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The prevalence of MVP syndrome was determined in 20 boys with clinical, 
biochemical and electromyographic, and muscle biopsy evidence of DMD. 
Auscultatory evidence of a non-ejection systolic click, documented by phono, 
suggested MVP in 7 patients. Echocardiography confirmed MVP in these 7 and 
in 4 others. Pansystolic, anteriorly concave, posterior motion (> 3 mm beyond 
CD line) was seen in all patients, abrupt mid-systolic posterior motion in 5, and 
multiple sequence echoes in 6. 

Hearts from 3 DMD ~atients with MVP were perfused for 4 hours with 
2.5% glutaraldehyde at 4 C and ultrastructure, histology and gross anatomic 
features of mitral valve annulus, anterior and posterior leaflets, chordae ten- 
dinae, right and left ventricular myocardium and papillary muscles were studied 
and compared with hearts from age and sex-matched normal controls. 

Gross, histologic and ultrastructural features of  mitral valve leaflets, annulus 
and chordae tendinae in DMD patients were entirely normal. Myocardium, by 
contrast, showed multifocal areas of myofiber degeneration with fibrosis and 
loss of contractile elements - thick and thin myofilaments - producing a 
"moth-eaten" appearance of myofiber. These abnormal findings predominantly 
involved posterior papillary muscle and posterobasal segment of left' ventricle. 

Our observations establish: (i) a high prevalence of MVP syndrolme in chil- 
dren with DMD and (ii) that MVP syndrome in DMD is an expression of 
underlying cardiomyopathy and is not due to  dystrophic changes of the mitral 
valve leaflets, annulus or chordae tendinae. 
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Since 1977, an ongoing study has assessed neurodevelopmental outcome of 
CT-documented SEH/IVH in infants <35 weeks gestation requiring intensive 
care. Scans were graded: normal, SEH, mild, moderate, or marked IVH. 
Follow-up status, a t  mean corrected age of 34 months, was assessed by 
neurologic exams, Bayley and Stanford-Binet tests. Outcome was designat- 
ed: Good-no neurologic defici t  and Developmental Index (D. I .) 7 94. In- 
termediate-no or minor neurologic defici t  and D.I. = 70-90: Poor-signifi- 
cant neurologic defici t  or D.1. (70. The following groups were compared: 
a) 33/41 surviving SEH/IVH infants with 30/49 non-IVH: b)22 SEHIIVH 
infants paired wi th  controls, matched for Apgar, gestation and birth weight 
c)  intragroup, according to degree of  hemorrhage. O f  the 33 SEHIIVH in- 
fants, 21 had good outcomes, 8 intermediate, 4 poor. Of controls, outcome 
was good in 19, intermediate in 8, poor in 3. Among match-control pairs, 
there was a balanced distribution in outcome. lntragroup comparison show- 
ed: 13 had marked IVH wi th  8 good outcomes, 3 intermediate, 2 poor; 10 
had moderate IVH wi th  5 good, 3 intermediate, 2 poor, 10 had mild IVH 
or SEH wi th 8 good, 2 intermediate, 0 poor. By a l l  methods of  compari- 
son, outcome in  SEH/IVH infants was not significantly different from con- 
trols. Marked IVH did not preclude good outcome (60% good). Other 
neonatal disease may affect outcome more than hemorrhage. 
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Twenty-four hour AEEGs were done on 12 ch i  l d ren  (ages 4 months 

t o  16 on a Medi l og  4 channel casset te  recorder (Ives and 
Woods, 1975) ; the tapes were analysed on a PDP 11/40 computer 
system and the data compared t o  tha t  obtained from conventional 
EEGs (CEEGS) . 

Results: Group I: H is to ry  o f  frequent d a i l y  seizures (N=8): 
6/8 had several paroxysms on AEEGs s i m i l a r  t o  those on CEEGs; 
two o f  these showed a greater  than 60% Improvement i n  the AEEG 
a f t e r  treatment. Paroxysms were no t  seen i n  2/8 and frequent 
selzures were considered un l i ke ly .  Group I I :  (N=2): these two 
ch i ld ren  w i t h  2 and 5 normal CEEGs and a h i s t o r y  o f  a k i n e t i c  
selzures had abnormal AEEGs. Group I l l :  ? func t iona l?  complex 
seizures (N=2): one c h i l d  (2 normal CEEGS) had a normal AEEG 
dur ing episodes. A foca l  abnormali ty was i d e n t i f i e d  i n  the CEEG 
and AEEG, i n  the other. 

Problems: two AEEGs f a i l e d ,  presumably due t o  a f a u l t y  plug. 
A f a u l t y  channel i n  one case resu l ted  from a damaged electrode. 

Conclusions: ( I )  The EEG rhythms on AEEGs were comparable t o  
those on CEEGs. (2) The AEEG provided c l i n i c a l l y  usefu l  
in format ion i n  6/12 ch i l d ren  and has a p r a c t i c a l  app l i ca t ion  i n  
p e d i a t r i c  p rac t i ce .  
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Real time (RT) u l t r a s o n i c  sector scanning o f  the head was per- 
formed through the a n t e r i o r  fon tane l le  i n  130 neonates f o r  the 
fo l lowing ind ica t ions :  b i r t h  weight <I500 g (60),suspected hypox- 
i c  ischemic i n j u r y  secondary t o  pe r ina ta l  asphyxia (16) ,or severe 
resp i ra to ry  disease (12), neural tube defects  (16) ,mul t ip le  con- 
gen i ta l  anomal ies (12) ,abnormal head s i z e  (6) ,seizures (5) and 
c ran ia l  b r u i t  (3) .  Addi t ional  d iagnost ic  data was obtained from 
computerized tomographic (CT) scanning and post-mortem evaluat ion.  

RT sonography detected 2/5 Grade I i n t r a c r a n i a l  hemorrhage( ICH) 
2/2 Grade l l  ICH, 11/11 Grade I l l  ICH and 9/9 Grade I V  ICH, as 
we l l  as 1 /2  vascular malformations and a l l  34 v e n t r i c u l a r  and 1 
pa raven t r i cu la r  abnormal i t y .  RT sonography f a i l e d  t o  detect  3/5 
Grade I ICH,4/4 subarachnoid hemorrhage and 1/2 vascular malform- 
a t ions  tha t  were confirmed by CT scanning and/or autopsy.Sequen- 
t i a l  RT evaluations revealed 15/31 neonates developed post-hemor- 
rhagic  hydrocephalus 2-4 weeks f o l  lowing hemorrhage. Blood was 
seen i n  the v e n t r i c l e s  from 1-9 weeks. Fol low up evaluat ions a t  
2-10 months revealed tha t  10 o f  15 had enlarged but s tab le  ventr -  
i c l e s ,  2 had shunt i nse r t i ons  and 3 had normal v e n t r i c u l a r  s ize.  

The s e n s i t i v i t y  o f  RT sector scanning i n  diagnosing moderate 
and severe ICH and v e n t r i c u l a r  and paraven t r i cu la r  abnormal i t ies 
was 100%. This should be the primary modal i ty  I n  evaluat ing neo- 
nates w i t h  i n t r a c r a n i a l  pathology, 
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The ATNR o f  249 subjects was scored as absent o r  present a t  
s e r i a l  w e l l  baby examinations (2,4,6,9,12 months). The ATNR was 
present a t  2 months i n  89% o f  subjects, 42% a t  6 months, and 
pers i s ted  i n  8% a t  12 months. The Bayley Scales o f  I n f a n t  
Development, Mental (Me) and Motor (Mo), were administered a t  one 
year. Data obtained were grouped by r e f l e x  ac t i v i t y - -absen t  
( - )  and present (+)--and compared t o  outcome measures. Mean 
score f o r  Me and Mo by ATNR a c t i v i t y  f o r  2, 6, and 12 months 
are displayed below. S i g n i f i c a n t  d i f f e rences  (p<.D5) a re  
noted (*). 

2 mos 6 mos 12 mos 

Absent ATNR a c t i v i t y  a t  e i t h e r  2 months o r  12 months was asso- 
c ia ted  w i t h  h igher  mean outcome scores. This  f i n d i n g  r e f l e c t s  
two populations--one w i t h  lower ATNR a c t i v i t y  a t  two months and 
h igher  mean outcome scores and one w i t h  h igher  ATNR a c t i v i t y  a t  
12 months and lower mean outcome scores. S i m i l a r  f i nd ings  were 
noted f o r  the t o n i c  l a b y r i n t h i n e  and p o s i t i v e  support re f l exes .  
The d i f f e r e n t i a l  disappearance o f  brainstem mediated motor r e f l e x  
pat terns r f l e c t s  i f f e r e n t i a l  c n t r a l  nervous system maturat ion 
as measures ~n b o t t  cogn i t i ve  an3 motor areas. 
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c r a n i a l  ul trasound examinations were performed i n  f i v e  new- 
borns and f i v e  i n f a n t s  under a year o f  age i n  the per iod immedi- 
a t e l y  a f t e r  death. Scans were made i n  m u l t i p l e  coronal  planes 
angled from the a n t e r i o r  fontanel le .  
A f t e r  autopsy, the b ra ins  were f i xed  i n  fo rma l in  and then sec- 
t ioned i n  planes corresponding t o  the u l t rasound scans. These 
anatomic p ro jec t ions  are no t  standard and are un fami l i a r  even i n  
computed tomography. Comparison o f  b r a i n  sect ions w i t h  scans 
revealed the anatomic bas is  f o r  the echoes. 
Diagnostic u l t rasound of the c e n t r a l  nervous system i s  a noninva- 
s i v e  and r e l a t i v e l y  inexpensive new technique which i s  espec ia l l y  
va luable dur ing infancy wh i le  the a n t e r i o r  fon tane l le  i s  unossi- 
f i e d  and can a c t  as a sonolucent window. I t  can be used t o  
diagnose a v a r i e t y  o f  s o l i d  and c y s t i c  l es ions  and i s  i d e a l l y  
su i ted  t o  fol low-up examinations, I l l u s t r a t i v e  examples inc lude  
a choro id plexus papilloma, a v e i n  o f  Galen malformation and 
i n t r a c r a n i a l  hemorrhage. Anatomy, pathology, and the u l t rasound 
scans are corre lated.  
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