
GESTATION. Dorothy R Barnard,Michael A Simmons,- 
Z i  ursk , 'Jilliam E Hathawa Univ of Colo Med Ctr 
McEastef Univ M e d d i o n .  Ont., Dept of ~ e d i .  I 

i n g .  Blood was col lected through umbilical a r t e r i a l  l i n e s  a f t e r  

GROUP WT 5'apgar PTT I I1  VII V I I - X  I X  
FT 40 3200 9 13.6 65 246 51 58 47 29 
NPT 28 1029 8 15.4 108 15.0 282 31 37 39 22 
MPT 30 955 6 17.1 110 15.9 226 31 40 37 16 
SPT 29 1042 5 19.1 193 18.9 140 27 38 31 14 
GROUP ATIIIa ACT VIIIag TGT PTT V X I  XI1 FIT2  FLET PLAT 
FT 58 50 101 108 121 100 36 7 33 280 
NPT 27 27 151 60 87 73 20 20 28 27 260 
MPT 29 2 1  214 49 61 59 26 23 41 29 237 
PT 1n 77 7 1 1  1 9  67 79 19  79 77 11 224 

RW COhT'EiTI OF LEUKEVIC BLASTS IN 
CUTE hIYEMID LEUKEMIA OF CHILDHOOD AS A MEASURE OF 

J . D .  Beck, M. Haghbin, M. Andreeff, 2. Darzynkiewicz, R.A. Caod 
Memorial Sloan-Kettering Cancer Center, New York 
blood and bone marrow myeloid c e l l s  from 5 c h i l -  

dren with acute myeloid leukemia were examined using a panel of 
surface markers and by flow cytofluometry. DNA and RNA content 
of individual b las t  c e l l s  were measured using acridine orange a s  
a dye. RNA content of leukemic b l a s t s  from a l l  5 pa t ien t s  was 
higher compared t o  normal peripheral blood lymphocytes. Eighty- 
one t o  85% of b las t  c e l l s  from 2 of 5 chi ldren had IgG Fc recep- 
t o r s  and 14.28% of b l a s t  c e l l s  phagocytized la tex  p a r t i c l e s  i n  
v i t r o .  By cont ras t ,  the 3 remaining pa t ien t s  had only 11-4OF 
blast c e l l s  which had IgG Fc receptors  and only 1.3% c e l l s  in -  
gested la tex  p a r t i c l e s  i n  v i t r o .  Receptors fo r  complement (C3) 
were present on 1.6% of the  b l a s t  c e l l s  from each of the 5 pa- 
t i e n t s .  The high RNA content of leukemic b las t s  probably ind i -  
cates  tha t  these c e l l s  represent a malignant deviat ion represent- 
ing a maturation a r r e s t  of myeloid c e l l s  a t  an ea r ly  s tage of 
d i f fe ren t ia t ion .  The expression of IgC Fc receptors  and the 
7hagocytic property of b l a s t  c e l l s  i n  the present study demon- 
s t r a t e  tha t  the re  e x i s t s  heterogeneity of the  c e l l s  involved i n  
scute leukemia of childhood and tha t  t h i s  heterogeneity i s  re -  
f l ec ted  i n  the  presence of b l a s t  c e l l s  representing d i f fe ren t  
j t a g g o f  maturation along the myeloid c e l l  l i n e .  (Supported i n  
?art  by fellowships from the Deutsche Forschungsgemeinschaft, 
J.M. Foundation and NIH grants  (3-17404, CA-19267 and AI-11843) 

INTRAUTERIIIE OR INTRAPARTUM Rh ISO-SENSITIZATION AND 
USE OF MICRhoGAM IN THE NEONATE. Betty Bernard, 
Margaret Presley, Guillermina Caudillo, Charles 

Rouault, James McGregor. (Spon. by Paul Y.K.  Wu) Dept. of 
Peds, Univ. So. Ca l i f .  Sch. of Med., LAC-USC Med. Ctr. 

To invest igate incidence and timing of a possible transfusion 
of Rho (D)-positive ( R h + )  maternal c e l l s  t o  a fe tus  with Rho 
(D)-negative (Rh-) c e l l s  and the ro le  of Rho (D) imnune globulin 
in prevention of potential primary sens i t i za t ion ,  354 Rh-infants 
born t o  Rh+ mothers were s tudied.  MICRhoGAM (MRG) (50ug) was 
administered t o  114 female infants  in the f i r s t  72h. of l i f e  
and 240 infants  were controls  (52 females, 188 males). Of 263 
cord serums screened, antibody was found in 6 ,  none of which 
were anti-D on re tes t ing  against  a 10 red-cell panel. Two of 
167 heel s t i c k  samples obtained from infants  a t  2 days of age 
revealed maternal Rh+ c e l l s  (courtesy B.Clauss & E.R. Jennings). 
No anti-D antibody was found in e i t h e r  in fan t  a t  3 and 6 mo. of 
age. No anti-D was found in 207 serum samples from control in- 
fan t s  (158 males, 49 females) who were 4 t o  17 mo. of age; how- 
ever ,  26 of 94 M R G  r ec ip ien t s  had anti-D between 24 and 5 mo. of 
age. (RhoGam may be detected up t o  6 mo. ) Reports indicat ing 
s ign i f ican t  r i s k  fo r  e i ther  in t rau te r ine  or  par tu r i t ion  primary 
anti-D sens i t i za t ion  cannot be corroborated by our s tudies.  
Primary sens i t i za t ionnot  presentlydetectable may be confirmed 
l a t e r  by an amnestic anti-D response on a second exposure t o  R h +  
c e l l s ,  perhaps during pregnancy with a R h +  f e tus .  Long term 
follow-up will ultimately decide the inunoprophylact ic  ro le  of 
MRG in  prevention of Rho (D) i so-sens i t i za t ion .  

ENRICHMENT OF HUMAN F-CELLS I N  FETAL-MATERNAL BLOOD 
MIXTURES. Syama P. Bhattacharya, Stephen 1.0. 
Anyaibe, and Verle E. Headings. Howard University 

College of Medicine, Division of Medical Genetics, Department 
of Pediatrics and Child Health, and Center for Sickle Cell 
Disease. Washington, D.C. 

Recovery of fetus-origin red cells from maternal venous 
blood could facilitate diagnosis of fetal hemoglobinopathies by 
the single cell imunodiffusion method, using specific anti- 
bodies to W variants. Among 40 Black American women in mid- 
trimester pregnancy who presented for termination of pregnancy. 
and who had a Hb A phenotype by electrophoresis, the blood of 9 
contained an occasional Hb S-cell. In only these 9 cases were 
S-cells found in the amniotic fluid. This finding prompted 
development of an F-cell enrichment procedure, assuming a 
majority of cells which migrate into maternal circulation from 
the midtrimester fetus contain Hb F. F-cells in term cord 
blood and from adults with Hb A, AS, or S were more resistant 
than A-cells or S-cells to hypotonic stress equivalent to 0.45 
gm% NaC1. Cells were also subjected to sequential treatment by 
low Na and differential centrifugation in a molten agar gra- 
dient ( 4 5 0 .  This yielded a cell fraction in which F-cells in 
blood of adults were changed from 6% to 48% and in cord blood 
from 48% to 90%, whereas centrifugation alone on the latter 
achieved 74% F-cells. Preliminary observations on enrichment 
of maternal blood in midtrimester pregnancy are equally 
promising. 
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A-AMINOLEVULINIC ACID (ALA) SYNTHETASE DEFECT IN A 582 IFEMALE WITH CONGENITAL SIDEROBLASTIC ANEMIA. Georqe i 
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- 
Bottomle & Ru recht  Nitschke 
Univ.of ;exas ;ealth Sci.Center 
Dallas, & Univ. of Okla. Health 

ISOLATED VITAMIN K FACX)R I X  DEFICIENCY I N  LIVER 
DISEESE. Salvatore J. Bertolone, R. Gohmann, and 
J. Davis. 7 S p n .  by -).ity of 

Sci. Center, bepts .  of ~ e d i c i n e  & pedia t r i cs ,  Oklahoma City. 
Since b i r th  a 3-year old black g i r l  has had severe refractory 

hypochromic microcytic anemia. Her usual red blood ce l l  (RBC) 
values a re  Hgb 6.0 gm/dl, Hct 20%, Retic. D.5%, MCV 52 f l ,  MCH 
15 pg. Iron deficiency and c l i n i c a l l y  s ign i f ican t  thalassemia 
were excluded by: lack of response to oral or  parenteral i ron,  
serum FeITIBC 2311276 ~ g / d l  and serum f e r r i t i n  407 nglml; normal 
hemoglobin electrophoresis ,  absence of erythroid inclusions in 
the peripheral blood and bone marrow (BM), a/B globin synthet ic  
r a t i o  of 0.85 in peripheral blood ret iculocytes and negative fam- 
i l y  s tudies.  Intensive erythroid hyperplasia and numerous ring 
sideroblasts  were present in the BM asp i ra te ,  and electron micro- 
scopy confirmed intramitochondrial deposi ts  of i ron.  Free RBC 
~rotoporphyrin,  urine porphyrins and porphyrin precursors, and 
3M ferrochelatase a c t i v i t y  were normal. RBC ALA dehydrase, uro- 
3orphyrinogen synthetase and pyridoxal kinase a c t i v i t i e s  were in-  
zreased. Activity of BM ALA synthetase was markedly reduced to 
5.5 pmoles ~ ~ ~ 1 1 0 ~  erythroblasts /30 min (normal 127+29) but was 
?nhanced 5-fold by pyridoxal phosphate (normal 0-25% increase) .  
Therapy with oral pyridoxine has thus ~ a r  not noticeably increas- 
?d e f fec t ive  RBC production. The s iderob las t i c  anemia in t h i s  
~ a t i e n t  appears t o  be related t o  an inheri ted defect  in  the i n i -  
;ial s t ep  of heme biosvnthesis. 

'Louisville School of Medicine, Department of Ped ia t r i cs ,  
Deficiencies of p l a s m  c l o t t i n g  fac tors  i n  hepatocel lular  

disease a r e  a well-described e n t i t y  i n  adu l t  pa t ien t s .  Factor I X  
deficiency with a n o m l  FT has been described i n  adu l t  pa t ien t s .  
Ne r e p r t  an i so la ted  Factor I X  depression i n  mild hepat ic  
5isease which corrected with re tu rn  of n o m l  l i v e r  function. 
4 three-year-old white m l e  was admitted f o r  evaluation of a 
%on-specific f e b r i l e  i l l n e s s  and found to have an enlarged l i v e r ,  
prolonged PIT with a n o m l  Pr and mildly elevated transaminase 
levels .  Further s t d y  revealed s e r i a l  Factor I X  assays of 30% 
with Factors VIII ,  XI, 11, V. VII a11>100% a c t i v i t y .  Fibrino- 
gen leve l  was 270, f i b r i n  s p l i t  products 1:s 1:2@ and screen 
f o r  c i rcu la t ing  inh ih i to rs  was negative. Di f fe ren t ia l  diagnosis 
f o r  t h i s  p a t i e n t  was mild h m p h i l i a  B versus an i so la ted  
Factor I X  deficiency secondary to hepatic  dysfunction. The 
p a t i e n t ' s  fever subsided and h i s  l i v e r  returned to n o m l  s ize .  
On f o l l w u p  h i s  l i v e r  enzymes returned to n o m l  as well  a s  
Factor I X  assay, Pr and PIT. This case i l l u s t r a t e s  t h a t  iso- 
l a t e d  Vitamin K de-ent fac tors  can be affected by mild hepatic 
disease. The half  l i f e  of Factor VII is shor te r  than Factor IX. 
An i so la ted  Vitamin K dependent Factor I X  decrease would no t  be 
predicted. A diagnosis  of mild henwphilia B cannot be made i f  
there is any evidence of hepatocyte dysfunction. 
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