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Congenital factor VII deficiency is a rare autosomal-recessive bleeding disorder. Clinical manifestations vary widely from asymptomatic 
subjects to life-theatening hemorrhages. Treatment options include fresh frozen plasma, prothrombin complex concentrates or plasma-derived 
FVII concentrates. We, hereby, present a case of 9 day old male neonate, admitted with multifocal seizures, lethargy, refusal to feed, and signs 
of raised intracranial tension. His prothrombin time was prolonged and CT head showed acute subdural hematoma with subarachnoid 
hemorrhage. His clotting factor assays, done in view of spontaneous intracranial hemorrhage, showed factor VII deficiency.  
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Introduction 
 

Factor VII is one of the vitamin K–dependent coagulation 
factors synthesized in the liver. It is present in plasma in low 
concentrations (0.5 mcg/ml) and has a short circulating half-
life of 3-4 hours. Inherited factor VII deficiency is a rare 
autosomal recessive disorder with estimated incidence of 
1/500,000 among the general population.[1] Affected pateints 
may remain asymtomatic for a long time or may present 
with bleeding manifestations. Intracranial bleeding is 
comparatively more common in factor VII deficiency than 
with other coagulation defects and they usaully occur in first 
six months of life. Very few cases with cangenital factor VII 
deficiency and intracranial hemorrhage have been reported. 
Therfore, we report such a rare case who presented with 
intracranial hemorrhage. 
 

Case Report 

 
A term male neonate, born to 2nd degree consanguineously 
married couple through caesarean section, with uneventful 
immediate postnatal life. His birth weight was 2.6 kgs. Baby 
presented to us on day 9 of life with multifocal seizures, 
vomiting and refusal to feed along with inconsolable cry. 
Clinical examination revealed signs of raised intracranial 
tension (lethargy, bulging anterior fontanel, generalized 
hypotonia, exaggerated DTRs, absent Moro's and sucking 
reflexes). His septic workup including blood and CSF 
culture was negative. Other investigations showed 
hyponatremia with normal glucose and calcium levels and 
adequate platelet counts. Coagulation profile showed 

prolonged prothrombin time (PT) with normal activated 
partial thromboplastin time (aPTT). Liver function tests and 
d-dimer assays were normal. CT Brain showed acute 
subdural hematoma in occipital region with subarachnoid 
hemorrhage along with infarct involving posterior cerebral 
artery territory. Magnetic resonance arteriogram (MRV) and 
MR Venogram (MRV) done to rule out the arterio-venous 
malformations and thrombosis showed same findings as on 
CT scan. Supportive management was started along with 
vitamin K1 injections, FFP Transfusions and 
anticonvulsants. Although, baby had neurological 
improvement after 3 days; prothrombin time remained 
prolonged inspite of FFP transfusions. Therefore, primary 
coagulation disorder (clotting factor VII deficiency) was 
suspected in view of prolonged prothrombin time and 
spontaneous intracranial hemorrhage. Baby was discharged 
on day 26 of life with the plan of follow up to confirm the 
diagnosis. But the baby again brought on day 28 of life, 
within 48 hours of discontinuation of FFP with inconsolable 
cry and seizures. His PT was still prolonged (3 min) with 
normal aPTT. Mixing studies showed prolonged PT which 
could be corrected by control plasma and aged serum. 
Repeat CT brain showed new subdural hematoma in frontal 
region along with sulcal hemorrhage, ischemic changes in 
PCA territory. Lateron, the dignosis of coagulation disorder 
was confirmed by factor assays done after 72 hours of FFP 
discontinuation at 2 months of age, which revealed very low 
factor VII level (<0.01%) along with normal Factor VIII and 
IX assays. Baby was managed aggressively with 6 hrly FFP 
transfusions alongwith other supportive measures for one 
week. FFP transfusions were gradually weaned down to 
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