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A New Device of Frozen Elephant Trunk

J Open Stent Graft® — Frozenix®
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Gore ascending stent graft
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Gore Single Branch Arch Device




TEVAR device with a bare stent (Petticoat) for AD
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Acute type B AD
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Syndrome

NV

Hereditary “CTD” Guideline

Hereditary form

MFS

LDS

EDS

Turner synd.
Noonan synd.
Alagille synd.

Polycystic kidney

FBN1

TGFBR1/2

COL3A1

X chromosome monosomy
PTPN11, KPAS, RAF1, SOS1
JAG1, NOTCH?2

PKD1/2

Autosomal dominant

Autosomal dominant

Autosomal dominant

Chromosome aberration

Autosomal dominant

Autosomal dominant

Autosomal dominant

Jap. treatment guideline for aortic aneurysm/dissection (2011)




Genetic disease affecting the aorta

Genetic syndrome Genetic defect

Turner syndrome monosomy of X chromosome CoA. BAV
Marfan syndrome FBN1

(type IV o vascular type) BaLos

Loeys-Dietz syndrome TGFBR1/2

Arterial tortuosity syndrome SLC2A10

Aneurysms-osteoarthritis syndrome  SMAD3

Non-syndromic familial thoracic MYH11, ACTA2, MYLK, BAV. PDA
aortic aneurysms and dissection TGFB2, PRKG1 ’
Genetics and heritability of
abdominal aortic aneurysm

ESC guideline (2014)



Genetic Syndromes
associated with TAA and Dissection

Genetic syndrome Genetic defect
Marfan syndrome FBN1 (TGFBR2) Ghent criteria
Loeys-Dietz syndrome TGFBR1/2 DNA for sequencing
SEESDEIIED EFHIEE COL3A1 DNA for sequencing
(type IV or vascular type)
Turner syndrome monosomy of X chromosome  CoA. BAV

FBN1, TGFBR1, TGFBR2,

Familial TAA/D COL3A1, ACTA2, MYH11

ACCF/AHA/AATS/STS guideline (2010)
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B 3539cm
B 4.0-4.4cm
B 45-49cm
P 5.0-5.4cm
B 55-5.9cm
Bl >6.0cm

9.6%

9.9%

4.9%
4.7%

3.5% 3.4%
1.8% 1.8%
1.2%
0.2% 0. 3% I

Rupture Dissection

B 3.5-39cm
B 40-44cm
B 45-49cm
B 5.0-54cm
B 5559cm
B >6.0cm

2.2%

6.8%

5.8%

4.3% 4.0%

Death

15.0%

Rupture, Dissection, and Death

John A. Elefteriades



Percentage point increase in

probability of complication

Estimated effect of ascending aorta

aneurysm size on risk of complication
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John A. Elefteriades



5.0-5.5 cm (Standard)
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John A. Elefteriades
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European Heart Journal (2014) 35,2873-2926 ESC GUIDELINES
EURCPEAN doi:10.1093/eurheartj/ehu281

SOCIETY OF
CARDIOLOGY

2014 ESC Guidelines on the diagnosis and
treatment of aortic diseases

Document covering acute and chronic aortic diseases of the thoracic
and abdominal aorta of the adult

Authors/Task Force members: Raimund Erbel* (Germany), Victor Aboyans* (France),
Catherine Boileau (France), Eduardo Bossone (Italy), Roberto Di Bartolomeo (Italy), Holger
Eggebrecht (Germany), Arturo Evangelista (Spain), Volkmar Falk (Switzerland), Herbert Frank
(Austria), Oliver Gaemperli (Switzerland), Martin Grabenwoger (Austria), Axel Haverich (Germany),
Bernard Iung (France), Athanasios John Manolis (Greece), Folkert Meijboom (Netherlands), Christoph
A. Nienaber (Germany), Marco Roffi (Switzerland), Herve Rousseau (France), Udo Sechtem
(Germany), Per Anton Sirnes (Norway), Regula S. von Allmen (Switzerland), Christiaan J.M. Vrints
(Belgium)



RENATAFERE (CAE DR ERREEF (CXI 9D [AORTA team] 1G85

Hybrid operating room concept for combined diagnostics,
intervention and surgery in acute type A dissection

® 2004 - 11
® 1,883 cardiological/surgical pts treated in a Hybrid OR
® 124 pts with AAAD
® External CT 87%
® External angiography 15%
® Preop. TEE all
® Preop. angiography 57%
w/0. angiography 27%
® Postop. control angiography 18%

due to suspected malperfusion

Tsagakis K, Konorza T, Dohle DS, Kottenberg E, Buck T, Thielmann M, Erbel R, Jakob H: EACTS 2013
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JATS Annual Report

Surgical outcome of AAAD
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Surgical outcome of AAAD
Hospital mortality (%) 1 OO/() O)E‘E

n= 493 (44.7%)




