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KPATAK CAIP?KA)

Creyenu nHxvboutopu daktopa VIl (FVIII) cy ayToaHTwTeNa Koja MOTY 1M3a3BaTui peAak v o »MBOT onacaH nopemehaj xemocTa-
3e. MpucTynu nederby nofpasymeBajy NpUMeHyY VMyHOCYNPECUBHUX N1EKOBA, Kao LTO Cy LMKnodochamua, KOpTUKOCTEPOUAN, MNa-
3mMadepesa 1 MHTPaBEHCKU MMyHOTO0YNUHI. AyTopu NpuKasyjy 67-roaurser 6onecHnKa ca cteueHnm nHxmontopom FVIIn nco-
purjazom npaheHoM OrpOMHOM ¥ MO KMBOT OMACHOM XEMATYPUjOM Koju je Clabo pearosao Ha neyerbe KOPTUKOCTEPOUANMA U Lin-
knodochammaom. Nleyerbe LMKNOCMOPUMHOM A je JOBENO A0 OP30r 1 NOTMNYHOT OAroBOpa. M30cTaHak HexerbeHyx edekara v pena-
TMBHO 6P3 ONopaBak ykasyjy Ha TO Aa je UMKAOCNOpUH A noTeHUMjanaH nek npee n1Huje 3a bonecHnke ca CTeYeHnm MHXMonTopu-

ma FVIII.

KmbyuHe peun: cteyeHu nHxvbntop daktopa VI, ncopujasa; umknocnopuH A

YBOJI

Anturena na daxrop VIII (FVIII) kop 6omecHnKa
Koju HeMajy xemoduanjy A msasuBajy HeyoOudajeH,
ann o36mman nopemehaj xemocrase [1]. Yuecramoct
creyeHux anturena Ha FVIII je 0,2-1 Ha MUIMOH CTa-
HOBHMKA ropuiime [2]. Monocnenudunyna anturena
Ha FVIII Mory HacTaTu CIIOHTAHO U/ YAPY>KEHO ca
6pOjHIM ayTOMMYHCKVIM ¥ XPOHUIHNM MH(IaMaIo-
HuM obo/bemrMa. CredeHa XxeMouIuja ce jaBjba U KOJ
MaJIMTHNUX XeMOIIaTuja, COMMAHNX TyMopa [3, 4], npu
[pVMeHN M3BECHNUX MeJKaMeHaTa U KOJ IepPMaToo-
IKUX 000/bema Kao WITO Cy ncopujaza u Pemphigus
vulgaris [3]. KpBaB/beme omacHO IO KMBOT je Hajue-
mha u HajTe)xa KOMIUIMKallMja KOJ OBMX O0/IeCHKa, KO-
ja ce M3y3eTHO TEIIKO KOHTponuile. 360r ayTOMMYH-
cKe reHese [5], 607mecT ce M€y UMYHOMOAYIALMOHUM
JIEKOBMMA, Kao IITO CY UMHOCYIIpeCUBH, maasmade-
pesa 1 MHTpaBeHCKHU (i.v.) uMyHOrnmo6ymuuu [5-7]. ¥
OBOM pajjy je mpuKasaH O0JIECHNK Ca TeXXUM KPBaB/be-
eM U3a3BaHUM cTedeHUM nuxuburopom FVIII, Koju
je cmabo pearoBao Ha MPETXOLHO MPUMEHEHY UMYHO-
CYIPeCUBHY TepaIlljy, a yCIIEIIHO JIeYeH NK/TOCIOPH-
HOM A.

ITPMKA3 BOJIECHUKA

Bonecumk crap 67 roguna npumibeH je Ha Knnuuky
3a XeMaTOJ/IOTUjy U KIMHUYKY UMYHONor1ujy Knuamakor
neHTpa y Huiry s6or orpoMHe 11 IIpONOHTH paHe XeMary-
puje usasBaHe KankynosoM 6y6pera. bomecHnk ce mo-
cnenmbyx 20 TofyHa IeYno KOPTUKOCTEpPOUAMA Of, ITy-
CTY/I03He IICOpUjase ca JHEBHOM 030M off, 20 mg MeTHJI-
IIPeJHM30JI0HA, KOj! je IPMMEHIBAO0 NOCIebIX JeceT
roguHa. Ha mpujemy je akTMBMCaHO MapLMjaIHO TPOM-
6ommactrrcko Bpeme (aPTT) 6umo Behe on 120 s (pe-
depentre BpegHOCTH: 27,6-37,6 $), CA HOPMATHUM IIPO-
TpoMmbunckuM BpemenoM (PT) ox 100% (pedepenTHe
BpepgHcTH: 70-140%). AxTusHOCT FVIII je 6uma 0%, gox
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cy octanu ¢paKTopy Koarynanuje 6unm y pedepeHTHUM
rpanunama. Jlynyc autukoarymnasc (LAC) je oTKpuBeH
Ha CKPUHUHTY U KacHUje noTBphen LAC KaONMHCKUM
tectoM (IL-Laboratory). Kox 6onecuuxa cy yrephenn
nuxnburop FVIII 2,2 Bathesda jeguuuna (BU), npema
craHpappHoj Bathesda mpobu, u 671aro cHIDKeHe Bpef-
HocTy IgA op 0,528 g/1(0,9-4,5 g/l), mok cy KOHIIeHTpa-
uuje IgG n IgM 6une Hopmanue. CKPMHUHT-TECTOBY 32
aQHTMHYK/IeapHa aHTNTe/A U TUTPOBU Ha BUpYce Cy 6u-
nu HeratuBHU. Huje 6110 3SHAKOBa APYTUX ayTOMMYH-
CKMUX, XPOHVYHUX BUPYCHUX M/IM HEOIIACTUYHUX 00-
nectu. HajsHavajHuju Hamas je mpencTaB/bana MHPeEK-
IMja yPMHCKOT TpaKTa u3asaBaHa ¢ Enterococus faecalis
Y XpOHNYHA MHCYUMjeHIMja pasia OyOpera ca KIMpeH-
COM KpeaTMHUHa of 35 mmol/l.

AHTH6MOTCKA U KOPTUKOCTepoufHa Tepanuja (3 mg/
kg) je moBerna o orpaHndenor noseharwa Husoa FVIII Ha
4%. KpBaB/bembe OIIaCHO I10 )KMBOT Ce OfIp>KaBajio yIIp-
KOC JIeuery KOHLeHTpoBaHUM FVIII, cCBeKOM CMpP3HY-
TOoM masMoM u pekombunautHuM FVIII (Novoseven,
Novo Nordisk, Bagsvaerd, Denmark), xoju ¢y IpuMemsu-
BaHM Y KOMOMHAIUjI Ca Y4eTBOPOJHEBHOM TEPAIjOM
nuknodochammuom y nosu o 400 mg/m2 Ha maH. Xe-
MaTypuja je 1 jasbe O1Ia OrpoMHa, oK je Huso FVIIT
0CTa0 CHVKEH U IIOCTIe HeJle/by JaHa Off IPUMEHE IIUKJIO-
dochamupa. Crabunno nosehamwe akrusHocTU FVIII je
npuMeheHo Tex Mocie ceflaM JaHa off YK/byIMBatbha I~
KJIOCIIOpMHA A y Tepalnjy, IpUMembeHOT y fo3u of 200
mg Ha fjaH. ITocne 23 jaHa npuMeHe IMKIOCTIOpUHA A
nuxnburop FVIII ce Huje MOrao OTKPUTH, JOK Cy IIOT-
IyHa HopManusanuja aktuBHocTy FVIII u moBnademe
CHMIITOMA IIcOpMjase 3abenesxenn mocie 44. nana. Me-
cel JaHa oy HopManusauuje akTuBHocty FVIII fosa uu-
KocrnopuHa A je cMameHa Ha 100 1g¢ THeBHO MaKoO Huje
6110 3HAKOBA XUTIePTEH3Mje MM IIOrOpliiatba GpyHKIIU-
je 6yOpera, HuTy noBeharma HIBOA MKITOCITOpUHA A ¥
cepymy usHap 178 ng/ml (150-200 ng/ml). Tlocne 18 me-
cely off IOYeTKa Jlederba IpUMeHa UK/IOCIIopyuHa A je
HOTIIYHO IIPEKMHYTA, a GOJIECHNUK je 0CTA0 Y MOTIIYHO]
peMUCHjI U [IBe TOIMHE Off JIeYerba.



CPMCKW APXIB 3A LLEENOKYMHO JIEKAPCTBO

IVICKYCUJA

Crevenn unxuburopu FVIII ce Mory cMaTpatu ayTo-
UMYHCKMM 00O/bereM ¢ abepaHTHOM aKTMBAllVjoM
ayTopeakTuBHMX T numdonura 1 nocneguaHuMm op-
MupameM ayToaHTuTena Ha FVIII. Vako je mnasmade-
pesa HeOoIIXO[ Ha 3a HEIIOCPEHO CMamelbe TUTPA ayTo-
aHTHTena [1, 8], cympecuja mponsBobe ayTOAHTUTENA
je Hemoryha 6e3 UMyHCyIpecuBHUX NekoBa. Kao u kox
APYTUX ayTOUMYHCKUX 607ecTH, yobudajeHy UMyHOCY-
IpeCUBHY Tepamujy obyxBara mpumeHa nuxmaodocda-
MUJa, KOPTUKOCTEPON/A WM BhUX0Ba KoMbrHanmja [1,
5-8]. MehyTum, 1ederse 0B1M 1eKOBIMA MOXKe 1 TH ITpa-
heno uspaxeHnM nnronennjama u nHpekUjaMa, Koje
cTapuju 60IeCHUIY TexXe MofHOCce. VIHTpaBeHCKU UMY-
HOITIOOY/IMHM Cy IIOKa3ajIy IpoJia3He IOBO/bHE epexTe
[6], KOju cy 61U HEIOTIIYHM M 3aXTeBa/l/ IIOHOB/bEHY
IIpUMeHY, 300T Yera HUCY IOTOJHM Kao JIEKOBMU IIPBe JIU-
Hje. Pasnosn 3a HeycIiex oBOr Ha4MHa Teyerba MOry 6u-
TH Y U3OCTAHKY YTHIaja Ha helujcKy IMTOTOKCHYHOCT
KOja je mocpefioBaHa aHTUTeNnuMa 1 henuje ,,npupoxnHe
youue” (natural killer cells). C gpyre cTpaHe, IMK/IOCIO-
pUH A ce CBpCTaBa y HajIIOTeHTHUje MHXMOUTOpe aKTH-
Baljyje U TpaHcAyKIyje curnana y CD4+ nomaxxyhum T
MUMQOLUTIMA, jep YTUYe Ha MexaHu3Me obpabuBama
U IIpe3eHTallMje aHTUI€HA U Ha IIPOU3BOJbY LIUTOKIHA
KOju yCMepaBajy UMYHOJIOUIKY peaKLujy.

Y nurepatypu je moryhe nahu Hus npukasa o ycre-
IIHOj IIPUMEHY UVKIOCIOpUHa A y Tedersy o60mennx
ocoba ca credennm naxuburopuma FVIII [9, 10]. Yrias-
HOM je IMK/IOCIIOpMH A KopurheH Kao Tepalinja criacaBa-
a (salvage treatment) mocie Heycexa fPyrux HAIMHA
Jlederba Koju ¢y 06maHo 6mn npahenux 6pojunm Hexe-
/beHUM edekTuMa. [IpuMereHOM KOHBEHIIMOHATHOM
TepalujoM Hije IOCTUTHYTA Ie/IOTBOPHOCT, HUTH Ke-
JbeHa Op3MHa OATOBOPA KOJ HallleT 60eCHMKA UAKO CY

mpyru ayTtopu [1, 8] mokasanu epukacHOCT IUKmIodoc-
damupa y nedemwy credere xemopunuje A (I'padpuxon
1). [TpumeHna nuxnocnopuHa A je, Mehyrum, foserna no
6p30r 0ATOBODA.

3AK/bYYAK

Pesynraru nederba prKasaHOT 60/IECHNUKA, KO U IT0-
TaLM U3 TUTepaType UCTUYY IOTEeHI[MjalHy YIOTY LiK-
KJIOCIOprHa A y fedemy cTaueHe xemopunuje A. IIpa-
BY e(pMKAaCHOCT IMK/IOCIOPUHA A Y JIederby CTeIeHOT MH-
xuburopa FVIII je terko nporennty 36or Manor 6poja
OBaKBIUX IIPMKa3a y IUTeparypu, Kao u 36or MmoryhHo-
CTM J1a Cy IPETeKHO OIMCHUBAHM OOTeCHNUIIN KOJ| KOjUX
jeucxop nederba 6110 noBo/baH. [ToBo/bHY epeK TV LIMKIIO-
CIIOpyHa A, M30CTaHAK 3HAYAjHUjIX HeKe/beHUX edeKa-
Ta 1 6p3 KIMHNYKY OATOBOP (BpeMe [0 I0jaBe OATOBOpa
off cefaM fio 90 ana) [9, 10] mpencraBibajy 3HaYajHY I10-
JIa3Hy TauKy 3a IPOCIIEKTUBHE CTYAuje Koje 6u Tpedano
Ia aleKBaTHO MPOLeHe Y/IOTy LIMK/IOCTIOpMHA A Kao IIp-
Be IMHYje y Jledery cTedeHux nuxuburopa FVIIL
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FPAOUKOH 1. lMpomeHe akTnsHOCTU dakTopa VIIl v akTBMCaHOr napumjanHor TPOMOOMAACTUHCKOT BpeMeHa TOKOM Jleyersa OonecHyKa ca cTe-

UYEHOM XeMOPUAMjOM A.

GRAPH 1. Changes in the level of factor VIl and activated partial thromboplastin time during treatment of patient with acquired haemophilia A.

aPTT - akTVBM1CaHO Napumjanto TpombonnactrHcko Bpeme; FVIIl - daktop VIII; Cycloph — unknodocdamug; Cyclosp — umknocnopumH
aPTT - activated partial thromboplastin time; FVIII - factor VIII; Cycloph - cyclophosphamide, Cyclosp — cyclosporine
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SUCCESSFUL TREATMENT OF ACQUIRED HAEMOPHILA A
ASSOCIATED WITH PSORIASIS — CASE REPORT
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ABSTRACT

Acquired factor VIII (FVINI) inhibitor causes a rare but life-
threatening form of bleeding disorder, owing to the formation
of autoantibodies against FVIII. Treatment modalities include
the use of immunosuppressive drugs, such as cyclophospha-
mide and corticosteroids, plasmapheresis, and i.v. immuno-
globulin. The case of a 67-year-old patient with acquired FVIII
inhibitor and psoriasis presented us with a serious bleeding
complication. Bleeding reacted poorly to therapy with corti-
costeroids and cyclophosphamide. Treatment with cyclospo-
rin, however, resulted in a prompt and complete response. The
lack of side effects and the relatively quick response suggest

that cyclosporin A should be tried as a frontline treatment for
patients with acquired FVIIl inhibitor.
Key words: acquired factor VIl inhibitor; psoriasis; cyclosporin A
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