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A Case of Intravascular papillary endothelial hyperplasia Resection
in a Patient with Congenital Factor VII Deficiency
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Congenital factor VII deficiency is one of the rare congenital coagulation inherited in an autosomal
recessive manner, with an incidence of about 1 in every 500,000. The disease is characterized by extrinsic
coagulation abnormalities, while intrinsic coagulation are normal. Therefore, laboratory findings show
prolonged prothrombin time and decrease activation of coagulation factor VII, while partial thromboplastin
time 1s normal.

As for clinical findings, few cases show severe bleeding tendency like hemophilia, and some cases seem
to be mild or asymptomatic. However, the bleeding is relatively heavy during invasive treatment, and it is
said that adequate preparation is necessary beforehand.

In addition, while bleeding may occur in congenital factor VII deficiency, thrombosis may also occur.
we present a case of intravascular papillary endothelial hyperplasia in a patient with congenital factor VII
deficiency.

The patient was a 33 years old man who referred to our hospital because of having a lump on his
tongue. Congenital factor VII deficiency diagnosed preoperative investigation for surgery under general anes-
thesia. The serum level of factor VII was 28%. No recombinant factor VII was prepared, and tranexamic
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acid was administrated at a dose of 1 g/day for 2 days after surgery. No abnormal intraoperative bleeding

was observed.
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WBC 9800 /uL TR 7.4 g/dL Cl 105 mEa/L
RBC 535x10%/uL  Alb 4.6 g/dL P 14.9 sec
Hb 16.0 g/dL LDH 267 IU/L INR 1.22

Ht 46% BUN 20.8 mg/dL APTT 32 sec

Plt 33.0x10*/uL CRE 0.93 mg/dL GLU 96 mg/dL
AST 20 U/L CRP 0.05 mg/dL

ALT 24 U/L Na 141 mEa/L

T-Bil 0.5 mg/dL K 4.0 mEq/L
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