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Higher mortality  in patients with previous 
pulmonary  artery  banding might be due to 
higher mean pulmonary  artery  pressure 
before the operation.

Some types of  Fontan procedure were 
associated with increased adverse 
outcomes, especially  when an adjusted 
multi-variable analysis was made. Thus, 
higher frequency  of  mortal i ty  and 
hemodynamic instability  were found in 
patients with atriopulmonary connection 
followed by  lateral tunnel procedure. Its 
adverse outcomes were essentially  due to 
right atrial dilation and turbulent circulation 
instead of  straight flow in this chamber 
which would follow by  ineffective atrial 
inflow and output,  higher incidence of 
arrhythmias and also cloth formation.11 In 
our study  hemodynamic disturbances and 
mortality  were more frequent in those 
patients with lateral tunnel procedure in 
comparison to extra-cardiac conduit; 
however,  it was not statistically  significant. 
Nevertheless,  this difference may  in part 
be due to more prolonged pump time in 
the lateral tunnel operation. 

According to some reports, the extra-
cardiac conduit coupled with minimal use 
of  extracorporeal circulation is associated 
w i t h f a v o r a b l e i n t r a o p e r a t i v e 
hemodynamics, low fenestration rate, 
minimal risk of  thrombosis or stenosis, 
and minimal early  and late rhythm 
disturbance.12-14

In conclusion, shorter pump time and 
aortic cross-clamp time diminish early 
post-operative complications and mortality.  
Extra-cardiac conduit Fontans are more 
effective and safer due to shorter pump 
and\or c ross-c lamp t imes. Lower 
pulmonary  vascular resistance and larger 
pulmonary  arterial diameter support better 
post-operative hemodynamics. Because 
the early  post-operative period is crucial 
for adaptations to new hemodynamics, 
even small disturbances may  increase 
risk.
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I am often asked to describe the 
experience of  raising a child with a 
disability  - to try  to help people who have 
not shared that unique experience to 
understand it, to imagine how it would feel.  
It's like  this......

When you're going to have a baby, it's like 
planning a fabulous vacation trip - to Italy.  
You buy  a bunch of  guide books and make 
your wonderful plans.  The Coliseum.  The 
Michelangelo. David. The gondolas in  
Venice. You may  learn some handy 
phrases in Italian.  It's all very exciting.

After months of  eager anticipation,  the day 
finally  arrives.  You pack your bags and off 
you go. Several hours later, the plane 
lands.  The stewardess comes in and says, 
"Welcome to Holland."

"Holland?!?" you say. "What do you mean 
Holland?? I signed up for Italy!  I'm 
supposed to be in Italy. All my life I've 
dreamed of going to Italy."

But there's been a change in the flight 
plan.  They've landed in Holland and there 
you must stay.

The important thing is that they  haven't 
taken you to a horrible, disgusting, filthy 
place, full of  pestilence, famine and 
disease.  It's just a different place.

So you must go out and buy  new guide 
books. And you must learn a whole new 
language.  And you will meet a whole new 

group of  people you would never have 
met.

It’s just a different place.  It's slower-paced 
than Italy, less flashy  than Italy.  But after 
you've been there for a while and you 
catch your breath, you look around.... and 
you begin to notice that Holland has 
windmills....and Holland has tulips.  
Holland even has Rembrandts.

But everyone you know is busy  coming 
and going from Italy... and they're all 
bragging about what a wonderful time they 
had there.  And for the rest of  your life, you 
will say  "Yes, that's where I was supposed 
to go. That's what I had planned."

And the pain of  that  will never,  ever, ever, 
ever  go away...  because the loss of  that 
dream is a very, very significant loss.

But...  if  you spend your life mourning the 
fact that you didn't  get to Italy, you may 
never be free to enjoy the very special, the 
very lovely things ... about Holland.
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This  brief  essay  by  Emily  Perl Kingsley,  was 

sent to us by  the parent of  child with Down 

Syndrome. We would like to share it with our 

readers, because it poignantly  expresses 

feelings of  many  parents who have children 

with chronic cardiac and neonatal health 

problems.  

“Welcome to Holland”© 1987 by  Emily  Perl 

Kingsley. All rights reserved. Reprinted with 

permission of the author.
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to help people who have not 
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experience to understand        

it, to imagine how it would 
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LSU Health Sciences Center, 
New Orleans

Children's Hospital
200 Henry Clay Ave.

New Orleans LA  70118
Tel.: (504) 896-9751
FAX: (504) 896-3952

E-Mail:  nrossa@lsuhsc.edu

LSUHSC is an EEO/AA Employer.

CONGENITAL CARDIOLOGY TODAY         13                                            March 2009

www.CongenitalCardiologyToday.com

V O L U N T E E R  Y O U R  T I M E !

We bring the skills, technology and knowledge to build sustainable cardiac programmes in developing 

countries, serving children regardless of country of origin, race, religion or gender.

www.babyheart .org

http://www.babyheart.org
http://www.congenitalcardiologytoday.com


http://acc09.acc.org


CONGENITAL CARDIOLOGY TODAY

© 2009 by Congenital Cardiology Today                           
(ISSN 1554-7787-print; ISSN 1554-0499-
online). Published monthly. All rights 
reserved.

Headquarters                                                   
9008 Copenhaver Dr. Ste. M                           
Potomac, MD 20854 USA 

Publishing Management                                      

Tony Carlson, Founder & Editor                                        

TCarlsonmd@mac.com                 

Richard Koulbanis, Publisher & Editor-in-Chief                  

RichardK@CCT.bz                                    

John W. Moore, MD, MPH, Medical Editor/

Editorial Board                                                   

JMoore@RCHSD.org                                  

Editorial Board                                                      
Teiji Akagi, MD                                                      

Zohair Al Halees, MD                                           

Mazeni Alwi, MD                                                    

Felix Berger, MD                                            

Fadi Bitar, MD                                                         

Jacek Bialkowski, MD                                                     

Philipp Bonhoeffer, MD                                         

Mario Carminati, MD                                       

Anthony C. Chang, MD, MBA                                 

John P. Cheatham, MD                                 
Bharat Dalvi, MD, MBBS, DM                               

Horacio Faella, MD                                                

Yun-Ching Fu, MD                                                 

Felipe Heusser, MD                                                 

Ziyad M. Hijazi, MD, MPH                                      

Ralf Holzer, MD                                                      

Marshall Jacobs, MD                                               

R. Krishna Kumar, MD, DM, MBBS                        

Gerald Ross Marx, MD                                            

Tarek S. Momenah, MBBS, DCH                              
Toshio Nakanishi, MD, PhD                           

Carlos A. C. Pedra, MD                                           

Daniel Penny, MD                                                   

James C. Perry, MD                                                                      

P. Syamasundar Rao, MD                                                            

Shakeel A. Qureshi, MD                                         

Andrew Redington, MD                                          

Carlos E. Ruiz, MD, PhD                                         

Girish S. Shirali, MD                                               

Horst Sievert, MD                                                    
Hideshi Tomita, MD                                                  

Gil Wernovsky, MD                                              

Zhuoming Xu, MD, PhD                                             

William C. L. Yip, MD                                               

Carlos Zabal, MD    

                                                                      
FREE Subscription                                              
Congenital Cardiology Today is available 
free to qualified professionals worldwide in 
pediatric and congenital cardiology.  
International editions available in electronic 
PDF file only; North American edition 
available in print.  Send an email to 
Subs@CCT.bz.  Include your name, title, 
organization, address, phone and email.                              

Contacts and Other Information                                               
For detailed information on author 
submission, sponsorships, editorial, 
production and sales contact, current and 
back issues, see website or send an email 
to: INFO@CCT.bz.

March 2009                                           15.                   .                        

First Trial of Gene Therapy for 
Advanced Heart Failure Shows 
Promising Results
 
Newswise — Phase I results of  the first 
clinical trial of  gene therapy  for patients with 
advanced heart failure show the approach 
to be promising, with improvements in 
several measures of  the condition's 
severity.
 
In Phase I clinical trials, researchers test a 
new treatment in a small group of  people 
for the first time to evaluate its safety, 
determine a safe dosage range, and 
identify side effects.
 
Patients enrolled in the multicenter CUPID 
t r i a l ( C a l c i u m U p - R e g u l a t i o n b y 
Percutaneous Administration of  Gene 
Therapy  in Cardiac Disease) undergo a 
minimally  invasive cardiac catheterization 
procedure which introduces a specially 
engineered gene that stimulates production 
of  an enzyme necessary  for the heart  to 
pump more efficiently.
 
NewYork-Presbyterian Hospital/Columbia 
University  Medical Center was the first to 
offer the therapy  in the New York City  area. 
The Hospital is now recruiting patients for 
the Phase II CUPID trial to further assess 
safety  and effectiveness in patients with 
advanced heart failure.
 
Data from the Phase I  trial,  which was 
initiated in May  of  2007, were presented at 
the American Heart Association (AHA) 
Scientific Sessions 2008 in New Orleans. 
Seven of  nine patients who were given the 
drug showed improvements over six months 
in several areas: symptomatic (five patients), 
functional (four patients),  biomarker (two 
patients) and left ventricular function/
remodeling (six patients). Two patients with 
pre-existing antibodies to the viral vector 
delivery  system did not show improvements. 
Importantly, the approach was shown to 
have an acceptable safety  profile, as 
determined by  an independent safety 
committee and by the study investigators.
 
"We are encouraged by  these initial 
findings, which indicate that this therapy 
has the potential to help patients with 

advanced heart  failure," says Dr. Donna 
Mancini, the study's principal investigator at 
NewYork-Presbyterian Hospital/Columbia 
University  Medical Center,  where she is 
M e d i c a l D i r e c t o r o f  C a r d i a c 
Transplantation, and is a Professor of 
Medicine at Columbia University  College of 
Physicians and Surgeons.
 
The Phase II randomized, double-blind, 
placebo-controlled clinical trial will compare 
the therapy  at two- or three-dose levels with 
placebo. CUPID is  expected to enroll 46 
patients with advanced heart failure at 13 
U.S. hospitals.
 
Gene therapy  is a technique for correcting 
defective genes responsible for disease 
development by  inserting genes into a 
patient's cells and tissues. In most gene 
therapy  studies, a "normal" gene is  inserted 
into the genome to replace an "abnormal" 
disease-causing gene. A carrier molecule 
called a vector must be used to deliver the 
therapeutic gene to the patient's target 
cells.  Currently, one of  the most common 
vectors is a non-pathogenic virus most 
people have been exposed to in 
adolescence that has been genetically 
altered to carry normal human DNA.
 
More than five million people in the U.S. 
have heart failure. Patients with a severe 
form of  the disease have trouble breathing 
because the heart muscle is not strong 
enough to pump fluid out of  their lungs. 
Approximately  70% die of  the disease 
within 10 years, and the five-year survival 
rate is less than 50%. Heart failure is the 
only  cardiovascular disease whose 
incidence has been increasing rather than 
decreasing in recent years.
 
The multicenter national trial is funded and 
administered by  the Celladon Corporation 
of  La Jolla, Calif. (www.celladon.net). The 
company has reported that the therapy, 
called MYDICAR®, has been shown to lead 
to significant improvements in heart 
function without significant safety  concerns 
in numerous large-animal models of  heart 
failure.
 
For more information, visit www.nyp.org or
www.cumc.columbia.edu
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