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KPATAK CALIP?KA)J

YBop CreyeHa xemodunuja A je peTko ayToMmyHo obosbetbe y3pokoBaHO ayToaHTutennma Ha daktop VIl (FVIII). Ona ce kog,
ocoba 6e3 NpeTxofHKX MojaBa KpBapetba OUNTYje TELIKMM XeMOPArujckum cnHapomom. CreyeHa xemodunuja A je, Takohe,
peTka Komnnaukauuja TpygHohe. MaHudecTyje ce BarvHanHUM KpBapereM v KpBaperbem Nocsie Lapckor pesa. Jleuerbe of
oBe 6onecTu nogpasymeBa 3aycTaB/barbe KpBapera v epaankaLmnjy MHXnbutopa.

Mpukas 6onecHnka lNpukasaHa je 6onecHULa ca cteyeHOM xeModunnjom A, [njarHOCTUKOBaHOM Nocie 0buaHor nocTnap-
TaNHOr BarvHanHor KpBapetba (MHuumjanHor Hueoa FVIII 2% v TnTpa unxmnbuTopa Ha FVIII 16 BJ). KoHBEeHUMOHanHa cyncTuTy-
LMoHa Tepanuja TpaHchy3njama nnasme, KpronpeumnuTaTa v epUTPOLINTa, Kao HY IOKaHe XMPYPLLIKE Mepe (KupeTaxa, Tam-
roHafa yTepyca v BarvHe, y3 niacvMparbe XeMOCTaTCKIX LaBOBa Ha 3ajjtby YCHY rpnnha maTepuuie), HUCY AoBene [0 3ayCTa-
B/batba KpBapera. KpBaperbe je ycnelwHo 3aycTaB/beHo NprMeHoM pekombuHaHTHor daktopa Vila (rVila), pok je epaguka-
Lyja nHxMbuTopa BpLUeHa NPUMEHOM KOpPTUKOCTepouaa (MpefHn3oH). Tutap MHXMbutopa ce y TOKy npBe Tpu Hefesbe neve-
Hba CMakb o 3a Bulle og 50%.

3akmyuak VckycTBa y neuery cteyeHa xemodunuje Ay TpyaHohU 1 nocTRapTanHOM NePUOAY yTeMeSbeHa Cy Ha Jleuetby Ma-
X cepmja bonecHuua nnmn nojeanHayHMX cnyyajesa. Y MHcTuTyTy 3a xematonorujy Knunuukor ueHTpa Cpbuje gocag je au-
jarHocTKoBaHO 1 neyeHo ocam 6onecHUKa ca cTeyeHoM XxeModUIMjom. Ha OCHOBY Haller NCKYCTBa M HaBOAA U3 iuTepaType
MOXe Ce 3aK/byuuTn Aa Ce, YKONMKO ce 6p30 yCnocTaBm fujarHo3a 1 afieKBaTHO NprMetbyjy Tepanuje rFVlla v umyHocynpecu-
BMMA, MOXe jaTh MOBOJbHa MPOrHO3a Ncxofa cTeyeHe xemodunuje y noctTnapTaaHoOM neprogy.

KmbyuHe peun: cteueHa xemodunuja A; nocTnapTanHy NepUos; akTuBpaHu pekoMbrHaHTHY daktop VIl (rFVIla); umyHocy-
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npecrBHa Tepanuja

YBO[I

Crevena xemodunja A je peTKo ayTOUMYHO 060/berbe
Y3pOKOBaHO ayToaHTUTenMMa Ha daxrop VIII (FVIII).
Bomect ce opnmKyje TeMKUM XeMOParujCKUM CUHAPO-
MOM KOJ; 0c06a 6€e3 IPeTXOIHNX [10jaBa KpBapera 11 BU-
cokuM MopTamreToM 8-22% [1]. Y mpexo 50% ciyu4aje-
Ba 60JIeCT je MAMOIATCKA, My MOXKe OUTH YApyXKeHa ca
ApyruM ayTouMmyHuM 6onectuma (17-18%), comumuum
TyMOpuMa, muMonponudepaTnBHuM 60/IeCTIMA, KO-
JKHUM 000/beIbIMa, IIPUMEHOM JIeKOBa (IIeHNLMIMHOM
U HTepPEPOHOM), MHPEKIMjaMa I XPOHITHOM PeaKIn-
joM KaneM-nporyuB-gaBaona (GvHD) [1]. Jocagammsyum
uckycTBoM obyxBaheHo je ederse Mamux cepuja 6ote-
CHUIIA MU TIOjeJMHAYHM C/TydajeBy XeModunuje A cTe-
JeHe y TpyAHONM M IOCTIIAPTATHOM HEPUOLY, KOjI MO-
JKe TpajaTy 1 rOfVHy #aHa 1o mopobajy [1]. Vuxnbu-
TOp ce Hajuenthe pasBuja mocte mopobaja y kojem mona-
31 IO BarMHATHOT KpBapema IV KpBapema Ioc/e 1ap-
cKor pesa [1].

Jlederse oy oBe 6omecTu IOApasyMeBa 3ayCTaB/balbe
KpBapema U epapukanujy naxubnropa [1-3]. Koxrpo-
7la KpBapema OCTBapyje ce MPUMEHOM JTOKaTHMX Mepa
u tako3Bauux FVII bypassing nekoBa: akTUBMPaHOT pe-
kombunautHor ¢akropa VII (rVIIa) win aHTunHXNOU-
topckor Komitekca ¢axropa VIII (Factor Eight Inhibi-
tor Bypassing Activity - FEIBA). IIpuMena je3MoIpecrHa
HPeNopywWhIBa je Ha 60/eCHNIMMA Ca KOHLIEHTPALIMjoM
FVIII sehom op 3% [1,2]. Epagukannja maxubmuropa Mo-
pa 3aIoveTy OfiMax 10 YCIIOCTaB/bakby AMjarHo3e, IpuMe-
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HOM KOPTMKOCTepOuia WIV pUTyKcuMaba y IIpBoj Tepa-
II1jCKOj MMHUjM. AKO Ce IIPBOM TepPaIINjCKOM JTIMHIjOM He
IIOCTHUTHE >Ke/beHN epeKart, Tpeba pasMOTPUTH IIPUMEHY
IPYTYX UMYHOCYIIpecyBa: IUTOTOKCUYHUX JIeKoBa (Lu-
knodochamnzia, a3aTHONPUHA, KOMOMHOBaHe Teparin-
je), MHTPaBEHCKUX MMYHOIIOOY/INHA, INK/IOCIOpUHA A
u nmyHoaxcopnuuje. Bynyhu na Hactanak 1 KpuTudHOCT
KpBapema HICY Y 3aBUCHOCTH Off TUTPA MHXUONTOPA, Te-
paliuja ce MOpa HaCTaBUTH O BEroBe MOTITyHE epajyKa-
nuje [2]. [TojaBa peunpusa je moryha, amu perxa [1].

ITPMKA3 BOJIECHUKA

Bornecuuua crapa 21 roguty nopobeHa je 6e3 kommn-
KallMja BarMHAJIHUM ITy TeM U PojiuiIa je 37ipaBo fiete. Ce-
IaM jaHa 1o nopobajy HacTymWIo je 0OMIHO BarmHail-
HO KpBapeme. l'maexomomkum Ipernenom 1 yarpasBy-
koM yrBpbena cy mocrojama Beher koaryyma y BarnHu
U IPOIIMPEHOT KaByMa yTepyca, Te je OpiIMHMpaHa MH-
CTpyMeHTa/nHa peBusja (ITaTOXMCTOIOIIKY ITperieyt eBa-
KYMCaHOT cafip>kaja: residua post graviditas), HaKOH dera je
0oJIecHNIIA OTITYIITEHA C /lederba. [IBajieceT 4eTupu caTa
IIOCTIe MHTEPBEHIMje Pa3BIO Ceé XeMOParujCKy oK ca 40
g/l xemorno61Ha, 360T Yera je OHa XMTHO XOCIIUTAIN30-
BaHa y TMHEKOJIOIIKOM OJle/bekby HaJlJIeYKHE PEeTMOHa/IHE
6onuuue. [IpBor fana xocmuranusanyje je, ca HAMepoOM
7la ce 3aycTaBM KpBapelbe, y Ba HaBpaTa BpIleHa Kupe-
Ta’ka, a II0TOM U TaMIIOHA/[a yTepyca U BariHe, y3 Ij1acu-
pambe XeMOCTAaTCKIX ITaBOBa Ha 3aAiby yCHY rpm/[ha Ma-
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tepute. 360r pa3Boja KIMHNYKe U paguorpadcke camke
aKyTHOT pecIMpaToOpHOT micTpec cuanpoma (ARDS) ca
caTypaLjoM KuceoHnka ofi 49%, 6omecHnIa je mogBpr-
HyTa BelITa4KO0j BeHTynauuju. Ha npujemy cy npum ucnm-
TUBaIby XeMOCTA3€ YCTAaHOBJ/bEHI: IPOAYIKEHO IIPOTPOM-
6uHcko Bpeme (15,6 s) m aPTT (64 s), cHvoken HuBo FVIII
(9%) u FVII (38%), oK cy KOoHIeHTpanuje GubpuHoreHa,
FIIu FV 6une y pedepentayM rpanniama. borecHuma je
OJIMaX II0 IpMjeMy Ha I'MHEKOJIOIIKO Ofie/berbe IIPIMIIA
1700 ml pemmasmarncane KpBu, 660 ml cBe>xe 3aMp3Hy-
te masme (C3II) u 160 ml xpuonpenumnurara. Kpsape-
b€ j€ TPajasio, BPefHOCT XeMOITIOOMHA KOPUTOBAaHA je Ha
97 g/l m aPTT je yBehan Ha 82,2 s. YerBpToOr faHa U3Bp-
LIEHA je JeTaMIIoHana yTepyca. lllecTor jana racHe aHa-
nuse 6urte ¢y y rpanniy Hopmansor. Ha perarenorpamy
wiyha 6omecuurie 3amaxkena je perpecuja wryhHux mpo-
MeHa, Te je MeXaHNYKa BeHTWIanyja obycrasmbeHa. 360r
OOVTHOT BarvHaTHOT KPBAaperha HACTAB/bEHA je MHTEH-
3MBHA TpaHCQy3nOHa MoTHopa. Tokom ImecTogHeBHOT
Jlederba y PernoHaTHOM LIeHTPY OOJIECHUIIA je IpUMMIa
ykymHo 3180 ml permasmarucane kpsu, 3480 ml C3I1 u
1040 ml xpuomnpenunnrara. TOKOM GOTHIYKOT Tederha
YOYEHO je OCTENeHO CMatbetbe KonuenTpanyje FVIII Ha
0,83%, kao u maj, konuentpanuje FXI na 39%, moxk cy ce
KoHueHTpanuje FIX n FXT onpikaBane Ha [Ob0j TPaHu-
uu (FIX 66%, FXI 6%).

Jleueme 6oecHuIie je, 360r MaHM(pECTHOT XeMOParyj-
CKOT CMHIIpOMa, HaCTaB/b€HO Ha MHCTI/ITYTY 3a XeMarTo-
norujy KLJC. Ha npujemy y Ty ycTaHOBY OHa je y aHaM-
He3! HaBe/la peTKe, KpaTKOTpajHe IyOuTKe CBeCTH, KO-
ju HUCY 6UTN TIpeIMeT feTa/bHMjer NCIuTuBama. Hern-
pana je paHuje IOCTOjarbe XeMOPArujCKOr CMHJPOMa 1
y3UMatbe JIeKoBa. buia je 6ena v MMasa je OCKygHa Ba-
IMHa/IHA KpBapema. KpBHaA C/IMKa Ha Ipujemy, u3paxe-
Ha BpeHOCHUM mapamerpuma: Hb 89 g/, Het 0,24, MCV
84, Le 8,9%x10%/1, Tr 286x10°/1. TecToBM XeMOCTa3e I1OKa-
sanu cy crnenehe Bpeguocti: ¢pubpunoren 6,03 g/l, PV
112%, aPTT 73,7 s, D-numep 288 ug/l, KCT 163 5, LA1 43
s, FVIII 2%, FIX 72%, FXI 48%, FXII 50%, vHXuOUTOP Ha
FVIII 16 B]. buoxemMmjckuM aHanmnsamMa yCTaHOBJbEHE CY
6mara xunonporenHemuja (mporennn 51 g/l), xunoanoy-
muHemuja (29 g/l), xunounarpemuja (132 mmol/l), fox cy
CBIL OCTA/IN [TApaMeTpu OMIn y pedepeHTHNM IpaHuIa-
Ma. AHTHHYK/IeapHa aHTuTena Hucy Hahena. ['mHexoso-
IIKY [IperyIef je TOTBPAMO IPKCYCTBO Behe KommuanHe Ko-
ary/yMa y BarMHU, IIPOJIa3He 32 [iBa IOIIpeYHa IPCTa U
HopMmarHe ny6uHe. ['pinh 6auBact, mpoasaH 3a ABa IIp-
cTa. Y CTOM CeTMeHTy Imanmnypana je Beha KomrdanHa Ko-
arynayMma, Koja je y TOKy Iperjiefia €BaKyucaHa JIUTUTal-
HOM KIPETaKOM ex utero. YTepyc BenunHe MyIIKe I1e-
cHule. [MHEKONOMKNM TIPErTIeloM YITPasByKOM yCTa-
HOBJbEH je NHAN(EPEHTHI TI0I0XKa]j yTepyca Ay>KuHe 78
M, aHTepUOPHOIIOCTEPMOPHOT ITPEYHMKA 56 mih, TpaH-
CBEp3aIHOT IIPeYHMKa 75 mm, IpaBWIHOT O0/IMKa 1 HOpP-
MmasHe rpahe. Marepudna mrymsisa 6ma je mpoumpena
3a IOCTHAPTAIHN Iepuoj, npomepa 31x10 mm, a HemTo
Behe 1MeH3uje MaTepuYHe WIYIJbUHE YCIOB/bEHE OKPY-
I7I0M, jaCHO OTPaHMYEHOM XUIIEPEXOr€HOM CTPYKTypOM

8X9 mm y ICTMUYIHOM JIeNy YTepyca, Ha IpefbeM Iy
Mareputie. AfHeKCr Cy Ommy y rpaHnIjaMa HOPMAajIHOT.
Y JarmacoBoM mpocTopy 6mia je mpucyTHa c1obogHa
TEYHOCT, 3allpeMuHe ofrosapahe mmjamerpy 16x33x16
mm. JvjarHocTndKy ce fudepeHIijaTHO CyMbalo Ha
MIOM WIN Ha OPTaHM30BaHO NEeTPUTYCHO TKMBO. Baru-
Ha/IHY 6puceBy 611 Cy CTepUIHI. [ MHEKO/IOMKY KOH-
3wnjyM 610 je MUIIbeba fa HeMa MHAVKALIMja 38 XIUT-
HO XMPYPIIKO JIederbe.

[Tomro je - yremerbeHa Ha aPT T mpopy>xeHoM Ha 73,7
s, CHYDKeHOj koHuenTpauuju FVIII (8%) n npucycTBy UH-
xuburopa va FVIII (16 B]) - mocras/beHa f1jarHosa cre-
yeHe xeModunje A, ogMax 110 XOCINUTaIM3aLUj} 3aI0-
yeTa je nmpumeHa rFVIla y uaTpaBeHckoj nosu o 90 pug/
kg na gBa cata. KpBapembe je 3aycrasbeHo ca gBe fose rF-
Vlla oy, 1o 4,8 mg rFVIla. [ipyror fana 60 THIYKOT Tede-
ba HaCTYNIM/IA je HOBA eMM30/la BaTMHATHOT KPBapemba,
KOja je M3MCKUBaa npuMeny nexa. IIpse rpu gose rFVI-
Ia naBaHe cy Ha [1Ba caTa, ja 61 IIOTOM MHTEPBaJI IaBarba
6110 IIPOAY>KEH Ha TPU O YeTUPU CaTa. 3a 3ayCTaB/batbe
OBe eI30/e KpBapema yoTpeO/beHo je fleceT f03a jIe-
Ka. Barmnanno KpBaperma y IIOTIYHOCTH je IIpecTano 52
cara 1o uHnuMjantoj npumenn rFVIla. [lato je yKynmHO
12 nosa op o 4,8 mg rFVIla. JeqHOKPATHO je MpuMembe-
Ha 1 1osa gesmonpecnHa off 20 ug, Kojom je auso FVIII
ca 7% nosehan Ha 16%. (TecToBu XxemocTase Impe mpuma-
wa DDAVP noxasanu cy ciefehe BpefHOCTY TapaMeTa-
pa: PTT 58,5 s,vWF 84%, FVIII 7%, BpeMe muse eyrno0y-
JIVHA Ty>Ke Off fBa yaca. TpugeceT MUHYTA 110 IPYMEHN
DDAVP tectoBuMa cy 3a0e/Ie)XeHe JpyTradnje BpefHO-
ctu: PTT 42 s, vWF 112%, FVIII 16%, Bpeme nuse eyrio-
Oymuna 1 gac). VIcToBpeMeHO je, y CKIafly ca IIPOTOKO-
JIOM JIe4erba Off CTeIEeHNX XeMO(DIINja, 3aI109eTa MMYHO-
CyIpecuBHa Tepaluja IpegHusoHoM 1 mg/kg (2x20 mg
p.o. Ha faH). ITo mpemopyIy rMHEKOTONIKOT KOH3U/IV)Y-
Ma HaCTaBJ/bEHO je C IIPYMEHOM YTepPOTOHMKA (OKCUTO-
LJHa Y KOHTMHYMpPaHoj MHOY3uju, y gosu ox 30 1J/U) n
JlederbeM aHTUOMOTHUIIMA (MMUIIEHEMOM, MeTPOHI/A30-
JIOM, TeMKOIUIAHMHOM) ¥ aHTUMUKOTUKOM ((pIyKoHa30-
noM). CelaM IaHa IO 3ayCTaB/balby KpBapema 1 OKOH-
vawy npumene rFVIIa 60mecHua je mpeTpIiena ABa emmn-
nenrrmdka grand mal Hamaga. TecTtoBuMa xeMocTase Taga
cy 3abenexxene crepehe BpegaocTn: pubpnHoreH 1,98 g/l
PV'71%,PTT 73,4 s, D-numep 253 pug/l. CT enpokpanujy-
Ma IPHKa3ao je fudysHu effeM Mo3ra 6e3 3HAKOBa XeMO-
parmje. OpivHNpaHAa je aHTHELEMAaTO3HA TEPAINja MAaHN-
TOJIOM ) IeKCAMEeTa30HOM, Y3 MHTPABEHO3HO JlaBambe -
aseramMa, a IIOTOM je Y JIeuerbe yBefleHa aHTH eI TN -
Ha Tepanuja BaIIPONHCKOM KucennHoM (2X1 Tabmera).
Enexrpoennedanorpam (EET) n Hamasu kourponsor CT,
mobujeHn [Ba JaHa HAKOH TOra, Ouy cy HopManHu. 1o
KOHCYy/ITaljijaMa C HeypOJIOrOM HacTaB/beHa je Tepamnuja
Ba/IMIPOMHCKOM KVCETNHOM.

ToxoM MMyHOCyIIpecuBHE Tepamuje f0/1asn 10 I0-
creneror ckpahemwa aPTT, y3 nosehamwe KoHLIeHTpann-
je FVIII u cMameme Tutpa nuxuburopa va FVIII (nBaze-
CeT IIPBOT jaHa uMyHocynpecusHe tepanuje aPTT je 610
48 s, FVIII 9%, Ttpa maxuburopa ua FVIII 2,75 BJ).
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bonecnuiy je HemocpegHo Ipe OTIYCTA U3 IECHE Be-
He cy0OKIaBuje usBabeH IleHTpalHM BEHCKY KaTeTep, Y3
npeTxofHy npoduraktiiky npumeny rFVIIa y jeguo-
KpatHoj fo3u of 90 yg/kg (4,8 mg). VinTepBeHImja je mpo-
Texna 6e3 KoMIunmKayja. KoHTponHu pajgyorpam cp-
Ia u mryha fiBa caTa mocie MHTepBeHIHje je, Kao u 24
Jaca HaKOH e, 610 y rpaHuiiaMa HopmanHor. ITo or-
IyCTY je, HapeJiHe TPU Hefle/be 10 KOHTPOJIE, HACTaB/be-
Ha IPUMeHa KOPTUKOCTEPOUIHE TepPAIIMje TPEJHIU30HOM
0,5 mg/kg na gan.

IVICKYCUJA

VckycTBay nedemy o cTedeHe xeModunuje A y Tpyz-
HOMhM 1 mMOCTIIAPTATHOM IIePUOJY CTeYeHa CY Ca MABIIM
cepyjama 6OJIeCHNIA WM Ca IIOjeAMHAYHUM C/Ty4ajeBu-
Ma. Y xemodunuju ca Tutpom nuxuburopa sehum ox 5 BJ
HpI/IXBaheHI/I IIPpVMHONIIN JI€YE€HhA Ho;upasyMeBajy XUTHO
3aycTaB/bame KpBapemwa npuMenoM rFVIla nnn FEIBA,
Y3 UICTOBPEMEHO UMYHOCYIIPECUBHO JIederbe (Hajuemrhe
KopTuKocTepouguma) [1,2].

Axrusupanu pexombunantuu ¢axrop VII (rFVIla)
TOKOM JIe4erba 00/IeCHNKa ca MHXMOUTOPOM He JOBOAU
o mopacTa turpa naxuburopa. OH y papMaKoIOMIKIM
fl03aMa M3a3uBa AMPeKTHy akTusanujy dakropa X (FX)
Ha HOBPIINHN AKTUBNPAHNUX TPOMOOLNTA. AKTUBUPAHN
FX n3paBHO mpeTBapa IPOTPOMONH Y TPOMONH 1 YCIIO-
CTaB/ba CTBapame GprOpPMHCKOr Koaryryma us ¢pubpu-
HoreHa. RFVIla npuMemeH Kao IpBa TepanujcKa IMHN-
ja yCIIeNIHO 3ayCTaB/ba KpBapeme y IpeKo 95% ciryJaje-
Ba [3]. Hexxe/beHn edeKTu Koje OH CTBapa Cy — y Hajro-
peMm cry4ajy — mojaBe Tpom603a.

Kop 6omecHue ca credenom xemoduinjom (ca Hu-
BooM FVIII 2% u tutpom nuxnburopa ox 16 BJ) manu-
(ecToBaHOM OOMTHUM U IIPOSY’KEHNM BaTMHATHIM KP-
BapemeM y IOCTIIaPTaTHOM I1€PUOly KOHTPOJIa KpBape-
Iba OCTBapeHa je npuMeHoM rFVIla y uHTpaBeHCKOj Ji0-
3m o 90 pg/kg Ha Ba cata. KpBapeme je 3aycTaB/beHO 52
caTa HAKOH MHMIIMjaTHOT JJaBama IpUMeHoM 12 nosa ox
110 4,8 mg. VIcTOBpeMeHO, IOBPTHYTAa je U IBafleceTjel-
HOJJHEBHOj MIMYHOCYIIPECMBHO] TEPaIyjyl IPEJHIUCOHOM
y posu o 1 mg/kg p.o. Ha faH, YuMe je 3HAYAjHO CMAbeH
turap nuxuburopa FVIII, ca 16 B] va 2,75 BJ. [Tpumena
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KOPTHMKOCTepOMJia je, KaKo IIPOTOKOJI ¥ HaJlaXKe, HacTa-
BJbCHA U I10 OTIIYCTY.

Cenmor pana o npumenn rFVIIa 6onecunia je mpe-
TpIena ABa emwtentudka grand mal nanaga. Tume je 6u-
JTa HAMeTHYTa IAVJIeMa: i JIY Ce Pa3BIIO KpBapeme YN
mak TpoM603a? BpenHoct D-gumepa 61 je y peepenr-
HUM rpaHniama u Hanasu CT mpernena eHIOKpaHujyMa
(vEMIMjanEN 1 ocre 48 YacoBa) 6 Cy HOpMaJIHI, T€
je moryhHoOCT TpOM603e WM KpBapema 6mna UCKbyde-
Ha. Ha 0CHOBY HaKHaIHO JOOMjeHIX AaHAMHECTUYKIX [0~
TaTaKa casHajo ce fia je 60/1ecHNIIa BUIIIe TOAVHA YHA3a
MMaJIa CJIMYHe KpU3e CBeCTH, A/l U Ja je OHU HUCY IIOf-
CTaK/IM Jla Ce jaBU JIEKapy.

Y MnctutyTy 3a xemaronorujy KLC focan je amjarso-
CTMKOBAHO 11 JIEYEHO YKYIIHO 0CaM OO/IeCHMKa ca CTede-
HoM xeModunujom. Koz Tpoje mux 6omect je 6uma npn-
omnatcka (37,5%), yapy>keHa ¢ aCTMOM, MEJTAaHOMOM I He-
XOUYKMHCKIM TuM(OMOM KO jeHor 6omecHuka (12,5%),
a'y IOCTIIApTa/THOM IePHOY jaBUIIa Ce KOJ iBe 60/ecHN-
e (25%) [4, 5]. Ha ocHOBY Haller MCKyCTBa I HABOJA 113
JIUTepaType MOXKe Ce 3aK/bYUNTI [ia Ce, YKOIMKO ce Op-
30 YCIIOCTaBM JJMjarHO3a I aJIeKBaTHO ITPUMERY]y Tepa-
nuje rFVIla u MMyHOCYIpeCHBMMA, MOXKE TaTH II0OBOJb-
Ha IIPOrHO3a MCXOfja CTe4eHe XeMOIINje Y MOCTIIap-
TaJIHOM IIePHOLY.
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ACQUIRED HAEMOPHILIA A PRESENTING IN POSTPARTUM PERIOD - CASE REPORT

Mirjana MITROVIC-VASILJEVIC, Darko ANTIC, lvo ELEZOVIC, Jelena BILA, Milena TODOROVIC
Institute of Haematology, Clinical Centre of Serbia, Belgrade

INTRODUCTION Acquired haemophilia A is a rare autoim-
mune disorder caused by factor VIII (FVIII) inhibitors. Patients
may present with catastrophic bleeding, despite having no
prior history of bleeding disorders. Acquired haemophilia A
is a rare complication of pregnancy, typically appearing in
the postpartum period. The patients usually present with
bleeding related to vaginal delivery or Caesarean section.
Management includes control of haemorrhage and eradica-
tion of the FVIIl inhibitor.

CASE OUTLINE Acquired haemophilia A was diagnosed in
our patient after profuse vaginal bleeding related to vaginal
delivery (FVIIl level 2%; FVIllinhibitor titar 16 BJ). Red cell, fresh
frozen plasma and cryoprecipitate transfusions, as well as vag-
inal packing were ineffective. The administration of recombi-
nant activated factor VIl (rFVlla) (NovoSeven) proved effective
in stopping the bleeding. To facilitate eradication of the inhib-
itor prednisone (30 mg orally/d) was added. After 3 weeks of

treatment, the inhibitor FVIII titar was reduced to 50%.
CONCLUSION Acquired postpartum haemophilia must be
always considered in the differential diagnosis of postpartum
haemorrhage. According to our experience and reported lit-
erature (case reports and small series), initial haemodynamic
stabilization after rFVlla (NovoSeven) administration followed
by immunosuppressive therapy is highly successful. Thus,
most women presenting with acguired hemophilia A in the
portpartum period has favourable prognosis.

Key words: acquired haemophilia A; recombinant activated
factor VII (rFVIla); immunosuppressive therapy
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