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SERUM THYMIC FACTOR (SF) IN PRIMARY IMMUNODEFICIENCY DISEASES
A. Astaldi, G.C.B. Astaldi, M. Groenewoud, P.Th.A. Schellekens, V.P. Eijsvoogel
Central Lab. of the Netherl.Red Cross Blood Tronsf.Service, Amsterdam, Netherlands

Direct measurements of SF was performed by a cAMP assay using mouse thymocytes
(1) in 15 patients with several forms of infantile i deficiency di . n
addition we investigated, among patients' lymphocytes, the presence of "target cells"
for SF, i.e. lymphocytes which could be stimuiated by SF to increase intracellular
¢AMP, which is a property of precursors of mature T cells. Results were the follow-

ing:

disease SF target cells disease SF target cells

sCiD +7 - T cell defect . -

SCID + - with PNP def.

sCiD + n.d. thymic displ. - n.d.

SCID - - unsp. T cell

cip - n.d. defoet + n.d.

CiD - n.d. Wiskott-Aldrich - n.d.

di George - Cartilage=-hair

. + +

incompl . + R hypopl. -

di George — Ataxic-tel, - +
Ataxia-tel. - n.d.

The detection of SF activity and of "target cells" for SF provides an additional aid
for diagnasis of primary immunodeficiencies and o way to evaluate thymic function
also in view of tr with tronspl tion(s) and/or thymic hommone(s).

1) Astaldi, A. et al., Nature 260, 713-715 (1976).
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SPLENECTOMY and INFECTION : A FOLLOW-UP OF 34 CASES
S.Bektag, S.Yetgin and A.l.Berkel

Hacettepe University,Institute of Child Health, Ankara,Turkey

In & group of 34 children(ages 6 mos.~20 yrs.)who were sple~
nectomized due to trauma(l5 cases) and non-trauma(l9 cases of
ITP,beta thalassemia,hereditary spherocytosis,portal hyperten-
sion,hyperslenism),the absolute lymphocyte counts,E rosettes,s-
kin tests(PHA,candida,SKSD,PPD),isohemagglutinins and serum IgG
levels were not different than those of 34 age matched coatrols
(P 0.05) .However serum IgA and IgM levels weres low (PL0.05 ).
Fifteen patients(44%) developed iurectiona(bronchopneumonia,he-
patitis,wound abscess,sepsis)following splenectomy.A defective
opsonization for pneumococcus type II-L was found ih 8. Six o2
these had various infections.Pre and post splenectomy immunoglot
bulins determined in 11 cases showed low IgA and IgM levels in
8 and 9 patients respectively.Our study also confirms the high
incidence of infectlon regardless of the cause for splenactory
since 33.3% of the patients in traumatic and 52.6% of the pa-
tients in non~traumatic group had infection.
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GRANULOPOIESIS IN THZ HUMAN EMBRYONIC LIVER: DSTECTION OF GRANULOCTTIC
PROCENITOR CELLS BT IN VITRO METHODS
Y. Barak, Y. Karov, M. Lancet and S. Levin, Department of Pediatric
Research and Obstetrics amd Gynecology, Kaplan Hospital, Rehovot, Israsle.

Since hematopoiesis in the human embryonic liver is almost exclusively ery-
thropoietic, without any appreciable evidence for gramilopoiesis, it was at-—
tempted to demonsirate gramulocytic progenitor cells in this orgam, by virtue
of their capacity to form in vitro gramlocytic-Monocytic colonies in soft
agar cultures. 31 buman embryos were obtained by interruptions of pregnancies
at 6-12 weeks of gestatiom. Liver cell D ions were d in soft agar
over feeder layers composed of normal kumaa leukocytes, Colonies were counted|
end examined by morphologic, cytochemical amd electron microscopic methods
following 7 days of incubation.A clonning yield of 60 & 28 colonies/2x105
cells seeded was obtained in the stimulated, and none in the non-stimlated
cultures, comparable to the findings in cultures of adult humaa marrows. No
significant variations in the growth rates of the colonies at diffcrent ges—
tational ages were observed, A layer of mononuclear cells was obtained by
fractionation of the liver cell suspension over Ficoll-hypaque gradient,which
yielded a 5 to 10 fold increment in the cloaning efficiency. While only scar—
ce gramulocytic and monocytic elemeats were detected in the liver cell sus—
peasion prior to culture, the colonies obtained were almost exclusively gra-
nulocytic with normal maturation as was evident by cytochemical and electrom
microscopic parameters. These studies have shown that human embryonic liver
at 6-12 weeks of gestation contains an abundancy of granulocytic progenitor
cells comparable to adult marrow in their quantity, density, dependence oa
colony stimlating factor and capacity to differentiate into their mature
progeny. The possible potentiality of human embryonic liver for huaan hema~
topoietic cell transplantation is suggested by these results.

REDUCED CELLULAR IMMUNITY WITH NORMAL IiMUNOGLOBULINS
AND A DEFECTIVE ANTIBODY PRODUCTION IN THINS

A.1.Berkel, ¥.Ersoy, K.Tinazteoe, (.Sanal and O,Yegin

Hacettepe University,Institute of Child Health,Ankara,Turkey

The primary immunodeficiency diseases represent themselves
with a broad spectrum but sometimes reaching a diagnosis is
difficult because of mild symptoams and normal tests.An example
of this was a set of twins in wham various immunological tests
(blastic transformation with PEi,skin tests,serum immunoglobu-~
lins,etc) were within normal lizits.They had recurrent respira-
tory infections and gastroenteritis necessitating 9 hospitali-
zations over a period of 17 months.Their 1l siblings cdied befod
re 9 months of age with a history of similar infections.The aud
topsy showed a thymic dysplasia and depletion of the lympho-
cytes in thymus dependent areas and the presence of plasma cellg
in the peripheral lymphoid organs of one twin who died of sep-
8is.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 node.Eis red cell ADA and nucleotide
phosphorylase levels,iA,EAC rosettes,surface immunoglobulins
were within normal range.lis antibody response to KLH and diphd
teria-tetanus toxoids was poor.Fis primary and secondary anti-
body responses were both decreased to bacteriophage @X,174 al-
though he cleared the antigen within 6 days and had a memory
amplification.rifty three per cent of the antibody was of the
IgG class.Thymosin(in vitro) caused a significant increass
(48% of the initial value) in E rosettes.this was not observed
in the healthy controls.
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