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Autoli popisuji pfipad ortotopické transplantace jater pro cirhézu v dlsledku chronické virové hepatitidy C u pacienta
s tézkou hemofilii A. Predoperacni farmakokinetickd studie s rekombinantnim faktorem VIII (F VIII) potvrdila uspokojivé in
vivo recovery 2,1 %. Perioperacné byl podan bolus F VIl v davce 52 j/kg hmotnosti s dosazenim pozadované aktivity F VIII
nad 100,0 %. Celkem bylo periopera¢né podano 30000 j rekombinantniho F VIII, 3 trombocytarni koncentraty, 2 erytro-
cytarni koncentraty, 5 transfuznich jednotek (TU) protivirové osetfené plazmy, jedna TU cerstvé zmraZzené plazmy a 3500
j antitrombinu. Perioperacné ani pooperacné nebyly zaznamenany krvacivé komplikace, substituce F VIl byla ukoncena
3. pooperacni den. Pacient byl propustén do doméaciho o3etfovéani 20. den po transplantaci.
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Liver transplantation as potential curative method in severe hemophilia A:
case report and literature review

The authors present clinical case of orthotopic liver transplantation for cirhosis due to chronic viral hepatitis C in a subject
with severe hemophilia A. Preoperatively performed pharmacokinetic study with recombinant F VIl confirmed satisfactory
in vivo recovery of 2.1 %. A bolus application of 52 units F VIll/kg body weight with target F VIII activity over 100.0 % was
administred shortly before the transplantation started. Totally, 30 000 units of recombinant F VIII, 3 thrombocyte concen-
trates, 2 erythrocyte concentrates, 5 units of virally inactivated plasma, 1 unit of fresh frozen plasma and 3 500 antithrombin
units were used. There were no perioperative or postoperative bleeding complications, F VIII substitution was stopped on
postoperative day 3. The patient was discharged on twentieth postoperative day.
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I'Jvod Incidence hemofilie A se pohybuje kolem 1 pifpadu na 5000 narozenych

Hemofilie je jedno z nejlépe prozkoumanych vrozenych onemocnéni chlapcd, incidence hemofilie B je vyrazné vzacnéjsi (1 pifpad na 30000
hemostézy. Podstatou hemofilie A je nedostatek koagula¢niho faktoru VIl narozenych chlapcC). Geny kddujici syntézu jak F VIII, tak F IX jsou umistény
(F VIIl), zatimco u hemofilie B je nedostatek koagula¢niho faktoru IX (F IX).  na chromozomu X, a proto se onemocnéni projevuje témér vyhradné
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