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JlucroBka: nnopmauus 3a NoTpeoHTEIISA
®EMWBA 25 U/ml npax u pa3rBopuTe 3a HHQY3HOHEH Pa3TBoOP

AKTUBHOCT, 3a00uKkansia nuxuburopa na gaxkrop VIII
FEIBA 25 U/ml powder and solvent for solution for infusion

Factor VIII Inhibitor Bypassing Activity

[Ipouyerere BHHMATE/IHO US/IATA JIMCTOBKA, I1PE/IH /14 3all0YHETE /1a H3I10/13BaTe TOBA JIEKAPCTBO, ThH
KATO TH ChAbpxKa BakHa 3a Bac undopvanus.

- 3anaszere ta3u JucToBKa. MOXe j1a ce HaJI0KH J1a s [TPOYETETE OTHOBO.

- AKO MMATE HSKAKBM JIOIMBbJIHUTE/IHMU BbIPOCH, NnonuraiTe Bawuns nekap uin gpapmauesr.

- ToBa JiekapcTBO ¢ NpeAnucaHo Ju4yHo Ha Bac. He ro npeorcrenBaiTe Ha Apyru xopa. To Moxe jaa
MM HAaBpE/IM, HE3aBMCUMO Y€ NPU3HALMTE HA TAXHOTO 3a00JsiBaHe ca ChlUMTE KaTo Bawuure.

- AKO I0JIY4YUTE HAKAKBH HEXKEJIaHHU JIEKApCTBEHH peakuuH, yseaoMere Baluus jiekap uiu ¢papmMauesT.
ToBa BKJIIOYBA M BCHYKH Bb3MOXKHH HEXKEJAHW peakuuH, HEONUCAHU B Ta3W JIMCTOBKA. Buxre
TO4Ka 4.

KakBo ¢cbAbpKa TA3H JIMCTOBKA:

|. Kakso npeacrapassa OEMBA u 3a kakBo ce H3n0/138a

2. KakBo TpsiOBa na 3Haere, npeju jia u3noi3sare OEUBA

3. Kak aa usnonzsare ®EUBA

4. Bb3MOXKHH HEXEJIaHH peaKL UK

5. Kak na cbxpansisare OEMBA

6. CbabpiKaHKe Ha ONAKOBKaTa U JIONbJIHUTE/IHA HH(DOPpMALIUS

1. KakBo npeacrasiasiba ®EMBA u 3a kakBo ce H3n0.138a

OEWMbA e npoaykr, IpUIOTBEH OT 4YOBELUKaA [1J1a3Ma, KOHTO 1103BOJIsIBA KPbBOCIHPAHE JOpPH KOrarto
OT/JEJIHU KOAryJlalMOHHH (PaKTOPH ca IMOHUIKEHH WJIK JIMIICBAT.

OEWBA ce u3nonssa 3a npodHIAKTHKA M JICYeHHE HA KPbBOM3JIMBH [1PH NAUMEHTH ¢ Xemoduaus A ¢
HaJIMYKE HA HHXUOUTOPH.

GOEWBA ce u3no/3Ba 3a JIeYEHHWE HA KPbBOWIMBH NPH nauueHTH ¢ xemohuaus B ¢ Haauume Ha
HHXHOUTOPH.

Ocgen ToBa ®EUBA Moxe /1a ce M3Mon3Ba 3a JieueHne U NpoduIaKkTHKa Ha KPbBOW3JIMBH MPU NALMEHTH
0e3 XeMO(HIUS, KOUTO UMat NpUAOOUTH HHXHOUTOPH Ha (pakTop VIII.

Ocgen ToBa FEIBA ce u3r10/138a 3a npoduiakTUKa NPH XUPYPrUYHU UHTEPBEHUMH MPU MALMEHTH C
XeMOhHIHSA A € HaJIMYKUE HA HHXUOUTOPH.

GOEWUDBA Moxe aa ce 13110./138a 3a NauueHTH 0T BCHYKH Bb3PaCTOBH I'PYIIH.
2. KakBo Tpn0Ba aa 3uaere, npean aa usnoiassare ®EUBA

MoJisi uHpopmupaiTe Bauius jiekap, ako MMaTe U3BECTHA aJICPrusl.




Mons nndopmupaiite Bawus nekap, ako CTe Ha AuMeTa ¢ HUCKO ChAbp)KaHUE HA HATPRAA.

He u3noassaiite DEUBA

B cnepuute curyauun OEMBA TpabBa ja ce M3N013Ba CAMO aKO HE MOXE 4 €€ OYaKBA MOBIHSABAHE OT
NEYEHHETO ¢ KOHLEHTPAT Ha CbOTBETHUA KoaryilaudoOHEeH PaKTop, HalpuMep nopaad MHOTO BUCOK TUTBP
Ha HHXHOUTOPHU:

®  aKO CTE anepruyHM (CBPbXYYBCTBUTENHH) KbM aKTHBHOCT, 3a00HKasiaWa nHXHOHTODA Ha
dakrop VI, nin Hikos OT ocTaHanuTe CbCTaBKH Ha TOBa JiekapcTBO (M3DpoeHu B Touxa 6).

®  aKO € HaJMLE AMceMHHUpaHa nHTpasasanHa koarynauus ([JHMK). (JUK = npepasxoana koaryaonaTus,
’KHBOTO3aCTpalUaBalll0 CbCTOSHHE, MPH KOETO HACTbNBA NPEKOMEPHO CLCHPBAHE HA KPbBBTA C
H3pa3eHo 0Opa3yBaHe Ha ChCHPELM B KPLBOHOCHHTE ChA0OBE. BnocneACTBHE TOBa BOAH RO H3UEPIIBAHE
Ha KOAryniauHoHHUTE (PaKTOPH B LIEJIHA OPTraHH3bM).

e B cinyuait Ha ocThbp WH(PAPKT HA MHOKapAa, ocTtpa Tpombo3a W/Han eMbOoHA: OEMBA TpsbBa na ce
H3M10/13Ba CaMO NPH XUBOTO3ACTPAIABALUM KPbBOH3/HBH.

[IpeaynpexxaeHus H NpeANA3IHH MEPKH
['oBopere ¢ Baluus jexap npead aa U3noj3Barte GOEUBA, Tbif KaTo MOXeE Jia Ce NPOSBAT PeaKkLUd Ha
CBPbXUYYBCTBUTEJIHOCT, KaKTO € IPU BCHUKX UHTPABEHO3HO NPHJIAraHH NNa3sMEHH NPOAYKTH. 3a a MOXETE
Aa pasno3HAaEeTe anepruuHara peakuus BeaHara, Bue tpadBa aa cre 3ano3HaTH ¢ MOTEHUHAIHHTE PAHHH
CAMIITOMH HA PEaKiins Ha CBPbXUYBCTBHTEIHOCT, KATO HANPHMEpP

- ePUTEM (3a4EPBABAHE HA KOXKATA)

- KOXX€H 00pUB

- I0ABA Ha YPTHKHU (10 KOXKATa (KONPHUBHA TPEeCKA/ypTHKapua)

- ¢BpOEK NO UAI0TO TRIIO

- NOAYBAHE HA YCTHUTE H €3HKa

- 3aTPYAHEHO AMLiaHe/ANCNIHES

- CTAraHe B FbpaAuTe

- 0010 Hepa3nooXeHUe

- 3aMasiHOCT

- NOHUX@BAHE HA KPHLBHOTO HAJIATaHe

Jpyrn CHUMNTOMK Ha PEaKLMK HA CBPbXYYBCTBHTENHOCT KbM NPOLYKTH, NNONYYEHH OT NJa3Ma, BKJIIOYBAT
netaprus v 0€3NOKOHCTBO.

Axo 3abenexxuTe €AWMH HIHM MOBEYE OT Te3M CUMNTOMH, crpeTe HHQY3usATa BeAHAra H ce CBbPXKETE
HeszabaBHo ¢ Bawuna nekap. [NopecnomeHaTuTe CUMNTOMM MOXE Aa ObaaT paHHM NpH3HAUM Ha
aHA(PHUIAKTHYEH WOK. TeXKUuTe CHMNTOMH HajlaraT CNeilHO eYeHue,

Bawnsr nexap we u3noi3sa nostopHo GPEUBA npu nauuenTH cb¢ CbMHEHHE 38 CBPbXUYBCTBUTEAHOCT
KbM NPOAYKTA H.JIM KbM CBCTABKKTE MY CaMO C/1e/i BHMMATEIHA NPELECHKA HA O4aXBAHATA MOJI3a H PHCKA OT
MOBTOPHOTO MPHIIOKEHHE, H/UIIK OYAKBAHATA JTUNCA HA NOBJIHMABAHE OT APYro NPOGHNAKTHUHO JICYECHHE,
HJIH aNTEPHATHBHMTE JieHeOHU CpeACTBa.

— AKO W3NUTBATE CEPUO3HU [IPOMEHU B KPbLBHOTO HANsAraHe WiW MyJcOBaTa 4YECTOTa, 3aTPYAHEHO
AvuaHe, kauinuua van 6onka B repiuTe, CripeTe HHOY3UATA BeaAHara ¥ ce CBbpxkeTe ¢ Balug nexap.
Tol ute npeanpruemMe CbOTBETHHTE AKAIrHOCTHHHH U TEpaneBTHYHH MEPKH.

— [lpu nauueHTH ¢ uuxuﬁnmpﬁa XeMOoPHANA KK NpUAOOHUTY HHXMOUTOPH Ha KOAryNalHOHHH AKTOPH.

CAHOBPCMCHHO € TOBA NO-BUCOK PHCK OT TPQMSOBH..




B xona Ha nedeHuero ¢ OEUBA ca nabmogasann TpoMBoTHYHH ¥ TpoMBoeMBOnHuHM CHOUTUS,
BK/IIOUHTENIHO AMCEMUHWpaHa uHTpapaszanHa koarynauus (JIMK), seHosna Ttpombo3za, 6OenoapobHa
embonus, nHQapKT HA MUOKapaa ¥ UHCYAT. EaHoBpeMeHHaTa ynotpeba Ha pexoMOuHauTeH dakTop Vila
(rFVIla) BepoaTHO nosuiiaBa pucka OT pazsuTHe Ha TpomboemBonHuHo C¢ubuTHEe. Hsxon ot
TpoMBoeMBonuyHHTE CHOMTHA Ca ce MPOSBABAIH NPH NeuerHe ¢ Bucoku no3u OEUBA.

B npoyusane, npoBeacHO OT Apyra KOMIaHHs, 3a OUEHKa Ha eEMHLIU3YMab (1exkapcTBO 3a NPEAOTBPATABAHE
Ha KbPBEHE APH NalUeHTH C XeMOPUIUA A), HRKOW NALUHNEHTH, 110JIyHHIH HHUMACHTHH KPbBOH3/IUBH, ca
nekysahu ¢ GEMBA 34 KOHTPON HA KbPBEHETO U MPH HAKOM OT T€3H NAUMEHTH Ce Pa3BUBA TPOMBOTHYHA
MukpoaHruonatusa (1 MA). TMA e cepuo3Ho ¥ NOTEHUHANHO KWBOTO3ACTpallaBalio ChCeTOsIHHE. Korato
XopaTta UMaT TOBa CbCTOsIHHE, BbTpelliHaTa 0OBHBKA HA KPBBOHOCHUTE ChbA0BE MOXE Ad Obae yBpeaeHa H
B MaJIKHTe KPbBOHOCHH ChAOBE MOraT Jia ¢€ pa3BUAT KPbBHH ChCHUpPELM. B HAKOH Cliyyad TOBa MOXeE Ja
MPUUUHK YBpeXaaHe Ha ObOpeLnTe U Apyry oprauy. B cnyyal Ha HHUMACHTHH KPBBOU3IKBH 1O BpEME Ha
NpoQuNaKTHKa ¢ eMiuiM3ymad, He3abasHO Ce CBBPXKETE ¢ IEKYBALLUA XEMOPHUIIMATA JIEKAP WM C LEHTBpa
3a JIe4YeHUE Ha XEMOPUIIHA.

KoraTo nekapcrBaTa C€ IIpUroTBST OT YOBELIKA KPbB WK NJia3Ma e NpHiaraT onpeaencHH MEPKH, 34 Ja ce
NpeAOTBpaTH NpeaaBaHeTo Ha HHGEKIIMY Ha naudeHTHTe. ToBa BKIIOYBA BHUMATE/IEH NoA00p HAa JOHOPHTE
Ha KPbB H NJa3Ma, 32 1a C€ rapasTupa, 4e ¢a M3IKMOUEHH TE3d, NPH KOUTO ChbLUECTBYBA PHCK Ja Ca
NPEHOCHTENH Ha MHPEKUKMH, KAKTO M M3CICABAHE HA BCUYKH JAPEHU KOJHMYECTBA M HA NJIA3MECHHA MYA 34
NpH3HaLK Ha BUpYCU/UHPeKuHH. [Ipon3BOAHTENNTE HA TAKHBA APOAYKTH BKIHOUBAT OCBEH TOBA M €TanH B
npepaboTKaTa HA KPbBTA U Na3MAaTa, MPH KOMTO C€ MHAKTUBHUPAT HWJW OTCTPAHABAT BHPYCHTE. Bbnpeky
TE3W MEPKH, NPH IpUjaraHe Ha JEKApCTBEHW TIPOAYKTH, NPUIOTBEHH OT YOBELUKA KPbB H 111a3Ma,
Bb3MOXHOCTTA OT Npe/laBaHe Ha MHADEKUMY He MOxe Aa Obje H3KIYeHa HanbaHo. ToBa ce OTHacA U 3a
BCHUYKH HEH3BECTHH H.IM HOBOMOABUIIH C€ BUPYCH W.H APYIH BUAOBE HHPEKLHH.

[IpeanipyeTHTE MEPKH C€ CHUMTAT 38 €(EKTHBHH CNPAMO 0OBHTW BHPYCH, KAaTO HAlIPUMEP YOBELUKHA
uMyHoaeduLiuTen Brpyc (HIV), supycuTe Ha xenaTuT B U xenatut C, KakTO ¥ COpAMO HeQOBUTHUS BUPYC
Ha xenaTuT A. [lpeanpuernte Mepku MOXxe na UMAT OrpaHHuYeHa ePEKTHBHOCT CIPAMO HEOOBHTH BUPYCH,
KaTo Hanpumep napsosupyc B19. Mudekunara npuynHeHa ot napsosupyc B19 moxe na e cepuosHa npu
OpeMeHHH KeHHU (MHGEKLMS HA MJI0AA) H NIPY XOpa, YHUATO MMYHHA CUCTEMA € NTOTHCHATa HIIH KOUTO UMAT
HAKAKbB BHJl aHeMHsi (HAIp. ChPIIOBHAHO-KIETHYHA WK XEMOJIUTHYHA aHEMHUA),

BawmuaTt nekap Moxe 4a By npenoppua aa oOMUCIMTE BaAKCHHaLHA cpelty xenatuT A W B, ako Ha Bac
PeAOBHO UNU MHOroKpar#o B ce npunarat npoAykTH cpely sHxubutopa Ha daktop VIII, noayuenu or
ninasma.

Cien npunoxenue Ha Bucokn 1031 ®EUBA, npexonHoTo NOBHILABaHE HA NACHBHO NPEXBbPEHH
NOBBLPXHOCTHH AHTHTE 1A CpelLy XenaTuT B, Moxe 1a noseae 00 GpailiuBO NONOKHTEIHH PE3Y/TATH NPH
CEPONOrHYHO H3CTEABAHE.

DENBA e npoayKT, N0;1y4eH OT NAasMa H MOXe /1 CbAbPKA BELLECTBA, KOUTO PEarupar npy BIMBAHE Ha
NaLHeHTH, BOACHKH N0 1104984 HA H30XEMAI 1Y THHUHY (AHTHTENA, KONTQ NPUYNHABAT CIENBAHE HA
YUEPBEHHUTE KPbBHH KJICTKH, MOJYUYEHH OT Apyro auue). To3n npouec Moxe aa AoBeae A0 NOABSK AU
pe3YyJITaTH NMPU KPBBHUTE U3C/IeABaHHA.

HacTosTenHo ce npenopbusa BCEKH NbT koraTo Bu ce npuaara noza GEUBA, aa ce 3anucBaT HMETO W
MapTHAHHAT HOMEP Ha [IPOJYKTA, C Lej Ad Ce NJOKYMEHTUPAT U3IOI3BAHUTE NAPTHIH,

Heua
OnNHUTLT NpB AELA Ha Bb3pacT nod 6 roguHU € orpaHryeH. Jl030BUAT peX<cHM NpH Bb3pac
Oble aaanTHpaH KbM KJIHWHHYHOTO CbCTOSHUE Ha AETETO.
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Npyru aexapcerpa 1 ®EABA
Tpsabsa na kaxere Ha Bawua snexkap unn ¢apmauesrt, ako NpueMare, HACKOpPO CTE MpHEMaIH HIH €

Bb3IMOXHO 4 [TpHEMATC JIPYT'H JICKApPCTBa.

He ca npoBexaaHum noaxoAsiwd W no0pe KOHTpONMpaHyW MpoyuBaHWs Ha EJHOBPEMEHHA WM
nocneaosarensa ynorpeba Ha ®EMBA ¢ pexom6unanten daxtop Vila, aHTHOHOPHHOMUTHUM HAHM
eMHumu3yMab. [lpu u311043BaHE Ha CUCTEMHHM aHTHQUOPHHOIMTHLH, KATO HANPHMEP TPAHEKCAMOBA
KHCeNIWHA 1 AMHHOKAIIPOEBa KUCEAWHA, 110 BpPEME Ha JIEYEHHETO C GEUBA TpabBa 1a ce MMa MpeABHA
BEPOATHOCTTA OT TPOMOOTHHHH CHOUTHA. 3aToBa B NPOoALIKEHHE HA MpUban3nTento 6 no 12 yaca cnen
NPHJIOKEHHETO Ha OEHWBA He TpsAOBa Aa ce U3non3BaT aHTUPUOPUHOIHTUUM,

B caywaii Ha eaHoBpemeHra ynotpeba Ha rFVila, cnopea nHannuuure In vitrO AaHHH W KJIMHKHYHH
HabJioaeHU s He MOXKE [1a C€ H3KTIOYH NIOTEHHANTHO JIEKapCTBEHO B3aUMoJeicTBIEe, NOTEHLUNAIHO BOAELLIO
A0 TpomboeMOONHYHU cHOUTHS.

Yeeaomere Bauiks siexap, ako TpsaOBa ga ce jiekysare ¢ OENBA cnea kato cTe NONy4Yui eMHIU3yMa
(NeKapcTBO 3a NPEAOTBPATABAHE HA KbPBEHE [PHU NAUMEHTH ¢ XeMoPuaua A), Thil KaTO HMA CEUUPUUHH
npeaynpexaeHys u [ipeAna3Hd MEPKH, KOUTO TpabBa aa ce umar npenBud. Bamumar nekap e Tpadsa aa
Bu HadnroaaBa BHUMATCIIHO,

KakTo npu BCHUYKM KpBBHHM KoarynraudoHHhu npoayktu, ®EMBA He TpabBa na ce cmecBa ¢ Apyru
NEKApCTBEHU MPOAYKTH NPEeAM NPHIOKEHHE, Tbi KaTo Morar aa Obmar 3acersHaTd e@HUKacHOCTTa M
NOHOCHMOCTTA KbM 11POjlYKTa.

[IpenopbyBa ce npeit v caed npuaoxenuetro Ha QEUDA, obuMAT BEHO3EH AOCTBN Aa C€ MPOMMBA C
(bOU3HONOrHYEH pas3TBOD.

bpeMeRHOCT, KbpMeHe H QepTRIANTET

AKO cTe OpeMeHHa WK KbpPMUTE, CMATaTe, Ye Moxe Aa cTe OpeMeHHa WM niaHupate OpeMeHHOCT,
nocbserBafite ce ¢ Baluua nekap unu dpapmauesT npean ynorpedara Ha TOBa 1€KapCTBO.

BauiuaT nexap uie rnpeueHd ganu OENBA Moxe 1a ce nomssa no Bpeme Ha OpEeMEHHOCT ¥ KBPMEHE.
Hopaau nosylIeHUs puck oT TpoMOO3a no Bpeme Ha OpeMeHHOCT, DEMDBA TpaOBa na ce npunara camo noa
BHMUMATEIEH MERMLHWHCKW KOHTpoR M npu abcomotHa Heobxonumoct. MHdopMauus 3a HHPEKUHA C
napsosupyc B19 uie Hamepute B Touka [lpeaynpexaeHus u npeanasHi MepKH.

1lHodupaue 1 padbora ¢ MalIHHHK
Hama nanHu, ye OEHMbA moxe na nosiue cnocobHocTTa 3a lilogupade i paboTta ¢ MalliMHM.

®ENBA cbhabpka HaTphit

To3n nekapcTBEH HPOAYKT CbAabpxa npubiusutendHo 80 mg Harpu#t (OCHOBEH KOMIOHEHT Ha
roreapckara/TpanesHara cojl) BbB BCeKM (J1akoH. ToBa € e€KBUBaICHTHO Ha 4% OT npenopbyaHus
MaKCHUMAJIEH JHEBEH IIPUEM HA HATPHUH 32 Bb3IPACTEH.

3. Kak aa n3noassare PEUBA

HHTPaABCHO3HO.




Bunary usnonipaiTe ToBa NEKAPCTBO TOUHO KaxTQ B € ka3zan Bauwnar nekap. AKO He CT€ CHIYPHH B
Hello, nonyTaliTe Bawwna aekap Wi dpapMalesT.

BawuusAaT nekap e onpeileiina JiMuHO 3a Bac no3ara ¥ MHTEPBANKTE Ha NPHJIMKEHHE NPEABUI TEXKECTTA Ha
HAPYILEHHETO HAa KPbBOChCUPBAHETO, MECTONOJIOKEHHUETO M CTENEHTA HAa KPbBOW3JIKBA, KAKTO U 00LIOTO
By KAMHHYHO CHCTOAHHKE H IOBAUABAHE OT NpoAYKTA. He npoMeHsaiTe 103MpoBKaTa, onpeaeneHa ot Balus
neKap, ¥ He cnipaiite caMOCTOATEIHO MPUACKEHUETO HA MPOAYKTA.

Mons rosopete ¢ Bawus /iekap unu dhapMauesT, akO UMATe BrieyatieHue, ye eheKThbT Ha OENDBA e TBbpAE
CHJIEH WJIK TBBpE caab.

I]pe;.m NMPHJIOKEHKE 3aTOINETE [IPOAYKTA A0 CTahHa WK TenecHa TEMNCPATYpa, aKo € HeoOX0nUMO.

OENUBA Tpa6Ba Ja ce pasTBOPH HENOCPEeACTBEHO NPEdH NpHacKeHHe. PasTRopbT Tpabsa Aa ce H3Noa3Ba
He3abaBHO (THbH KATO NPOAYKTHT HE ChAbLPXKA KOHCEPBAHTH).

3aBLpTETE NEKO [0 Mb.HO pasTBapsAHe Ha Matepuana. Yeepere ce, ye ®EUBA e HanbjIHO pa3TBOpEH, Thif
KaTo B NPOTHBEH Clly4yah npe3 PrUATbpa Ha H3AEIKETO LEe NPEMHHAT NO-MATKO €AHHHLH OENBA.

Pa3TBOpHTE, KOMTO Ca MbTHH WJIM UMAT OTharaHus, TpadBa na ce U3XBbPJAT MO CbOTBETHUS HAYHH.
He n3non3BafiTe NOBTOPHO OTBOPEHUTE (DJIAKOHH.

3a pa3TBapsHe M3NoJ3eafiTe camMO NPEAOCTABEHATA BOAA 32 WHXEKUMH H NPEAOCTABEHHR KOMILIEKT 33
pa3TBapsHe.

AKO €€ HM3MNO/3BAT MU3,IC.IMA Pa3iIM4HH OT MPEAOCTABECHHUTE, TpAOBA Ja ¢€ rapaHTHpa H3MON3BAHETO Ha
NOAXOARLL DUNTHLP ¢ I'O.ICMHHE Ha OTBOPHTE Han-ma:iko 149 um.

He n3non3paiite npojaykTa, ako cTepusiHaTa fapuepa € HapylleHa, ONaKOBKaTa MY ¢ MOBPEACHA UIH ca
HaJlMLE NPA3HALUH Ha BJIOLABAHE KAYECTBOTO Ha NPOAYKTA.

Cnej pasTBapsiHE He ChbXpaHsaBaHTE B XJIAAUJIHHK.

Cnea nbaHoTO pasteapsaie Ha PEUBA neroBoTo MHkeKTHpaHe UK uHy3us Tpsbsa [a 3anouHe
He3a6aBHO M Aa NPUKIIOYHN B PAMKUTE HA TPH Haca ClNEA Pa3TBAPAHETO.

HeusnoazsaHUAT NPOAYKT HJIH OTNAABYHUTE MATCDHAAHW OT HETO Tpﬁﬁﬂﬂ Aa CC U3IXBbPINAT B ChOTBETCTBHC
C MCCTHHUTC H3UCKBAHHSL.

|32 IMCTOBKATA HA OIIAKOBKATA 34 NPHI0KEHHE NOCPEACTBOM HIH]
Pa3TBapsaHe Ha npaxa 3a NPHroTBAHE HA MHYIHOHEH PA3TBOP NOCPEACTBOM HIVIH

HM3non3saiTe acenTryia TEXHUKE NO BPEME Ha usnarta npoteaypal

1. 3aTonjere HEOTBOPEHHSA (PnakoH ¢ pasTBOPHUTEN (BOAA 3a HHIKEKLIKH) A0 CTalHa Temneparypa
Uitk Makc. 37°C, ako e HeobX0MMO.

2.  OrcTpaHeTe npeAna3sHHUTE Kanadky U Ae3vHpexunpaiTe ryMmeHuTe 3anyianky H
pax ¥ TO3u ¢ pastBopute (Gur. A).

3. OT1BOpeTe upel 3aBbpTAHE [pejnasHara kKanadka oOr eIuHMA Kpa# Ha
TpaHchepHa urna, OTCTpPaHETE A U BLBEAETE UIraara Npe3 rymeHara 3anylu
pasteopure. (dur, b u B).




Uugysus

OTcTpanere npejnasHara kanavka ot Apyrus Kpai Ha tpaicdepHara urjia Karo BHUMasare Jia
HE JIOKOCHETE OTKPUTHUS M Kpai!

OObpHeTe (iakoHa ¢ pa3TBOpUTEN W BbBeeTe cBODOHHUS Kpail Ha TpaHcdepHaTa urja npes
rymeHara sanyuanka Ha ¢gaakona ¢ npax (dur. ). BakyymbT W€ U3TErM pa3TBOPUTEIIS BbB
¢1akoHa ¢ 1pax.

CJie1 MbJIHOTO NPEXBBPIISHE HAa pa3TBOPUTE.Is BbB ()J1aKkoHa ¢ npax, paszjeiere apara (akoHa
KaTo M3Ba/iMTe TpaHcdepHara uria or ¢aakoHa ¢ npax (¢ur. ). BuumarenHo 3asbprere
(1akoHa ¢ 11pax 3a yCKOpsIBAHE HA pa3TBApPSHETO.

Cuiea nbJIHOTO pa3TBapsiHe Ha lpaxa, BbBE/ETE npejocraBeHara aepupaula uria (our. E) u
€BEHTYa/IHATA MsHA WWe cnaaxe. M3sajaere aepupaliara uria.

[1o Bpeme Ha usiaTa npoue/ypa u3n0J13BanTe acernTiyHa TeXHUKA.,

OrBopere upe3 3aBbpraHe €JIMHHMSl Kpal Ha [peana3Hara Kanayka Ha IpeJocTaBeHara
buaTbpHa MIJa, OTCTPAHETe 0 M MOCTABETE WIJlaTa Ha CTEepuJ/IHATa CIPUHLOBKA 34
e/AHOKpaTHa ynorpebda. M3rersere pazrsopa B cnipuHiloBkara (¢ur. XX).

Oraenere GuiTbpHATA MIJla OT CNIPUHLIOBKATa U OABHO NPHJIOKETE pa3TBOpa UHTPABEHO3HO
NOCPEACTBOM NpejlocTaBeHara HHpY3uoHHA cHcTeMa (MM UrJlaTta 3a eIHOKpaTHa ynorpeba).

i

Our. A dur. b QOur. B ©®ur. 1 ©Qur. I Our. E Our. XK

[3a siucToBKAaTA HA OnAaKoOBKaTa 3a npujaoxKenue nocpeacrsom BAXJECT II-Hi-Flow]

Pa3srBapsine HA npaxa 3a npuroresiie Ha uundysnonen pasrsop nocpeacrsom BAXJECT II Hi-Flow

3aron/iere HEOTBOPEHHUS (PJIAaKOH ¢ pa3TBOPUTE. (BO/1a 38 MHIKEKLIMH) 10 CTailHa Temrneparypa
uian Mmakc. +37°C, ako € HeoOXO0/UMO Hanpumep MOCpeACTBOM BOjJHA 0aHsi 3a HAKOJIKO
MHUHYTH.

OtcTpaHere NnpeanasHuTe Kanavyku ¥ ae3mH@ekuupaite ryMEeHHTE 3anyluaiky Ha GJlakoHa ¢
[npax v To3u ¢ pazrsopurell. [locraBere PJakOHUTE BbPXY paBHA IMOBbPXHOCT,

Orsopere onakokara Ha BAXJECT Il Hi-Flow karo u3abpnare npejanasioro ¢onuo, 6e3 na
JIOKOCBATEe ChAbLPKAHUETO HA onakoskara (¢gur. a). He u3Baxjaite Bce oule cucremara 3a
[PEXBbLP.ISIHE OT OI1aKOBKaTa.

3aBbpTreTe OlNAaKoBKara OT APYIrds Kpal W HATUCHETE NpO3pavyHus M/1acTMacoB WHUdT npes
rymeHara 3anyuasnka Ha yiakona ¢ pazrsopured (bur. 6). Ciea ToBa OTCTPaHETE OMAKOBKATa
or BAXJECT II Hi-Flow (¢ur. B). He oTcrpansiBalite Bce oule CHHsATA npeanasHa x
BAXJECT II Hi-Flow.

Cunen roBa oObpHere cucremara, cberosiwa ce or BAXJECT II Hi-Flo
pa3TBOpUTE.l, Taka ye QIakoHbT ja € orrope. HarucHere sinnasust uMdT H
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Qur. a

Flow BbB ¢1akoHa ¢ OEUBA. BakyymbT 111€ U3TEr/id pa3TBOpUTEs BbB (UiakoHa ¢ OEWBA

(dur. r).

3abpreTe BHUMATEJIHO UsijaTa cucrema, 0e3 j1a s paskiauiare, 10 pa3TBapsiHETO Ha lpaxa.
Yeepere ce, ue ODEMBA ¢ HanbiHO pa3TBOpeH, ThbH KATO B IPOTHBEH Cllyyald akTUBHOTO

BELLIECTBO MOXKeE Aa Objie 3a/ibpiKaHo OT (PHJITbpA HA CUCTEMATA.

Dur. 0 Dwur. B

il Wy

—— —

! | o .
—sy L)
— I e e




Uudysusn
M3non3sailite acentruyHa TEXHUKA 110 BPEME Ha usiara npouejaypal

1) Orcrpavere cuusta npeanasiHa kanayka or BAXIJECT II Hi-Flow. Csbpxere 3apaBo
cripuHuoBkara kbvm BAXJECT 11 Hi-Flow. HE U3TETJISIMTE BB3/IYX B CITPUHLIOBKATA.
(Pur. 1). 3a aa ce rapaHTUpa 31paBo cebp3aHe mexay crnpuHuoskata ¥ BAXJECT I Hi-Flow,
HACTOSTEJIHO Ce NpernopbyBa U3I0J3BaHETO HA CrIpUHLOBKA THN ,JIyep JIOK™ (mpU MOHTHpAaHETO
3aBbPTETE CIIPUHIIOBKATA 10 110COKATa HAa YaCOBHHKOBATA CTPEJIKA, J0KATO CE€ 3aCTOINOPH ).

2) OObpHeTE cucTemara, Taka Y€ pa3sTBOPEHHUAT [POAYKT jJa € orrope. M3rerjere pasTBopeHHs
NpoAYKT B cnipuHiloBkara ype3 bBABHO u3abpnsane Ha Oyranoro Haj0iy, KaTo ce yBepuTe, ye
BAXJECT II Hi-Flow u crnipyHuLOBKara ocraBaTr 37paBO CBbp3aHH Mpe3 UEJUs Mpolec Ha
n3abprBane (Qur. e).

3) Ortaenere CripyHilOBKaTA.

4) AKO NpPOAYKTbT B CIHPUHLOBKATa €€ 3aleHM, W34akairTe, J0KaTO nsHara cnajaHe. basHO
PUJIOKETE Pa3TBOPA HHTPABEHO3HO IOCPEACTBOM NpelocTaBeHara HHPY3HOHHA cucTemMa (MaH
npeaoCTaBeHara uivia 3a ¢JIHOKpaTHa ynorpeoda).

Dur. r Dur. 1 Qur. e

He naasumasaiite ckopoer Ha nudysusi ot 2 U DEUBA/Kg TesiecHo TerJio B MHHYTA,

AKO CTe M310.13Ba/IN 10BeYe 0T HeoOxoumara 1032 PEUBA

Moas uudopmupaiite Hesabasno Bawms jekap. Ilpenosupane ¢ ®EMBA Moke j1a NOBMLIM pUCKa OT
HeXKeslaHH CbOUTUS Ka1o Hanpumep TpomOoem0bo0.ius (oOpa3yBaHe HAa KpPbBEH CbCHPEK CbC 3acsilaHe B
KPbBOHOCHUTE Cbj0Be), npepaszxoana koaryjonatus (AHUK) wian undapkr Ha Muokapaa. Hskou or
cboluleHuTe TpoMOboemMO0/IMuHKM CHLOUTHS ce nposiBsaBaT npu 1034 Haja 200 U/Kg wiu npu nauuMeHTy ¢ Apyru
pUcKoBH (akTopu 3a TpoMOOEeMOOIMUYHH CLOHUTHS. AKO ce Hab/iojaBar IpH3HALKM HJIM CHUMIITOMH Ha
TpoMOOTHUYHK U TpoMOoeMOOIHUHH CbOUTHS, HH(Y3usTa TpsOBa na Obje cripsHa He3abaBHO M Ja ce
[peanpuemMar CbOTBETHH AHArHOCTUYHHU H TEpareBTHYHH MEPKH.

4. Bb3MOKHH HeXKe/IAHH peakiuu

MM NnoJjyvana.




YecTH HexeJ2HA peakiuu (MOrar aa 3acerdar ao 1 Ha 10 yoBeka)
CBpbXUYBCTBHTEAHOCT, raaBofonue, 3aMasiHOCT, XMNOTOHHSA, OOpHUB, MOJOXHTENIHH Ppe3yNTaTH 34
NOBbPXHOCTEH aHTHI'CH Ha xenaTuT B.

HexenaHH peakLiHd ¢ HEH3BECTHA 4decToTa (OLEHKA Ha YECTOTaTa HE MOXKe Aa ObjJe HampaBeHa Of
HaJIMYHHTE NAHHH)

HapynieHHsl HA KPbBTa H JiuMpHaTa cHcTema: npepa3xoaHa koaryiaonatua (JIUK), nosuinexr THTHp Ha
HHXHOHUTOPH

HapymeHnns Ha MMYHHATA CHCTeMA: aHA(QMNAKTHYHM peakuWH, KONpPHBHA TPECKa MO UANOTO TAIO
(ypTHKapus)

HapynieHns HA HEPBHATA CHCTEMA: YCELLAHe 3a U3TPbIIBaHe Ha KpaHHUEHUTE (XHNECTE3H), NATONOTHUHH
unHn otcnabeHn ycetllauus (napectesuns), vHeyaT (TpomboTHYEH, emboNIMueH), CbHIMBOCT (COMHOJIEHLIHA ),
NPOMEHEHH BKYCOBH YCellaHus (AMCrey3us)

CupaeuHn HapylleHns: cbpaeyeH yuap (MHpapKT Ha Muokapaa), cbpuebuene (Taxvukapaus)

CobaoBn HapymeHHs: 00pa3syBaHE HA KpPbBEH CbCHPEK CbC 3acAlaHe B KPBBOHOCHHMTE CbAOBE
(TpoMboeMboONn4HY  CLOMTHS, BEHO3HA W aprepuanHa Tpom0O03a), MOBHILEHO KPBBHO HAaNAraHe
(XHOEPTOHUA), 3auepBsiBaHe

PecnupaTopHu, IrphHH M MEAHACTHHAJIHH HapyweHuWs: 3anywBaHe Ha OenogpoOHara aprepus
(6enoapobHa emboNUR), CTECHABAHE HA AUXATENHUTE MbTHILA (OPOHXOCNAa3bM), XPUIIOBE, KALIIKLA, 3a10yX
(AACIHEsA)

CroMalliHo-YpeBHH HApPYILUCHHsE: NOBpPbLLIakHe, Axapusd, AMCKOMGOPT B KopeMHaTa 00JacT, yceuade 3a
NOBAHWrane (rajacHe)

HapyiueHns HA KO#KATA H NOAKOKHATA TLKAH: yCEUIaHe 3a U3TPBBaHE HA IHLIETO, MOAYBAHE Ha JHLIETO,
€3MKa M YCTHUTE (aHruoeaeM), KONPUBHA TPECKA N0 USNOTO TANO (YPTHKAPH:), Chpbex (NpypHTYC)

OO0 HapymleHHs H eeKTH HA MACTOTO HA NPHJAOKeHHe: OONKA HA MACTOTO Ha HHXEKTHpaHe, of1o
HEpPa3NONIOKEHHE, yCelllahe 3a ropelrHa, BTpucane, Tpecka, 60ika B repaAnTe, AHCKOMQOPT B rpbhiHaTA
obnact

H3cneaABAHHSA NOHWIKABAHE HA KPLBHOTO HanaraHe, MOBUILEHO HUBO Ha puOpuHOB D-auMep B KpbBTa.

bbp3aTta HHTpPABEHO3HA HHY3IUA MOXE jla NpeH3BHUKa IIPOHM3BaLIA DO/IKA M YCELAaHE 33 H3TPBLIIBAHE HA
JMUETO H KPARHULMTE, KAKTO H IIOHWIXKABAHE HA KPBLBHOTO HANIAIaHe.

Cnea npUNoXKEHHETO HA 1034 HAJL MAKCUMATHATA AHEBHA 1032 W/ MM NPOABIDKHMTENHO NPHIIOKEHHE, H/HIH
HaJiM4YHe Ha pHCKOBH (pakTopH 3a TpoMOGoembonus ca HabilogaBaHy Ciiyyan Ha HHQPAPKT Ha MHOKapJa.

CrofaBane Ha HEOKCIAHH PeaKIHA
AKO nONyuuTe HAKAKBU HEXelaHW JIEKApCTBEHHM peaklinM, yBeaoMmeTe Bawus nekap. Tosa BKIOUBA H
BCHYKH Bb3MOXXKHH HEXejJaHW peaKuHM, HEONHCaHH B Ta3H JUCTOBKA. Moxkere cbillo Aa cwobluuTe
HeXeNaHu peakl My AHPEKTHO 4pe3 HauxOoHanHaTa CHCTEMaA 33 ¢bo01iasane 8 M3snMbaHUTENHA areHUMA 110
nekapctsara, yn. ,Jamsn ['pyes” Ne 8, 1303 Codusa, ten.: +359 2 890 3417, yebcaltT: www.b :

OTHOCHO §e30nacHOCTTa Ha TOBA JIEKAPCTBO.




5. Kax na cbxpansiBare ®EHBA
Ja ce CbhbxpaHsaBa HA MACTO, HEJOCTBIHO 3a jeua.

J1a ce ¢cbxpaHsasa noj 25°C. [la He ce 3ampa3snBa.
JIa ce ¢CbXpaHsBa B OpUIHHAJIHATA ONAKOBKA, 32 Jla Ce NpeAnasy OT CBETIHHA.

He w3non3saiite TOBa ;1IeKkapcTBO CJie] CPOKa Ha roAHoOCT, OTOENfA3aH BbPXY €THKETa U KAPTOHEHAaTa
onakosxa caea ., 'ones 10:"*. CpoxbT Ha FTOAHOCT OTrOBaps HA MOCAEAHUA ACH OT MOCOUYEHHUS MECELL,

He u3xsbpasifiTe nekapcrsarta B KAHANM3aUMATa KWIM B KOHTeRHepa 3a aoMallHK oTnaabuu. I[lonutadre
Bawns papMaleBT Kak /1a U3XBLPJIATE JIEKAPCTBATa, KOUTO BEYE HE H3INON3BaTe, Te3U MEPKH LUE CTIOMOrHaT
33 ONA3B4AHE HA OKOJIHATA Cpeja.

6. ChaAbpkaHHe HA ONTAKOBKATA H AOIFLJHHUTE/NHE HHpOpMANNA
KakBo chabpxa PEUBA

flpax

—  AKTHBHOTO BELLUECTBO BbLB ()JIaKOHA € aKTHBHOCT, 3a00Mkansawa nuxudburopa Ha ¢axrop VIIL

— 1 ml cvabpxa 25 U akTHBHOCT, 3a00nKansiia nuxuburopa Ha dpakrop VIII.

— 1 ¢nakon ®EUBA 25 U/ml cbabpxa 500 U (enuHnuu) axTMBHOCT, 3a00MKandAlla HHXMOHTOpA Ha
daxtop VIII B 200 — 600 mg 4yoBELIKH NaasMeH NPOTEHH.
GEUBA cbAbpKa Cblio pakTopH I, IX u X npeaAnuMHO B HeakTHBHpaHa QOpMa, KAKTO U aKTHBHPAaH
¢akrop VII. KoarynauvoHHusaT avturen Ha ¢axtop VIII (F VII C:Ag), kakto n ¢akTopuTe Ha
KalHKPEUH-KHHUHOBATA CHCTEMA Ca HAJMYHY CaMO KaTo CACAH WK H300UL0 HE CE€ CHABPXKAT.

-~ JHpyrute cbCTaBKy Ca HATPUEB XJOPHA M HATPHEB LUTpaT.

PazTBopuTEn
~ BojJa 3a HHXeKLHH

Kak usraexna PEVBA n KakBo ChbAbPXKAE 0ONaKOBKATA

[IpoaykTbT ce npeatara noj gopmara Ha JHOMH.IM3NpaH 1pax HAK POHJANWBO TBBHPIAO BeltecTro € 64an A0
Denesnunkas uay BnenoseneH uBAT. ['0ToBMAT 3a ynoTpeba paszteop e ¢ pH mMexay 6,5 u 7,3.

[IpaxbT ¥ pa3TBOPUTCAT & NPEAOCTABAT BbB (P1AaKOHHM, W3PA0OTEHH OT CTHKIIO U 3aTBOPEHHM C FYMEHH
3ANYLIANKH.

Bua onakoBka: | x 500 U.

[3a AMCTOBKATA HA OIIAKOBKATA 38 NPHJI0KEHHE ¢ HIVIH]|

ChabpKaHHe HA ONAKOBKATA:

- 1 ¢nakon ¢ S00 U ®EMBA npax 3a uHY3MOHEH pasTBop
- 1 dnaxon ¢ 20 ml Boj1a 38 HHKEKLHH

- 1 cnprHUOBKA 3a eaHOKpaTHA ynotpeda

- | Wrna 3a eaHoKpaTHa ynorpeda

- 1 vrna tun “6brepdnait’ ¢ knamna

- | punTbpHA Hraa

- | TpaHcdepHa uraa

- | aepupawa urna
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[3a iucTOBKAaTA Ha onaKoBKATAa 32 npHacxkenue nocpeactsom BAXJECT Il-Hi-Flow]

ChAbLpKAHHE HA ONIAKOBKATA!

- 1 dnaxon ¢ 500 U ®EMUDBA npax 3a HHPY3HOHEH pa3TBOD
- |1 pnakon ¢ 20 ml Boja 32 HHXKEKUHH

- | BAXJECT Il Hi-Flow 3a pa3sreapsane

- | cnpuHUOBKA 33 €AHOKpaTHa ynoTpeda

- | urna 3a eaHOKpaTHa ynotpeda

- 1 urna tvn "OvTepdaan*

[IpuTexkaTen HA paspewleHHeTOo 38 ynorpeda

Baxalta Innovations GmbH
industriestrasse 67

A-1221 Vienna
ABCTDHA

[IponsBoauTe.l

Takeda Manufacturing Austria AG

Industriestrasse 67
1221 Vienna

ABCTpUA

To3n JiekapcTBeH MPOAYKT € palpeuien 3a ynorpeba B abpxapure yiaeHxkH Ha EMII nox cieannTe
HMeEHA:

ABCTPHA

FEIBA 25 E./ml| Pulver und L&sungsmittel zur Herstellung einer Infusionsl8sung
buarapus

FEIBA 25 U/mi powder and solvent for solution for infusion
I'npuus

FEIBA 25 U/ml kovic xat S1eA0Ing yio SidAv e npog £YyuoT
Janns

Feiba

EcTronus

FEIBA

Hpaanaus

FEIBA 25 U/ml powder and solvent for solution for infusion
Hcnanus

FEIBA 25 U/ml polvo y disolvente para solucidn para perfusion
Kunsp

FEIBA 25 U/ml kévig kat iaddtne nia sdivpa mpog yyovon
Hopserus

FEIBA

Pymbaus

FEIBA 25 U/ml powder and solvent for solution for infusion
Cnosenus

FEIBA 25 e./ml pradek in vehikel za raztopino za infundiranje
OuHIaRAHA

Feiba

XbLpBAaTCKa

FEIBA 25 U/ml pradak 1 otapalo za otopinu za infuziju

]




Ilisenun
Feiba 25 enheter/ml pulver och viétska till infusionsvétska, |0sning

JaTa Ha NOCIEAHO npepasriexiaHe Ha auctoskaTa 03/2024
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[ocouenaTa nmo-x0,1y HHGOpPMALHS e NpeAHA3HAUEHA CAMO 38 MEAHUHHCKH CHCIHAJIHCTH:

JleueHuero TpabBa na ce npeaAnpUEME W KOHTPOJIMPA OT JiIeKap ¢ ONMUT B JICHEHHETO HA HAPYLUEHHA Ha
KPbBOCHCUPBAHETO.

Hdo3upoexa
Ho3npoBKaTta H NPOABLDKUTEIHOCTTA Ha JICYEHHETO 3aBUCAT OT TEXKECTTA HA XEMOCTaTHYHOTO HAPYLUCHHE,

JJOKJIU3AaLHATa H CTENCHTA Ha KPBBOU3NHBA, KAKTO Y OT KJIHHHYHOTO CbCTOAHHUEC Ha MNALUCHTA.

Jlo3upoBkaTta M uecToTaTa Ha NpHJIOKEHHE TpsabBa BuHark fAa ce ONpeaesAT Cnopea KIHHH4YHATa
e(PHKACHOCT BbB BCEXH OTUENEH Clyyai.

KaTo 0610 npaB®1o ce lipenopbyBa j03a ot 50 — 100 U GEUBA na kg Tenecto terno (1.7.), 6e3 obaue ga
ce HaJABULIABa oTAesiHa j03a OT 100 U/kg renecHo Terno n makcumanHa auesHa ao3a ot 200 Ukg 1.1,
OCBEH aKO TEXECTTa Ha KPbBOU3NIWBA HE H3UCKBA K HE ONpaB/asa H3NO0N3BaHETO Ha MO-BUHCOKH J03H.

[lopaau crieunduuHy 3a OTACTHUTE NaLUEHTH PaKTOpH, NOBAHABAHETO OT CPEACTBATA, 3A00HKATSLLH
HHXHOUTOpA MOXKE d ¢ pas;IMUHO, KATO NPH AAAEHO KbPBEHE IALUEHTHTE, KOUTO HE CE MOBAUABAT
AOCTATBYHO OT €AHO CPEJICTBO Ce MOB/IMABAT OT Apyro. B ciiyyall Ha HEAOCTATHYHO MOBAKABAHE OT €AHO
cpeacTBo, Tpsbea aa cc odMucay ynorpedara Ha Apyro.

ITeouampuuna nonyrayusiONATLT NPH Aelia HA Bb3PacT o4 6 roAMHKU € orpaHydueH. J030BUAT PEXKHUM NpH
Bb3pacTHH TpsbBa Aa 6b/1e afanTHPaH KbM KIHHHYHOTO CbCTOSIHHE HA AETETO.

1) CnioHTAHEH KPBLBOH3JIUB

CTaBHH, MYCKYJIHH H MEKOTbKAHHH KPHLBOH3JIHBH

[Ipy neKkn A0 yMEPEHO TEXKH KPLBOM3IWBU ce npenopbubBa no3a oT 50 — 75 Ukg TeaecHo terno Ha 12-
yacoBH HHTepBaaH. JlcueHuetro TpabBa aa npoAbL/XKY A0 £BHO 110A00peHHe HAa KIMHHUYHHTE CHMIITOMA,
Hanp. HamajiaBaHe Ka 00.1KaTa, cnajaHe Ha OTOKa MK pa3iBUXKBAHE HA CTABATA.

[Ip1 TeXKH MYCKYJIHH N MEKOTbKAHHH KPbBOH3JIMBH, HAIP. PETPOIEPHTOHEAIHH CE€ TNpenopbyBa A03a OT
100 U/kg TenecHo Ter:1o va 1 2-4acoOBY WHTEpPBAIH.

KpbBOH3/IHBH OT .1H1'aBHLY

[Ipenopbuea ce no3a or 50 U/kg TenecHo teryio Ha BCekH 6 yaca MpH BHHMATenHo HablioneHKe Ha
nauueHTa (BU3yaJieH KOHTPOA HAa KpPbBOW3/IMBa, NOBTOPHO ONpeAcisHE HAa XEeMaTOKpHTa). AKO
KPbBOM3NHMBLT HE Clidpa, Ao3aTa moxe aa Obie yseanuena ao 100 U/kg reaecHo terno, 6e3 obaue na ce
HajaBuluaBa aHeBHa Ao3a o1 200 U/kg resnecHo rerno.

13




Apyru TeXKH KPbBOH3 IHBH
[Tpu Texkn KpbBOU3NKBH, kaTo HanpuMep B LIHC ce npenopbusa zo3a ot 100 U/kg TenecHo terno Ha 12-
HaCOBM HHTEpBaid. B otaenHu cayyau GEUBA Mmoxe [a ce NPHIOKH Ha 6-4aCOBH HWHTEPBATH A0

MOCTHraHe Ha SCHO W3pa3eHo KIMHHYHO nojobpenne. (He Tpabea aa ce HaABHILABA MAKCUMAJIHATA AHEBHA
no3a ot 200 U/kg tenecHo Terio!).

2) XHpYPrHYHH ONepALHH

[Tpu XMpypruvHH HHTEPBEHUHKH, MPEAONEPATHBHO MOXE [1a CE€ NPUNIOKHM mbpBoHavasHa 1o3a ot 100 Ukg
T.T., KaTo ciel 6 — 12 yaca Moxke Ja ¢e NPUIOKH AombiaruTenHa no3a ot 50 — 100 U/kg TenecHo Terno.
Karto cnenonepaTtBHa nogabpikaiia go3a moxe Aa ce npunarar 50 — 100 U/kg tenecHo Terno Ha 6 — 12-
4YacOBU MWHTEpBaJd. JIO3MpPOBKATA, WHTEPBAAMTEC MEXAY AO3ZUTE H MNPOALJKMUTEIHOCTTA Ha Mpeld- H
CIEJIONIEPATUBHOTO JIEHEHHUE CE ONPEACAAT CIOPEA XUPYPru4HaTa HMHTEPBEHUHS, OOLLOTO ChCTOAHHUE HA
faLneHTa ¥ KiWHWuHara e(UKaACHOCT BbB BCEKW oTaeneH cnydal. (He Ttpsabsa na ce HaaBuiuaba
MaKkcHmalHara AHeBHa j103a ot 200 U/kg 1.1.1).

3) IIpoduaakTHKA NP HAUHEHTH ¢ XeMODHJIHA A ¢ HAJTHYHEe HA HHXHOHTOpH

- Ilpodunakrika Ha KPLBOK3J/HBH NPH NANHEHTH ¢ BHCOK THTLP HA HHXHOHTOPH H YecTH

KPbLBOHAIMBH ¢Jie]] HeycllelllHa HHAYKUMA HA uMYHeH TosiepaHce (ITI) mau xorato He e
oOmucasua ITI:

[IpenopbuBa ce no3a or 70 — 100 U/kg Tenecuo rerno npes aed. Ipn HeobxoauMocT aosara
moxe na Onae ysenuueHa ao 100 U/kg rtenecHo Terno Ha AcH WM Aa Obae HamaneHa
[MOCTENEHHO.

—  IIpopHIAKTHKA HA KPbLBOH3JIMBH MPH NANHEHTH ¢ BUCOK THT'LP HA HHXHOHTOPH 1O Bpeme
HA HHIYKIHA HA HMYHEH TOJICPaHC (ITD):
OEUBA moxe na ce npunara eaHospeMesHo ¢ daxrop VI B go3u ot 50 — 100 U/kg Tenecho

TErN0 ABa NbTH JHEBHO, JOKATO THTLPBLT HA HHXWOUTOpHUTE Ha PakTop VIII He ce noHKXH RO
<2 BU. *

* | berezaa coimnmua (BU) ce onpeiens karo KOJIMUECTBOTO aHTUTEN], KoeTo HHxHOHpa 50% oT akTHBHOCTTA Ha
daxrop VIl s uukybupana miaama (2 h npn 37°C).

4) Ynorpe6a na ®ENBA npH cneumajJHy rpyny NauMesThn

GENBA e u3nonsBan cblio B KOMBGHHALMS ¢ KOHUeHTpaT Ha dakTop VIII 3a AbarocpouHo nevenue ¢ uen
NOCTHIAHE HA TbJIHO K NOCTOAHHO eIMMUHMpaHe Ha HHXHOUTOpa Ha ¢akiop VIIL.

Habmooenue
B cnyualt Ha HEAOCTATHYHO MOBNUABAHE OT JIEUEHHUETO C NPOAYKTA CE MPENOPLUBA ONpEaeNsHe Ha o0

Opolt TpombouuTH, THH KaTO Ce cduTa, 4e 3a Ja UMa ePUKACHOCT € Heobxomum JocTtaTbyeH Opoi
(hYHKLUHOHAIHO NBJAHOLUEHHH TPOMOOUUTH.

[Nopaau ClOXHUA MEXaHK3IbM Ha AEACTBUE HE € Bb3MONCHO NpAKC HAbMIOAEHUE HE AKTUBHHUTE ChCTABKH.
KoarynaunoHHuTe TecTose, KaTo Hanpumep epeme Ha cbeupBade (WBCT), rpombenactorpama (TEG, r-
cToiiHOCT) K aPTT, oOMKHOBEHO NOKA3BaT CaMO JIEKO CKbCABAHE M HE Ca HENPEMEHHO CBbP3aHH C
KAMHUYHATA €(PUKACHOCT. 3aTOBAa UMAT OMPAHHYEHO 3HAYEHUE NPH KOHTPOJIUPAaHE Ha NeHeHUETO C qJBﬁBA.

7 oAU Iy, TN
Hauun na npunoxcenue g*"w 0’%&
OENBA ce npunara 6aBHO WHTpaseHo3HO. CKOPOCTTA HA UHQPY3IUS HE Tpﬂﬁﬁa/" M w N

TENCCHO TEIUIO B MUHYT4.
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OEUBA Tpsabba na ce pa3TBOPH HEMOCPEACTBEHO NPEaU NpHAMKeHHe. Pa3TBOpsT TpsabBa aa ce M3non3sa
He3a0aBHO (TBH KATO NPOAYKTBLT HE ChAbPKA KOHCEPBAHTH). He H3moN3BalkTe pa3TBOPHU, KOHTO C8 MBTHH
WK MMaT otnaraHus. Heuw3non3saHUAT NPOAYKT WJHM OTNAAbUYHWTE MaTepHanu OT Hero Tpabpa aa ce
H3XBbPAAT B CbOTBETCTBUE C MECTHUTE HIUCKBAHUS.

KonTpo/inpasie HA JIEHEHHETO

He Tpsbsa na ce Haasuwasar otacaHu ao3u ot 100 U/kg TenecHo terno ¥ aHesHu ao3u ot 200 U/kg
TesiecHo Terno. [TauuenTuTte, Ha xouTo ce npuaarat 100 U/kg Tenecto Terno iau noseve, Tpadsa aa 6saar
HaloaBaHl BHHMATENHO, 0co0eHO 3a pa3suTHE Ha JUK #/unu ocrpa kOpoHapHa HCXEeMHs, KakTo U 3a
CHMIITOMH Ha APYrH TPoMGOTHUHHM WM TpomGoembonnunn cb6uTHa. Bucoxn nozn ®ENBA tpsabBa na ce
NPUAAraT camo A0kato ¢ abCconoTHO HEOOX0AUMMO 38 CIUPAHE HA KPHBOHU3JIHBA.

AKO Bb3HMKHAT KJAMHHUYHO 3HAYKWMHK [IPOMEHH B KPBBHOTO HaJsraHe WM NyjacosBaTa YeCTOTS,
pecrnupaToper AHCTpeC, Kaluxuua uau rpeaHa 6oaka, vHgy3uaTa TpsOBa aa 6bae cnpsaHa HezabaBHO U Aa
CEC MNpPEANpPUEMAT CLOTBETHH [AHATHOCTHYHK M TEpPaneBTHYHW MeEpkH. JlabopaTopHuTe pe3ynTarty,
nokaszareiny 3a JIMK ca nonnxxasane Ha pubpuHorena, nonuxeH oo 6poli TpoMOOLMTH W/HAH HATHYKE
Ha NPOLYKTH OT pasrpaxaaHeto Ha ¢pudbpuua/dbubpunorena (FDP). Hpyr nokasaren 3a JJUK e acHo
H3Pa3eHOTO yAb/HKaBaHe Ha TPOMOUHOBOTO Bpeme, NpoTpoMOMHOBOTO BpeMe uan aPTT. Ipy naiuenTy ¢
WHXHOHTOpHA XxeModuina UaK ¢ npuaoduTH HHXHOUTOPH Ha daktopu VI, [X u/man X, 0CHOBROTO
3afonapaHe yabixkasa aP T,

[IpunoxeHueTo Ha GEUBA npu nauMeHTH ¢ MHXMOHTOPM MOXeE Aa AOBEAE A0 IThPBOHAYAIHO
aHAMHECTHMHO MOBHILEHHE B HUBaTa Ha nHXuGUTOpHTe. [IpH RpoabIKMTENHO NpUnokeHne Ha OEWBA,
HHXHOUTOpHTE MOXKE /1a C€ MOHMKAT C BpeMeTO. OT KIHHHUHBHTE U JTHTEPaTYPHHUTE AAHHH CE Npeanonara,
ue edukacHoctra Ha ®EMBA He ce namanssa.

[lpn nekyBaH# ¢ OEUBA nauveHTH ¢ MHXUOMTOpHA XeMODMIHA WM ¢ NPHAOOHTH MHXMOMTODH Ha
KoaryJauMoOHHHTe (akropy, MOXe Aa vMa NOBULIEHA CKJIOHHOCT KbM KPbBOH3NKHBH, KaKTO H
CAHOBPEMEHHO ¢ TOBA — HO-BUCOK PUCK OT TpomBo3a.

JlabopaTopHu nicneaBaHUA B KJIHHHYHA ePHKACHOCT

In vitro TecToBeTE 3a J0Ka3BaHe Ha edukacHocT xaro Hanpumep aPTT, speme Ha cbhcupsane (WBCT) u
TpoMmbenacrorpama (T'EG), He CLOTBETCTBAT HENPEMEHHO Ha KRHHHW4YHATA KapTHHA. 3aTOBa OMHTHUTE Aa
6baaT HOPMATM3WPAHW TE3M CTOMHOCTH upe3 yBenwuapaHe Ha posata Ha ODEMBA morar aa ce okaxat
HEYCMELHH H NakKe Ce OTXBBPAAT, MOpaad NOTEHLHATHHA puck oT pasBuTHe Ha JIUK uvpes npeaosupade.

3Hauenue Ha obuing Gpost TpombounTH

B cayuail Ha HeaocTaTLYHO NoBJAKABaHe OT Jevennero ¢ ®EMBA ce npenopbuea onpeaensHe Ha o0Liua
Opo#i TpoMOOUKMTH, THH KaTO 38 €PHUKACHOCT Ha OENBA e Heobxoaum J0cTaTbyeH 6po#i HYHKLHOHAIHO
MbJAHOUCHHY TpoMbouuTH,

Jleuenue Ha NMaLHEHTH ¢ XeMOH/IHA B ¢ HA/IHYHe HAa HHXHOUTODH

ONUTHLT NpH nauneHTn ¢ xeModunug B ¢ Hanuuue HAa HHXUOUTOpH Ha QakTop [X e orpaHHyeH, NOpPaaH
pPAAKOTO pasnpocTpaiieHHe Ha 3abonsBaHero. [lerMma nauueHTH ¢ xemoduana B ¢ Hanvuhe Ha
nHxubutopu ca nekysann ¢ ®EMBA no BPEME HA KJIMHHYHUTE UINUTBAHUA HA NCYCHHETO NPU NOHCKBAHE,
NpOPHAAKTUKATA U1K 3a XHPYPrUUHH HAMECH.

B npocCneKTHBHO, OTKPWUTO, PaHIOMHM3WPAHO, MNAPAJIE/IHO KIHHHYHO MPOYYBaH
XeMopuiua A uaM B ¢ HalW4YME HA NEpPCHCTHpALLM BMCOKM THTPH HA AHTHUTE
36 NaLMEHTH Ca paHAOMH3HPAHH KbM NPOPHUIAKTHYHO JICUEHHE C TPOABIKHTENHO
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HJIM KbM JleYeHHE NP NoUcKBaHe. B pamoTto Ha npoduaaxkTukara 17 nanuentu ca npuemanu 85 + 15 U/kg
OEWUBA, npunaranu npes J€H, a B paMOTO Ha JIEYEHHETO NPH NOMCKBaHE 19 NaLMEHTH ca JeKyBaHH
HHAHBHAYAJHO 1O TMpeueHka Ha Jekapd. B paMOTO Ha N€YEHHETO MNpH NOMUCKBaHE ca JIeKyBaHH
ABaMma MauueHTH ¢ xemoduwiua B ¢ Hanuude Ha WHXKOMTOPH, @ B paMOTO Ha Npogduiakrukata — eAHH
malHenT ¢ xeModpuius B,

Meaunanata Ha ABR (cpeaHOroauuiHa 4ecToTa Ha KPbLBOM3/IHBH) 3a BCHUKH BHAOBE KPBBOH3JIKBH NpPH
NaLMEHTHTE B paMOTO Ha npodunakTukara (MeauadHa Ha ABR = 7,9) e no-manka OT Ta3u npu naLMeHTHTE
B pPAMOTO Ha JIEYEHHETO 11pH NoNcKBaue (Meauana Ha ABR = 28,7), koero Bb3nu3a Ha 72,5% 1ORHKEHHE B
meanaHara Ha ABR mexay pameHara.

B apyro nposeaeHO [IPOCNEKTHBHO, HEHHTEPBEHUMOHANHO, HAO/MIONATEeIHO TMpOoyvYBaHe Ha
nepuonepatHata ynorpeba Ha DEMBA (PASS-INT-003, SURF) ca u3pnpuieHy 0610 34 XMpypruuHH
npoueaypH nipd 23 naumenrd. [loBeyeTo nauvenTu (18) ca nmanu BpoaeHa XeMOPHIHA A C HANHYHE HA
HHXUOHTOPH, nBaMa ¢ xemoduada B ¢ HaiMune Ha uHxWOUTOpK N TpuMma ¢ npyuaobuTa xemopuaug A ¢
HaJMYue Ha MHXHOUTOPH. [TpoabIKHTENHOCTTA Ha excrio3nuuaTa Ha GEUBA sapupa ot 1 10 28 aHK cbe
cpelHa CTORHOCT OT 9 JiiKn 1 MeanaHa ot 8 aAHK. Cpennara kymynaTusHa ao3a e 88 347 U, a mequaHaTa Ha
nozara — 59 000 U. [lpu nauueHTuTe ¢ xeMopuina B ¢ nanvune Ha HHXHOUTOPH HaH-NPOABIKHTENIHATA
ekcnosuuus Ha <DEWMBA e 21 auu, a MakcMMandHaTa npWiokesa aosa - 7324 U,

OceeH TOBa ca cbhobuieHu 48 cayuas, B konto ®EUBA e u3noassan 3a neueHne M npoHIaKTHKA Ha
KPBBOH3NUBK [IPH NAUUEHTU C xemMopuaua B ¢ nanuune Ha vHxHOutop Ha daktop IX (34 mauueHTtd ¢
xeMopuana B ¢ Hainyye Ha MHXHOUTOPH ca TeKyBaHU MPH [TOUCKBAHE, LIECTUMA — MPOPUIAKTHYHO K OCEM

— MPU XUPYPrUHHH NPOLUEAYPH).

HMma CbLIO €AMHHYHM CbODLIEHHS OTHOCHO ymoTpebara ua MEWBA npu Ne4eHHETO HA NAUMEHTH ¢
npuacbuT HHXUOHUTOPH Ha dakTopu X, X1 1 XIIL
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