M3MHHTEIIHA ArEHUMA NO JIEKAPCTBATA

JJHCTOBKA 3A DAIIHEHTA

(Cl-esterase inhibitor, hman)

Hpotierere RERMATEAHO HEAATA AHCTOBKA NPEAH 12 38N09HETE A8 NPRAATATE TOBSR
ACKAPCTBO.

3anazere TanH JIMCToBKa. Moxke 18 AMa HyA 18 S IPOYETeTe OTHOBO,

ARO HMETE HAK2KBHE JOIMWIHATCANN BHIPOCH, nonuTatite BammusT nexap uny apManest.

Tosa nekapcrso ¢ npeArmcano MHYHe Ha Bac. He ro npeorcraneaiite Ha npyru xopa. To
MOXKE Ja UM HaBPCAH, ZOPH aKO TCXHRTE CHMITTOMH C& ChIMTe kaTo Baumre.

AKO HEKOA OT HEKEIAHHTE PCAKLME CTAHE CEPHO3HA HIH aKo 3a0eexuTe HeOKeTaHu
PCAKIIHH, KOHTO HE CR ONMCAHH B TA3H JINCTOBKA, MOJIE YRCAOMETE BamuaT nexap WiH
(apMALIEBT.

B Ta3H JHCTOBKATA:
Kaxpo npencranngpa beparepr | 33 KaKBo o€ npHAara
Kmeﬂwﬁmmomsmnpemmnpueum&pw

Kax ce npmnara bepugepr
B13MOXHHE HEXENAHE PEaKIM

Kax na cexpanapare beprHepT
HNomenaRTeHa HRGOpMaIHA

1. KAKBO HPEACTABJABA BEPHHEPT M 3A KAKBO CE IIPRJIAT A?

Kaxeo npeocmasnnsa bepunepm?
bepHHCPT NPCACTARNABA HNPaX H pa3TBopHTE. [IpHroTeeHRAT PA3TBOP TPAOBA Ja ce npunara
MOCPEACTBOM HIKEXTHpaRe WK HHOYIRY BHB BEHUTE.

R BN~

BepuHEpT € HOTYYeH OT JOBCIIKA I1a3Ma (TOBA ¢ TeYHara ChCTABKA HA KPLBTA). AKTHBHATA
ChCTaBKa € wopemxHaT nporerH Cl- ecrepasen waxuburop (CI- esterase inhibitor, human).

3a xaxeo ce unoniea bepunepm?
BepHBepT ce MNOX3IBA 34 IeucHHe HA HacaeacTpen anrnoeacM THI | u II (HAE, oedema= oTok).
HAE e Bponeno 3a0ongsane Ha CRAOBATE CHCTEMA. TOBa Be € anepradno 3abonssane. HAE ce
HPHYHHABA OT HEAOCTATHIHOCT, TMNCA WM HenpasuieH carTes Ha Cl- ecrepasen aHXBOHTOD,
KO#TO € BaweH nporexs. 3a00/IBaHETO CC XAPAKTCPIIAPA CHC CIICAHHTES CAMITTOMM:

-  OTOK Ha phlieTe M Xpakara, KOHTO ¢ HOSBABA BHE3AIHO, |

-  JMIEB OTOK ¢ YCCINAHE 33 OIThBAHE, KONTO C€ NOABABA BHE3AMHO

-  OTOK Ha KIeNavYATe, YCTHATE, BH3MOKCH € H OTOK Ha JapuHkca (IacHHTE CTPYHH),

ChC 3aTPYAHEHO THIN3HE,

-  OTOK H3 e3MKa,

- EOJIMKHA

Haii- o6mo, MoraT za 68T 32CETHATH BCHYKH YACTH HA TAJNOTO.

@Mremmmpmmw,cxumﬂmn AL

npenu Aa Bu Hasuaum bepunepr.
HE m3noassaiite bepanepr:



¢ AKO CTe CBPBXYYBCTBHTSIHH (anepriraun) kM 6einrsksT Cl- ecrepazen HHXHORTOD
HIIH KM HEXO0E OT DOMOINHATE BemecTsa Ha bepuHept (auxre 1.6. ,, [Jonwinumenna
ungopmayus”).
Monn audopmupaiiTe Bamuar sexap HAN GAPMALEBT AKO0 CTE AACPTHYHH KbM
HEKOE AEKAPCTSO WIN XPAHA.

Oﬂ'bpnmmmmmmmmnpnynorpeﬁtnmﬁepmm

YeRKIIH XM bepriepr B MEHANOTO. TpGba na npueMare

aﬂmamum H xncrepom NPOPHNAKTHIHO, AKO TAKA ¢ MPETIOPHYANL
Bamsgr sexap.

YARA H HA WK AKTHYHA PEAKIIHS (TeXKa ANCPruyHA peaKuus,

npmnnmm wpnom 3a'rpy,uﬂem B nmﬂm IWIH 3aMagHoCcT). lIpaaomennero
ua hepunept Tprbna na Gnae npexpareno ne3alasuo 8 vaxen cay<al (1.¢ aAa ce
HPEKPATH NRPYIHUTR).

® 8KO MMATE JIZDHATCAICH OTOK (napuATeaneH exeM). Tpadsa na 6naere nabimonasann
BHHMATENHO H C NOTOBHOCT 33 CHEIHO JICYCHHE.

¢ IO BpPEME HA HETIO3E RIAHAHE U A0IUPOBKE (Hanp.

mpu Capillary Leak Syndrome, CSL) Bme T. 4 o Bmmu HENCERaNY peaxyuu”.

Bauwms nexap e NpeiicHE BHHMATEIHO NMPESARMCTBATA OT JIEYCHRETO ¢ bepuuepT, COpEMO
PHCKOBETE OT TAKHBA YCIIOKHEHMA,

Bupycua b6ezonacnocm
Koraro nexapcTara ca OMYySCHH OT MOBEINKA KPhB MM ILIA3MA C¢ NPEANPHEMAT ONPCHCTCHU MEPKH,
38 JIa ce MPeOTBPATH Npeaasane Ha HHPeKIHEg Ha NalHeHTH. Te BKIoYBaT:
e BHHEMATENCH NOAGOD HA NAPHTCIIKTE HA KPHB HITH IUIAIMA, 33 N1a CT¢ CHIYPHH, Y€ PHCKET OT
NPEHOCHME HEG(CKIH ¢ W3KIHYCH, B
e H3CHCABAHE HA BCAKO JAPEHHE U IaMeH cOop 38 HATHIHE Ha BAPYC/ HHpEXIMH.

IpoKr3BOANTEANTE HA TE3H NPOAYKTH BKIIIOYBAT CHIO CTHIIKM B 00paboTKaTa HA KPHBTA WINH
IIA3MATA, 328 4 HHAKTHBEPAT HWIH OTCTPAHAT BApYCRTe, OCBEH TE3H MCPKH, KOTATO CE IIPHAAraT
JIEKapCTBa, NPHIOTBCHM OT YOBEINKA KPhB MM NNA3MA, BEPOATHOCTTA OT MNpeAasaHe HA HHOCKIMA He
MOXeE ZIa CE& FIK/NOYHA HAITHAHO. TOBA € NPIIOKHMO CBHINO 38 BCHYKH HEH3IBSCTHH WIH HOBOIIOABHIH
ce BHPYCH HIIH 34 OPYI'H THNOBE HRQEKIIMN.

MepxuTe, XORTO C€ NPSANPHREMAT, CC OLCHABAT XaT0 edeKTHBHA 38 OOBATH BHPYCH, KaXbBTO €
YORCIIKHAT BHpYC Ha umyHoaedumuTa (HIV, AIDS Bupyca), xerater B papyca # xenatut C BHpyca
(pp3naneHue Ha 9epHus Apol) H 32 HeOOBATHAT XCIATAT A BHPYC (BE3IICHHC HA YEPHHA AP0D).

Te3n Mepka MOXKE [IA Ca C OTPANAYCHA CPCKTHBHOCT NIPH REOOBHTH BUpYCH kaTo Parvovirus B19.

Parvovirus B19 undexumara Moxe 1a 6n¢ cepHo3HA
e 1npH OpeMeHHH XeHn (NpH HHPEKIHEA BA HEPOACHOTO AETE) H
¢ NpPH HHOHBEAH ¢ NOXTACHSTA HMYHHA CHCTENA HIH TAKHBA ¢ NOBHINCHA HNPOAYKIHA HA
JYEepPBCHHA KPBBHH KNCTKH, JWDKAIMIO C¢ Ha HAKOH BHAOBC aHCMHY (KAKBHTO C& ChPIIOBHAHO-
KICTEYHATA AHCMHA WIH XCMOIMTHYHATA AHEMEN ).

Bammsr nexap MoXe A3 Npenoprda BaKCHHAITAS Cpely Xenarur A H B, ako gecro/ peryaspHo ce
NPHEMAT NPOAYKTH, NOITYYeHH OT YOBEIKa NIa3Ma.

IMpenoprusa ce NPy BCEKH OpHEM HA BepHHEPT OT NAIMEHT, [ATaTA HA NPHCMA, NAPTHAHAY HOMEp 1
HIKCKTHPAHOTO KOJTHICCTRO A2 CS 3aITHCBAT.

YnoTpeba Ha APYTH JeKaPCTRSE
¢ Moas crobmere 1a Bammar ackap Wiz PapMaLeyT, ako IpHe
HAKAKHE MCAHKAMEHT, BXIMIOYHTENHO 34 JIEKapCTRa,



e Bepuuepr Be 6HBa A C€ CMECBA ¢ APYTH NCKAPCTBCHE OPOXYKTH H PATBOPHTEAH B
cnpanuoskara/ HaQy3roHENA Habop.

BpeMEeHBOCT ¥ KhPMeHEe

« A0 cTe GpeMeHHa HIH KEPMHATE, Ce KOHCY/ITHpalire ¢ Banmar nexap HiH dapmalieBT NPCAH fa
H30JI3BATE TO3H NPOAYKT.

» [To Bpeme Ha GpeMeHHOCT H KbpMese Bepunept TpaGea aa ce mpiaara cCaMo aKO TOB € ACHO YKa3aHo.

llogupane u paboTa c MAMIBEE
Hama HANpABCHH OPOYUBaHK 38 edekTHTE BHPXY cHOCOOHOCTTE 32 MWOdHpaHEe H padOTA C MADIHHM.

Baxna HHGOPMAIEM 38 HIKOR 0T CHCTABKETE Ha bepunepr

Beputiepr chtupxa 10 486 mg garpuit (npuGamsprenno 21 mmol) & 100 ml pasreop. Mons, HMalTe
TOBA B NPCABAA, AKO CT¢ HA KOHTPOIHPAHA HATPACHEA KHETA.

3. KAK CE IIPHJIATA BEPHHEPT

Jleqenuero TpaGaa na ce 3anoune ¥ Aa ce HAIONABA OT JieKap C ONHT B JICICHHETO Ha
HegocTarsIROCT Ha Cl- ecrepasen HHXAGHTOD.

Aosuposxa
20 exmEHELM Ha KEjIorpaM Tenecao rerao (20 U/kg b.w.).

He ca noxnagpads ClTy9ad HA IPefo3HpaHe.

Memoo na sveracoane
AKO HMETe JOMLIEHTEIHE BHOPOCH 110 OTHOMEHHEE HA TO34 NPONYKT, KOHCYATHpaRTE Ce C

BamaT nexap Win GapMauesT (BExTe ,, Caedeaujama un@opMayus e npeORasHavena
eOUNCMBEND 30 MEOUWUNCKY Wiy 30paanu pabomuuyu”).

4. BH3IMOXKHH HEXEJAHY PEAKIIHH

KaxTo BCHYK# EXapCTRA, TaKa X bepHHEpT MOXKE Ja IPHMHHA HEKECISHH PCAKIHH, BBIIPCKH, ¢
He BCEKH I'H [IoTyana,

Mo, canpxcere ce ¢ Bammar aexap uesabasuo
¢ AKO CC MOWBH HAKOR 0T HERCASHRTE PEAKIEH, AR

KPHBHOTO HANATAHC, 3ACPRABAHEC
3AMAAHOCT, OTNIAHANOCT).




B MHOTr0 pesixu cy<as (1o- manxo ot 1 Ha 10 000 nauwenTd WiK B ¢IHHAYHH CTYIRH), PEAKIHHUTE Ha
CBPBXUYBCTBHTCIIHOCT MOTRT JA POTPECHPAT A0 LIOK.

5. KAK JJA ChbXPAHABATE BEPHAHEPT

¢ Jia ce CLIpAHSBS HA MHECTO, HEAOCTHIINO 32 AeIA.

He m3nonzpaiire bepasepr cnen aarara Ba H3THIAHE CPOXA HA IN'OTHOCT, YKA3aH BLPXY

€THKETA H KYTHATA.

Ha ce cexpanasa non 25°C.

Ja He c¢ 3aMpa3usa.

JIa ce ChXpansBa B OPHTHHANHATA OIAKOBKA, 34 J1a Ce NPEANa3H OT CBETIHHA.

beprHept He CHABPAA KOHCCPBAHT, TAKA Y€ MPHTOTBCHHEAT PA3TROP € AE/ISTEAHO [ia Ce

W3NO3BA HezabaBHO.

¢ AKO NPpHTOTBCHMAT PasTBOP He ce npuaokH HezabasHo, ToH Tpabea a3 Gnae mnomsaH B
paMxuTE HA 8 9aca.

6. JOITBJHHMTEJIHA HHOOPMAIAA
Kaxkno caanpixa bepunepr

Arxmusnama cybcmanyns e;
C1- ecrepazen nrxuOHTOp, Y0BEIIKH
(C1- esterase inhibitor, human)

Ocmananume Cycmasku ca:

I'maMY, HATPEEB XJIOPUN, HATPHER LUTpAT

BmxTe NOCICXHUAT pa3nen Ha T.2. Baxcua unpopmarus 3a Raxou om ceemaskume Ha
bepunepm”.

Pasmeopumen: Boaa 3a HHKEKIHN

Kak s3raexns BepHEEpT H KaKBO ¢ CLABPRSHHEECTO HA ONAKOBKATS

Bepunepr npeacrapnasa O mpax H ce JOCTABA 38€THO C BOJA 38 HHNKEKUMH KATO PaITROPHTE.
HanpaperusT pasteop Tpabna na 6pae GHCTHD HIH NEKO onaReCLMpant, T.6. MOXe na npobiscea
KOTATO CC XPIKHA CPEIty CBETIHHATA, HO B¢ OHBa A CHABPXA BEAHMH TACTHIM,

Onaxoexa

Enna onaxopka ot 500 U chxbpica:

1 ¢naxon ¢ npax (500 U)

1 dnaxon ¢ 10 ml Boga 32 HIKEKIMY
1 onaxoBKa OT HIAETTHETO ChABPKA:

1 punrsprO npexBHPIIMO yerpolicrso 20/20

1 10 ml copurItOBXa 33 exHOKpaTHA ynorpeba
1 Habop 338 BEHO3HA MyHKIIHA

2 HANOCHH ¢ ATKOXOJ TAMIOHA
1 nenenka

Mpurexaren Ha PaipementeTo 3a Ynorpela

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

['epManms

To3H JeXapcTBeH NPOAYKT ¢ pa3penicR 38 YnoTpeba B CTpannYe A
HKOHOMEIECKO NPOCTPRNACTEO MO CACAHATE HMEHA:



BerinertP FepMmanus, YHrapes

Berinert P 500E Pulver und
Losungsmittel zur Herstellung
einer Injektions- oder Infusionsltsung ABCTpEA

Onpenens ce B CLOTBETHATA TBPIKABA benran, brarapus, Knnsp, Yemka Peny6anka,
Jlauna, Ournanyas, Opanums, l'epius, Hranus,
JhoxcemOypr, Xonanmma, Hopeerus, Iloama,
Hopryranua, Pymbrus, Cnopakus, CaoseHns,
Hcnanua, Hisenus, BermxoOpuranus

JaTa Ba nocaeano onobpenne ua aucronxara: 11 Hexemnpn 2008r.

TlocovienaTa NO- ROJAY HEPOPMAIINY ¢ NPSAHAIHAYCHS CAMO 38 MEANIMACKH CHCHAJIACTA

KAYECTBEH H KXKOJTHYMECTBEH ChCTAB

bepuHept cprepxa 300 U Cl- ecrepases HHXROMTOD B ¢HH HIDKexiHoHeH ¢uaxoH. 1 U e
eKBHBANCHTHA HB aKTHBHOCTTA HA (1~ ecrepasuunt uaxuburop (CI- esterase inhibitor) 8 1 ml nmpacHa

OHTPATHA NNaINa ot 3apasy aoropa, 1 U ¢ exsuparentaa pa 6 Levy-Lepow eapauum.

IThT HA BBBEXKAAHE

Oﬂmmmynm
IIpaxa Tpabaa na ce pasTBOPH H M3TErNH OT QUIAKOHA B ACENTHYHH YCIIOBHA.

e Hanpapennsar pasTeop Tpabea A2 6bae GBCTHD HIR JIEK0 OHANECUMpAIN, T.€. MOXe Aa
npoluIACcBa KOraTo ce ABPKR CPenty CBEHHATA, HO He OHBA AR CHABPKR BUAWMER
qactuii. Cnen Grrrpapane any msrernsne (BHX OTAONY ), pa3TBOPET TpAGBa Aa ce
MPOBEPH BA3YANHO 338 MATKE YaCTEIMH WiH 00C3BeTABAHE MPEAM 13 Onie BBEACH.

¢ He mnomsalite pa3Tsopa axo € BUIMMO MBTCH HAY aKO CHABPXKA Napilald HiIH JaCTHIM.

¢ HemanonspaHa 9acT OT NPOAYKTA KM OTHIAABYCH MaTepnan rpabna xa ObaaT H3XBLPIAHH
COOPEN MECTHHTE M3ACKBAHMA H N0 HAYHHA, YK834H OT BAIIMAT JCKap.

Paymeapane

be3 na oTBapATE HHTO SAHH OT ABaTa Qurakoxa, 3aTomnere bepHHepT Npaxa H pa3TBOPHTENIA AOC cralina
TeMEeparypa. Topa Moxe Xa Onie HANpapeHO KAKTO AKO OCTABHTE 1BaTa (nakoHA HA craHHa
TeMIICPARTYPS 38 OKOJIO HAC, TAKA H KATO ' ABPHTE B phIe HAKONKC MBHYTH. HE minaralive
dnaxouure Ha NEPexTHO Harpspane. PaxoHHETe He OMBA 11a Ce 3arpaBaT HaZ Te/IeCHa TEMIICPATYpa
(37°C).

3aIMTHATE XANAYKH HA QUIAKOHMTE Ha MPOAYKTA ¥ PA3TBOPHTES CC OTCTPAHABAT BHAMATENHO.
Kanguxure Ha apara (urakona ce obpaborsar ¢ no ¢IMH TAMIIOH, RAOEH ¢ ATKOXOJI H C¢ OCTaBAT Aia

W3CHXHRT. PAa3TBOPHTENST MOXKE Bede I CC NPEXBHIVIHA NPH NPAxa ¢ NPHAPYXABAIMAT HROOD 338
phBexaane (Mix2Vial). Mona cheapaliTe HHCTPYKHBNTE, OIMUCAHN OTIOTY.

- 1. Omnaxopkara B2 Mix2Vial ce oTBapa 9pe3 oTNENBaHE HA
noxpeTHeTO. He w3paxaalire Mix2Vial or onakoskara!

2. Tlocrasere ¢naxoHa C paITBOPATENS HA MNANKA,
NORBPXHOCT H I'0 XBaHETe 3ApaBo. BaeMere ,.....r
OMOBHHMMMWB AT m‘(__-w:
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Ilpunoxcenue

Pa3TBOPET Ce BLBEKAR NOCPEACTBOM GaBHO MHTPABEHO3HO (1.v.) HIDKEKTHpaHE

.  BruMarenHo orcrpanere onaxoskara Ha Mix2Vial ycrpoiicreoro,

NOCPEACTROM 3arbpikaHe Ha cxobaTa, H HITHPIIBAHE HATOPE BHB
BEPTHKAAHS BOCOKS. YBepere ce, 4e CTe OTCTPAHMIH CaMo
onaxkoskara, a He Mix2Vial ycrpolicreoTo.

[Tocrasere duiakona ¢ NPOAYKTA Ha rMaaKa ¥ crabuiHa
nopepxnoct. O0spHeTe UIakoHa ¢ pasTBOPUTEH C MPHKPENCHOTO
K:M Hero Mix2Vial yerpolicTso H BbBEICTE TPO3PAYHHA Kpal Ha
afanTepa b 3aNyMANKATA HE QUIAKOHA ¢ IPOAYKT. PA3TBOPHTERAT
ABTOMATHYIHO e NMPEMHEHE KHM (PNIAKOHA ¢ HPOXYKTa.

C ejHaTa pBKA XBaHeTe YacTTa HAa Mix2Vial, X0fT0 € KbM
NPOAYKTA H C APYTATa PHKA XBAHETE HacTTa, KOATO € KBM
PasrBopHTENs, H TH PA3ACIICTE BHEMBTSIIHO HA IBE JACTH.
Haxsrpaere dnaxona Ha PasrsopHTeNnd, ChC 3aKAUYCHHAT HA HErO
crH Mix2Vial ananrep.

. BuuMaTenHo 3aBBpTETe PNAKOHBT C MPOAYKTA CHC 38KAYCHHAT HA

HETro NPO3payeH AANTOP, KOKATO BEIECTBOTO C& PASTBOPH
HamHo. He pasknamaiire.

. Visrernere Bu3ayX BSB IIpa3Ha, cTepuiHa cnpaHiopxa. Kakto

dNaKoHET HA NPOMYKTA € MKIMPABCH, CBHPAKETE CIPAHIOBKATA KbM
MACTOTO ChC 3aKTIOURALL MeXaHn3sM TN Luer sepxy Mix2Vial,

Hxexrupaiite Bp3AyX BbB Q1aKoHa C MPOAYKTA.

. Kaxro 6yranoTo Ha CHpHHIIOBKATA € HATHCHATO, 00BpHETE

CHCTEMATE HAOMAKHM M H3TEINeTe pa3TROpa B CIIPHHIIOBKATA
NOCPeACTBOM GaBHO HITErnANe Ha OYTANOTO HA CIIPHHLIOBKATA

HANONY.

. Crniex xaT0 pPasTBOPET € NPEXPHPIIEH B CIPHHIIOBKATE, XBAHETE

3Jpano CNPHHIIOBKATA (kaTo OyTaNoTo Ha CIPHHEIOBKATA COTH
HANONY) H paskauere npospatausT Mix2Vial ananrep oT
CIIPHHIIOBKATA.




