmonary congestion was seen in the
lung fields (Fig. 5). The electrocardiograms
showed a high QRS voltage in the precordial
leads with wide and biphasic P waves (Fig. 5).
Pulsed Doppler echocardiography and aortogra-
phy confirmed regurgitation at the aortic and
mitral valves (both II°) (Fig. 6).

His dyspnea and inflammatory signs improved
after 20 days of medication with methylpredni-
solone 24 mg/day. Then, the patient underwent
surgery using a graft-valve prosthesis. The
pathological findings of the removed aortic valve
showed cusps which were not uniform in size,

with fibrous thickening and deformities ; but no
active inflammatory lesion was found micro-
scopically (Fig. 7). The mitral valve leaflets
were inspected during the surgical procedure,
and were saved because only a mild thickening
of the leaflets was noted. After surgery, the
patient was followed-up and are now in good
condition without deterioration of his mitral
valve.

Discussion

The major signs of Behget’s disease are oral
aphtha, genital ulceration, skin eruption and
uveitis. Recently, additional cases of Behget’s
disease with associated cardiovascular abnor-
malities have been reported ; however, valvular
incompetence is a rather rare complication. To
our knowledge, 15 such cases have been described
including the above two*”. Eight of these
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Fig. 6. Doppler echocardiograms (Case 2).
Combined aortic and mitral valve regurgitation are recorded.

cases were of isolated aortic regurgitation, and
seven were combined aortic and mitral regurgi-
tation. Concerning the clinical prognosis of all
reported cases, six patients died due to heart
failure and/or post-operative complications.
Among the seven patients who received valve

replacements, Yamate et al.” described an un-
successful artificial valve prosthesis which be-
came detached from the aortic wall. This is
similar to one of our reported cases (Case 1).

The pathogenesis of valvular regurgitation in
Behget’s disease has not yet been clarified, but
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Fig. 7. The removed aortic valve (Case 2).

Non-uniform cusp size with fibrous thickening and deformities are present (A), but no active in-

flammatory findings are seen microscopically (B).

may be considered in two forms: one being
dilatation of the aortic or mitral annulus caused
by atypical inflammation ; the other, caused by
inflammation and destruction of tissue of the
valve itself. The histological findings of our
former case included intimal fibrous thickening,
destruction of elastic fibers, and vascularization
with round cell infiltrations. In the latter case,
histologically, there were no active inflammatory
findings in the resected aortic valve, although
the valve cusps were unusually thickened and

deformed. Specifically, part of the non-coronary
cusp was stretched and enlarged, so that cine-
angiographically it appeared to be prolapsing.
The grade of aortic regurgitation might gradu-
ally have increased in association with impaired
cusp coaptation induced by tissue destruction
or morphological deformities. Our patients re-
ceived corticosteroid medications to suppress
systemic inflammation ; however, treatment for
valvular lesions did not seem effective. With
a moderate to severe grade of valvular incom-
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petence, surgery is indicated before the occur-
rence of deterioration of cardiac function. The
most serious complication of the valve prosthe-
sis was poor attachment or instability of the
artificial valve. This may have originated from
weakness of the vascular tissues and poor heal-
ing ability after surgery. The experience gained
from the above two cases indicates that AVR
using a graft-valve prosthesis seemed successful
in cases with Behget’s disease.
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Behget disease with valvular disease
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X% AVR #HETL 7.
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LAT—7REIZX 9 AR (I1 g), MR (11 )
LW S hic DRSIER & REFTR SRV 729,
methylpredonisolone 24 mg/day izl x THLLR
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