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BARKEU 

1 - D r .  Zahkals f i l e  o n  K a i t l i n  S t e v e n s  3 
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KB~NETw_SL_zaw~9 ,_M,DI  

of l a w f u l  a g e ,  a w i t n e s s  h e r e i n ,  c a l l e d  by t h e  

p l a i n t i f f s  f o r  t h e  p u r p o s e  of c r o s s - e x a m i n a t i o n  

p u r s u a n t  t o  t h e  O h i o  R u l e s  o f  C i v i l  P r o c e d u r e ,  b e i n g  

f i r s t  d u l y  s w o r n p  a s  h e r e i ~ a f t e r  c e r t i f i e d p  was 

examined  a n d  t e s t i f i e d  a s  f o l l o w s :  

- - - - -  

~ ~ ~ ~ ~ = ~ ~ ~ ~ ~ ~ 9 ~ ~ ~ ~  

___-__I-____-- -  BY MR. MELLINO:  

u .  Would you s t a t e  y o u r  f u l l  name, p l e a s e p  D o c t o r ?  

A. K e n n e t h  Z a h k a ,  

(2. W h a t  i s  y o u r  c u r r e n t  p o s i t i o n ?  

A .  I am D i r e c t o r  of  P e d i a t r i c  C a r d i o l o g y  a t  Rainbow 

B a b i e s  and  C h i l d r e n s  H o s p i t a l ,  Case W e s t e r n  R e s e r v e  

S c h o o l  o f  Me 

(2. How l o n g  h a v e  you h e l d  t h a t  p o s i t i o n ?  

A. S i n c e  J u l y  o f  1 

Q .  When d i d  you come t o  t h e  U n i v e r s i t y  H o s p i t a l s ?  

A. 

(2. Where were you b e f o r e  t h a t ?  

A. J o h n s  H o p k i n s  H o s p i t a l .  

Q .  What d i d  you do  t h e r e ?  What p o s i t i o n  d i d  you 

h o l d  a t  J o h n s  H o p k i n s ?  

A.  I: am f a c u l t y  0 2  t h e  J o h n s  Hopkins  S c h o o l  of 

M e d i c i n e ,  I was a p e d i a t r i c  c a r d i o l o g i s t  a t  

FLOWERS & V E R S A G I  COURT R E F O R T E R S  (216) 7 7 1 - 8 0 1 8  
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J o h n s  Mopkins .  

Q .  What is  y o u r  p r o f e s s i o n a l  r e l a t i o n s h i p  w i t h  

D r .  M o r t i m e r ?  

A. I am on t h e  same Case W e s t e r n  R e s e r v e  U n i v e r s i t y  

Schoo l  o f  M e d i c i n e  f a c u l t y .  

Q .  D o  you h a v e  any  r e l a t i o n s h i p  w i t h  h e r  i n  y o u r  

d a i l y  p r a c t i c e ?  

A.  W e  sha re  a number o f  cortimon p a t i e n t s  because of 

h e r  i n t e r e s t  i n  Down syndrome and  my p o s i t i o n  a s  

p e d i a t r i c  c a r d i o l o g i s t .  

Q .  A r e  you i n  t h e  same d e p a r t m e n t  a s  h e r ?  

A. We a r e  i n  t h e  same d e p a r t m e n t .  

5 2 .  I s  y o u r  p o s i t i o n  s u p e r i o r  t o  h e r s ?  

A .  We would be c o n s i d e r e d  c o l l e a g u e s ,  

(2. Okay. IBxn n o t  s u r e  you  a n s w e r e d  my q u e s t i o n  o r  

n o t p  t h o u g h ,  

I meanl you c o u l d  be c o l l e a g u e s  and  

s t i l l  o n e  be a s u p e r i o r  p o s i t i o n  t o  t h e  o t h e r ?  

A.  You w i l l  h a v e  t o  r e f o c u s  y o u r  q u e s t i o n .  

Q .  What i s  h e r  p o s i t i o n ?  

a. I n  t h e  d e p a r t m e n t ?  Her t i t l e ?  

Q .  Y e s .  

A.  I am n o t  s u r e .  

8 .  What d e p a r t m e n t  i s  i t  t h a t  we ' r e  t a l k i n g  a b o u t ?  

A.  T h e  D e p a r t m e n t  of P e d i a t r i c s .  

FLOWERS & V E R S A G I  COURT REPORTERS (21 1 771- 8018 
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(2. D o  you h a v e  a n y  s u p e r v i s o r y  a u t h o r i t y  o v e r  h e r ?  

A ,  No. 

Q .  Does she  h a v e  a n y  o v e r  you?  

A. None t h a t  I arn aware o f .  

THE ~ ~ I T ~ E S S :  L o r i ,  c a n  w e  go  

d o w n s t a i r s  a t  1:30? 

L O R I  : Y e s I  you c a n .  

Q .  D o  you h a v e  a n y  p r o f e s s i o n a l  r e l a t i o n s h i p  w i t h  

Dr .  Mortinzer o u t s i d e  of U n i v e r s i t y  H o s p i t a l ?  

A .  No . 
Q *  Have you y ive r i  p r e s e n t a t i o n s  w i t h  h e r ?  

A .  Yes. 

cz .  When a n d  w h e r e ?  

A .  I h a v e  g i v e n  a p r e s e n t a t i o n  t o  t h e  Downss  

Syndrome P a r e n t s  Groupr t h e  u p s i d e  of Down's ,  each of 

t h e  p a s t  two y e a r s  a t  t h e i r  p h y s i c i a n s  n i g h t ,  and  s h e  

h a s  a l s o  b e e n  o n  t h e  p r o g r a m .  

u .  Where h a v e  t h e  p r e s e n t a t i o n s  t a k e n  p l a c e ?  

A.  A t  t h e  RainDow Bab ies  a n d  C h i l d r e n s  H o s p i t a l  

A m p h i  t h e a t e r  e 

Q .  Is t h e r e  a n y  w r i t t e n  t r a n s c r i p t s  of t h a t  

p r e s e n t a t i o n  o r  a n y  w r i t t e n  m a t e r i a l s  t h a t  were g i v e n  

a t  t h o s e  p r e s e n t a t i o n s ?  

A. Not t h a t  I ann aware o f .  

Q -  Nave you two g i v e n  a n y  o t h e r  p r e s e n t a t i o n s  

FLOWERS & VERSAGI COURT R E P O R T E R S  (21 
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t o g e t h e r  ? 

A ,  Not t h a t  I r e c a l l .  

Q. Do you see  each o t h e r  s o c i a l l y ?  

A. No 0 

v .  D i d  you know her  b e f o r e  you came t o  U n i v e r s i t y  

H o s p i t a l ?  

A .  No * 

v .  Are t h e r e  a n y  t e x t  irr p e d i a t r i c s  t h a t  you 

c o n s i d e r  a u t h o r i t a t i v e ?  

A. On w h a t  s u b j e c t ?  

u4 Down syndrome.  

A.  A u t h o r i t a t i v e  t e x t  on Down's  syndrome,  n o t  t h a t  

come t o  mind.  

Q .  How a b o u t  a n y  a r t i c l e s ?  

A.  On w h a t  a r e a  of  Down syndrome a r e  you 

i n t e r e s t e d ?  

Q .  J u s t  Down's  syndrome.  

A .  T h e  t e n d e n c y  i n  t h e  m e d i c a l  l i t e r a t u r e  would be 

n o t  t o  w r i t e  a n  a r t i c l e  on  Down's  syndrome i n  a p e e r  

r e v i e w  j o u r n a l .  T h e  a r t i c l e  t h a t  you would w r i t e  

would  be on a s p e c i f i c  a s p e c t  of  Down's  syndrome i n  a 

p e e r  r e v i e w  - ~ o u r n a l .  

Q .  How a b o u t  h e a r t  d e f e c t s  i n  Down syndrome 

c h i  l d r e n ?  

A. A s  y o u ' r e  a w a r e  of  f rom my CV,  I h a v e  a u t h o r e d ,  
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c o- a u t h o r e d  a n  a r t i c l e  o n  h e a r t  d e f e c t s  i n  Down 

s y n d r o m e s p  a n d  1 hope  t h a t  h a s  wecome o n e  of t h e  

a u t h o r i t a t i v e  a r t i c l e s .  

u .  I d i d n # t  r e a l l y  h a v e  a c h a n c e  t o  read  y o u r  CV 

b e f o r e  we s t a r t e d .  

I s  t h e r e  more t h a n  o n e  a r t i c l e ?  

A. No, s i r .  

( 2 -  if  you c a n  i d e n t i f y  t h e  a r t i c l e  f o r  m e ,  p l e a s e ?  

A.  A r t i c l e  n u m b e r  23 ,  i t ' s  e n t i t l e d ,  " P a t t e r n s  of 

C a r d i a c  Care i n  I n f a n t s  w i t h  D o w n s s  syndrome."  

Q .  HOW a b o u t  a r e  t h e r e  a n y  t e x t  w h i c h  you c o n s i d e r  

a u t h o r i t a t i v e  i n  t h e  f i e l d  of p e d i a t r i c  c a r d i o l o g y ?  

A. T h e r e  a r e  t e x t  i n  p e d i a t r i c  c a r d i o l o g y .  You 

would  n e e d  t o  be more s p e c i f i c  f o r  me t o  be aBLe t o  

a n s w e r  t h e  q u e s t i o n  t o  w n e t h e r  t h e y  a r e  a u t h o r i t a t i v e  

w i t h  r e g a r d  t o  t h e  i s s u e s  t h a t  you a r e  i n t e r e s t e d  i n .  

Q. Well ,  t h e  i s s u e s  t h a t  I am i n t e r e s t e d  i n  a r e  

h e a r t  d e f e c t s  i n  Down synd rome  c h i l d r e n .  

Are t h e r e  a n y  t e x t  t h a t  a r e  

a u t h o r i t a t i v e  i n  d e a l i n g  w i t h  t h o s e  i s s u e s ?  

A .  i l m  n o t  f a m i l i a r  e n o u g h  w i t h  t h e  i n d i v i d u a l  

c h a p t e r s  i n  a n y  of t h e  wel l- known t e x t  i n  p e d i a t r i c  

c a r d i o l o g y  enough  t o  be  a b l e  t o  a n s w e r  w h e t h e r  I a g r e e  

w i t h  e v e r y t h i n g  t h a t  i s  i n  t h o s e  c h a p t e r s .  

Q .  What  a r e  t h e  wel l- known t e x t  i n  p e d i a t r i c  

FLOWERS & V E R S A G I  COURT ~ ~ ~ O R T ~ R ~  ( 2 1 6 )  7 7 1- 8 0 1  
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card  i o l  ogy?  

a. C a n  you c l a r i f y  y o u r  q u e s t i o n ,  p l e a s e ?  

Well- known i n  w h i c h  wayl  ~y my r e s i d e n t s ,  uy my 

F e l l o w s ,  by s a l e s ?  Would you c l a r i f y ,  p l e a s e ?  

(2. You a n s w e r e d  my q u e s t i o n  by s a y i n g  you w e r e n ' t  

fa rn i l  i a r  enough  w i t h  wel l- known p e d i a t r i c  c a r d i o l o g y  

t e x t s .  I'm a s k i n g  w h a t  you would  c o n s i d e r  t h e  

wel l- known p e d i a t r i c  t e x t s ?  

T H E  W I T N E S S :  Can we b r e a k  and  

y o  d o w n s t a i r s ?  

MR. S E I B E L :  S u r e .  

Q .  B e f o r e  w e  b r e a k ,  s i n c e  I am i n  y o u r  o f f i c e ,  why 

d o n @ t  you t e l l  m e  w h a t  t e x t  you h a v e  i iz  y o u r  o f f i c e  

t h a t  d e a l  w i t h  e i t h e r  p e d i a t r i c s  o r  p e d i a t r i c  

c a r d  i o l  o g y ?  

A.  You a r e  welcome t o  r e v i e w  t h e m  o f f  of my s h e l f .  

I am a p e d i a t r i c  c a r d i o l o g i s t ,  most  of  my t e x t b o o k s  

d e a l  w i t h  c a r d i o v a s c u l a r  p h y s i o l o g y  a n d  h e a r t  d i s e a s e .  

I am n o t  g o i n g  t o  go  down t h e  e n t i r e  l i s t .  

THE W I T N E S S :  I would l i k e  t o  go  

o f f  t h e  r e c o r d .  

MR. S E I B E L :  S u r e .  

- - - - -  

( I n t e r r u p t i o n  i n  p r o c e e d i n g s . )  

FLOWERS & V E R S A G I  COURT R E P O R T E R S  ( 2 1  1 7 7 1- 8 0 1 8  
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-------__----- BY NR. ~ E L L I ~ ~ ~ ~  

Q. B e f o r e  w e  b r o k e  I a s k e d  y o u  w h a t  t e x t  you 

c o n s i d e r e d  w e r e  -- w h a t  t e x t  you c o n s i d e r  were 

wel l -known i n  t h e  a r e a  of p e d i a t r i c  c a r d i o l o g y  on t h e  

i s s u e s  of h e a r t  d e f e c t s  i n  Down syndrome c h i l d r e n ,  can 

you a n s w e r  t h a t  f o r  me? 

a, I a n s w e r e d  y o u r  q u e s t i o n  t h a t  I was n o t  aware of 

a n y  of  t he  s p e c i f i c  g e n e r a l  t e x t  w h i c h  were v i e w e d  

a u t h o r i t a t i v e  on t h e  s u b j e c t  of h e a r t  d e f e c t s  i n  

Down's  syndrome,  a n d  I am n o t  a w a r e  of  any  s p e c i f i c  

t e x t b o o k s  on h e a r t  d e f e c t s  i n  Down's  syndrome.  

Q -  What  t e x t  d o  you u s e  i n  y o u r  p r a c t i c e  w i t h  

s l e a l i n g  w i t h  t h o s e  i s s u e s ?  

A .  I am a n  a s s o c i a t e  p r o f e s s o r ,  p e d i a t r i c  

c a r d i o l o g i s t  a t  Case W e s t e r n  R e s e r v e  U n i v e r s i t y  S c h o o l  

of M e d i c i n e ,  I r e l y  on  Med-Line s e a r c h e s  a n d  s p e c i f i c  

a r t i c l e s  f o r  r e s e a r c h i n g  lay p a p e r s .  

& *  You d o n ' t  u se  a n y  t e x t b o o k s  i n  d e a l i n g  w i t h  

t h o s e  i s s u e s ?  

A .  N o ,  s i r ,  I do  n o t .  

Q. Can you t e l l  me any  a r t i c l e s  w h i c h  you h a v e  

r e l i e d  on  i n  d e a l i n g  w i t h  t h o s e  i s s u e s  i n  y o u r  

p r a c t i c e ?  

A ,  I'm s o r r y .  Can you r e p e a t  y o u r  q u e s t i o n ?  

Q *  Can you c i t e  f o r  m e  a n y  a r t i c l e s  t h a t  you u s e d  

FLOWERS bi V E R S A G I  COURT REPORTERS (216) 7 7 1- 8 0 1 8  
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i n  t h e  p a s t  i n  d e a l i n g  w i t h  t h o s e  i s s u e s  i n  y o u r  

p r a c t i c e ?  

A.  I w i l l  r e f e r  you t o  t h e  b i  I i o g r a y h y  t h a t  @ s 

p r e s e n t  i n  t h e  a r t i c l e  i n  1 i n  & g g g j = ~ ~ ~ - J g g g ~ a = L - g ~ _  

Qiggaggl o f  where I q u o t e d  s e v e r a l  a r t i c l e s .  

Q .  When d i d  you f i r s t  s e e  K a i t l i n  S t e v e n s ?  

E4R. S E I B E L :  Wnile h e ' s  

l o o k i n g ,  j u s t  f o r  t h e  r e c o r d  t h e  D o c t o r  h a s  h i s  

o r i g i n a l  c h a r t  i r r  f r o n t  of him f rom X a i t l i n  S t e v e n s !  

a n d  o u t  o f  f a i r n e s s  I d o n ' t  t h i n k  t h a t  anybody  e x c e p t  

Mr. M e l l i n o  has  a copy  of  t h a t ,  s o  1'111 make s u r e  t h a t  

e v e r y o n e  g e t s  a c o p y  a s  r e q u e s t e d .  

Does anybody  want  a copy of 

D r .  Z a h k a ' s  c h a r t ?  

MR. MELLINO:  I'm y o i n g  t o  mark 

i t  a n d  m a k e  i t  a n  e x h i b i t  

MR. S E I B E L :  I t u  s n o t  l e a v i n g  

h e r e ,  C i i r i s ,  I'm s u r e  w e  c a n  g e t  a c o p y  made, b u t  h e  

c o n t i n u e s  t o  see her! s o .  

MR. ~ E L L ~ ~ O ~  T h a t ' s  f i n e .  

A.  T h e  f i r s t  l e t t e r  Prom o n e  o f  my v i s i t s  i s  d a t e d  

A p K i l  9 ,  1 

(2. Is t h a t  t h e  f i r s t  t ime  you saw h e r ?  

A.  I c a n n o t  r e c a l l  w h e t h e r  o r  n o t  I had  s e e n  h e r  a s  

p a r t  of h e r  h o s p i t a l i z a t i o n s ,  w h e t h e r  I had c o v e r e d  
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f o r  h e r  f o r  a weekend ,  f o r  e x a m p l e ,  

Q .  Who macle t h e  d i a g n o s i s  of t h e  h e a r t  d e f e c t ?  

A ,  T h e  f i r s t  c o n s u l t a t i o n  i n  o u r  c h a r t  i s  .from rny 

c o l l e a g u e  Dr ,  B u t t o ,  and o u r  F e l l o w  -- a c t u a l l y  a 

m e d i c a l  s t u d e n t ,  d a t e  on t h a t  c o n s u l t a t i o n  

Q .  Did you have  any i n v o l v e m e n t  a t  a l l  i n  t h e  

d i a g n o s i s  of t h e  h e a r t  d e f e c t ?  

A. We have  a c a r d i a c  c a t h e t e r i z a t i o n  s u r g i c a l  

c o n f e r e n c e  e v e r y  Monday a f t e r n o o n  where  we d i s c u s s  t h e  

clata  f rom c a r a i a c  c a t h e t e r i z a t i o n s ,  and we have  a 

: 0 0  a.m. c o n f e r e n c e  where  we d i s c u s s  a l l  t h e  

i n p a t i e n t s  t h a t  a r e  b e i n g  t a k e n  c a r e  of i n  t h e  

p e d i a t r i c  c a r d i o l o g y  s e r v i c e ,  and I a t t e n d  e a c h  o f  

t h o s e  c o n f e r e n c e s  when 1 ain i n  town,  and 1 was a t ,  a t  

l e a s t  one  of t h e  c a r d i a c  c a t h e t e r i z a t i o n  c o n f e r e n c e s  

where  we d i s c u s s e d  K a i t l i n ' s  d a t a .  

Q .  Who would have  Deen p r e s e n t  a t  t h i s  one  

c o n f e r e n c e  t h a t  y o u  we re  a t ?  

A. My c o l l e a g u e s ,  Dr.  B u t t o ,  a t  t h a t  t i m e  

Dr.  Ben-ShaChar,  Dr .  LieDman; and  t h e  s u r g e o n s  

D r .  VanHeecke ren ,  Dr ,  S p e c t o r ;  and o u r  F e l l o w s ,  and 

o u r  nu r  s e  s . 
u .  D o  you remember when t h i s  was? 

a. I know i t ' s  i n  h e r e  somewhere .  
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Is  t h e  a c t u a l  d a t e  v e r y  i m p o r t a n t ?  

Q .  Yes. 

A ,  A s  o p p o s e d  t o  t h e  rltonth and  t h e  y e a r ?  

Q .  Would i t  h a v e  b e e n  the  Honday a f t e r  t h e  d a t e  o n  

t h e  c a t h e t e r  r e p o r t ?  

A .  Yes. 

&.  Okay. I t a k e  i t  t h a t ’ s  w h a t  you a r e  l o o k i n y  

f o r ?  

A. No, I h a v e  s e e n  t h e  c a t h  r e p o r t s .  I t  had b e e n  

h e r e ,  a c o p y  of  t h e  m i n u t e s  f r o m  t h e  c a t h e t e r i z a t i o n  

c o n f e r e n c e .  

T h e  d a t e  on t h e  c a t h e t e r i z a t i o n  was 

11-28 of 

Q. So t h e  d a t e  of t h e  c a t h  c o n f e r e n c e  wouLcb h a v e  

b e e n  t h e  Monday f o l l o w i n g  11-28- 

A. Y e s .  P r o b a b l y .  We meet e v e r y  w e e k .  

52. And i n  y o u r  f i l e  t h e r e  was c o n t a i n e d  t h e  m i n u t e s  

of t h a t  c a t h  c o n f e r e n c e ?  

A. A s  i t  p e r t a i n e d  t o  h e r .  I t  was i n  i t  when I 

y a v e  i t  t o  y o u l  t h e  f i l e ,  

Q .  You y a v e  i t  t o  me? 

a. To r e v i e w  t h e  c h a r t .  

Q. B e f o r e  y o u r  d e p o s i t i o n ?  

MR. S ~ ~ ~ ~ L ~  About  t e n  m i n u t e s  

ago?  
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A. S h o r t l y  a f t e r  w e  b e g a n  t h e  d e p o s i t i o n  you 

r e v i e w e d  t h e  c h a r t .  

MR. S E I B E L :  Do you h a v e  i t ,  

C h r i s ?  

MR. MELLINO:  No, I d o n ' t  h a v e  

i t .  

Do you h a v e  i t ,  Bob? 

MR. S E I B E L :  No 

MR. MELLINO:  Do you h a v e  i t ,  

J o h n ?  

PIR. J A ~ ~ S O ~ ~  How would  I h a v e  

i t?  

FIR, ~ E L L I N O ~  I handed  you t h e  

r e c o r d s .  

THE WITNESS:  I t  h a s  t o  be  h e r e .  

We may be a b l e  t o  f i n d  i t  i n  a n o t h e r  p l a c e ,  t o o .  

Here  i t  i s .  

MR. MELLINO:  Can I see t h a t ?  

THE WITNESS:  S u r e .  l t g s  

a 1 1  r i g h t  f o r  him t o  see  i t ?  

MR. S E I B E L :  S u r e .  

F o r  t h e  r e c o r d  t h e  m y s t e r y  i s  s o l v e d .  

I t  was a t t a c h e d  t o  a n o t h e r  document .  

A p p a r e n t l y  Mr. M e l l i n o  d i d n l t  h a v e  i t .  

- _ . - - -  
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-e------------- BY MR. IVIELLIEJO: 

T h a t  n o t e ,  t h a t ! s  t h e  m i n u t e s  of t h e  c a t h  

m e e t i n g  t h a t  w e  s a i d  b e f o r e ?  

A. C o r r e c t .  

(2. I t ' s  s i g n e d ,  a t  l e a s t  has D r ,  B u t t o ' s  name on 

the b o t t o m  of i t ?  

A. He would be t h e  p e r s o n  who had b e e n  r e s p o n s i b l e  

f o r  t h a t  c o n f e r e n c e ,  f o r  d i c t a t i n g  t h e  m i n u t e s .  

Q .  Whose c o n c l u s i o n  would  be c o n t a i n e d  i n  t h e  

m i n u t e s ?  

A, T h a t  would  be a c o n s e n s u s  o p i n i o n  o f  t h e  g r o u p ,  

I f  t h e r e  were a n y  d i s s e n t i n g  o p i n i o n s ,  t h e y  would  on  

most  o c c a s i o n s  be s t a t e d  w i t h  t h e  s p e c i f i c  d i s s e n t e r ' s  

name a t t a c h e d  t o  t h e  s t a t e m e n t .  

Q .  Do you remember t h e r e  b e i n g  a n y  d i s s e n t ?  

A. T h e r e  was no d i s s e n t e r ,  

u .  What was t h e  n a t u r e  of K a i t l i n ' s  h e a r t  d e f e c t ?  

A .  She  h a s  a c o n g e n i t a l  h e a r t  d e f e c t ,  t he  name of 

i t ,  C o m p l e t e  A t r i o v e n t r i c u l a r  C a n a l .  

Q. What  d o e s  t h a t  mean i n  l a y m e n ' s  t e r m s ?  

A. I t  i s  a d e f e c t  t h a t  i n c l u d e s  a h o l e  s e t w e e n  t h e  

pumping chambers of  t h e  h e a r t  t h a t  e x t e n d s  i n t o  t h e  

r e c e i v i n g  chambers. I t  i s  a common v a l v e  Detween t h e  

r e c e i v i n g  chambers and  t h e  pumping chambers i n s t e a d  o f  

two s e p a r a t e  v a l v e s .  
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Q .  What c o n s e q u e n c e  d o e s  t h a t  h a v e  f o r  t h e  p a t i e n t ?  

A,  I t  r e s u l t s  i n  h i g h  p r e s s u r e  on t h e  r i g h t  s i d e  of 

t h e  h e a r t .  

Is  i t  r e p a i r a b l e ?  

A. I t  i s  s u r g i c a l l y  r e p a i r a b l e .  

u .  Is i t  r e p a i r a b l e  i n  t h e  f i r s t  two y e a r s  o f  l i f e ?  

A. I t  i s  i n  g e n e r a l  r e p a i r a D l e  i n  t h e  f i r s t  

two y e a r s  of  l i f e .  

Q. How i s  AV c a n a l  d e f e c t  d i a g n o s e d ?  

A. AV c a n a l  d e f e c t ,  l i k e  many of  t h e  o t h e r  d e f e c t s ,  

i s  d i a g n o s e d  by c o m b i n a t i o n  of p h y s i c a l  e x a m i n a t i o n ,  

e l e c t r o c a r d i o g r a p h y ,  e c h o c a r d i o g r a p h y ,  and  c a r d i a c  

c a t h e t e r i z a t i o n .  

Q .  What p e r c e n t a g e  of  Down syndrome c h i l a r e n  h a v e  

t h e s e  c o n g e n i t a l  o r  h a v e  c o n g e n i t a l  h e a r t  d e f e c t s ?  

MR. S E I B E L :  T h i s  s p e c i f i c  o n e  

o r  i n  g e n e r a l ?  

MR. ~ E L L I N O ~  Heart  d e f e c t s ,  

A.  T h a t  e p i d e m i o l o g i c  d a t a  a r e  n o t  known. The 

u s u a l  yuoteci  p r e v a l e n c e  of h e a r t  d i s e a s e  i n  c h i l d r e n  

w i t h  Down's  syndrome i s  somewhere b e t w e e n  30 

0 p e r c e n t .  

Q. Wow a b o u t  AV c a n a l  d e f e c t ?  

A. AV c a n a l  d e f e c t  co r r iy r i ses  6 3  p e r c e n t  of h e a r t  

d i s e a s e  i n  c h i l d r e n ,  i n  c h i l d r e n  w i t h  Down's syndrome.  
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Q .  Wow l o n g  h a s  t h a t  b e e n  common knowledge  i n  t h e  

medical communi ty?  

NR. SEIBEL: I d o n ' t  t h i n k  h e  

s a i d  i t  i s  common knowledge ,  C h r i s .  

Q. Well,  i s  t h a t  conimon knowledge  i n  t h e  m e d i c a l  

communi ty .  

A. Is w h a t  c o ~ i ~ ~ ~ n  k n o w l e d g e ?  

Q. The i n c i d e n c e  of h e a r t  d e f e c t  i n  AV c a n a l  i n  

Down syndrome c h i l d r e n ?  

A. I t ' s  b e e n  r e c o g n i z e d  f o r  a number of  y e a r s  t h a t  

c h i l d r e n  w i t h  Down's  syndrome h a v e  h e a r t  d e f e c t s .  

Q .  What,  c a n  y o u  g i v e  me a n u m b e r ,  how many numbers  

of y e a r s ?  

A. T h e  s p e c i a l t y  of p e d i a t r i c  c a r d i o l o g y  h a s  b e e n  

a r o u n d  f o r  5 y e a r s ,  50  y e a r s .  T h a t  was i n  

t h e  -- p r i o r  t o  t h a t  t i m e  a l l  d e f e c t s  were d i a g n o s e d  

uy a u t o p s i e s ,  a c t u a l l y .  

Q .  So you a r e  s a y i n g  th is  h a s  b e e n  common knowledge 

t h e n  f o r  t h e  l a s t  4 0  y e a r s ?  

A, N o .  I s a i d  t h a t  h e a r t  d e f e c t s  i n  c h i l d r e n ,  

i n c l u d i n g  c h i l d r e n  w i t h  Down's  s y n d r o m e r  h a v e  begun t o  

be r e c o g n i z e d  by p e d i a t r i c  c a r d i o l o g i s t s  f o r  

a b o u t  50 y e a r s .  My v i e w p o i n t  i s  f r o m  t h e  v i e w p o i n t  o f  

a p e d i a t r i c  c a r d i o l o g i s t .  

Q .  You a r e  a l s o  a p e d i a t r i c i a n ?  
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A .  I h a v e  n o t  e v e r  p r a c t i c e d  p e d i a t r i c s .  

We l l ,  d o  you know if t h e  i n c i d e n c e  of h e a r t  

d e f e c t  i s  common knowledge  i n  t h e  f i e l d  of p 

A. L e t  me, r a t h e r  t h a n  s p e c u l a t e  on t imel  r a t h e r  
I 

t h a n  s p e c u l a t e  o i l  w h a t  y o u r  q u e s t i o n  e n t a i l s ,  s a y  I 

b e g a n  my p e d i a t r i c  t r a i n i n g  i n  1 

A s  p a r t  of my h o u s e  s t a f f  t r a i n i n g  I 

t o o k  c a r e  of  c h i l d r e n  who h a d  Down's  syndrome a n d  

h e a r t  de fec t s ,  and  s o  t h a t  I would  assume a t  t h a t  t ime 

p a r t  of  medical  ca re ,  t h e  medical  ca re  s y s t e m  

u n d e r s t o o d  t h a t  c h i l d r e n  w i t h  Down's  syndrome had 

hea r t defec t  s 

How much f u r t h e r  beyond,  b e f o r e  t h a t ,  

I d o n s t  knowl 

Q. F a i r  enough .  

D i d  t h e  -- 

A .  Can you s p e a k  up .  

v. S u r e .  

Given  t h e  f a c t  t h a t  t h e r e ' s  h i g h  

i n c i d e n c e  of h e a r t  d e f e c t s  i n  Down syndrome c h i l d r e n ,  

i s  i t  r e q u i r e d  t h a t  E R G  o r  e c h o c a r d i o g r a m s  be d o n e  in 

t h e  f i r s t  few m o n t h s  o f  l i f e ?  

A.  Are  you a s k i n g  a q u e s t i o n  of  t h e  s t a n d a r d  of  

c a r e  f o r  c h i l d r e n  w i t h  Down's  syndrome?  

Can you r e f o c u s  y o u r  q u e s t i o n  i n  o t h e r  

_________ 
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s t a n d a r d  of c a r e ?  

MR. S E I B E L :  I t h i n k  h i s  

c o n c e r n  i s  w i t h  " r e q u i r e , "  y o u r  u s e  of t h e  term 

" r e q u i r e . "  I f  you c o u l d  work w i t h  t h a t  a l i t t l e  b i t .  

MR. ~ E L L I ~ Q ~  A l l  r i g h t .  

Q .  Is it s t a n d a r d  of c a r e  t o  d o  a n  ERG o r  

e c h o c a r d i o g r a m  on  a Down's  syndrome i n f a n t  w i t h i n  t h e  

f i r s t  few months  o f  l i f e  t o  d i a g n o s i s  a p o t e n t i a l  

h e a r t  d e f e c t ?  

PlR. J A C K S O N :  O b j e c t i o n .  

A. T h a t  s t a n d a r d  of c a r e  h a s  much more v a r i a t i o n  i n  

r e g i o n a l  a r e a s  t h a n  I had p r e v i o u s l y  r e c o g n i z e d  b e f o r e  

coming h e r e  t o  Ohio .  I t  c e r t a i n l y  was v e r y  common 

t h a t  c h i l d r e n  i n  t h e  B a l t i m o r e ,  Wash ing ton  a r e a  g o t  

e l e c t r o c a r d i o g r a m s  o r  e c h o c a r d i o g r a m s .  Whether  t h e y  

all g o t  i t ,  I d o n l t  know! D e c a u s e  I w a s n ' t  -- I o n l y  

saw t h e  o n e s  who d i d  y e t  i t ,  a n d  a s i g n i f i c a n t  

p r o p o r t i o n  of t h e  o n e s  t h a t  I d i d  see  i n  t h e  

B a l t i m o r e ,  W a s h i n g t o n  a r e a  h a d  h e a r t  d e f e c t .  

How, i f  w e  s a y  t h a t  common knowledge  

0 p e r c e n t  of c h i l d r e n  who had Down's  syndrome 

h a v e  h e a r t  d e f e c t s ,  t h e n  a s  I t h i n k  i n  r e t r o s p e c t  of 

t h i s ,  how come I w a s n ' t  s e e i n g  s i x  n o r m a l s  f o r  e v e r y  
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f o u r  t h a t  I p i c k e d  up,  because I was c l e a r l y  s e e i n g  

e i g h t  a b n o r m a l s  f o r  e v e r y  two n o r m a l s  i n  t h e  

B a l t i m o r e ,  ~ a s h i n g t o n  a r e a ,  

So p r o b a b l y  i n  r e t r o s p e c t  somebody was 

s c r e e n i n g  t h o s e  c h i l d r e n  w i t h o u t  ECG a n d  e c h o t  s o  t h e y  

were somehow b e i n g  s c r e e n e d  b e f o r e  t h e y  came t o  m e ,  

m e  t o  Ohio  a n d  d i s c u s s e d  my 

a n t e r e s t  i n  e c h o c a r d i o g r a p h y  a n d  my d e v o t i o n  t o  

e c h o c a r d i o g r a p h y  w i t h  my c o l l e a g u e s ,  I a c t u a l l y  f o u n d  

t h a t  t h e  p r a c t i c e  t h a t  I h a d  d e v e l o p e d  of -- i n 

p e d i a t r i c  c a r d i o l o g y ,  i n  g e n e r a l ,  i n  Mary land  was more 

f o r  o r  skewed t o  e c h o c a r d i o g r a p h y  i n  g e n e r a l !  and  a l s o  

much more skewed t o w a r d s  e c h o c a r d i o g r a p h y  i n  s p e c i f i c  

f o r  Down's  syndrome o r  a n y  k i n d  o f  s c r e e n i n g  

o p e r a t i o n ,  a n d  I was f a i r l y  s u r p r i s e d  t o  f i n d  t h a t .  

A s  you p r o b a b l y  know, I u s u a l l y  d o ,  a s  

a n  i n d i v i d u a l ,  recommend s c r e e n i n g  e c h o c a r d i o g r a p h y  

f o r  c h i l d r e n  w i t h  Down's  syndrome,  and i n  t h e  two 

Down syndrome p a r e n t s  g r o u p  m e e t i n g s  t h a t  I s p o k e  a t ,  

I recomniended t h a t  i n  t h o s e  m e e t i n g s  because t h a t  i s  

my p e r s o n a l  o p i n i o n .  

I ' v e  come t o  r e a l i z e  t h a t  t h a t  o p i n i o n  

i s  n o t  s h a r e d  by e v e r y b o d y ,  b u t  i t ' s  c l e a r l y  my 

p e r s o n a l  o p i n i o n .  

u. T h e s e  m e e t i n g s  were when, '91 and  
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A I  I t  would  h a v e  b e e n  J a n u a r y  -- J a n u a r y  of I 

J a n u a r y  of  I 

Q .  And 1 assume t h a t  you were of t h e  same o p i n i o n  

a s  f a r  a s  recommending t h i s  e c h o c a r d i o g r a p h i c  

s c r e e n i n g  when you were i n  B a l t i m o r e ?  

A.  Over t h e  p e r i o d  of t ime of t h i s  c a s e ,  I d i d  i n  

f a c t  i n  B a l t i m o r e  recommend t h e  same t h i n g  t o  my 

r e f e r r i n g  p e d i a t r i c i a n s  i n  B a l t i m o r e .  

42. You m e n t i o n e d  e a r l i e r  t h a t  1 9 7 5  when you were 

u n d e r g o i n g  t r a i n i n g  a n d  a l s o  t a k i n g  ca re  of Down 

s y n d r o m e  c h i l d r e n  -- t h a t  I a s s u m e  was w i t h  a n d  

w i t h o u t  h e a r t  d e f e c t s ;  i s  t h a t  f a i r ?  

A. I t h i n k  I p r o b a b l y  t o o k  c a r e  of some c h i l d r e n  

w i t h  D o w n ' s  syndrome who had  l e u k e m i a .  I t ' s  a l o n g  

t i m e  a g o .  

Q .  When w e  t a l k e d  a b o u t  t h a t  b e f o r e  i t  was i n  t h e  

c o n t e x t  of  y o u r  p e d i a t r i c  t r a i n i n g ?  

A.  R i g h t .  T h e  p r o b l e m  i s  I c a n  remember one  c h i l d  

q u i t e  v i v i d l y  a n d  s o  I was t h i n k i n g  of h e r ,  i n  

p a r t i c u l a r  of  h e r  h e a r t  d e f e c t  i n  p a r t i c u l a r .  I c a n  

e v e n  remember h e r  name t o d a y .  

T h e r e  a r e  c e r t a i n  t h i n g s  a s  p a r t  of 

y o u r  t r a i n i n g  t h a t  become d r i l l e d  i n  y o u r  memory 

b e c a u s e  of  t h e i r  c i r c u m s t a n c e s ,  a l t h o u g h  g e n e r a l i t i e s  

~ilay n o t  be c l e a r l y  a s  v i v i d  1 5 ,  2 0  y e a r s  l a t e r .  
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Q e  A s  p a r t  of  t h e  care  t h a t  you g a v e  t h o s e  

c h i l d r e n r  d i d  y o u  do a n y  k i n d  o f  s c r e e n i n g  f o r  h e a r t  

d e f e c t s ?  

A.  T h a t  would  n o t  h a v e  b e e n  my r o l e  o r  p r a c t i c e  a t  

t h a t  t ime .  I was a p e d i a t r i c  h o u s e  o f f i c e r .  

Q .  So i t  would  h a v e  Deen up t o  whoever  t h e  

a t t e n ~ ~ n ~  was a t  t h a t  t i m e  t o  o r d e r  s c r e e n i n g ?  

A, T h a t  s c o r r e c t  

Q .  D i d  you u n d e r s t a n d  t h a t  t h a t  was p a r t  of t h e  

ca re  t h a t  was t o  be  g i v e n ?  

A.  I would  s a y  i n  r e t r o s p e c t  t h a t  c l e a r l y  w a s n ' t  

p a r t  o f  a c a r e  a t  t h a t  t i m e  i n  1 75 .  T h a t ' s  a n  

o p i n i o n  a n d / o r  s p e c u l a t i o n .  

Q .  When d i d  you become a n  a t t e n d i n g ?  

MR. S E I B E L :  A n  a t t e n d i n g  w h a t ?  

A. I j o i n e d  t h e  f a c u l t y  a t  t h e  J o h n s  H o p k i n s ,  

U n i v e r s i t y  S c h o o l  of M e d i c i n e  of J o h n s  H o p k i n s  

H o s p i t a l .  i n  1 1 a s  a p e d i a t r i c  c a r d i o l o g i s t .  

Q .  81 would i t  h a v e  b e e n  s t a n d a r d  o f  c a r e  

t o  d o  a n y  k i n d  of  s c r e e n i n g ?  

A.  My o b s e  r v a t  i o n s ?  

Q. Okay. I ' l l  a s k  t h e  q u e s t i o n  a g a i n .  

Was i t  p a r t  of t h e  c a r e  t h a t  was b e i n g  

g i v e n  a t  J o h n s  H o p k i n s  i n  1 9  1 t o  do  a n y  k i n d  of 

s c r e e n i n g ,  e i t h e r  EKG o r  e l e c t r o c a r d i o g r a m ,  o r  e v e n  a 
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r e f e r r a l  t o  a p e d i a t r i c  c a r d i o l o g i s t  i n  t h e  t r e a t m e n t  

of Down s y n d r o n ~ e  c h i l d r e n ?  

A. I am g o i n g  t o  s a y  I d o u b t  i t ,  b u t  J would  p r e f e r  

n o t  t o  y e t  i n t o  t h e  a r g u m e n t  o f ,  "Well, DE. Z a h k a ,  d i d  

you  s t a r t  recornmen i n g  t h i s  t o  y o u r  r e f e r r i n g  

p e d i a t r i c i a n  .I I' 

I would  s u s p e c t  i t  was somet ime  a r o u n d  

when we g o t  i n t e r e s t e d  i n  w r i t i n g  t h a t  p a p e r .  So t h e  

p a p e r  came o u t  i n  ' 8 9 ,  We p r o b a b l y  s t a r t e d  t h i n k i n g  

a b o u t  t h a t  p a p e r  i n  7 ,  a n d  s a i d  w h a t  is g o i n g  on  

w i t h  Down's syndrome r e f e r r a l s .  Why d o e s  s o m e t i m e s  

t h e y ' r e  n o t  p i c k e d  up?  Are t h e y  b e i n g  p i c k e d  u p  i n  

t h e  B a l t i m o r e ,  W a s h i n g t o n  a r e a ?  A r e  t h e y  b e i n g  p icked  

u p  i n  a t i m e l y  f a s h i o n  i n  t h e  B a l t i m o r e ,  W a s h i n g t o n  

a r e a ?  

Q 4  A r e  y o u  a w a r e  of any l i t e r a t u r e  t h a t  was i n  

p u b l i c a t i o n  b e f o r e  1 t h a t  recommended, made t h e  

same r e c o m m e n d a t i o n  t h a t  you do nowl and  t h a t  i s  

s c r e e n i n g  f o r  h e a r t  d e f e c t s  i n  Down syndrome c h i l d r e n ?  

A.  I d o n ' t  t h i n k  s o ,  because I d o n ' t  e x a c t l y  r e c a l l  

a s  w e  were r e v i e w i n g  t h e  l i t e r a t u r e  f o r  t h a t  p a p e r ,  

s e e i n g  a n  a r t i c l e  t h a t  came o u t  a n d  s a i d  t h a t  is a 

r e c ommend a t  i o n  e 

Q *  How a b o u t  a n y  t e x t b o o k s ?  

A. W i t h  e i t h e r  some d e g r e e  of p r i d e  o r  
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e m b a r r a s s m e n t ,  I w i l l  o n c e  a g a i n  t e l l  you t h a t  I d o n ! t  

read t e x t b o o k s .  I h a v e  c h a p t e r s  t h a t  I h a v e  t o  w r i t e  

f o r  t h e m ,  b u t  I d o n ' t  h o n e s t l y  read them.  

Q .  Irr  y o u r  p r a c t i c e  do  you t r e a t  own syndrome 

c h i l d r e n  t h a t  h a v e  u n r e p a i r e d  AV c a n a l  d e f e c t s ?  

A .  Yes, s i r ,  w e  d o .  

Q .  What i s  t h e i r  c l i n i c a l  s o u r c e ?  

A. A s  a g r o u p  o r  i n d i v i d u a l l y ?  

Q .  L e t ' s  t a l k  a b o u t  a s  a g r o u p  f i r s t .  

a. C h i l d r e n  w i t h  u n r e p a i r e c i  AV c a n a l  d e f e c t s  

e v e n t u a l l y  g e t  E i s e n m e n g e r ~ s  syndrome,  a t  some r a t e .  

2 0  m o n t h s  i s  v e r y  u n u s u a l .  T h r e e  y e a r s p .  f o u r  y e a r s ,  

f i v e  y e a r s  i s  much more t y p i c a l -  

Q 9  Were you d o n e  w i t h  y o u r  a n s w e r ?  

A.  Y e s .  

Q .  I d i d n s t  want  t o  i n t e r r u p t  y o u l  t h a t l s  a l l .  

What i s  E i s e n m e n g e r ' s  syndrome?  

A. E i s e n m e n g e r ' s  syndrome i s  when t h e  a r t e r i e s  i n  

t h e  l u n g r  t h e  small  a r t e r i e s  i n  t h e  l u n g  become 

darnaged because of  h i g h  p r e s s u r e  a n d / o r  h i g h  b l o o d  

f l o w  t h a t  i s  p r e s e n t  u s u a l l y  from t h e  time of  b i r t h .  

Q. I t ' s  h i g h  b l o o d  f l o w ?  

A. Or h i g h  b l o o d  f l o w .  High p r e s s u r e  o r  h i g h  b l o o d  

f l o w ,  o r  t h e  c o m o i n a t i o n  of t h o s e  two t h i n g s .  

(2. Do Down syndrome c h i l d r e n  w i t h  u n r e p a i r e d  AV 
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c a n a l  d e f e c t s  h a v e  a dec reas  d l i f e  e x p e c t a n c y ?  

R e  S E I B E L :  From w h a t ?  W h a t  

a r e  you c o m p a r i n g  i t  t o ?  Y o u ' r e  a s k i n g  t h e  d o c t o r  t o  

s a y  whe the r  t h e y  h a v e  a reaucecl l i f e  e x p e c t a n c y  

compared  t o  w h a t ?  

Q .  Compared t o  a c h i l d  who h a s  a r e p a i r e d  AV c a n a l  

d e f e c t ?  

A. I n d i v i d u a l s  who h a v e  Exsenmeriger s ,  t h e  d a t a  

t h a t  a r e  a v a i l a b l e ,  a r e  t h a t  i n d i v i d u a l s  who h a v e  

E i s e n m e n g e r ' s  i n  g e n e r a l ,  n o t  s p e c i f i c a l l y  w h e t h e r  

t h e y  h a v e  Down's  syndrome o r  n o t r  l i v e  i n t o  t h e i r  

t h i r d r  f o u r t h ,  a n d  f i f t h  d e c a d e .  20 ,  3 0 ,  4 0 ,  and 

o c c a s i o n a l l y  ~ O ' S ,  t h a t  i s  l e s s  t h a n  t h e  l i f e  s p a n  of  

a n  a d u l t  i n  Amer ica  t o d a y .  

T h e r e  a r e  -- 

u .  
A .  T h e r e  a r e  o t h e r  a s p e c t s  t o  y o u r  q u e s t i o n ,  w h i c h  

w e  c a n  y e t  i n t o  more s p e c i f i c a l l y  a s  you w a n t  t o  know 

each a s p e c t  of  i t .  I c a n  t e l l  you w h a t  i s  known b y  me 

o n  t h o s e  i s s u e s ,  

(2. What  i s  t h e  l i f e  e x p e c t a n c y  of somebody who h a s  

Down's  syndrome?  

a. I a m  n o t  aware of t h a t  p a r t i c u l a r  f a c t .  I h a v e  

a n  o p i n i o n  a b o u t  t h e  d a t a  t h a t  a r e  a v a i l a b l e  f o r  

Down's  syndrome who h a v e  had h e a r t  d e f e c t  r e p a i r e d .  I 
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Q. So t h e r e  i s  d a t a  a v a i l a b l e  t h a t  h a s  L i f e  

e x p e c t a n c y  f o r  r e p a i r  of  h e a r t  d e f e c t s ,  f o r  c h i l d r e n  

who had t h e i r  h e a r t  d e f e c t  r e p a i r e d ?  

A. I n  f a c t ,  t o  my knowLedge t h o s e  d a t a  a r e  not. 

a v a i l a b l e  f o r  Down's  syndrome l i f e  e x p e c t a n c y ,  a n d  t h e  

r e a s o n  I b r i n g  t h i s  up i s  t h a t  I was v e r y  p r i v i l e g e d  

t o  be p a r t  of  a l o n g  term n a t u r a l  h i s t o r y  s t u d y  

c o l l a b o r a t i v e  w i t h  s i x  i n s t i t u t i o n s  a c r o s s  t h e  

U n i t e d  S t a t e s  t h a t  l o o k e d  a t  t h r e e  s p e c i f i c  d e f e c t s  i n  

a young  a d u l t  who h a d  r e p a i r  i n  e a r l y  c h i l d h o o d ,  and 

i n c l u d e d  was -- i n  t h a t  was n o t  AV c n a l ,  i n c l u d e d  i n  

t h a t  were n o t  s p e c i f i c a l l y  D o w n s s  syndrome p a t i e n t s .  

I n  t h o s e  d a t a  we a s k e d  a t  t h e  t i m e ,  

some of  u s I  a r e  t h e y  a v a i l a b l e  f o r  Down's  syndrome 

i n d i v i d u a l l y  a n d  f o r  t h a t  2 0  I a r  f o l l o w - u p  

t h a t  s a y s  w i l l  t h e  n a t u r a l  h i s t o r y  of r e p a i r e d  AV 

c a n a l  be  t h e  same i n   own's syndrome a s  i n  n o r m a l s ,  i n  

n o r m a l  p e o p l e  w i t h o u t  Down's  syndrome r a t h e r ,  w e  d o n ' t  

know t h a t  y e t .  

You c a n  s p e c u l a t e  y e s  o r  no,  b u t  a t  

t h e  p r e s e n t  t i m e  w e  d o  n o t  know t h e  2 5 ,  3 0 ,  4 0 ,  o r  

5 0  y e a r  f o l l o w- u p  o f  Down's  syndrome w i t h  c o m p l e t e  AV 

c a n a l ,  a n d  f o r  t h a t  m a t t e r  we d o n ' t  know t h e  2 5 ,  3 0  

o r  4 0  y e a r  f o l l o w- u p  o f  AV c a n a l  i n  t h e  o c c a s i o n a l  

p e r s o n  w i t h o u t  a chromosomal  p r o b l e m  who w i l l  h a v e  i t .  
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W e  d o  know t h e  2 5 ,  3 0  f o l l o w- u p  f o r  o t h e r  heart:  

d e f e c t s  i n  u s u a l  i n d i v i d u a l s  w i t h o u t  Down's  s y n ~ r o ~ e .  

Whatever  s p e c u l a t i o n  you w a n t  t o  t a k e  

Detween Down's  syndrome a n d  non-Downr s syndro ine r  

be tween  o t h e r  h e a r t  d e f e c t s  a n d  AV c a n a l  would  be open  

f o r  d i s c u s s i o n ,  

Q -  Well,  do  you h a v e  a n  o p i n i o n  on  w h a t  t h e  

c o r r e l a t i o n  i s  b e t w e e n  t h e  l i f e  e x p e c t a n c y  of p e o p l e  

w i t h  Down's  syndrome a n d  p e o p l e  w i t h o u t ,  when w e ' r e  

t a l k i n g  i n  t h e  c o n t e x t  o f  h e a r t  d e f e c t s ?  

A. I t h i n k  we p r o b a b l y  s h o u l d n ' t  draw t h e  p a r a l l e l .  

T h e r e  i s  no r e a s o n  t o  t h i n k  t h a t  t h e y  w o u l d n ' t  be  

c o m p a r a b l e ;  b u t  f o r  t h e  samep t o  c o n n e c t  them,  t h e r e  

i s  no r e a s o n  t o  t h i n k  t h a t  t h e y  w i l l  b e ,  a n d  t h a t ' s  

what I t o l d  t h e  p a r e n t s  g r o u p  i n  o u r  l a s t  m e e t i n g  i n  

My hope a n d  e x p e c t a t i o n  i s  t h a t  t h e y  

would  h a v e  a c o m p a r a b l e  n a t u r a l  h i s t o r y ,  b u t  we d o n ' t  

know y e t  t h a t  s p e c i f i c a l l y ;  a l t h o u g h  w e  know a Lo t  

a b o u t  v e n t r i c u l a r  s e p t u m  d e f e c t  a n d  v e n t r i l o y y ,  t h e  

o t h e r  two common h e a r t  d e f e c t s  i n  D o w n ' s  syndrome a n d  

p a t i e n t s  w i t h o u t  Down's syndrome,  b u t  w e  u n f o r t u n a t e l y  

knew v e r y  l i t t l e  a b o u t  t h e  t r u e  2 0  y e a r ,  e v e n ,  

f o l l o w- u p  of AV c a n a l .  

Q .  A r e  t h e r e  s t u d i e s  t h a t  a r e  p u b l i s h e d  a b o u t  l i f e  
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e x p e c t a n c y  of  c h i l d r e n  w i t h  u n r e p a i r e d  AV c a n a l  

d e f e c t s ?  

A, A s  I w r o t e  a c h a p t e r  f o r  a t e x t b o o k  t h a t  i s  

coming o u t ,  4dalascenca-~ed4c4naI on  t h e  a d o l e s c e n t  

a n d  young  a d u l t s  w i t h  c o n g e n i t a l  h e a r t  d i s e a s e ,  

u n r e p a i r e d ,  I r e - d i d  my l i t e r a t u r e  s e a r c h .  I t ' s  n o t  

o u t  y e t .  I r e - d i d  my l i t e r a t u r e  sea rch  on 

E i s e n m e n g e r ' s .  I was a c t u a l l y  v e r y  d i s a p p o i n t e d  t o  

see  i n  f a c t  how l i t t l e  had b e e n  w r i t t e n  i n  t h e  l a s t  

two d e c a d e s  on  E i s e n m e n g e r ' s .  I t ' s  a l m o s t  a s  i f  we 

k i n d  of f o r g o t t e n  a b o u t  th i s  a s  a p r o b l e m .  

T h e  l a s t  two a r t i c l e s ,  t h e  b e t t e r  

a r t i c l e s  a r e  back i n  t h e  e a r l y   OS, and t h e y  a r e  n o t  

t e r r i b l e  good i n  terms o f  r e a l l y  d e f i n i n g  n a t u r a l  

h i s t o r y .  

I would  a l s o  u r g e  you t o  w a i t ,  

w h e n e v e r  i t  comes  o u t ,  € o r  p a r t  o f  t h e  n a t u r a l  h i s t o r y  

s t u d y  on v e n t r i c u l a r  s e p t a l  d e f e c t ,  w h i c h  may a d d r e s s  

some of t h e  E i s e n m e n g e r  p a t i e n t s  a s  w e l l .  i n  a s u b s e t .  

T h a t  may be o u t  i n  a c o u p l e  y e a r s .  

a .  When i s  t h i s  new c h a p t e r  t h a t  you  a r e  p u D l i s h i n g  

g o i n g  t o  be o u t ?  

A. I: h a v e  b e e n  w a i t i n g  f o r  i t  f o r  a w h i l e .  I 

h a v e n ' t  s e e n  i t  y e t .  

Q .  What is i t  g o i n g  t o  be p u b l i s h e d  i n ?  What's t h e  
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name of  t h e  book?  

A, I t  i s  o u t  of t h e  U n i v e r s i t y  of R o c h e s t e r ,  

p r o b a b l y  c a l l e d  ~ ~ g ~ ~ ~ ~ g ~ ~ g - ~ ~ ~ ~ ~ ~ ~ g  o r  s o ~ i e t h i n y  l i k e  

t h a t .  

I am a r e l a t i v e l y  f o c u s e d  p e r s o n f  and  

t h e y  a s k e d  m e  t o  w r i t e  a c h a p t e r  a b o u t  a d o l e s c e n t  

h e a r t  d i s e a s e ,  i t ' s  g o i n g  t o  be  a n  a d o l e s c e n t  

t e x t b o o k ,  a n d  my s e c r e t a r y  s e n d s  i t  t o  where i t  g o e s .  

Q .  Is t h a t  on y o u r  CV? 

A. No, i t  h a s n ' t  come o u t  y e t .  

Q .  Are  t h e r e  a n y  o t h e r  a r t i c l e s  o r  book c h a p t e r s  

t h a t  h a v e  b e e n  p u b l i s h e d  t h a t  a r e n ' t  o n  y o u r  CV? 

A *  N o  * 

8 .  Are t h e r e  a n y  t h a t  a r e  p e n d i n g  p u b L i c a t i o n s  i n  

a d d i t i o n  t o  t h i s  o n e ?  

A. I h a v e  some c h a p t e r s  i n  a n  i n t e n s i v e  c a r e  

t e x t b o o k ,  s e c o n d  e d i t i o n  of  t h e  BggggLg-TgggQggk a b o u t  

c a r d i o v a s c u l a r  p h y s i o l o g y ,  n o t  p a r t i c u l a r l y  p e r t i n e n t  

t o  t h i s .  

Q *  W e  t a l k e d  a b o u t  E i s e n m e n y e r ' s  syndrome,  you 

m e n t i o n e d  i t  a few times, am I c o r r e c t  i n  

u n d e r s t a n d i n g  t h a t  t h a t  syndrome t h a t  t h e  c h i l d  

d e v e l o p e d  i s  a s  a r e s u l t  of t h e  f a i l u r e  t o  r e p a i r  t h e  

AV c a n a l  d e f e c t ?  

A.  T h e  s y n d r o m e  r e s u l t s  f r o m  t h e  h i g h  p r e s s u r e  
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a n d / o r  h i g h  b l o o d  f l o w .  

Q .  And t h e  h i g h  b l o o d  p r e s s u r e  o r  h i g h  ~ l o o d  f l o w  

r e s u l t s  f r o m  t h e  d e f e c t ?  

A.  T h e  h e a r t  d e f e c t .  

Q .  What symptoms d o e s  somebody w i t h  E i s e n m e n g e r ' s  

s y n d r o m e  e x p e r i e n c e  t h r o u g h o u t  t h e i r  l i f e t i m e ?  

A. They u s u a l l y  become b l u e ,  t h e  m e d i c a l  name f o r  

t h a t  i s  c y a n o s i s ,  They o v e r  a p e r i o d  of d e c a d e s  h a v e  

d e c r e a s i n g  e x e r c i s e  t o l e r a n c e  a n d  p r o b a b l y  i n  a number 

of  t h e m  e v e n t u a l l y  d e v e l o p  e i t h e r  h e a r t  rhy thm 

p r o b l e m s  o r  h e a r t  f u n c t i o n  p r o b l e m s  r e l a t e d  t o  t h e  

c h r o n i c  l o a d  on  t h e  h e a r t .  

Q .  I ' m  s o r r y .  Heart r h y t h m   unction a n d  w h a t ?  

A.  Heart rhy thm and h e a r t  f u n c t i o n  proD1ern.s. 

Q .  What d o e s  d e c r e a s i n g  e x e r c i s e  t o l e r a n c e  mean i n  

l a y m e n ' s  t e r m s ?  

A.  I t  means ,  f o r  e x a m p l e ,  i t  would t a k e  you l o n g e r  

t o  w a l k  a b l o c k .  F o r  e x a m p l e ,  i f  a t  a g e  1 0  i t  t a k e s  

you o n e  m i n u t e ,  a t  a g e  2 0  i t  may t a k e  you a m i n u t e  a n d  

a h a l f ,  a t  a g e  3 0  i t  may t a k e  you two o r  

t h r e e  m i n u t e s .  

(2. Does a p e r s o n  w i t h  E i s e n m e n g e r ' s  syndrome a l s o  

e x p e r i e n c e  h y p o x i a ?  

A. T h a t  is t b e  n a t u r e  of t h e  c y a n o s i s .  T h a t ' s  t h e  

l a b o r  a t o r y  mea s u r  ement  of  c y a n o s i s .  

FLOWERS & V E R S A G I  COURT ~EPORTERS (216) 771-8018 
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0 .  What  i s  hy pox i a  ? 

MR. SEIBEL: C h r i s ,  you know 

t h a t  t h e  D o c t o r  knows w h a t  h y p o x i a  is .  Come on.  You 

d o n ' t .  know w h a t  h y p o x i a  i s ?  G e t  t o  s o m e t h i n g  

m e a n i n g f  u b .  

I n  f a c t ,  you d o n ' t .  h a v e  t o  a n s w e r  

t h a t .  I t ' s  s o  commonly known t h a t  t h a t ' s  a f l a g r a n t  

a b u s e  of t h e  D o c t o r ' s  good g r a c e s  o f  you b e i n g  h e r e .  

MR. MELLINO:  Are you 

i n s t r u c t i n g  hini n o t  t o  a n s w e r  wha t  h y p o x i a  i s ?  

MR, SEIBEL: You b e t  J am, y e s .  

--------------- BY MR. MELLINO:  

Q. Does t h e  h y p o x i a  somebody w i t h  E i s e n m e n q e r ' s  

syndrome would  e x p e r i e n c e  h a v e  an e f f e c t  o n  t h e i r  

o r g a n s ?  

A, Not i n  g e n e r a l .  I n  g e n e r a l  b e c a u s e  t h e y  h a v e  

a d e q u a t e  b l o o d  f l o w  t o  t h e i r  o r g a n s  a n d  t h e  body 

e x t r a c t s  t h e  oxygen  t h a t  i t  n e e d s  f r o m  t h e  b l o o d  a n d  

t h e  o r g a n s  work p r o p e r l y .  

Q .  Is o r g a n  d y s f u n c t i o n  a s  a r e s u l t  of  h y p o x i a  

s o m e t h i n g  t h a t  c a n  o c c u r  i n  p a t i e n t s  w i t h  

E i s e n m e n g e r ' s  syndrome?  

A. I w i l l  s a y  n o t  d i r e c t l y  d u e  t o  t h e  low oxygen  

i t s e l f .  

Q -  Can t h e y  h a v e  o r g a n  d y s f u n c t i o n  r e s u l t i n g  f rorn 
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E i s e n m e n g e r ' s  syndrome?  

A ,  I n  g e n e r a l  p r i o r  t o  t h e i r  d e a t h  t h e y  d o  h a v e  

o r g a n  d y s ~ u n c t i o n ,  s e c o n d a r y  t o  t h e  l o n g  -- t h e  

e v e n t u a l  h e a r t  f u n c t i o n  p r o b l e m s ,  w h i c h  may l i m i t  t h e  

p e r f u s i o n  t o  t h e  k i d n e y  O K  t o  t h e  l i v e r .  

Q .  So t h e  damage t o  t h e  o r g a n  o c c u r s  a s  a r e s u l t  of  

h e a r t  d y s f u n c t i o n ,  l o s s  of h a r t  f u n c t i o n ,  t h e r e f o r e  

r e s u l t i n g  i n  l o s s  o f  b l o o d  f l o w  t o  t h o s e  o r g a n s ?  

A. T h a t  h a s  b e e n  my e x p e r i e n c e  f o r  t h o s e  p a t i e n t s  

a t  t h e  end of  t h e i r  c o u r s e .  T h a t ' s  when e v e n t u a l l y  

t h e  h e a r t  f u n c t i o n  i t s e l f ,  t h e  m u s c u l a r  f u n c t i o n  of 

t h e  h e a r t  becomes  a p r o b l e m .  T h a t ' s  when t h e y  d e v e l o p  

more  i n  t h e  way of  k i d n e y  o r  l i v e r  d y s f u n c t i o n .  

Q .  When d o e s  t h a t  u s u a l l y  o c c u r ?  

A. I t ' s  of  . t h e  n a t u r a l  h i s t o r y !  t h a t  i s  i t  e x i s t s  

i n  l i t e r a t u r e  of E ~ s e n ~ e n g e r ~ s  s u g g e s t i n g  t h a t  i t  

e v e n t u a l l y  a c t u a l l y  h a p p e n s  i n  t h e  t h i r d ,  f o u r t h ,  o r  

I r ' i f t h  decade. T h a t ' s  a l s o  b e e n  my e x p e r i e n c e ,  l a t e  

2 0  I 3 0 ,  o c c a s i o n a l l y  4 0 ' s .  

u .  Bow much do t h e s e  p a t i e n t s t  e x e r c i s e  t o l e r a n c e  

decrease  a s  you g e t  i n t o  t h e  l a t e r  decades? 

A. T h a t ' s  n e v e r  a c t u a l l y  been  q u a n t i f i e d  i n  a 

s t u d y .  My p e r s o n a l  e x p e r i e n c e  i s  t h a t  i t ' s  a c t u a l l y  

v e r y  v a r i a b l e .  

You know, I can remember one  young 
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woman who had  a l o t  of  b r e a t h l e s s n e s s  w i t h  x e r c i s e  i n  

h e r  l a t e  t e e n s ,  and  o t h e r  p a t i e n t s  who were s t i l l  v e r y  

much  a m b u l a t o r y  i n  t h e i r  3 O 1 s S .  S e e n  o n e  woman who was 

i n  he r  l a t e  4 0 ' s  who was a m b u l a t o r y  and  w o r k i n g .  I t ' s  

n o t  a p a t i e n t  w i t h  Down's s y n d r o m e l  however .  

Q .  N O W,  d i d  you e v e r  l o o k  a t  t h e  E R G  t h a t  was d o n e  

i n  J u l y  o f  

A. T h a t  would  h a v e  b e e n  b e f o r e  -- 
Q .  You can t a k e  a l o o k  a t  i t ,  i f  you w a n t .  

A. T h a t  would  h a v e  b e e n  b e f o r e  I s t a r t e d  t a k i n g  

c a r e  o f  h e r  a n d  I h a v e  n e v e r  seen  t h a t  E C G ,  a n d  I 

would  p e r s o n a l l y  p r e f e r p  because of my r e l a t i o n s h i p  

w i t h  t h e  i n s t i t ~ t i o n  a n d  t h i s  f a m i l y ,  my p e r s o n a l  

r e q u e s t  i s  t h a t  I n o t  f u n c t i o n  he r e  a s  a n  e x p e r t  

w i t n e s s ,  I n  de fe r ence  t o  t h i s  f a m i l y ,  i n  d e f e r e n c e  t o  

my c o l l e a g u e s ,  I w i l l  n o t  c h a n g e  t h a t  a p p r o a c h .  

So p l e a s e  t a k e  t h e  ECG,  w h i c h  I h a v e  

n o t  s e e n ,  w h i c h  i s  n o t  i n t e g r a l  t o  my c a r e  of K a i t l i n  

S t e v e n s ,  p l e a s e  t a k e  i t  frorn i n  f r o n t  of me s o  I c a n  

t u r n  a n d  l o o k  a t  you.  P l e a s e .  

P l ea se  do  n o t  d e s t r o y  my r e l n a t i o n s h i p  

w i t h  this  f a m i l y  by a s k i n g  m e  t o  be a n  e x p e r t  w i t n e s s .  

I am K a i t l i n  S t e v e n s '  p e d i a t r i c  c a r d i o l o g i s t .  P l e a s e  

d o  n o t  do  a n y t h i n g  t o d a y  t o  d i s t u r b  t h a t  r e l a t i o n s h i p .  

MR. MELLINO:  F r a n k ,  w o u l d  you 
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m a r k  h i s  f o l d e r  e 

MW. S E I B E L :  I t h i n k  h e  

u n d e r s t a n d s  w h a t  you a r e  t a l k i n g  a b o u t .  

- - - - -  

( D r .  Zahka  D e p o s i t i o n  E x h i b i t  1 

marked f o r  i d e n t i f i c a t i o n . )  

--------------- BY H R .  ~ E L L I ~ ~ ~  

Q. D o c t o r ,  I h a v e  marked y o u r  f i l e  on K a i t l i n  

S t e v e n s  a s  D e p o s i t i o n  E x h i b i t  1, is t h i s  all y o u r  

r e c o r d s  you  h a v e  i n  y o u r  p o s s e s s i o n  r e g a r d i n g  

K a i t l i n  S t e v e n s ?  

A. Y e s .  You may copy  these .  T h e s e  a r e  my o n l y  

r e c o r d s  on h e r .  

Q. I u n d e r s t a n d .  

A. They c a n n o t  be t a k e n  f r o m  t h i s  room. 

MR. S E I B E L :  D o c t o r p  w h a t  wey I1 

d o ,  a n d  t h i s  i s  on  t h e  r e c o r d ,  i f  y o u r  o f f i c e  c o u l d  

3 u s t  copy m a k e  one  s e t  of t h o s e p  a copy f o r  m e ,  s e n d  

them t o  me a n d  I'll m a k e  s u r e  a l l  c o u n s e l  get7 

d i s t r i b u t e d  a c o p y ,  okay.  I f  you j u s t  h a v e  a c o p y  

made,  o n e  c o p y ;  i s  t h a t  a c c e p t a b l e ,  C h r i s ?  

MR. MELEINO: I d o n s  t know. 

MR. S E I B E L :  It's g o i n g  t o  be  

k e p t  i n  D r .  Z a h k a ? s  p o s s e s s i o n .  I f  you w a n t  t o  come 
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b a c k  and  c o m p a r e  t h e  c o p y  you g o t  f r o m  m e  t h a t  y o u  

h a v e  of t h e  o r i g i n a l ,  w e ' l l  m a k e  a r r a n g e m e n t  f o r  you 

t o  do  t h a t .  

MR. MELLINO:  Okay. T h a t ' s  

f i n e .  

Q .  And you w i l d .  r e t a i n  t h i s  o r i g i n a l  e x h i b i t  i n  

y o u r  p o s s e s s i o n r  c o r r e c t ?  

A. I n  o r d e r  t o  be a b l e  t o  c o n t i n u e  t o  t a k e  c a r e  of 

K a i t l i n ,  i t g s  a v e r y  i m p o r t a n t  p a r t  of  my r e c o r d .  

Has t h i s  E x h i b i t  1 e v e r  l e f t  y o u r  p o s s e s s i o n ?  

A. W e  h a v e  a s e p a r a t e  f i l i n g  roomr t h i s  m o r n i n g  I 

a s k e d  ~ n y  s e c r e t a r y  f o r  K a i t l i n ' s  c h a r t ,  and she  

b r o u g h t  me K a i t l i n ' s  c h a r t .  T o  my b e l i e f ,  i t  i s  

p o s s i b l e  t h a t  t h a t  may be  -- a good p o r t i o n  may 

a l r e a d y  b e  i n  t h e  p o s s e s s i o n  of c o u n s e l .  

Q. I'm l u s t  a s k i n g  a b o u t  t h e s e  r e c o r d s  r i g h t  h e r e  

t h a t  you m a i n t a i n  a s  y o u r  p e r s o n a l  f i l e .  

A. T h a t ' s  c o r r e c t .  

8 .  You 've  a l w a y s  m a i n t a i n e d  p o s s e s s i o n  of them? 

A ,  Yes, t o  t h e  b e s t  o f  my knowledge .  

8 .  Have y o u  removed a n y t h i n g ,  you o r  y o u r  a t t o r n e y ,  

removed a n y t h i n g  o u t  of t h i s  f i l e ?  

a. No. 

MR, S E I B E L :  Just f o r  t h e  

r e c o r d l  I removed o n e  p i e c e  of c o n f i d e n t i a l  
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a t t o r n e y / c l i e n t  c o r r e s p o n d e n c e ,  a l e t t e r  f r o m  m e  t o  

t h e  d o c t o r ;  o t h e r  t h a n  t h a t ,  t h e r e  h a s  b e e n  n o t h i n g  

removed f r o m  t h i s  f i l e .  

MR. MELLINO:  Do you h a v e  t h e  

l e t t e r ?  I j u s t  want  t o  know w h a t  t h e  d a t e  of t h e  

l e t t e r  w a s ,  

rm. S E I B E L :  I t  was a s  t o  

s c h e d u l i n g  t h e  d e p o s i t i o n ,  a n d  I t h i n k  i t  was somet ime  

i n  t h e  l a s t  3 0  t o  4 5  d a y s .  

MR. MELLINO:  Okay. 

THE WITNESS:  T h a t  l e t t e r  was 

c l i p p e d  t o  t h i s  f i l e ,  when my s e c r e t a r y  g a v e  i t  t o  m e ,  

I t o o k  i t  o f f ,  I p u t  i n  i n s i d e  t h e  f i l e .  

u .  D i d  you s e n d  a c o p y  o f  t h e s e  r e c o r d s  t o  y o u r  

l a w y e r ?  

A.  T o  my l a w y e r ?  

MR. S E I B E L  H e  means m e .  No 

Y O U  

A.  

(2. 

A. 

62 .  

A .  

Q .  

A.  

n e v e r  d i d .  

N O .  

i d  you e v e r  d i s c u s s  R a i t l i n  w i t h  Dr .  Sunclaresh?  

N o ,  S i r .  

Have you e v e r  seen Dr .  S u n d a r e s h ' s  r e c o r d s ?  

~ V O ,  s i r ,  

Have you d i s c u s s e d  K a i t l i n  w i t h  D r .  M o r t i m e r ?  

T h e  h o n e s t  a n s w e r  t o  t h a t  i s  I c a n ' t  remember, 
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because  i t  i s  c e r t a i n l y  p o s s i b l e  s h e  would  s a y  t o  m e  

how i s  M a i t l i n  S t e v e n s  d o i n g .  

Q. D i d  you e v e r  t a l k  t o  h e r  a b o u t  t h e  E R G  t h a t  was 

d o n e  i n  J u l y  of 

A* N o ,  because as I s a i d ,  I ' v e  n e v e r  s e e n  t h a t  E G G ,  

Q. D i d  you e v e r  t a l k  t o  her  a b o u t  h e r  s e e i n g  

K a i t l  i n ?  

A. No. 

Q .  I t a k e  i t  t h e n  y o u ' v e  n e v e r  seen h e r  r e c o r d s  

e i t h e r ?  

A.  N o .  

Q. How o f t e n  do you c u r r e n t l y  see  K a i t l i n ?  

A.  F e b r u a r y  7 ,  ' 9 2 ,  t h e  recommended f o l l o w- u p  was  

one  y e a r .  I t h i n k  I h a v e  s e e n  h e r  on two o t h e r  

o c c a s i o n s .  

A u g u s t  5 ,  1 I recommended f o l l o w- u p  

s i x  m o n t h s ;  A p r i l  9 ,  I 1, f o r  a v i s i t  when s h e  w a s n ' t  

f e e l i n g  w e l l .  No s p e c i f i c  f o l l o w- u p  i n d i c a t e d .  

Q. You h a v e  s e e n  h e r  a t o t a l  of t h r e e  t imes  t h e n .  

A.  A s  h e r  p e d i a t r i c  c a r d i o l o g i s t ,  I h a v e  seen  he r  

a t  h e a r t  f u n c t i o n s  t h a t  w e  h a v e  h a d  i n  t h e  h e a r t  

mended h e a r t  s u p p o r t  g r o u p .  

Q. What i s  t h a t ?  

A *  I t ' s  a p a r e n t s  g r o u p  f o r  c h i l d r e n  who h a v e  h e a r t  

p r o b l e m s .  I t h i n k  I ' v e  s e e n  her e i t h e r  twice o r  t h r e e  
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t imes o u t s i d e  of t h e  h o s p i t a l  a t  f u n c t i o n s  of t h a t  

t y p e  * 

On t h e  t h r e e  v i s i t s  t h a t  Y O U  saw h e r  a s  h e r  

t r e a t i n g  d o c t o r , .  w h a t  t r e a t m e n t  d i d  you g i v e ?  

A.  T a k e  a h i s t o r y ,  d i d  a p h y s i c a l  e x a m i n a t i o n .  On 

F e b r u a r y  7 s h e  had a n  e l e c t r o c a r d i o g r a n ~  a n d  

e@bOcaKdiOgram, a n d  I d i s c u s s e d  her  h e m a t o c r i t  w i t h  

h e r .  I b e l i e v e  I c a l l e d  D r .  G e r a r d o ,  h e r  

p e d i a t r i c i a n ,  t a l k e d  a b o u t  h e r  h e m a t o c r i t ,  a n d  t h e n  

c h a t t e d  w i t h  he r  f a m i l y .  

W e  d i d  a -- w e  a l s o  d i d  a b l o o d  c o u n t  

at t h a t  t ime.  

D o  you w a n t  t o  g o  t h r o u g h  t h e  o t h e r  

v i s i t s ?  

&.  Yeah, p l e a s e ,  

A .  Augus t  5 ,  I t o o k  a h i s t o r y ,  d i d  a p h y s i c a l  

e x a m i n a t i ~ n  -- 
MR. S E I B E L :  

A.  l p  p u l s e  o x i ~ i i e t r y ~  E C G ,  a n d  

d i s c u s s i o n  w i t h  t h e  f a m i l y  and  u n ~ o u ~ t e d ~ y  w i t h  her 

r e f e r r i n g  -- w i t h  he r  p e d i a t r i c i a n .  

And I saw h e r  on A p r i l  9 ,  1 

b e l i e v e  a t  R B & C i n s t e a d  of a t  o u t p a t i e n t  o f f i c e s ,  

d i d  a p h y s i c a l  e x a m i n a t i o n ,  a ches t  x- r a y ,  b l o o d  

c o u n t l  p u l s e  o x i m e t r y ,  w e  d i d  some c o u n s e l i n g  a b o u t  
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w h e t h e r  o r  n o t  s h e  had pneumonia .  I: t h o u g h t  s h e  had a 

r e s p i r a t o r y  i l l n e s s ,  b u t  n o t  pneumonia ,  arid w e  

d i s c h a r g e d  h e r  t o  home. 

Those  were my t h r e e  v i s i t s .  

&. Mow was he r  h e a r t  when you saw h e r  i n  F e b r u a r y  

A ,  I s a i d  1 am v e r y  p l e a s e d  w i t h  K a i t l i n ' s  p r o g r e s s  

of t h e  l a s t  y e a r .  She  h a s  a s t a b l e  l e v e l  of  c y a n o s i s  

a n d  good v e n t r i c u l a r  f u n c t i o n ,  I d i s c u s s e d  w i t h  

Mrs. S t e v e n s  t h e  r e l a t i v e l y  u n i q u e  n a t u r e  of  K a i t l i n ' s  

s i t u a t i o n  a n d  r e a s o n s  why w e  f e e l  t h a t  s u r y e r y  i s  n o t  

a p p r o p r i a t e  f o r  h e r ,  recommended SI3 p r o p h y l a x i s ,  a n d  

no  o t h e r  r e s t r i c t i o n s  o r  m e d i c a t i o n s ,  and  I t h o u g h t  

t h a t  her  h e m a t o c r i t  of 4 4  p r o b a b l y  mean t  o n  a 

d a y  i n / d a y  o u t  b a s i s ,  s a t u r a t i o n  was r e a s o n a b l y  good.  

I s u g g e s t e d  f l l o w- u p  i n  o n e  y e a r ,  s o  I t h o u g h t  s h e  

was d o i n g  w e l l .  

T h e  c o n c e p t ,  a s  you knowr of  "Doing 

w e l l "  f rom a p e d i a t r i c  c a r d i o l o g i s t v s  s t a n d p o i n t  i s  

w h e r e  would  I e x p e c t  t h i s  p a t i e n t  t o  be a t  t h i s  t i m e ,  

a n d  my a s s e s s m e n t  was t h a t  s h e  was d o i n g  w e l l ,  a n d  I 

was p l e a s e d  w i t h  h e r  p r o g r e s s ,  t h a t  s h e  wcps  m e e t i n g  my 

e x p e c t a t i o n  e 

Q .  You mean t h a t  s h e  was d o i n g  w e l l  f o r  somebody 

w i t h  E i s e n m e n g e r ' s ?  
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A. T h a t  I expec t  t h a t  s h e  n o t  h a v e  a n y  p r o b l e m s  a t  

t h  i s t irrie 

You h a v e  t o  be v e r y  c a r e f u l  because 

s o m e t i m e s  f o r  c h i l d r e n  who h a v e  h e a r t  p r o b l e m s  t h a t  

a r e  known t h a t  a r e  n o t  r e p a i r e d ,  i f  you a r e  c a v a l i e r  

a b o u t  s a y i n y  t h e y ' r e  d o i n g  w e l l ,  t h e n  s o m e t i m e s  t h e  

p a r e n t s  m ~ s u n d e r s t a n d  y o u ,  t h i n k  you d o n ' t  u ~ i d ~ r s t a n d  

t h e i r  p r o b l e m .  T h a t ' s  t h e  o n l y  r e a s o n  I w e n t  i n t o  

t h a t  e 

Q. What i s  r i g h t  v e n t r i c u l a r  i m p u l s e ?  

A. T h a t ' s  when you c a n  f e e l  t h e  r i g h t  v e n t r i c l e  

h e r e  o v e r  t h e  c h e s t ,  

I'm p o i n t i n g  t o  t h e  a r e a  a t  t h e  b o t t o m  

of my b r e a s t b o n e .  

Q .  Is  t h a t  a normal. f i n d i n g ?  

A.  T h a t ' s  i n  g e n e r a l  n o t  a normal  f i n d i n g .  

Q .  W h a t ' s  a n  e a r l y  s y s t o l i c  e j e c t i o n  c l i c k ?  

A, T h a t ' s  a n y  sound  t h a t  you h e a r  a f t e r  t h e  f i r s t  

h e a r t  s o u n d ,  

Q .  W h a t ' s  t h e  s i g n i f i c a n c e  of  t h a t  s o u n d ?  

A.  U s u a l l y  comes from c h i l d r e n  who h a v e  a b n o r m a l  

a o r t i c  o r  p u l m o n a r y  v a l v e s ,  and  we o c c a s i o n a l P y  see  i t  

i n  c h i l d r e n  who h a v e  j u s t  s i m p l y  e n l a r g e d  a o r t a s ,  o r  

e n l a r g e d  p u l ~ n o n a r y  a r t e r i e s ,  e s p e c i a l l y  i f  t h e r e  i s  

p u l m o n a r y  h y p e r t e n s i o n .  I t  i s  s o m e t h i n g  t h a t  may w e l l  
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d e v e l o p  o v e r  t i m e .  

Q .  Is t h a t  a n o r m a l  o r  a b n o r m a l  f i n d i n g ?  

A. I t  i s  -- i t  i s  a n  a b n o r m a ~  f i n d i n g .  I t  would be  

a b n o r m a l  f i n d i n g  i n  somebody who you t h o u g h t  was 

n o r m a l  e 

I t ' s  a n o t  u n e x p e c t e d  f i n d i n g  i n  

somebody w i t h  K a i t l i n ' s  h e a r t  p r o b l e m  a t  t h i s  s t a g e  

w i t h  h e r  p h y s i o l o g y .  

Q .  W h a t ' s  a Grade I I / 6  v i b r a t o r y  s y s t o l i c  e j e c t i o n ?  

A.  T h a t  means  you can h e a r  a sound b e t w e e n  t h e  

h e a r t  s o u n d s ,  and  t h e  two o u t  of s i x  r e f e r s  t o  t h e  

i n t e n s i t y ,  t h e  v i b r a t o r y  r e f e r s  t o  t h e  k i n d  o f  

a u d i t o r y  t o n e s  t h a t  you h e a r ,  and  t h e  s y s t o l i c  

e j e c t i o n  murmur means  t h a t  i t  meets t h e  c r i t e r i a  of 

s o u n d  w h e r e  a c r e s c e n d o / d e c r e s c e n d o  murmur b u i l d s  up ,  

t h e n  d o e s  down. 

Q. Is  t h a t  a n o r m a l  o r  a b n o r m a l  f i n d i n g ?  

A. T h a t  would  t y p i c a l l y  b e  d e s c r i b e d  a s  a n o r m a l  

f i n d i n g .  I f  a m e d i c a l  s t u d e n t  s a i d  t o  me, 

" D r .  Zahka,  I h a v e  G r a d e  I1 o v e r  6 v i b r a t o r y  s y s t o l i c  

e j e c t i o n  m u r m u r , "  t h e n  I would  s a y  t h a t  would  b e  

c o m p a t i b l e  w i t h  m e  w i t h  n o r m a l  b l o o d  f l o w  i n  a n o r m a l  

c h i l d .  

Q .  T h e  l i v e r  b e i n g  p a l p a b l e ,  would t h a t  b e  a normal  

o r  abnormaL f i n d i n g ?  
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A. How b i g  d o e s  i t  s a y  i t  was?  

Q .  Well,  l i v e r  i s  p a l p a b l e  one  c e n t i m e t e r  be low t h e  

c o s t a l  m a r g i n .  

A.  T h a t ' s  n o r m a l .  

(2. What d i d  you mean by  t h e  r e l a t i v e l y  -- t h a t  you 

d i s c u s s e d  w i t h  Mrs. S t e v e n s  t h e  r e l a t i v e l y  u n i q u e  

n a t u r e  of  K a i t l i n ' s  s i t u a t i o n ?  

A.  Well, w e  t a l k e d ,  was t h a t  I t h o u g h t  t h a t  i t  

was -- i t  was v e r y ,  v e r y l  v e r y  u n u s u a l  f o r  her  t o  h a v e  

t h e  e x t e n t  of E i s e n m e n g e r ' s ,  a n d  s p e c i f i c a l l y  t h e  

a n a t o m i c a l  c h a n g e s  i n  t h e  b lood  v e s s e l s  a t  t h e  a g e  of 

2 0  m o n t h s ,  a n d  t h a t  h e r  p r e s e n t a t i o n  w i t h  w h a t  I 

assumed h a d  b e e n  v e r y  h i g h  v a s c u l a r  r e s i s t a n c e  r i g h t  

f r o m  t h e  v e r y  b e g i n n i n g ,  s o  t h a t  s h e  d i d n ' t  h a v e  a n y  

of t h e  much more t y p i c a l  f i n d i n g s  of t h e  AV c a n a l ;  

m u s t  h a v e  b e e n  p r e s e n t  from t h e  v e r y  b e g i n n i n g .  

And I s h a r e d  w i t h  h e r  t h a t  we d o  see  

o c c a s i o n a l l y  c h i l d r e n  l i k e  t h i s ,  a n d  i n  y e a r s  p a s t  

t h e y  were u n f o r t u n a t e l y  muchl inuch more common t h a n  

t h e y  a r e  t o d a y ,  b u t  t h e r e  i s  -- s t i l l  a r e  o c c a s i o n a l  

c h i l d r e n  l i k e  K a i t l i n  who come u p .  

Q. Were t h e y  more common i n  y e a r s  b e f o r e  t h a t  

because  of  t h e  l a c k  o f  s c r e e n i n g ?  

A.  A g a i n ,  u n f o r t u n a t e l y ,  I t h i n k  r i g h t  now 

s c r e e n i n g  i s  s t i l l  n o t  s o m e t h i n g  t h a t  i s  d o n e .  I 

FL0WERS & V E R S A G I  COURT R E P 0 R ~ ' E R S  ( 2 1 6 )  771-801 
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mean, s c r e e n i n g  by e c h o c a r d i o g r a p h y  i s p  f r o m  w h a t  I 

c a n  see ,  n o t  b e i n g  d o n e .  Everybody ,  w h e t h e r  i t ' s  y o u r  

c h i l d ,  my c h i l d ,  n o r m a l  c h i l d ,  e v e r y b o d y  g e t s  a 

p h y s i c a l  exam w h i c h  h o p e f u l l y  p i c k s  up t h e  c l u e s  t o  

t h e  u n d e r l y i n g  h e a r t  d e f e c t ,  s o m e t i m e s  t h o s e  c l u e s  a r e  

v e r y  s u b t l e  a n d  s o m e t i m e s  t h e y  a r e  e a s y .  

T h e  e a s y  c l u e s  a r e  t h e  l o u d  m u r m u r s ;  

most  common cause  f o r  a r e f e r r a l  t o  t h e  c a r d i o l o g i s t ,  

l o u d  murmur .  I w i s h  I c a n  s a y  t h a t  s i n g l e  s e c o n d  

h e a r t  s o u n d s ,  e a r l y  s y s t o l i c  e 3 e c t i o n  c l i c k s  

r e p r e s e n t e d  r e f e r r i n g  c o m p l a i n t s  t o  t h e  p e d i a t r i c  

c a r d i o l o g i s t ,  b e c a u s e  t h a t  would  mean t h a t  t h e  

p e d i a t r i c i a n s  c o u l d  r e a l l y  p i c k  u p  on s i n g l e  s e c o n d  

h e a r t  sound  c l i c k s  a n d  r i g h t  v e n t r i c u l a r  i m p u k s e s .  

I c a n ' t  remember a c h i l d  i n  my 

1 5  y e a r s  of p r a c t i c e ,  o r  w h a t e v e r  i t s s  b e e n ,  w h e r e  t h e  

p e d i a t r i c i a n  s a i d ,  " D r .  Z a h k a ,  I ani c o n c e r n e d  a b o u t  

t h e  s i n g l e  s e c o n d  h e a r t  sound  h e r e .  'I 

T h a t ' s  i n  c o n t r a s t  t o  w h a t  h u n d r e d s  of 

t h o u s a n d s  of p a t i e n t s  I h a v e  s e e n ,  where  t h e  

p e d i a t r i c i a n  s a y s  " I  am c o n c e r n e d  a b o u t  t h i s  h e a r t  

m u r m u r , "  a n d  t h a t ' s  i n  p a r t i c u l a r  why I s t r e s s  t h e  ECG 

a n d  e c h o c a r d i o g r a p h y  s c r e e n i n g  of c h i l d r e n  w i t h  Down 

syndrome,  b e c a u s e  I t h i n k  i t ' s  a n  i m p r e c i s e ,  t h e  

p h y s i c a l  exam i s  a n  i m p r e c i s e  a r t ,  e v e n  i n  my h a n d s .  

~ L O ~ ~ R S  & V E R S A G I  COURT REPORTERS (216) 771- 801 
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Q .  So s c r e e n i n g  i s  s o m e t h i n g  t h a t  you t h i n k  s h o u l d  

be d o n e  i n  t h e s e  c h i l d r e n ?  

A.  I s a i d  i t  i n  p u b l i c  a n d  I s a y  i t  h e r e r  n o t  

e v e r y b o d y  a g r e e s  w i t h  me however .  You know why, 

because  t h e y  s a y  i t ' s  e x p e n s i v e .  Welcome t o  m e d i c i n e .  

Q .  Is f a i l u r e  t o  t h r i v e  a c l u e  t o  h e a r t  d e f e c t ?  

A.  Some c h i l d r e n  who h a v e  h e a r t  d e f e c t s  h a v e  

f a i l u r e  t o  t h r i v e .  I t ' s  u s u a l l y  t h e  o n e s  who h a v e  

more dramat ic  p h y s i c a l  f i n d i n g s .  

I t ' s  p r e t t y  u n u s u a l  f o r  m e  t o  g e t  a 

r e f e r r a l  f o r  f a i l u r e  t o  t h r i v e  w h e r e  i t  r e a l l y  w a s n ' t  

o b v i o u s  t h a t  t h e  c h i l d  h a d  a h e a r t  d e f e c t .  

N o t h i n g  i s  i m p o s s i b l e p  b u t  i t ' s  p r e t t y  

u n u s u a l  t h a t  p r i m a r y  r e f e r r a l  is f a i l u r e  t o  t h r i v e .  

Q. My q u e s t i o n  was: Is  t h a t  a c l u e  f o r  t h e  

p e d i a t r i c i a n  t h a t  t h e r e  may be a p o t e n t i a l  h e a r t  

d e f e c t ?  

A. And I w i l l  answer  i t  t h e  same way I a n s w e r e d  i t :  

Based o n  my e x p e r i e n c e  of  r e f e r r a l s ,  c h i l d r e n  who h a v e  

f a i l u r e  t o  t h r i v e  b e c a u s e  of t h e i r  heart .  d i s e a s e l  i n  

g e n e r a l  t h e y  a r e  -- t h e y  h a v e  t h e  symptoms a n d  s i g n s  

of t h e  h e a r t  d e f e c t ,  n o t  t h e  -- i t ' s  n o t  j u s t  t h e  

f a i l u r e  t o  t h r i v e .  

u .  What  o t h e r  symptoms would  t h e y  h a v e ?  

A.  u s u a l l y  f a t i g u e  i n t o l e r a n c e ,  v e r y  r a p i d  a n d  

F L O ~ ~ R S  & V E R S A G I  COURT R ~ P O R T ~ ~ S  (216) 771- 801 
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d i f f i c u l t  b r e a t h i n g ,  t h o s e  a r e  t h e  symptoms.  

T h e  s i g n s  l o u d  ~ U K R I U K S ,  a n d  t h e  

p e d i a t r i c  c a r d i o l o g i s t ,  a s  we h a v e  t a l k e d  a b o u t  would  

t a l k  a b o u t  p r e c o r d i a l  h y p e r a c t i v i t y ,  e n l a r g e d  l i v e r s f  

s i n g l e  s e c o n d  h e a r t  s o u n d s .  

MR. MELLINO:: L e t ' s  t a k e  a 

c o u p l e  m i n u t e  b r e a k .  

- - - - -  

(Recess  had .  1 

- - . . . - -  

MR. M ~ L L I ~ ~ O ~  D o c t o r l  I d o n ' t  

h a v e  a n y  o t h e r  q u e s t i o n s  f o r  you .  

MR. G ~ R D ~ E R ~  N o  q u e s t i o n s .  

NR. J A C K S O N :  I d o n ' t  h a v e  a n y  

q u e s t i o n s  a t  t h i s  t ime .  

MR. S E I B E L :  B e ' s  g o i n g  t o  read 

i t .  We w o n ' t  w a i v e  a t  t h i s  p o i n t .  

Can we h a v e  a 2 d a y  w a i v e r  r a t h e r  

t h a n  s e v e n ?  

MR. MELLINO:  Y e s ,  

MR. S E I B E L :  W e  will g e t  c o p i e s  

of t h e  D o c t o r ' s  c h a r t  t o  e v e r y b o d y  i n  d u e  c o u r s e ,  

- - - - -  

( D e p o s i t i o n  c o n c l u d e d ;  s i g n a t u r e  n o t  w a i v e d . )  

- - a s ; -  

F L O W ~ R S  & V R S A G I  COURT R E P O ~ ~ r E R S  ( 2 1 6 )  7 7 1 - 8 0 1  
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ERRATA S H E E T  __---------- 
---- L I N E  

I have read t h e  foregoing t r a n s c r i p t  

a n d  t h e  same i s  t r u e  and  accu ra t e .  

~ L O W ~ R S  & V E R S A G I  COURT ~ E P O R T E R ~  (21 
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The S t a t e  of Ohio ,  : 

Cuyahoga . :  ~~~~~~~~~~~~ 

I ,  F r a n k  P.  V e r s a g i ,  R e g i s t e r e d  P r o  

R e p o r t e r ,  a C e r t i f i e d  L e g a l  V i d e o  S p e c i a l i s t ,  N o t a r y  

P u b l i c  w i t h i n  a n d  f o r  t h e  S t a t e  o f  Ohio ,  do  h e r e b y  

c e r t i f y  t h a t  t h e  w i t h i n  named w i t n e s s f  

~ ~ ~ ~ ~ ~ ~ - ~ ~ ~ ~ ~ ~ - ~ ~ ~ ~ ,  was by m e  f i r s t  d u l y  sworn  t o  

t e s t i f y  t h e  t r u t h  i n  t h e  c a u s e  a f o r e s a i d ;  t h a t  t h e  

t e s t i m o n y  t h e n  g i v e n  was r e d u c e d  by m e  t o  s t e n o t y p y  i n  

t h e  p r e s e n c e  of s a i d  w i t n e s s ,  s u b s e q u e n t l y  t r a n s c r i b e d  

o n t o  a c o ~ ~ p u t e r  u n d e r  my d i r e c t i o n ,  a n d  t h a t  t h e  

f o r e g o i n g  i s  a t r u e  a n d  c o r r e c t  t r a n s c r i p t  of t h e  

t e s t i m o n y  so  g i v e n  a s  a f o r e s a i d .  I do f u r t h e r  c e r t i f y  

t h a t  t h i s  d e p o s i t i o n  was t a k e n  a t  t h e  t ime a n d  p l a c e  

a s  s p e c i f i e d  i n  t h e  f o r e g o i n g  c a p t i o n ,  a n d  t h a t  I am 

n o t  a r e l a t i v e ,  c o u n s e l ,  o r  a t t o r n e y  of e i t h e r  

o r  o t h e r w i s e  i n t e r e s t e d  i n  t h e  outcome of t h i s  a c t i o n .  

I N  W I T N E S S  WHEREOF, I h a v e  h e r e u n t o  s e t  my hand a n d  

a f f i x e d  my s e a l  of  o f f i c e  a t  C l e v e l a n d ,  Ohio ,  t h i s  

1 0 t h  day  of  J u n e ,  1 9 9 2 .  

I 

F r a n k  P.  V e r s a g i ,  R e g i s t e r e d  P r o f e s s i o n a l  R e p o r t e r ,  

a C e r t i f i e d  L e g a l  V i d e o  S p e c i a l i s t ,  N o t a r y  

P u b l i c / S t a t e  of  Ohio .  Commiss ion  e x p i r a t i o n :  2-25- 
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