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Background

Open aortic repair (OAR) is the ‘gold standard’ for
connective tissue disease patients (CTD) with aortic
pathology.

CTD patients undergoing OAR have operative
mortality ranging from 3-12%, SCI 4-7%, and 5-year
survival of 50-60%.

Clinical guidelines recommend against endovascular
aortic repair in CTD patients.
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Guidelines, CTD & Endo

General Stance on Specific Scenario for
Guideline EVAR/TEVAR Endovascular Use
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Challenging Dogma - EVICTUS

JAMA Surgery | Original Investigation

Outcomes After Endovascular Aortic Intervention in Patients
With Connective Tissue Disease

+ 18 centers: Europe, Asia, US, New Zealand [2005-2020]
+ All endovascular repairs/indications

Indications: 89% dissection,
11% aneurysm

Aortic surgery: 79.5% prior open

N =171
- 83% Marfan
syndrome
-17% LDs/VEDs

Median age: ~50
Sex: ~63% male

Mean Follow-up Time = 4846 months
Median 29 [1QR 14, 76]
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Conclusions & Recommendations

Historical norms being challenged for CTD + Endo.
Endovascular repair likely reasonable option:

- non-elective scenarios

- anatomic high-risk [reduce complexity]

- physiologic high-risk

- adjunct/bridge to open aortic repair

— mandates differential
surveillance intensity relative to
needs to be disclosed.

Device evolution may extend eligibility criteria.

-CTD patients and

VEITH, o

CTD, Endo & Mid-Term Survival

Loeys-Dietz syndrome
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Vascular Ehlers-Danlos syndrome

No. at risk
Marfan syndrome
Loeys-Dietz syndrome 17
Vascular Enlers-Danlos syndrome 12

Optimizing Endo for CTD

Aortic Center Multi-disciplinary Pediatric Elective
Referral Team Case Cases
Stent graft selection, oversizing principles
Access vessel considerations (
Balloon molding (avoid)
Staged/Bridging strategies
‘Graft in Graft’
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