
NASOPHARYNGEAL LYMPHOEPITHELIOMA. Nancy B. Mcwilliams 
Tapan A. Hazra ,  Nancy L. Dunn, Edward C. R u s s e l l  a n d  
H a r o l d  M. Maurer.  Medica l  C o l l e g e  o f  V i r g i n i a ,  Depts  

o f  P e d i a t r i c s  and  R a d i a t i o n  Therapy ,  Richmond, V i r g i n i a .  
Nine p r e v i o u s l y  u n r e p o r t e d  c a s e s  o f  lymphoepi the l ioma o f  t h e  

nasopharynx  a r e  p r e s e n t e d .  Mean age a t  d i a g n o s i s  was 13.6 y r s .  
( r a n g e  9-19 y r s ) .  Seven p a t i e n t s  were b l a c k  and  5  were male.  - 
Symptoms were p r e s e n t  from 6  wks.-4 mos. (X 2.7 n o s . )  p r i o r  t o  
d i a g n o s i s  and i n c l u d e d  p a i n f u l  adenopathy ,  c a r a c h e  o r  t r i s m u s  i 
7  patients. Only one  had  m e t a s t a s e s  beyond t h e  c e r v i c a l  nodes 
(pulmonary) a t  d i a g n o s i s .  

Trea tment  c o n s i s t e d  o f  r a d i a t i o n  t o  t h e  nasopharynx  (5290- 
7000 r a d )  and  neck  (4780-6500 r a d ) .  Chemotherapy reg imens  variec 
b u t  a l l  i n c l u d e d  a d r i a m y c i n  and  cyclophosphamide.  The p a t i e n t  
w i t h  pulmonary m e t a s t a s e s  a l s o  r e c e i v e d  l u n g  i r r a d i a t i o n .  

Follow-up h a s  ranged  from 2-36 nos .  (X 20.3 rnos.) . Two pa- 
t i e n t s  have  d i e d ,  22 and 14  mos. p o s t - d i a g n o s i s .  The f i r s t  de- 
v e l o p e d  l o c a l  r e c u r r e n c e  and  d i s t a n t  m e t a s t a s e s  a t  20 mos. The 
s e c o n d ,  who p r e s e n t e d  w i t h  d i s t a n t  m e t a s t a s e s , d i e d  o f p r o g r e s s i b  
pulmonary d i s e a s e  d e s p i t e  good l o c a l  c o n t r o l .  One p a t i e n t  had  
c e r v i c a l  a n d  o r b i t a l  m e t a s t a s e s  a t  8  mos. ,  r e c e i v e d  a n a d d i t i o n a  
3000 r a d s ,  and is d i s e a s e - f r e e  a t  32 mos. S i x  p a t i e n t s  remain 
d i s e a s e - f r e e  from 2-36 mos. (X 19 n o s . ) .  

Ige c o n c l u d e  t h a t :  1. Although a  d e l a y e d  d i a g n o s i s  i s  common, 
t h e  p r o g n o s i s  is  f a v o r a b l e  when d i s e a s e  i s  l o c a l i z e d .  2. The 
p r i m a r y  t r e a t m e n t  is r a d i a t i o n  t o  t h e  tumor and  r e q i o n a l  lymph- 
a t i c s  b i l a t e r a l l y .  The b e n e f i t  o f  a d j u n c t  chemotherapy i s  i n  

o u b t .  I 

LATENT DISEASE DETECTION I N  HEREDITARY SIDEROBLASTIC 632 ]ANEMIA (ti141 BY WHOLEIFRACTIONAL ANALYS l S  OF ERYTH- 
ROCYTE UROPORPHRYNOGEN- I -SYNTHETASE (U- l  -S) I N  RELA- 

TION TO SERUM FERRlTlN LEVELS. Thomas D .  M i a l e ,  P.Robert  N .  Hast ,  
P e t e r  5. R e i z e n s t e i n ,  Spon. by E l i a  M .  Ayoub, U n i v e r s i t y  of F lo-  
p 

r i d a ,  Shands Teaching  H o s p i t a l ,  Department of P e d i a t r i c s ,  G a i n e r  
v i l l e  and K a r o l i n s k a  H o s p i t a l ,  Hematology S e c t i o n ,  Stockholm. 

U - l y a n d  serum f e r r i t i n  l e v e l s  were  performed on 7  c h i l d r e n  
and 6 a d u l t s  of a  Swedish k indred  w i t h  e i t h e r  HSA o r  Chr i s tmas  
d i s e a s e ,  i n c l u d i n g  two members w i t h  bo th  d i s o r d e r s ,  t o  d e t e c t  
l a t e n t  d i s e a s e  and d e t e r m i n e  t h e  p o s s i b i l i t y  o f  g e n e t i c  l i n k a q e  
between t h e s e  r a r e  d i s e a s e s .  Frozen e r y t h r o c y t e s  from a l l  13 
p t s .  and s i m u l t a n e o u s  c o n t r o l s ,  were  thawed, d e - g l y c e r o l a t e d ,  
and s e p a r a t e d  on F i c o l l - l s o p a q u e  g r a d i e n t s .  One p t . w i t h  c l i n i c a l -  
l y  s e v e r e  d i s e a s e  had a  b r o a d ,  he te rogenous  band in  t h e  s p e c i f i c  
g r a v i t y  1.064 l a y e r  which c o n s i s t e d  o f  markedly deformed e r y t h r c r  
c y t e s .  A s i m i l a r  a n a l y s i s  i n  two p a t i e n t s  w i t h  l a t e n t  d i s e a s e  
d i s c l o s e d  a  w i d e ,  bu t  more buoyant band of hypochromic,  l e s s  de- 
formed e r y t h r o c y t e s .  S imul taneous  a n a l y s i s  of f r o z e n  and f r e s h  
c o n t r o l  e r y t h r o c y t e s  t o g e t h e r  w i t h  e r y t h r o c y t e s  of t h e  remain ing  
p t s .  y i e l d e d  a  normal band.  However, a l l  p a t i e n t s  m a n i f e s t e d  e l e  
v a t e d  U-l-S l e v e l s ,  d e s p i t e  t h e  p r e s e n c e  of normal t o  low r e t i c r  
l o c y t e  c o u n t s .  U-l-S l e v e l s  c o r r e l a t e d  d i r e c t l y  w i t h  serum f e r -  
r i t i n  l e v e l s .  HLA-D t y p i n g  was c o m p a t i b l e  w i t h  t h e  l i n e a g e  w i t h  
no a s s o c i a t i o n  of a  g i v e n  HLA-D t y p e  w i t h  e i t h e r  HSA o r  Christmas 
d i s e a s e .  No l i n k a g e  on X chromosome between t h e s e  two d i s e a s e s  
was r e v e a l e d  by Xg blood g r o u p  d e t e r m i n a t i o n s .  U-l-S a n a l y s i s  may 
p r o v i d e  a  s e n s i t i v e  s c r e e n i n g  p r o c e d u r e  in  c e r t a i n  HSA p e d i g r e e s .  

NEW PROGNOSTIC FACTORS IN CHILDHOOD LEUKEMIA (ALL). 
' 

Denis R .  M i l l e r ,  S a n f o r d  Le iken ,  Vincent  Albo ,  &- 
a r d  V i t a l e ,  Rober t  H i t t l e ,  Har land  S a t h e r  and Denman 

i l d r e n s  Cancer  S tudy  Group, Los Angeles ,  C a l i f o r n i a .  
S i n c e  Feb.  1975 ,  883  p r e v i o u s l y  u n t r e a t e d  c h i l d r e n  w i t h  ALL 

!have  been e n t e r e d  on a  p r o t o c o l  d b s i q n e d  t o  e v a l u a t e  p r o g n o s t i c  I 
factors  which i n f l u e n c e .  i n d u c t i o n ,  r e m i s s i o n  d u r a t i o n  and sur- 
v i v a l  and t o  i d e n t i f y  s u b s e t s  o f  p a t i e n t s  w i t h  h igh  r i s k  o f  ear l )  
f a i l u r e .  Complete marrow r e m i s s i o n  (Mi) r a t e s  ranged between 
91-952. The combina t ion  o f  o l d e r  age  ( > l O y r s ) ,  h igh  i n i t i a l  WBC 
(>20 ,00O/ul )  and low serum IgG a r e  a s s o c i a t e d  w i t h  a  s i g n i f i c a n t  
l y  lower  Mi r a t e .  Sk in  test  r e s p o n s e  t o  r e c a l l  a n t i g e n s ,  serum 
i n h i b i t i o n  o f  b l a s t o g e n e s i s ,  HLA t y p e  o r  PAS p o s i t i v i t y  were n o t  
p r o g n o s t i c  o f  i n d u c t i o n  o r  r e m i s s i o n  d u r a t i o n .  P a t i e n t s  i n  poor 
p r o g n o s t i c  group  ( a n y  a g e ,  i n i t i a l  WBC>50,000/ul) w i t h  L1 b l a s t s  
(FAB c l a s s i f i c a t i o n ,  Br . J  .Hem 33:451 ,1976)  had h i g h e r  Mi rate 
t h a n  t h o s e  w i t h  L2 b l a s t s  ( 8 0  vs 6 7 % ) .  

Using t h e  Mantel-Peto-Cox Chi s q u a r e  s t a t i s t i c  f o r  l i f e  t a b l e  
d a t a ,  s i g n i f i c a n t  f a c t o r s  a s s o c i a t e d  w i t h  poor  p r o g n o s i s  i n c l u d e  
WBC>20,000/1~1 ; age  > 7 y r s ;  M3 marrow day  1 4 ;  CNS d i s e a s e  a t  d i a g -  
n o s i s ;  L2 l y m p h o b l a s t s ;  d e c r e a s e d  serum IgG and IgA; b l a c k  r a c e .  
M e d i a s t i n a l  mass is n o t  an i n d e p e n d e n t  f a c t o r .  None of 41 p a t -  
i e n t s  i n  low risk g r o u p  ( a g e  3 - 7 y r s ,  W B C ~ 1 0 , 0 0 0 / ~ 1 )  w i t h  L1 
b l a s t s ,  Mi marrow on day  1 4 ,  and normal I g  has  s u s t a i n e d  an ad- 
v e r s e  e v e n t  ( r e l a p s e  o r  d e a t h ) .  I d e n t i f i c a t i o n  o f  p r o g n o s t i c  
f a c t o r s  should  ~ e t m i t  more e f f i c i e n t  and e f f e c t i v e  d e s i q n  of 

t o c o l ;  p a r t i c u l a r l y  for p a t i e n t s  w i t h  good and poor 

SPONTANEOUS REMISSION OF ACQUIRED VON WILLEB 
' 

DISUSE (VWD) FOLLOWING RESECTION OF WILM'S :$ORE 
Rober t  R  Montgomery, Taru  Hays,  David G Tubergen.  U 

o f  Colo Med C t r  and Denver C h i l d r e n ' s  H o s p i t a l ,  Dept o f  Ped,  Den- 
v e r .  (Sponsored by John  H. G i t h e n s ) .  

T h i s  r e p o r t  c o n c e r n s  a  c h i l d  w i t h  a  Wilm's tumor and l a b o r a -  
t o r y  e v i d e n c e  o f  vWD. The vWD was c h a r a c t e r i z e d  by a  p r o l o n g e d  
PTT, low f a c t o r  V I I I  (VII I , ) ,  low r i s t o c e t i n  c o f a c t o r  a c t i v i t y  
( V I I I r ) ,  low f a c t o r  V I I I  a n t i g e n  ( V I I I a g )  and a pro longed  b l e e d -  
i n g  t i m e .  I n  a d d i t i o n ,  s h e  had low von W i l l e b r a n d ' s  d i s e a s e  
a n t i g e n  I1 (vWagII) t h a t  h a s  been shown by Montgomery and Zimmer 
man (Am Soc Hematol P l e n a r y  S e s s i o n ,  Dec 1977) t o  be  d e c r e a s e d  
i n  p a t i e n t s  w i t h  c l a s s i c a l  vWD. 

The f o l l o w i n g  s t u d i e s  were o b t a i n e d :  
V I I I  VIIIr V I I I  vWagII V I I I c  i n h i b  VIIIr i n h i t  

l o r e  OD 2  2 O.28U <O.O6U neg.  neg.  . -  . 
p r e  op 0  23% 0.30U '6% <0.06U neg .  neg .  

p o s t  o p + 3 0  114% 1.40U 160% --- --- --- 
p o s t  o p + 9 2  280% --- 256% 1.40U --- --- 

S i n c e  t h i s  c h i l d  underwent a n  e a r l i e r  u n e v e n t f u l  t o n s i l l f c t o m  
and b o t h  p a r e n t s  and a  s i b l i n g  have  normal VII I , ,  VII I , ,  V I I I a g  
and vWag11, t h i s  is  f e l t  t o  r e p r e s e n t  a  s p o n t a n e o u s  r e m i s s i o n  o f  
a n  a c q u i r e d  vWD w i t h o u t  V I I I c  o r  V I I I r  i n h i b i t o r s .  T h i s  p i c t u r e  
of vWD w i t h  a n  V I I I a g  t h a t  i s  d e c r e a s e d  more t h a n  t h e  V I I I ,  and 
V I I I r  h a s  n o t  p r e v i o u s l y  been  r e p o r t e d .  S i n c e  V I I I a g  and vWagIl 
a r e  p h y s i c a l l y  and immunologica l ly  d i s t i n c t ,  t h e  f i n d i n g  o f  de- 
c r e a s e d  VII Iag  and vWagII i n  t h i s  c a s e  of a c q u i r e d  vWD,as pre-  
v i o u s l y  found i n  h e r e d i t a r y  c  a s s i c a l  vF, s u g g e s t s  t h a t  b o t h  
a r e  under  s i m i l a r  g e n e t i c  and  o r  synthetic c o n t r o l .  

CORRELATION BETWEEN FACTOR V I I I  ANTIGEN ( V I I I a g )  AND 
VON WILLEBRAND'S DISEASE ANTIGEN I 1  (vWagII) I N  NOR- 
MAL INDIVIDUALS AND PERSONS WITH VON WILLEBRAND'S D l :  

EASE (vWD). Rober t  R  Montgomery, J a n e t  W Johnson ,  L inda  J Jacob-  
son.  U o f  Colo Med C t r ,  Dept of Ped,  Denver.  (Spon. by John H. - 
G i t h e n s ) .  

C l a s s i c a l  vWD h a s  been c h a r a c t e r i z e d  by a  d e f i c i e n c y  o f  V I I I a  
a s  w e l l  a s  a new antigen-vWagII c h a r a c t e r i z e d  by Montgomery and 
Zimmerman ( P l e n a r y  S e s s i o n ,  Am Soc Hematol ,  1977) .  P a t i e n t s  w i t t  
s e v e r e  vWD have  u n d e t e c t i b l e  V I I I a g  and vWagII. T h i s  r e p o r t  con 
c e r n s  t h e  c o r r e l a t i o n  beL.deen V I I I a g  and vWagI1 i n  38 normal i n -  
d i v i d u a l s ,  9  p a t i e n t s  w i t h  s e v e r e  vWD, and 16  p a t i e n t s  w i t h  mod- 
e r a t e  vWD. 

V I I I a g  and vWagII c o n c e n t r a t i o n s  were de te rmined  by q u a n t i t a -  
t i v e  i m m u n o e l e c t r o p h o r e s i s  u s i n g  m o n o s p e c i f i c  r a b b i t  a n t i b o d y  tc 
p u r i f i e d  f a c t o r  V I I I  and vWagII. 

I VIIIag vWag1I - vWagI l /VII Iag  
Normal 38 0 . 9 5 t . 2 9  0 .87f .34  0 .935 .33  
Mod vWD 16 0.21?.10* 0 .55? .23*  3 . 1  + 1 . 6 6 *  
S e v e r e  vWD 9 <0 .06*  <0.06* ---- (* ~ ' 0 . 0 1 )  

Thus,  i n d i v i d u a l s  w i t h  vWD have s i g n i f i c a n t l y  d e c r e a s e d  vWagl 
a s  w e l l  a s  V I I I a g  a l t h o u g h  t h e  d e g r e e  o f  d e c r e a s e d  vWngII i s  s i(  
n i f i c a n t l y  d i f f e r e n t  from t h e  d e g r e e  oL d e c r e a s e d  V I I I a g .  

I n  normal i n d i v i d u a l s  t h e r e  is  a s i g n i f i c a n t  ( p r . 0 0 1 )  l i n e a r  
c o r r e l a t i o n  between vWagII and V I I I a g  w i t h  a c o r r e l a t i o n  c o e f f i -  
c i e n t  o f  0.65.  Although i n d i v i d u a l s  w i t h  s e v e r e  vWD have  no de- 
t e c t i b l e  vWagII o r  V I I I a g ,  i n d i v i d u a l s  w i t h  modera te  vWD have n< 
c o r r e l a t i o n  between t h e i r  vWagII and V I I I a g  l e v e l s .  

NEUTROPHIL MIGRATION DEFECT DURING EXPERIMENTAL 
m R I T I o N A L  IRON DEFIc1rnc-z IN POST-WEANING RATS. 
Linda L. Moore, James R. Humbert, A v a n e l l e  K i r k s c y ,  

T. Lee,  S t a t e  U n i v e r s i t y  o f  New York a t  B u f f a l o ,  
The C h i l d r e n ' s  H o s p i t a l  of  B u f f a l o ,  Department o f  P e d i a t r i c s ,  
B u f f a l o  and  Purdue U n i v e r s i t y ,  Depar 'ment o f  Foods and  N u t r i t i o n ,  .. - L  -.c-~ ..&&. -->:---  wesr  L a r d y r r r r ,  L r l u L a r l a .  

The s t u d y  o f  n e u t r o p h i l  (PMN) f u n c t i o n s  i n  c h i l d r e n  w i t h  i r o r  
d e f i c i e n c y  (ID) h a s  y i e l d e d  c o n t r o v e r s i a l  r e s u l t s , p a r t l y  because  
o f  t h e  u n c o n t r o l l a b l e  a s s o c i a t i o n  o f  o t h e r  n u t r i t i o n a l  d c f i c i e n -  
c i e s  w i t h  t h a t  c o n d i t i o n .  we h a v e  s t u d i e d  t h e  e f f e c t  of  i s o l a t e d  
i r o n  d e f i c i e n c y  o n  i n  v i v o  PMN m i g r a t i o n  i n  s i x  r a t s  f e d  a n  i r o n -  
p o o r  d i e t  u n t i l  70 d a y s  post-weaning.  The same d i e t  was f e d  t o  
12  c o n t r o l  a n i m a l s ,  e i t h e r  a s  p a i r e d  f e e d i n g s  ( P F ) o r  ad  l i b i t u m  
f e e d i n g s  (AL); t h e s e  c o n t r o l s  were made i r o n  s u f f i c i e n t  w i t h  
i n t r a m u s c u l a r  i r o n  d e x t r a n  a t  weaning.  S e v e n t y  d a y s  post-weanin? 
w e i g h t s  (mean + SE, i n  g )  were e s s e n t i a l l y  i d e n t i c a l  i n  I D  
(205 1 3 ) ,  PF (188 + 6 ) .  and AL (225  15)  r a t s .  Anemia was 
e v i d e n t  i n  ID r a t s  ( ~ b .  9.7 + 0.7 g / d l ,  MCV 47 + 1 . 5  f l . )  b u t  
n o t  p r e s e n t  i n  PF o r  AL c o n t r o l s  (Hb. 1 7  + 1 . 7  and  14.9 * 0 . 3 ,  
MCV 54 * 1.3  and  57 -f 1.3  r e s p e c t i v e l y ) .  PMN m i g r a t i o n  i n t o  t h e  
p e r i t o n e a l  c a v i t y  was induced  by 18-hour s t i m u l a t i o n  w i t h  Na 
c a s e i n a t e  and  e x p r e s s e d  a s  t o t a l  numbers o f  FNNs X 10?l00 g  bod) 
weight .  FNN m i g r a t i o n  was s i g n i f i c a n t l y  lower i n  ID a n i m a l s  
(49 .3  + 6.2) t h a n  i n  PF (125  f 28) and AL ( 1 1 1  * 18)  a n i m a l s  
( P  < 0.025) .  I n  post-weaning r a t s ,  i s o l a t e d  i r o n  d e f i c i e n c y  is 
a s s o c i a t e d  w i t h  t h e  development o f  a pronounced d e c r e a s c  i n  PMN 

m i g r a t i o n ,  i n  v i v o .  T h i s  d e c r e a s e  m i g h t  c o n t r i b u t e  t o  t h e  i n -  
c r e a s e d  tendency  toward  i n f e c t i o n s  o b s e r v e d  i n  some ID s u b j e c t s .  
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