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Aorta posuzovana jako organ
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Aneuryzma aorty

Prevalence 1-3% populace (aneuryzma, disekce), az 10% u starsich, incidence 5-10/100 000/rok
Dilatace : kofen + ascendentni aorta =2 40 mm (2 22mm/m2), descendentni 2 29mm (= 16 mm/m?2)

Riast : muzi 0,9 mm/dekadu, Zeny 0,7mm/dekadu,
BAV 0,6mm kofen a 0,3mm AA/rok , MFS 2,6 mm/r, LDS az 10mm/rok, =6cm 4,6mm/rok

Aortic arch
— .
@) Mid
f . aortic
34mm 3l mm  arch
12
Proximal aortic arch 37 mm 4mm | ) Proximal
descending
Ascending aorta 40 mm 36 mm 29mm 26mm oo
o Rychly riist :
oracic
: i~ descending yc y ru S %
Sinotubular junction 38 mm 33 mm aorta k
Sinus of Valsalva 40 mm 34 mm (@) Distal 5 m m/ro
(<22 mm/m?) ¥ descending
23 mm 20 mm )4
sores 3mm/rok 2 roky po sobé
3mm/rok u HTAD

23mm 19 mm

@ ESc—
Centrum kardiovaskul&rni
% CKTCF a transplontoni chirurgie



Etiologie aorta
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Autoimmune disease

Apolipoproteins

Non-traditional risk factors
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Etiologie a screening

Screening

Diagnostic

%y, CKTCY
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60% koren a/nebo ascendentni aorta
10% oblouk
30% descendentni aorta

Is recommended in men aged =65 years with a

history of smaoking to reduce the risk of death from
ruptured AAA 221224234

May be considered in men aged =75 years

(irrespective of smoking history) or in women aged
275 years who are current smokers, hypertensive,
a0 hﬂm_m.m.zas-nr

Is recommended for FDRs of patients with AAA aged
250, unless an acquired cause can be clearly
identified.”"
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HTAD ( heritable thoracic aortic disease)

Syndromova (sTAA) Nesyndromova (nsTAA)
Kardiovaskularni projevy Kardiovaskularni projevy

Systémové projevy (muskuloskeletélni, kraniofacialni, o¢ni, plicni, koinl’...)

Marfantv syndrom (MFS) Familidrni hrudni aneuryzmata (FTAA)
Loeys-DietzGv syndrom (LDS) ACTA2, MYH11, MYLK, PRKG1...
TurnerQv syndrom (TS) Sporadicka aneuryzmata (sTAA)
Ehlers-Danlos syndrom typ IV vaskularni typ (VEDS) BAV aortopatie

Cenfrum kardiovaskul@rni
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ECHO

PLAX 1-2 mzz vysSe, leading-to-leading edge, endiastola
Méreni anulu, korene, STJ, ascendentni a descendentni aorty
Hodnoceni chlopni

Asymetrie kofene >5 mm ( BAV, HTAD)

LA/Ao (2D) 0.600

4y, CRTCW
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CT/MRI

* Provést u kazdého pacienta na pocatku sledovani (od karotid po panevni tepny)

 CT- inner—to-inner edge v diastole, méreni kolmo na centrline, double oblique
- outer-to-outer edge pri patologii stény (IMH, aterom, trombus, disekce)

* MRI - preferovano hl.mladi, zeny ve fertilnim veéku, nativni bez KL
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Dé

> 11 cm = vyssi riziko aortalnich komplikaci
Rizikova je elongace korene

ka ascendentni aorty

An ascending aortic length exceeding

110 mm should be considered as a risk fac-
tor for aortic events when indicating elective
surgery for aortic aneurysms.
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/obrazeni aorty

Spravnost mereni

Recommendations Class® Level®

It is recommended that aortic diameters are , p :
measured at pre-specified anatomical landmarks, and = Srovnavat identickou metodu
the largest diameter of the section be perpendicular

to the longitudinal axis."*'*

= Priasymetrii korene reportovat nejdelsi
c diametr

It is recommended in cases of serial imaging of the

aorta over time to use the same imaging modality

with the same measurement method.'>”

It is recommended to consider renal function,

= Volit Setrnou metodu ( opakované zobrazovani,
- alergie na KL, CKD, mladi, zeny ve fertilnim
veku)

pregnancy, age, and history of allergy to contrast
media to select the optimal imaging modality with

minimal radiation exposure and lowest iatrogenic

; 159-161
risk, except for emergency cases.

If an increase of =3 mm per year in aortic diameters

by TTE s observed, confirmation by CCT/CMR lla C = P{i ECHO progresi > 3mm/rok doplnit CT/MRI

should be considered.'*""**

Centrum kardiovaskul@rni
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Indexy lépe koreluji s rizikem disekce

* Aortic size index ( ASI ......cm/BSA)
e Aortic height index (AHI .......... cm/m) .....2 32mm/m 12% riziko aortalni komplikaci
* CSA - height ratio..... 210 cm2/m snizené prezZivani
e 7Z-score (Boston) - pediatrie
https://www.marfan.fr/accueil/z-score-calculus/
https:// marfan.org/dx/z-score-adults/

Boston Children's Hospital Z-Score Calculator ~ About  Contact
Heart Center

Patient Info

“ @ Female

Regression Info

Echocardiography v All v Select regression
nnnnnn
Z-Score (Undefined) & Print
Value Percentile 5th %ile 50th %ile 95th %ile

n/a n/a n/a n/a n/a


https://www.marfan.fr/accueil/z-score-calculus/
https://www.marfan.fr/accueil/z-score-calculus/
https://www.marfan.fr/accueil/z-score-calculus/
https://www.marfan.fr/accueil/z-score-calculus/
https://www.marfan.fr/accueil/z-score-calculus/

GL 2024 = progres v indikacnich kritériich
Operace pfi aorté > 50 mm + rizikovych faktorech

Centrum kardiovaskul@rni
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Co nove musime pri indikaci zohlednit ?

. Root phenotype
Fenotyp aorty - root x ascending (15-20%)

Délka ascendentni aorty = 11cm

Rychlost rlistu - 3mm/rok

BSA< 1,69 m

Vék < 50 let

Nizké operacni riziko

Zkusenost pracoviste

U HTAD rozméry aorty pfri disekci u pribuznych

Ascending phenotype
(70-75%)

*Risk factors (RF) ‘

L &, i
Wy Length of W >3mm diameter Height Age <30
ascending Al increase <71.69m years old
aorta 211em i per year

4y, CKTCH
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Indikaci k operaci - BAV

Surgery for an ascending aortic aneurysm located at the root or tubular tract, either with TAV or BAV, is
recommended when the maximum aortic diameter is >55mm.

Surgery for BAV-related aortopathy with root phenotype’ i recommended when the maximum aortic
diameter is >50mm.

In patients with Jow surgical risk® and ‘ascending phenotype’ dilatation, both with TAV and BAV, durgical
treatment shoulfl be considered when the maximum aortic diameter is >52 mm.

lla

In patients with Jow surgical risk and ‘ascending phenotype’ BAV-related aortopathy, qurgery should be
considered at a fnaximum diameter =50 mm if any of the following is present:

age <50 years
short stature (<1.69m)"

ascending aortic length >11 cm#

aortic diameter growth rate >3 mm/year
family history of the acute aortic syndrome
aortic coarctation

refractory hypertension

shared decision with the |:1a’cix=_-r1‘ch
concomitant non-aortic valve cardiac surgery

lla
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Indikace k operaci - TAV

Surgery for TAV-associated aneurysms with ‘root phenotype’Ehould be considered when the maximum
aortic diameter is =50 mm in a low-surgical -risk setting.?

lla

In patients with{low surgical risk® and ‘ascending phenotype dilatation, both with TAV and BAV, sfrgical
treatment shou|d be considered when the maximum aortic diameter is >52 mm.

lla

In patients with non-syndromiq TAV with ‘ascending phenotype’, in a low-surgical-risk .;F:ttir"lg,"j surgery
may be considered at a maxi mgm diameter =50 mm if any of the following is present:

e age <50 years

e short stature (<1.69m)

¢ ascending aortic length >11 cm®

e aortic diameter growth rate >3 mm/year
o refractory hypertension

e shared decision with the patient”

b
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Indikace k operaci MFS a Turneruv sy

Surgery is indicated in patients with MFS who have Rizikové faktory MFS:

RA disekce

planovana gravidita
nekontrolovana hypertenze
lla C progrese > 3mm/rok

aortic root disease with a maximal aortic sinus
D, 172.1466—1468

diameter >50 mm.”
Surgery should be considered in patients with MFS

who have an aortic root aneurysm with a maximal

aortic sinus diameter >45 mm and additional risk
£, 14671469

factors.

Turnerliv syndrom

Elective surgery for aneurysms of the aortic root and/
or ascending aorta should be considered in women
with TS who are =15 years of age, have an ascending

v lla C
ASI>23 mm/m*, an AHI >23 mm/m, a z-score >3.5,

and have associated risk factors for aortic dissection®
70,1417,1421

or are planning pregnancy.

RF TS: BAV, koarktace aorty, elongace transverzalni aorty, hypertenze

4y, CKTCH
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Indikace k operaci Loyes-Dietzuv sy

6 podtypl LDS

35 mm 40 mm 45 mm 50 mm 55 mm

Consider Consider
aortic root aortic root
SUrgery SUrgery

High risk features include:

+ Known high risk genetic variants (R528H/C in TGFBR2) + Family history of aortic dissection (especially at
+ Women with TGFBRZ variants and small body size young age or relatively small aortic diameter)
* Severe extra-aortic features * Aortic growth rate =3mm per year
@ESC—

Centrum kardiovaskul@rni
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Kdy indikovat genetickeé vysetreni?

-

Patient with TAD 1
i i !
= 60 years Genetic testing Aaortic imaging® screening of FDRs
(Class I) (Class 1)
@—L T
; - ) l Positive I Megative
Aortic roct/ascending z-score 23 Awprtic dissection Aortic dilatation I_ or VLIS |
or aortic dissection
l l Cascade screening Re-evaluate genetic testing
Class | in the and (after 3-5 years
— = ( ) proband | years)
Gene-based management Reimaging of FDRs (after 5 y'Eirs:}*
< L@ —@—L u p! {Class lla) {Class l1a)
Any additional Aortic reot/ascending
risk feature z-score =3 or
(see box below) any additional
risk featura
! I T (see box below) Any additional risk feature
. 5 Syndromic features of: Family history of (either one):
Ma further - ¢ Marfan syndrome « TAD
investigation * Loeys-Dietz syndrome . Peripherlallintracranial artery aneurysm
for HTAD Me further » Vascular Ehlers-Danlos syndrome » Unexplained Sudden death <60 years
investigation
for HTAD * Imaping screening of family members of patients with
¥ b b ¥ TAD with risk factors for HTAD® in whom no (likely)
Referral to a centre with pathopenic variant is identified should be considered
experience in the care of this patient group starting at ape 25, or 10 years below the youngest lla C
(Class )
'I case, whichever is younger. If the initial screening is

normal, continued screening every 5 years until the
ape of 60 should be considered.**

2024 ESC Guidelines for the management of peripheral arterial and aortic

diseases %/45 CKTCF
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Farmakoterapie a zivotni styl

Beta-blockers
ACEi or ARB e
" Calcium channel blockers
Antiplatelet therapy /
Anticoagulants
Statins a ’b
Ezetimibe
PCSK9i
Bempedoic acid

Glucose-lowering agents

Medications

Educational programmes Lifestyle
Psychological support b
Genetic counselling ‘ . &)

Supervised exercise training

-

Systolic blood pressure
<120-129 mmHg

Diastolic blood pressure
<70-79 mmHg

Reducing risk of atherothrombosis

Optimal glucose control (HbAlc <7%)

LDL <55 mg/dL (<1.4 mmol/L)

Healthy diet
BMI 20-25 kg/m?
Waist: <94 cm men; <80 cm women

Low-to-moderate exercise training

Avoid smoking/smoking cessation

Avoid excessive alcohol intake
Limit isometric exercise in
aortic diseases

Avoid cocaine and stimulating drugs

@®Esc—

In patients with PAAD and hypertension, ACEls or
ARBs should be considered as first-line

antihypertensive 1:I'||E:m|:|r:,r.3':"?'311

An individualized, more lenient BP goal (eg. <140/
90 mmHg) should be considered in:™""

+ Age >B5 years

= Residential care

+ Symptomatic orthostatic hypotension

An individualized, more lenient BP goal (eg. <140/
90 mmHg) may be considered in"""

* Clinically severe frailty at any age

= Limited life expectancy (<3 years)

avaskul@rni
‘'ni chirurgie




Farmakoterapie a zivotni styl

~

Beta-blockers
ACEi or ARB
Calcium channel blockers
Antiplatelet therapy

Medications

Antic lants

e B
Statins
Ezetimibe
PCSK9i =

Bempedoic acid

Glucose-lowering agents

Educational programmes Lifestyle

s | WO

Genetic counselling
Supervised exercise training

Systolic blood pressure
<120-129 mmHg

Diastolic blood pressure
<70-79 mmHg

Reducing risk of atherothrombosis

Optimal glucose control (HbAlc <7%)

LDL <55 mg/dL (<1.4 mmol/L)

Healthy diet

BMI 20-25 kg/m?

Waist: <94 cm men; <80 cm women

Low-to-moderate exercise training

Avoid smoking/smoking cessation

Avoid excessive alcohol intake
Limit isometric exercise in
aortic diseases

@®Esc—

An ultimate LDL-C goal of <1.4 mmol/L (55 mg/dL)
and a >50% reduction in LDL-C vs. baseline are

recommended in patients with atherosclerotic
PAAD, 17.242246,300.335

If the target LD L-C level is not achieved on maximally
tolerated statins and ezetimibe, treatment with a
PCSK? inhibitor is recommended in patients with
atherosclerotic PAAD, to achieve target

values 774373

For statin-intolerant patients with atherosclerotic
PAAD, at high CV risk, who do not achieve their
LDL-C goal on ezetimibe, it is recommended to add
bempedoic acid either alone or in combination with a
PCSK9 inhibitor. ™"

Statins for the reduction of growth and rupture of
AAA should be considered *# 349424354

, : p— ovaskul@rni
Avoid cocaine and stimulating drugs i ¢ hirUﬂ;iE




Farmakoterapie a zivotni styl

<
Systolic blood pressure . . ..
<120-129 mmHg SAPT with clopidogrel or low-dose aspirin should be "
—— - - 493,566,861,863 4
Diastolic blood pressure considered in severe/complex plagues.
Beta-blockers <70-79 mmH,
. J!'mtil:q:uagl.lhl‘.iu'.:lnrlEI1 or DAPT®? are not
ACEi or ARB e _ ) _
recommended in aortic plaques since they present
Sl Lo it Medications ¢ Resucing risk of stheratiyormbusis no benefit and increase bleeding risk 5%
Antiplatelet therapy / £
Anticoagulants b
Saiing * In patients with an embolic event and evidence of an
Eotinibe e Optimal glucose control (HbAlc <7%) acrtic arch atheroma, SAPT i recommended to
PCSK9i = prevent recurrences "S5 65,866
Bempedoic acid
Glucose-lowering agents LDL <55 mg/dL (<1.4 mmol/L)
Healthy diet
BMI 20-25 kg/m?
[
Waist: <94 cm men; <80 cm women
Educational programmes Lifestyle Low-to-moderate exercise training
Psychological support b
Genetic counselling ‘ . &)
Supervised exercise training Avoid smoking/smoking cessation
Avoid excessive alcohol intake
® Limit isometric exercise in
aortic diseases
Avoid cocaine and stimulating dru ovaskulGrni
8 IYES | ' chirurgie
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Farmakoterapie a zivotni styl u HTAD

BB, ARBs (losartan, irbesartan)
Celiprolol ( redukuje vaskularni morbiditu u vEDS)
Vyvarovat se izometrické zatézi a kontaktnim sportim

Nevhodna farmaka: CaB, fluorochinolony, triptany FIGURE S Kaplan-Meler Survival Analysis of vEDS Patients in Groups | and I
COL3AT Pathogenic Variants, According to Celiprolol Treatment

In patients with MF5, treatment with either a BB or
an ARB, in maximally tolerated doses (unless

contraindicated), is recommended to reduce the rate

A

of aortic dilatation, 911444 100% +
90%

In patients with MF5, the use of both a BB and an D go9 - R &
ARB, in maximally tolerated doses (unless 2 70%
contraindicated), should be considered to reduce the E 60% +
rate of aortic dilatation 146314 : 50% - - "

= 40%

E‘ 30% -
Losartan reduces aortic dilatation rate in adults E 20% Log Rank
with Marfan s.syndrome: a randomized 10% - D = 0.0002
controlled trial 0% , , , , , , , , , , |
Maarten Groenink"23*, Alexander W. den Hartog"2l, Romy Franken®2f, 0 2 4 5] a 10 12 14 16 18 20 22
Teodora Radonic?, Vivian de Waard5, Janneke Timmermans¢, Arthur ). Scholte’,
Maarten P. van den Berg?, Anje M. Spij!kerboerl, Henk A. Marqu«:'ing’!’, « FDI.I.DW—UI] {vﬂr]
Acilko H. Zwinderman®4, and Barbara J.M. Mulder' I:IthE-rE T[-Eﬂte-d |:|.1_,r I::EI_ip[-D-LDI_

Irbesartan in Marfan syndrome (AIMS): a double-blind,

placebo—controlled randomised trial Frank et al. JACC 2019, Baderkhan et |. Eur J Vasc Endovasc Surg 2021
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Chirurgicke reseni

Zachovné operace (David, Yacoub)
PEARS (ExoVasc)

Bentallova operace - konduit s chlopni (mech, bio)

Suprakoronarni nahrada ascendentni aorty

Nahrada aortalniho oblouku/ FET ( frozen elephant trunk)

Centrum kardiovaskul@rni
a transplontoni chirurgie
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PEARS (1192 pac. k 3.1.2025)

ExoVasc® Personalised External Aortic Root Support (PEARS)

Individualizovana polyesterova sitovana protéza vyrobend dle CT/MR 3D tiskem
Operace ze sternotomie, s/bez ECC, inkorporace protézy do adventicie, neovaskularizace
Indikace: aorta <55 mm, AoR < 1.st.

Kontraindikace: aorta > 55-60 mm, stfedné vyznamna a vyznamna aortalni vada

Vysledky lécby externi podpory aortalniho korene
a ascendentni aorty u prvnich 100 pacientti v Ceské republice

(Outcomes of personalised external aortic root support implantation
in 100 patients in the Czech Republic)

Petr Némec?®, Jan Pirk¢, Ivo Skalsky?, Tomas Matéjka¢, Pavel Zacek’,
Tomas Grus9, Vilém Rohn", Petr Santavy™, Alice Krebsova, Ondrej Szarszoic,
Lydie Tauchenova©, Daniela Zakova*®, Radka Koékova, Petr Fila®®

* Centrum kardiovaskuldrni a transplantacni chirurgie, Brno

b Klinika kardiovaskuldrni a transplantacni chirurgie, Lékafska fakulta Masarykovy univerzity, Brno

¢ Klinika kardiovaskuldrni chirurgie, Institut klinické a experimentdlni mediciny, Praha

“ Kardiochirurgické oddéleni, Nemocnice Na Homolce, Praha

¢ Détské kardiocentrum, 2. [ékafskd fakulta Univerzity Karlovy a Fakultni nemocnice v Motole, Praha

" Kardiochirurgickd klinika, Lékafska fakulta Univerzity Karlovy a Fakultni nemocnice Hradec Kralové, Hradec Kralové

2. chirurgicka kfinika — kardiovaskuldrni chirurgie, 1. lékafskd fakulta Univerzity Karlovy a Vieobecnd fakultni nemocnice v Praze, Praha
" Klinika kardiovaskuldrni chirurgie, 2. Iékafska fakulta Univerzity Karlovy a Fakultni nemocnice v Motole, Praha

™ Kardiochirurgickd klinika, Lékafska fakulta Univerzity Palackého a Fakultni nemocnice Olomouc, Olomouc

Centrum kardiovaskul@rni
a transplontoni chirurgie

Y, CKTCH




Algoritmus sledovani

ECHO — screeningova metoda

CT/ MR - pfidiagnoze = 40mm (inicialni)
- pfi progresi > 3mm/rok llaC

- pri diskrepanci ve sledovani

- perioperacni management

BAV - ECHO u 1.st.pfibuznych s root

fenotypem nebo izolovanou AoR IC

u vsech llaB

HTAD dle typu mutace a diametru

Yy, CRTCH

Cenfrum kardiovaskul@rni
a transplontoni chirurgie

Root or ascending dilatation with TAY or BAY (and normal valve function)
at first or susbsequent echocardiography
Aortic diameter
| : | 1
4044 mm"® 45—49 mm 50-52 mm 53-54 mm =55 mm
Baseline CCT/CMR Confirm by Confirm by Confirm by
and reimage by CCT or CMR CCTor CMR CCT or CMR
TTE in one year l I
I Phenotype *—* Root +— Phenotype
Growth rate 1 t
A di Ascendi
>3 mmiy r sce: ing cending
Confirm by - High-risk
<3 mmiy CCTorCMR features®
»
v .
Reimage by CCT/ ¥
CMR. 6 months TAY «+— TAV/BAY
later to define l
projected
growth rate BAV
i
Growth rate -—|
l =3 mmiy
<3 mmiy l
" L 4
Surgery if low Surgery if low
operative risk operative risk
Surgery Surgery
(Class llb) (Class I) (Class lla) (Class I)
Reimage by TTE  Reimage by TTE yearly Otherwise Otherwise
every (or every & months if I I
2 or 3 years growth rate =3 mm/y) X
— Reimage every 6 months




Komplexni multidisciplinarni pristup

& 2

<

Follow-up

Initial steps
- Prevent development of peripheral and « Screen patients at risk of PAAD
aortic atherosclerosis « Enable early access to treatment
+ Prevent aortic dilation or lesions + Ensure optimal medical treatment
- Improve patients’ QoL and functioning
+ Reduce risk of MACE and MALE
+ Improve survival
« Reduce the risk of hospitalization

- Reduce the need for intervention/surgery
: @Esc-
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V prevenci TAA je zasadni zdravy zivotni styl, nekuractvi, |Iécba HT, HLP a DM.

Genetické testovani je doporuéeno u pacientl do 60ti let pri dilataci aorty bez pritomnosti klasickych

rizikovych faktor( a po disekci aorty.

Chirurgicka |écba zlepsuje progndzu pacientll. Opodstatnéni pro chirurgicky vykon pfti nizsich kritériich je s

ohledem na fenotyp aorty, délku ascendentni aorty, typ mutace, dynamiku rastu, RA...

Preferovany jsou zachovné operace. PEARS predstavuje slibnou metodu v IéCbé dilatace korene Ci ascendentni
aorty.

Nemocni maji byt celozivotné sledovani ve specializovanych centrech umoznujicich multidisciplinarni pristup.

Centrum kardiovaskul@rni
a transplontoni chirurgie
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Dékuji za pozornost

Centrum kardiovaskularni
a transplantaéni chirurgie

“, CRTCY
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Sportovni aktivity

Low-intermediate risk Intermediate risk High risk
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Algoritmus u HTAD

Baseline CMR/CCT

iEvaﬁ—llnmihsi
Marfan/FBN | TTE yeurly

Sl.rg:rri':

Baseline CMR/CCT

| Every 6-12 months |
Loeys-Dietz/ '

(" OMRICCT head s pebvs every 3 years ) (Class l)
( Baseline CMR/CCT | )
ACTA2
TTE Surgery
SMC genes e (Class lla)

TTE Follow-up

4y, CKTCH
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Turneruv syndrom algoritmus

F T
CoA, BAVHTN? or
( MNone of CoA, BAV, HTH? ) ~orec h 23 mm/
ASl <20 mmim? =20—=23 mm/m? =23-25 mm/m? >25 mim/m?2 =23 mmim? >23 mmim?
AHI <20 mm/m 220-<23 mm/m =23-25 mm/m =25 mm/m <23 mm/m =23 mim/m
Z-score - - 154 =4 E =35
Eroup
Every 5-10 Every 3-5 Every Every 2-3
yEars: years: year: Consider years: Consider
Cardiology Cardiology Cardiology SUNgery Cardiology Surgery
ovaluation and  evaluation and  evaluation and (Class lIb) evaluation and (Class lla)
TTER TTER TTE: TTE®

@ESC—
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« ExoVasc® Personalised External Aortic Root Support ( PEARS )
* Celosvétové od r. 2004 1192 pacientti ve 53 centrech (11 v CR)—data k 3.1.2025

PEARS — Patients’ ages
The age range of patients treated is from 3 to 80 with the following age distribution:

300

250 I3 24[]

200 154
163

150
104

100
50 38

ol e | | | | | B

pre-teens teens 20s 30s 40s h0s 60s T0s/80s

- Marfan syndrome — 405 (38 patients having concurrent mitral repair)

- Loeys-Dietz syndrome - 67 (3 patients having concurrent mitral repair)

- Bicuspid Aortic Valve disease — 152 (4 patients having concurmrent mitral repair) Ing. Tal Golesworthy ( 1956)
= |diopathic aortic dilation/other — 226 (inc. Turner's Syndrome, SMAD3, MYBCP3, NOS & FAAP)

+  ACTA2 mutation — 3

- Ehlers Danlos Syndrome — 4 (1 patient having concurrent mitral repair)

+  Tetralogy of Fallot - 4

- Transposition of the great arteries repaired by an arterial switch operation - 11

- Post free-standing root Ross op. autograft dilation — 20

+  Aortic valve disease treated by the Ross Procedure — 200 (1 patient having concurrent mitral repair) i

+ (Case Report Form yet to be received — 143



