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Abstract Congenital Factor VIl Deficiency: A Case Report
Niwat Deelai M.D. *
* Department of Pediatric, Trat Hospital, Trat Province, Thailand
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Congenital factor VIl deficiency is a rare bleeding disorder. Bleeding attributable to factor
VIl deficiency is manifest mainly as epistaxis, easybruising, intra or periarticular hemorrhage,
gastrointestinal bleeding. Intracranial hemorrhages is a frequent cause of death. Factor VIl is a
substance active in the second phase of blood coagulation which is concerned with the conversion
of prothrombin to thrombin. Thrombin is the enzyme essential for formation of fibrin from fibrinogen
and factor VIl is a vitamin K - dependent factor, but vitamin k administration is of no therapeutic
benefit in the treatment of hereditary deficiencies.

Homeostasis screening test in factor VIl deficiency reveal a normal PTT and normal
thrombin time with a prolonged PT. Specific factor assays for factor VIl confirm this diagnosis

A thai female newborn, 23 days - of age came to see doctor with convulsion marked anemia
and coagulation disorder at Trat hospital. Ultrasound brain show intracerebellar hemorrhages and
hydrocephalus. Specific factor assays confirm congenital factor VIl deficiency.
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1. Bacterial meningitis

2. Acquired prothrombin complex deficiency
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3. Factor VIl deficiency with intracranial
hemorrhag
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Factor assay : Factor VIl clotting activity
(FVIl: C) =

Capillary blood gas : } 'Metiunizlanay
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L03a9temela Fio, 0.8 pH 7.38, Pa02 150 UNRLNAT
Usen, PaCO, 37 {indiuas Uson, HCO, 20
fisflua/das, O sat 100 %.
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CXR gﬂmwﬁ 1. (DSC00910)Patchy opacity
in Rt lung. Normal heart size Tip of ET - tube at
upper T3 level. DDx. Pneumonia, pulmonary
hemorrhage

Sputum culture - JuLd e Klebsiella

pneumoniae

Ultrasound brain Marked dilatation of
lateral and third ventricles are seen.There is a round
lesion with mixed hyper-hypo echogenicity at
cerebellum,

2.4 cm, likely to be cerebellar

haemorrhage. No evidence of intraventricular
haemorrhage or subdural collection is noted
Impression  Suggestion cerebellar
hemorrhage causing fourth ventricular obstruction
and hydrocephalus
msnanelsa - Congenital Factor VIl
Deficiency with complication cerebellar hemorrhage
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