MHNPUJIOKEHMUE 1

KPATKA XAPAKTEPUCTHUKA HA ITPOAYKTA



1. HUME HA JIEKAPCTBEHUS ITPOAYKT

IDELVION 250 IU npax u pa3TBOpUTEN 32 MHKEKLINOHEH PA3TBOP
IDELVION 500 IU nmpax u pa3TBOPUTEI 32 HH)KEKIIMOHEH Pa3TBOP
IDELVION 1000 IU npax u pa3TBOpHTEN 3a HHKEKIIUOHEH pPa3TBOP
IDELVION 2000 IU npax u pa3TBOpHUTEN 3a HHKEKIIUOHEH pPa3TBOP

IDELVION 3500 IU npax u pa3TBOpHUTEN 3a HHKEKIIUOHEH Pa3TBOP

2. KAYECTBEH U KOJIMYECTBEH CbCTAB

IDELVION 250 IU npax u pa3TBOPUTEN 33 MHKEKIIMOHEH Pa3TBOP

Bceeku ¢nakon cpapprka HomuHaHO 250 [U pekomOuHanTeH Qy3uoHEH MPOTENH, CBBP3Balll
koarynanuoneH ¢akrop IX c anGymun (rIX-FP), (andyrpenenonaxor anda (albutrepenonacog alfa)).
Cren pastBapsse ¢ 2,5 ml Boga 3a HHXeKIuH pa3TBopsT chabpxa 100 [U/ml anGyrpenenonakor
anda.

IDELVION 500 IU npax u pa3TBOpUTEN 332 MHKEKIIMOHEH Pa3TBOP

Bceeku ¢nakon cpapprka HomuHanHO 500 [U pekomOuHanTeH y3uoHeH MPOTENH, CBBP3BaLI
koarynanuoneH ¢akrop IX c anGymun (rIX-FP), (anGyrpenenonaxor anda (albutrepenonacog alfa)).
Cren pastBapsse ¢ 2,5 ml Boja 3a HHXKEKIUH pa3TBOphT chabpxa 200 [U/ml anGyrpenenonakor
anda.

IDELVION 1000 IU npax u pa3TBOpHUTEN 3a HHKEKIIMOHEH Pa3TBOP

Bceexu ¢unakon cpappika HomuHaaHO 1000 IU pexomMOrHanTeH (y31OHEH NPOTEHH, CBbP3BAILLl
koarynanuoneH ¢akrop IX c anGymun (rIX-FP), (anGyrpenenonaxor anda (albutrepenonacog alfa)).
Cren pastBapsHe ¢ 2,5 ml Boja 3a HHKEKIUH pa3TBOphT chabpxa 400 [U/ml anGyrpenenonakor
anda.

IDELVION 2000 IU npax u pa3TBOpPHUTEN 3a HHKEKIIMOHEH Pa3TBOP

Bcexu ¢nakon cpappika HomuHaaHo 2000 IU pexomMOrHaHTeH (y3HMOHEH IPOTEHH, CBbP3BAILl
koarynanuoneH ¢akrop IX c anbymun (rIX-FP), (anGyrpenenonaxor anda (albutrepenonacog alfa)).
Cren pastBapsiHe ¢ 5 ml Boga 3a MHKeKIMH pa3TBOPBT chabprka 400 IU/ml anbGyTpenenonakor anda.

IDELVION 3500 IU npax 1 pa3TBOpHUTEN 3a HHKEKIIMOHEH PAa3TBOP

Bceku ¢nakon cpappika HomuHanHO 3500 IU pexomOnHanTeH (y3HMOHEH IPOTEHH, CBbP3BAILl
koarynannoneH ¢akrop IX c anbymun (rIX-FP), (anGyrpenenonakor anda (albutrepenonacog alfa)).
Cnen pekoHncTuTynpane ¢ 5 ml Boza 3a MHXXeKUUHU pa3TBopbT chabpka 700 IU/ml anbyrpeneHoHakor
anda.

AxrtusHoctTa (IU) e onpeznenena c moMomITa Ha €JHOSTATHUS TECT 32 ChCHUPBAHE CHIVIACHO
EBponeiickara ¢papmakones. Cnenuduunara akrusHocT Ha IDELVION e npubnusurenno 54 - 85
IU/mg npotens.

AnOyTtperneHoHaKor anda e MpeyrcTeH MPOTEenH, NoTy4eH nocpeacTsoM pekomOuHanTHa JTHK
TEXHOJIOTHS, Ch3Ja/IcH Ype3 TeHHO CIMBAaHE Ha PEKOMOMHAHTEH aln0yMUH ¢ PeKOMOMHAHTEH
koarynanuoneH ¢akrop IX. 'ennoro cnuBane Ha kK IHK Ha doBemkus andymun ¢ k/JHK Ha
YOBEIIKHS KOAryJIaluoHEeH (DaKkTop JaBa Bb3MOYKHOCT MPOTEUHBT /1a CE MOMyYaBa KaTo €JUH
PEKOMOHMHAHTEH IPOTEHH U OCUTYPsIBA XOMOT'€HHOCT Ha MPOAYKTA Upe3 N30sArsaHe Ha XUMUYHA
koHroranus. Yacrra Ha pekomOuHanTHUS Qakrop IX e nnentuuna Ha anenHara popma Thr 148 Ha



MOJYYEHHUs OT YoBeliKa riazMa ¢axrop IX. Bpb3kaTa, KOSITO MOIEKH Ha pa3LenBaHe MEKIY
MOJIEKYyJIUTe Ha pekoMOnHanTHHA dakTop X 1 anbymuHa, ce mosryyaBa OT €HIOTCHHUS ,,aKTUBU AL
nenTua’ Ha HaTUBHUS ¢axrop IX.

IToMOITHO BEIIECTBO ¢ U3BECTHO AEWCTBHE

Bceku pexoncruryupan ¢akod ¢ 250 U, 500 IU umu 1000 U ceabspxa 4,3 mg HaTpuid.

Bceku pexoncruryupan ¢iaxkos ¢ 2000 U mwnu 3500 IU cpapprka 8,6 mg HaTpuii (Bk. Touka 4.4).
3a IBJIHKS CIMCHK Ha MOMOIIHUTE BELIECTBA BUXKTE TOUKa 6.1.

3. JIEKAPCTBEHA ®OPMA

Han " pa3TBOPUTEII 3a MHIKCKIIUOHCH Pa3TBOP
BJ'Ie,I[O)K’LJ'IT a0 O npax u 6I/ICT'Bp, 6G3L[BCT€H Pa3TBOPUTEI 3a UHIKCKIIMOHCH pa3TBOP.

pH: 6,6 — 7,2
OCMOJIaTUTET:

IDELVION 250 IU mpax 1 pa3TBOPUTEN 3a HIDKEKIIMOHEH PAa3TBOP
175 — 215 mOsm/kg.

IDELVION 500 IU mpax 1 pa3TBOPUTEN 3a HIDKEKIIMOHEH PAa3TBOP
260 — 300 mOsm/kg.

IDELVION 1000 IU mpax u pa3TBOPUTEN 3a HIDKEKIIUOHEH Pa3TBOP
260 — 300 mOsm/kg.

IDELVION 2000 IU mpax u pa3TBOPUTEN 3a HIDKEKIIUOHEH Pa3TBOP
260 — 300 mOsm/kg.

IDELVION 3500 IU mpax u pa3TBOPUTEI 3a HIDKEKIIHOHEH Pa3TBOP
260 — 300 mOsm/kg.

4. KJIMHNUYHU JAHHHU
4.1 TepaneBTHYHH NOKA3AHUS

Jleuenue u nmpoduIaKTHKa HAa KbPBEHE NMPH NAlMeHTH ¢ Xxemopunus B (BpoaeH nepunut Ha paxtop
IX).

IDELVION Moxxe fa ce u3o3Ba Ipu BCHYKH Bb3pacTOBU IPYIIH.
4.2 Jlo3upoOBKA M HAYWH HA NPHJIOKEHHE

Jleuenneto TpsOBa Aa ce MpoBekAa Mo HAOIIOACHUETO Ha JIEKap C OMUT B JICUCHUETO Ha
xemodunus B.

HDOCJ’ICZ[SIB&HG Ha JCYCHUCTO

ITo BPEMC Ha JICUCHHUCTO € NPCTIOPBUUTCIIHO [1a CC ONPCACIIAT IO MOAXOAAI] HAYWH HUBATA Ha (l)aKTOp
IX, 3a a CC OoIIpcaAc 103aTa, KOATO LIC CC Ipujiara, 1 4€CToTata Ha MHOTOKPAaTHUTC I/IH(l)y3I/II/I.
OTFOBOp’BT KbM (l)aKTOp IX moxe Aa € pa3jiniuCH MpHu OTACITHUTC NMMANUCHTH, PA3JIMYCH MMOJYKUBOT U
Bb3CTaHOBsABaHEe. Moke Ja € HCO6XO,Z[I/IMO A03aTa, ornpeacjicHa Bb3 OCHOBA HAa TCJICCHOTO TCTJIO, [1d CC
KOpurupa mnpu maifueHT ¢ IOAHOPMCHO UJIM HAJHOPMCHO TCIJIO. OcobeHo B CJIy4auTC Ha rojisiMa




XUPpYypruiHa MHTCPBCHUHUA € 3aABJDKUTCIIHO 3aMCCTUTCIIHATA TCPAIIUA Oa 6”[),[[6 Ha6J'IIO,Z[aBaHa
CTPUKTHO MOCPCACTBOM KOAryJaliluOHCH aHaJIn3 (HJ'Ia3M6Ha AKTUBHOCT Ha (1)aI<T0p IX)

Korato ce n3nomn3Ba eqHoeTaneH in vitro KoaryJialloHEH TeCT, 0a3upaH Ha TPOMOOIIIIACTHHOBO BpeMe
(aPTT), 3a onpenensane Ha akTUBHOCTTA Ha (akTop IX B KpbBHH poOM HA MALIMEHTH, PE3yATaTUTE 32
IIa3MeHaTa akTUBHOCT Ha ¢akTop [X Morar ga Obaar 3HAYUTEIHO MOBIUSHH, KakTo OT TUna Ha aPTT
peareHra, Taka ¥ OT pe)epeHTHHS CTaHAAPT, U3II0JI3BaH NpH aHan3a. ONpeaesIHEeTO C AHOCTAlCH
KoaryJamnuoHeH TecT, KoiTo nu3non3sa aPTT pearent Ha kaonuHoBa ocHoBa unu Actin FS aPTT
peareHt, Hali-BepOSATHO 1€ JOBEAE A0 3aHIKaBaHe Ha HUBOTO Ha aKTUBHOCTTA. ToBa € 0coOeHO
Ba)XHO IIPH POMSIHA Ha JTa00PaTOPHATA H/UIH U3IOI3BAHUTE PEareHTH MPH aHaIN3a.

EOL’J/IQOBK&

I[033,Ta U NPOABJIZKUTCIIHOCTTA HA 3aMCCTUTCIIHATA TCPpANrs 3aBUCAT OT TCIKCCTTA Ha ,I[e(i)I/II_[I/ITa Ha
q)aKTop IX, OT MACTOTO U CTCTICHTA HAa KbPBCHC, U OT KIIMHUYHOTO CbCTOAHUC HA MMAI[UCHTA.

BposT Ha npunnoxkennte equauiy pakrop IX e uzpazen B mexnynapoanu equauiu (IU), cpriacHo
Hacrosius crangapt Ha C30 3a npoayktu ¢ ¢akTop [X. AxtuBHOcTTa Ha dakrop IX B mmazmara e
W3pa3eHa WU B IPOLEHTH (CIPSMO HOPMaJIHATa YOBEILKA IJ1a3Ma) MM B MEXKIYHAPOIH! CAHMHULH
(cermacno MexxayHapoauus cTanaapt 3a gakrop IX B mna3zmara).

AKTUBHOCTTa Ha enHa MexnyHapoana exuanna (IU) ¢axrop IX cpoTBeTCTBa HA KOIMYECTBOTO
¢axTop IX B eann ml HopMasiHa YOBEIIKA [1a3Ma.

Jleuenue npu Heobxooumocm

Wzuncnssanero Ha HeoOxoauMaTa no3a paktop X ce ocHoBaBa Ha eMIMPUYHO YCTAHOBEHUS (aKT, 4e
1 U ¢akrop IX nHa kg TenecHo Tersio noBuIiaBa akTUBHOCTTA Ha miia3MeHus gakrop IX B KpbBTa cbe
cpeano 1,3 1U/dl (1,3 % oT HopManHaTa aKTUBHOCT) NP IMALMEHTH Ha BB3pacT > 12 rogunau u ¢ 1,0
1U/dl (1,0 % oT HOpManHaTa aKTUBHOCT) TIPH MAalMEHTH Ha BB3pacT < 12 ronuau. HeoOxoanmara go3a
ce ompezesis 1o cienHara popMyia:

Heob6xomuma no3a (IU) = tenecHo Terno (kg) x xenanoro nosumasane Ha gaxrtop [X (% ot Hopmara
niu [U/d]) x {perunpouna croitHOCT Ha HabmoaBaHoTO Bh3cTaHoBsBaHe (IU/kg na [U/dl)}

OuakBano noBumagane Ha ¢aktop IX (IU/dl mmu % ot HOpmata) = Jlo3a (IU) x Be3craHoBsiBaHe
(IU/dl na 1U/kg)/Tenecuo terino (kg)

KOHH‘IGCTBOTO, KOCTO HIC CC NPHUII0KHU, U YECTOTATA HA MMPUIIOKCHUC TpSI6Ba BHHAru Ja 6T>,Z[aT
OPUCHTUPAHU KbM KJIIMHUYHATA e(l)eKTI/IBHOCT B KOHKPCTHUA cnyqaﬁ.

ITanmenTu Ha BB3pact < 12 roauHu

3a vactruHo Bh3cTraHoBsiBane oT 1 [U/dl ma 1 IU/kg, no3ara ce n3uucisBa KakTo clieBa:
Heobxoanma mo3a (IU) = temecHo Terno (kg) x xemanoro moBumaBade Ha daxtop [X (IU/d]) x 1
dl/kg

[Tpumep
1. Heo6xomumo e HuBo Ha nuka 50 % ot Hopmarta npu naueHT ¢ terio 20 kg ¢ Texka
xemoduinust B. CroTBeTHaTa Ho3a 6u 6uma 20 kg x 50 IU/dl x 1 dI/kg = 1000 IU.

2. [Tpu npunarane Ha no3a or 1000 IU IDELVION Hna mamuent ¢ terno 25 kg, TpsiOBa na ce
OYaKBa MUK Ha nosumIaBane Ha ¢axrop IX crex umkextupane ot 1000 IU/25 kg x 1,0 (IU/d] na
1U/kg) = 40 1U/dl (40 % ot HOpMaTa).

[ManmenTy Ha BB3pacT > 12 roguHu
3a gactuHo Be3cTraHoBsBaHe ot 1,3 IU/dl Ha 1 IU/kg, no3ara ce u3ducisiBa KakTo CJIe/BA!




Heobxoanma mo3a (IU) = TemecHo Terno (kg) x xemanoro mosumiaBane Ha daxrop [X (IU/dl) x
0,77 di/’kg

[Tpumep
3. Heo6xonumo e HuBo Ha nuka 50 % ot Hopmarta npu naueHT ¢ terio 80 kg ¢ Texka
xemodunust B. CroTBeTHaTa Ho3a O6u Oumna 80 kg x 50 [U/d] x 0,77 dl/kg = 3080 IU.

4. [Tpu npunarane Ha no3a ot 2000 IU IDELVION Hna manuent ¢ terno 80 kg, TpsiOBa na ce
OYaKBa MUK Ha yBenuuaBaHeTo Ha (akrop IX cnen umxexkrupane ot 2000 IU x 1,3 (IU/dl na
IU/kg) /80 kg = 32,5 TU/dl (32,5 % ot HOpMAaTa).

B ciyuaii Ha cienHUTE XeMOparuyHu ChbOMTHA aKTUBHOCTTA Ha (aktop IX He TpsaOBa na cnana nox
NaJIcHOTO HUBO Ha aKTMBHOCT B mia3Mara (B % ot Hopmata wiu B [U/d]) 3a choTBEeTHHS TIEpHOA.
CrenpamaTa Tabnria MOKe J1a ce M3M0JI3Ba 32 HACOKH 3a JO3UPAHETO MPH €NU3041 Ha KbPBEHE U
XUPYPTrUYHHU ONEpaltu:

Crenen Ha kbpBeHe / Tun Heo0xonumo HUBO Ha YecToTa Ha IpUJIarane
XHPYPru4Ha npoueaypa daxrop IX (%) (AU/dl) | (uacose)/
I[Ipoab/KUTETHOCT HA
JieYeHueTo (JIHH)

KpbBouznus 30-60 Enuanyna nosa tpsibBa na e
Jlexa wim ymepeHa xeMapTpo3a, JOCTaThyHa 3a ITOBEYETO
MYCKYJIHO KbpBEHE (C U3KIIOUECHHUE BHJIOBE KbpPBEHE.
Ha WIMOIICOAc) U KbPBEHE B [onnbp:xama no3a ciexn
yCTHAaTa KyXHUHA 24 — 72 4aca, ako Bce OIIe
VMa IaHHU 32 KbPBEHE.
MacuBeH KpbBOU3INB 60 - 100 IloBTapsiiTe npuiaraneTo Ha
JKupoTo3acTpamasamu BCceKH 24 — 72 qaca npe3
KPBBOM3IINBH, KbPBEHE HA I'bpBATa CEIMUIIA, A CIE
IBI00KUTE MYCKYJIH, TOBa MOAbpIKAIIA 1032
BKJIFOUUTEITHO MIHOIICOAC CEIMUYHO, 10KaTO

KBPBEHETO cIipe U Oblie
MOCTHTHATO M3JICKyBaHE.

Maka XupypruyHa onepaus 50 — 80 (mpen- u Enunnyna go3a Moxe 1a €
BrurounTenHo ekcTpakius Ha 3650 MTOCTONIEPATHUBHO) JOCTaTBhYHA 32 IIOBEYETO OT
0e3 yCIIO)KHEeHUS MaJKUTE XUPYpPrHIHU

orepanyu. Ako e
HEOOXO0IMMO, MOXKE 1A CE
MTOCTaBH MOJIIBbPIKAIIA 1032
cien 24 — 72 gaca, TOKaTo
KBPBEHETO cIipe U ObJe
MTOCTUTHATO M3JICKYBaHe.

l'onsma xupyprudsa onepanus 60 — 100 (npex- u IloBTapsiiTe mpuiaraneTo Ha
MTOCTOIEPATHUBHO) Bceku 24 — 72 yaca npe3
II'bpBATa CEIMUIIA, A CIEL
TOBa MOAABprKaIa go3a 1 —2
BT HA CEIMULIA, JOKATO
KBPBEHETO cIipe U ObJe
MTOCTUTHATO M3JIEKYBaHe.

Ipogpunaxmura

3a npoabJKUTENHA MPOQUIIAKTHKA CPELLy KbPBEHE IPH MALEHTH € TeXKa xemopunus B,
obunuaitaute no3u ca ot 35 no 50 IU/kg BeqHbX CeAMUYIHO.

Hsixon manyeHTH, KOUTO ce KOHTPOIUPAT 100pe IpH cXxeMa Ha Mpuilarane BeIHbX CEAMUYHO, MOTaT
na 0baar nexkyBanu ¢ 1o3u Ao 75 IU/kg na uarepsanu ot 10 uiu 14 nuu. [Ipu manuenTy Ha Bb3pact



> 18 roguHM MOXe Jia ce OOMUCITH OTTBJIHUTEIHO yABIXKaBaHEe Ha HHTEPBaa Ha JeucHue (BiK.
Touka 5.1).

B msxon cj1ydau, 0Cco0€eHO IIpU Mo-MJIaan MaliuCHTHU, MOXKE J1a Ca HCO6XO,I[I/IMI/I NO-KpaTKU UHTCPBAJIN
Ha npujiarane Wjin mo-BUCOKU JO3U.

ITo Bpeme Ha npoduIaKTHKa Clle eMU30A1 Ha KbPBEHE, MAllMEHTHTE TPsOBa 1a MOAIbPIKAT,
JOKOJIKOTO € BB3MOXKHO, CBOsI poduiakTryeH pexuM ¢ 2 no3u IDELVION, kouTo ce mpuiaraT Haii-
MaJKo Ipe3 24 yaca, HO U MO-ABJIr0, aKO CE€ CUHUTA 33 MOAXOASIIO 3a MAUEHTA.

Tleduampuuna nonviauus

3a pparocpovHa npouiIakTHKa IpernopbyrTeNHaTa cxemMa Ha npuinarase e ot 35 go 50 [U/kg Benubx
ceMUYHO (BK. TOUkH 5.1 1 5.2). 3a roHOmM Ha 1 Hax 12 TOAWHYU MPENOPBKUTE 3a JO3UPaHE ca
CBLIUTE KaTo MPH BB3PACTHHU (BXK. IO-TOPE).

Hauun Ha npunoxeHue
I/IHTpaBeHO3HO MPUITOKCHHUC.

[IpurorBeHuaT pa3TBOp TPsAOBaA M@ ObJE MHKEKTHPAH 0AaBHO, MHTPABEHO3HO ChC CKOPOCT, KOSITO €
koM(opTHa 3a ManueHTa, Haii-MHOTOo 710 5 ml/min.

3a yKa3aHusl OTHOCHO PEKOHCTUTYHPAHETO HA JIEKAPCTBEHUS MPOAYKT NPEau IPUIIOKEHUE BUKTE
TOuKa 6.6.

4.3 IIporuBomokazanus

CBPBXUYBCTBUTEITHOCT KbM aKTUBHOTO BEIIECTBO HIIH KBM HIKOE OT MOMOIIHUTE BEICCTBA,
n30poeHu B Touka 6.1.

H3BectHHn AJICPTUYHU PCAKIIUU KbM MIPOTCHUH HA XaMCTEP.

4.4 CnenuanaHu npeaynpesxxaeHust U NpeANa3Hil MEPKH NIPH ynoTpeda

[Ipocaeaumoct
3a fa ce moo0pH MPOCIETUMOCTTa Ha OMOJIOTHYHUTE JICKAPCTBEHU MPOITYKTH, UMETO U TTAPTUIHUAT

HOMCP Ha IMPUJIOKCHUSA IPOAYKT TpSI6Ba SICHO Ja CC 3a11rcCBar.

CBpBXYYBCTBUTEIHOCT

ITpu IDELVION ca Bb3MO0KHU aJlepru4eH THI PEAKIMH HA CBPBXUYBCTBUTEIHOCT. [IpOyKTHT
ChIBpIKa CIEAN OT IPOTEUH Ha XaMCTep. AKO Bb3HUKHAT CUMIITOMH Ha CBPbXYyBCTBHTEIHOCT,
nanueHTuTe TpsiOBa 1a ObAAT MOCHBETBAHM /1a IPEYCTAHOBST He3a0aBHO M3IMOI3BAHETO HA
JIEKapCTBEHUS MPOAYKT U Ja ce CBBpXKart ¢ Jiekaps cu. [lanmenture Tps6Ba na 6bpaaT MHGOPMHUpaAHHU 32
paHHWUTE NPHU3HALN Ha PEAKLUUTE HAa CBPBXYYBCTBUTEIHOCT, BKIIFOUBAIIM KOIIPUBHA TPECKA,
reHepajJn3upana ypTUKapHs, CTAraHe B 001acTTa Ha I'bPANTE, XPUIIOBE, XUIIOTOHUS U aHa(UIaKCHS.
B cnyuaii Ha mok TpsOBa a ce NPUIOKH CTAaHAAPTHO MEAULIMHCKO JICUEHHE Ha IIOK.

HNuxubutopu
Crnen MOBTOPHO JieUeHHUE C MMPOYKTH C YOBEIIKH KoarynanuoHeH ¢akrop [X, marmmenture TpsoOBa 1a

ObaaT NpocieqsIBaHU 32 Pa3BUTHE HA HEYTPAIM3UPALIHN aHTHUTeNa (MHXUOUTOPH), KOUTO TpsiOBa J1a ce
omnpenensiT konndectBeHo B berezna eaunuium (Bethesda Units, BU) ¢ n3non3Bane Ha MOaX0As1II0
OouonornyHo u3cnensane. Cro0masa ce 3a oOpasyBaHe Ha MHXHOUTOPH Ha (aktop IX mo Bpeme Ha
3amectutenHa tepanus ¢ IDELVION npu neuennero Ha xemodumus B.



B nurepatypaTta nma chOO0LIEHHS, KOUTO TIOKA3BaT B3aMMHA 3aBHCUMOCT MEXIy M0sIBaTa Ha
nHxubuTopu Ha akrop IX u anepruunu peakuuu. 1o Ta3u npuyMHA TALUEHTH, KOUTO MOJTyYaBatT
JIEPTUYHH PEaKkUuy, TpsOBa 1a ObJaT N3CIEABAHM 3a HaNn4Yue Ha HHXuOuTOpu. TpsiOBa na ce
0TOETIeKH, Ye NalMeHTH ¢ HHXuOuTopH Ha Qakrop IX, Moke 1a ca U3JI0KEHH Ha ITOBHUIIEH PUCK OT
aHaduIakcus pH nocienBalo npuiarane Ha gaxrop 1X.

[lopanu pucka OT aJlepruyHH peakuuy ¢ NpoayKTHu ¢ (aktop [X, mbpBOHaYaTHOTO MpUIIaraHe Ha
¢axTop [X, no npenenka Ha JeKyBalus Jekap, TpsiOBa na 0be U3BBPLICHO O] MEIUIIUMHCKO
HabJroneHne, KbIETO MOXKE /1a CE OCUTYPH MOAXOSIIA MEAULMHCKA TPIJKA B CIy4ail Ha aJleprUIHH
peakuuu.

Tpomboemboa13BEM

[lopanu moTeHMaIHNS PUCK OT TPOMOOTHYHH yCIIOKHEHHSI, TPSIOBaA Aa ce MpeAnpreMe KIMHIYHO
HaOJI0ACHUE 32 PAaHHH PU3HAIM Ha TPOMOOTHYHA U KOHCYMaTHBHA KOAryJIONaTHs ¢ OAXOISIIO
OMOIOTMYHO M3CIIeBaHE, KOTaTO TO3U MPOAYKT ce IMpWilara Ha MalyueHTH ¢ YepHOAPOOHO 3a00IIsBaHe,
MOCTOIEPATHUBHY MALIMEHTH, HOBOPOAEHH WX HallMEHTU C PUCK 0T TpoMmOoTHueH (heHomen mim UK
CHUHIpPOM. BBB BcsKa OT Te3H CUTyauuu, TpsOBa Ja ce npeueHu noisara ot jeueHuero ¢ IDELVION
CIPSAMO PUCKA OT TE3H YCIOKHEHUS.

CupIeyHOCHI0BY CHOUTHS
[Ipu manueHTH ChC CHIECTBYBAIY CHPACYHOCHIOBH PUCKOBH (PAKTOPH, 3aMEeCTUTEITHATA TEPAITUS C
(akrop IX Moke 1a yBeNU4IHN ChPICYHOCHIOBHS PUCK.

VcnoKHEHNs, CBBP3aHH C KAaTEThPa

AKoO e HeoOX0IMMO Ja ce U3IoII3Ba IieHTpaieH BeHo3eH karersp (LIBK), TpsOBa na ce B3emar
MIPENIBU]] CBEP3aHUTE C HETO YCIOKHEHUS, BKIFOUUTEHO JIOKATHA MHPEKITUH, OaKTepUEMUS H
TpoM0O03a B 00J1aCTTa Ha KaTeThpa.

Crapuecka Bb3pact
Knuanunante n3nursanus ¢ IDELVION ne BriItouBaT y4acTHHIM HA BB3pacT 65 roauHy U nosede. He
€ U3BECTHO JaJM T€ pearupaT pa3audHo OT MO-MJIaJNUTe YYaCTHULY.

Wnaynupane Ha IMYHEH TOJIEPaHC
BbezonacHocTTa M ehukacHocTTa npu nznonszsane Ha IDELVION 3a nnaynupane Ha UMyHEH TOJEpaHC
HE Ca YCTaHOBEHHU.

CopappkaHue Ha HATPHUI

To3u 1ekapcTBeH MPOAYKT ChABPXKa 10 8,6 mg HATpuil BbB BcekH (paakoH. ToBa KOIMYECTBO €
eKkBUBaJIEHTHO Ha 0,4% OT NpenopbUNTENHNS MaKCUMaJIeH THEBEH npueM 2 g Hatpui Ha C30 3a
BB3pACTEH.

HC,I[I/IaTDI/I‘lHa nonyjaanus
I/I36pO€HI/ITC NpeaAynpeKACHUA U NPCAITa3HU MCPKHU CC IpUJIaraT KakTo 3a Bb3paCTHU, TaKa U 3a [ICLa.

4.5 BzaumMmopeiicTBHe ¢ IPYIH JIeKAPCTBEHH NMPOAYKTH M APYru (popMH HA B3auMojelicTBHe

He ca cpo0mmaBany B3anMoaeCTBUS MEXKLy IPOAYKTH C YOBELIKH KoaryjaanuoHeH ¢axrop IX
(rDNA) u apyru 1eKapcTBEHHU MPOAYKTH.

4.6 dDepruiaurter, )peMEHHOCT H KbPMEHe
He ca npoBexnanu penpoayKTHUBHU NPOy4YBaHUs NpH >KUBOTHH ¢ pakTop IX. Twit kato xemodunus B

ce cpella PAaKO MPHY >KEHH, JIMIICBA OMHT C U303BaHeTo Ha (pakrop IX mo Bpeme Ha OpeMEHHOCT
KbpPMEHE.



[lopanu ta3u npuuuna, daxrop IX TpsadBa na 6bae M3MON3BaH 10 BpeMe Ha OPEMEHOCT U KbpPMEHE
caMo IpY KaTeropu4YHH MOKa3aHHUs.

Hswma nannu 3a epexrure Ha paktop [X Bepxy deprunmrera.

4.7 EdexTu BbpXy crioco0HOCTTA 32 oupaHe n padoTa ¢ MAIIUHA
IDELVION He noBnusiBa criocoOHOCTTa 32 modupane 1 padoTa ¢ MalluHH.
4.8 HexesaHu JIeKAPCTBEHH PeaKIuH

Kpartko onucanme Ha npoduaa Ha 6€30MacHOCT

CBPBXUyBCTBUTEIHOCT U aJISPIrUYHM PEAKLIUH (KOUTO MOTaT /1a BKIIOYBAT aHTMOEAEM, MTapeHe U
Oo1KaHe Ha MSCTOTO Ha MH(]y3upaHe, TPBIKH, TOPEIU BbJIHU, TeHEPATIM3UPaHa YPTUKAPHS,
r1aBo0oIMe, KOMPUBHA TPECKa, XUIIOTOHHUS, JIETAPT s, rajieHe, 0e3M0KONCTBO, TaXUKapAHsl, CTATaHE B
o0JiacTTa Ha IbPIUTE, U3TPBIIBAHE, HOBPBIIAHE, XPUIIOBE) ca HAOIIOIaBaHH PSIKO U B HAKOHU CIydan
MoOrar Aa Iporpecupar 10 TeKKa aHaduIakcus (BKIIOUNUTENHO OK). B HAKOM citydau, Te3n peakunu
Iporpecupar 10 TeXKa aHa(UIaKkcusi, KaTo Bb3HUKBAT TSICHO CBBP3aHU BB BPEMETO C Pa3BUTHETO HA
naxubuTopu Ha akrop IX (Bx. cbuio Touka 4.4). CpobuiaBa ce 3a HeppPOTUUEH CUHAPOM CJIE]] OITUT
3a UHIyLMpaHe HA UIMyHEH TOJIEpaHC MIpU HauueHTu ¢ xemopunust B ¢ uaxuburopu Ha daxrop IX n
aHaMHe3a 3a aJepruiHa peaxiys.

Mmnoro pAAKO € Ha6J'IIO)_IaBaHO PA3BUTUC HA AHTUTCJIA CPCILY ITPOTCHUHU HA XaMCTCpP, KOUTO Ca
CBBpP3aHU C PCAKIINU HAa CBPBXTYBCTBUTCIHOCT.

[Narmenture ¢ xemodunus B Morar ga pa3BusT HeyTpaH3upaIiy aHTuTeNna (MHXUOUTOPH) CPerLy
(akrop IX. AKo ce MOSBAT TaKMBa MHXUOUTOPH, CHCTOSTHHETO IIIE CE TMPOSBU KAaTO HEAOCTATHYCH
KJIIMHAYEH OTrOBOp. B TakuBa ciyyau € IpernopbUUTENHO Ja CE CBBPKETE ChC CIIEHUATU3UPAH LIEHTHD
3a JedeHue Ha xeModwimsa. EnuH ciydali ¢ MHXHOUTOPH ¢ BUCOK TUTHP € ChOOIIEH B KITMHIUYHOTO
MpOoy4YBaHe, KOETO OICHSIBA HEJICKYBaHM JIO MOMEHTA MAIUeHTH. Pa3BuTie Ha HHXUOUTOPH ©
Ha0II0JTaBaHo 10 Bpeme Ha noctMapkeTuHroBus ormuT ¢ IDELVION npu nanueHTH ¢ mpeaxoana
Tepanus.

ChbInecTByBa MOTEHIMAIEH PUCK OT TPOMOOEMOOINYHN €NMU3011 CJIe TIPHIaraHe Ha MPOIAYKTH C
¢axTop IX, ¢ mo-BUCOK pUCK NPy MpenapaTy ¢ HUCKa YucToTa. M3Mmoa3BaHeTo Ha MPOAYKTH ¢ (PaKTop
IX ¢ HHCKa 4nCTOTa ce CBBP3Ba ChC Cllyyan Ha HH(PAPKT HA MHOKap/a, JMCEMUHAPAaHA BbTPECHI0BA
KoaryJjanusi, BEeHO3Ha TpoM003a 1 6enoapodeH eMOonmn3bM. M3noa3BaHeTo Ha BUCOKO IPEUYUCTEH
¢axTop IX psaako ce cBbp3Ba ¢ TAKMBA HEKENAHU PEAKLIUH.

TabnuyeH cnMChK HA HEXKETAHUTE PEaKInu

[IpencraBenara no-aoiay TabluIa CHOTBETCTBA HA CUCTEMO-OpraHHaTa kiacudukanus no MedDRA
(COK u HuBO Ha npeanoynTaH TepMuH). B Tabnunara ca n30poeHu HeXeIaHu peakuy, KOUTO ca
ChOOIIEHN B KIMHUYHH NPOYYBaHUS W/WIK ca UACHTH()UIIMpAHH NIPU IOCTMapKETHHIOBaTa yHoTpeoa.

UYecroTHTe ca OIEHEH! CHITIACHO CIIETHATA KOHBEHIUS: MHOTO YecTH (>1/10); wectu (>1/100 mo
<1/10); megectu (=1/1 000 go <1/100); penku (>1/10 000 mo <1/1 000); muaOTO penku (<1/10 000), ¢
HEM3BECTHA YeCTOTa (HE MOXe J1a ObJic HallpaBeHa OIIEHKA OT HAIMYHUTE JaHHH).

HpI/I BCAKO I'pyInupaHe 1o 4€CTOTa, HCXKCIIAHUTC PCAKIINU Ca IPCACTABCHU B HU3XOAIL PCA 11O
OTHOLICHHWC Ha TAXHAaTa CCPUO3HOCT.



CraHpapTeH cuCTeMO-OpraHeH He:xenanm peakuuu YecToTa HA MAaLEHT
kJjac mo MedDRA

Hapymenus Ha KpbBTa U HNuxubupane Ha daxrop C Heun3BecTHA YecToTa
nuMdHaTa cucrema IX/ Pa3Burue Ha
HHXUOUTOPH
Hapymenns na nmyHHata CBpBX4yBCTBUTEITHOCT Yectn
cucreMa
I'maBoGomme Yectu
Hapymenus Ha HepBHaTa cCUCTEMa >
pyte p cre 3amaiiBane Yectu
Hapyuienus Ha koxata u OO6pus
MOJIKOXHATa ThKaH Uectn
Exzema Heuectu
OO0y HapymieHus U e)eKTH Ha Peaknuu Ha MsICTOTO Ha Yectn
MSICTOTO Ha TIPHUIIOKEHHE MIPHIIIOKEHHUE

Onucanue Ha I/136DaHI/I HCXCJIaHU PCAKIINN

EI[I/IH cnyqaﬁ C I/IHXI/I6I/ITOpI/I C BUCOK TUTBD € C’LO6H_ICH B KIIMHUYHOTO M3IMUTBAHC C HCJICKYBAHU
npeau ToBa MalveHTH (B)K. TOYKa 51) Hopa;m OrpaHu4cHara 0a3a JaHHU HE € MPCAO0CTaBCHA Y€CTOTa
Ha Pa3sBUTHUC HaA I/IHXI/I6I/ITOpI/I.

IlequarpuyHa nonyJaamnus
OuakBa ce 4ecToTaTa, THII'BT M TEKECTTA Ha HeXKEJIAHUTE PEakMy IpH Jena Aa ObAaT ChIIUTE KaTo
IIPY BB3PACTHH.

C’BO6H_IaBaHe Ha 10A03MpaHd HCXCIIaHU PCAKITNN

C’LO6H_[aBaHGTO Ha MOAO03UPAHU HEKCIIAHU PCAKIIUU CJICT pa3pCllIaBaHC 3a y1'IOTp66a Ha JICKapCTBCHUA
MNPOAYKT € BaKHO. ToBa mo3BosBa Aa MpoOAbJIIZKA Ha6J'IIO,I[eHI/I€TO Ha CbOTHOIICHUCTO HOJ'IBa/pI/ICK 3a
JICKApCTBCHUSA TPOAYKT. Or MCIUIMHCKUTEC CIICHUAJINCTHU CC U3MCKBA Ja CT:O6H_IaBaT BCsKa
Ioa03UpaHa HEXKEJIaHa pC€aKuA Yp€3 HallHOHATIHA CUCTEMA 3a C’BO6IJ_[aBaHC, IIOCOYCHA B

[Mpunoxenue V.

4.9 TIlpeno3mpane

He ca noxnagsanu cumntomu Ha mpenosupane ¢ IDELVION.

5. ®APMAKOJIOTMYHU CBOMCTBA
5.1 ®apmakoAMHAMMYHH CBOIicTBA

dapmakoTepaneBTHYHA IpyIia: aHTUXEMOPATHYHU CPEJICTBA, KPhBEH KoarynanuoneH (akrop X,
ATC xox: B02BDO04.

MexaHn3bM Ha IEHCTBHUE

®axtop X € emHOBEpMIKEH TTIMKONPOTENH C MOJIEKYIHA Maca okosio 68 000 nantona. ToBa e 3aBUCUM
ot ButamuH K koarynannoneH ¢akrop u ce cunresupa B uepHus 1pod. dakrop [X ce aktuBupa upes
¢axTop Xla mo BpTpeIHUs KoaryjaaudoHEH BT U IOCPEeICTBOM KoMmiuiekca (akrop VII/Tpranen
(axTOp M0 BHHIIHUA KoaryjJauuoHeH mbT. AKTuBHpaH ¢aktop X, B KoMOMHAIMS ¢ aKTUBHPAH
¢axTop VIII, aktuBupat dpakrop X. AKTUBUPAHUAT (akTop X MpeBpbIla NIPOTPOMOMHA B TPOMONH,
KOITO OT CBOS CcTpaHa npeBpbliua pudprHoreHa BbB GUOPHH U ce 00pa3yBa cbeupek. Xemodunus B e
CBBP3aHO C I10JIa HACJEICTBEHO HAapYyILIEHHE Ha KoaryjauusaTa Ha KpbBTa, ABJDKAIIO CE HAa HAMaJICHO



http://www.ema.europa.eu/docs/en_GB/document_library/Template_or_form/2013/03/WC500139752.doc

HUBO Ha (akTop IX, koeTo Boau 10 mpody3HHU KPbBOU3IUBY B CTABUTE, MYCKYJIUTE WIN BHTPEILIHUTE
OpraHH, KakTO CIOHTaHHH, TaKa U B pe3yJITaT Ha cly4yaiHa WM XUpyprudHa tpasma. [locpeactsom
3aMeCTHTeNTHA Tepanys I1a3MeHOTo HUBO Ha ¢dakTop [X ce moBumaBa, KaTo O TO3U HAYKH CE€
Ch3l1aBa Bb3MOKHOCT 3a BpeMEHHA KOPEKIHs Ha AepHUuuTa Ha TO3U (HaKTop U KOPUTUpPaHe Ha
CKJIOHHOCTTa KbM KbpPBEHE.

Tps6Ba na ce orOenexu, ue ABR (roaumina yectora Ha KbpBEHE) HE € CPAaBHUMA MEXY Pa3InuHU
KOHIIEHTpAaTH Ha (pakTopa v MEKAY pa3lIuyH{ KIHMHUYHU H3HATBAHUS.

AnGyTtpeneHoHakor ainda e pekoMOMHaHTeH KoarynanuoHeH ¢aktop [X. YasmkaBaneTo Ha
MOJYXHMBOTA Ha aj0yTperneHoHaKor ajda 1 MOBHUILIEHaTa CUCTEMHA eKCIO3UIMS (BXK. TOUKa 5.2) ce
MOCTHUraT Ype3 CIIMBaHE C peKOMOMHAHTEH ajJ0yMuH. ATOYMUHBT € IPUPOACH, HHEPTEH TPAHCIIOPTEH
MPOTEUH B IUIa3MaTa, ¢ MOJIY>KUBOT NPHOIN3UTENHO 20 THH.

AnGyTpeneHoHakor ajda ocTaBa MHTaKTEeH B KpbBooOpalieHuero, qokato gaxrop IX ce aktusupa,
MIPY KOETO aIOYMUHBT C€ OTILENBa, 0CBOOOKIaBaiiku akTuBupad ¢aktop IX (activated factor IX,
FIXa), koraro e HeoOXoanM 3a KoaryJaiusi.

OcHoBHa nHGpOpMAaIH 3a KIMHUYHA ePUKACHOCT U 6€30IaCHOCT

Knuanyno n3nutBane ¢asza 1/2 oueHsiBa ehukacHOCTTa Ha JICYEHUETO U MPEIOTBPATABAHETO HA
ennzoar Ha KbpBeHe 0T r1X-FP npu 17 yyactaunm (Ha Bb3pact ot 13 mo 46 ronunnm), 13
YYacCTHULM B NPOQUIAKTUIHOTO paMo ca Moiy4aBaiu ceqmuyuHa npodunaktika ¢ IDELVION 3a
okouo 11 mecena, u 4 y4acTHULY, KOUTO ca JieKyBaHH ripu Heooxoaumoct ¢ IDELVION npu
MosiBa Ha CHOUTHSI, CBBP3aHU C KbpBeHe. Benukure 85 enus3ona Ha KbpBEHE ca OMIIM yCIEITHO
nexyBaHu ¢ 1 nim 2 no3u IDELVION.

Eduxacnocrra Ha IDELVION e 6una orieHeHa B OTKpUTaTa, HEKOHTPOJIHPAaHa 4acT Ha U3MIUTBAHE
¢aza 2/3, B koeto 63 MBiKe, JeKyBaHu npeau ToBa nauentd (PTP) Ha Bp3pacT mexay 12 u 61
roauny, ca nomyyasanu IDELVION karo npodunakTika mo Beausx Ha 7, 10 w/nnu 14 nau
W/WIK KaTo JICYCHHE TIPH HE0OXOIMMOCT Ha €MM30/1 Ha KbpBeHe. Bcuuku yyacTHULIM ca Ouim ¢
texxkka (FIX auBo <1%) nim ymepeno texka (FIX nuBo < 2%) xemodunust B. Yerupunecer PTP
ca nonmy4asanu IDELVION 3a npodunakTuka.

VYdacTHUALIUTE, KOUTO TOJIy4aBaT NpopUIaKTHYHO JieueHue, 3anousar ¢ 35 — 50 [U/kg Benubx
cenmuuHo. [loarpyna nauueHTy npeMrHaBa Ha YABIDKCHH HHTEPBaJIM Ha JeyeHue (Ha Bceku 10
unu 14 nan) c npenopsyana no3a 75 IU/kg n nanuBunyanaa kopekuus. 21 PTP ocraBar Ha
yABIKeHN 14-THEBHU MHTEPBAIH 32 MPOQHIAKTHKA KaTO JOIBIHUTEIIHO JICUCHHUE C
MPOABIDKUTEHOCT OT 98 1o 575 (Meamnana 386) mau. Ot Te3n yuactHuim 8 (38%) momydasat
Hail-MaJIKo eJHO KbpBeHE Npu 14 nHEeBHA NMPOQMIAKTHKA, JOKATO T€ HIMAT ChbOUTHUS, CBBP3aHH C
KbPBEHE MpH MpopHIaKTHKa BEAHBK CeIMUYHO. MeanaHaTa Ha CTeNIeHTa Ha KbPBEHE Ha
rogumHa 6a3a (Annualised Bleeding Rate, ABR) npu npodunaxruka 3a 7 nau ¢ IDELVION 3a
Bcuuku KpbBom3nueH € 0,0 (nnanaszon 0 — 6); a npu 14-nHeBHa npodunakruka e 1,08 (nnanazon 0
-9,1).

JbarocpounaTa epUKacHOCT M O€30MaCHOCT Ha PYTHHHOTO NPOQUIAKTUIHO JICUCHHE Ca
MOTBBPACHU B OTBOPEHO PA3LIMPEHO U3MUTBAHE 33 CPOK 10 5 roAuHH. B TOoBa m3nuTBane o0mo
59 PTP na Bw3pact > 12 rogunu (54 Bbp3pacTHu 1 5 onomn) ca noayunwin IDELVION 3a
npodUIaKTHKA W/HIIH 32 JIeYeHUE TPH HEOOXOAMMOCT Ha €MU30J1 HA KbpPBEHE.

[TanmenTHTE, KOUTO Ca MOIYYMIN NPO(YUIAKTUYHO JICUYCHHE, CA MPOABKUIN HITH 3aIl0YHAIH C
no3a 35-50 IU/kg Benubx ceamuyuno. [loarpyna nanueHTy ca mpeMuHaIl KbM YIBIKCHNA
UHTEpBaIH Ha JedeHue (Ha Bceku 10, 14 wim 21 qam) ¢ npenopreuntenna gosa 75 1U/kg (aa Bceku
10 unu 14 num) wim 100 IU/kg (1a Bcexu 21 aun). B xpas Ha npoyuBaneto 14 PTP (24%) ca
Own Ha 7-THEeBHUS MHTEpBAJ Ha mpodminakTuka, a oomo 11 (19%), 25 (42%) u 9 (15%) PTP ca
OCTaHaJM Ha YABJDKCHUS! HHTEPBAJ Ha MPOQHIaKTHKa CbOTBeTHO Ha Beeku 10, 14 u 21 muu. Ilo



Bpeme Ha uznuraneto 2 PTP (18%) ca npemunanu o6paTHo OT 21-IHEBHUSA PEXHUM KbM I0-
YeCTO NPUIIOKEHHE TIOPaH yBEJIHMUCHH YCIOKHEHU IIPpU KbpBeHe. M3uncienaTa Mmennana Ha
CTeleHTa Ha KbpBeHe Ha rogumHa 6a3a (ABR) npu 7, 14 u 21-aHeBHa npoduiiakTHKa ¢
IDELVION 3a Bcuuku KpbBOU3IHBH € ChOTBETHO 1,3 (muanazon 0-8), 0,9 (nuamazon 0-13) u
0,3 (amamazon 0-5).

Hanmunara I/IH(l)OpMaI_II/IH B MOMCHTA MNOAKPCIIA YABIDKABAHCTO Ha UHTCPBAJIUTC HA JICUCHUC HA
HAKOHU MAlIUCHTH, BBIIPCKU Y€ TC Ca NOTCHIUAIHO CBbP3aHU C YBCIIMYUCH PUCK OT KbPBCHC B
CpaBHCHHUC CHC CXEMATa BEAHBK CCAMUYIHO.

IIpodunaxrrka 1 KOHTPOJI Ha KbpBeHeTO pu PTP Ha Bw3pact nox 12 roguHu

Eduxacnocrra na IDELVION e 6una onenena B m3nutBade ¢asza 3, npu koero obmmo 27 PTP or
MBXKKH T10JT Ha BB3pacT oT 1 1o 10 roaunu (Meauana Ha Bb3pactTa 6,0 roaunan) ¢ 12 marnuenTu

< 6 roguny, npuemat IDELVION 3a npodunaktuka 1 KOHTPOJ Ha EMU30JUTE Ha KbPBEHE.
Benukure 27 yyacTHUIM NOTy4aBaT BEAHBXK ceAMUYHO podunakTuyHo gedeHune ¢ IDELVION
3a CpeTHOTO BpeMe Ha m3nutBaHeTo oT 13,1 mecemna (9, 18 mecena).

Ot 106 enm3ona Ha KbpBeHE, TOBeUeTO (94; 88,7%) ca nekyBaHU ¢ eqUHUYHA HHXKEKIws, 103;
97,2% ca nekyBanu ¢ 1 - 2 HHKeKIMK. XeMOCTaTHYHAaTa e(hPUKACHOCT P CIIMPAHETO Ha
KPBBOH3/IMBA € OLICHEHA Ha OTAMYHA WK 100pa B 96% 0T BCHUKU €NU30/11 Ha JICYCHUE TIPH
KBbpBEHE.

HbarocpounaTa epUKacHOCT M O€30MaCHOCT Ha PYTHHHOTO MPOQHIAKTHYHO JICYCHHE ca
MOTBBPACHU B OTBOPEHO PA3LIMPEHO U3MUTBAHE 32 CPOK 10 5 roAuHH. B ToBa m3nuTBane oomo
24 PTP na Bw3pact nox 12 rogunu ca nonyuunu IDELVION 3a npodunaktika u/unm 3a gedeHue
py HeOOXOANMOCT Ha eMH30/1 Ha KbPBEHE.

[TanmenTHTEe, KOUTO Ca MOMTYYMWIN NPO(YUITAKTUYHO JCUSHHE ca IPOIBIDKIIHN ¢ o3a 35-50 IU/kg
BEIAHBX ceMUuHO. [loArpyna nanueHTy ca NpeMUHANN KbM yIBJDKEHH HHTEPBAIIM Ha JICUCHUE
(na Bcexu 10 unu 14 gumn) ¢ npenopwsuntenta noza 75 [U/kg. B xpas na uznursanero 17 PTP
(71%) ca Ounu Ha 7-THEBHHS WHTEpBal HA poduiakTuka, a oomo 3 (12%) u 4 (17%) PTP ca
OCTaHaJH Ha YABDKCHUS HHTEPBAI Ha MPOopHIaKTHKa ChOTBeTHO Ha Bceku 10 u 14 guu. Ilo
Bpeme Ha uznurBaneto 4 PTP (50%) ca npemunanu o6paTHo OT 14-ITHEBHUSA PEXHUM KbM I10-
4eCcTO MPUIIOKEHNE MOPAIN YBEIHMUEHH YCI0KHEHN TP KbpBeHe. M3uncienaTa Meuana Ha
CTEleHTa Ha KbpBeHe Ha rogumHa 6a3a (ABR) npu 7 u 14-gueBHa npodunaktuka ¢ IDELVION
3a BCHYKHU KPBBOM3IHBH € CbOTBETHO 2,0 (quamaszon 0-14) u 5,6 (quamazon 0-8).

IlepuonepaTuBeH KOHTPOI

BezomacHocTTa 1 emkacHOCTTa B IIEPUOIIEPATUBHHU YCIOBHUS Ca OIEHEHH B JIBE OCHOBHU
M3MUTBaHUA a3a 3 ¥ IBJITOCPOYHO Pa3MIMPEHO H3NUTBaHe. AHATU3BT Ha e)eKTUBHOCTTA 110
MPOTOKOA BKIOYBA 30 XUPYypPruyHU ONepaluu, U3BbPILICHU MPpU 21 MallMeHTH Ha BB3PacT MEXKIY
5 1 58 roivHU, NOJJIOKEHU HA TOJEMH WK MaJKU XUPYPTUYHHU, CTOMATOJOTUYHU WIH JPYTH
XUPYPrUYHU MHBA3UBHU MporeaypH. Jlo3upaHeTo € WHANBH Iy aTM3UPAHO HA 0a3aTa Ha
(hapMaKOKMHETHYHUTE ITOKA3aTENN MPY YICTHUKA U KIMHUYHHAS OTTOBOP KM JiedeHueto. [lpu
96,7% (n = 29) oT XUpyprUyHUTE ONEPALMH € U3I0JI3BaHa CAMHUYHA IIpeIonepaTUBHA OoTyc
uHxeKus ¢ 1o3a ot 14 1o 163 [U/kg. XemocraTnuHaTta epuKacHOCT € olpenesieHa KaTo OTIInIHA
wim 100pa Mpy BCUYKY OlleHeHH potieaypu. [1o Bpeme Ha 14-THEBHUS CleIONIEpPAaTUBEH ITEPHO/
nanuenTuTe ca nomyamnu Mexay 0 u 11 uadys3un, kato o0ImuUTe 1034 ca Oy B 1ruana3ona ot 0
1o 444 1U/kg.

HenexyBanu npeau rosa namuedtu (PUP)

BezonacHocTTa 1 edukacHoctTa Ha IDELVION ca olieHeHr B MHOTOIIEHTPOBO OTBOPEHO KIIMHIYHO
npoyuBaHe npu 12 HenekyBaHu npeau Toa nepuarpuynu naureHTy (PUP) ¢ xemodummsa B (2%
ennorenHa FIX aktuBHOCT), OT kKouTo 11 ca BBB Bb3pacToBus Auamna3oH ot 0 10 1 roguaa. MenuaHara
Ha Opost qau Ha excniozunus (EDs) e 50 (auanazon ot 22 mo 146 EDs), a 8 PUP mocturar >50 EDs mo




BpeMe Ha EPUOANTE HA JICUCHHE P HEOOXOAUMOCT, MPOPHUIAKTHKA, XUPYPTrHUHA HHTEPBEHLUS U
PK onenxa.

Benukure 12 PUP nony4aBat pyTuHHA pouiIakTHKa, KaTo 11 moixydaBatr 7-AHEBEH PEKHUM.
Menananata Ha 001I0TO Bpeme 3a mpodminakTuka e 11,5 mecena (auanason: 3,1 go 32,3 mecena). [Ipu
9-te PUP na 7-gHeBeH npoduIakTHYEH PEKUM, KOUTO ca JOCTUTHAIHN > 6 Mecela JieueHHe,
MeJIiaHaTa Ha 4eCToTa Ha KbpBeHe Ha roxuiiHa 6a3a (ABR) e 1,16 (muanazon ot 0 mo 3,1). [leT ot
9-te PUP umat ABR 0. Menuanata Ha Mmeceunara go3a e 195,9 IU/kg (quanazon ot 171,8 o

215,6 IU/kg) IU/kg 3a 7-nueBHUS pexkuM Ha npodunaktuka (N = 9).

[lernma ydacTHHLIN ca TOJXYYMIM JICUCHUE [TPU HEOOXOAUMOCT Mpe3 pa3iIuiyHy IEPHUOAN pean
npodunakTukara, karo oposrt na ED Bapupa ot 1 no 4.

Ot 37 cny4as Ha KbpBeHe, HabmoxaBanu rpu 10 PUP npe3 Bcuuku neproau Ha npoyuBaHeTo, 94% ca
YCIIEMIHO KOHTPOJIUpaHu ¢ 1 uiu 2 nHdpy3uu.

5.2 ®apMakoKMHETHYHHM CBOIicTBA

[lonymanus Ha Bb3paCTHU NAIMEHTH

dapmakokuHetrkarta (PK) na IDELVION e onenena cien noctaBsHe Ha HHTPABEHO3HA MHKEKIHS C
eanHUYHA 7032 oT 25, 50 u 75 [U/kg. @apMakOKMHETHYHUTE MTApPaMETPH CJIE]] €IMHUYHA HHKEKIIUS OT
50 IU/kg IDELVION (Bx. TabnuuaTa mo-10iy) ca omnpeaesieHd Bb3 OCHOBA Ha aKTHBHOCTTA Ha
¢dakrop IX, uaMepena upe3 eHOETANCH KoaryanuoneH Tect. CpeqHaTa akTHBHOCT Ha dakTop [X Ha
7-mus u 14-tus neH, cboTBETHO, € 13,76% 1 6,10%, cien emHokpartHa mo3a ot 50 [U/kg IDELVION.
[ToBTOpHOTO (hapMaKOKMHETUYHO OIICHSBaHE, B X072 Ha BpemeTo 710 30 ceAMHIIM TIOKa3Ba CTa0MIIeH
(hapMaKOKHHETUYEH MPO(QUIT U YACTUYHO BH3CTAHOBSBAHE.

Haii-auckure HuBa oT 5 — 10% ca Ovim mocTaBeHU 3a 1eN B KIIMHUYHU NMPOYYBAaHUS 33 IOCTUTAaHE Ha
KOHTPOJI Ha KbPBEHETO NpH NpodmiakTuka. GapMakOKHHETHYHUTE CUMYJIAINH MTPEIoJiarar, e
BpeMeTo 3a nocturane Ha 5% aktuBHOCT Ha FIX B muma3zmara cien ennanvna umkeknus Ha 50 [U/kg
IDELVION e 12,5 nau npu Bb3pacTHH.

®apMaKOKHHETHYHHU MAPAMETPH 32 YYACTHHUIM € Te:xkka xemopuiaust (Meanana (min, max))
cien enHOKpaTHO nHkekTHpaHe Ha IDELVION npu BB3pacTHn

(I)apMaKOKI/IHeTH'leH mapaMeTbp 5(0N1=I;/2k)g
%ﬁ;/dl)/awkg) 1,18 (0,86, 1,86)
g?f/x:ﬂ) 62,7 (40,5, 87,0)
ggﬁj)}ﬁi) 6638 (2810, 9921)
](EhJ;I/IMI/IHaL[I/IOHeH tin 95,3 (51.5. 135.7)
gﬁ/fgc) (CL) 0,875 (0,748, 1,294)

a = KOPUTUPAHO CIPSMO M3XOJHOTO HIBO

IR = nnkpemenTHO Bh3cTaHOBsIBaHE; AUC = mJioI o KpuBarta ,,KOHIEHTPALHS - BpeMe** 3a akTHBHOCTTA Ha
¢axrop IX; CL = xnupbHC, KOPUTHUPAH CHOPEA TEJIECHOTO TETJI0; ENMMUHAIIOHEH t1/2 = eMTUMUHALMOHEH
TIOTY>KUBOT

IlequatpuyHa nomyJIanus
®dapmakokuHeTnunute napamerpu Ha IDELVION ca n3umncneny npu 1oHOIM (Ha Bb3pact oT 12 1o
<18 romuHM), KbpMadeTa u Aeua (Ha Bb3pacT oT 1 10 <12 roauHH) ciie MHTPABEHO3HO HHXEKTUPAHE




Ha equHnyHa 103a oT 50 [U/kg. @apmakokuHETHYHNTE TapaMeTpH (IPEeACTaBEHH MO-0ITy) ca
OlLIGHEeHHU Ha 0a3ara Ha mporia ¢ TeYeHHe Ha BpEeMETO Ha aKTUBHOCTTA Ha Ia3Menus gaxtop [X,
M3MEpPEH MOCPEACTBOM €THOETAIIEH KOAryJallMOHEH TECT.

CpasHenue Ha ¢papmakoknHeTnuHuTe napamerpu Ha IDELVION npu nena (Meanana (min,
max)) cjiaea exmHuYHA uHKeknus Ha 50 [U/kg IDELVION

®apmakokuHeTnded | Ot 1 10 <6 roguHu Ot 6 1o <12 roquau | Ot 12 o <18 ropuan
napamMeTbp N=12) (N=15) (N=5)

IR?

(IU/dD/(IU/kg) 0,968 (0,660, 1,280) 1,07 (0,70, 1,47) 1,11 (0,84, 1,61)
Cmaxa

(IU/dl) 48,2 (33,0, 64,0) 50,5 (34,9, 73,6) 55,3 (40,5, 80,3)
AUCO»inf

(h*1U/dl) 4301 (2900, 8263) 4718 (3212, 7720) 4804 (2810, 9595)
EmmMubanoneH ti,

(h) 86,2 (72,6, 105,8) 89,3 (62,1, 123,0) 88,8 (51,5, 130,0)
Kmupshae (CL)

(ml/h/kg) 1,16 (0,61, 1,72) 1,06 (0,65, 1,56) 1,04 (0,52, 1,67)

a = KOPUTUPAHO CIPSMO M3XOJHOTO HHUBO

IR = unKpeMeHTHO BB3cTaHoBsiBaHe; AUC = 1uroms mox KpuBara ,,KOHIIEHTPAIHS - BpeMe' 3a aKkTHBHOCTTA Ha
¢axrop IX; CL = xnupbHC, KOPUTHPAH CHOPEA TEIECHOTO TETJI0; ENMMUHAIIMOHEH t1/2 = STMMUHALMOHEH

TIOJTY)KUBOT

Haii-auckure HUBa oT 5 — 10% ca Ovim mocTaBeHU 3a 1e7 B KIIMHUYHU NMPOYYBaHUS 33 IOCTUTaHEe Ha
KOHTPOJI Ha KbPBEHETO NpH NpodmiakTuka. GapMakOKHHETHYHUTE CUMYJIAINH MTPE/IIoaraT, ue
BpeMeTo 3a nocturane Ha 5% aktuBHOCT Ha FIX B muma3mara cien ennanana nkeknus Ha 50 [U/kg
IDELVION e 7 nuu 3a Bb3pacT oT 1 10 <6 rogunu, 9 1uu 3a Bb3pacT oT 6 10 <9 rogunu u 11 1Hu 3a
BB3pacT ot 12 no <18 roguHy.

5.3

IpenxkIuHUYHM JaHHH 32 6€30MACHOCT

Hexnmuanannre JaHHHW HC IIOKa3BaT ocobeH PHUCK 3a XOpa Ha 0azaTa Ha KOHBCHIIMOHAJTHUTC
q)apMaKOJ'IOFI/ILIHI/I MMpOy4BaHU: 3a 6630HaCHOCT, TOKCHUYHOCT IIPpU CAHOKPATHO U MHOT'OKPATHO

npuiarane, TpOM6OFeHHOCT 1 JIOKaJIHA ITIOHOCHUMOCT.

He ca MMPOBCIKAAHU U3MUTBAHUA 3a KAPHUHOICHHOCT U PCIPOAYKTUBHA TOKCUYHOCT.

6. OAPMAINEBTUYHU JAHHU

6.1

[pax:
Hatpues nutpar

[omucopbar 80
Manwuron
3axapo3a

X70poBOOOPOAHA KUCENHHA (3a Kopurupane Ha pH).

PasTBopuTen:
Bopa 3a nmxexiuu

CnuchbK Ha MIOMOIIHHUTE BellleCTBA




6.2 HecbBMeCTHMOCTH

[Ipu nunca Ha mpoy4YBaHUs 32 HECHBMECTUMOCTH TO3H JICKAPCTBEH NPOIYKT He TPsOBa J1a ce CMecBa ¢
JPYTH JIEKApPCTBEHH MPOIAYKTH.

Tps6Ba na ce U3MoNI3BaT cCaMo MPEAOCTaBEHUTE HAOOPH 32 MHXKEKIMH, Thil KaTO BCIEACTBUE HA
azcopOuus Ha KoaryinauuoHeH (aktop [X BbpXy BbTpELIHUTE MOBBPXHOCTH HA HAKOM HHXEKIIMOHHU
HabOpHu MOXKe J1a ce TIOIyYH HEeyCIeX OT JICUCHUETO.

6.3 Cpoxk Ha rogHoct

3 roguHU

Cren peKOHCTHTYyHpaHe XUMHYHATA U (PU3NYHATA CTAOMIIHOCT ITPH U3MOJI3BaHE € JoKa3aHa 3a 8 Jyaca
npu 2 — 25 °C. Ot MUKpOOHOJIOTHYHA TJIeJHa TOYKA IPOAYKTHT TPsOBa Aa ce u3Moi3Ba BeaHara. AKo
He ObJIe U3MO0JI3BaH He3a0aBHO, BPEMETO M YCIIOBHATA HA ChXPaHEHHE NPeAr NPUIOKEHHETO My ca
OTTOBOPHOCT Ha MOTPEOUTEIIS.

6.4 CrnenuajaHu ycJI0BHS Ha CbXpPaHeHHUe

Ja He ce cpxpansaBa Hafx 25 °C.

I[a HC CC 3aMpa3ssBa. ®1aKOHBT Ja CC CbXpaHABa B KAPTOHCHATA OIIAKOBKA, 3a Ja CC NpCAIa3n OT
CBCTJIMHA.

3a yCIIOBHUATA HA ChbXpaHEHHE CIIel PEKOHCTUTYHUPAHE Ha JIEKAPCTBEHUS MPOIYKT BIKTE TOUKa 6.3.
6.5 Bwuau cbabp:kaHMe HA OIAKOBKATA

IDELVION 250 1U npax u pa3TBOPUTEN 32 UHKEKIIMOHEH Pa3TBOP

[Ipax (250 IU) BB duakon ot 6 ml (ctbkino tun 1), cbe 3amymanka (OpoMoOyTHIIOBA TyMa),
IJIACTMACOB JTUCK M aTlyMUHUEBA OOKaTKa.

2,5 ml pa3rBopuTten BbB (priakoH (cThKIIO THII I), Che 3amymanka (OpoMo- HITH XJIOPOOYTHIIOBA TyMa),
IJIAaCTMACOB JTUCK M alyMHUHUEBA OOKaTKa.

IDELVION 500 IU npax u pa3TBOPUTEN 33 MHKEKIIMOHEH PA3TBOP

IIpax (500 IU) BB duakon ot 6 ml (ctkno tun 1), cbe 3amymanka (OpoMoOyTHIIOBa TyMa),
IIaCTMACOB JMCK U alyMHUHHEBA OOKaTKa.

2,5 ml pa3rBopuTen BbB (h1akoH (CThKIO THII I), ChC 3amymanka (0poMo- WK XJI0poOyTHIIOBA TyMa),
IJIaCTMACOB JMCK U allyMHUHHEBA OOKaTKa.

IDELVION 1000 IU npax 1 pa3TBOPUTEII 32 HHKEKIIMOHEH Pa3TBOP

IIpax (1000 IU) BbB (hnakon ot 6 ml (cTekio Tum I), che 3amymanka (6pomMoOyTriIoBa ryma),
IJIACTMACOB JTUCK M alyMHUHHUEBA OOKaTKa.

2,5 ml pa3rBoputen BbB (priakoH (cThKIO THII I), Che 3amymanka (OpoMo- HITH XJIOpOOYTHIIOBA TyMa),
IJIaCTMACOB JTUCK M aTyMHUHHUEBA OOKaTKa.

IDELVION 2000 TU npax u pa3TBOpHUTEN 3a HHKEKIIMOHEH Pa3TBOP

IIpax (2000 IU) BbB (hnakon ot 10 ml (cTekio tun I), cbe 3amymanka (6poMoOyTHIOBa TyMa),
IIaCTMACOB JMCK U allyMHHHEBA O0OKaTKa.

5 ml pa3rBopuTen BbB (IIaKOH ChC 3amymanka (OpoMo- win XI0poOyTHIIOBa rymMa), IJIacTMacoB TUCK
U alyMHUHHEBA OOKaTKa.




IDELVION 3500 IU npax 1 pa3TBOpHUTEN 3a HHKEKIIMOHEH Pa3TBOP

IIpax (3500 IU) BbB (hmakon ot 10 ml (cTekio tun I), cbe 3amymanka (6poMoOyTHIOBa TyMa),
IIaCTMACOB JHMCK U allyMHUHHEBA OOKaTKa.

5 ml pa3rBopuTen BbB (IIaKOH ChC 3amymanka (OpoMo- win XI0poOyTHUIIOBa ryMa), IJIacTMacoB TUCK
U alyMHUHHEBA OOKAaTKa.

PasHoBUIHOCTH
Bcsika onakoBka chabpika:

IDELVION 250 IU npax ¥ pa3TBOPUTEN 33 HHKEKIIMOHEH Pa3TBOP
1 ¢maxon c mpax

1 ¢makos ¢ 2,5 ml Boja 3a MHKEKIIHH

1 ¢unrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTust chabpKa:

1 cnpuHIIOBKA 32 €AHOKpaTHA yrnorpeda ¢ odem 5 ml

1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHa, HATIOCHU CBhC CITUPT

1 HecTepuiIeH IIACTHD

IDELVION 500 IU npax u pa3TBOPUTEN 33 MHKEKIIMOHEH Pa3TBOP
1 ¢naxon c mpax

1 ¢makos ¢ 2,5 ml Boja 3a MHKEKIIHH

1 ¢unrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTusi cbabpKa:

1 cnpuHIIOBKA 32 €AHOKpaTHA yrnoTrpeda ¢ odem 5 ml

1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHA, HATIOCHU ChC CITUPT

1 HecTepuiIeH IIACTHD

IDELVION 1000 IU npax u pa3TBOpHUTEN 3a HHKEKIIMOHEH Pa3TBOP
1 ¢naxon c mpax

1 ¢makos ¢ 2,5 ml Boja 3a MHKEKIIHH

1 ¢unrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTust chabpKa:

1 cnpuHIIOBKA 32 €AHOKpaTHA yrnorpeda ¢ odem 5 ml

1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHa, HAIIOEHHU ChC CITUPT

1 HecTepuiIeH IIACTHD

IDELVION 2000 TU npax u pa3TBOpHUTEN 3a HHKEKIIMOHEH Pa3TBOP
1 dnaxon c mpax

1 pmakon ¢ 5 ml Boga 3a HHKEKITUN

1 ¢unrspHO TpanchepHo ycrpoiictso 20/20

Enna BpTpemina KyTust chabpKa:

1 cnpuHIIOBKa 32 eqHOKpaTHa yrnoTrpeda ¢ odem 10 ml

1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHA, HATIOCHU ChC CITUPT

1 HecTepuiIeH IIACTHD

IDELVION 3500 IU npax ¥ pa3TBOPHUTEIN 32 HHXKEKIIMOHECH Pa3TBOP
1 ¢naxoH ¢ mpax

1 pmakon ¢ 5 ml Boga 3a HHKEKITUN

1 ¢unrepHO Tpanchepuo ycrpoiicrso 20/20




Enna BpTpemina KyTust cbabpKa:

1 cnpuHIIOBKa 32 eqHOKpaTHa yrnoTpeba ¢ o6em 10 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHa, HATIOCHU ChC CITUPT

1 HecTepHIIeH IUIACTHD

He Bcruky BUoBe OmakoBKH MOTat Aa ObAaT IMyCHATH B PoAaxoa.
6.6 CrnenuajaHu npeINnasHu MepKHU NPH U3XBbPJIsiIHEe H padoTa

OO0y UHCTPYKIMU

- [IpuroTBeHusT pa3TBoOp TPAOBa Ja € OUCTHP WK JIEKO ONajecupalt, KbIT 10 6e3uBereH. Cien
¢unTpupane/u3TErNsHe (BXK. MO-I0JTy) Pa3TBOPEHUST MPOAYKT TPAOBa Ja ce mperiena
BH3YaJTHO 32 YaCTULH WX IPOMSHA B LBETa MPEIH NPUIOKEHHE.

- He u3non3Baiite pa3TBOpu, KOUTO Ca MBTHHU WK UMaT yTalKa.

- PasTBapsiHeTo M U3TErNIAHETO TPSOBA Aa Ce M3BBPIIBAT B ACENTHYHH YCIOBUSL.

PasrBapsne
Temmnepupaiite pa3TBOpuTENs 0 CTaliHa Temmeparypa (mog 25 °C). YBeperte ce, 4e OTUyIBALIUTE CE

kanadeta Ha prnakonute IDELVION u pa3tBopuTess ca OTCTpaHEHHU U 3aIlyIIAIKUTE Ca IOYUCTEHH C
AQHTUCENITUYEH Pa3TBOP, M Ca OCTaBEHH Ja N3ChXHAT MPEAM Aa OTBOPHUTE KyTusaTa Ha Mix2Vial.

GFB 1. OtBopete Mix2Vial, kato otienute
nmokputueto. He n3Baxxmaiite Mix2Vial ot
Omucrepa!l

2. IloctaBete ¢1akoOHA ¢ pA3TBOPUTEJA BEPXY
paBHa, YUCTa TIOBBPXHOCT U 'O XBaHETE 31PaBo.
Bzemere Mix2Vial 3aenHo ¢ 6nucrepa u
HaTHCHETE IUIa B CHHMS Kpaii Ha ajanTepa
NPaBo HA/0JY Ipe3 3amyliajgKaTa Ha (akoHa ¢
pasTBOpHUTEIIS.

3. Buumarenno orctpanere Oimcrepa Ha Habopa
Mix2Vial, kato ro xBaHere 3a pb0a 1 U3ABpIATE
BePTHKAJIHO Harope. YBepere ce, ue cTe
U3TETIUIM camo Onuctepa, 6e3 Mix2Vial Habopa.

4. TToctasere ¢urakona IDELVION Bwpxy paBHa
u crabuiiHa NoBbpxHOCT. OOBpHETE (rakoHa C
Pa3TBOPHUTE C IPUKperneH KbM Hero Mix2 Vial
Ha0Op ¥ HATHUCHETE IIUIA B NPO3PauHus Kpai
Ha ajianTepa NPaBo HAZ0JIy Mpe3 3alyllanKaTa
Ha ¢uakona IDELVION. PazrBopuremnsr e ce
Biee aBToMaTu4HO BB ¢uakona IDELVION.




5. XBanerte ¢ enHara pbka Mix2Vial Habopa
oTkbM cTpaHaTta Ha IDELVION, a ¢ gpyrata pbka
— OTKBM CTpaHaTa Ha pa3TBOPUTEILS, U pa3aerieTe
BHUMATEIHO Habopa Ha IBE YAaCTH KaTO pa3BUBaTeE
00paTHO Ha YACOBHUKOBATA CTPETIKA.

UzxBbprere (nakoHa OT pa3TBOPUTEINS C
MpUKpeneHus KbM Hero cuH Mix2Vial aganrep.

6. Buumarenno 3aBbprere ¢uiakona IDELVION c
MPUKPENIEHUS KbM HETrO IpO3padeH aJanTep,
JIOKaTo BEILECTBOTO C€ Pa3TBOPH HambJHO. He
pasKiamamnTe.

- 7. M3ternere Bb3AYyX B pa3Ha, CTEPUIIHA

W cnpuHuoBka. Karo gepxure ¢pnakona IDELVION
W3IIPaBEeH, CBBbPIKETE CIIPUHIIOBKAaTa KbM Luer
Lock nakpaitnuka Ha Mix2Vial kaTo 3aBbpTHTE
10 YaCOBHUKOBaTa cTpeika. mkektupaiire
BB3ayX BbB (uakona IDELVION.
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Hzrerisiae u OPHUITOKECHUC

8. Ilpu HaTHCHATO OyTalo HA CIIPUHIIOBKATA,
00BpHETE cucTeMaTa 00paTHO U U3TETIIETEe
pa3TBOpa B CIPHHLIOBKATA KAaTO OaBHO U3TEITIATE
OyTanoTo.

9. Cera, cnen KaTo pa3TBOPBT € NPEXBBHPIICH B
CIPUHILIOBKATAa, XBaHETE 3[PaBo TSUIOTO HA
CIpUHLOBKaTa (OyTanoTo Ha CIPUHLIOBKATa
TpsiOBa 1a cOUM HAAO0y) U pa3KadeTe MPO3pavHHs
amanTep Ha Mix2Vial ot cnpuHLIOBKaTa KaTo
pasBueTe 0OpaTHO HAa YACOBHUKOBATA CTPEJIKA.

TpsiOBa 1a ce BHUMaBa J1a HE HaBJe3€ KPbB B HAITBIIHEHATA C JIEKAPCTBEH MPOIYKT CIIPUHIIOBKA, ThId
KaTo MMa OTAaCHOCT KPBBTA J]a KOaryJjrpa B CIIPUHIIOBKATA MTOPaJX KOETO € Bh3MOXKHO MpHIaraHe Ha
(buOpUHOBY CHCUPEIU HA TIAICHTA.

Pexoncrurynpanusr pazrsopsT Ha IDELVION He Tpsa6Ba na 0b1e paspexaaH.



[IpurorBeHHAT pa3TBOpP TPsIOBA Ja ce MPUIIOKH KaTo OaBHA MHTPaBEHO3HA WHXKeKIws. CKOpoCTTa Ha
MpHIJIOKEHNE TPsiOBa Jja ce OIpeNIeNH OT CTENeHTa Ha KOM(OPT Ha MalUeHTa, MAKCUMAITHO 10
5 ml/min.

Heusnon3panusr JICKAPCTBCH NMPOAYKT WJIN OTHAABYHUTC MATCPpUATIA OT HECTO TpSI6Ba Aa CC U3XBBPJAT
B CHbOTBCTCTBUC C MCCTHUTC U3MCKBAHMA.

7. HNPUTEXATEJI HA PASPEHIEHUETO 3A YIIOTPEBA

CSL Behring GmbH
Emil-von-Behring-Str. 76
35041 Marburg
I'epmanus

8. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/16/1095/001
EU/1/16/1095/002
EU/1/16/1095/003
EU/1/16/1095/004
EU/1/16/1095/009

9. JATA HA ITbPBO PA3PEIIABAHE/TIOJJHOBABAHE HA PASPEIHIEHUETO 3A
YIHOTPEBA

Jlata Ha mepBO paspemasane: 11 mait 2016 .

Jara na mocnenHo nogHoBsiBane: 04 despyapu 2021 T.

10. JATA HA AKTYAJIUBUPAHE HA TEKCTA

[Monpo6Ha nH(OpMAaIUs 32 TO3M JIEKapCTBEH MPOIYKT € MpeocTaBeHa Ha yeOcalita Ha EBponeiickara
areHIus 10 JIeKapcTBaTa http:// www.ema.europa.eu



http://www.emea.europa.eu/
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MMPON3BOAUTEJI HA BUOJOTUYHO AKTUBHOTO
BEIIECTBO U ITPOU3BOJAUTEJI, OTTOBOPEH 3A
OCBOBO/XKJIABAHE HA ITAPTUAN

YCJIOBUA NJIN OTPAHUYEHUSA 3A TOCTABKA U
YIHOTPEBA

APYI'U YCJIOBUA N UBUCKBAHUA HA
PASPEHIEHHMETO 3A YIIOTPEBA

YCJIOBUA NJIN OTPAHUYEHUA 3A BE3OITACHA "
EDPEKTUBHA YIIOTPEBA HA JIEKAPCTBEHUSA
MNPOAYKT



A. MMPOU3BOAUTEJI HA BUOJOTMYHO AKTUBHOTO BEIIIECTBO U
MNPON3BOAUTEJL, OTTOBOPEH 3A OCBOBOKIABAHE HA ITAPTHUIN

Hme n aapeC HAa MPOM3BOAMUTECIIA HA OHOJIOTHYHO AKTUBHOTO BEIICCTBO

CSL Behring GmbH
Emil-von-Behring Strasse 76
35041 Marburg

I'epmanus

Hme n aJpEC Ha IMPOU3BOAUTEA, OTTOBOPEH 34 OCBO60)K,I[aBaHe Ha NapTuauTe

CSL Behring GmbH
Emil-von-Behring-Stralie 76
35041 Marburg

I'epmanus

b. YCJIOBHUA WJIN OTPAHUYEHUA 3A JOCTABKA U YIIOTPEBA

JlekapCTBEHUAT MPOAYKT CE€ OTITYCKa [0 OTPaHUYEHO JIeKapcKo npexanucanue (Bx. [Ipunoxenue I:
Kpartka xapakrepucTika Ha POAyKTa, TOUKa 4.2).

B. JAPYI'N YCJOBUSA N U3UCKBAHUSA HA PASPEILIEHUETO 3A YIIOTPEBA
. IlepuoguyHu aKkTyaJu3upanu gokjaaau 3a 6esonacuoct (ITAJ1B)

W3uckBanwusra 3a nogasane Ha [TIAJIb 3a To3u ekapcTBEH NPOAYKT ca MOCOYEHH B CIIUCHKA C
pedepentauTe natu Ha EBpomnetickus cpio3 (EURD crucsk), mpensuaes B wi. 1078, air. 7 ot
Hupexrusa 2001/83/EO, 1 BbB BCHUKH CIIEABAIIN aKTyJIN3aLNH, TyOJIHMKYBaHH HA €BPOIEHCKHUS
yeOmnopTaJ 3a JeKapcTBa.

r. YciaoBusi HJiM OTPAHUYEHUA 3A BE3OITACHA U EOEKTUBHA YIIOTPEBA
HA JIEKAPCTBEHUA TPOAYKT

. IInan 3a ynpaBiaenue Ha pucka (ITYP)

[IputexaTensat Ha paspemieHneTo 3a ynorpeda (IIPY) TpsOBa ga u3BbpIIBa U3UCKBAHUTE JEHHOCTH U
JeUCTBHS, CBBP3aHHU C MIPOCIICASIBAHE Ha JIEKapcTBEeHaTa 0€30MacHoCT, HocoYeHu B ogo0penus [1YP,
npencraBed B Moayn 1.8.2 Ha pa3pelieHneTo 3a yrnorpeda, KakKTo U IPH BCUYKH CIICABALIH
ChIVIACYBaHU aKkTyanu3auuu Ha [TYP.

Axkrtyanusupat [IYP tpa6Ba na ce mopasa:
e 110 nckaHe Ha EBpornelickaTa areHus o JeKapcTBara;
® BUHATH, KOTaTO C€ U3MEHS CHCTEMara 3a yIpaBJIeHHE Ha PHCKa, OCOOCHO B Pe3yiTaT Ha
MoJIy4aBaHe Ha HOBa MH(pOpMaus, KOSTO MOXeE Aa JOBEAE 10 3HAYMMHU IPOMEHH B
CHOTHOILEHUETO T0JI3a/PHUCK, WK CIIE/ AOCTUTaHE HA BayKEH eTarl (BbB BPb3Ka C MPOCIeIsBaHe
Ha JIeKapCTBEHAaTa 0€30MaCHOCT WJIM CBEXIAaHE Ha PHCKa 0 MUHUMYM).
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MNPUJIOKEHMUE II1

JAHHHU BbPXY OITAKOBKATA U JIMCTOBKA
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A. JAHHH BBPXY OITAKOBKATA
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JAHHU, KOUTO TPABBA JA CbABPKA BTOPUYHATA OITAKOBKA
KAPTOHEHA KYTHA 250 1U

‘ 1. HNME HA JIEKAPCTBEHUS ITPOAYKT

IDELVION 250 IU npax u pa3TBOpUTEN 332 MHKEKLIMOHEH Pa3TBOP
andyTpeneHoHakor angda (pekoMOMHAHTEH KoarynanuoHeH gaxTtop [X)

2. OBSIBJABAHE HA AKTUBHOTO(MTE) BEHIECTBO(A)

AnbGytpenenonakor anda 250 IU (100 IU/ml cnex pa3tBapsHe)

‘ 3. CIIMCBbK HA TIOMOIITHUTE BEINECTBA

Jpyru cbCTaBKU: HATPUEB LIUTPAT, moaucopoar 80, manuTon, 3axapo3a, HCI
Pa3tBopuTeNn: Boga 3a HHKEKIIUN

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJHA OITAKOBKA

[Ipax u pa3TBOpHUTEN 32 HHKEKIIMOHEH Pa3TBOP

1 ¢axon ¢ mpax: 250 IU anbyTtpenenonakor anga
1 ¢makon ¢ 2,5 ml Boja 3a HHKEKIIUN

1 punrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTusi chabpiKa:

1 cnpuHIIOBKA 32 €AHOKpaTHA yrnorpeba ot 5 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHa, HATIOCHU ChC CITUPT

1 HecTepuiIeH IIACTHD

5. HAYUH HA ITPUJIOKEHUE U TbT(MIIA) HA BBBEXK/IAHE

[Ipenu ymorpebda mpoverere TMCTOBKATA.
3a UHTPAaBEHO3HO MPUIIOKECHHE

6. CIIEIUAJIHO NPEAYHPEXJIEHUE, UE TEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT IIOTJIEJA U TOCET'A HA JIELIIA

I[a CC CbXpPaHsABa Ha MACTO, HCAOCTBHIIHO 3a ACHA.

‘ 7. APYI'U CIIEHUAJIHU TPEAYIIPEXIEHUSA, AKO E HEOBXOJINMO

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA TOAHOCT

TI'omen no:
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‘ 9. CIIEIIMAJIHHU YCJIOBUS HA CbXPAHEHUE

Ma ce cpxpansasa mox 25 °C. [la He ce 3aMpa3ssiBa.
@DakoHBT Aa ce ChbXpaHsABa B KAPTOHEHATa KyTHs, 3a Ja c€ IMPEANa3y OT CBETIHHA.

10. CHEHOUWAJIHHU IIPEAITA3SHA MEPKWU ITPU NU3XBBHPJISIHE HA HEN3ITIOJI3BAHA
YACT OT JJEKAPCTBEHUTE IMPOAYKTHU NJIN OTITAABYHU MATEPUAJIA OT
TAX, AKO CE U3UCKBAT TAKUBA

11. NME U AJPEC HA ITPUTEKXATEJISA HA PASPEHIEHUETO 3A YIIOTPEBA

CSL Behring GmbH, 35041 Marburg, ['epmanus

12. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/16/1095/001

13. IHHAPTUAEH HOMEP

[TapTunen No

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHUA 3A YIIOTPEBA

‘ 16. UH®OPMAIIUS HA BPAJIOBA A3BYKA

IDELVION 250 IU

17. YHUKAJIEH HIEHTU®UKATOP- 2D BAPKO/I

2D Gapkoli, B KOMTO € BKIIOYEH YHUKATHUS HACHTU(DHUKATOP

18. YHUKAJIEH WIJEHTUO®UKATOP-YETUMMU OT YOBEKA JJAHHH
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbAbPXKAT MAJIKUTE EJMHUYHHU
II'bPBUYHU OITAKOBKH

®JIAKOH C ITPAX 250 IU

1. NME HA JJEKAPCTBEHUSA IMPOAYKT U IbT(MIIA) HA BBBEK/IAHE

IDELVION 250 IU npax 3a HHXEKIHUOHEH Pa3TBOP
andyTpeneHoHakor anda
3a UHTPaBEHO3HO NPUIIOKEHHE

‘ 2. HAYMH HA ITPUJIOKEHUE

‘ 3. JATA HA UI3TUYAHE HA CPOKA HA TOAHOCT
Il'ogen no:
4. MHAPTUAEH HOMEP
[Maptuaen Ne

‘ 5. CBbABbPKXAHUE KATO MACA, OBEM WJIN EJUHUIIN

| 6. TIPYTO
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

ETUKET HA ®JIAKOH C PASTBOPUTEJI 2,5 ml

1. NME HA JIEKAPCTBEHUS IMTPOAYKT U IbT(MIIA) HA BBBEXK/IAHE

Bo;[a 3a HHXKCKIIMHN

‘ 2. HAYMH HA ITPHJIOKEHHUE

‘ 3. JATA HA U3STUNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MNAPTUAEH HOMEP
[TapTunen No
5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN
2,5ml

| 6. TIPYTO
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JAHHU, KOUTO TPABBA JA CbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA KYTHUA 500 1U

1. NME HA JJEKAPCTBEHUSA IMTPOAYKT

IDELVION 500 IU npax u pa3TBOpUTEN 332 MHKEKLIMOHEH Pa3TBOP
andyTpeneHoHakor angda (pekoMOMHAHTEH KoarynanuoHeH gaxTtop [X)

2. OBSBABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

AnGytpenenonakor anda 500 IU (200 [U/ml crex pa3TBapsiae)

‘ 3. CIIMCBK HA TIOMOIIIHUTE BEIIECTBA

Jlpyru cbhCTaBKU: HATPUEB LIUTPAT, moaucopodar 80, manuTon, 3axapo3a, HCI
Pa3tBOopuTeNn: BoAa 3a HHKEKIUN

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJJHA OITAKOBKA

[Ipax u pa3TBOpHUTEN 32 HHKEKIIMOHEH Pa3TBOP

1 ¢axon ¢ mpax: 500 IU anGytpenenonakor anga
1 ¢pmakon ¢ 2,5 ml Boja 3a HHKEKIIUN

1 punrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTust cbabpiKa:

1 cnpuHIIOBKA 32 €AHOKpaTHA yrnorpeba ot 5 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHA, HATIOCHU CBhC CITUPT

1 HecTepuiIeH IIACTHD

5. HAYMH HA ITPUJIOKEHUE U TbT(MIIA) HA BBBEXK/IAHE

[Ipenu ymorpebda mpoverere TMCTOBKATA.
3a UHTPAaBEHO3HO MPUIIOKECHHE

6. CIIEIUAJIHO NPEAYHPEXJIEHUE, UE TEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT IIOTJIEJA U TOCET'A HA JIELIIA

I[a CC CbXpPaHsABa Ha MACTO, HCAOCTBHITHO 3a ACHA.

‘ 7. APYI'U CIIEHUAJIHU TPEAYNIPEXIEHUSA, AKO E HEOBXOJINMO

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA TOAHOCT

27



TI'omen no:

‘ 9. CIIEIIUAJIHH YCJOBUs HA CbXPAHEHUE

Ma ce cexpansasa mox 25 °C. [la He ce 3aMpa3ssiBa.
@DakoHBT Aa ce ChbXpaHsABa B KAPTOHEHATa KyTHs, 3a Ja C€ IMPEANa3yt OT CBETIHHA.

10. CHEHOUWAJIHU IIPEAITA3SHA MEPKWU ITPU NU3XBBHPJISIHE HA HEN3ITIOJI3BAHA
YACT OT JJEKAPCTBEHUTE IMPOAYKTHU NJIN OTITAABYHUN MATEPUAJIA OT
TAX, AKO CE U3UCKBAT TAKUBA

11. UME U AIPEC HA ITPUTEKXATEJISA HA PASPEHIEHUETO 3A YIIOTPEBA

CSL Behring GmbH, 35041 Marburg, ['epmanus

12. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/16/1095/002

13. IHHAPTUAEH HOMEP

[TapTunen No

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHUA 3A YIIOTPEBA

‘ 16. UH®OPMAIIUS HA BPAMJIOBA A3BYKA

IDELVION 500 IU

17. YHUKAJIEH NTIJEHTUH®UKATOP- 2D BAPKO/I

2D Gapkofl, B KOMTO € BKIIOYECH YHUKATHUS HACHTU(DHUKATOP.

18. YHUKAJIEH NTIJEHTU®UKATOP-YETUMMU OT YOBEKA JJAHHH
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

®JIAKOH C ITPAX 500 IU

1. NME HA JIEKAPCTBEHUS TPOAYKT U IbT(MIIA) HA BBBEK/IAHE

IDELVION 500 IU npax 3a HHXEKIHUOHEH Pa3TBOP
andyTpeneHoHakor anda
3a UHTPaBEHO3HO NPUIIOKEHHE

‘ 2. HAYUMH HA IMTPHJIOKEHHUE

‘ 3. JATA HA U3STHNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MMAPTUAEH HOMEP
[TapTunen No

‘ 5. CbABPKAHUE KATO MACA, OBEM WJIN EJUHUIIN

| 6. TIPYTO
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

ETUKET HA ®JJAKOH C PA3TBOPUTEJI 2,5 ml

1. NME HA JIEKAPCTBEHUS IMTPOAYKT U IbT(MIIA) HA BBBEXK/IAHE

Bo;[a 3a HHXKCKIIMHN

‘ 2. HAYUMH HA ITPNJIOXKXEHHUE

‘ 3. JATA HA U3STUNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MNAPTUAEH HOMEP
[TapTunen No
5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN
2,5ml

| 6. TIPYTO
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JAHHU, KOUTO TPABBA JA CbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA KYTHA 1000 IU

1. NUME HA JJEKAPCTBEHUSA IMTPOAYKT

IDELVION 1000 IU npax u pa3TBOpHUTEN 3a HHKEKIIUOHEH Pa3TBOP
andyTpeneHoHakor angda (pekoMOMHAHTEH KoarynanuoHeH gaxTtop [X)

2. OBSBABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

AnGytpenenonakor anda 1000 IU (400 IU/ml cnex pa3tBapsiae)

‘ 3. CIIMCBK HA TIOMOIIIHUTE BEHIECTBA

Jlpyru cbhCTaBKU: HATPUEB LIUTPAT, moaucopodar 80, manuTon, 3axapo3a, HCI
Pa3tBOopuTeNn: BoAa 3a HHKEKIUN

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJJHA OITAKOBKA

[Ipax u pa3TBOpHUTEN 32 HHKEKIIMOHEH Pa3TBOP

1 ¢axon ¢ mpax: 1000 IU anOyrpenenonaxor anda
1 ¢pmakon ¢ 2,5 ml Boja 3a HHKEKIUN

1 punrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTust cbabpiKa:

1 cnpuHIIOBKA 32 €AHOKpaTHA yrnorpeba ot 5 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHA, HATIOCHU CBhC CITUPT

1 HecTepuiIeH IIACTHD

5. HAYMH HA ITPUJIOKEHUE U TbT(MIIA) HA BBBEXK/IAHE

[Ipenu ymorpebda mpoverere TMCTOBKATA.
3a UHTPAaBEHO3HO MPUIIOKECHHE

6. CIIEIUAJIHO NPEAYHPEXJIEHUE, UE TEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT IIOTJIEJA U TOCET'A HA JIELIIA

I[a CC CbXpPaHsABa Ha MACTO, HCAOCTBHITHO 3a ACHA.

‘ 7. APYI'U CIIEHUAJIHU TPEAYNIPEXIEHUSA, AKO E HEOBXOJINMO

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA TOAHOCT
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TI'omen no:

‘ 9. CIIEIIUAJIHH YCJOBUs HA CbXPAHEHUE

Ma ce cexpansasa mox 25 °C. [la He ce 3aMpa3ssiBa.
@DakoHBT Aa ce ChbXpaHsABa B KAPTOHEHATa KyTHs, 3a Ja C€ IMPEANa3yt OT CBETIHHA.

10. CHEHOUWAJIHU IIPEAITA3SHA MEPKWU ITPU NU3XBBHPJISIHE HA HEN3ITIOJI3BAHA
YACT OT JJEKAPCTBEHUTE IMPOAYKTHU NJIN OTITAABYHUN MATEPUAJIA OT
TAX, AKO CE U3UCKBAT TAKUBA

11. UME U AIPEC HA ITPUTEKXATEJISA HA PASPEHIEHUETO 3A YIIOTPEBA

CSL Behring GmbH, 35041 Marburg, ['epmanus

12. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/16/1095/003

13. IHHAPTUAEH HOMEP

[TapTunen No

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHUA 3A YIIOTPEBA

‘ 16. UH®OPMAIIUS HA BPAMJIOBA A3BYKA

IDELVION 1000 TU

17. YHUKAJIEH HIEHTU®UKATOP- 2D BAPKO/I

2D Gapkofi, B KOMTO € BKIIOYECH YHUKATHUS HACHTUDHUKATOP.

18. YHUKAJIEH NTIJEHTU®UKATOP-YETUMMU OT YOBEKA JJAHHH
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

®JIAKOH C ITPAX 1000 1U

1. NME HA JJEKAPCTBEHUSA IMPOAYKT U IbT(MIIA) HA BBBEK/IAHE

IDELVION 1000 IU npax 3a HHXXEKIIHOHEH Pa3TBOP
andyTpeneHoHakor angda
3a UHTPaBEHO3HO NPUIIOKEHHE

‘ 2. HAYUMH HA IMTPHJIOKEHHUE

‘ 3. JATA HA U3STHNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MMAPTUAEH HOMEP
[TapTunen No

‘ 5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN

| 6. TIPYTO
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

ETUKET HA ®JJAKOH C PA3TBOPUTEJI 2,5 ml

1. NME HA JIEKAPCTBEHUS IMTPOAYKT U IbT(MIIA) HA BBBEXK/IAHE

Bo;[a 3a HHXKCKIIMHN

‘ 2. HAYUMH HA ITPNJIOXKEHHUE

‘ 3. JATA HA U3STUNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MNAPTUAEH HOMEP
[TapTunen No
5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN
2,5ml

| 6. TIPYTO
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JAHHU, KOUTO TPABBA JA CbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA KYTHA 2000 IU

1. NME HA JJEKAPCTBEHUSA IMTPOAYKT

IDELVION 2000 IU npax u pa3TBOpHUTEN 3a HHKEKIIUOHEH pPa3TBOP
andyTpeneHoHakor angda (pekoMOMHAHTEH KoarynanuoHeH dakTtop [X)

2. OBSIBJABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

Anbytpenenonakor anda 2000 IU (400 IU/ml cnex pa3tBapsiae)

‘ 3. CIIMCBK HA TIOMOIIIHUTE BEHIECTBA

Jlpyru cbCTaBKU: HATPUEB LIUTPAT, moaucopodar 80, manuTon, 3axapo3a, HCI
Pa3tBopuTeNn: Boga 3a HHKEKIUN

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJJHA OITAKOBKA

[Ipax u pa3TBOpHUTEN 32 HHKEKIIMOHEH Pa3TBOP

1 ¢axon ¢ mpax: 2000 U anOyrpeneHoHakor anda
1 dnakon ¢ 5 ml Boga 3a HHKEKITUN

1 ¢unrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpeniHa KyTHs ChObpKa:

1 cnpuHIIOBKA 32 eqHOKpaTHa ynorpeda oT 10 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMITOHA, HAIOEHH CBhC CIIUPT

1 HecTepuIleH MIacTUp

5. HAYMH HA ITPUJIOKEHUE U TbT(MIIA) HA BBBEXK/IAHE

[Ipenu ymorpeba mpoverere IMCTOBKATA.
3a UHTPAaBEHO3HO MPUIIOKECHHE

6. CIIEIUAJIHO NPEAYHPEXJIEHUE, UE TEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT IIOTJIEJA U TOCET'A HA JIEIIA

I[a CC CbXpPaHsABa Ha MACTO, HCAOCTBHIIHO 3a ACHA.

‘ 7. APYI'U CIIEHUAJIHU TPEAYNIPEXIEHUSA, AKO E HEOBXOJINMO

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA TOAHOCT
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TI'omen no:

‘ 9. CIIEIIMAJIHH YCJIOBUS HA CbXPAHEHUE

Ma ce cexpansasa mox 25 °C. Jla He ce 3aMpa3ssiBa.
@DakoHBT Aa ce ChbXpaHsABa B KAPTOHEHATa KyTHs, 3a Ja C€ IMPEANa3y OT CBETIHHA.

10. CHEHOUWAJIHHU INPEAITA3SHA MEPKWU ITPU N3XBBHPJISIHE HA HEN3ITIOJI3BAHA
YACT OT JIJEKAPCTBEHUTE IMPOAYKTHU NJINX OTITAABYHU MATEPUAJIA OT
TAX, AKO CE U3NCKBAT TAKUBA

11. UME U AIPEC HA ITPUTEKXATEJISA HA PASPEHIEHUETO 3A YIIOTPEBA

CSL Behring GmbH, 35041 Marburg, ['epmanus

12. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/16/1095/004

13. IHHAPTUAEH HOMEP

[TapTunen No

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHUA 3A YIIOTPEBA

‘ 16. UH®OPMAIIUS HA BPAJIOBA A3BYKA

IDELVION 2000 TU

17. YHUKAJIEH HIEHTU®UKATOP- 2D BAPKO/I

2D Gapkofl, B KOMTO € BKIIOYEH YHUKATHUS HACHTU(DHUKATOP.

18. YHUKAJIEH NWIJEHTUO®UKATOP-YETUMMU OT YOBEKA JJAHHH
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

®JIAKOH C ITPAX 2000 1U

1. NME HA JJEKAPCTBEHUSA IMPOAYKT U IbT(MIIA) HA BBBEK/IAHE

IDELVION 2000 IU npax 3a HHXXEKIUOHEH Pa3TBOP
andyTpeneHoHakor angda
3a UHTPaBEHO3HO NPUIIOKEHHE

‘ 2. HAYUMH HA IMTPHJIOKEHHUE

‘ 3. JATA HA U3STUYAHE HA CPOKA HA TOJHOCT
TI'omen no:
4. MNAPTUAEH HOMEP
[TapTunen No

‘ 5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN

| 6. TIPYTO
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

ETUKET HA ®JJAKOH C PA3TBOPUTEJI 5 ml

1. NME HA JIEKAPCTBEHUS IMTPOAYKT U IbT(MIIA) HA BBBEXK/IAHE

Bo;[a 3a HHXKCKIIMHN

‘ 2. HAYUH HA ITPNJIOXKXEHHUE

‘ 3. JATA HA U3STUNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MNAPTUAEH HOMEP
[TapTunen No
5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN
5 ml

| 6. TIPYTO

38



JAHHU, KOUTO TPABBA JA CbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA KYTHA 3500 IU

1. HNME HA JIEKAPCTBEHUS ITPOAYKT

IDELVION 3500 IU npax u pa3TBOpHUTEN 3a HHKEKIIUOHEH pPa3TBOP
andyTpeneHoHakor anga (peKoMOWHaHTEH KoarynanuoHeH gaxtop [X)

2. OBSIBJABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

Anbytpenenonakor anda 3500 IU (700 IU/ml cnex pa3tBapsiae)

‘ 3. CIIMCBK HA TIOMOIITHUTE BEIIECTBA

Jlpyru chCTaBKU: HATPUEB LIUTPAT, moaucopoar 80, manuTon, 3axapoza, HCI
Pa3tBOopuTEN: BoAa 3a HHKEKIIUN

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJHA OITAKOBKA

[Ipax u pa3TBOpHUTEN 32 HHKEKIIMOHEH Pa3TBOP

1 ¢makon ¢ npax: 3500 U anOyrpenenonaxor anda
1 dmakon ¢ 5 ml Boga 3a HHKEKITUN

1 punrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpenIHa KyTHs ChObpKa:

1 cnpuHIIOBKA 32 eqHOKpaTHa ynoTrpeda oT 10 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMITOHA, HAIIOEHH ChC CIIUPT

1 HecTepuieH mIacTup

5. HAYMH HA ITPUJIOKEHUE U TBT(MIIA) HA BBBEXK/IAHE

[Ipenu ymorpeba mpoverere IMCTOBKATA.
3a UHTPAaBEHO3HO MPUIIOKECHHUE.

6. CIIEIUAJIHO NPEAYHPEXJIEHUE, UE TEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT IIOTJIEJA U TOCET'A HA JIEIIA

I[a CC CbXpPaHsABa Ha MACTO, HCAOCTBHIIHO 3a ACHA.
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‘ 7. APYI'U CIIEHUAJIHU TPEAYNIPEXIEHUSA, AKO E HEOBXOJINMO

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA TOJHOCT

TI'omen no:

‘ 9. CIIEIIMAJIHH YCJOBUs HA CbXPAHEHUE

Ma ce cexpansasa mox 25 °C. Jla He ce 3aMpa3ssiBa.
@DakoHBT Aa ce ChbXpaHsABa B KAPTOHEHATa KyTHs, 3a Ja c€ IMPEANa3y OT CBETIHHA.

10. CHEHOUWAJIHU INPEAITA3SHA MEPKU ITPU N3XBBHPJISIHE HA HEN3ITIOJI3BAHA
YACT OT JJEKAPCTBEHUTE ITPOAYKTHU NJIN OTIIAABYHU MATEPHUAJIA OT
TAX, AKO CE U3NCKBAT TAKUBA

11. UME U AIPEC HA ITPUTEKXATEJISA HA PASPEHIEHUETO 3A YIIOTPEBA

CSL Behring GmbH, 35041 Marburg, ['epmanus

12. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/16/1095/009

13. IHAPTUAEH HOMEP

[TapTunen No

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHUA 3A YIIOTPEBA

‘ 16. UH®OPMAIIUS HA BPAJIOBA A3BYKA

IDELVION 3500 TU

17. YHUKAJIEH NWIJEHTUH®UKATOP- 2D BAPKO/I

2D Gapkofl, B KOMTO € BKIIOYECH YHUKATHUS HACHTU(DHUKATOP.

18. YHUKAJIEH HIEHTU®UKATOP-YETUMMU OT YOBEKA JJAHHH
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

®OJIAKOH C ITPAX 3500 TU

1. NME HA JIEKAPCTBEHUS IMTPOAYKT U IbT(MIIA) HA BBBEXK/IAHE

IDELVION 3500 IU npax 3a HHKEKIIUOHEH Pa3TBOP
an0yTpeneHoHakor anga
3a UHTPaBEHO3HO NPUIIOKEHHE

‘ 2. HAYUMH HA IMTPHJIOKEHHUE

‘ 3. JATA HA U3STHNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MMAPTUAEH HOMEP
[TapTunen No

‘ 5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN

| 6. TIPYTO
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MHUHHMMYM JAHHH, KOUTO TPABBA JJA CbABPXKXAT MAJIKUTE EAUHNYHHU
II'bPBUYHU OITAKOBKH

ETUKET HA ®JJAKOH C PA3TBOPUTEJI 5 ml

1. NME HA JIEKAPCTBEHUS IMTPOAYKT U IbT(MIIA) HA BBBEXK/IAHE

Bo;[a 3a HHXKCKIIMHN

‘ 2. HAYMH HA ITPHJIOKEHHUE

‘ 3. JATA HA U3STUNYAHE HA CPOKA HA TTOJHOCT
TI'omen no:
4. MNAPTUAEH HOMEP
[TapTunen No
5. CbABPKAHUE KATO MACA, OBEM WU EJUHUIIN
5 ml

| 6. TIPYTO
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JAHHHU, KOUTO TPABBA TA CBABPXAT MAJIKUTE EAUHNYHU ITbPBNYHHU
OITAKOBKH

KYTHUSA HA HABOPA 3A TIPUJIOXKEHUE (BbTPEIIIHA KYTHUS)

1. HUME HA JIEKAPCTBEHUS TPOAYKT U II'BT(MIIA) HA BBBEXK/IAHE

Habop 3a npunoxenune

‘ 2. HAYMH HA ITPUJIOKEHUE

‘ 3. JATA HA UI3TUYAHE HA CPOKA HA TOAHOCT

TI'omen no:

4. IHHAPTUAEH HOMEP

[TapTunen No

5. CBbABbPKAHUE KATO MACA, OBEM HUJIN EJUHUIIN

| 6. JIPYTO

CSL Behring
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Bb. JUCTOBKA
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JIncroBka: nHGopManus 3a NOTpeOUTES

IDELVION 250 IU npax u pa3TBOpUTeJI 32 HHKEKIIMOHEH Pa3TBOp
IDELVION 500 IU npax u pa3TBOpUTeJI 32 HHKEKIMOHEH Pa3TBOpP
IDELVION 1000 IU npax u pa3TBopuTeJI 32 HH/KEKIIHOHEH Pa3TBOP
IDELVION 2000 IU npax u pa3TBopuTeJI 32 HH/KEKIIHOHEH Pa3TBOP
IDELVION 3500 IU npax u pa3TBopHuTeJI 32 HH/KEKIIHOHEH Pa3TBOP

anbyrpenenoHakor anda (albutrepenonacog alfa)

IIpoyeTreTe BHUMATEIHO LAJIATA JMCTOBKA, IIPEIM 1A 3all0YHeTe 1a H3M0JI3BaTe TOBA

JIEKapCTBO, Thil KaTO THA ChABP:KAa BaxkHa 3a Bac nndgopmanus.

- 3amasere Ta3u JUCTOBKA. MoKe /1a ce HaJOXkH J1a s IPOYETETE OTHOBO.

- AKO UMaTe HSIKaKBU JOMTBJIHUTEIHN BBIIPOCH, HonuTainTe Bammus nexap, papmaneBT win
MEIULMHCKA CECTPA.

- ToBa nexapcTBO € mpeanucano Jn4Ho Ha Bac. He ro mpeotcrenBaiite Ha apyru xopa. To Moxe
Jla UM HaBpeIH, He3aBHCUMO Y€ NPU3HALNTE Ha TAXHOTO 3a00JsiBaHe ca ChIIUTE KaTo Bammre.

- AKo monyuynTe HSIKaKBU HEXXEJaHU peakluy, yBeaomere Bamms nekap, hapMareBt win
MEIHMIMHCKA cecTpa. ToBa BKIIOYBA U BCHYKH Bb3MOXKHH HEXXETaHHU PEAKINH, HEOITUCAHU B
Ta3u JIUCTOBKA. Bikre Touka 4.

KakBo cbabpika Ta3u JIMCTOBKA:

Kaxgo npencrasnssa IDELVION u 3a kakBo ce U3mon3Ba
Kakso 1psi0Ba na 3Haere, npean na uznonssare IDELVION
Kaxk nga uznonssate IDELVION

Bb3MOXXHU HEXENaHU peakluu

Kax na cexpanssate IDELVION

ChapprkaHre Ha OMAKOBKATa U JIOIBIHUTEHA HH(pOpMAIUs

A e

1. Kaxkso npeacraBiassa IDELVION n 3a kakBo ce u3noj3sa
Kakso npexncraBiassa IDELVION?

IDELVION e nekapcTBo 3a jiedeHne Ha XeMO(UIs, KOETO 3aMECTBa €CTECTBEHHS KPbBOCHCHPBAILl
(xoarynanuonen) gakrop IX. AktusHoTO BemmecTBo B IDELVION e anOyrpenenonakor anda
(pexoMOMHaHTEH (y3nOHEH OeNThK, CBBbp3Ball KoarynanuoneH ¢gakrop IX c andbymun (rIX-FP)).

dakrop IX ydacTBa B KppBoCchcupBaHeTo. [Ipy nanuentu ¢ xemounust B nma HemocTur Ha TO3H
(axTOp, KOETO 03HAYABA, Y€ TAXHATA KPBB HE CE ChCHUPBA TOJIKOBA OBP30, KOJIKOTO OU TpsiOBaso,

Mopazy KOeTo ce NOBHUIIaBa CKIIOHHOCTTa KbM KbpBeHe. IDELVION neiictBa kato 3amens gaxrop IX
IpY HauueHTu ¢ xemopuiust B, mo3BonsaBaiiki Ha KpBBTa UM Jia C€ ChCHpPBA.

3a kakBo ce m3noa3sa IDELVION?

IDELVION ce u3non3Ba 3a NpeI0TBpaTABaHE WM 3a CIMpaHe Ha KbPBEHE, IPUYUHEHO OT JIUICA Ha
nocTarbuHo (akTop X mpu naumeHTH OT BCUYKH BB3pacToOBH IpymH ¢ xeModunus B (Hapuuana omie
BpozeH aepunut Ha paktop IX nam 6onect Ha Kpuctmac).

2. Kaxkso Tps0Ba na 3Haere, npeau na nznoJssare IDELVION

He m3noassaiite IDELVION:
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- aKo CT€ AJIEPTUYHH KbM aKTHBHOTO BEIIECTBO (a10yTpeneHoHAKOT anda) Ui KbM HAKOS OT
OCTaHAJINTE ChCTaBKU (M30pOCHU B TOUKA 6)
- @Ko CTe AIEPTUYHH KbM OENTHK Ha XaMCTep

IpenynpesxieHus ¥ MpeaAna3Hu MePKH

CunHo ce npenopbyuBa BCEKU BT, Koraro uznonssate IDELVION, ga 3anucBaTe MMETO U MApTUAHUA
HOMED Ha MPOJYKTA C L] MPOCACAUMOCT Ha IPOAYKTUTE U MAPTUANUTE HA IPOAYKTUTE, KOUTO CTE
W3M0J3BAIH.

I'oBopere ¢ Bammmus nexap, ¢papmaneBT Wi MEAULMHCKA cecTpa, npenu na uznonszsate IDELVION.

. BB3MOXKHO € pa3BUTHETO Ha AJIEPTUYHH PEaKUUH (PeakUUul Ha CBPbXUyBCTBUTEIHOCT).
[IponyKThT chABpKa ciIeaN OT OEATHIM HA XaMcTep (BHXKTE ChLIO ,,He u3nonspaiite
IDELVION”). AKko ce nosiBAT CHMIITOMH HA aJIePrHYHH PeaKIuu, TPsiOBa He3a0aBHO 1
NpeKpaTuTe H3MOJI3BAHETO Ha JIEKAPCTBOTO M J1a ce CBbpskeTe ¢ Bammus jgexap nim
JIe4eOHOTO 3aBeieHHe, Kb/eTO MPocaeasiBaT CbCcToOAHUeTO Bu. Bamusar gexkap TpadBa na
Bu nndopmupa 3a paHHNTEe CHMITOMM Ha PEAKIUHM HA CBPBXYYBCTBUTEJHOCT. Te
BKJIIOUBAT KOIIPUBHA TPECKa, TEHEPAIM3UPaH KOXKEH 00pHUB, CTAraHe B 00JacTTa Ha TbPAUTE,
XPHUIIOBE, HUCKO KPBBHO HAJIATaHE (XMIIOTOHHUS) U aHaUIIaKkcus (Cepuo3Ha ajlepruyHa Peakiusl,
KOSITO IPUYUHSIBA TEKKU 3aTPYJHEHUS B IUILAHETO, U 3aMaiiBaHe).

. [lopanu puck OT pa3BUTHE Ha aJIEpIHYHH peakUuH KbM ¢axtop IX, mbpBoHaYaITHOTO
npminoxkenue Ha IDELVION Tps6Ba 1a 0b/1e H3BBPIICHO MO MEIUIIMHCKO HAOII0IeHNE,
KBAETO MOXe Ja ObJe OCUTypeHa MOIXOAAIIa MEAUIIMHCKA TPIyKa B CIIydail Ha aJlepruIHu
peakuuu.

. O6pa3yBaHeTO HA HHXMOUTOPH (HEYTpaIM3HUPALH AHTUTENA) € U3BECTHO YCIOKHEHHE, KOETO €
cpoburaBano no BpeMe Ha yieueHnero ¢ IDELVION. Muxuburopute HamassiBaT eeKTHBHOCTTA
Ha JleueHneTo. Ako KppBeHeTo Bu He ce konTponupa ¢ IDELVION, yBenomere He3abaBHO
Bamms nekap. Tps6Ba ga Obaere mpociienssBaHu PEIOBHO 3a Pa3BUTUE HA HHXHUOUTOPH.

. AKo cTpagare OT 4epHOAPOOHO MM ChpJAEYHO 3a00JI1BaHe WM HACKOPO CTE MPETHPIIEIH rosMa
olepanys, MoJisi, yBegoMeTe Bamus nekap, Thil KaTo ChIIECTBYBA OBUIIEH PUCK OT
YCIIOKHEHUS, CBBP3aHU C KPbBOChCUPBaHe (KOaryamus).

. Axo ce HyxaaeTte oT ueHTpayieH BeHo3eH kaTeTsp (LIBK 3a nmkexrtupane na IDELVION),
Bammsar nexap TpsiOBa Aa ©Ma NpEABHU PUCKA OT YCIOXKHEHUS, BKIIOUUTETHO JIOKATHH
nH}EKIHHY, onagane Ha OakTepuu B KpbBTa (OekTepueMus) 1 00pazyBaHe Ha KPbBEH ChCHPEK B
KPBBOHOCHHUSA ChJ (TpoM0O03a), Ha MICTOTO, Ha KOETO € IIOCTABeH KaTeThpa.

Apyrn nexkapcrea u IDELVION
Wndopmupaiite Bamms nexap nim ¢papmanesT, ako mprueMaTe, HaCKOpO CT€ MPUEMAaIl W €
BB3MOKHO J1a IpUEMETE JPYyTH JIEKapCTBa.

BpemenHocT U KbpMeHe

. AKo cTe OpeMeHHa IIM KbPMHTE, CMATATe, Y€ MOXKe Jja CTe OpeMeHHa WM TUIaHUpaTe
OpeMeHHOCT, OCHhBETBANTE ce ¢ Bamus nexap mwin papmarieBT npeau ynorpedaTa Ha TOBa
JIEKapCTBO.

. o Bpeme Ha 6pemenHocT u kbpMene, IDELVION tpsbBa aa ce mpuiara camo ako e

a0COJIFOTHO HEOOXOIUMO.

lodupane u padora ¢ MalIUHU
IDELVION He Briuee BbpXy CIIOCOOHOCTTA 32 IOQupane U padoTa ¢ MaIlMHH.

IDELVION cbabpaxa HaTpuid
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ToBa nekapcTBO Chabpika 10 8,6 mg HAaTPHi (OCHOBHA ChCTaBKA Ha FOTBapCKaTa/Tpare3HaTa cojl) BbB
BcekH (prakoH. ToBa Konm4ecTBO € ekBUBaneHTHO Ha 0,4% OT NMpenopbUNTETHUS MAKCUMAJICH THEBEH
XpaHWTENICH IPHEM Ha HATPHH 32 Bb3PACTEH.

3. Kak na msnosBate IDELVION

Bamrero neyenue TpsOBa 1a ObJie 3aII0YHATO M IPOCIEASBAHO OT JIeKap, KOWTO MMa OIUT B JICYCHUETO
Ha HapylIeHUs Ha KpbBOCBCUPBAHETO. BUHArK npremMaiTe ToBa JEKapCcTBO TOYHO KakTo Bu e kazan
BammsT nexkap. AKo He cTe CUTypHU B HEINO, TONUTalnTe Bamms nexap.

BammusT nexap me n3uncnu qo3ara Ha IDELVION, kosito Bu e Heo6xoanma. KomudectBoTo
IDELVION, koeto Tps0Ba 1a npuijaraTe ¥ NpOABIKUTEIHOCTTA HA JICYEHHETO 3aBUCHT OT:
. TexecTTa Ha 3a0onsaBaHeTo Bu

. MACTOTO M MHTEH3UBHOCTTA Ha KbPBEHETO

. BameTo KIMHUYHO CHCTOSIHUE U OTTOBOP

. BameTto TenecHo Terno

IDELVION ce npunara KaTo HHXEKIUs BbB BeHaTa (MHTPAaBEHO3HO) CJIe]] pa3TBapsiHe Ha mpaxa ¢
MPEAOCTABEHUS PAa3TBOPUTEI OT Bamus nekap win MeIMUrUHCKa cecTpa. Bue unu HAKOU Jpyr Moxe
cbino aa npuiarate IDELVION kaTto uHTpaBeHO3HA MHXKEKIUS, HO CaMO CJIE]] KaTO CTE MOIy4HIId
CHOTBETHO OOyUCHHE.

AKo cre n3non3Bany noseye ot Heobxoaumata go3a IDELVION
Mo, cBbpikeTe ce He3abaBHO ¢ Bamms nekap, ako cre nmkekrupanu noseue IDELVION,
OTKOJKOTO BammsT nekap npenoprysa.

Axo cre cupenu yrnorpedara Ha IDELVION
He cniupaiite ynorpebara Ha IDELVION 6e3 na ce koncyatupare ¢ Bammus nekap.

PasTBapsine n npuiokenne

OO0y UHCTPYKIMU

- [IpaxbT TpsiOBa 1a ce cMecH ¢ pa3TBOPUTENS (TEYHOCTTA) U Aa CE U3TEMIN OT (IaKOHA KaTo ce
3ara3y JICKapCTBOTO CTepHiIHO (0e3 Mukpoou). Bammsar nekap me Bu nokaxe xak 1a
MPUTOTBUTE Pa3TBOPA U KaK MPaBHIIHO 12 U3TETJIMTE Pa3TBOpa OT (prakoHa.

- IDELVION He TpsiOBa a ce cMecBa ¢ IpyTH JIEKapCTBEHU NPOAYKTH HIIH Pa3TBOPUTEIH, C
M3KJIIOUYEHUE Ha IOCOUYECHUTE B TOUKA 6.

- [IpuroTBeHusAT pa3TBOp TPAOBa Ja € OUCTHP WIIK JIEKO OMaJIeCHpaIL, KbIT 40 Oe3LBETEH, T.C.
MOJKe J1a poOIIsICBa, KOTaTo ce AbPXKH CPELLy CBETIMHATA, HO HE TPsiOBa 1a ChABPKa BUAUMHU
gactuuu. Crnen Gpuintpupane Ui U3TErsiHE (BUXKTE MO-10JTY ), pa3TBOPBT TpsiOBa 1a ce
Mperiea BU3yamHo peau npuwiokenne. He nsnonspaiite pa3TBopa, ako € BUANMO MBTEH WIN
ChIbprKa BUAUMHU YaCTUIIN.

- Hewusnomn3BaHusT JekapcTBeH NPOAYKT WM OTNAaAbYHNATE MAaTepHaIl OT HETo TpsiOBa aa ce
U3XBBPIAT B CBOTBETCTBUE C MECTHUTE N3UCKBAHMS U CIIOPE] YKa3aHMsTa Ha Bamms sekap.

PasTBapsne
bes ma otBapsre hnakonure, 3arorurere npaxa IDELVION u TednocTTa 10 CTaliHA WITH TEJECHA

temreparypa. ToBa Moxe 1a O'bJic HAPABEHO WIIK KaTO OCTaBUTE (DIIAKOHHUTE 32 OKOJIO €IMH Yac Ha
cTaifHa TeMIepaTypa, Wid KaTo ' MOJbPKUTE B PBIIETE CH 32 HIKOJIKO MUHYTH.

HE narpsiBaiite mupektHo ¢uakonute. GrakoHuTe He TPsOBa 1a ObAaT 3arpsBaHU HaJl TEJICCHA
temmeparypa (37 °C).
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BHumarenHo oTcTpaHeTe 3allMTHATE KaradeTa OT (IaKOHUTE U IOYHCTETE OTKPUTUTE TYMEHHU
3aIlyIIajKy ¢ TAMIIOH, HalloeH cbe cnupT. OcTaBere QrakoHUTE Aa U3CHXHAT MPEIH J1a OTBOPHUTE
KyTuara Ha Mix2Vial (koaTo cbIbpka (QUATHPHOTO TpaHCHEPHO YCTPOMCTBO), ClIe] KOETO cieBaiite
YKa3aHHATA, JaJCHH [10-A0Iy.

@@—3\ 1. OtBopete Mix2Vial, kato otnenute nokputuero. He
m3Baxkaaiire Mix2 Vial ot 6imcrepa!

2. IloctaBete ¢h1akoHA ¢ pa3TBOPHUTEJISI BBPXY PaBHa,
YrcTa MOBBPXHOCT U IO XBaHeTe 3apaBo. Biemere Mix2Vial
3aeAHO ¢ OJKcTepa ¥ HATHCHETE IIUIa B CHHUSA Kpal Ha
ajanTepa NpaBo HaJoJ1y Ipe3 3allylankaTa Ha QiIakoHa C
pa3TBOPUTEIS.

3. BuumarenHo orcrpanete 6nuctepa Ha Habopa Mix2Vial,
KaTo IO XBaHETE 3a pb0a U U3AbpIATe BEPTUKATHO HArope.
YBepere ce, e cTe U3TETNIHIN caMmo Onmcrepa, 6e3 Mix2Vial
Habopa.

4. Tloctasere ¢gurakona IDELVION Bwpxy paBHa u
crabuinHa noBbpxHOCT. OOBpHETE (PIIaKOHA C PA3TBOPUTE C
npuKperneH KbM Hero Mix2 Vial Habop 1 HaTHCHETe MHUMa B
NpO3pavHus Kpail Ha ajanTepa MPaBo HAT0J1y TIpe3
3amymankaTa Ha guakona IDELVION. Paszreopurenar me
ce Biee aBToMaTu4HO BB ¢uiakona IDELVION.

5. XBanere ¢ enHara pbka Mix2Vial Habopa, 0TKbM
ctpanata Ha IDELVION, a ¢ apyraTta ppka — OTKbM
CTpaHaTa Ha pa3TBOPUTEJIS, M pa3liesieTe BHUMATEIHO
Habopa Ha JIBe 4aCTH KaTo pa3BUBaTe 00paTHO Ha
YaCOBHHMKOBATa CTPEIIKA.

UzxBbpriere (haakoHa OT pa3TBOPUTENS C IPUKPEIICHHUS KbM
Hero cuH Mix2Vial aganrep.

6. Buumarenno 3aBbprere ¢uakona IDELVION c
MPUKpPENEHNs KbM HETro MpO3payeH ajantep, JOKaTo
BEIIECTBOTO C€ pa3TBOPH HambiaHO. He pasknamaiire.
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> 7. N3Ternere BB3AYyX B Ipa3zHa, CTepHIHA cpuHIIOBKa. Kato
nepkute (uiakona IDELVION uznpaBeH, cBbpxeTe
cnpuHuoBkata kbM Luer Lock nakpaiinuka Ha Mix2Vial

| KaTo 3aBBbPTHUTE TI0 YACOBHUKOBATA CcTpenKa. MHxkexTupaiire
BB3ayX BbB (uakona IDELVION.

i
ik
LY

Hzrernsne u IIPHUITOKECHHUC

8. Ilpu HaTHCcHaTO OyTaslo Ha CIIPUHIOBKATa, 00BpHETE
cucTremMara oOpaTHO M M3TErJIeTe pa3TBOpa B CIPUHIIOBKATA
KaTo 0aBHO H3TETIsITE OyTaIOTO HAJOMTY.

9. Cera, cnen KaTo pa3TBOPBT € NPEXBBHPIICH B
CIPUHILIOBKATa, XBAaHETE 3APABO TJIOTO Ha CHPUHIIOBKATA
(OyTanoTo Ha CIpUHLIOBKATa TPsAOBA Aa COUYM HAIO0y) U
paskauete mpo3payHus agantep Ha Mix2Vial ot
CIPHUHLIOBKATa KaTO pa3BUETe 00paTHO Ha YaCOBHUKOBATA
CTpeJKa.

Wznon3eaiite npepocTaBeHus ¢ MPoAyKTa HAOOP 3a BEHEMYHKIHS, 32 Aa BKapaTe UriaTa BbB BEHATA.
OcraBeTe KpbBTa J1a MOTe4Ye 00paTHO KbM Kpas Ha TppOnukaTa. [Ipukpenere cnpuHIOBKaTa KbM
pe3bara Ha 3aKITIOYBAILKS Kpail HA KOMIUIEKTA 3a BeHenyHKIMsA. UHKkeKTHpaliTe NPUTrOTBEeHHs
pa3TBOp 0aBHO (Taka, 4e 1a Bu e koMpopTHO, MAKCHMAJIHO 10 S mMI/MHUHYTa) BBB BeHATa KaTo
cieBaTe yKa3aHUATa, faaeHu Bu ot Bamms nexap. BHnMaBaliTe na He monajgHe KpbB B
CIPUHIIOBKATa, ChIbprKallla IPOAYKTA.

HabnronaBaiiTe ce 3a BCSIKaKBU HEXEJAHU PEAKIIUH, KOUTO OMXa MOTJIM JIa c€ MPOSBAT BenHara. AKO
MOJTyYUTE HAKAKBU HEXKETIAHHW PEAKIIMH, KOMUTO MOXKeE J1a ca CBbp3aHu ¢ npmiokeHneto Ha IDELVION,
WH)KEKTUPAHETO TPAOBa Ja ObJe MpeKpaTeHo (BHKTE CHIIO TOUKH 2 U 4).

AKO MaTe HIKAKBU JOIBIHUTEIHA BBIPOCH BB BPB3Ka C U3MOJI3BAHETO HA TOBA JICKAPCTBO,
nonuTaite Bamms nekap, papmaneBT WM MEAULIUHCKA CECTPA.

4. BB3MOKHI HexkeTaHH peaKkuu

Kakro Bcuukn JICKApCTBa, TOBA JICKAPCTBO MOXKE J1a NTPCAN3BUKA HCIKCIIAHU PCAKIINH, BBIIPCKU Y€ HC
BCCKH T' ITIOJTy4aBa.

Mousi, cBbpaKkeTe ce ¢ Bamms Jiekap BenHara:
. aKo 3a0eJiesKUTe CAMIITOMH Ha AJIEPIrHYHM PeaKIiu (BHKTe 10-10.1y)
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. aKo 3a0eJIesKuTe, Ye JIEKAPCTBOTO € CIPSIIO0 Aa JelCTBA MPABUJIHO

Crnennure HeXENaH! peakUy ca HabJIroIaBaHM MpH JiekapeTsa ¢ daktop [X:

. BB3MoHY ca (HEeUecTo) peakliui Ha CBPhXYYBCTBUTEIHOCT OT aJIEPrUUeH TUI U MOTaT Ja
BKJIIOYBAT CJIEHUTE CUMIITOMH: KONPUBHA TPECKA, KOXKHU OOpUBH (T€Hepanu3upana
yYpTHKapus), CTAraHe B 00JacTTa Ha IbPANTE, XPUIIOBE, HUCKO KPBBHO HAJSITaHE (XUIIOTOHUS) U
aHaduaakcus (cepro3Ha peakusi, KOsITO MIPUYNHABA TSKKHU 3aTPYAHCHHS B AULIAHETO HIIH
3aMaiiBaHe). AKO TOBa Ce CIIy4uH, TpsA0Ba He3a0aBHO Jja MPEKpaTUTE U3IIOI3BAHETO HA
JIEKapCTBOTO U Jja ce CBBbpXkeTe ¢ Bammms ekap.

. Wuxnubutopu: JIeKapcTBOTO CIIUpa Aa ASHCTBA NPaBHIHO (IPOABIKUTEIHO KbpBeHe). Moxe aa
pasBueTe HHXHOUTOPH (HEYTpaIu3upaly aHTurena) cpeuty ¢axrop IX (uecrorara He e
yCTaHOBEHa), KaToO B TaKbB ciay4ail Gaxrop IX moBeue HsAMa Aa nelicTBa MpaBUIIHO. AKO TOBa ce
CIlyuH, TpsA0Ba He3a0aBHO Ja MPEKPaTUTE U3IOA3BAHETO HA JICKAPCTBOTO U [1a C€ CBBPKETE C
Bamms nekap.

Crenuure HEeXENaHU peaky, cBbp3anu ¢ ynorpedata Ha IDELVION ca HaOmonaBanu yecto (Morat
na 3acerHar 1o 1 na 10 4oBeka):

° I'maBoOomne
° Peaknuy Ha MSICTOTO Ha WHXKEKTHPaHE
° 3amaliBaHe

CrnenHuTe HEXENaHU peakluy ce HaOloaBaT HedecTo (MoraT na 3acerHaT 1o 1 Ha 100 JoBeka):
. O6pus
° Ex3ema

e Hexesanu peaknyu NpH Aena ¥ IOHOLIH
Hesxenanute peakium npu ema ce o4akBa Aa ObAaT ChIIUTE KAKTO NPH BB3PACTHH.

CpolmaBane Ha He)KeJAHH PeaKIHH

AKXO TIOJTyYHTe HIKAKBY HE)KEIIAHU JISKApCTBEHH peakiuy, yBenomere Bamms nexap, papmaneBT wim
MeIUIUHCKa cecTpa. ToBa BKIIIOYBAa BCHYKH BH3MOYKHH HEOITMCAHH B Ta3W JIMCTOBKA HEXKEJIAHU
peakin. MoxeTe ChIIo 1a ChOOIIMTE HeXKETaHH PEeaKIMy TUPEKTHO UYpe3 HAlMOHATHATA CHCTEMa 32
cbo0maBane, nocoveHa B [Ipunoxkenne V. Kato cho0miaBaTe HexeIaHu peakiuy, MOXKETe Ja 1a1eTe
CBOSI ITPUHOC 32 TOJTy4aBaHe Ha MOBeue HH(OpMaLUs OTHOCHO O€30II1acHOCTTa Ha TOBA JIEKAPCTBO.

5. Kak na cexpansisate IDELVION

- Jla ce cbXpaHsBa Ha MsICTO, HEJJOCTBHITHO 3a Jlela.

- He n3non3BaiiTe TOBa JIEKapcTBO Clel CPOKA HA TOIHOCT, OTOEN3aH BhPXY €THKETa U
KapTOHEHaTa ONaKOBKa.

- Ja ce cexpanssa nox 25 °C.

- Jla He ce 3ampa3siBa.

- CoxpansiBaiiTe (akoHa B KapTOHEHATa OMAKOBKa, 3a Jia ce Mpeana3y OT CBETIIHHA.

- 3a mpeAnoYnTaHe € MPUrOTBEHUAT Pa3TBOp Ja ObJe N3Moa3BaH He3a0aBHO.

- AKO NIPUTOTBEHHAT Pa3TBOP HE Ob/Ie MPUIIOKEH He3a0aBHO, BpEMETO U YCJIOBHATA Ha
ChXpaHEHHUE Mpeay MPUI0KEHHE Ca OTTOBOPHOCT HA OTPEOUTES.
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6. ChabpikaHHe HA OIIAKOBKATA M JONNBJIHUTEIHA HHpopManms
Kakso ceabp:ka IDELVION

AKTHUBHOTO BEILECTBO €:

250 IU BBB duaxon; ciex pa3rBapsaHe ¢ 2,5 ml Boja 3a HHXXEKUUHU pa3TBOpBT chabpxka 100 IU/ml
anbyTpeneHoHakor anda.

500 IU BBB (hiaxoH; cinen pazTBapsiHe ¢ 2,5 ml Boja 3a HHXXEKUUH pa3TBOPBT chabpxa 200 IU/ml
anOyTpeneHoHakor anda.

1000 IU B®B ¢uakon; cien pasrBapsiae ¢ 2,5 ml Boaa 3a HHXEKIMU pa3TBOPBT chabpika 400 IU/ml
an0yTpeneHoHakor anda.

2000 IU BBB ¢makon; cien pasTBapsHe ¢ 5 ml Boga 3a HHKEKIUK pa3TBOPBT chabpika 400 IU/ml
anbyTpeneHoHakor anda.

3500 IU B®B ¢unakon; cien pasrBapsiHe ¢ 5 ml Boga 3a HHXEKIMU pa3TBOPBT chabpska 700 IU/ml
anbyTpeneHoHakor anda.

JIpyTuTe CHCTABKH Ca:

Hatpues nutpar, mommcop6ar 80, MaHHUTOJI, 3aXapo3a, XJIOPOBOIOPOIHA KHCENHHA (33 KOPUTHPAHE Ha
pH).

Bmxkre mocnennus maparpad Ha Touka 2.

PastBoputen: Boaa 3a umxxekuuu

Kak nm3rae:xga IDELVION n kakBo ChABP:KA ONIAKOBKATA

IDELVION mpencrasisiBa 0J€I0KBIT 0 OsUT Ipax U ce JOCTABs € BOAA 338 HHKEKIIMU KaTo
pa3TBOpUTEI.

[IpuroTBenusT pa3TBOp TpsAOBa 1a Obae OHCTHP A0 JEKO ONMANECHHpPAIL, XBIT 10 OE3LBETEH, T. €.
MOJKe J1a MPoOJIsICBa, KOTaTo e IBbPXKH CPEIly CBETJIMHA, HO HE TpsAOBa Ja ChIbpKa BUAUMH YaCTHUIIH.

PasHoBuIHOCTH

Enna onakoska ot 250, 500 unu 1000 IU ceabpxka:

1 dmaxoH ¢ mpax

1 ¢makoH ¢ 2,5 ml Boja 3a HHKEKIIUN

1 ¢unrepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemHaciprHIioBKa 3aaTHa ynotpeda ¢ obem 5 ml
1 HaOOp 32 BEeHETyHKITUS

2 TaMITOHA, HATIOEHHU ChC CIIUPT

1 HecTepuIIeH MmIacTup

Enna onakoBka ot 2000 IU mmu 3500 IU ceabpixka:

1 ¢naxon c mpax

1 ¢naxoH ¢ 5 ml Boza 3a HHXKEKLUU

1 ¢puntepHO Tpanchepuo ycrpoiicrso 20/20

Enna BpTpemina KyTusi chabpKa:

1 cnpuHIIOBKa 32 eqHOKpaTHa yrnoTrpeda ¢ odem 10 ml
1 Habop 3a BEeHEMYHKLHS

2 TaMIIOHA, HATIOCHU ChC CITUPT

1 HecTepuiIeH IIACTHD

He Bcruky BUoBe ONakoBKH MOTaT Aa ObAaT MyCHATH B MPOAaxoa.
IIpuTe:kaTes Ha pa3pelIeHHETO 32 yIIOTPeda M NPOM3BOIUTET

CSL Behring GmbH
Emil-von-Behring-Stralie 76
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35041 Marburg,
I'epmanus

3a JOIIBJIHUTCIIHA I/IH(l)OpMa]_II/ISI OTHOCHO TOBa JICKApCTBO, MOJIs, CBBPKCTC CC C JIOKATHUA
NPEACTABUTCII HA IPUTCIKATECIIA Ha PA3PCHICHUCTO 3a yHOTpe6a:

Belgié/Belgique/Belgien
CSL Behring NV
Tél/Tel: +32 15 28 89 20

Bbarapus
Marna®apwm boirapus EAJ]
Tem: +359 2 810 3949

Ceska republika
CSL Behring s.r.0.
Tel: + 420 702 137 233

Danmark
CSL Behring AB
TIf: +46 8 544 966 70

Deutschland
CSL Behring GmbH
Tel: +49 6190 75 84810

Eesti
CentralPharma Communications OU
Tel: 43726015540

E)\rGda
CSL Behring EIIE
TnA: +30 210 7255 660

Espaiia
CSL Behring S.A.
Tel: +34 933 67 1870

France
CSL Behring S.A.
Tél: + 33 —(0)-1 53 58 54 00

Hrvatska
Marti Farm d.o.o..
Tel: +385 1 5588297

Ireland
CSL Behring GmbH
Tel: +49 6190 75 84700

island
CSL Behring AB
Simi: +46 8 544 966 70
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Lietuva
CentralPharma Communications UAB
Tel: 4370 5 243 0444

Luxembourg/Luxemburg
CSL Behring NV
Tél/Tel: +32 15 28 89 20

Magyarorszag
CSL Behring Kft.
Tel.: +36 1 213 4290

Malta
AM Mangion Ltd.
Tel: +356 2397 6333

Nederland
CSL Behring BV
Tel: +31 8511196 00

Norge
CSL Behring AB
TIf: +46 8 544 966 70

Osterreich
CSL Behring GmbH
Tel: +43 1 80101 1040

Polska
CSL Behring Sp.z o.0.
Tel: +48 22 213 22 65

Portugal
CSL Behring Lda
Tel: +351 21 782 62 30

Romania
Prisum Healthcare srl

Tel: +40 21 322 0171

Slovenija

Emmes Biopharma Global s.r.o.-podruznica v

Sloveniji
Tel: + 386 41 42 0002

Slovenska republika
CSL Behring Slovakia s.r.0.
Tel: +421 911 653 862



Italia Suomi/Finland

CSL Behring S.p.A. CSL Behring AB

Tel: +39 02 34964 200 Puh/Tel: +46 8 544 966 70
Kvnpog Sverige

CSL Behring EIIE CSL Behring AB

TnA: +30 210 7255 660 Tel: +46 8 544 966 70
Latvija

CentralPharma Communications SIA
Tel: +371 6 7450497

Jata Ha mocyeqHo npepasrJexaane Ha aucroBkata {MM /TTTIT}.

[MonpoOHa nH(OpMaITUs 3a TOBa JIEKAPCTBO € IpeAoCTaBeHa Ha yeOcaiita Ha EBporietickaTta areHIus
mmo nekapcrBara http://www.ema.europa.eu

ITocouenara mo-a0Jy HH(l)OpMa].lI/Iﬂ € MpeIHa3sHaYeHa caMo0 3a MEIUIIHHCKHA CIICIIHAJTUCTH

Jo3upoBka
I[03aTa U NMPOABJIZKUTCIIHOCTTA HAa 3aMCCTUTCIIHATA TCpAllA 3aBUCAT OT TCKCCTTA Ha ,I[C(l)I/ILII/ITa Ha
q)aKTop IX, OT MSCTOTO U CTCTICHTA HAa KbPBCHE U OT KIIMHUYHOTO CHCTOSHUC HA MAIIUCHTA.

BposT Ha npunoxkennte equauiy pakrop IX e uzpasen B IU, ceraacno Hacrosums ctangapT Ha C30
3a mponyktu ¢ pakrop IX. AktuBHOCTTa Ha (hakTop IX B ruasmaTa e u3paszeHa Win B MPOLIEHTH
(cripsiMO HOpMasTHAaTa YOBELIKA IJ1a3Ma) MM B MEKAYHAPOJHH €AUHULH (ChIIacHO MeXayHapoaHus
cranaapt 3a ¢axrop [X B ruiazmara).

AKTUBHOCTTa Ha enHa MexnyHapoana exuanna (IU) ¢axrop IX cpoTBeTCTBa HA KOTMYECTBOTO
¢axTop IX B eann ml HopMasiHa YOBEIIKA [1a3Ma.

Jleuenue npu Heobxooumocm

Wzuncnssanero Ha HeoOxoauMaTa no3a paktop X ce ocHoBaBa Ha eMIMPUYHO YCTAHOBEHUS (aKT, 4e
1 mexxaynaponna eaununa (IU) ¢pakrop IX Ha kg TenecHo Terno noBuiiaBa akTHBHOCTTA Ha
ta3menus dakrop IX B kpbBTa cbe cpenHo 1,3 1U/d] (1,3 % ot HOpManHaTa akTUBHOCT) MIPH
nanueHTH Ha Bb3pact > 12 roxunu U ¢ 1,0 [U/d] (1,0 % ot HOpManHaTa akTHBHOCT) IIPH NAlMEHTH Ha
BB3pact < 12 rogunn. Heobxoaumara no03a ce onpenens no ciaegHara Gopmya:

Heob6xomuma no3a (IU) = tenecHo Terno (kg) x xenanoro nosumasane Ha paxrop [X (% ot Hopmara
niu [U/d]) x {perunpouna croitHOCT Ha HabmoaBaHOTO Bh3cTaHoBsBaHe (IU/kg na [U/dl)}

OuakBano noBumasase Ha ¢aktop IX (IU/dl unu % ot HOpMata) = Jlo3a (IU) x Be3craHoBsiBaHe
(IU/dl na 1U/kg)/Tenecuo terino (kg)

KOHH‘IGCTBOTO, KOCTO HIC CC NPHUII0KHU, U YECTOTATA HA MTPUIIOKCHUC TpSI6Ba BHHAru jJa 6T:Z[aT
OPUCHTHUPAHU KbM KJIMHUYHATA Gq)CKTI/IBHOCT B KOHKPCTHUSA cnyqaf/i.

Hayuenmu na év3pacm < 12 200unu

3a vactuHo Bh3cTraHoBsiBane oT 1 [U/dl ma 1 IU/kg, no3ara ce n3uncisBa KakTo clieBa:
Heobxomuma mo3a (IU) = temecHo Terno (kg) x »xemanoro moBumaBade Ha gaktop [X (IU/d]) x 1
dl/kg
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[Tpumep
Heo6xomumo e nuBo Ha nuka 50 % ot Hopmara npu nanueHT ¢ terio 20 kg ¢ Texka
xemodunust B. CroTBeTHaTa Ho3a O6u Ouma 20 kg x 50 IU/dl x 1 dlI/kg = 1000 IU.

L.

[Tpu npunarane Ha no3a ot 1000 IU IDELVION Hna manuent c terno 25 kg, TpsiOBa na ce

OYaKBa MUK Ha nosuIaBane Ha ¢akrop IX ciex nmwkekrupane Ha 1000 IU/25 kg x 1,0 (IU/dl Ha

1U/kg) = 40 1U/dl (40 % ot HOpMaTa).

THayuenmu na év3pacm > 12 200unu
3a vactruHO Bh3cTraHoBsBaHe ot 1,3 IU/dl Ha 1 IU/kg, mo3ara ce u3dncisiBa KakTo CIIe/ B!

Heobxomuma mo3a (IU) = TemecHo Terno (kg) x xemanoro mosumiasane Ha (axrop IX (IU/dI) x
0,77 dl/kg

[Tpumep
Heo6xonumo e HuBo Ha nmuka 50 % ot Hopmarta npu naueHT ¢ terio 80 kg ¢ Texka
xemodunust B. CroTBeTHaTa Ho3a O6u Oumna 80 kg x 50 [U/dl x 0,77 dl/kg = 3080 IU.

3.

[Tpu npunarane Ha no3a ot 2000 IU IDELVION Hna manuent c terno 80 kg, TpsiOBa na ce
OYaKBa MUK Ha nosumasane Ha gakrop IX ciex nmwkekrupane Ha 2000 IU x 1,3 (IU/d]l Ha
1U/kg) /80 kg = 32,5 TU/dl (32,5 % ot HOpMAaTa).

B ciyuaii Ha cneHUTE XeMOparuuHu ChOUTHSL, akTUBHOCTTA Ha (pakrop IX He TpsOBa na cnana nmox
NaJIcHOTO HUBO Ha aKTMBHOCT B mia3Marta (B % ot Hopmata wiu B [U/dl) 3a choTBeTHHS TIEpHOA.
Crenpamara Tabnria MOKe J1a ce M3M0JI3Ba 32 HACOKH 3a JO3UPAHETO MPH U301 Ha KbpBEHE U
XUPYPTrUYHHU ONEpalyu:

Crenen Ha KkbpBeHe/ Tun

Heo0xoauMo HUBO Ha

YecToTa Ha IpUJarane

XHpPypru4Ha npoueaypa daxrop IX (%) (IU/dl) | (uacose)/
IIpoab/KUTETHOCT HA
JleYeHueTo (JIHH)
KpbBouznus 30-60 Enuanyna nosa tpsibBa ga e
Jlexa mim ymepeHa xeMapTpo3a, JOCTaTh4YHA 3a MOBEYETO
MYCKYJIHO KbPBEHE (C U3KIIOUECHHUE BHJIOBE KBPBEHE.
Ha WIMOIICOAc) UIH KbPBEHE B [onnbp:xama no3a cien
yCTHaTa KyXHUHA 24 — 72 4aca, aKko Bce OIIe
VMa JIaHHU 33 KbPBEHE.
MacuBeH KpbBOU3IHB 60 - 100 IloBTapsiiTe npuiaraneTo Ha

JKusoro3zactpamasamu
KPBBOU3JIMBH, KbPBEHE Ha
IbI00KUTE MYCKYJIH,
BKJIFOUUTEITHO MIHOIICOAC

Bceku 24 — 72 yaca npe3
'bpBaTa CeIMHIIA, CIIe] TOBa
MoJIbpIKAaIa 1032
CeIMHUYHO, JOKATO
KBPBEHETO cIipe 1 ObJe
MOCTUTHATO HU3JICKYBaHe.

Maiika XupypruyHa onepanus
BKITIOUHTETHO €KCTPaKIKsl Ha 360
0e3 yCIIO)KHEeHUS

50 — 80 (mpen- u
MTOCTOIEPATHUBHO)

Enunnuna nosa Mmoxe 1a e
JOCTaThyHA 32 TIOBEYETO OT
MAJIKUTE XUPYPIUIHU
ornepanuu. Ako e
HEO0X0IMMO, MOXKeE J1a ce
MOCTaBH MOJABPKAILA 1032
cien 24 — 72 gaca, TOKaTo
KBPBEHETO cIipe 1 0bJe
MOCTUTHATO HU3JICKYBaHe.

Tonsama XUPYPrudyda oncpamnmia

60 — 100 (mipen- u
MTOCTOIEPATHUBHO)

IloBTapsiiTe npuiaraneTo Ha
Bceku 24 — 72 yaca npe3
I'bPBATa CEIMUIIA, A CIEL
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TOBa MOAIbpIKaIa a03a 1 —2
IIBTH HA CEIMMIIA, TOKATO
KBPBEHETO cIipe 1 0bJe
MTOCTUTHATO M3JICKYBaHe.

Ipogpunaxmura

3a npoabJLKUTENHA TPOQUIIAKTHKA CPELLy KbPBEHE IPH MALECHTH ¢ TeXKa xemopunus B,
obuvaifauTe 103U ca ot 35 a0 50 IU/kg BenHBX CeAMHUYHO.

Hsixon nanueHTH, KOUTO ce KOHTPOIUPAT 100pe IpU cXeMa Ha MpuiIaraHe BeIHbX CEAMUYHO, MOTatT
na 6paar nexkyBanu ¢ 1o3u o 75 IU/kg npes untepBan ot 10 nim 14 guu. Ilpu manuenTy Ha Bb3pact
> 18 ronuHM MOXe Ja ce OOMHUCIN IOMTBJIHUTEIHO YABIDKaBaHE Ha HHTEPBaja Ha JieueHHue (BXK. TOUKa
5.1).

B msxon cj1ydau, 0Cc00€eHO IIpU Mo-MJIaar MarfuCHTHU MOXKE [1a CC HeO6XO,Z[I/IMI/I IMMO-KpAaTKU UHTCPBAJIN
Ha Ipujiarane Wjin mo-BUCOKU JO3U.

[To Bpeme Ha mpoduIaKTHKa CJIeA eNU301 Ha KbPBEHE, MAIMEHTHTE TPsOBa 1a MOATbPKAT,
JOKOJIKOTO € Bb3MOXHO, CBOA poduiakTudeH pexuM ¢ 2 no3u IDELVION, kouTo ce nmpuiarar Haii-
MaJIKo Ipe3 24 yaca, HO U MO-ABJIr0, aKO CE€ CUMTA 33 MOIXOASIIO 3a MAUECHTA.

[leduampuuna nonviauus

3a pparocpovHa npouIIakTUKa NPEenopburTeNHaTa cxema Ha npuiarane e ot 35 1o 50 IU/kg Beaubx
CEIMUYHO. 3a IOHOIIM Ha ¥ HaJ 12 roInHu NpenopbKUTE 3a JO3UPAHE Ca CBIIUTE KaTo IPH Bb3PACTHH
(BX. IO-TOpE).

CrnenmaJIHu MpeAYNpPeKIeHUA U NPeaNa3Hi MepKH IpH ynorpeda

HNuxubutopu
Crnen mOBTOPHO JIedeHHE C MIPOAYKTH C YOBEUIKH KoarymanuoHeH dakrop X, manuenture TpsoBa na

ObJaT TPOCIIEIBAHY 3a PA3BUTHE HA HEYTPAIM3HUPAIN aHTUTeNa (MHXUOUTOPH), KOUTO TpsAOBa aa ce
ompenensT konmumuectBeHo B bere3ma eqmnauim (Bethesda Units, BU) ¢ m3non3Bane Ha MOIXOASINO
OMOJIOrMYHO U3CIIEABAHE.

B nurepatypaTta nma choOLIEHHS, KOUTO TIOKA3BaT B3aMMHA 3aBHCUMOCT MEXIy M0sIBaTa Ha
nHxubuTopu Ha (akrop IX u anepruunu peakuuu. [lo Tasu mpuynHa, NAUEHTH, KOUTO MOTYYaBaT
JIIEPrUYHH PeakLUuH TpsiOBa 1a ObJaT W3CIeBaHM 3a HaJIU4Yue Ha nHxuoutopu. Tpsaodsa na ce
0TOEeTIeKH, Ye NalMeHTH ¢ HHXuOuTOopH Ha Qakrop IX, Moke 1a ca U3/I0KEHH Ha MTOBHUIIEH PUCK OT
aHaduIakcus IpH nmocienBailo npuiarane Ha gaxrop 1X.

HDOCJ’ICZ[SIB&HG Ha JCYCHUCETO

ITo BPEMC Ha JICUCHHUCTO € NPCTIOPBUUTCIIHO [d C€ OIPCACIIAT IO MOAXOAAI] HAYWH HUBATA Ha (baKTOp
IX, 3a J1a €€ OonpcCaciii n03aTa, KOATO LIC CC Ipujiara, 1 4€CToTata Ha MHOTOKPAaTHUTC I/IH(l)y3I/II/I.
OTFOBOp’BT KbM (baKTOp IX moxe Ja € pa3jIn4uCH IIpHU OTACITHUTC MALUCHTH, PA3JIMYCH ITOJYKUBOT U
Bb3CTaHOBsABaHE. Moke Ja € H606X0)II/IMO Ao3ara, onpeacyiCHa Bb3 OCHOBA HA TCJICCHOTO TETJIO, [id CC
KoOpurupa mnpu nmaiqueHTu ¢ IOAHOPMCHO UJIN HAJHOPMCHO TCIJIO. OcobeHo B CIIy4auTe Ha rojsima
XUPpYypruiHa MHTCPBCHUUA € 3aABJDKUTCIIHO 3aMCCTUTCIIHATA TCpalnd Ja 6’5,[[6 Ha6J'IIO,I[aBaHa
CTPUKTHO MOCPEACTBOM KOAryJIaliluOHCH aHaJIn3 (HJ'Ia3MeHa AKTHUBHOCT Ha (1)aI<T0p IX)

Korato ce n3nomn3sa eqHoeTaneH in vitro KoaryJlalroHEH TeCT, 0a3upaH Ha TPOMOOIIIIACTUHOBO BpeMe
(aPTT), 3a onpenensne Ha akTHBHOCTTA Ha (akTop IX B KpbBHH poOM HA MALIMEHTH, PE3YyATATUTE 32
IUIa3MeHaTa akTUBHOCT Ha ¢akTop [X Morar ga ObaaT 3HAUUTETHO MOBIUSHH, KakTo OT Tuna Ha aPTT
peareHra, Taka u OT pe()epeHTHHUS CTAaHAAPT, U3MI0JI3BaH NpH aHan3a. ONpeaesiHeTO C AHOCTaleH
KoaryJamnroHeH TecT, KoiTo usnon3sa aPTT pearent Ha kaonuHoBa ocHoBa unu Actin FS aPTT
peareHt, Hali-BepOSTHO L€ JOBEAE 0 3aHIKaBaHe Ha HUBOTO Ha aKTHBHOCTTA. ToBa € 0coOeHO
Ba)XHO IIPH NPOMSHA Ha JIAOOPaTOPHATA W/WIIN M3IOI3BAHUTE PEareHTH MPH aHaIN3a.
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