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t r i c u l a r  dvnamics. Scant da t a  document t h e  e f f e c t  of  IS0 in  
c h i l d r r n .  The blood pressure  (BP) hea r t  r a t e  (HR) and echocard- 
iograpliic l e f t  v e n t r i c u l a r  (LV) d i a s t o l i c  dimension (LVDd), sys- 
t o l i c  dimension (LVDs) and LV% shor tening ( % A )  were recorded i n  
10 heal thv ch i ld ren  (mean age 8 . 9  v r . )  performing 30% handgrip 
(HG). The group mean observat ions  from c o n t r o l ;  exe rc i se  and 
recovery per iods  a r e  t abu la t ed :  
Exercise S y s t o l i e  D ias to l i c  BP H R  LVDd LVDs %b 
Period mmH g  mmHg be>Ts/ cm cm - 

min 
Baseline 9 5 . 7  56.8 72.9 3.93 3.53 0.36 
Exercise 113.4* 78.6" 82.4* 4.04 2.62" 0.35 
Recoverv 102. 0* I. ... 5 8 . 2  71 .4  3.93 2 .37"  0.40" 
*p<u. U 5  

During H G ,  BP and HR i nc rease .  The LVDd remains unchanged, 
cons i s t en t  with qu ie t  b rea th ing  without Valsalva maneuver. The 
LVDs inc reases ,  r e f l e c t i n g  the  i n a b i l i t y  of even t h e  young hea r t  
t o  maintain a  constant  s t r o k e  volume. IJith sudden r e l e a s e  of HG 
%A i nc reases  markedly. Because t h i s  response occurs  dur ing a  
slowing of t he  pu l se ,  without i nc reas ing  t h e  d i a s t o l i c  dimension 
i t  appears  dependent upon an inherent  v e n t r i c u l a r  mechanism, IS0 
is a  r ep roduc ib l e ,  noninvasive method t o  a s s e s s  v e n t r i c u l a r  
performance i n  ch i ld ren .  
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There has been c o n t r o v e r s y  a b o u t  t h e  r e l a t i v e  m e r i t s  o f  c l o s e d  

m i t r a l  commissurotomy (CMC) versus  open m i t r a l  comnissurotomy 
(OMC) i n  younger p a t i e n t s  w i t h  rheumat ic  m i t r a l  s t e n o s i s  (RMS). 
I n  an a t t e m p t  t o  r e s o l v e  t h i s  u n c e r t a i n t y ,  23 p a t i e n t s  ( p t s )  aged 
10-15 y e a r s ,  c o n s e c u t i v e l y  a d m i t t e d  w i t h  RMS and pulmonary hyper- 
t e n s i o n  (PH) were randomly ass igned t o  OMC (12 p t s )  and CMC (11 
p t s ) .  A l l  had c a r d i a c  c a t h e t e r i z a t i o n  and l e f t  v e n t r i c u l a r  angio- 
qraphy p r i o r  t o  s u r g e r y  and a g a i n  3-73 wks (X=18) a f t e r  opera- 
t i o n .  A l l  p t s  had RMS e i t h e r  a l o n e  o r  a s s o c i a t e d  w i t h  i n s i g n i f i -  
c a n t  m i t r a l  r e g u r g i t a t i o n  (MR). A l l  p t s  had PH Cpulmonary a r t e r y  
s y s t o l i c  p r e s s u r e  (PASP) 92.5 + 16.5 mmHg7. I n  CMC group, 3 p t s  
(27';) had poor r e s u l t s :  one d i g d  3  days a f t e r  surgery ,  2  requ i red  
m i t r a l  v a l v e  rep lacement  s h o r t l y  a f t e r w a r d s  due t o  massive MR, 
whereas o n l y  1  p t  (8::) i n  OMC group developed severe MR. A l l  r e -  
m i n i n g  p t s  ha,ve had s i g n i f i c a n t  c l i n i c a l  improvement. A l though 
decrease i n  PASP was s i m i l a r  i n  b o t h  groups (OMC=36%, CMC=37%), 
p t s  i n  OMC group had g r e a t e r  decrease i n  pulmonary wedge pressure 
(PWP) t h a n  CMC group (48:: vs 33X, p  L 0.01 ) .  A f t e r  c o m i s s u r o t a n y ,  
o n l y  2  o f  10  p t s  (20%) i n  CMC group had normal PWP, ( G I 3  m Hq) 
whereas 6 o f  12 p t s  (50%) i n  OMC group had normal PWP, i n d i c a t -  
i n g  r e s i d u a l  MS i n  a  l a r g e  number o f  p t s  i n  CMC qroup. It i s  con- 
c luded t h a t  i n  a  c e n t e r  where l a r g e  numbers o f  OMC and CMC a r e  
performed r o u t i n e l y ,  OMC shou ld  be t h e  p r e f e r r e d  method i n  c h i l d -  
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AUTOPSY FINDING. Emmalee Se tze r ,  Ruf i n 0  Ermoci l la ,  

To eva lua t e  t he  s e n s i t i v i t y  of  two-dimensional s e c t o r  scan 
(2DSS) f o r  de t ec t ing  v e n t r i c u l a r  s e p t a l  aneurysms (VSA) a s soc i -  
a t ed  with v e n t r i c u l a r  s e p t a l  d e f e c t s ,  we s tud ied  t h i r t e e n  
p a t i e n t s ,  one week t o  t h i r t e e n  years  of age ,  with p o s i t i v e  M- 
mode f ind ings  of VSA. The c r i t e r i a  f o r  M-mode d i agnos i s  of VSA 
were mul t ip l e  echoes wi th in  t h e  r i g h t  v e n t r i c l e  resembling 
s y s t o l i c  a n t e r i o r  motion of t he  t r i c u s p i d  valve  (TV). On ZDSS 
the  aneurysm could be seen i n  s e v e r a l  tomographic p l anes ,  but  
most r e r u l a r l v  i n  long a x i s  and a p i c a l  views; i n  s y s t o l e ,  t he  
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136 consecut ive  neonata l  au tops i e s ,  dur ing a 16 month pe r iod ,  
were re-examined f o r  evidences  o f  myocardial ischemia. New 
s e c t i o n s  were c u t  from both  r i g h t  and l e f t  v e n t r i c u l a r  ap i ces  
and a n t e r i o r  p a p i l l a r y  muscles o f  t r i c u s p i d  and m i t r a l  valves .  
Autopsies o f  p a t i e n t s  w i th  congen i t a l  h e a r t  d i s e a s e  ( l 9 ) ,  mul t ip l l  
congen i t a l  anomal i e s (3 ) ,  o r  wi th  c a r d i a c  t i s s u e  unava i l ab l e (30 )  
were excluded. 22 o f  t h e  remaining 84 (26%) had ischemic changes 
i n  p a p i l l a r y  muscles.  These included coagulat ion nec ros i s ,  con- 
t r a c t i o n  bands, and/or vacuolar  degenerat ion.  In  17  o f  22 t h e  
l e s i o n s  were more prominent o r  were found s o l e l y  i n  t h e  r i g h t  
v e n t r i c l e :  10 were b i l a t e r a l ;  11 were i n  t h e  r i g h t  v e n t r i c l e ;  an, 
1 was i n  t h e  l e f t  v e n t r i c l e .  

Se l ec t ion  o f  t h e  next-consecutive-neonatal autopsy a f t e r  each 
c a s e  o f  MN y i e l d e d  a  c o n t r o l  populat ion o f  22 cases .  Race, s ex ,  
inborn/outborn r a t i o ,  and inc idence  of asphyxia a s  determined by 
f e t a l  monitoring and/or Apgar s c o r e  were s i m i l a r  i n  MN and 
c o n t r o l  groups. Ges t a t iona l  age and b i r t h  weight more commonly 
exceeded 34 wk (13/22) and 3000 q  (8/22) i n  t h e  MN group than  i n  
t h e  c o n t r o l s  (6/22 and 2/22;p<.05). Meconium a s p i r a t i o n  syndrome 
was a l s o  more common i n  MN (8/22) t han  i n  c o n t r o l s  (2/22).  

MN, e s p e c i a l l y  involving t h e  r i g h t  v e n t r i c l e ,  i s  a f r equen t  
Teonata l  autopsy f inding.  The l e s i o n  seems t o  be  more connnon i n  
dying neonates  who a r e  more mature, o f  g r e a t e r  b i r t h  weight and 
p i t h  meconium a s p i r a t i o n  syndrome. 

aneurysm prolapsed i n t o  the  r i g h t  v e n t r i c l e  below the  s e p t a l  
l e a f l e t  of t h e  TV. We compared these  noninvasive techniques  t o  
t he  c ineangiographic  f ind ings  i n  a l l  t h i r t e e n  p a t i e n t s .  When 
compared t o  cineangiograms, ZDSS were i n  agreement i n  a l l  ca ses ;  
t he re  were fou r  f a l s e  p o s i t i v e  M-mode s t u d i e s .  M-mode i s  thus  
u s e f u l  a s  a  screening t e s t  (no f a l s e  nega t ives ) ,  but  needs con- 
f i rma t ion  from 2DSS which appears  a s  s p e c i f i c  a s  cineangiography 
i n  de t ec t ing  VSA. The ZDSS should be a  valuable  method f o r  
d iagnosing and fol lowing t h e  course  of VSA as soc ia t ed  wi th  VSD, 
wi thout  t h e  need f o r  ca rd i ac  c a t h e t e r i z a t i o n .  
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Due t o  t h e  high m o r t a l i t y  of e a r l y  primary co r rec t ion  twenty- 
f i v e  ch i ld ren  wi th  complete a t r i o - v e n t r i c u l a r  cana l  l e s s  t han  on6 
y e a r  of age have had pulmonary a r t e r y  (PA) banding du r ing  t h e  
l a s t  twelve yea r s .  A l l  p a t i e n t s  had congest ive  h e a r t  f a i l u r e  
wi th  PA p res su re  equa l  t o  sys temic ,  and a  l a r g e  v e n t r i c u l a r  
s e p t a l  d e f e c t  on angiography. Banding was performed a t  7 weeks 
t o  11 months of age. Nineteen were l e s s  t han  6 months of age a t  
surgery.  Seventeen of 25 had Trisomy 21. 

Ea r ly  m o r t a l i t y  (under 30 days)  was 20% and t o t a l  m o r t a l i t y  
40% f o r  t h e  s e r i e s .  Three of t h e  o l d e r  su rv ivo r s  have had open 
c o r r e c t i o n ,  two success fu l ly .  Since  1973 t h e r e  has  been 92% ear l !  
su rv iva l  (11/12) and 83% t o t a l  s u r v i v a l .  During t h i s  pe r iod  PA 
and a o r t i c  p re s su res  have been measured post-banding i n  t h e  
spe ra t ing  room with  PA p res su re  aimed a t  50% of sys temic .  Bandin1 
?as  been performed without  regard t o  t h e  angiographic  degree of 
n i t r a l  r e g u r g i t a t i o n  (MR). S i x  of 9 p a t i e n t s  wi thout  MR have 
survived,  bu t  6 of 9 wi th  moderate o r  s eve re  MR have a l s o  sur- 
vived. Degree of MR a l s o  f a i l e d  t o  c o r r e l a t e  wi th  age of p r e s e n  

a t ion .  
Pulmonary a r t e r y  banding i s  e f f e c t i v e  p a l l i a t i o n  f o r  i n f a n t s  

i t h  congest ive  h e a r t  f a i l u r e  due t o  complete a t r i o - v e n t r i c u l a r  
ana l  when a  l a r g e  v e n t r i c u l a r  component causes sys temic  PA 
re s su re .  I n t r a o p e r a t i v e  p re s su re  measurements a r e  u s e f u l  t o  
e termine t h e  g r a d i e n t  from banding. Mi t r a l  r e g u r g i t a t i o n  was 
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A  n a t u r a l l y  o c c u r r i n g  cardiomyopathy (Round H e a r t  D isease)  
wh ich  i s  p o t e n t i a t e d  by i n b r e e d i n g  and a  cardiomyopathy produce 
by f u r a z o l i d o n e ,  a  n i t r o f u r a n  d e r i v a t i v e ,  were s t u d i e d  f o r  an 
a s s o c i a t e d  a l p h a - I - a n t i t r y p s i n  d e f i c i e n c y  i n  two f l o c k s  o f  t u r -  
keys-one i n b r e d  f o r  Round H e a r t  D isease and a  commerical f l o c k .  
A t  age f o u r  weeks, t h e  f u r a z o l i d o n e  fed  b i r d s  o f  b o t h  f l o c k s ,  
demonstrated a  s i g n i f i c a n t  i n c r e a s e  i n  m o r t a l i t y  and c a r d i a c  
d i l a t a t i o n  a s s o c i a t e d  w i t h  d i s o r d e r e d  h e p a t i c  metabo l ism when 
compared t o  t h e i r  c o n t r o l s .  (p(.01) A l though PAS p o s i t i v e ,  d ias.  
t a s e - r e s i s t a n t  g l o b u l e s  were observed i n  t h e  l i v e r s  o f  b o t h  
s t r a i n s  o f  t u r k e y s  fed  f u r a z o l  idone, t h e s e  g l o b u l e s  were presen. 
inlysosorhes and n o t  i n  t h e  rough endoplasmic r e t i c u l u m  as i n  a l -  
p h a - l - a n t i t r y p s i n  d e f i c i e n c y .  The c o n t r o l  i n b r e d  b i r d s  w i t h  
Round H e a r t  D isease d i d  n o t  demonst ra te  h i s t o l o g i c  o r  b iochemi -  
c a l  ev idence o f  an a l p h a - I - a n t i t r y p s i n  d e f i c i e n c y .  I t  i s  p r o -  
posed t h a t  f u r a z o l i d o n e  i n  t h e  t u r k e y  produces p r i m a r y  h e p a t i c  
damage t h a t  i s  r e f l e c t e d  i n  lowered t o t a l  serum p r o t e i n s  i n c l u -  
d i n g  t r y p s i n  i n h i b i t o r y  c a p a c i t y  and t h a t  t h e  a l t e r a t i o n s  pro-  
duced by f u r a z o i i d o n e  a r e  super imposed on Round H e a r t  D isease 

I i n  t h e  i n b r e d  f l o c k .  
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