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EMICIZUMAB V LECBE ZISKANE HEMOFILIE A — NASE PRVNI ZKUSENOST

Emicizumab v lécbeé ziskané hemofilie A -

nase prvni zkusenost

Eva Drbohlavova
Oddéleni klinické hematologie, Krajska nemocnice Liberec

Ziskana hemofilie A (AHA) je vzacné krvéacivé onemocnéni vyskytujici se predevsim ve
vyssim véku. Je zplisobena piitomnosti autoprotilatek proti koagula¢nimu faktoru VIII
(FVIII). MGze byt asociovana s autoimunitnim onemocnénim, malignitou ¢i po porodu
nebo vznika idiopaticky. Dllezitd je v€asna diagndza a 1é¢ba, ktera spocivd v 1é¢bé krva-
ceni aimunosupresivni [é¢bé k navozeni remise onemocnéni Cili k eradikaci inhibitoru.
Zminujeme pfipad pacientky s revmatoidni artritidou s krvacivymi projevy z gastro-
intestinalniho traktu (GIT), koznimi sufuzemi a protrahovanym krvacenim po extrakci
zubu. U pacientky byla diagnostikovana AHA a bylo nutné zahdjit Ié¢bu rekombinant-
nim aktivovanym faktorem VII (rFVIla). Vstupné zjistén vysoky inhibitor, ktery po 1é¢bé
kombinované imunosuprese (kortikoidy, cyklofosfamid, rituximab) klesal velice pomalu.
Pro nové zjisténé krvaceni do musculus psoas byla navysena substituce rFVlla a byl
indikovan emicizumab, k prevenci dalsiho krvaceni u pacientky s pfetrvavajicim inhi-
bitorem. Diky jeho s.c. aplikaci mohla byt pacientka propusténa do ambulantni péce.

Kli¢ova slova: ziskana hemofilie A, bypassové pripravky, imunosuprese, emicizumab.

Emicizumab in treating acquired haemophilia A: our initial experience

Acquired haemophilia A (AHA) is a rare bleeding disorder occurring particularly in the
elderly. It is caused by the presence of autoantibodies against coagulation factor VIlI
(FVIIN). It may be associated with an autoimmune disease, malignancy, occur after birth,
or arise idiopathically. Early diagnosis and treatment are important, which involves
treatment of bleeding and immunosuppressive therapy to induce disease remission
or eradicate the inhibitor.

We report a case of a female patient with rheumatoid arthritis with bleeding manifes-
tations from the gastrointestinal tract (GIT), skin suffusions, and prolonged bleeding
after tooth extraction. The patient was diagnosed with AHA and had to be started on
treatment with recombinant activated factor VII (rfFVIla). Initially, a high inhibitor level was
found that decreased very slowly after treatment with combined immunosuppression
(corticoids, cyclophosphamide, rituximab). Due to newly detected bleeding into the
psoas muscle, rFVlla replacement therapy was increased and emicizumab was indicated
to prevent further bleeding in the patient with persistent inhibitor. Thanks to the sub-
cutaneous route of administration, the patient could be discharged to outpatient care.
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Uvod do problematiky
Ziskana hemofilie A (AHA - acquired

pajiciho povédomi o tomto onemocnéni
na cca 6 pfipadl na jeden milion obyvatel
haemophilia A) je vzacné krvacivé onemoc-  za rok. Onemocnéni postihuje muze i Zeny
néni s incidenci 1,4 ptipadd na jeden mili- a muze se vyskytnout v kterémkoliv véku.
on obyvatel za rok dle dat z roku 2007, nyni  Charakteristické je ale postizeni vyssiho véku

incidence stoupa nejspise z dlvodu stou-  nad 70 let ¢i v souvislosti s graviditou typicky
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