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ASYMPTOMATIC HYPOGAMMAGLOBULINEMIA IN A BONE PNARROW (BM) LYMPHOID PROGENITOR CELLS 111 SEVERE 990 MOTHER PRESENTING AS NEONATAL MENINGITIS IN COMBINED IMMUNODEFICIENCY (SCID) . Steven Neudorf, 
TWO SIBLINGS. Greqorv S. Milleville. John H. Kersey 993 John Kersey, Alexandra F i l i p o v i c h ,  U n i v e r s i t y  o f  

and Rolf R. Enqel, Hennepin County Medical Center and"niversi ty of Minnesota, Minneapolis ,  Minnesota. 
Minnesota, Dept. of Pediatrics, Minneapolis. SCID i s  a heterogeneous d i s o r d e r  o f t e n  a s s o c i a t e d  with lymph- 

The unusual occurrence of  qroup B streptococcal  (GBS) disease in openia ;  hypothesized t o  be due t o  d e f e c t i v e  l v m ~ h o i d  d i f f e r e n t i a -  
siblings lead to  immune studies b f  a boy whomimicked his older sister  in 
developing septicemia and meningitis from GBS by the  4th day of life. 
His serum IgG level was only 40 mg%. His IgM was 36 and IgA was < 7. 
Maternal levels were all low: IgG 40, IgM 36, IgA 14 and IgE<lO mg%. 

Despite 1 4  days of penicillin and intravenous immunoglobulins, the  boy's 
GBS (type Ic) meningitis recurred within 3 days with fever and a rise in 
t h e  CSF leukocyte count from 20 to  2,025. He recovered completely 
during 2 more weeks of antibiotic Tx and a t  7 months his Ig levels a r e  
normal. His sister  had neonatal septicemia, meningitis, septic arthri t is ,  
and pneumonia which responded to  32 days of Tx. At 3 years, she is 
healthy with normal lg levels: IgG 761, IgM 113, and IgA 62 mg%. 

The mother is healthy and has not had excess infections. GBS (type Ic) 
was also recovered from her vagina. She was unresponsive to  rubella 
immunization. She has low levels of IgA in saliva: 2 rng%, and breast  
milk: 3 mg%. Her panhypogammaglobulinemia is associated with normal 
numbers of B cells tha t  have IgA, IgG, and IgM surface markers. Her 
lymphocytes had a normal in vitro response to  phytohemagglutinin, 
Concanavalin A, and pokeweed mitogen. 

This unique family emphasizes the  importance of passive immunity in 
protecting newborns against GBS and i t  suggests tha t  serious bacterial  
infections in neonates should prompt inquiry into the  mother's immune 
competence.  

SERUM AND MILK ANTIBODY LEVELS TO GlARDlA 991 LAMBLIA Paolo Miotti, Robert  Gilman, Lar ry  
Pickering, Guillermo Ruez  Palacios, Thomas Cleary,  Rober t  

Yolken. Johns Hopkins Medical School, Baltimore, University of Texas 
Medical School, Houston, Ins t i tu te  of Nutrition, Mexico City.  

There is l i t t l e  d a t a  relat ing t o  t h e  prevalence and role of sys temic  and 
local antibody t o  Giardia lamblia (GL) antigens in mothers and children 
living in different  environments. We mbtained human milk and serum 
specimens f rom mothers and children living in Dacca,  Bangladesh, 
Balt imore (MD) Houston (TX) and Mexico City.  We compared t h e  
prevalence and levels of milk IgA and serum IgG antibodies t o  GL in t h e  
different  populations by means of a n  ELISA assay utilizing purified 
antigens from cultured GL organisms. We found t h a t  101/104 (97%) 
mothers living in Bangladesh, 22/26 (84%) mothers living in Maryland 
9/17 (52%) mothers living in Texas and 23/37 (67%) mothers living in 
Mexico had de tec tab le  levels of milk IgA antibody t o  GL. The  levels 
(geometric mean +/- SD) of antibody in the  milk samples f rom mothers  in 
Bangladesh (11.25 +/- .16vg/ml) and Mexico (17.69 +/- 1.22 ug/ml) were  
significantly grea te r  than t h e  levels de tec ted  in t h e  women living in 
Maryland (1.78 +/- 1.11y g/ml) o r  Texas (1.70 +/- .097 pglml). In t e r m s  of 
to ta l  milk IgA, t h e  IgA d i rec ted  a t  GL in Bangladesh (1.54%) and Mexico 
(3.20%) were  significantly grea te r  than  t h e  corresponding percentages in 
Maryland (0.59%) and Texas (0.70%). Analysis of serial specimens 

t i o n  o r  pro1 i f e r a t i o n .  We s t u d i e d  t h i s  hypo$ekis by ana lyz ing  
BM mononuclear c e l l s  from 6 p t  wi th  SCID ( a s  well a s  5 age  match- 
ed c o n t r o l s )  f o r  t h e  presence  o f  lymphoid p r o g e n i t o r  c e l l  s .  Such 
c e l l s  a r e  E r o s e t t e - ,  s u r f a c e  Ig- and inc lude  c e l l s  t h a t  express  
te rmina l  t r a n s f e r a s e  (TDT), t h e  comnon ALL a n t i g e n  (CALLA) o r  
p24. BM c e l l s  were s t u d i e d  us ing  immunofluorescent microscopy. 
Over 1000 c e l l s  per s l i d e  were examined and counted .  Two p a t -  
t e r n s  were seen .  Group 1 (n=2)  with no d e t e c t a b l e  lymphoid ? r o -  
g e n i t o r  c e l l s  were more lymphopenic (p= .03)  than p t  i n  qroup 2 
(n.4). Both groups were more lymphopenic than  age matched con- 
t r o l s  ( p = . 0 4 ) .  All p t  had SCID based on a b s e n t  response t o  mi- 
t o g e n s ,  r e c u r r e n t  i n f e c t i o n s  and f a i l u r e  t o  t h r i v e .  516 p t  had 
hypogamnaglobulinemia. Group 2 conta ined  1 p t  with adenos ine  
deaminase d e f i c i e n c y  on t r a n s f u s i o n  therapy  and 1 p t  with t h e  
s p u r i o u s  lymphocyte syndrome. These r e s u l t s  s u g g e s t  t h a t  some 
p t s  wi th  SCID have reduced numbers of BM lymphoid p r e c u r s o r s  and 
t h e  absence  of such c e l l s  may be r e l s t e d  t o  t h e  s e v e r i t y  of lym- 
phopen i a seen .  MARROW BLOOD3 

%Tdt % p24 %CALLA ALCImm 
Gr ! 0 2 0  O l l  5 0 . 1  D + O  556 4.2 
Gr 2 2.0 + 1.8 16 .7  5 1 . 3  4.5 + 2 .2  2328 + 1282 
Norm. 5 . 5 T 1 . 8  2 3 . 0 ~ 3 . 2  1 4 . 5 ~ 9 . 9  6 3 4 3 5 3 2 6 4  

NEUROLOGICAL COMPLICATIONS IN INFANTS WITH AIDS. 994 Brian Novick, Monica Ultmann, Al f red  S p i r o ,  Anita 
Belman and Arye Rubins te in ,  Alber t  E i n s t e i n  College 

of Medicine,  Department o f  P e d i a t r i c s ,  Bronx, New York. 
The c l i n i c a l  symptomatology of c h i l d r e n  wi th  AIDS i s  s i m i l a r  

t o  t h a t  observed i n  a d u l t s  inc lud ing  f e v e r ,  weight l o s s ,  d i f f u s e  
lymphadenopathy and o p p o r t u n i s t i c  i n f e c t i o n s .  In a d u l t s ,  un- 
usual  neuro logica l  compl ica t ions  i n c l u d i n g  p r o g r e s s i v e  encepha- 
lopa thy  were r e c e n t l y  r e p o r t e d .  S ince  1979, we have noted 
neuro logica l  a b n o r m a l i t i e s  i n  6 c h i l d r e n  wi th  AIDS. 5 p a t i e n t s  
have n o t  a t t a i n e d  a p p r o p r i a t e  m i l e s t o n e s ,  wi th  s e v e r e  g loba l  
d e l a y  i n  a r e a s  of g r o s s  motor c o n t r o l ,  f i n e  motor c o n t r o l ,  s o c i a l  
f u n c t i o n i n g  and language.  Physical  examination revea led  s p a s t i c  
d i p l e g i a ,  h y p e r r e f l e x i a  and p o s i t i v e  Babinski i n  4 wi th  
diminished muscular tone  i n  5 i n f a n t s .  1 had s e i z u r e s .  
Cerebrosp ina l  f l u i d  was a c e l l u l a r  wi th  normal p r o t e i n  and 
g lucose .  Skull  X-rays have been n e g a t i v e .  CT s c a n s ,  wi th  and 
wi thout  c o n t r a s t  i n  4 c h i l d r e n ,  d i sp layed  p r o g r e s s i v e  c e r e b r a l  
a t rophy .  1 showed i n t r a c e r e b r a l  c a l c i f i c a t i o n s .  EEG's showed 
d i f f u s e  slow waves wi th  subsequent s t u d i e s  demonstrat ing f u r t h e r  
slowing o f  e l e c t r i c a l  a c t i v i t y .  4 of t h e  6 p a t i e n t s  have 
cont inued  neuro logic  d e t e r i o r a t i o n  wi th  f u r t h e r  l o s s  o f  develop- 
mental m i l e s t o n e s .  

obtained from lac ta t ing  mothers over a period of 2 years revealed t h a t  
most  of t h e  mothers had a constant  level of antibody, al though Supported by NIH Grant Number: 1 U01 AI 20671-01 
occasional increases in milk and serum antibody levels were  noted. 
These studies indicate t h a t  serum and milk antibodies t o  GL a r e  widely 
prevalent  throughout t h e  world bu t  t h a t  t h e  levels of milk antibody a r e  
significantly higher in a r e a s  of high exposure t o  GL. 

NATURAL KILLER (NK) LYMPHOCYTE ACTIVITY ENHANCED BY 992 INTERFERON. Ayman E l  Mohandes and D. Spencer Brudno 
(sponsored by Glen Rosenquist)  George Washington 

U n i v e r s i t y  School of  Medicine, Department of Child Heal th  and 
Development, Div is ion  of Neonatology, Washington, D.C. 

NK a c t i v i t y  was s t u d i e d  i n  cord blood lymphocytes us ing  K562 
t a r g e t  c e l l s .  The mononuclear l a y e r  was d e p l e t e d  us ing  a n  
adherence technique .  High e f f e c t o r  t o  t a r g e t  r a t i o s  ( 5 0 : l  and 
100: l )  were used i n  an 18 hour Chromium(51) r e l e a s e  a s s a y .  K562 
l y s i s  was then  measured a f t e r  cord  blood lymphocytes were 
incuba ted  wi th  i n t e r f e r o n  (1000 U/ML and 2000 U / E n . ) .  

EFFECT0R:TARGET 50:l  1OO:l 
BASELINE Adult(N=7) 13.4 + 2.3** 21.9 + 2.5** 

Infant(N-10) 3 . 1  + 0.7 7 .0  + 2.6  
INTERFERON (1000 U/ML) Adult(N=7) 19.8 + 3.3" 26.3 + 1.9** 

Infant(N=lO) 7.8 + 2.3  9 .0  5 3.1 
INTERFERON (2000 U/ML) Adult(N=6) 21.8 + 2.3*  31.4 + 2.3** 

Infan t (N=9)  9.7 5 7 . 1  8 .4  5 2.2  
Means +. S.E.M. * p<.005, ** p<.001 Adults  v s .  I n f a n t s  

NK a c t i v i t y  was found t o  be s t a t i s t i c a l l y  lower than  a d u l t  means 
wi th  both E:T r a t i o s  a t  b a s e l i n e  a c t i v i t y  and a f t e r  i n t e r f e r o n '  
enhancement. However, a t  t h e  100: l  r a t i o  cord blood lymphocytes 
enhanced wi th  2000 U/ML of  i n t e r f e r o n  showed a d e c l i n e  i n  t h e  
enhancement curve  which could r e p r e s e n t  t h e  e f f e c t  of h igher  
c o n c e n t r a t i o n s  of i n t e r f e r o n  on suppressor  lymphocyte 
subpopula t ions  i n  t h e  neonate .  

ANTIBODIES TO HUMAN T-CELL LEUKEMIA VIRUS (HTLV) IN 
QO< CHILDREN WITH ACOUIRED IMMUNE DEFICIENCY SYNDROME 
/ / J  

(AIDS). James M.' Oleske ,  Donald F r a n c i s ,  C i r i l o  
C a b r a d i l l o ,  Rajendra Singh,  Mary M .  Zaba la ,  Vanlambadl Kalyana- 
raman, lnomas N .  Uenny, nouman Anaien, Antonlo oe T r m u r F F e  
Getchel I ,  PrakaSh KaUr, Anznony 
E i s t r v  of New J e r s e v .  -. 

~ e o a r t m e n t  o f  ~ e d i a : r i c s .  Newark, New J e r s e y  and Center  for -Dis -  
e a s e  Control , A t l a n t a ,  Georgia.  

S ix  c h i l d r e n  prev ious ly  documented wi th  AIDS and seven age 
matched c o n t r o l s  from a s i m i l a r  socio-economic environment were 
s t u d i e d  f o r  t h e  presence o f  a n t i b o d i e s  (Ab) t o  HTLV. Addit ion- 
a l l y ,  5 a d u l t  AIDS c a s e s  and 1 3  s i m i l a r l y  matched a d u l t  c o n t r o l s  
were a l s o  examined f o r  HTLV Ab. All de te rmina t ions  were done 
b l i n d l y  by two a s s a y  systems: i n d i r e c t  membrane immunofluores- 
cence ( I F )  us ing  HTLV i n f e c t e d  HUT-102 c e l l s  and Ab t o  s t r u c t u r -  
a l  p r o t e i n s  o f  HTLV by a radioimmune p r e c i p i t a t i o n  assay  ( R I P ) .  
All 6 p e d i a t r i c  AIDS cases  were p o s i t i v e  f o r  IF-Ab whi le  nega- 
t i v e  f o r  RIP-Ab. In c o n t r a s t ,  6 o f  7 p e d i a t r i c  c o n t r o l s  were 
nega t ive  f o r  IF-Ab and a l l  7 n e g a t i v e  f o r  RIP-Ab. The IF-Ab 
p o s i t i v e  cont ro l  c h i l d  was on ly  weakly p o s i t i v e .  All p e d i a t r i c  
AIDS c a s e s  had non-spec i f ic  Ab d i r e c t e d  a g a i n s t  i n f e c t e d  HUT-102 
c e l l s  which requi red  a b s o r p t i o n .  None o f  t h e  p e d i a t r i c  c o n t r o l s  
had t h i s  non-spec i f ic  Ab. All 5 a d u l t  AIDS p a t i e n t s  were pos i -  
t i v e  f o r  IF-Ab whi le  2 were a l s o  p o s i t i v e  f o r  RIP-Ab. Two o f  1 3  
a d u l t  c o n t r o l s  were weakly p o s i t i v e  f o r  IF-Ab and a l l  nega t ive  
f o r  RIP-Ab. This d a t a  suppor t s  t h e  concept t h a t  an HTLV-like 
v i r u s  i s  impor tan t  in  t h e  e t i o l o g y  o f  AIDS. 
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