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-Abstract—

Spontaneous Pneumothorax in Marfan Syndrome
- Report of a case and review of the abnormalities in this disorder —

Cheol Joo Lee,* M.D., Myung Chang,* M.D.
Myeun Shick Kang,* M.D., Bum Koo Cho,* M.D. and Seung Nok Hong,* M.D.

Marfan syndrome which was complicated with spontaneous pneumothorax is a rare chance we

can contact usually.

There are many aspects of the clinical features in the Marfan syndrome such as ectopia lentis,

cardiovascular anomalies, and skeletal anomalies.

With the use of this paper, we report a rar¢ case, Marfan syndrome complicated with spontaneous

pneumothorax.
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patients with the Marfan syndrome.

Clinical features

Ectopia lentis
Myopia
Cardiovascular
Mid-systolic click only
Mid-systolic click & late systolic m.
Aortic regurgitant m.
Mitral regurgitant m.
Prosthetic aortic valve
Abnormal echocardiogram
Aortic enlargement
Mitral valve prolapse

Prosthetic aortic valve

Musculoskeletal oo

Arachnodactyly

Pectus deformity

High, narrow palate

Height, over 95 percentile for age
Hyperextensible joint

Vertebral column deformity

Pes planus

Striae distensae

Inguinal hernia

Family RiStOTy e rioieiienieireeseeeeeenns e
Additional documented cases of syndrome

Sporadic cases( new mutations)

Unclear or unknown pedigree

No. of patients

- 193 —



frod A R FhAs] elx) Al ettt 1959 tum, WE wAANR L] §So] siErsiAl 5 e

e

Bowers -+~ Marfan syndrome o] fFybs) 2 -f-=xd 52~ o} H:4b Total lung capacityv} 1 LAl v Re) H
Ala- wshy 0wl 19791 Pyesitz® &£ autosomal AP el v W) oAl ®loh o) 4k e ol g
dominant trait & fod ¥l vian EARRSR of, crel 2 Aoy #ade cystic change v} oA ¥ i s 5 o)
el 8l o] vht dhabe - HAAIY Bl WAl sk airzb trappingxl v} 20, o)yl Abeli: eAlsle]l  Abiot -
¢ 2l ulk hereditory trends}p -1 el -l - WY gt rophy v} 51 ghe}
shat gl o, Fleb 2l Aol 4 ofm stress & oubAl =5 g3
w Rl el glolAl whead ol Alg s glow] del A Elage] HARiA ) FS ooyl 5 sle) o) 4),
Ak 4 WA 6 el ek uhrlabiban dhe] ool o] ole) vkl slAel i ah4) 195919 Dermskians] 9]
S Apeluh ¥l o] Abelaz glan Ao ehvkd gl shut A Eel gk sgre] oby) A Wi rubgar
v}, . congenital lung cyst, 0 =) /]E59) 43le] ole} ¢l

Marfan syndrome off 2] 2pod o] o] “pupslaz dlvaz ob  tbyb Stressel o8] H A4 o fe] Ay slg e
2 3

opal 2has) ok A4l ergkAnk 19651 Dwyer “booll dl Marfsn syndrome 2] 291 ¢ ¢} 2o R EA}
2jshd Marfan syndrome -&  Pulmonary malformation wle il A b o)
el oF 0ol A ks e] cn ol 4] o o ded Marfan syndrome = ‘jelut 4 gl m) e Wl e o
o] shxlvha watshi bt mab 19640 W vER Qlow] oo rpga) g0 TRl oS 4 o)
Bolnade 2 ;-& Marfan syndrome o <] mo ] 3 o) "S‘ D interstitial parenchymal disease ¢ honey com-
wbal Telo) ghabE Lelel 4 #he) A waslely, @ bing
“ral Dwyer 4= 1965 vloll xbod v| -fo]  iuby) arfan 2 diffuse and apical bullons emphysema
syndrome 2 e 55w oGkl v}, B B I I
Marfan syndrome off 2] 5. Collagen metabolism®| Def- Ay | aha] Bhar
ect 7b &l < Ab el b chebobal slasn) B 2] el S R B I R R R T - BV
collagen defect 7b ¢l ol 4] alveolar septumol] Elas- G
tino] /s skl o, ele uwjvb alveolar  sep- s1e) Aub Aol Auby wWel ™ A0 Ao W] ==&}
Table II. Cause of death in 74 patients with Marfan syndrome.
Cause of death No. of patients
Aortic dilatation:
Rupture of aneurysm 12
Dissection of aneurysm 8
Insufficiency of aortic valve 14
Surgical deaths:
Attempted repair of aneurysm 4
Aortic rupture after surgery for funnel chest 1
Congestive heart failure 8
Myocardial infarction 2
Bacterial endocarditis 2
Pneumonia(no interatrial septum) 1
Barbiturate overdose 1
Automobile suicide 1
Tuberculosis 1
Ventricular fibrillation after orthopedic surgery 1
Unknown 18
Total 74
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