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Summary. Ozet

Objective: Surgical treatment of mitral regurgitation asso- Amag¢: Marfan sendromundaki mitral yetmeiliin cerah
ciated with Marfan’s syndrome is controversial heea tedavisi altta yatan dejenaratif hastaliktan dokaytss-
of the underlying degenerative proce$he purpose ¢ malidir. Bu c¢hasmada ileri derecede miitral ani
this study was to determine the surgical outcoma joé- dilatasyonu ve semptomatik mitral yetmggzlbulunal
tient with Marfan’s syndrome who had had progresly marfan sendromlu bir hastada uygularcamrahi tekni
symptomatic mitral regurgitation and annular difiata. ve sonucunun agariimasi amagclanrgtir.

Case Report:A 31- year old man who had Marfan’s siyome Olgu Sunumu: ileri derecede mitral yetmegii buluna
and who had had progressively symptomatic mitrgdire marfan sendromlu 31 ymdaki erkek bir hasta kligi-

gitation was admitted to our clinic. Cardiac cathieatior
revealed a heavily calcified mitral annular diletatwith
severe mitral regurgitation, fair left ventriculunctior
with an ejektion fraction of 45%. We performed i
anuular plication and also valve replacement urstin-
dard cardiopulmonary bypass technique.

mize yatrildi. Kardiyak kataterizasyondgaddetli mitra
aniler kalsifikasyon ve dilatasyonu ile mitral yetzrhgi.
enjeksiyon fraksiyonu %5 olan ko6t sol ventrikil tes
edildi. Standart kardiyopulmoner bypass tekraltind:
mitral andler plikasyon ve mitral kapak replasmgap:
tik.

Conclusion: Patiend did well postoperatively and was dis- Sonug: Hastanin postoperatif seyri iyi gecti ve 8. glitelar-
charged on the 8th. postoperative day. After therap cu edildi. Hastanin operasyon sonrasi genglmundal
tion he continued to do well on digoxin , warfaanc iyilesme devam etti ve digoxin ,warfarin ve metopi
metoprolol tartaratWe suggest that annular plication baslandi. Kapak replasmanin tek secenek gldve tani
valve replacement might be recommended for a | rin mimkin olmadil ileri dereede mitral andl
left ventricular function in patients who have seveni- dilatasyuonu ve kalsifikasyonu olan olgrda iyi bir sc
tral annular dilatation and calcification unsuiglfbr re- ventriktll fonksiyonu i¢in mitral antler plikasyore ka
pair and if the replacement is only choice. pak replasmanini éneriyoruz.
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Marfan’s syndrome is an autosomal dominant common cause of morbidity and mortality in
heritable disorder of connective tissue involving infants and children with Marfan's syndrome (4).
the skeletal, ocular and cardiovascular systemsRecent data demonstrate that surgical intervention
caused by alteration in the synthesis of fibri{fi. significantly prolongs survival in adults with
Patients with Marfan’s syndrome have a shortenedMarfan’s syndrome (2). We present herein the
life expectancy because of cardiovascular surgical intervention of a 31-year old male patient
complications of the disease (1,litral valve who has a severe mitral annular dilatation and
dysfunction is present in 80 % of patients with calcification and a fourth degree mitral
Marfan’s syndrome (1,3) and it is the most insufficiency.
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Case Report

31-year old male patient with Marfan’'s syn-
drome was admitted for the complaints of palpita-
tion and dyspnea. His father had had also Marfan'’s
syndrome and died suddenly. The patient was
Class 4 in New York Heart Association. On echo-
cardiography, % degree mitral insufficiency was
found with the left ventricular enddiastolic diame-
ter as 7.7 cm and the endsystolic diameter as 6 crr
The left atrial diameter was 8.5 cm. Pulmonary
arterial pressure was calculated as 86 mmHg. The
ejection fraction was 45 %. The aortic root was 3.5Figure 1. Leaflets have been removed and commis
cm. On cardiac catheterization, mitral regurgitatio Plicated.
with severe mitral annular dilatation and calcifica
tion, left ventricular dilatation, minimal aortic\4
sufficiency with the aortic root as 3.4 cm were
found. No pathology was found with coronary et Sutires
angiography. Besides, on lumbal computerized : '
tomography dural ectaS|a was found in dlstal Ium-

showed ectopia lentis. He also had pectus carina
tum.

At surgery, median sternotomy, standard car-
diopulmonary bypass, mild degree hypothermia
(28° C), antegrade isothermic blood cardioplegia
were used. In the operation, he was found to have ¢
huge left atrium and left ventricle, and the mitral Figure 2. Prosthetic valve have been accommodated
annulus was approximately 9 cm in diameter. Both narrowed annulus.
of the mitral leaflets and the annulus were seyerel
calcificated. For this reason, it was not possible
mitral repair and mitral valve replacement was

preferred. However, the mitral annulus was SO|eft atrium was 64 mm echocardiographically.
wide that 33 mm valve was small for it. For the pyimonary arterial pressure was calculated as 56

appropriation of the annulus to the valve, we did mmHg, aortic root was 36 mm and the ejection
annular plication towards posterior at the level of fraction was 49 % (Tablo 1).

both commisures and mitral valve was replaced

with 33-mm St. Jude bileaflet mitral valve (Figure- Comment

1 and 2). The aortic cross-clamp time was 78 mi- Marfan’s syndrome is the most common herit-

nutes and total bypass time was 98 minutes. Theable disorder of connective tissue. If untreated,
patient was weaned from cardiopulmonary bypasscardiovascular manifestations of the Marfan’s syn-
without difficulty. The patient did well postopera- drome cause death in one half of patients during
tively and discharged on thd'@lay with digoxin,  the first four decades of life (2,3). Cardiovascula

warfarin and metprolol tartarat. He was class 2 incomplications including dilatation of the ascending

New York Heart Association 2 months after the aorta, aortic dissection, aortic regurgitation, and
operation. Left ventricular enddiastolic diameter mitral valve dysfunction determine life expectancy

was 65 mm, endsystolic diameter was 52 mm, andn patients with Marfan’s syndrome. Pathologic
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Tablo 1. Preoperative and postoperative echocar-was seen on several controls. Our case is interest-
diographic parameters ing as he had a rarely seen wide annulus with-calci
fication. We suggest that annular plication and

Preoperative  Postoperative  valve replacement might be recommended for a

Left ventricle enddiastolic diameter 77 mm 65 mm better left ventricular function in patients whovha
Left ventricle endsystolic diameter 60 mm 52 mm . | | dil . d lcifi .
Left atrial diameter 85 mm 64 mm severe mitra annl_J ar di _atanon and calci |_cat|on
Pulmonary artery pressure 86 mmHg 56 mmHg  unsuitable for repair and if the replacement ig/onl
Ejection fraction %45 %49 .
choice.
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