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KPATAK CALPXA)J

YBoa OusmoTepanuja je y CBakoj MHBa3UBHOj UM OPTOMEACKOj UHTEPBEHLMjU Ha 3rN060BMMa HEOMXOAHA 3a onopasak 60-
NeCHUKa U ycrex HTePBEHLMje, HApoUnTO Ko obonennx of xemodunuje. Ha tuix je Takohe HYyXKHO MPUMEHNUTYN CYNCTUTYLU-
OHY Tepanujy. AKTUBMpPaHN pekombrHaHTHY dakTop VIl (rFVila) ycnelwHo je kopuwTeH y neyery xemodunuje ca MHXMOUTO-
prMa 1 y NpunpemMu 3a XMpypLUKe NHTepBeHLVje, anu onTUManHa CyncTUTYLMoHa Tepanuja y TOKy nepuonepatrsHe ¢ousu-

KaNHe Tepanuje Huje jacHo AeduHMUCaHa.

Mpukas 6onecHnKa Y3 nperneg nurepatype npukasaH je 1 noCTCMHOBUjEKTOMMjCKM TOK NepuonepaTrBHe pexabunmtauu-
je n cynopTnBHa Tepanuja rFVlla wecHaecToroguiirber eyaka ca xemopunmjom A v THXMbuTopmma y BUCOKOM TUTpY. Pexa-
6vnuTauwja je Tpeher noctonepauMoHor fAaHa 3anoyeTa AeceToAHeBHOM NpumMeHoM rFVila n NOTOM MHTEPMUTEHTHO HacTa-
B/beHa Ha nojaBy 6ona. Mo cBpLeTKy Gpr3mnKanHe Tepanmje KOHCTaTOBaHa je 3HaTHO 60rba GyHKLMja onepucaHor 3rnoba, ma-
HVpecToBaHa MOHOBHUM yCNoCTaB/batbeM XoAa 6e3 opTonefcKkyx nomarana.

3akmpyuak Jleuetrbe felle ca MHXMOMTOPKMA, y LMIby NMOCTH3atba ONTUMAJIHKX Pe3ynTaTa eneKTYBHNX OPTONeACKUX NHTep-
BeHUWja, U3NCKYje MHAMBUAYaNHN NPUCTYN MyATUANCLUNAVHAPHOT TUMa.

KrmbyuHe peun: akTnBrpaHu pekombriHaHTHU dakTop VI (rFVIla); pexabunntaumja; opTonefcke npouegype

YBO[I

Mumhuo-ckeneTHa JUCHYHKIM]A je TOCTEe[UIIA Xe-
MapTposa M MUIIMNHIX XeMaToMa I 4ecTa je MaHude-
cranmja ymepere u reike xemodunuje. [lonaspaHa Kp-
Bapema y 3171000Be JOBOfe 10 MH(IaMAaIje 1 XUmep-
Tpoduje cuHOBU]e, IPEAICIIOHNPA)Y [10jaBy HOBUX KpBa-
peba 11 TMMe IporpecBHO omtehyjy XxpckaBuiyy u cy6-
XOHfIpa/Hy KocT [1]. [lyropo4Ho I71efjaHo, 0BO TOBOJM 1O
TellKe, 60/IHe apTpomaTyje 1 omrehema yHKIMje 31710~
6a. OBakBu 317106081 ce y mureparypu Hajueuthe Hasnu-
Bajy uwbpHNM (eHIL target) srmo6oBuma. OyHKIMOHAI-
HO ocrocob6/baBarbe 060/IecHNKa MOXKe ce ImocTuhn jenu-
HO OPTOIe/ICKOM TIponeaypoM. Pusnorepanuja KJby4HO
yTude Ha OIOpaBaK O0IECHMKA U YCIIeX CBAKe IHBA3WB-
He MM OPTOIENCKe MHTEPBEHIYje Ha srmo6osuma. OBO
ce y HajBehoj Mepu ogHOCK Ha 60/TeCHNKe ca XeMOpIN-
jom, 6ynyhn fa je kox wyx Beh npucyran Hus mopemeha-
ja JIOKOMOTOPHOT CICTEMa, a He CaMO OIlepaTHBHOT IOf-
pyyja. IIporoxon pexabunuranmje obyxsara Ipeornepa-
LIVIOHY ¥ IOCTOIIePALIOHM TIporpam [2].

I[Tpeomneparona pexabumnranuja 3a b MMa IOCTH-
3abE€ OIITYMMA/THOT (byHKLU/IOHaIIHOI‘ KalmanuTeTa, CMambe-
b€ TIepIOoIIepaTHBHE AHKCHO3HOCTH, Te TTI000/blIIatbe 60-
JIECHUKOBE CIIPEMHOCTH Ha OIepaLVjy, IOCTONePaLliOHY
MMOOWIN3ALNjY U IePUOJ, OLOpaBKa. bomecHuk ce ymo-
3Haje ca BexxO6aMa 3a ncresare Muuha, 4nMe ce onaK-
maBa crposobeme TOr pexxuMa HakoH omneparje. Haj-
veurhe ce mpemnopydyje fa npeomnepanona GpuUsNKaIHa
Tepalyja OTIOYHE allPOKCMMATUBHO LIECT Hefle/ba IIpe
IUTAaHNPAaHOT 3axBarTa. HpI/IHLU/IHI/I Ppajga HEKUX ILI€HTapa
TAaKBM Cy Jja Ce MICTIYe 3Ha4aj IIpeollepallioHe pexabuiu-
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Tanuje, 10 Te Mepe Jla Ce ¥ MHTEPBEHIINja OJ/IaXKe KON -
K0 6OJIECHMK HMje 3a10BO/baBajyhe OKOHYa0 pesKuM Be-
x)6u. [IpeorepannmoHo ce Bpium feTa/bHa 006pajia 3rmoba
Ha KOjeM ce IVTaHVpa MHTEPBEHIMja, a/Ii U JPYTUX 3I710-
60Ba, 1 BOMe cy obyxBaheHa Mepera MOKPET/BUBOCTI,
muihHe cHare 1 Xoa. Yiora oBako f00MjeHNX Halasa
K/bY4Ha je Y OCMUII/bAaBalby afeKBaTHOT IIPeoIIepaIio-
HOT ¥ TIOCTOIIePALIOHOT IIPOrpaMa BexOM.

Bonecunuu ca xemounjom Cy 360r pusuka of KpBa-
pemba yro HaKOH onepanyje HeakTuBHN. [lepuogom He-
aKTUBHOCTH YCIIOPaBa Ce OIIOPABAK jep IPUHYAHA NMO-
6unmsanuja y3pokyje arpodujy muimha, mro kacHuje
OTeXXaBa IOoKpeTe y 3171000B1Ma 1 Xofi. 300r Tora je pe-
XabMInTanuja CyUITHHCKN [Ie0 IOCTONEePALIOHOT TOKa
HAKOH OPTONEJCKUX MHTEPBEHIIN)A.

ITocToje MHOTM cTaHAPAM30BaHM IIPOTOKOJIM 3a pe-
XabumTanyjy xeModuamIapa HaKoH OPTOMECKIX ITPO-
nenypa [3]. Macaxa ce KOpPUCTHU y CBpXe IT0OO/bIIAbA
nupkynanuje u muMdHe fpeHaxKe, JOK MHAVBIILYATHO
OCMUIIUBEH IIPOTOKOJI BeXKOU crmy»xn moBehamy mokpe-
T/bUBOCTI, IIPpEMJIA OHE MOTY 6I/ITI/I OrpaHMYCHE agXe3n-
jOM M KOHTPaKTypOM MEKOT TK/Ba OKO 3r7106a. [Tporpam
pexabunnranyje Hajuenthe ce ITaHMpa 3a IIePHOJ, Off Haj-
Mame 30 maHa.

ITojaBa MHXMOUTOpPA Ha MpUMeHmEHe KOHI[EHTpaTe
¢axropa VII u IX Takobe je mokasaress yonje KOHTPO-
Jie KpBapema y 3r100. TuMe ce OTeHIMpa 3HAYA] ITAHN-
pama ¢usuKanHe pexabuninTarnje 1 OPTOMEACKUX Mepa
3a Hajuenthe 3axBahene 3r1060Be, 3apaj cpevaBama o11-
tepeheba cycegHNX 3171060Ba 1, CIEICTBEHO TOME, II0Be-
hama yuecranoctn xemoparujcknx mauuecranuja. bo-
JIECHULIY Ce, Y TIOT/Iefly KOIM4YMHe MHXOUTOPa, Mehycob-
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HO Pas3/IUKyjy, ¥ MOXeMO UX pa3sBpcTaTi Ha oborere ca
HICKUM TUTpoM (Mabe of 10 Bethesda jeguuuia - BU) u
OHe Ca BUCOKMM TUTPOM. boslecHNIIM ca HUCKVMM HMBOOM
MHXMOUTOPa, 7o 10 BU, He mOKa3yjy aHAMHECTUYKY O~
pact turpa nHxuburTopa HakoH npumene FVIII v mory ce
nednTy cynpadapMakonomknum gosama FVIIIL

Y nedemwy 60/IeCHNKA Ca BUCOKUM TUTPOM MHXUOM-
TOPA, C Ipyre CTpaHe, MOXKe ce pubehu mpumMeHn akTu-
BupaHOr pekoM6yHaHTHOT (akropa VII (rFVila) n ax-
TUBUPAHOT IpoTpoMObMHCKOT Komitekca (APCC). [losa
rFVIla Koja ce mpenopydJyje 3a IPUMEHY y TepalujcKe
cspxe nsHocnu 90 pg/kg, omrocuo 120 pg/kg xop neue, Haj-
IIpe y MHTepBaIMMa Off IBa O TPM CaTa, a IIOTOM I y Ay-
JKIM BPEMEHCKVM PAaCIOHNMA. 3a YCIENIHO Iederbe Be-
huHe 3T7106HUX KpBapema Hajuenrhe je JOBO/LHO IpUMe-
HUTU TPU JO3€ IIpelrapaTa, ¢ TUM Ja GpeKBEeHTHOCT JaBa-
1ba 3aBJICH Off KIMHMYKE IIPOIeHe IIOCTUTHYTE KOHTPO-
ne KpBapemwa. HajkpynHujyu npurosop NpoTus CIpoBo-
bemwa oBe Tepamnuje je Bucoka IieHa Ipemnapara, Mehytum
- 6ynyhu ga cy TponIkoBy edersa of KOMIUIMKAL]jA JI0-
IIe KOHTPOJIMICAaHNX XeMoparyja Kox 60lIecHUKa ca BU-
COKVM TUTPOM MHXMOUTOPA JAJIEKO Off 3aHEMap/bUBIIX,
OBa je Tepamnyja eKOHOMCKI orpaBAaHa. CKaHAMHABCKe
sempe 1 CAJl npenmwade y ynorpe6u rFVIIa y xyhHom
Jledey Off MUHOPHIX I YMEPEHNX KpBapera 60/IecHn-
Ka ca maxuburopuma [4]. Tokom nocnentse gexane rFVI-
Ia je, mapounTo y mpunpemu 3a XMpypuIKe MHTEPBEHIM -
je, yCIIeIIHO KOPMIITEH Y JIederby off XeModuuje ca MH-
xnburopuma [5].

[Tpobnemu y usbopy afekBarHe NpopIIaKTUYKe 1
CYICTUTYLIIOHE Tepanyje y TOKy IepuoIepaTuBHe pe-
xabuanranuje y XeMobuInjiu ca MHXMOUTOPUMA WITy-
CTPOBaHN Cy y IIPUKa3y OONeCHNUKa.

ITPMKA3 BOJIECHUKA

Kop 1recHaecTorofumumser fedaka ca Tekom xeMou-
nujoM A u mpucycrsoM nuxuburopa og 3 BU jour op mre-
cte ropuHe, nedenor FVIII (80-100 U/kg) on pexypeHT-
HIX XeMapTpo3a, pa3Buia ce XeMOpUINIHa apTPOIIATH-
ja IECHOT KOJIeHa APYrOT CTafiujyMa IO CKaau ApHOIia
Xwurapraepa (Cnuka 1). 360r ¢pukcupaHocTy KomeHa y
¢bnexcuju o 15° Hyje MOTa0 a ce OCTOHY Ha [IeCHy HOTY
u xofiao je y3 nomoh mraka (Cnuka 2). OmrydeHo je fa
Ce M3BPIIY XUPYPIIKa CHHOBHUjeKTOMMja. Turap nHX16M-
TOpa je y IpeonepanyoHoj npumnpemu nsHocno 12 BU. C
0031pOM Ha TO Jja je iedak MMao U BUIIE e130/ia XOJIe-
LUCTUTICA U JIa je TTOPeJ] CMHOBMjEeKTOMIj€ TOKOM OIle-
PaTMBHOT 3aXBaTa yATPasByYHO MOTBpheHa XomenmuTuja-
3a (Crmka 3), )KydHa Keca je OfiCTpameHa I U3BpIIeHa je
IIpeBEHTUBHA anleHaeKToMmja. bua je To mpBa TpocTpy-
Ka ollepalyja Koj ieTeTa ca XeMOQIINjoM U UHXMONTO-
puMa M3BeleHa Y3 CyNCTUTYUNOHy Tepanujy rFVIla, un-
ju je mpukas o6jassben 2007. roguse [6]. Teparuju rFVIIa
HPUCTYIINIO Ce Ha IIOYETKY OIlepariyje 60IyCHOM J030M
ox 10,8 mg Ha TenmecHy Texxuny ox 89 kg (121 ug/kg), na 6u
IIOTOM, Y HapegHux 24 Jaca, 60JIECHIIK Ha CBaKa iBa caTa

puMao 103y of 8,4 mg (94 ug/kg). ipyror nana Tepanu-
je BpeMEHCKI PacIoH JaBama Iperapara nosehad je Ha
tpu cata. Tpeher gaHa mo onepauuju oH je n3HOCHO Ue-
TUPMU CaTa, CBE JIO YCTa/bea BPeMEHCKOT MHTepBasa fla-
Barba IIpelapaTa Ha IIeCT CaTH, KOj€ je TPajajio Off IIeTOT
JIO JIECETOT MOCTOIIEPAVIOHOT JaHa. Jleyax je 3a meBeT Jja-
Ha TepaIije yKynHo npumuo 4,9 mg/kg rFVIla.

360r 60a, OTOKA 1 OrpaHMYeHe MOKPET/bUBOCTU
(dprexcuje v excTeH3Nje) HeCHOT KOJICHA 3aII0YeTa je IIpe-
olepalyoHa pexaOuInTalyja BULIeCePUjCKUM KOMOK-
HOBaHVM (U3MKaTHNM Hporefypama. [Ipumemene cy
enekrpodopesa 1 MHTepPEepeHTHE CTPYje Ha KOJIEHO y
cepuju Off leceT Tepanuja, a IOTOM U rajIBaHM3alMja Ha
JIECHY HOTY U €IeKTPOCTUMY/Ialiija KBaipuilerica, Ba-
JleceT Tepamuja y3 fosupaHo Bexbame. OBe mporesny-
pe IpUMembMBaHe Cy HAU3MEHMYHO, T€ jé TUME OCTBapeH
KOHTHMHYNTET Te€PaIuje y IBa MeCela Koja Cy IPEeTXOM-
JIa OIIePaLVIjIL.

IIpumapHa Tepanuja HaKOH oIlepanyje NoJgpasyMeBa-
J1a je MIPOBakbe, eeBaLIjy Hore ¥ XIafHe obsore. Tpe-
her nmocronepannoHor faHa 3anoyera je Gpu3MKanaHa Te-
pammja MHTep(depeHTHUM CTPyjaMa Ha OIepICAaHO KO-
JIeHO, y3 aKTMBHE IIOKpeTe CycelHMX 3r71000Ba U fiBaje-
CeT Tepanuja eeKTpoCTUMynanyje Kpagpunernca Illsen-
crpymoBoM (Schwellstrum) BpCTOM eKCIIOHEHIMjaTHIX
crpyja. [Tocne mecere Tepanuje uHTEpdepeHTHNM CTPY-
jama 1-100 Hz HacTaB/beHO je /1euerbe AMjagiHaMIIHIM

CJIMKA 1. Pagnorpam AeCHOr KoneHa Koju je, npema ckanu ApHon-
Aa XvinrapTHepa, CBPCTaH y Apyri cTaaujym. OcTeonoposHe npome-
He, 3as1ebrbaHa envdusa 1 HeMoCTojarbe CyOXOHAPANHUX LUCTH CY Ha
FbemMy BUASBUBI.

FIGURE 1. Radiography of the right knee in our patient showing oste-
oporosis, epiphyseal overgrowth, no subhondral cysts (stage Il accor-
ding to Arnold Hilgartner scale).
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CJINKA 2. XemapTpo3a iecHOr KoneHa 1 xunotpoduja mvwmrha not-
KoneHuLe.

FIGURE 2. Haemarthrosis of the right knee with distal muscle hypo-
trophia.

CJINKA 3. 3ageb6sbana v Grbpo3HO M3MereHa CUHOBMjA HAKOH eKCTU-
prauuje y peKypeHTHOj XeMapTpO3n KOneHa.

FIGURE 3. Thick and fibrous synovia following extirpation in our patient
with recurrent haemarthrosis of the right knee.

CTpyjaMa, IPeNusHuje — JeceT Tepanuja HagpakajHuM
(xparkum) n aHaarerckuM (gyrum) obnukom. ITo 3apa-
CTamy paHe y /iederne je yBefleHa IIeTHAeCTOKPATHa efleK-
Tpodopesa KamujyM-jogumom. Of aHa/ITeTCKMX IIPOLIefy-
pa, Ha 60JTHe TauKe Ha KOJIEHY ca IIO [IeT Teparyja y cepu-
jU IPMMEbMBAHA j€ TPAHCKY TaHa eIEKTPOHEPBHA CTUMY-
nanuja og, 100 Hz n nacep ox 10 Hz. Hajpe cy usBobene
usoMeTpujcke Bexxbe, a oroM Bexxbe 3a mosehare 06u-
Ma IIOKpe€Ta KOJI€HA, aKTMBHE 110 IIPMHINUITY: BUIIE I10-
HaB/balba, Mabe onrepeherba, o3MpaHa MaCUBHOCT, 13-
OeraBame IIyHOT 00MMa MOKpeTa 3r7106a. Bexxbe mpyrux
3r1o6oBa Ha 00a [Oba eKCTpeMuTeTa Takohe ¢y u3Bo-
hene. YcmocTasmbeHa je BepTuKanmsanyja y3 moCTeNeH
OCJIOHAI] Ha IITAKaMa JI0 IIyHOT OC/IoHna y obyhu ca cu-
JIMKOHCKJM Y/IOLIIMMA ¥ KOpeKIuja xona. Kontnnynpa-
Ho je mpaheHo osehare 06mMa okpeTa 3171063, eKCTEH-
3uje u rexcuje gecHOr KomeHa. Manyenuym mumnhHimM
TeCTOM MCIMTHBAHA je cHara muiunha, ca moce6HOM Ia-
JKIbOM Ha KBaJpULEIICY.

TokoM pexabmmmranije HUCY 3abeeXeHe enn3one
KpBapema WIK Apyre KOMIUIMKanuje. Pefosne ynrpa-
3By4He KOHTPOJIE OTIEPMCAHOT KOJIeHa MTOKasaje Cy 3HarT-
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HY pefyKLJjy IIOCTOIIepallliOHe MHTPaapTUKyIapHe edy-
suje. Jledak je off leceTor O YeTPHAECTOT JaHa IIPUMA0
10 jenuy o3y rFVIla [HeBHO, HeIOCPeTHO Ipe Ppu3mKa-
He Tepanuje. Tepanuja je TOTOM HacTaB/beHAa CAMO OHJA
Kaja ce TOKOM pexabuiuranyje jaBpao 6071, IITo ce TO-
KOM jefIHOMecevyHe (p131oTepanje eciIo y YeTUPY Ha-
BpaTa. Y TpM TaKBe €Nu3ojie IPUME-EHa je jelHa fo3a
rFVIla op 90 ug/kg, a y 4eTBpTOj iBe O3€ Y BPEMEHCKOM
pacmoHy of Tpu cara. Vcxos opTonencke MHTEPBEHIN-
je IpolleeH je KOHCTATOBAmEM JOOPOT OIIITET CTamka
607ecHIMKa, ca 3HATHNM OO0/bIIameM (HIEKCMOHOT fie-
¢dopmurera Ha 5° U OJCYCTBOM KpBapema y CUHOBHjeK-
TomupaHu 3r7106. ITo 3aBpireTKy (HUSMKaTHOT TPeTMAHA
Ievak je xoziao Oe3 1ITaKa ¥ APYyrux moMarasa.

IOUCKYCUJA

ITojaBa MHXNOKUTOPA 3HAYAJHO yMarbyje KBAIUTET XKL~
BOTa fierje ca xemodunujom. Moryhnoctu dusnxanse te-
panuje Cy Kofi 0BuX 00/IeCHUKa Cy)KeHe. Y CTPY4HOj /-
TepaTypu Moxxe ce Hahu manu 6poj mpukasa ¢pusuKa-
He Tepamnuje y XeMoQUIuju ca MHXMOUTOpUMa — KaKo 110
UTaky OpUMEHe PAsINIUTUX HOCTYIIAKa, TAKO I Y IO-
IJIefly TIpUIIpeMe CYICTUTYLMIOHOM TepaIljoM 3a pexa-
OMIMTaMOHN TpeTMaH [7].

Y pany Xunujapga (Hilliard) n capagnuxa [8] npu-
KasaHa Cy MCKYCTBa ayToOpa Y PeXaOuIMTaliOHOM Jie-
Yermy TpU fedaka ca XeMOUINjOM U MHXMOUTOpUMA Y
omcery 12-122 BU, ca noHaB/baHNM €NM30JaMa KpBape-
1ba, TAKBJIM Jja CY M3MUCKIUBA/Ie XOCIUTAIU3aLjy. AyTo-
P HaBoOJe la CTpaTeruja pexaOuanTalje HAKOH KpBa-
peba y 3r1000Be MOpa 3a L/b MIMATH OfjpyKaBarbe CBUX
HoKpeTa y 317100y u MuirhHe OKpeT/bUBOCTY, ToBeha-
e MuihHe cHare 1 npeseHuujy MuinhHe aTpoduje.

CJIVKA 4. [ocTonepalumoHn ynTpasByYHM CHUMaK AeCHOT KOeHa ca
BUA/BUBYIM 13IMBOM Aeb/bUHE 8,1 mm.

FIGURE 4. Postoperative ultrasound of the right knee in our patient,
showing effusion measuring 8.1 mm.
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Kop m1xoBMX manyjeHaTa CIIPOBEZiEH je MporpaM Mo-
AUQUKOBaHNX BEKOU KOjI je, yMeCTO U30TOHMYKIX Be-
KOU MCTe3amba, IPEeBACXOSHO YK/bYINBAO U30METPIIKe
Bexxbe y3 Kopuihere XnpoTeparje 1 f03MpaHe TeXN-
He OC/TOHIIA I y7i/Iare.

CaBpeMeHUM CTaHJapANMa jledemna npesubeHa je
IpoIIAKTIYKA IPYMEHA CYIICTUTYLVOHE TePaIiuje TpU
IIyTa Helle/bHO KOf felje ca XxeMoGwijoM A 1 IBa Iy Ta
HeJle/bHO Ko fiele ca xeModumjoM B. Ykonuko je oBa-
KaB IIPUCTYI HeMOT'Yh U ako ce Kof ieTeTa Beh pas3pno
TAKO3BAHU LV/BHI 317100, Tpeba IPUCTYIINTH CeKyHAAp-
HOj mpo¢urakcu. TOKoM ceKyHAapHe Ipoduiakce CIpo-
BozM ce u pusukanHa pexabumnranuja [9].

RFVIla ce y HameM MCKYCTBY IIOKa3a0 He3aMEH/bU-
BUM Y JIeU€rhY e130/a KpBapema 00/IeCHNKA Ca NHXN-
6uropuma. ITosnato je, mehyTum, fa mpuMeHa CyncTury-
LIIOHe Teparje Kok 6omecHuk Beh kpBapn y 317106 jecte
¢axrop pusmka 3a HacTaHak omrehema sroba. Crpo-
Bobeme mpodumaxruuke repanuje npumernom rFVIla mo
MOJIe/ly YCTa/beHOM Y JIedelby Off K/Iac4He XeMouje
A u B Huje moryhe, npe cBera 360r KpaTKOT IIOTyXIBO-
Ta 71eka. Kaxo je 3a xemodumnaape 6e3 nuxuburopa ce-
KyH/JapHa podurakca fo6pa aITepHaTIBa KOja OMOTY-
haBa cmamerse 6poja emnn3oa KpBapema 11 yCIopaBarmbe
fecTpyKuuje 3r106a, USBPIIEHO je HEKOJIMKO ITOKyIIaja
npuMeHe cekyHpapHe npodunakce rFVIla na xemodu-
nnvape ca mEXn6nTOpMMa [7, 10].

Behuna pagosa xoju 06pabyjy oy mpobiemaruxy sa-
paso cy oncepsanuone cryauje [11]. Koukn (Konkle) u
capaguniy [12] cy 2007. rogute 06jaByin paHAOMM3NU-
PaHO, IIPOCIIEKTVBHO KIMHIYKO VICTPAXXMBaIbe YIIOTpe-
6e rFVIIay cexyHpapHoj mpodurakcy Kop xeModummda-
pa ca uaxnéuropuma. OBoM cTyamjoM 61710 je 06yxBa-
heno 22 6omecHnka ca BUCOKMM TUTPOM MHXNOUTOPA ¥
Tpajamy Off AeBeT MeCeLN — TPU Mecella mpe IMpodIIaK-
TUYKOT IepIOJa, TPY Mecelja TOKOM 1 TPJ Mecella HAKOH
wera. bolecHUIIN ¢y paHIOMU3MpPaHY Y OGHOCY Ha 03¢
oxn 90 ug/kg n 270 ug/kg rFVIla naBaHe jefHOM JHEBHO.
Vsamepenn 6poj enmsopa KpBapema 3a BpeMe Tpajamba
npodunakce nmopebheH je ca mpeTXOFHNM 1 HaKHAIHIM
TpoMecedHMM nepuopyuma. Tepamujom ox 90 ug/kg rFVI-
Ia meceunu 6poj ennsofa KpBapema pegyKoBaH je ca 5,6
Ha 3 emmsofe, fOK ce nedeweM 270 ug/kg rFVIIa yaecra-
TIOCT KpBapema cMammIa ca 5,3 emnsoze Ha 2,2. 3Ha4aj-
Ha pefyKipja 6poja erns3oa KpBaperma ofjpyKaBaa ce 1
y IOCTIPO(IIAKTHYKOM IEPUOAY ¥ 06a pexxuma Ipu-
mene rFVIIa. Y rpann panfomusanuje og 90 ug/kg rFVI-
Ia edexTnBHA pemyKIMja yIecTamocTy KpBapema je 61
45%, Hactipam 59% y rpanu ca 270 ug/kg. Mako ce oBa pe-
IyKIUja OHOCIIA Ha CBE TUIIOBE KPBapema, ePeKTH Cy
OV Haju3pakKeHNj! Y CIIOHTAaHOM KpBapemy Y 3I71060-
Be, L{I/bHE 3171000Be 11ororoBy. CriopenHnx Tpomboem-
6onujckux fejcraBa oBe Tepanuje Huje 6yto. [Tpodumak-
ca rFVIla ogpasuia ce Ha CBe IIapaMeTpe Be3aHe 3a KBa-
JINTET >XMBOTA U ITOBOJ/bHO, CTATUCTUYKUI 3Ha‘lajHO ym-
Ijajla Ha CaMOIIPOLIeHY KBa/IMTeTa >KIMBOTA I CMAIbeIbe
6poja 60THMYKIX JaHA, OfICYCTBA U3 IIIKOJIE WV Ca ITOCTIA
1 ynoTpebe rmomarajia 3a Xof. YKYIIHO IJIeflaHO, CTY[U-

ja je meMoHCTpuUpana epMUKacHOCT 1 Hoy3ganoct rFVIia
Y CEKYHAAPHOj IpoduIakcy xeModrindapa ca MHXUOM-
TOpPMMa KOjU MMajy 4ecTe enmn3ofie KpBapema. Pesynra-
TI1 Cy y 00e rpaHe paHgOMM3arje OuIn CIndHIL, Te 360T
Mastor 6poja obpabhennx ciydajeBa 13 oBe CTyfuje He MO-
e npoucrehn npernopyka o ogabupy gose.

dapmakoxmHeTcKe CTyAuje haBopusyjy yrmorpeby Be-
hux mosa rFVIla [13]. Hanme, ncintrBameM MeXaHU3Ma
mejcra rFVIla v mpoy4yaBameM KapaKTepUCTIKa KPBHOT
yrpyuika TpomboenacrorpadgckiuM MeTogaMa yrBpheno
je ma ce mpuMeHoM fio3a rFVIla Behux op cranmapgHuX
nocTipke Beha cTpykTypHa CTabMIHOCT yrPyIIKa U Bero-
Ba Mama IIOJIOKHOCT GUOPUHOMM3N. Y MOCTIebIX He-
KOJIMKO TOJVHA je KIMHMYKO MCKYCTBO IOKA3asIo fa je,
ykonuko ce gosa rFVIla y npsoj undysuju noseha y on-
HOCy Ha craHpappHy of 90-120 ug/kg, morpeba 3a mpu-
MeHOM HaKHa[[HVX fosa Mama. Ctynuja Kaaknuja (Ka-
vakli) n capagunka [14] 6una je mpBa Koja je mopenuia
euKacHOCT 1 OY3AHOCT [iBa pexkuMa npumene rFVI-
Ia y nedemwy KpBapema y 3171060Be Kojj 0coba ca XeMo-
¢uwmjom u naxubrTOpuMa. FboM je ycraHOB/BEHO TO Ia
ce epMKACHOCT y IIOCTU3AIbY XeMOCTa3e jeJHOKPATHOM
nosom rFVIIa on 270 ug/kg He pasnukyje ox oHe usfej-
CTBOBaHe TPOCTPYKOM 1030M of, 90 ug/kg ratoM y Bpe-
MEHCKOM DPAcIIOHy Off TPM CaTa, ¥ Ja y oba Teparnujcka
ClieHapuja oHa u3HOcK 0Ko 90%. [Ipyra pangomMusnpana
K/IMHIYKA CTYAHUja, OHA KOjy cy 0bjaBumy CaHTaroCTIHO
(Santagostino) n capagauny [15], mokasana je ia je epu-
KaCHOCT jefIHOKpaTHe fo3e rFVIla y KORTponu KpBapema
wak Beha o moctrruyha crangapgHUM peXXnMOM.

U3 crypuja o ceKkyHapHOj TPODMIAKCH 1A Ce U3BECTH
3aK/by4aK jja je npumMena rFVIla jeyHoM THEBHO KIMHNY-
K1 enoTBopHa [16]. V3ocrajame KpBaperma TOKOM puanu-
KaJIHe TepaIije K0joj je IpuKasaHu 60/IeCHIK IIPUCTYIINO
HAKOH OPTOIIeICKE MHTEPBEHIIMjE, Off IECETOT [I0 Ye€TPHA-
eCTOT JlaHa CIpoBoheHe y3 jefHy fHeBHY mpuMeny rFVila,
noTBphyje yCIemHoCT 0BOr KIMHUYKOT IIPOrpaMa.

Jledeme mele ca MHXNOMTOPMMA, Y /by 06e36ehuBa-
ba OIITUMA/IHE HETE, I/I3I/ICKyje VHAVBUIYATHN IPUCTYIL
MYyITUANCOUIUVIVTHAPHOT TNMA. Y Hamem IIpMKa3y OINn-
CaHM Cy IPpUMHINIIN CYICTUTYIIMIOHE Teparmje CIIPOBO-
hene Toxom mporpama pexabunnrarnyje, Kao u Ipe 1 Ha-
KOH Ollepaliyje, KOju MOTy OUTY KOPUCHM JTleKapuMa 3a-
OKYIUBEHUM IIPOOIEMaTUKOM JeLie ca XeMOPIINjOM U
MHXNOUTOPYMA.
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REHABILITATION IN HAEMOPHILIC CHILDREN WITH
INHIBITORS USING RECOMBINANT ACTIVATED FACTOR VII

Dragana JANIC, lvana PETRONIC, Lidija DOKMANOVIC, Nada KRSTOVSKI, Jelena LAZIC, Predrag RODIC
University Children’s Hospital, Belgrade, Serbia

INTRODUCTION During invasive and orthopaedic proce-
dure of the joints, physical therapy is a necessary modality
for successful recovery, especially in patients with haemo-
philia. These patients require concurrent substitution therapy.
Recombinant activated factor VII (rFVIla) has been success-
fully used in treating haemophilia with inhibitor, especially
during preoperative preparation. Nevertheless, optimal sub-
stitution therapy during perioperative physical therapy has
been poorly defined.

CASE OUTLINE In our paper, we review the literature and
the course of perioperative rehabilitation after synovectomy
in a 16-year-old haemophilic patient with high-titre inhibitor,
treated with rFVlla. Rehabilitation was started on day 3 after
surgery, with rFVlla substitution lasting ten days and followed
by intermittent dosages during episodes of pain. After con-
cluding physical treatment, a significantly better function of

the operated joint was recorded, which led to the recovery of
walking without orthopaedic aid.

CONCLUSION Patients with inhibitors require individualized
approach of a multidisciplinary team in order to achieve opti-
mal results in elective orthopaedic procedures.

Key words: recombinant activated factor VI (rFVlla); rehabil-
itation; orthopaedic procedures
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