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asSe

O N[O wale patient
O withe ryQF sy ne A aortic dissection

On admissran

O presented with uncontre Ied h'yt)e'rte'nsion
0 known hypertensive on medrsal treatment

o B-Blocker
o ACE-inhibitor

O medical treatment became not efficient receni
O admitted neglect in her appointments over the last3a yrs




C

Marfan

pg_’_[__ient ~Ghent Criteria

sterrm
Skele

Ccular

Cardiowvascular

Pulmonary
Skin/Integument

Dura
Genetic findings

/\

Involverment

#® Pectus carf’natun’i‘e"”"
SR requm__

& Reduced elbow e
& Pes plenus

& Protrusio acetabulae
Lens dislocation {ectopia lentis)

)Dilatatiun of the aortic root
Dissection of the ascending aorta

Mone
Mone

Lumbosacral dural ectasia

Parent, child or sibling meets these criteria independantly
Fibrillin 1 mutation known to cause Marfan syndrome
Inheritance of OMA marker haplotype linked to Marfan syndrome

2 of the major features, or 1 major feature and 2 of
the following:

# Pectus excavatum
& Jaint hypermaobility
# High palate with dental

. 'Increased axial length o
' nyB@ﬁaStm iris ar ciliary musc

in the family

# Crowding
aracteristic face

be (causing myopiad
causing decreased

Jv g Y i
Mitral ualue pr@]apEE P
D|Iatat|6n’a:|f j;’rie»pulmrjﬂarmartery, below a
Calcified™ r‘mtral érr‘rnUIuE h,eln:lw gge 40

her dilatation or gifSSg;:tn:un I:lfi the aorta
Sportgneous pneumntharax
apical blg
Striae atrophi
Fecurrent or incisi
Mone
Mone




PCH

u Type ~/aartic drssection 11 years ago

o confusional state (/O
O bruises on both carotid arteriég ™

O no palpable pulses in the right upper and the leftlawer
extremity

CT angiography demonstrated Type —A aortic-dissectio
extended from aortic root to iliac arteries



PCH

] Operatlon
Supracoronary ascendiroaorta replacement
with-a_tubular graft (Vascutec mm) and
resuspensrel of the' mcompetent aorttevalve

O Recovery:
= Very good

0 Histopathological examinati an:

= media of the aortic wall with a profowd decrease Jn the
amount of elastin and loss of the highly ahgoed and
ordered lamellar arrangement

= extensive deposits of mucopolysaccharides




ecen admission — O/E

S HR 7Gbpm SR
0 BP 17s 95mmHg

0 On auscultatior
= parasternal diastolic-urmfun <7
(third left intercostal space
radiating widely along the left stec/al border)










TTE ||ngs 1

O O 0O O 0O

severg dllatatlon b the Aortic root (d : 68mm)
severe AR

Right Sint of Valsalva aneurysm

LV mildly hype ophlc and dllate

LV function mildly | saired

mild MR (functional due to ™A VL prolapse)
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Coroa / Angiogram -Aortography




lography
S >¥e/ Ap) dilatation and findings
=ity lQUS operation

UHSKALUPOULOY ARGLIR

E wt Mow 20 200

0 L 62 LAD 44 CR

5P mm




Urgent.Redo-operation

O O O 0O

Bentail procedue
Post-op complicatieny |
Long hospital stay~ |
Discharged the 55™ dayp |

In a good condition




DISCU To]g

f_’_';_____an.:.;;s_f};__ndrom fS) Is an autosomal dominant
inherited cennective tissue disorder with variable
phenstypic expressmn of cardiovascular, ocular and
musculoske/etal manlfestatlons

0 Usually associated with™x utatlon T flbrlllln -1 (FBN1) gene on
chromosome 15, which encodes for the glycoproteln flbrlllln

0 Estimated prevalence of MfS-(s 1 i 10 OOO

0 26% of cases have no family histor W mutatlon)

eDean JC. Heart. 2002 ;88:97
*Westaby S. Ann Thorac Surg. 1999;67:186{
eDetter C, et al . Eur ] Cardiothorac Surg. 1998<13/416


http://www.ncbi.nlm.nih.gov/pubmed/9641341?itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_RVDocSum&ordinalpos=4

System

Skeletal

Ocular

Cardiovascular

Pulmonary
Skin/Integument

Cura
Genetic findings

Itivity/specificity 86%)

Involvement

Major criterion

t least 4 of the T

the following:
Pecths carinatum | 4 ctus excavatum
Pectus edsgvatum requiring suer i
LILSE <0.86 o an:height =1.05
Wrist and thumb =i
Scoliosis »20° or spon
Reduced elbow extension {
Pes plenus

Protrusio acetabulas

Lens dislocation {ectopia lentis)

migsis)
Dilatation of the aortic root Mitral valve prola

Dissection of the ascending aorta

None Spontaneous p
apical blebs
MNone Striae atrophicae
Fecurrent or incisional hernia
Lumbosacral dural ectasia Mone
Parent, child or sibling meets these criteria independently Hone

Fibrillin 1 mutation known to cause Marfan syndrome
Inheritance of DMA marker haplotvpe linked to Marfan syndrome
in the family

2 of the major features, or 1 major feature and 2 of




Natural History

O

: |fe expectancy Is determined by the severity of
cardiavasctlay’ mvolveme

Without surgical mterventlon many patients die in
the third decade-af their Ilves from cormulications of
aortic root aneurysm-upture, dlssectlon insufftsigncy)

Life expectancy improved i« the past 30_.,: ,_;.ears as 2
result of improved surgical managemert/

*David TE, et al ] Thorac Cardiovasc Surg. 2009 ;138:859




Indiqqu Ons for surgery In MfS:

m rtlc smus dlameter M _Or greater or
4.5cmramong’ patlents with faraily history

= ascending aowic dlssectlon

= aneurysm growth mqre than 1cm/year

= worsening aortic regurgitation in a dllated root
when a valve-sparing procedure-s deSIred

*Cameron DE, et al Ann Thorac Surg. 2009;87/1344



0 y Sg den standard)

m Excétlent earfy B
outcomes

= Complications refated to'long-ie
anticoagulation. |

A ButtonBentall
] . Procedure

eKarck M, et al ] Thorac Cardiovasc Stwg. 2004;127:381
eBraverman AC. Curr Opin Cardiol. 2004339:549
Elefteriades J .J Thorac Cardiovasc Surg 2002;123x01




10 rootYef lacement
W .. J b

A O

= Operative resul(s si

Bentall procedure
= Time-consuming
= Durability has to be proven

e Cameron DE, et al Ann Thorac Sury.2009;87:1344

ePatel ND, et al Ann Thorac Surg. 2008;852003

*Volguina IV, et al ] Thorac Cardiovasc Surg:2(09 ;13/:1124
eKallenbach K, et al Ann Thorac Surg. 2007;83:576%
Elefteriades J. J Thorac Cardiovasc Surg 2002;123:201



Su rg 1 MfS:

(replas eme
with/withoui_resus)

Saves time

*Westaby S. Ann Thorac Surg. 1999;67561
*De Paulis R, et al Eur J Cardiothorac Surgx(05; 27/86
eTreasure IT. Heart. 2000;84:674



ConcJusie
s n Marfanipatients>who suffered dissection,
close ol i jsvecommended to prevent
any othercardiovascular complication, especially
If a conservative-Qperatidnas been performed

O Replacement of the aortic TeQl Is Usaly sequires
In addition to repair of the dissectec aortes
In order to eliminate the re-operation raic
which is of high mortality and morbidity




MATHAL MIAKTAN . & 7
b
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