REWSAFEEE F19% BI%
Vol. 19, No. 3, September, 1986

Marfan &3 74|
of F 2k ) 4§

&* - ot

Bh
HA

— Abstract —

ksl AP o 5§
%9 9343 A8

Marfan’s Syndrome Associated with Ascending Aorta Aneurysm and Aortic Regurgitation
(Report of 8 cases)

Jun Young Choi, M.D.*, Hyuk Ahn, M.D.* and Joon Ryang Rho, M.D.*

Eight patients received operation for ascending aortic aneurysm and aortic regurgitation associated with Marfan’s

syndrome from January 1984 to july 1986 at Seoul National University Hospital.

The patients’ age ranged from 29 to 51 years (mean 37.3 years). Five patients were male and three were

female. All of them showed some stigmata of skeletal system in Marfan’s syndrome.

Three patients had dissecting aneurysm and five patients had fusiform aneurysm of ascending aorta.

Two patients had concomittent fusiform aneurysm of abdominal aorta.

All patients showed aortic regurgitation of grade Hl to IV.

One patient received insertion of intraluminal ringed graft and resuspension of aortic valve, and seven pa-

tients received modified Bentall operation (Cabrol method).
There was no hospital death and ail showed functional improvement in the 7.4 patient-years foliow-up period.

1. M =

Marfan $-3#2 23744 9. ob 94, A g
WS Fubshe Sz 230 24 Al 249 o]ibo)
T ogalo g abe{a YetV. AldaAl HeE o5y
2ol Wl Eugl w4 B 2o] Marfan 28 7o ‘*‘@
A gol = of 5 shed, g AH wealsAlg Al 5
1ol R A A E8vcke oy 2B/t wch
£0 2 uAlHS Yt Ao %}P%—t-l At® o\apaf

A gt o) ol & F 4ol afshad
*Department of Thoracic & Cardiovascular Surgery, Seoul
National University Hospital

198611 94 89l A+

Fubtel| Al AR g ¥ mrh QgdesTY,

Aok Fo el 4= oo ubidl o207
T X JEM 19844 1%%&1 198613 7%»}11 804]94
# -‘ﬂ';‘Pa FE x]@s}ﬁﬂo{] w8 2 Aka) Q,,“ uw
k= H}-o]r,]_‘

I. cH &

19841 14 %] 1986 7Y 7= Agwistm Wy
F4-9)zjoll A Marfan 2570l Subyl b ol 54 5o
o Est A4 YalSo R 558 uke 899 ghalE v
Ao g z ARy o)

ko] Q& 2940l A 514 7hx| 2 o2 37.3

— 500 —



Ag=, AdEs dabsh 59, oxbsh 3goldet i
) e Fas di-F FEoldn TEEua 4
AsAS $4% 2T Ak S4Abe] iso 2
FE7kA Y 7|2 15 Yol 4 Fe 3wtz vokstgd ot
(Table 1).

Table 1. Chief complaints of the patients

Case Chief Symptom

Age/Sex . onset
No. complatin

to op.

I 41/F Dyspnea & palpitation 12 mo
II 31/M Chest pain 6 mo
111 29/M Chest pain 6 mo
v 34/F Chest pain . 3yr
v 31/M Chest pain 15 days
Vi 40/M Dyspnea 12 mo
VII 41/M Chest pain 8 mo
VII 51/F Chest pain 2 mo
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Table 3. Abnormalities in Cardiovascular System

Case No. BP AR MR Morphology of Aneurysm
i 130/70 111 — Dissecting (Type A)
11 130/60 III — Fusiform (+abd. A.A.)

HI 40/40 IV I
v 110/ 0 IV —
v 110/30 IV —
VI 130/ 0 IV 1
Vil 140/30 IV —
vl 130/ 0 IV —

Fusiform

Dissecting (Type A)
Dissecting (Type A)
Fusiform (+abd. A.A.)
Fusiform

Fusiform
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Table 2. Abnormalities in Musculoskeletal system

Case No. Arachno Pf:‘cuts Steinbe.rg Wrist J 0i}1t Kyph?- Height/arm span
dactyly carinatum thumb sigh sign laxity scolosis (cm)

I + + + + - + 158/162
I + - + + +(knee) 189/196
111 + + + + + - 190/192
v + + + + +(elbow) - 178/189
\Y + + + + - + 198/187
VI + + + + - + 13/187

VII + - + + - - 188/191
VIl + + + + - + 178/184
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Table 4. Operative methods and results

Case No. Operation CPB time (min) Complication F/U Outcome
I AV resuspersion - 30 mo good
II Modified Bentall op. — 22 mo good

Dacron graft interposition
111 Modified Bentall op. — 15 mo good
v Modified Bentall op. 205 Laryngeal granuloma 9 mo good
Vv Modified Bentall op. - 5 mo good
" Intalominal singed srat. Tachyarhythmia o sond
VI Modified Bentall op. — 2 mo good
Vil Modified Bentall op. - 1 mo good
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FA Folml NYHA 7| s3f4d 1 = 18 dsgt 4
W2 A et 9lch(Table 4).
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Fig. 1. Typical feature of Marfan’s syndrome; tall,
slender physique, long arms and legs, tapering

fingers, pectus carinatum.
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Fig. 2. Steinberg thumb sign; the patients thumb ex-
tends beyond the ulnar side of palm when he clen-
ches fist.

Fig. 3. Wrist sign; when the patient grasps his wrist with
the other hand, thumb and little finger overlap
lcm or more.
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Fig. 4. Preoperative angiography of the case VI show-
ing ascending aorta aneurysm and aortic
regurgitation.

Fig. 5. Postoperative angiography of the case VI show-
ing well functioning composite graft.
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Fig. 6. Diagram of Cabrol method.
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