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A Case Report of Expanding Abdominal Aneurysm and Annuloectasia in
Marfan Syndrome
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Department of Thoracic Surgery, Seoul National University Hospital

Kyung Mo Yeon M.D.
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Je Geun Chi M.D.
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Marfan syndrome may be associated with various cardiovascular complications, but expan-
ding abdominal aneurysm is a relatively rare complication.

A 32 year old male patient was admitted to S.N.U.H. because of pulsating abdominal mass
and back pain. The patient was diagnosed as a case of expanding abdominal aortic aneurysm
and annuloectasia of aorta due to Marfan syndrome. Abdominal aneurysm was located from
3cm below the origin of left renal artery to left common iliac artery. Abdominal aneurysm
was operated successfuly.

The size of abdominal aneurysm was about 28X 15cm. The pathological findings of surgic-
ally removed abdominal aortic wall showed loss of elastic fibers and fragmentation of fibers
in media.

A case of expanding abdominal aortic aneurysm due to Marfan’s syndrome waz reported
with a review of literatures.
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Fig. 2. Picture showing positive wrist sign.

Fig. 1. Photograph shows tall, slender body habitus
and long, thin extremities.

Fig. 3. Picture showing Steinberg thumb sign.

5. Both hand roentgenogram. Showing exces-
sively long finger bones. Metacarpal Index
was Rt: 8.95, Lt: 8.76(Normal<8.0).

Fig. 4. Chest PA. showing prominent and tortuous Fig.
aorta with prominent Lt. ventricle. No
active lesion in lung field.
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Fig. 6. cocardiogram(parasternal long axis view
of 2-D echocardiogram) showing marked
dilatation of aortic root.

Fig. 7. Abdominal ultrasonogfaphy sho;ving uge
fusiform echo-free dilatation of abdominal

aorta.

Fig. 8. Abdominal aortogram showing huge dila-
tation of aorta from just distal to Lt renal Fig. 9. Aortography through axillary artery sho-

artery branch to Lt iliac artery, with mu- wing marked dilatation of aortic root and
Itiple filling defect suspected to be mural Gr I /N regurgitation through aortic valve.
thrombi.
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Fig. 10. Gross specimen of the resected aorta(A), Fig. 11. Photomicrograph of aortic wall, revealing

mural thrombus(B) and two segments of thickening of the wall, fibrosis and blood
common iliac artery(C). Aorta shows irr- vessel proliferation. Linear basophilic de-
egular initimal surface because of athero- generation(arrow) is seen in the media.
sclerosis and aneurysmal dilatation. H & Ex40.

o , ) Fig. 13. Aortic wall shows destruction and fragm-
Fig. 12. Higher magnification of the basophilic entation of elastic fibers in media and

deposits in media(arrows). H & Ex100. replacement fibrosis. Weigert elastic stain
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189611 Marfan o] H &2 o] d3k-g “Dolichosteno-
melia”s}x = 3l¢l.on 190214l Achard & “Arac-
hinodactyly”zbz A shgl o= 1931 Wave & “Dist-
rophia mesodermalis congenita, typus Marfanis”z}
a Pl

e FE RaRE 19599 REVO] LotkdAr 261
¥ a3 u} Qo7 ZoF W Marfan JERE BE
o] Rase] o0 LmERGE ol A R
x =EHE,

Marfan fEB#N A LIUERFEE 8 7H7F do
U EAEIIRS BEREEIREE AAT e Sl
AT FHNAE A2 4FH 28 BBHT Ma-
rfan fEREE R RN BRABRE 1515 28
st ool bzkel EEZESE A Bmst etel s

I. £ 1]

iE Bl:010A4 328k BT
*= & BE, mE: ERER
BERE : 5718 g Askglg

IR : LBL 378N LDERSE BT, BEE 4
Bokrh 3508, YAF AEE TUY 38 BT
7 Bt Bl ke s

HIEEF : 2625 235 JETel A Bk EEs gR
gov S5yt F4Ae A R, AEE A &
2 ANLEE LR 35 EES o Ade AR
e St 4 RN EE U AT B
LA 29 $FAE Bokd J¥atgch

ARiEs BEAY PR : R 7l 23 Ok 7
=z Aged (Fig. 1), HENA BE7R S Aol 87
cm, MEANA BREZASY el 102cmolgw, &
Hed) P chEe Azl 196cm el ek KR
9 BEE BRSEA 4%t HdA major helix &
wkaatse] glglvh. BRigEE 23 7082 A Aelgl
on, MEEE 150/90, A& 37°C ek F2-¢& |t
Jig (pectus excavatum)e] gl o=, AH=F& 55 B
AZEFHpoeedy] 33 5cm I LA 73 =&
&A=t EHal A 12x20em 7H o] HBHE EM
¢ A= gk, AAEAA 22 H 40 FEERA
A Grade I/N¢ #EH Aol dolod, BEHY E
ol A 3E oFE FEFYo] o] 2= #ifizell 4 bruit 7}

Eg o). Wik BrRdl A Wrist sign(Fig. 2) W Ste-
inberg sign(Fig. 3) kAlelglx &5 i <=Higgy
A gto] 99l €34 hyperextension = ¢l v},

BEFR : —m, KA, BSR4, mEd-s
AAFAA BRRPTRE-L o)A ggten BUN(E, cr-
eatinine fff ¥ MFEXFAAE FAHHe] gk

DERFR : 3454 2 AA44duge] &3¢ 2
il

ES CeXMAE FR: E3E 1 FoA KBRS
5 deen A3 e gded 244 Fx4
A 2k dddlE A94 g glglok(Fig 4.

UH & XHAN BR : Ax sxv)hal $ikiE (ara-
chinodatyly)&A 3 37 -7t SHFEFEE (metaca-
rpal index)& 1.l #}(Fig. 5).

Lol al R s gt B99 o 59AFL 50
mmE FA= o]l ggond, ol sES 99
fluttering 3 A4 F4 9] fluttering ¢ FZF 5 g9
2, 19 FAANAL sammol Qe T2 T
34 &7 fAHA gakel(Fig. 6).

ERASME A2 33 050 E2YEA g,
e gy AZE4gq Pl Hgon, ok
AE g4 9T A9 3, oY HE oIk
At vebll s Edo] 24, 43y S9F Y 24
o Aol Y241 e e Fgu(Fig. 7).

HEYzgsm & : BITHE EHEABIR SEGINA
IEEABIIR £A5Y SiEFETAA48 Efjes 1
T 2ol A=Y 43 FFEY o]2w gl
gt o] Ara F3F 59 L Foll A by
BAFY £l FAF B2 A5 FFEHY
A% EFHAE E T Y= Fig 8). dFY F59
Y 2G4 A s A5 A9 4 &3 Grade
I/VE gl eaae sl 349 234 43 + 9
9l =} (Fig. 9).

Q% Ao 3dzgdE APF a5 H$ 4
AR on S Zold 2B el EgYy =
A7 g AT F §-F T 27 wEd F4
34 A3YFE ety

SEAl AH BB -5e AEY AAY 3cm 3
whell A He] SA-F5Y ] o] 2A AR, ZA B
deon £ 5N Fe 25= 28x15cmo]glch.

FHF WA B 33 JA4gges 2 g
oho e 2R o ey Fo Alwl-e AR Sl dacron
graft & AP F FHFY Foo® graft & P
g0, o . S
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HEBY A (s83~10621) : A AL Ay
94 AWdl ARilE Ao 24 2 We] FEYA ¢
L84 FA54 B4-¢ Ry Fig, 10A). W a4
AARL Aoz A= YA (thrombug)® el
(Fig. 10B)71 Y43 = 22FE9 (common iliac
artery)] ¥ (Fig. 10C)E ¥4 Zgsigleh, u%
A& 2 W] EFHstn ¥4 A (mural thhro-
mbus)& AAF FHE AGE g}, Ay oe
AE WA 2% %417 81 % (atherosderosis) o] 9f-&
Eotuzh HA19) wl %o A GG He 2o w
2 3~5mm 7R Hgu ol F2 ARl o5t A
olgdet. ol RelEx AR QAY 4 YL =
webe] (medial dissection)= ¢l9ivh. SI®tE 443t
7 Aot 89 AL gyt

AEH ] ARl Be TEL A3std YrA
A AAE vk 2L Ao R =gy gddm
Wehe SAARFY 43¢ vebyoh, 28 A ger
A4 A Z (lipophage)$] 43 w]ekstqct, W =tsh Fupe)
A EEFEA el B 49 e g
wHEe] HEE Aol 4 Sdr402 dAsyE Qo)
W Ad st vdaks] 4492 Jdehde] Fald 48 B9
S lgleh(Fig. 12 & 13). o] &3 £ toluidine blue
£ w4 (metachromasia)-2 ¥ g}, Masson trich-
rome G4 5} Weigert 38 A fd 4ol A g EYH L g
At o]4hg W]l FAHOR o}F 3 wyy
e B AR S g o FAA wdge
A dAsl A4dsted WA o= =g (Fig 14).
olokgha 4F2A 40 44k HwA Yol v
FHo] Adgeh. dvse " guolAR wFE o
AT o 148 e P FH ol 2UY AN Y A
Fol dAztgich. ¥4 4 247 S P3¢ =
e 5T o] 4 £ 4 vehi R ghgket

. E

Marfan 3% #2494 A 249 o|gozs 7
A, bW, AldaAgee e At
2 LAY NEE AFY Aolgel 108AY 40X 6
& LAsE aA ARG Ao, {48 o4
2 AdYH AR LR el & 15%0 A4 HE
Hol £4 A+XE Yo EHE =T st A
22 FA4d, SEFA84E, 94, ARG SE
27hR ol JMNZ Y& A9 AT 4 dor AY
Hd A5 19 1A 4435 k" B=E MR

ek, S A AYA FAE QL e
W Jo2Xe EA Yo o) 2Zy7k= theps)
;}_12~15).

TEAA oJALRE AR s} FAH(ER) ¥ 5t 2
] (dolichostenomelia) <7} wr}eto) Z 2 (Arachi-
nodactgly), §29) e]4e]i} 239 aTg Y
4 9P, Arachinodactyly & a3 7)o 4 2
PGl ANEE A A8, XJFge B9 &5}
e Ae] YolulE F5hed (metacorpal index) o] &
SR E S Astel] AdA R Wed AL ohy
E}4ID, =3 Steinberg sign!®e]u} Wrist sign! o
A2 vehte Joint laxity 7} 91-& 4 gk o]
Akgdo® Fag AL Steinberg sign 3} Wrist sign
o] Tt 18,17,

Marfan $RF 2219 HEo 482 3242 n
o AL glom] Apele] 95% o] Ate] AW LAl T Fell
g, weiy AddaAd §935e Marfan 337
8 P FF obF Fasth T4 ok YA ¥y
L AR £AVLRE HT 60%NA LAY &
et Basa gdepd, 2G M2 Addaxe U
3 3 AEA $9FY TAEL FolAa 9o
o] FERYLEY Al volut Yna BAQ
°] 80%°14 WARTHE RIE M, AdygA o
W e AN 2o e S qde B
A, gy 2r $RgEg8058
W 4 oo

HEHS W& $(media)s] o] ate] =z elw
53] o) 7)Ao A Astek, weld sinus valsalva
T FEE AEY AR FAR AR 2 @
Fol 0. A F5Ye T AH A Hot 245 o) o
}A Hx g e A2 B, AP 599
F73ol 6em ol A BashAl Swl w54 wkw) &) R o)
Yot A S 2 B 5 SldE YW Se] g
Q.]‘+7] 4%1;}_11,19).

Etter §20¢] 19434 | 59utel 2 4 9194 7%
T oolel =B Fute st SRy Fo oy
Bazige] Baslu Jep®, A5 2A &40 U
1AL BHAX ey BHA S 24593 Coll-
agen Ao} fFRYES] ANk B olEne) Yy
Hel e FBE AHNLE AL BHA 9} gdrps
o, elE Rt MEFRY WL A9 e n Tay R
o] ofvs}l 49 TR E ZL Wt deojd 4 9
o AETY WFYW A5 AFUSAAE AP T
Y3l e kA W] EAge]l BA oA @
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10803 74A FA A 44 o & 144) 215 T g2,
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-r/'|_22).
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b A 25k s34 LR ENEE 4AY F 9
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£7q RabE W gyl WEe] GHAN SR
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= Achibn S5 A WERERABREE 4T
Aoz 2aq 1AE AYsgAd FEy &2 9
Fandst @0 BE O 2ueE welth

REFERENCES
1) REjX, FIELH : Marfaw's syndrome 2] 2 4. =

g rapersl <, 2:95-101, 1959.
2) BES, ZTEE, B FTBE, FRL KA,

HE®, %%, Marfan syndrome &) 2+, ot
W &8 2=, 10(7): 59-62, 1967.

3) FER—, 2FIB, ZTEE, HFF: SE A5
& Tukd Merfan 33 19 . A%, 20(11)

:55-59, 1977.

4) SWB, &Lk, TBE, AX®, fEE, R
: TGS Fukst Marfan syndrome o] Iff.

o) shers| AR, 15(14):349-355, 1973.

5) AAs, A9, FAD, AT : Marfor FFT
79, vl skekahEtE A, 18(1):143-147, 1977.

6) A71A, 444, JA9Q : Marfan syndome I#]
Rx. A3 AL AA, 12 (1) 85-87,
1977. '

7) Bk, WEE, REK, HHE: Marfar's syn-
drome. &k A=, 12 (4): 207-213,
1971.

8) o1y, 9, $¥F : Marfaw's syndrome 2
o, W gk Ae, 29(2):199-201, 1979.

9) o1& F, A9, A4, 2AT, T5FAAAF
o} Ful®l Marfen syndrome 1% Bi, o354
AR, 12(3):191-196, 1976.

10) A3, AE4d, g, FEI, 2EFE, T4
PG e WA Marfan® FFE. RAY
AR, 12(4):793-799, 1977.

11) Pyeritz, R.E. and McKusick, V.A.: The Mar-
fan syndrome: Diagnosis and management. N.
Engl. J. Med., 300(14):772-777, 1979.

12) McKusick, V.A.: Hereditable disorders of con-
nective tissue. fourth edition, St. Louis, C.V.
Mosby, 1972, pp.61-223.

13) Young, D.: Familial dissecting aneurysm com-
plicatng Marfan’s syndrome. Am. Heart J., 78
:577, 1969.

14) Eldridge, R.: The metacarpal index;a useful
aid in the diagnosis of the Marfan syndrome.
Arch. Intern. Med., 113:248-254, 1964.

15) Emanuel, R.,(Markomichelakis, J.,) et al: Fo-
rmes frustes of Marfan’s syndrome presenting
with severe aortic regurgitation; clinicogenetic
study of 18 families. Br. Heart J., 39:190-
197, 1977.

16) Steinberg, 1.: A simple screening test for the
Marfan syndrome. Am. J. Roelntgenol., 97:
118-124, 1966.

— 485 —



17)

18

o

~

19

20)

—HFE 4 119l : Marfan ER# 718 REEESARRELE 16—

Walker, B.A., Murdoch, J.L.: The wrist sign;
a useful physical findings in the Marfan syn-
drome. Arch. Intern. Med., 126:276-277,
1970.

Mardoch, J.L., Walker B.A., Halpern, B.L.,
Kuzma, J.W., Mckusick, V.A.: Life expecta-
ncy and causes of death in the Marfan synd-
rome. N. Engl. J. Med., 286(15):804-808,
1972,

Spangler, R.D., Nora, J.J., Lortscher, R.H.,
Wolfe, R.R., Okin, J.T.: Echocardiography in
Marfan’s syndrome. Chest, 69 (1): 72-78,
1976.

Roberts, W.C., Honig, H.S.: The spectrum of
cardiovascular disease in the Marfan syndro-
me; A clinico-morphologic study of 18 necropsy
batients and comparison to 151 previously rep-
orted necropsy patients. Am. Heart J., 104(1)

:115-135, 1982.

21)

22)

23)

24)

Etter, L.E., Glover, L.P.: Arachinodactyly co-
mplicated by dislocated lens and death from
rupture of dissecting aneurysm of aorta. J.A.
MA., 123:88-89, 1943(Cited from Ref.
20).

BOHEA, EE, EENK, ZARE, BRET
IINRPERE ¢ Surgical treatment of expanding an-
eurysm of abdominal Aorta and annuloaortic
ectasia in Marfan’s syndrome. Bgist%, 33(8)
:619-623, 1980.

Come, P.C., Bulkley, B.H., Mckusick, V.A.,
et al.: Echocardiographic manefestations of
annulo-aortic ectasia; its “paradoxical” motion
of the aorta and premature systolic c.osure of
the aortic valve. Am. Heart J., 93:428-433,
1977.

B RSFEED  RREEREPESEEC LS Ao
ulo-gortic ectasia O [ERLHE. WREE, 12:
53, 1972,

— 486 —



	Marfan 症候郡에 기인한 擴張性腹部大動脈瘤 治驗 1例
	Ⅰ. 緖論
	Ⅱ. 症例
	Ⅲ. 考察
	Ⅳ. 結論
	참고문헌


