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consider it a strong possibility, however. Although afibrinogenemia
is a fairly rare disease, in this family_*h~re were several interfa-
milial marriages, which may be the reason-that so many bleeders
were seen. We observed another patient with congenital afibrino-
genemia, a close relative of our patient, who died after severe bleed-
ing caused by a trauma.?® So far, these are the only reported cases
of congenital afibrinogenemia in Turkey.

Fibrinogen is normally distributed equally between interstitial
fluid and plasma. Gitlin and Borges have demonstrated a deficit
of tissue fibrinogen also, in this disease.?* Despite the lack of a fibrin
net, however, healing of wounds in these patients is not retarded.
Although bleeding time varies widely in this condition, it is usually
within normal limits as it was in our patient.”” ** The low sedimen-
tation rate in spite of a moderate degree of anemia must be a result

" of aflbrmogenemla

Factor XIII, fibrin stabilizing factor, has been determined in
at least two cases of congenital afibrinogenemia and was found to be
normal.*® Factor XIII activity, which could be determined after add-
ing fibrinogen (concentration of 150 mg %) or normal plasma, was
also normal in our patient.

Lewis and Ferguson ** found that by administering plasma trans-
fusions, the patient’s plasma fibrinogen level could be raised
promptly to the level at which clot-formation would occur and would
decline subsequently by one half in four days. The half-life of fib-
rinogen in vivo has been shown to be four to five days.'” 2 For
the control of bleeding in this condition, plasma, Cohn fraction I
and fibrinogen fractions have been used. Trauma and cuts are po-
tentlally more dangerous for these patients.

It has been suggested that the fibrinogen synthesis is not ab-
solutely absent in this disease. Since high fibrinogen levels have
been observed in some patients on corticosteroid treatment,?” we
gave corticosteroids and EACA, which has been used in the treat-
ment of acquired afibrinogenemia,” ** to decrease the normal fibri-
nolysis and in this way increase the fibrinogen concentration, with-

out any effect.

In 1953, Tagnon, et al, reported that by the administration of
estrogenic hormones, with the disappearance of fibrinolysis, the de-
ficiency of fibrinogen was corrected in a patient with cancer of the
prostate.® The opposite effect of testosterone is also known.” * Re-
cently, Brakman and Astrup, and Shaper, et al, have shown the effect
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of oral contraceptives, pregnancy and puerperium on the fibrinolytic
system and fibrinogen levels in the blood.*’ ** With their results in
mind, we used Lyndiol, a contraceptive drug, in treating this
pre-adolescent girl, and were able to increase the fibrinogen level
of her blood by 100 per cent within one month.

This is only a preliminary report on the effect of Lyndiol
treatment in congenital afibrinogenemia. More detailed studies are
being prepared.

Summary

The case of an eleven year old girl with congenital afibrino-
genemia is reported. There are several possible afibrinogenemic
individuals in this family. The fibrinogen levels of both parents
were very low. Our patient was given Lyndiol R (an oral contraceptive
drug) and her fibrinogen level was increased by more than 100 per
cent within one month. The literature about this condition is briefly
reviewed.
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