Wilate JIucroBka 3a nanpenta

JIMCTOBKA 32 HAIHEHTA W A I

o i
WILATE 450/900 mﬂ ?ﬁf 5 = ??9%;,

BHJIAT 450/900

.......

Hpoqe’re're BHHMATECIHO Ta3H JHCTOBKA NIPEAH Nia 3aliOUHETES Ja IIPHEMATE TOBA JISKapCTBO.

e Tlazere nuctoBKata. Moxe [ia ce HAIOXKYU A 7 NpOYETETE OTHORQ,

e AKO MMaTe APYTH BRIIPOCH, MO IonuTaiiTe BamuaT neKkap niu ¢papMalenT.

e Topa IEKapCcTBO € MpENNCaHo nepcoranso Ha Bac u He Tpabpa fia ro npeanarate Ha
Jpyry. To Moke Aa UM HaBpead, He3aBUCUMO, e TEXHMTE CUMIITOMH ca moao0Hn Ha Baumire.

B Ttazu nucroBKa:

1. Kaxkeo e BUJTAT 1 332 Kakeo ce H3NON3Ba
2. Ilpenu pa 3aniouHere na npuemate BUJIAT
3. Kax ce npunara BUJIAT

4. Bp3MOKHH HEXEIAHH PEaKiuy

5. Cexpanenue va BUJIAT

1. Kagso e BWIAT

BUJIAT mpuHajgfexH kem (apmaleBTHUYHAaTa Ipyna OT JieKapcTBa HapeyeHH (akTopH Ha
KPBBOCBCHBAHETO H CHABPIKA YOBEIIKY KpbBeH KoarymanuoHnes ¢aktop VIII w daktopa Ha von
‘Willebrand. IIpeacraBnsasa npax 3a NpUroTesAHe Ha HHKEKIHOHEH pasTeop. BUJIAT ce pastaps
C HPHJIOXKEHHS Pa3TBOPHTEA U CICH TOBA Ce IPUNIAra MHTPABEHO3HO.

BHMJIAT ce npemiara B iBe pa3(acoBKH ChC CICAHATa AKTHBHOCT:

o BHJAT 450 coaepxa 450 IU yopemku koarynanuonen daxrop VII u 400 TU vosemxu
axtop Ha von Willebrand. IlpomyxrsT cbabpxa nputmusurenso 90 IU/ml uosemxu
xoarynapHoneH ¢axrop VII m 80 IU/ml uoBemixm daxrop Ha von Willebrand npu
pasteapsaHe ¢ 5 ml Bona 3a usmxexuny ¢ 0.1% Polysorbate 80.

e BHWIAT 906 ceappixa 900 IU uopemku koarynamuonel gaxrop VI u 800 IU vopemku
daxtop Ha von Willebrand. Ilpopyxret ceappxa npubnusutendo 90 IU/ml yoselku
xoarynamuoHen daxrop VII u 80 JU/ml goeemku daxkrop ma von Willebrand npu
pastBapaue ¢ 10 ml Boga 3a umxeximu ¢ 0.1% Polysorbate 80,

Axtuesoctra Ha FVIIL (FVIIL:C) ce onpenens ot Hactoamus “International Standard for Human
Coagulation Factor VIII Concentrate”. OupenengHero Ha akTHBgocTTa Ha VWF ce 0CHOB4Ba Ha
OIpeneHeTe Ha akTHBHOCTTA Ha Ristocetin Cofactor (VWEF:RCo) upe3 HM3NON3BaHETO Ha
nactosmus “International standard for von Willebrand Factor Concentrate”. Onpezensanusta ce
ocsoBapaT Ha European Pharmacopoeia (Ph.Eur.).

Crnenuguunara aktapHocT Ha BUJIAT e 2 60 IU FVIL:C/mg u = 53 U VWF:RCo/mg ot
oIS NPoTeHH.
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Wilate JIuctoBxa 3a nanyenTta
...H 32 KAKBO C€ M310JI3Ba

Bosect Ha Von Willebrand (VWD)

JleyeHse M npodUNaKTHKAa HA KPLBOM3IHBH NpH IManMeHTH, crpajamy ot YWD mopazu
kadecTseH JedeKT WU KomuyecTBeH jedunur Ha VWE, Koraro newenuero ¢ DDAVP (1-
deamino-8-D-arginine asopressin/desmopressin) € Hee¥KkacHO MK NPOTHBONOKa3HO. [aBHUTE
TMOKa3aHMst ca:

—  IpodmnaktiKa # JSUeHHES Ha KPBBOH3IHBY, H

—  IlpodunaxkTika 1 IeYeHHE Ha KPHBOU3IUBH NPH XUPYPTUUHH MAHHITY ALY,

Xemogunus A

Jleuenne M npoduUNAKTHKA Ha KPHBOM3NIMBH NpPU NalUeHTH, cTpajamy ot Xemodumus A
(eponeH pedurut Ha FVIID) u npyu npodunakTika 1 AeUeHHE Ha KPBBON3IMBY HPH XUPYPrHYHA
MaHHUITyJalxM.

Kontpomipand WIMHHYHH TIPOYYRaHMA 3a ompexendxHe OesonacHcerra U edukacBoCcTTa Ha
BHJIAT mpu XupyprAuHHA OIEpaliMy ca MPOBEISHH NPH NamueHTH ¢ VWD n xemogums A.
TlomacroAmem ca HaJIMYHM OFpaHMYeHH JaHHH, Ha 6asara Ha KOMTO Fa ce OLEH# HIH Aa ce
0o00CHOBE MO3HPOBKa NpPH Te3H oOCTosTeNncTBa. Taka, NpH Ciyyall Ha cepHosHa XMpypruyHa
oIepaiis, IPely3H0TO NPoCcHeasBaHe Ha 3aMecTBaliaTa Tepanus 4ype3 KoarylalHOHEH aHanu3
(FVIILC u no pramokaoct VWE:RCo), € HANOKHUTENHO.

Hama foctaTeuHy JaHHM 3a npenopbusale ynorpebara Ha BUJAT npu mena no-mManku ot 6
TOMTHHH.

2. ITpesn na npuemMere BUJIAT

He npuemaiime BHIIAT:
s AKO CTe CBPBXUYBCTBHTENEH (aJiepriuycH) KbM HAKOA OT CHCTABKUTE HA IIPONYKTa.

O6vpreme chequaino 6RUMAHue npu npunoxceruemo na BUIIAT:

e KaxTo npu BeeKu APYT NMPOAYKT ChABPIKAL] MPOTEHH 33 HHTPABEHO3HO NPHIOKEHME, Ca
BRB3MOMKHU anepruyed THI peakiuH Ha CBPBXYYBCTBHTENHOCT. IlanmentHTe TpsiGea
CTPHUKTHO JAa CHEHAT M BHUMarelMHO Ja HaOofaBaT 3a TaKHBa HPOJIBH 1O BpeMe Ha
uHpy3uaTa. [Tanuenture Tpadpa ga 6pAaT HHPOPMYPaHM 32 paHHUTE NPOABH HA PEAKIHATE
Ha CBPHXUYBCTBUTENHOCT, BKIIOYBALM OOPHBM, ICHCPATH3HpaHA YPTHKApHs, TEXECT B
IBpAUTE, XPUIIOBE, CIIAJAHE Ha KPHBHOTO HandraHe, anadunaxcud. Iaynenture Tpadea ga
OBIaT MHCTPYKTHD2HH, IIPM HACTBHNBAaHE Ha TE3W CHMNTOME, Aa NpeKparst HeszabasHo
HEDKEKTHPAHETO H Ja ¢ CBBDIKAT ¢ TeXHHH Jjekap. Ilpn cnywail Ha WIOK Ja ce CIEHRAT
HaCTOAIUTE MEAMIMMHCKY CTAHAAPTH 34 JIEYEHUE HA IHOK.

e [Ilpu DpOHM3BOACTBOTO Ha JieKapcTBa OT YOBEIUKA KPbB HIIM IazMa ce NpUiaraT pazinyHi
MEpKH 3a NpeOTBpaTsIBaHe NpefaBaHeTo Ha HH(EKUHM: Ha npanuentare. CraHNapTHHTE
MEpONpHATHA 3a TPOQUIAKTHKA Ha WH(QEKUMH B PE3YNTaT Ha ynorpedaTta Ha JIEKapCTBEHH
NPORYKTH, MPUTOTBEHH OT YOBEIIKA KPHB WM MIa3Ma, BKIOYBAT CEJCKIHE HA JOHOPUTE,
W3CIEiBaHuA Ha HHAMBHAYanHUTE HapsBaHWS W Ia3sMEHHTe NyNOBe 3a crenuduyHu
MapKepH 3a HamuMyde Ha WHQEKIWO3HHM [pUUHHWTEIH K BKAIOUBane Ha e(eKTHBHH
NPOU3BOACTBEHH MPOLECH 3a HHUKTHBHPAHE/OTCTpaHABaHe Ha BUPYCH. BEBIpeKu TOBA, NpH
NpHIAraHeTo Ha JICKapCTBEHH MNpOXYKTH, MONY4YEHH OT 4OBEHIKa KPbB WM IUIa3Ma,
BBE3MOXKHOCTTa OT TpaHCMuchs Ha WHQEKIMO3HM DPUYMHHTENH HE MOKEe Ja OBJe
H3KNIOYeHa HaneJiHO. ToBa ce oTHAacHA K CHHIO 33 HEH3BECTHH MM HOBOIIOABHIIH
A ApyTH natorenH. [Ipennpuerete Mepku ca NpHery 3a eexTHBHE OOBUT
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Wilate JIncroska 3a nauuenTta

HIV, HBV and HCV, u 3a HeoGButHsa Bupyc HAV. Mepkurte mMoxe GM HMAT OTpaHHueHO
IeiicTBue cpenly BeoOBUTH BUPYCH, KaTo napsosupyc B19. Mndexuusta ¢ napsoeupyc B19
Moxe Aa 6511e cepHo3Ha 3a OpevenHH xenM (ME(EeKIs Ha IUIOZA) H 32 HHAUBHAH C HMYHEH
Ae(HUUUT HA¥ TOBMINIEHO IPOM3BOJICTBO Ha YEPBEHM KPBBHM KNETKH (HAnp. XeMONMTHUHA
aHEeMHs1).

e CTporo € NpenopBYMTENHO, BCEKH ITHT KOTAaTo Ha NanueHTa ce npunara BHUJIAT, umero u
HapTUAHWA HOMEp Ha NPOAYKTAa Aa Ce 3alHCBaT, ¢ NEN, OCHFypsBaHe Ha BPB3KAa MEXAY
HaluenTa ¥ NapTHAEMA HOMEp Ha NIPOIyKTa.

e Bamuar nexap moxe Ja Bu npenopbua fa nposefere BakCHHANMA cpelly XenatuT A u B,
ako Bue penoBHO/IOBTOPHO NpHEMATe TIPOAYKT, Chabpiall ¢akrop VI u dakrop na Von
Willebrand, mosmy4eHs OT HOBelLIKa ILIa3Ma

Bonect Ha Von Willebrand (VWD)

Korato ce usnonzea npomykT ceabpxkamy daxrop Ha Von Willebrand u daxrop VI,
JeKyBalIMAT feKap Tp#OBa Aa UMa NpeiBUf, Y& NPOABIDKUTENHOTO ASUSHHE MOXKE Aa IOBEE 10
cunuo HapacTeane Ha FVIIL:C npu nanuenTs ¢ Gonecrra ra Von Willebrand. Ilpn manuenTy,
TOJy4HIIH MPOAYKT chABpxal (axtop Ha Von Willebrand u daxtop VI, nnasmeduTe HEBa Ha
FVIILC Tpabea na ce chessT, 3a fa ce u3berye gocturadero Ha pucoku FVIILC mnasMeHH HuBa,
P KOHTO MOJKE [ia CE MOBHIUH PUCKa OT TPOMOOTUYHH MHIMACHTH.

FiMa DHCK OT HACTHIIBAHE HA TPOMOOTMYHH WHUMAGHTH HPH INpHAGraHeTo Ha MPOAYKT
cpappikany (axrop Ha Von Willebrand 1 daxrop VI, ocoGeHHO UpH MalyeHTH ¢ M3BECTHH
KIFHWYHH Uiy JabopaTopsy puckoBH gakTopu. Ilopamy ToBa pUCKOBHTE HanueHTH TpaBa fa
€& NpocleAfBaT 3a paHHM nposBu Ha TpomOosw. IIpodunaxTHkata cpemly BeHO3eH
TpoMOoeMBonu3sM TpsibBa 1a ce HPOBSK/AR CBIAIACHO HACTOSIMTE NPEHOPHKH.

TanuenTn ¢ 6onectra Ha Von Willebrand, n ocoGenR0 ManeHTHTE ¢ THIT 3 Ha GoJeCcTTa, MOXe
Jia pa3BHAT HeyTpalu3upaly anTuTena (uHxubuTopH) cpeny gaktopa Ha Von Willebrand. Axo
O9aKBaHNTE NJia3sMeHH HBBa Ha VWE:RCo aKT#BHOCT He ce JJOCTHTaT, WIIH KPLBOU3IHMEET HE CE
OBNIafifBa C OHpelelcHaTa JAo3a, TpAGBa fla ce NpeanpueMar HeHCTBHA 3a onpenensHe
HaIHYMETO Ha MHXHOHTOPH cpemy daktopa Ha Von Willebrand. TIpu mauueHTH ¢ BUCOKO HHBO
Ha WHXUOWTOpH, Teparnmata ¢ ¢axtopa Ha Von Willebrand Moxe na we Gpae eduxacha u
TpabBa Ja ce oDCHAAT APYTHE TEPAaNEBTHUHHM BBIMOKHOCTH. JISUEHHETO HAa TakuBa MALMEHTH
Tpa0Ba Jla ce npoBexpa OT JIEKapH, ¢ OMHT B JICYCHHETO Ha GONHE C KOAryNalMOHHU
HapyUICHUs.

Xemodumms A

QopMHUpaHeTo Ha HEYTpaIM3HEpalmM adtutena (WHxuOuTOpH) cpemy FVIH e wu3BecTHO
YCTIOXHEHHS NpH ACHEHHETO Ha NanueHTH ¢ XeModunus A. Tesu nuxubnropH obnyaiibo ca IgG
MMYHOrNOGYIMHH, HACOYEHH IHpeKTHO cpemry caxrop VIII mpoKoaryfaHTHaTa aKTHBHOCT,
KOATO C€ onpefend B Monuduiipauu Berecpa emummum (BU) 3a ml or muasmara, apes
TpUIIAraHeTo Ha MOAXR(HIMpas METOA. PHCKBT OT PasBUTHETO HAa HHXHOMTOPY CHOTBETCTBA Ha
EKCHIO3MHMATa Ha anTHXemodumuyen dakrop VI, KaTo TO3H pUCK € Hali-TOAIM Npes MBEpPBYTE
20 mHu OT IIPHANOKERMETO. Ps/iko HHXMGHTOPHTE MOTAT /A Ce PasBHAT ciel nepeuTe 100 AHH oT
npunokeHuero. Ilanuentute, nekysanu ¢ gakrop VI, TpaGea BHUMATENHO ka ce CIEHST 3a
Pa3sBHTHETO Ha MHXMGUTOPY upe3 NOAXOAALI0 KIMHUYHO HabmoyeHHe U 1abopaTropHu TecToRe.
B:x cpimo Hexenanu JieKapcTBEHH peakiuy.

Bsumame 0nyzu nexapemea
» Hama M3BECTHY B3aUMOACHCTRHS C APYTH JEKapCTBA.
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Wilate JIncrosxa 3a nanyeHTa

e BHIAT ue TpaOBa Aa ce cMecBa ¢ APYTH JieKapCTBa HIIH Ja Ce MpHJara 3aefiHo ¢ ApYyTH
JIeKapcTBa 32 HHTPaBEHO3HO [PHUIIOKEHHE B efHa HH(Y3HOHHA cHcTeMa.

e TpsbBa Aa Ce M3MON3BAT CaMO OROOPEHH HILKEKIMOHHHM MH@Y3HOHHE mnocodud, 3amoTo
MOe Ja HacTHHAT HapylieHus B JIGUEHHETO KaTo CIEACTBHE Ha abcopOuusaTa Ha (akTop
VIII 1 daxTopa Ha Von Willebrand nio RETpeIHaTa NOBEPXHOCT Ha HAKOW OT WH(Y3HOHHATE
nocobusi.

BreMesHOCT H KbpMEHE
Ilpoyusanus, cBep3anu ¢ Jelicreuero Ha Gaktop VI u daxtopa na Von Willebrand, Bbpxy

peOpYAYKTHBHOCTTA NPH JKMBOTHH, HE Ca IPOBOKRANM.

Bonect na Von Willebrand

Hsama Hanuyen TepaneBTHYeH ONUT NpU GpeEMEHHH JKEHU H KbPMayKH.

BUIJIAT 1pabea ja ce puiara npu GPeMEHHM XEeHH M KbPMauKh ¢ JeduIMT Ha (axTopa Ha
Von Willebrand camo, ako e aOcomoTHO MHAMLHPAH, M Karo € B3eTO NPEIBH/, Ye POKAAHETO
BOJIH 10 TIOBHINEH PHCK OT KPBBOM3HBHY IIPH Te3H OOIHH.

Xemodunusa A

TTopajy psAKOTO OTKpHBaHE Ha Xemo(unua A Apy XeHH, HE € HalhyeH OfMT B JEUCHUETO Ha
Gpemenns JxeB# M kepMmauxn. Ilopagu Tosa, BUJIAT TpsafBa ma ce npunara ro BpeMe Ha
OpeMEHHOCT H KbpMEHE caMo, aKo € abCOoMOTHO HMHAMLIHPAH.

Hloupane n paboma c mawiuny
He ca mabmofaBany eeKTH BBpXy cllocoDHOCTTA 3a IIo(HpaHe ¥ paboTa ¢ MalliiHu.

3. Kak ce npumema BUIAT

BUJIAT ce npunara NHTPaBEHO3HO CIEf PA3TBapsHe ¢ MPHIOKEHNs pa3TBOpHUTEN. JledueHuero
TpabBa ja ce 3amoyHe Moy HaGoACHUETO Ha JIEKap, ¢ ONMT B JISYEHHETO Ha KoaryHanMOHHH
napymenus. Kaxsa noza BUJIAT e npuemere M KOIKO i€ IPOABIDKH 3aMecTBalllaTa Tepanus
RaBHCH OT crenenTa Ha geduuut Ha gaxtop VIO u daxrop #a Von Willebrand, noxanusanusata
¥ CHJaTa Ha KpbBU3/KBA U BallluTe KIMHUYHM TTOKa3aTENH.

AKO He CcTe CHTYeH K4KBO NOBMINSHHE Ha akTHBHOCTTa Ha (axtop VHI u daxrop Ha Von
Willebrand Bu e HeoOxoauMO MM Kak a H3yHcIuTe BallaTa fo3a MOl KOHCYITHpaiite ce ¢
Bamus nekap.

H3uucnenue na oozama:
Bonect na Von Willebrand (VWD)
Crotaomenuero Mexxay FVIL:C u VWF:RCo e npubmuzutenso 1:1. Haii-o6mo kaszaHo, 1
IU/kg tenecuo Terno FVI:C m VWF:RCo noeuinasa nnasmMeHoTo HuBo 1.5-2% Hopmansara
aKTHBHOCT H4 CHOTBETHMA nporteus. Obuxunopento, okono 20 go 50 IU BHIIAT/kg TenecHo
Terno ¢a HeoBXONUMH 3a OCMIYpABaHE Ha ajleKBaTHa xemocrasa, Topa me nogumy FVILC u
VWEF:RCo npubnuzntento 30 xo 100%.
Moxe ga ce Hamoxy posa oT 50 mo 80 IU BHJIAT/kg TeliecHO Ternio, O-CIEHHATHO IIpH
nanpeHTE ¢ VWD Tan 3, npH KONTO MOAABPIKAHETO Ha aJeKBATHH IUIA3MCGHH HUBAa MOXe Aa
H3KCKBA TIO-BHCOKH JIO3H, OTKOAKOTO MpH ApYrHTe THNOBE Ha Gomectra Ha Von Willebrand. B
JIONMBJIHEHNE NMAlMEHTH C KbPBEHE OT XpaHOCMMAATES)IHATa CHCTeMa, OOMKHOBEHHO C€ HY:KIadT
OT [IO-BHCOKA HadaliHa U NOANBKAWA K033,

TIpodunakTHKa Ha KPHEBOH3NMBH B CNyyail Ha XUpYpPrHY9HM MaHHNyJZAlMH WAM CEPUO3HH
TPaBMH;
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Wilaie Mucrorka 3a narmenTta

3a npodunaxkTyka Ha KDPHBOM3NMBH TpPH XHPYPTUYHY MaHUNyRaiMy HIDKEKTHPaHETO Ha
BHUIAT 1patea na 3amoune 30 MHHYTH Npefd Ha4AIOTO Ha MaHunynauusara. B ciydaurte Ha
XHPYPrUYHH OTiepaiiy JledeHueTo TpsiOpa fa 3amoune 12-24 uyaca npeay olepauara H ja ce
noBropH 1 4ac npeny Havyanoro. Husara Ha VWEF:RCo ot = 60 IU/d] (= 60%) u FVIIIL:C nupara
ot = 50 IU/dl (= 50%) TpsiOBa fa ce crbnoaagat.

Homxomsiu f[osu TpabBa Ha ce mpuiarar Ha Beeku 12-24 waca. JlosHpoBxara H
NPOABDKATEAHOCTTa Ha JICUCHNETO 3aBHCAT OT WIMHHYHOTO ChCTOSHUE HA TALMEHTa, THOA U
TEKECTTa Ha KPBbROU3NKBA U HHBaTta Ha FVIIL:C 1 VWF:RCo.

Korato ce HM3NOI3BAa NPOAYKT, chiabpxam; daxrop Ha Von Willebrand u daxrop VIIL,
JIeKYBALIMAT JieKap TpsabBa fa uMa MpefBlu, Ye NPOAbLKUTEIHOTO JICUCHHE MOXKE A2 JOBEAE A0
cHnHo Hapacteane Ha FVIIEC npu nanuenTd ¢ 6onectra Ha Von Willebrand . Cren 24-48 yaca
OT JNIeYEHHETO ¢ Orjiel W30ATBAHETO Ha CHIHOTO HapacTteaHe Ha FVIIL:C, Tpsbea na ce obchau
HaMaliABaHe Ha o3aTa U/uiH YXbIKaBaHe Ha J030BHs HHTEPBAIL.

Xemodunys A

Tozara ¥ OPORBIKMTENHOCTTa HA MOAABPIKALIATA TEPaNHs 3aBHCSAT OT CTENEHTa Ha Jeduuuta
Ha daktop VIO, OT AOKaIM3aUyATa ¥ MHTCH3UBHOCTTA HAa KPHBOM3IMBZ M OT KIMHHYHATE
MOKazaTeNy Ha IAlHCHTa,

BposT Ha npunoxeHuTe eauHuuy daxrop VI ce m3passsa 8 Mexcaynapoaun enenuus (IU),
KOHTO OTTOBAapAT Ha HacTosmus crangapt Ha C30 3a npoaykTtu, cbhabpikay (axrop VIIL
AxtueHOCTTA Ha daktop VI B mia3MaTa ce H3paszsira KaKTO B NPOUECHTH (110 OTHOIIEHHE HA
HOpMaJHaTa YOBEIIKA Nia3Ma) Taka u B JU (ckrnacHo MexAyHaporHus ctaupapT 3a daxrop VI
B [Ia3MaTta).

Enua IU ot dakrop VHI aKTHBHOCT € eKBHBaNEHTHa HAa KofHdecTsoTO dakrop VHI B I ml or
HOPMaJIHATA YOBENIKa IIa3Ma.

HzuncisBadeTo Ha HeobxonuMara foza daxrop VIII ce 6a3upa Ha eMAESPHYHOTO OTKPUTHE, Y€ 1
IU FVIIL:C/kg TenecHO Terio MOBHIIaBA IIa3MEeHOTO HUEBO ¢ 1,5-2% oT HopManHara aKTHBHOCT.
Heofixoaumara g03a e ONPEREIIA, KAaTO Ce H3MO3Ra ciaeanara GopMyna:

Heotxognm Opoii IU = teaecno Terao (kg) x ske1anoTo NOBHIIABAHE Ha AKTHBHOCTTA HA
FvI (%) x 0.5

TIpUIOKEHOTO KOAWYECTBO M YECTOTATA HA MPHUIIOIKCHHE BUHArM TpsAOBa Jia ca OpHEHTHDaHH
KBM KIHHH4YHATa e(EeKTHBHOCT B MHNMBHAyannus ciydail. Cnenmara tabnuna Moxe Ja ce
H3M0/13Ba K&TO OPHEHTHDP 32 RO3UpaHe IpH KPBBOM3IMBH W XWUPYPrHUHH MaHMIIYTAaHUH XpH
BE3PBCTHH ¥ 1A Hajl 6 FOAMINHA BB3pacT

B cnyuaii Ha nocrnemBaiiy XeMmoparuyHu emaszodM, FVIILC ne Tpabea na naja moj AafEHOTO
IJIa3MEHO HHMBO 32 CHOTBETHHA [IEPHON.
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Wilate JTucroBka 32 manpeHsTa

CreleH Ha KPBBOH3IHBA Haucksamo ce | ectora (YacoBe) M NpONBIDKMTENHOCT (AHM) Ha

THn na XHpyprH4Ha MaHM- | HHBO Ha | TepanuaTa

Ty AauHs daxrop VIl

Xemoparuu

Panny xeMaprpo3H, MYCKYRHH 20-40 Mosrapsie Ha BeexH 12-24 uyaca. Haii-mamko 1 ae,

KDPBEOM3NMBH H KbPBEHE OT cliell KaTo KpPLBOM3MUBHTE HposBABaniym ce ¢ Honka

BEHIUTE OTINYMAT WIH CE TTOCTHIHE IIRJIHO 03]papABaHe

I'oneMu KPEROMIIHBH! 30-60 Moptapsne nHa unpysuata scexH 12-24 uaca 3a 34

XeMapTpo3u, KPBBOM3INHBH B OHH HHE NOBede JOKaro OoNnkaTa WU OCTPOTO

MYCKYJIHTE HIH XeMaToMH HapYUIEHHE B ABHKEHUETO OTHIYMST.

KpessousiubsH,  3acTpaila-Bailld 60-100 ToprapsHe Ha #H]Y3HATA HA BeexH 8 no 24 gaca Jo

JKHBOTA, CEPHO3HH XHPYPrHYHH DBAHOTO HINCKYBAHE.

MaHunyJanud  KpHBOH3MMBH B

TPBAHHA  KOHI,  SHAMHTENHK

KPBBOH3JIHBH B KODEMa

Xupypravysi MABRNY anHE

Manks, BKMOYHTENHO 3B0HH 30-60 Beexy 24 uaca, mHadi-manko | jmeH cisn DEAHOTO

eKCTPaKIHY O3paespane

Tonemu 80-100 HopTapade Ha unbysmusTe Ha Bcekn 8-24 waca no
(ipe ¥ TWOCT- | WBLIHOTO 3a3ApaBABAHE HA PAaHUTE, TOrABa TEPANUd 3a
OMNepaTHBHO} Hafi-Manko 7 BHH 3a moAnbpikaHe Ha akrop VII

AKTHBHOCTA B AnanasoHa 30-60%

CrenieH Ha KPEBOH3AMBA Hauckeamo ce | Yectota (Yacope) M NpONBIKUTENHOCT (AHM) HA

Tun Ha XHpyprdYHA MaHH- | HHBO Ha | TepamuATa

TyIAlHS daxrop VIII

Xemoparnu

Paguy XeMapTpo3H, MYCKYIHH 20-40 Nosrapsate nHa Boeku 12-24 yaca. Hait-manko 1 nen,

KPBBOM3NMEM ¥ KBpPBEHE OT CiEh KATO KPBBOM3NHBHTE IMpOABABAIA ce ¢ Honka

BCHIATE OTILYMSAT WK Ce NIOCTHIHE NEIHO O3/IpaBABaHEe

T'onemy KpBBOHIIMEN: 30-60 [obrapsse na uHdysusTa Beeku 12-24 vaca 3a 3-4

Xemaprposy, KpPBEOH3IMBH B AHH HIM ~oBeMe JOKaTo QOAKATa HIM OCTPOTO

MYCKYAHTE WIH XeMaToMH HapYIIEHHE B IBIKEHHETO OTIEYMAT,

Kprneouanuey,  3aCTpaIua-BalH 60-100 ITfoprapsne Ha HEDY3HSTa Ha BeekH § mo 24 uaca Ao

HBOTE, CEPHO3HM XHDYPTHUHH TBJIHOTO B3ACKYBAHE,

MAHHAYNALMHE KDHBOW3MMBH B

TPBAHHS  KOWI,  3HAYHTCHAHH

KpBEOH3IIHBH B KOPEMa

Xupypravyas MaHBIY AIHH

Manku, BKHOYHTENHO 3B0HH 30-60 Beexn 24 gaca, Hafi-manxo | HEH Ci¢A IBIHOTO

EKCTPAKIIHH 03JpABSIBAHE

Tonemu 80-100 TobTapsaue Ha uHdysusTa Ha Boeku §-24 waca RO
(fpe u mnoct- | KBAHOTO 3a37PABABAHE Ha paHMTe, TOTABA TEPanug 3a
OMNepaTHBHO) Hafi-manko 7 AHM 3a mommepixaHe Ha gaxtop VII

axTHEHOCTA B Juanasosa 30-60%

Tlo Bpeme Ha TepanuATa HOAXOAAINO ompejensHe Ha HuBaTa Ha FVII:C ce mpemopnuBa 3a
ONIpEACIsAES Ha JO3MTe, KOUTO TpabBa Aa ce NpHNOKAT H YyecTorara Ha HHQy3uuTe. Ilpn cnyqai
Ha CepHO3Ha XUPYPrUYyHA oOnepalus € HaNOKUTEAHO Npenu3HO INpOocHefsABaHE Ha
3aMeCTHTEeNHATa TEpanAg upe3 KoarynanuoHeH aHanus (FVIILC). MHauBHOyanHHTE NAlUEHTH
MO3Ke Ja BapBpart B TEXHH OTTOBOP KBM Jeuenueto ¢ daxrop VI, na gocTUrart pasiuyHy HUBa
Ha in vivo BE3CTaHOBSBaHE ¥ A NPOABABAT PasIMYHO BPeME Ha NOAYKHUBOT.

aAFERy,,.
Q}\g&g\?\ ;’.g#"?
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Wilate JIucToBka 3a manpeHTa

TpogmnakTka:

3a npONLIDKATENHA NPOQHIaKTHKE Ha KPHBOH3JIMBYE NP NAUKEHTH C TEXKKa XeMmodumms A
Tpabea Oa ce npanarat no3u or 20 no 40 U BUJIAT/kg TenecHo Terio Ha HHTEPBAld OT 2-3
nHH. B HAKOM ciydau, 0co0eHO NpH Mo-MIall MalMeHTH, ca HeOOXORHUMH MO-BUCOKH JIO3H H
NO-KpaTKi HHTEpBAIH Ha NpUIOKEHHE.

Kemodunua A ManMeHTH ¢ HEXubuTOpH cpenty gaxrop VIIL:

TanpenTrTe TpsOBa A2 CE MOHUTOPUPAT 32 Pa3sRHTHETO HA MHXMOpAI) aHTHTENRA CPelly (aKTop
VIII. Ako ouaxpanuTe HUBA HAa akTHBHOCT HA (axtop VIII B niasmata He ca NOCTHIHATH HIH
KBPBEHETO HE € OBAAJITHO ¢ OnpezeieHaTa 03a, TpaOba Aa ce mpeAnpuemar JeHcrsus (Beresga
TecT) 32 YCTAHOBABAHE HATMYHMETO HA UHXUOUTOpH cpemty daktop VL Ilpy HanueHTs C BUCOKY
HHBA Ha MHXHOHTOpHTE, TepanuaTa ¢ daxrop VIII moxe ga He 6p1e edexTHEHa U TpAOBa Aa ce
0OCHAST IPYTH TEpANeBTHYHH BB3MOMKHOCTH. JleueHHETO Ha TaKuBa MNAalMeHTH TpaOBa Ha ce
TIPOBEX/IA OT JIEKapy C ONHT B JIeUeHHETO Ha GONHH ¢ KOaryJlalHOHHy Hapymends. Bux cpiio
T. 4 BE3MOXKEY HeKEHaHH JIeKApCTBEHH PeaKIH.

HsaMa JocTaThuHO AaHHu 3a Npenoprusane npuaaraneto Ha BUJIAT npu Aeua nof 6 ropHIIHa
BE3pacT.

Jlo MOMEHTA HaMa JOKAAjBaH¥ CHMITOMM Ha Hpeposupade ¢ taxrop Ha Von Willebrand 1
¢paxrop VIIL

Hucmpyxunu 3a desauing neyesue

Monsi npoyereTe BHAMATEIHO Te3H HECTPYKIME H TH CHA3BAlTe CTPHKTHO!
BHJIAT ce paspesxia ¢ IpUIIOAKEHHs pasTBOPUTEN B C& MHXEKTHPA MHTPABEHO3HO.

Huetpykuus 3a pasTBapsHe

1. 3arommere pasTBOpUTENs W KOHIEHTpaTa B 3arBOpeHH (JIAKOHM @IpH CraiiHa
TeMIieparypa. Iloanspkaiite Tasu TeMIepaTypa IpH pa3TBapsaHETo.

AKO H3MON3BaTe TONAA BOAHA GaHg 3a 3aTONNAHETO, MOCTAapaiTe Ce BONATa Aa He BIH3a B

KOHTAKT ¢ [yMeHaTa 3amlylanka WiK KancyjaTa Ha ¢haxoHa. TeMmmeparypara Ha BOJHAaT2

Oang He Tpabpa fa Hagsuwaga 37°C,

2. Orcipanere Kamcynmure OT (akoHa ¢ KOHIEHTpaT M (MiakOHA C pasTBOPUTEN H
NoYHcTETE FYMEHATA 3aNyLIaNka ¢ aHTHCEIITHYHUA TaMITOH.

3. OTcTpaHeTe 3amUTHATA Kanaika OTKBM KBCHAT Kpail Ha JBYBBpXara HMIia, Karo
BHHMABaTe /Aa He JJOKOCBare OTKPUTUA BPBX Ha MIjara.

Cnepn ToRa mpofofieTe B IIEHTHpa I'yMeHara 3amlyllajika Ha (NaKOHa C PasTROPHTEN Karo

HacOYHTE U NOAHBPIKATE BEPTHKANHO HIriaTa.

3a ja w3TernMTe TEYHOCTTA HANBIHO OT (DAaKOHA C pasTBOPHTEHA, HIJiaTa Tps#OBa Ja ce

BBEBEAE B ryMeHaTa 3aiylHajlka [o NBTA KOHTO NpOHMKBZ 3alylialKaTa ¥ € BUAHM BbB

¢naxoHa.

4. Ortcrpanere samuTHAaT2 Kanauka OT ApYrus, ABIEF Kpall Ha ABYBBpXaTa MIja, Kato
BHMMaBaTe Ja HE [JOKOCBaTe OTKDHTHA BpBX Ha WIfiaTa. XBaHere (raxcHa ©
pasTBopuTen 00paTHO (C ropHaTa yacT HacoueHa Ha JONy) Haj M3TpaBeHHs (QUIaKoH ¢
KOHIenTpar M OBp30 Nepdopupaiite ¢ Hrjara HEHTbpAa Ha ryMEHaTa Kamagka Ha
dhakoHa ¢ KOHIEHTpaT, BakyyMa BbB (MIaKoHa ¢ KOHIEHTPAT H3TEMIIA Pa3TBOPHTENA.

5. Ortcrpanere ABYRBpXaTa WIAa 3a8IHO ¢ Mpa3HuA (NaKOH pasTBOPUTENA OT (makoHa ¢
KOHIIEHTpaT. BaBHO 3aBBpTETe (PaKoHa ¢ KOHNEHTPAT O HErOBOTO MBAHO pasTBapAHE.
Ilpu craiina Temneparypa BUJIAT ce pazteaps 6pp30 B0 OMCTBp pasTBOp.
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Wilate JIuctoBka 3a DanyeHTa

PasteopsT TpsiOBa Aa OhAe OHcThp UAM Jeko omanecnupam. He m3monssaiite pasTBopa aKo e
MBTEH MJIF 4KO B HETO M HEPa3TBOPESHH YACTHLIA.

HHCTPYKIIHH 34 HHOKCKTHPARC:

TIpemy ¥ IO BpeMe Ha HIKEKTHpaHeTo Ha (akrop VIII, nylncosa YecToTa Ha Naluenta TpsdBa Aa
ce cnemd. AKO ¢ YCTaHOBH YYBCTBHTENHO NOBKINABaHE Ha IyAcoBaTa yectoTa Tpabma jAa ce
HaManH CKOpPOCTTa Ha HIDKEKTHPaHe HIIH Ja Ce IPeKpaTH NpUIIOEHHETO.

1. Cnepn pas3iBapsHe Ha KOHIEHTpata HO NOCOYEHMAT 0-TOpe HAa4YMH, OTCTpaHere
3all[MTHATa OIaKOBKa OT QuirbpHaTa Mria M nepdopupaiiTe ryMeHaTa Kanayka Ha
(AaKoOHa ¢ KOHIEHTpAT.

OtcrpaneTe Kalaukara Ha (JMITHPHATA WIfa M IPUKayeTe CIPUHLIOBKATA,

OGEpHeTe ¢liakoHa ¢ mpuKadyeHaTa CIPHHIIOBKA HAgONy, W M3TEriiere pasTBopa B
CTIPHHLIOBKATA.

4, HMesundekupaiTe ONpeAeacHOTO HHKEKIHOHHA MACTO ¢ Ae3HH(EeKTHPaIL TaMITOH.
5. Ortcrpasere QuATHPHATA HIJia OT CHPUHLOBKATA 1 NpuKaueTe HHMY3MOHHATA HINa
THI ,,06TepdIaii” KbM COPHHIIOBKATA.

WmxexTupaiite pa3rsopa HHTPaBeHO3HO ¢ 6aBHA cKopoct OT 2-3 ml/min.

w

&

Hewusnonssauust pa3TBOp M H3MON3RAHWTE MaTepkank TpsiOBa Aa ce M3XBLPAAT CBLAACHO
pPETHOHANHUTE H3UCKBAHHA,

BHJIAT ne TpaOea Ja ce cMecBa ¢ JpYrd JIGKapeTBa MM Jia CE Ipuiara 3aeiHO ¢ APYrH
JieKapcTBa 3a HHTPAaBEHO3ZHO NPHIIOJKEHHE B €[iHA HH(Y3HOHHA CHCTeMa.,

Tpadsa fa ce M3MON3BAT CAMO 0fI0OPEHH HHKEKLMOHHH HHOY3HOHHN NOCODHS, 3aI0TO MOXE
Aa HacTHIAT HapylleHWs B JIeYeHHETO KaTo CIAeACTBHE Ha momenBsaHeto Ha ¢akxtop VIO u
¢axtopa Ha Von Willebrand no exrpemnara NoBspXHOCT Ha HAKOK OT HH(Y3HOHHUTE nocobHs.

4. Bu3Mo:KHH HeKeTaHH JeKaPCTREREH DeaKNHn

o Karo Bcsko gpyro nekapcteo BUJIAT Mmoxe na IpelH3BHKA HEXENaH® JEKapCTBEHHH
peaKuH.

e AKo 3a0eneXHTe HEXENaHM JCKapCTBEHHH peakiMH HeolHCcaHy B TasH JUCTOBKA, MO
pHpopMupaiite BammaT nekap wiv papMaLesT.

e CBpBXYYBCTBHTENHOCT MAX AJICPTHYUHH peakuuu (KOUTO MOXKE Aa BKIIOYBAT OTONHM, NapeHe
H OOJNE3HEHOCT OKONO MHXEKIHHOHHOTO MsCTO, TPBIKH, 3auepBsBaHe, IeHepalH3upaHna
ypTHKapus, riapobonue, oOpuB, ciiaJape Ha KPBBHOTO HapsArawe, CBHHIMBOCT, FafgcHe,
Gesnmokolicto, chpnebeHe, Texect B TIbpAUTE, cbplex, NOBpEHIIAHE, XPUIITEHE) Ce
HaOMOJaBaT PAAKO M B HAKOH CIy4aH € RB3MOMKHO Jia IPOFPECHpPAaT A0 TEKKa aHa(uIakcHs
(BmognTenHO MOK). B peaxu cnyyan e HabmoaBaHa TpecKa.

Bonect Ha Von Willebrand D
TTanueHTH ¢ Gomectra Ha Von Willebrand, ocofenHo ¢ 3 THI Ha OonecTTa, € BE3MOXKHO MHOTO
PSIKO A2 pasBUAT HEYTPANM3Wpaly aHTHTeNa cpelly (aktopa Ha Von Willebrand ¢axTopa Ha
Von Willebrand. Axo Te3u MHXuOMTOpa ca HaJIMYHY, TOBA e ce MaHu{ecTHpa ¢ HeafeKBaTeH
KnUHKYeH oTroBop. Te3n aHTHTena MOKe Ja NpUIMIUTHPAT U Aa NOBEAAT O aHadMIaKTHIHH
peaxuigd. 3apafy TOBa NALMEHTHTE, NpOSBHAM aHaMIaKTHYHH peaxuuy, Tpadsa
M3CIEeABAT 33 HAMMYHe Ha HHXUOHTOPH,
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Wilate Mucropxa 3a nanuenta

BB BCHHUKH Te3H CJIydaH Ce HperiophbyBa KOHTAKT CBC CHENHAN#3HpaH HEHTHD 32 JeYeHue Ha
xemorns.

ViMa pHCK OT pa3BHTHETO Ha TPOMOOTHYHH MHIMAEHTH, OCOGEHHO IIPH MAUMEHTH C H3BECTHH
KIMHUHY W jabopartopuy pHckoBH Gaxtopu. [lopamu ToBa puckoBuTe NalEHTH TpabBa ga ce
cnenaT 3a pand Genesw Ha TpomOos3M. Ilpodunaxrakara cpenly BEHO3HHs TPoMOOoeMOOIH3BM
TpsAOBa A4 Ce MPOBEXAA CHITIACHO HACTOSIIUTE NPEIIOPBKH.

TIpy mauueHTH, MOAYYaBally NPOLyKT chAbpKam ¢axtop Ha Von Willebrand u gaxrop VIII,
nocroanHo nosumenoTo FVIIEC nnasMesHo HUBO MOXE Jla NOBHIMM pHCKa OF TPOMOOTHYHH
HHUIAACHTH.

Xemodumg A

Haupentu ¢ xeMouins A Morar ia pa3BUST HEYTPaJiM3Hpaly aHTHTeRa (MHXUOKTOPH) Cpelly
dakrop VIII. Axo Te3H HHXHOHTOPH Ca HanuyHH, TOBa Lie ce MaHHQECTHpa ¢ HEAOCTaThHYEH
KIHHHYEH OTTOBOp. B Te3W cnyyaw ce nperophybBa OCBINECTBABAHETO HA KOHTAaKT ChC
CHEeHAIM3UPAH LHEHTEHP 3a eueHNe Ha XeMopunusl.

Tlopagu manxus Opoif Ha nanueHTHTe, AeKyBann ¢ BHJIAT, kpaiina oleHKa 3a pasBUTHETO Ha
HHXHOMTOPH [Py Bede JIeKyBaHU MallMeHTH, He MOXE Jia ¢c Halpasy. FlaMa faHBH 32 HanuyueTo
Ha yHXuOUTOpH Npu HelleKyBany NalHeHTH.

HimMa HemocTaThUHH FAHHH 3a NPEenopbyBaHe Ha Hanon3saneto Ha BHUJIAT nipu HenexyBanu f10
MOMeHTa 6onHM.

3a Ge3onacHOCT MO OTHONIEHKE HA TPAHCMUCHBHE nHpeKImH, BIxK T. 2 IIpean na zanovsere Aa
npremate BIJIAT.

5. Coxpanenne na BWIAT

Ja ce cexpaHgBa Ha MACTO HEAOCTBIHO 32 Jella.

Crxpangpalite npaxa 3a HIDKeKIHOHEH Pa3TBOp M pasTBopuTens ot 2 ao 8°C (B xnagunuuk). Jla
ce fa3’ OT CBeTJINHA.

CrabunHOoCTTa Ha NIONyJYeHns pasTeop ¢ 6una onpefienena 3a 12 yaca IIpH cTaiiga TemnepaTypa
(max. 25°C). Hezapucumo oT TOBa 3a H30ArBaHE Ha MMKPOOHO 3aMBpCsSBaHE IPHUIOTBEHHST
pasTBOp TpsA0Ba Ja ce npunara He3abagHO. [a He ce 3ampaszsBa.

ITpuroTeeHuaT pasTROp TPSOBa Aa ce M3M03Ba eAHOKpaTHO. HeusnonssaHuaT pasteop Tpadea fa
ce U3XBBPIIN.

Cpox na zo0nocm

CpoxsT ra ropHocT Ha BUJIAT e 24 mecena. [paxa tpabsa fa ce pa3sTBOpPH HEMOCPaACTBEHHO
NpPEON HHAKEKTHPAHE.

HpoayxTsT MOke Ha ce chXpaHsaBa fipu craiiHa (max. 25°C) go 1 (enun) mecen. B To3u ciyuali
CPOKBT Ha FONHOCT MpUKAOuYBa 1 (efuH) Mecell ciej KaTO NPOAYKTHT € OHi H3BaAeH OF
xnagunHuka. HopusT cpok Ha roaxoct Tpadsa fa 6be oTOeN%3aH Ha ONAKOBKATa 32 [IAHUEHTA.

6. HombauuTeana HHGOpMANHS

Kakso coanpxa BUIAT

- JlexapcTRenu Bemectra: YopelkH koarynamuoneH gaxtop VII 450 TU/900 IU u voBelnkH
thaxTop Ha Willebrand factor 400 IU/800 IU 3a ¢aakoH.

- Tlomommunte Bemectpa: FlaTpeB XnOpHJA, THMHMH, 3aXapo3a, HATPHEB IUTPAT, KAaJEB
XJIOPUE.

~  PastBoputen: Boaa 3a mrxxeknnn ¢ 0.1% Polysorbate 80.
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Wilaie JIvucToBka 3a mamelTa

Kax marnexna BUJIAT # KakBo ChABP:KA ONAKOBKATA

WILATE 450 - 5 ml

1 onaxkoBKa CHABPIKA:

1 cakoH ¢ npax

1 duaxox ¢ pasteopuTen (5 ml Boxa 3a mixexuud ¢ 0.1% nomacopbar 80)

1 omaxoBka ¢ mepuuuHCKH nocobus (1 enHokpaTHa CHpHHUOBKa, 1 TpaHCchepeH KOMILIEKT
I1 gBYBEpXa urna ¥ 1 untepra urna), 1 undy3nonna cucreMa)

2 TaMIIOHA C aliKOXOH

WILATE 900 -10 ml

1 onmakoBKa ChABPIKA:

1 daxos ¢ mpax

1 duakon ¢ pastsopuren (10 ml Boga 3a nmxexuny ¢ 0.1% nonucopbar 80)

1 omaxoBka ¢ MeaunHMHCKH HocoOus (1 emHOKparHA ChpuHIOBK2, 1 TpaHC(epeH KOMILIEKT
[1 npyBBpXa urna ¥ 1 GuntepHa uria), 1 undy3noHHa cucTeMa)

2 TaMmIIOHa C aJiKOXOJI

TIpuTeskaten Ha paspelieRHeTo 3a ynorpeda:
Octapharma (IP) Ltd.

6, Eim Court, Copse Drive Coveniry, CV5 9RG
Bemmkobputapus

IIpoussoguTen:

Octapharma Pharmazeutika Produktionsges.m.b.H.
Oberlaaerstr. 235 A-1100 Vienna

AscTpus

Hara Ha moclielHa peaaKkIKsa Ha TEKCTa
06.01.2006 roguna
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