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LUM THYMIC FACTOR (SF) IN PRIMARY IMMUNODEFICIENCY DISEASES 1 
A. Astoldi, G.C.B. Astoldi, M. Groenewoud, P.Th.A. Schellekens. V.P. Ei'svmgel 

ICentrol Lob. of the Nether1.R.d Cross BIwd Iroml.Serice, Amsterdom. N e t h * l o x l  

Direct measurements of SF was performed by o CAMP ossoy using mouse thymocyta 
(1) in 15 patients with sever01 forms of infontile immunodeficiency diseases. In 
addition we investigoted, among patients' lymphocytes, the presence.of "target cells" 
for K ,  i.e. lymphocyta which could be stimulated by 9: to increase intmcellulor 
CAMP, which is o property of precursors of moture T cells. Results were the follow- 
ing: 
diseme SF target cells disease SF target cells 

SCID + T cell defect 
SClO + with PNP def. + 
SClD + n.d. thymic dirpl. n.d. 
SCID unrp. T cell 
CIO n.d. defect 

+ n.d. 

CID n.d. Wiskott-Aldrich - n.d. 
di George - + Cortiloge-hoir + 

incmpl.  
+ 

hrpopl. - 
di George f Atoxlo-tel. + 

Atoxio-tel . n.d. 

The detection of SF octiviy ond of "target cells" for SF provides on odditional aid 
for diognoris of primary immunodeficiencies ond o way to evoluote thymic function 
also in view of treatment with tronsplontotion(s) and/or thymic hormone(s). 

1) Astoldi, A. et  ol., Nature 260, 713-715 (1976). 

SF'LENECTOPIY and IIFZCTION : A r'OUOiJ-UP Of 34 CASZS 
S.Bektas. S.Yetsin end. A.t.Berke1 

IIacettepe University,Institute of Child Health, Ankara,Wkey 

In a p u p  of 34 children(a6es 6 nos.-20 yrs.)who were sple- 

nectomized due to trauma(l5 cases) and non-trauma(l9 cases of 
IPP,beta thalassemia,hereditarg spherocytoeis,portal hypertsn- 

sion,hyperslenism),the absolute lymphocyte Counts,$ rosettes,s- 
Idn tests(?~,candida,SKS~,?~~),isohenagglutiDi.ns and serum I& 
levels were not different than those of 34 ago matched controls 
(P) 0.05).However serum I@. and IgM levels were low (P<0.05 ). 
fifteen patients(44%) developed infections(bronchopneo~~o~n,he- 
patitis,wound abscess,sepsis)follo'xing sp1enectomy.A defective 

opsonization for' pneumococcus type 11-L was found in 8. Six of 
these had various infections.?re and post splenectomy immunog10.- 
bulins determined in 11 cases showed low IgA and IgM levels in 
8 and 9 patients respectively.0ur study also confhs the high 
incidence of infection regardless of the cause for splenectow 

since 33.3% of the patients in traumatic and 52.W of the pa- 

tients in non-traumatic group had infection. 

$ 

Since hematopoiesis in the  human embryolic l i v e r  is almost exclusively ery- 
thmpoie t io ,  without aqy appreciable evidence f o r  g rawlopo ies i s ,  it was at-  
tcnpted t o  demonsrrate g rawlocy t i c  progenitor c e l l s  in t h i s  organ, by v i r t u e  
o f  t h e i r  capaci ty t o  fo r .  ur v i t r o  grazulocytic-JlonocJtic colonies  i n  soft 
wrr cul turss .  31 h a n  embryos were obtained by in te r rup t ions  of pre-ism 
at 6-12 weelo of  geStatiO8. Liver c e l l  suspensions were seeded i n  s o f t  agar 
over feeder lqye r s  composed of normal 'nunan leukocytes. Colonias were counted 
and examined by morphologic, cytochemical and electron microscopic methods 
following 7 dqya of incubati0n.A c1ounix.g y i e l d  of 60 2 28 colonies/2rl05 
c e l l s  seeded was obtained in the  stirnulared, and none in the  non-st imlated 
cul tures ,  comparable t o  the f indings i n  cu l tu res  o f  edul t  hum= narrow. No 
s igx i f i can t  va r i a t ions  m the growth r a t e s  o f  the  colonies  a t  d i f f e r e n t  @.- 

t a t i o n a l  ag.6 were observed. A lqyer  o f  mononuclear c e l l s  was obtained 
f r ac t iona t ion  of the l l v n r  c d l  nuspension over Ficoll-hypaq~e gradient,rrhich 
y ie ldsd  a 5 t o  10 f o l d  incrsaent  in  t h e  clonning e f f i c i e n c ~ .  Uhile only so- 
ce g r s n u l o ~ i o  and monocytic elements were detected in the  l i v e r  c e l l  sus- 
pension p r i o r  t o  cu l tu re ,  t he  colonies  obtained were almost exclusively gra- 
nulooy-tio with normal maturation aa w a s  erident  by cytochemioal d electron 
microscopio parameters. Thase s tud ies  have shorn t h a t  human enbryonio l i v e r  
a t  6-12 uwka of ees ta t ion  contains au abundancy o f  granulocytic p romni to r  
c e l l s  comparable t o  zdul t  marrow i n  t h e i r  quantity, d e n s i e ,  dependence on 
colony st imulat ing fac to r  and capaci ty t o  d i f f e ren t i a t e  i n t o  t h e i r  matore 
progeqT. The possible  po ten t i a l i ty  of human embryonic l i v e r  f o r  h u a n  hen* 
topo ie t i c  c e l l  t ransplanrat ion 1s mggssted by these resul ts .  

- 
~ P O I I E S I S  Dl TEZ BUXAH EMBRYONIC L m :  DZECTION OF GRLXIJLOCTTTC L 

I The primary immunodeficiency diseases represent themselves 
with a broad spectrum but sometiaes reaching a diagnosis is 
difficult becaxse of mild s.m~tons and n0mal tests.An example I 

pRocENIToa CELLS BY cr VITRO m o m  
T. Bar&. T. Karov, H. Lancet and S. Levin, h p d m e n t  of Ped ia t r i c  

Research and Obstetrics and Gynecology, Kwlan liospital, Rehovot, Israel. 

of this was a set of twins i$whom various inmunological tests 
(blastic transformation with PG,slrin tests,serum immunoglobu- 
lins,etc) were uithin normalli;;its.l'hey had recurrent respira- 
tory infections and gastroenteritis necessitating 9 hospitali- 
zatiorrs over a period of 17 monshs.Their 11 siblings died befo- 
re 9 months of age with a histozy of similar infections.The au- 
topsy showed a thymic dysplasia and depletion of the lympho- 
cytes in thymus dependent areas end the presence of plasmaells 
in the peripheral lymphoid orgus of One twin who died of sep- 
ais.The other twin did not reject a skin graft and showed dep- 
letion of lymphocytes in the paracortical areas of an antigen 
stimulated inguinal lymph nods.5is red cell BDA and nucleotide 
phosphorylase levels,U,EAC rosettes,surface immunoglobulins 
were within normal range.U.3 antibody response to KLH and diph- 
teria-tetanus toxoids vas poor.55~ primary and secondsry anti- 
body responses were both decreased to bacteriophage @I,174 al- 
though he cleared the antigen within 6 days and had a memory 
am~lification.3ifty three par cent of the antibody ..gas of the 
I& class.Thymosin(in vitro) caused a significant increass 
(48% of the initial value) in E rosettes.Tbis was not observed 
in the healtb controls. 

APfD A D=ZCTIVE AIiTIBODY WODUCTION IN T!iIi:S 
A.I.Berke1. i.'.Bsoy, K.Tmazteoe. 6.Sanal and O.YeRin 

Hacattepe University.Institute of Child Eealth,Ankara,Turkey 
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