JIUCTOBKA: TH®OPMALSA 3A IIOTPEBHTEJIS

®anau 250 1U, 500 IU 1 1000 IU

Hpax 1 pa3TBOpHTe] 32 HHMKEKIIHOHEH PA3TBOP
Kommieke ot yosemky koarynanuoHen ¢paxrop VIII u dakxrop Ha dpon Bunebpans

Fanhdi 250 IU, 500 IU and 1000 IU

Powder and solvent for solution for injection
Human coagulation factor VIII and von Willebrand factor complex

IIpoverere BHMMATEHO LSJIATA JAUCTOBKA MPEJH A 3aM0YHETE Aa NpHeMaTe TOBR JeKapCTBO,
TBHH KATO TH ChAbP:KA BaxkHa 3a Bac uadgopmanns,

- 3anazere Ta3W NUCTOBKa. Modke a ce HAIOXH [a 1 IpodeTeTe OTHOBO.

- Ax0 HMaTe HIKaKBY JOIBIHHTEIHH BBIPOCH, MonuTaiite Bamma nekap, GapMaueBT Win
MEIMIHHCKA cecTpa. '

- Tosa nexapcTBo € mpeanmucaHo eHHCTBEHO W JMYHO Ha Bac. He ro mpeoTcTeNBaiTe Ha ApYrH
xopa. To MOXe Na UM HaBpedH, HE3aBHCHMO Ye MPH3HALMTE Ha TAXHOTO 3a60NABaHe Ca CBIUTE
kato BammTe

- AKO NoyuHTe HAKaKBH HEXKCTIAHH JICKAPCTBEHH peaKIliH, yBeaoMere Baius nexap,

(hapMareBT MMM MeOUIMHCKA cecTpa. TOBA BKIIOYBA H BCHUKH BB3MOKHH HEXKelaHH
peaxiiuy, HEOMHUCAHHN B Ta3H IUCTOBKA.

KakBo cbaBp:xa TA3M JHCTOBKA N3NLAHUTENHA ATERLAA NO NEKAPCTBATA
1. Kakso npencrasissa Qanmy  3a KaKBO c€ H3TIONI3BA. flucmobxa - Mpurowstue 2 _

2. Kakso tpabsa na snacre, npenw za npuemere Panan. Kim Pee. Ne ;%Wﬂﬂﬁ
3. Kak na npuemere dannu. Aé//_,jf/ I h-999 5
4. BB3MOXHM HEXCTAHH PeaKIuN. PaspoweHue Ne'mde..vusvccsenitones AR
5. Kak ma cexpanssare Dangy. 05-1- 2
6.  CorbpxaHHe HA ONAKOBKATA M HOIBJIHHTEIHA HH(OPMALL DGOOPEHUE NE .vesesveraeerersassorsins Sorercsivrerarssspessesenenn

—

1.  KAKBO IIPEJCTABJISIBA ®AHIH U 3A KAKBO CE U3I10JI3BA

(DaHzK ce Npe/IOCTaBs KaTo Mpax 3a HHKEKLHOHEH PasTBop, chabpxa 250, 500 mmu 1000 1U voewmxu
koarynaunonen daxrop VIII u 300, 600 nax 1200 [U vosewxu daxrop Ha hon Bunebpana (VWF) Ha
thirakon. Cnes NPUroTBARE ¢ HOAXOMALIO KOJNHYECTBO PasTBOPHUTEN (BOJAa 38 HHKEKUHH), BCeky (IIaKoH
cehbpka 25, 50 nan 100 IU daxtop VIII/ml u 30, 60 wmu 120 [U VWE/mL.

Qauny NpHHANAEKH KbM TPYNa JIEKAPCTBa, HAPEUEHH aHTHXEMOPAIHYHH CPECTBA: KPbBOCHCHPRAL
thaxtop: daxrop Ha HoH BuneGpann B kKOMOHHALMS ¢ KphBocheHpBam haxtop VIIL.

Xemodumna A

Qanfn ce H3MON3BA 32 JeWeHHMe M NPOQUIAKTUKA HA KPBBOH3NWBH [PH NALMEHTH, CTPANALIH OT
xemodunus (sponer neduuut Ha daxrop VII). Tesw manMeHTH HAMAT NOCTATHYHO (QYHKLHOHATEH
(axtop VIII. Qanmu ce H3MoN3Ba 3a MOBHIIABAEE HA KOJIHYECTBOTO Ha daxtop VIII B kpeBIa, KOETO
NO3BOJIABA ChCUPBaHe Ha KPHBTA.

Tosn mpoaykT MOXKe a c€ M3NMON3BA ¥ 38 KOPHUIHPAHE HA IPHAOGHT AeQHIHT Ha §
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boaecer Ha don Bunebpana

DaHiu € MOoKa3aH 3a NPodHIAKTHKA H JIeYeHHe HA KPBBOHMIJIMBY IIPH NALMEHTH ¢ GonecTTa Ha (oH
Bunebpany (VWD), korato neueHmero camo ¢ gecmonpecHi (DDAVP) e nHeedekTHMBHO wniH
IPOTHBOIIOKA3AHO.

[lanmenTate MoraT fa cTpafaT OT pasiuyHY THIOBE Ha Gonectra Ha hoH BmieGpana. Beudky THoBe
na Bonecrra Ha $on Bunebpann ca sponeny 3a00isBaHHA, NPH KOHTO KPHBOH3NMBHTE MOTaT ja
NPONBIKAT TO-ABITO OT 0YAKBAHOTO. 10Ba MOYe Ja ce ABJDKK Ha nurica Ha (akTop VWF B xpbBETa HIH
Ha daxra, ye VWF He QYHKIHOHKpPa IPABHIIHO,

2. KAKBO TPSBBA JA 3HAETE, IIPEJAN JA IIPUEMETE ®AHIHU
He npuemaiire ®anan

¢  AKO cTe alepruynu (CBPEXUYBCTBHTENHE) KbM KOMIUIEKCA OT HOBEIIKY KOAryIalHoHeH (axrop
VIII u pakrop Ha doH Bunebpans winy KoM HAKOS OT OCTAHANKTE ChCTABKH Ha Dau/H.

Axo umMate BpIpocH oOBbpHeTe Ce KbM Bauusa nexap.
Ilpepynpexuenns v IpeanasHy MepKn

- HMma, makap u Manka, BE3MOXHOCT Ja MOMy4nTe aHaHIAKTHYHA peakius (BHE3ANHa H CHITHO
H3paseHa WIePriHYHa PeaKklnsa). AKO YCTRHOBHTE KOXeH o0pHB MM 00IHa YPTHKADHS, TOIYYHTE TEKECT
B I'bDJHTE, 3aMalBaHe, CBETOBBPTEX HAM rajicHe, HAM NOYYRCTBATE 3aMaliRade NpH CTaBaHe, MOKe Ou
passupare aHadumakTHyHa peakiusd KbM QaHad. AKO HACTBOAT Te3W CHMOTOMM, Bue Tpabpa ja
IPEKPATHTE IPUIAraHeTo Ha MPOAYKTa U He3abaBHO /(a MOTBPCHTE MeIHIHECKA MTOMOLIL.

- Bammsr sekap BEpOsTHO Lie MpoBele HAKOH TECTOBE 3a Ja C& YBEpH, ue Aosara Dan/M, KOATO
TIONyHaBare € JOCTATh4Ha [a OCHTYPH H MOANEPXKA NOAXOAALIO HHRO Ha daxTop VIII.

-~ Obpasypaneto Ha HHXHOUTOPH (AHTHTENA) € WIBECTHO YCOKHEHHE, KORTO MOXE N4 BE3HHKHE MO
BPEME HA JIEYCHNETO ¢ BCHUKH JICKApCTBa, chabpikaly Gaxrop VIII, Tesu nuxuburopn, ocobeHo BBB
BHCOKH HMBa, CIIHpaT TNPaBHIHOTO JcHcTBHe Ha nedeEMero M Bue mnu Bamero zere me Onjere
IPOCIEBANA BHUMATENHO 38 Pa3BHTHE Ha Te3M HHXUOMTOpH. AKO KBbPREHETO Npu Bac unm ToBa mpu
Baweto nere He ce konTponupa ¢ ®anny, He3abapHo uHdopMupatite Bamusa nexap,

- Ipu neuennero na Gonectra Ha (o BrneGpaHy cpIUeCTBYBA PUCK OT BL3HHKBAHE HA TPOMBOTHYHH
CBOHTHS, 0COOEHO NIPH MALMEHTH ¢ H3BECTHH KIMHHYHH PHCKOBH (daktopu. ETo 3amo Bammar nexap
Tpa6Ba la H3BLPLIM HAKOHM H3C/EABAHMA 3a OTKPUBAHE HAa PAHHM NPU3HALM Ha TpoMG03a U Ja 3alouHe
NCHERKE 32 BEHO3Ha TPOMOOeMO0Hs B CHOTBETCTBHE ¢ HACTOSAINTE NIPENOPLKH.

- llamwentn ¢ Gomectra Ha GoH BuneGpanz, ocobeHo TAN 3 NaNMEHTH, MOTaT Ja DAa3BHAT
HCY TPAJIH3HPallH aHTHTeNa (HHXHOKUTOPH) Ha (axTopa Ha (Gon Bunebpang. Muxuburtopute Ha daxTopa
Ha ¢oH BuneSpann npexcrapnaBaT aHTHTeNa, HAIAYHK B KPLBTA, KOMTO MOTAT Ja GiOKHpaT (paktopa
Ha ¢on Bunebpann, xolito m3nonssare. Ako He 6BIaT HOCTHTHATH OYaKBAHNTE MUIA3MEHM HABA HA
aKTHBHOCT Ha (akTopa Ha (oH BuieSpaHn MM aKO KPLBOUIIHBBT HE CE OBNANCE ¢ HOJXO mua no3a,
Tp:A0Ba Jia ce W3BBPIUM MOIXOMNALN TECT, 33 Aa Ce ONpele]d JalH HiMa Haqu % R HITRGp Ha
thaktopa Ha Gon BuneGpann. Ilpu naumentu ¢ BHCOKH HMBA HAa MHXHOHTOD, Neuflut) '

dor BrneGpany e mo-manko ed)eKTHBHO,
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*  BHHMAaTeJIeH IOR00P Ha JapuTeIuTe Ha KPBB H IUIa3Ma ¢ el H3KIIOUBaHe Ha PHCKa 3a IpeaBaHe
Ha MHQEKIUH,

*  M3CACABAHE Ha WHOMBUIYalHHTe JapABaHMS H IUIa3MEHUTe IMyIOBe 3a [pH3Hauu 3a
BHPYCH/MHQEKIHH,

*  BKIKOYBAaHE Ha CTBLIIKH NpH IpepaboTBAHETO HA KPLBTa M Ila3Mara, ¢ KOUTO MOraT JAa ce
WHAKTHBHPAT HJIH OTCTPAST BUPYCHUTE.

HesaBrcHMO OT TOBa, KOTAaTo ¢¢ NpPHAraT fEKapcTBa MONYYEHH OT YOBElIKa KPbB WIH MJaiMa,

BB3MOXHOCTTa 34 NIpe/iapaHe Ha MHQEKIHO3HH NPHYMHHTENM He MOXKe 13 Ce M3KIIOUH HamblHo. ToBa

C€ OTHACA U 33 BCE OILI€ HEM3BECTHH UJIM HOBOIIOABHIIN C€ BUPYCH HIIH JPYTH BRAOBE HH(EKIHH,

[pexnpruetute Mepky ce CYnTAT 32 eEeKTUBHH 32 BUPYCH C unu/AHA o6BuBKa xato HIV (mpuunngsam
CIIMH), HBV (npuuneapauy xenatut B) u HCV (npuunnsasamr xenatur C), ¥ 3a HEOOBHTHS BHPYC
HAV (npaunnasany xenaTuT A). Mepkurte Moxe OM HMAT OrpaHHYeHO AEHCTBHE CPemly HEoGBHTH
BHPYCH, KaTo napeosupyc B19. HMudexuusta ¢ mapsosupyc B19 moxe na Gpae cepuo3na 3a GpeMeHHH
weHi (derasHa HHEKINN) H 34 WHAWBHIH, UMATO MMYHHAa CHCTeMa € IIOTHCHATA HJIM KOHTO HMaT
HAKAKBB BUJ aHEMHSA (HaNP. ChPIOBHAHO-KIETEYHA GONECT U XEMOJTHTHYHA aHEMUSA).

Beposrao Bammar nekap me Bu npenmopsya BakcHHHpaHe cpeiy xematit A W B, ako Bue penosHo
nojy4asare NpoRYKTH ChAbpikally (pakrop VIII, nomyyeHr o1 YoBElIKA IJIa3Ma.

Hacrosrenno ce npenopsupa, BCekH IbT Korato Bu ce npunara ®anau, MMETO ¥ NApTHIHAS HOMED Ha
IPOAYKTa [ia C¢ 3alMCBaT, ¢ 11671, OCHTYpABaHe Ha MH(OPMALIHS 38 NapTHIHHSA HOMep Ha NPOAYKTA.

Buox Touxa 4,
JApyru nekapersa u @anau

Wudopmupaiite Baius nexap win gapmaneBT, ako mpuemare, EACKOpPO CTE IpUeMay HIIK € BB3MOXKHO
Ia TIpueMeTe IpyTH JIeKapCTBa.

He ca u3BecTHrH B3auMONEHCTBAA Ha KOMIJIEKCA OT YOBEWIKY Koarynauuonen daxrop VIII v daxtop Ha
(on Bunebpanz ¢ apyru nexapcrea.

bpemeHHOCT M ¥bpMeHe
Honwraiite Bamua nexap unu (apManieBT 3a ChBET IPed Ja IPHEMETE APYTO NEKAPCTRO,

KomnunexesT pakrop VIII/paxrop Ha dou BuneGpans Moxe fa ce H3NMOI3Ba 110 BpeMe Ha GPEMEHHOCT 1
KBPMEHE CaMO aKO HMa SICHH [TOKa3aHHUA 33 TORA.

Hlodupane n padora ¢ Mmarmunn
Hsima pannn Ganju na DoBmuasa ¢cnocoGHOCTTA 3a modHpaHe i paboTa ¢ MalWHU.

3. KAK JA IPHEMETE ©AHIHA

[IpoRykT®T TpaGBa Ja ce mpHiara BBTPEMHOBEHO3HO MBT, CKOpOCTTA HA IPHI
Haxsumasa 10 ml/min.

Cnenraiite ToyHo YKa3aHHATE 38 IPHIIOKEHUE, JaaeHH oT Bamms JICKap MIH MEq I.g

OT LCHTBPA 3a JICYCHHE HA XeMOGUNUL. AKO MMAaTe HAKAKBY ChbMHEHHS, IONHTAR
(papmaresT.
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Konuuectroto Panaw, koero e By 656 nprnoskeHo 3aBHCH OT MHOTO (aKTOPH, KaTo BaleTo Terno,
KIIMHEUYHHTE YCIOBHS, MACTOTO M HMHTEH3UBHOCTTA HAa KPHBOMINIMBA. BallusaT jexap e HIUMCIH
[03arta, 4ecTOTaTa H WHTEPRANWTE Ha IpunoxeHue xa Panjy, 3a Aa ce NOCTHrHE HYXXHOTO HHBO Ha
thaxrop VIII unm daxropa na don Bunebpans s Bamara KpEE.

Baimst nexap wme onpeneny NponbIKUTENHOCTTA Ha TedenneTo By ¢ Qannu.
3a NpUrOTBAHE Ha Pa3TBOPA:

YBepere ce, 4e pafoTuTe Npy HAll-NOAXOAAMMTE YCIORKS Ha BCHYKY STAIH OT IIPoTleca, 3a 1a
u3zberneTe 3aMLpCABaKe Ha MPOAYKTA,

3aronnere (IaKoHA M CHPHHIIOBKATA, HO He NpH TeMiiepatypa Hax 30°C.

Ilprkayere SyTanoTo KbM CIPHHIIOBKATA ¢ PASTBOPHTEN.

H3zBapere ¢punrepa oT onakoBkara. OTeTpadeTe KAauKara oT BhpXa Ha CIPHHIOBKATA.

M3Baziere ananrepa 3a ¢y1akoHa OT ONIAKOBKATA | IO IIPHKAYETE KbM CIPHHUOBKATA U GUITEpA.
OrcrpaneTe Kana4kara oT (UIaKOHa K [IOUMCTETE 3alyITATKATA ¢ IPUIOKEHHA TAMIOH C ATKOXOJ.
IIpoGopere 3anymankara Ha qakoHa ¢ MInaTa Ha ajianTepa.

HrxexTHpaiiTe NANOTO KOMTHYECTEO PA3TBOPUTEN OT CIIPUHIOBKATA BhE (DIIAKOHA.

Burmarenno sapsprere draxona, kato mibareare o6pasypaHeTo Ha [AHA, JOKATO [IPOAYKTBT ce
pa3TBOpH HanbiHO. He paskmamatite. KakTo ApyruTe pasTBOpH 3a NApPEHTEPaNHO NPHIOKEHHE, He
W3TION3BAKNTE MPOAYKT PA3TBOPEH YACTHYHO MM KO B HET'O KMA HEPAITBOPEHH HACTHLIL

9. Orgmenere cnpHHIOBKATa/QHITHPaA OT OCTAHANATA YACT, 32 Ja YIECHHTE NO-KECHO aCIHPHPAHETO
Ha Pa3TBOPa, ¥ OTHOBO He3a0aBHO MPHKaYeTe KOMIUIEKTa CIPUHIOBKE/GUITED KbM QakoHa.

10.  OGnpreTe dakoHa U H3TEITIETe PAa3TROPA B CIPHHIIOBKATA.

1. TloaroTsere MHKEKIMOHHOTO MACTO, OTAENETE CHPHHLOBKATA H HIDKCKTHpaliTe MPOAYKTA, KaTo
H3IIOI3BATE NIPHIOXKEHATA UIJIa THIT ,,6I,Tep¢m i#”. CxopocTTa Ha MHXXEKTHpaHe BBB BeHaTa TpAGBa Aa
Owie 3 ml/min, u HuKora noseye or 10 ml/min, 32 u3GaArsane Ha BA3OMOTOPHY PeaKI(HH.

0 N OV B W
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He m3nonssadite moeropHo Habopa 3a npunoxenue. Hensmonssan nponyKT He Tps

KbCHa ynorpe6a, HHTO Ja & ChXPaHABa B XJIAOWIHHUK.

5
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Ako cTe npHeIH HoBede o1 HeoGXxoquMaTa 103a Dannu

HaMa cpobineny ciTyyad Ha npefo3upaHe Ha KOMILIEKCA OT YOBEINKH KoarynauuoHes gaktop VII u
axrop Ha Gox Bruebpann. Bee nak, ako cre moaydmn noseue Ganmy oT HeoGXOAUMOTO, He3aGABHO ce
KOHCyNTHpaliTe ¢ Bamus nexap wmu dapMmalesr.

AKo cTe nponycHanu aa npuemere Oangn

»  Ilpunoxete HezaGaBHO cezBallaTa 033 U NPOSBIDKETE HA PEJOBHH MHTEPBATH, KaTO CIEIBATE
CBBETHTE Ha Bamma nekap.

. He npunaraiite nsoiina o032 3a KOMIEHCHpPaHE Ha TIPONYCHATATA /1033,
4.  Bb3IMOXHH HEXEJAHH PEAKIITN

Kaxto BondkH JICKapCTBa, TOBA JICKAPCTBO MOXKE Ja NpeAH3BHKa HexelaHH PCAKIHY, BEIIPCKH Y€ He
BCEKH I'd IJIyIaBa.

B peju ciry+an, cnex ynorpeGa na danzu, Bre MOXe 1a NONTYHHTE CIIEAHKTE HEXKEIAHH NEKAPCTBEHH
PEaKIH:

*  Coplex, noxanHa peakiis Ha MHKEKIIHOHKOTO MACTO (Halp. IAPEHe MMM IPeXOIHO 2auepBsBate)
*  Anepriwdu peaxuuu (Halp. TeXecT B TI'bpIuTe/IpHIOMABaHe, 3aMaiiBaHe, TafeHe H JIEKO
TIOHKXCHKE Ha KPBBHOTO HaNAraHe, CbC 3aMaiBaHe NIPH HIIPABAHE)

»  (TpaneH BKyC B ycTaTa

. Tpecka

*  Copuebuene

BnamoxkHOCTTa OT aHa(bI/UIaKTH‘iﬁH LIOK HE MOJKe Ja ce HIKIoIH, AKO TMMOYYBCTEATC HAKOH OT CJICHHHUTE
CHMIITOMM 110 BpEME Ha NPRICKEHHETO!

Texect B rapauTe/MIpUNOIIaBaHE

3amaiiBane

Jlexa XUNOTORHS (J1EKO MOHIKEHNE HAa KPHBHOTO HAATAHE, ChC 3aMaliBaHe NpH H3TIpaBAHE)
[amene

+ & = =

ToBa Moxe na OBAAT PaHHE CHMIITOMH Ha CBPBXIYBCTBHTEIHOCT HJIH aHaHIaKTHYHA peakuud. B
CIy4ad Ha aHaQWIAKTHYHA HIIH AIEPTHYHA PEAKIHA, NpeKpaTeTe NIPHIIOKEHHETO M C€ KOHCYNTHpaliTe
nesabasro ¢ Bamma nexap.

AJICPTHYHY PEAKUMM KbM CHCTABKUTE Ha NPONYKTA, HE MOXKE HAITBIHO 14 Ce M3KTIOYar, Ilpn mena,
KOMTO Ipelix ToBa He ca GMIM JIEeKyBaHH ¢ JIeKapcTBa, ChAbpxaiw dhakrop VIII, moxe xa ce oGpasyrar
HHXHOUTOPHH aHTHTeNa (BHXKTE TOYKa 2) MHOTO 4ecTo (HoBede or 1 Ha 10 IIALKEHTH); HO MpH
HaUHCHTATE, KOHTO Ca MOiyqaBaly NpeRHIIHO nederue ¢ Gaxtop VIII (noseye ot 150 pum neyenue),
pucK®T € HedeeT (Ho-manko ot 1 na 100 mauwentn). Axo Topa ce cuyun, Bammre NEKApCTBA HIIH TE3H
Ha BauleTo fieTe MOXe Ma clpaT Aa AeHCTRAT KAKTO TpAGBa 1 Bre unu Bamero gete
TPOABIDKATENHO KBPBEHE. AKO TOBa C€ CliyqH, TpACBa He3abaBHO Ja ce CBBPIKETE ¢
. Korarto ce m3nonaea dakrop VII-ceaspxam VWEF IPOAYKT 323 JISYEHHE Ha

BuneGpann, npone/DKUTENHOTO JIeUeHHE MOXE Ja JOBEAE JIO TIPEKANISHO

axrop VIII B kpBTa. TOBA MONE Aa YBETUYH pHCcKa OT TpOMOOTHYHH CEOK
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AKo BHe cTe NalHeHT ¢ M3BECTHW KNAHMYHA KM 1abOpaTOpHH PHCKOBH (axropn, Bue
TpadBa fa ObaeTe HAONIOABAHH 33 PAHHM NpE3HAUKM Ha TpoMGo3a. BamusT nekap Tpabna Aa
Ha3Ha4H NpeBeHUHA (npodHnakTuxa) 3a BeHO3Ha TpoMbGoemBonMs B CHOTBETCTIBHE C
HACTOALIATE TPEHOPHKHU.

To-cneunanno, ako Bue cre maument ¢ tun 3 6osect va hon BuneGpana, B MHOTO peaKy
cryvyan Bue MOXeTe Jla pa3sBHETE HeyTpaNH3HPAIM auTHTeNa (MEXuCHTOpY) Ha daKTopa Ha
on Banebpann. Ao ce MOSBAT TakWea MHXHOMTOPH, GakTOPET Ha don Bunebpaus e no-
MasIKO e(eKTUBEH TP KOHTPONMpaHe H4 KEPBeHETO. AKO BalMsT KpRBOM3NMB He CIIpe,
Bamara kpes Tpa6Ba fa ce H3CHeIRa 3a HATMYHETO HA MAXHOATOPH. Te3n aHTHTENA MOTAT [a
Obflar CBBp3aHH ¢ aHaQUIAKTHYHH peakUud. ETO 320 TaIMeHTHTe, NONyYaBallk
aHAQUIaKTHYHH peaKkUud, TPAOBA Oa C& H3CICHBAT 3a HATWUHC Ha HHXuOHTOpH. B Takmsa
cnyuay HesabasHO ce obazete Ha Bamus nexap.

3a uH(pOpPMaIlKA OTHOCHO BHPYCHATA GE30MACcHOCT BIDKTE TOUKA 2.

AKO TOJYYHTE HAKAKBY HEXCJAHH JICKAPCTBSHM PeakUdH, yBeIoMeTe Baurws nekap, GapMarieBT Wi
MEIHIMHCKa cectpa. ToBa BKIIOMBA BCHYUKH BB3MOXKHH, HEONHCAHH B Ta3H JIMCTOBKA HEXEIIaHH
PCAKIIHH.

Crobmasane Ha HeKeAAHH peaKUHH

AKO T0JTyuHTe HAKaKBU HEXKENAHH JIEKAPCTBEHH peakuuy, yeeroMere Bammns nexap, hapMauesT Wity
MEIHIMHCKA ceCTpa. ToBa BKIIOYBA BCHYKH BB3MOXKHH HEONUCAHHA B TA3H JHCTOBKA HeXKeNanH
peaxuuy. Moxere Chli10 la CHOOMMTE HeXeNaHN PEaKLMH JUPEKTHO YPe3 HAMOHATHATA CHCTeMA 34
CBOOIIABAHE:;

HM3nbinuTeNnHa areHIHs 10 TeKapcTRATa
yi. ,,JJamsan Ipyes” No §

1303 Codusa
Ten.: +359 2 8903417

yebeaiit: www.bda.bg

Karo chobimasare HexxelaHK peaKiu, MOXKeTe [a AaAETe CBOs IPHHOC 3a IONyYaBaHe Ha 0BeYe
HHQopManus OTHOCHO 6€30MIaCHOCTTA Ha TOBA JIEKAPCTBO.

5. KAKJA CEXPAHSIBATE ®AHIH

Ia ce chXpansBa Ha MSCTO, HENOCTHITHO 32 IEIa.

Ha ce cbxpansBa mpu ‘remMnepatypa mog 30 °C. Ja se ce 3aMpa3zsisa.

He usnonsgaiite ®aumn cien M3THyame Ha CpoKa Ha TOIHOCT, NIOCOYEH Ha ¢TUKeTa Ha dQuiaxoHa u
Kytuara ciuen aymure: ,,Ioxen go:”

He n3nonspaiite Qanmn ako pasTROPBT € MBTEH, WIH B HETO WMa HEPA3TBOPEHH YACT.
TpadBa Aa 6bje GUCTHP, MM IEKO OlTATeCIHpal

AKO CIIe/l pasTBapsiHe ce HaG/IOMABAT HEPa3TBOPEHY YACTHIIM HIIH POMAHA B LB
[a ce H3XBLPIIH,

Crien pasTBapsiHe IPOAYKTEHT € (U3NYECKH M XMMHYeCKH cTabuieH 12 waca IpH T
MHKpOOHOIOrHYHA TeiHa TOMKa, IPONYKTHT TpabBa J1a ¢ce u3noi3Ba HezabaBHO.
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He3abaBHO, BPEMETO M YCIIOBHATA 3@ CLXPAHEHHE MPEAM yHoTpeba ca OTTOBOPHOCT Ha IIPH/Iaranids
npoayKkTa, KaTo He Tpibsa ma OBOaT noBede OT 24 yaca npH Temmepatrypa oT 2 mo 8 °C, ockeH ako
Pa3TBAPSHETO HE € IPOBEJEHO MPH BaIMIUPAHH ACCIITHYHH YCIOBH.

Heusmnonzpau MPOAYKT HIH OTNAARYHH MAaTepHaln TPHGBa A3 C€ H3XBBPHAT CBIVIACHO MECTHHTE
H3HCKBaHMA,

He m3Xpbprdare NekapcTBaTa B KaHAIM3QUHUATAa HIH B KOHTeHHepa 3a poMamuy otnaxeuy. [lonuraitte
Bans QapMmaiieBT Kax Ja W3XBBDJATE JICKAapCTBATa, KOMTO Bede He W3monsBate. TesH Mepku e
CTIOMOTHAT 34 Olla3BaHe Ha OKOIHAaTa cpelaa.

6. CbABPKAHHUE HA OITAKOBKATA U JOITHJHUTEJIHA HHO®OPMAITHSA

Kakro coabpixa Qangn

AKTHBHOTO BCIIGCTBO € KOMILIGKC HA HOBEILIKH KoarynaudoHeH ¢axrop VIII u ¢daxtop Ha ¢oH
Bunebpann. ®annm ce npenocTass xaTo Ipax 3a HHMKEKUHOHEH pasTBOp, chabpxkam 250, 500 wmn
1000 IU uoemkn xoarynauwoner taxrop VIII u 300, 600 wmm 1200 IU uosemku VWF Ha dnaxon.
IlponyxrsT ce paztaps ¢ 10 ml Bona 3a MHXEKIHH.

Jpyrute cucTaBKH ca alnOyMHH, XUCTHAHH W apTHHEH,

Kak mrjiexna Ganay ¥ KAKBO ChIbPKA ONAKOBKATA

QaHmu e Npax W PasTBOPHTEN 3d NPUIOTBAHE HA HHOKGKLMOHEH pasTBop. [IpeiacraBimasa (UIakoH,
ChABPKAL, O MM Gneno KBAT MHOGHIHAMpPaH Npax H NPEXBAPUTENHO HAITBJIHEHA CIIPHHILOBKA,

CHALPKALA BOJA 38 HHKCKIIHHA (pa3TBOpIrIT€JI).

MefHUHKCKNTE M3[eNHA 3a pasTBapsHe M Npuiarade Ha MPOAYKTA, TIPHAOKEHW KbM Qanmw, ca:
$unTep, ananrep 3a dhnakona, urna tan ,,6xTepdnai” ¥ 2 TAMIOHA ¢ ATKOXOI.

Coaspkanne Ha onakoBkara: | ¢akoH, 1 NpeXBapuTeNHO HAbHEHA CIPHHLOBKA ¢ PA3TBODHTEN M
MEJIHIHHCKH H3EIMS.

ITpurexaTen Ha pazpelieHneTo 3a ynoTpeba U IIPOH3BOAHTEN:
Instituto Grifols, S.A.
Can Guasc, 2 - Parets del Vallés

08150 Barcelona - Hcnanus

Hara Ha noc/iedHO NpepasrieXkaaHe Ha NucToBKaTa 12/2017

lonpoGua wudopMalus 3a TO3W NPOAYKT € HANMYHA Ha HHTEPHET CTpaHHUATAa Ha OBIrapcKarta
Hanwnhurenna Arennus oo Jlexapcrsara: http://www.bda.bg
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[Tocouenara no-gony HH@BOpM&HHH € NPEIRA3HAYeHa CaMo 33 MCOHITHHCKH CIICUaNCTH,

Mo3npoBKka

Xemodunua A

Ho3aTa u NPoABTKHTENHOCTTA HA 3aMECTATEIIHATA TEPAIlis 3aBUCH OT CTEIIEHTA Ha TEXKECT Ha (pakTop
VIII neduuura, o1 MOKaNM3aUKsTa HA KPEBOU3INEA U CTENEHTA HA KBPBEHe, KaKTo K OT KIHHHYHOTO
CBhCTOAHUE Ha BOJTHUA,

Bpodr Ha npunararuTe exuuunyg ot Gakrop VIII ce uspassasa B MexayHapoxun exuaany (1U) u
CLOTBETCTBA Ha chBpeMeHHuTe C30 cTaHAapTH 3a IPOAYKTH Chabpxamy Gaktop VI, AxTHBHOCTT]
Ha Qakrop VIII B mrasmara ce H3passBa KaTo IPOUEHT (CHOTBETHO KBM HOPMaTHATA YOBCIIKA [11a3Ma)
WY B MEXAyHaponuy equuuiy 1U (c5oTBeTHO KBM MEXIYHApOOHHA cTaHNapT 3a (axrop VI 5
I1a3Maray).

Enua mexaynaponna emnanua (IU) ot axtieHOCTT2 Ha dakTop VIII ¢ eKBABANEHTHA HA KONHYECTBOTO
ot (akrop VIII B eaun ml T HopMaNHA YOBeNIKa NasMa. M3uuciapaHeTo Ha W3HCKBaHATA [03a OT
thaxrop VIII ce 6asupa Ha eMimpudHHA pesynrart, npH koiito 1 1U ot paxrop VIII 3a kg TenecHo Terno
IOBRIIARA AKTUBHOCTTA Ha IyasMenus Gaxrop VIII ¢ 2,1 + 0,4% ot HopMajyiHaTa aKTHBHOCT.
HeoGxopumara 103a ce onpesens upes H3NOA3BAHE HA CICAHATA hopMyIIa:

Msucksannga 6poii enuaunm = Ten. rerno (kg) x :exanoro nopumanane Ha dpaxrop VIII
(%)AUMD x 6,5

KonnuecTBoTo KoeTo mie Ohae MPUIOKEHO M YECTOTATA HA TIPHIATaHeTo TpsGBAa BHHATH Ja OBIAT
c00pa3eHH ¢ KIVHMYHATA ePeKTHBHOCT BbB BCEKH OTAEJIEH CTyyail.

B cnyyait Ha mocneaBay XeMOparuuHH WHOMAEHTH, aKTHBHOCTTAa Ha (axTop VIII He TpsabBa #a
naja oA HYBOTO HA JajeHa IjasMeHa akTHBHOCT (B % oT HopmanHarta wm IU/d]) 3a chorBeTHIA
mepHon. Crempamiata Tabnuia MoXe Za Ce HM3NOA3BA KATO OPHEHTHPOBBYHA NPH JOINPAHE B
SITU30INTE Ha KEPBEHE H B XHUPYPrUATA:

Crenex Ha KPHBROUIIHBA/ Hanckpanto | Yecrora va go3upane (vacose)/
Tun Ha xupyprvuHa MaHHM- [ Ce HMBO Ha | IIPOJBIDKMTENHOCT Ha TepanaaTa (IHH)
TyJaLMa dbaxrop VIII

(a)(TU/dI)
Xemoparnu
Painy xemapTposu, MycKynHH 20-40 TloTapane na Boexu 12-24 waca. Hadi-manko | e,
KPLBOH3ITHBH H KbPBEHE OT Cllell KATO KDPBBOMINMBUTE [pOsBABAWMM ce ¢ Goska
YCTHATA KYXHHA OTIIYMAT MK C€ TIOCTUIHE ITbJIHO 03PaBiBaHe
FoneMu KPBBOHITUBMH: 30-60 [ToeTapane Ha nHby3uATa BeekK 12-24 uaca 3a 3-4 fnu
XemapTpozH, KPBBOH3NIHBH B WM noBeye JlokaTo GonKkaTa MITH OCTPOTO HApYILEHHE B
MYCKYJIHTE WIH XeMaTOMH ABFIKEHHETO OTIIYMAT.,
KpeBou3nuew 3acTpamasany 60-100 [loBTapsHe Ha wHbY3MATA Ha BeekM 8 o 24 uaca 1o
JKUBOTA NEIHOTO H3JIEKyBaHe.
XHPYPTHYHH MAHHIYTANMH
Manky, BkmMOUMTENHO 3BOHHM 30-60 Beekd 24 vaca, Hafi-manko |
eKCTPaKLHY 03ApaBABaHe
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[Nonemu 80-100 IoBTapane Ha uHQysmsTa Ha Beeku 8-24 waca no
(npe M MoCT- | ILAHOTO 3a3/paBgBaHE Ha PaHMTE, TOTABA TEPANHA 34
onepaTruHeHo} | Haii-manko 7 auM 3a nopubpkave Ha daxrop VIII
AKTHBHOCTTA B AManazoHa 30-60% (TU/dI)

Ilo BpeMe Ha Kypca Ha JeUEHHE ¢ NPENOPHUUTENHO OMpeAeNgHeTo Ha HABOTO Ha (axrop VIII,
KOCTO Jla CIyXH KaTo OpMEHTHD 3a ONpefefldHE Ha 1033aTa W 4ecTOTaTa Ha NpUJIOkKeHHe, B
CIy4auTe HA TIOiaAMa XHPYPrHYeCKa MHTEPBCHLHS € HeoOXOAMMO TNPEHH3HO CllefeHe Ha
3aMCCTBAUIATA TEpanyis 4pe3 NpPH/IATaHE Ha KOaryJalHOHeH aHalM3 (aKTMBHOCT Ha IDIa3MeH (akTop
VII). TlatmenTrTe MOTaT fa BapHPaT B TEXHHA OTTOEOP KbM (akTop VIII, focTHraliku pasnuyHy HHBA
Ha BB3CTAHOBSABAHE ik Vivo M JIa AEMOHCTPHPAT pa3iIHueH eTHMHHALHOHEH TIOJIYXHBOT.

3a IpoBIKMTENHA IPOQHIAKTHKE Ha KbpBEHe NPH NalMeHTH ¢ TeXKa XeMohumus A, TpsGra 1a
ce npunarat nosu ot 20-40 IU/kg TenecHo Terno wa uHTepBamy OT 2 A0 3 AHu. B Hakou crydaw,
0coGeHO NPY MO-MITAJM MalHEHTH MOXKe N2 6B1aT HeoGXOAMMH HO-BHCOKH JO3H MM IO-KPATKH
HHTEPBAIIH.

bonecr Ha don Bunebpann (VWD)

o mpuruun 1 [U/kg VWF:RCo ysenuuasa qupkynupamoro Huso #Ha VWF:RCo ¢ 2%. Tpa6a na
c¢e poctrrear HuBa Ha VWF:RCo ot > 0,6 IU/ml (60%) u va FVIIL:C ot > 0,4 IU/ml (40%).

O6nkHOBeHO ce npenopbusar 40 — 80 [U/kg VWF (VWF:RCo) u 20 — 40 IU/kg FVIIL:C, 3a na ce
TIOCTUFHE XEMOCTA3A. '

Moxe na e neo6xouMa repBoHaYanHa 2o3a ot 80 [U/kg VWF, 0coGeHo IPH MANHEHTH ¢ THI 3
VWD, xbAeT0 noAaspkaneTo Ha TIOIXOMAIIH HUBA MOYKE A H3HCKBA II0-TOMEMH J03H OTKOIKOTO
TIPH IpYTH THOBe VWD,

Tloaxonsiua nosa tpsGea Ja ce npHIara OTHOBO HA BCekH 12 - 24 yaca. Jlo3aTa u
NPOABIIKMTEIHOCTTA Ha JICYCHHETO 3aBUCAT OT KIMHUYHAL CTATYC HA MALlHEHT], THIA M TEXECTTA
Ha KPEBOM3/IMBA H OT HHBaTa KakTo Ha VWEF:RCo, Taka u Ha FVIII:C.

Koraro ce mamonssa FVIIl-caaspxam VWF mpomykT, NeKyBamuar mexap TpsaOBa ma 3Hae, ue
NPOAR/DKHTENHOTO JIEYCHHE MOKE Jla OIPUYHHHU NipeKaeHo mosumenne Ha FVIIL:C, Cnen 24 - 48
vaca JIeHeHHUe, U 32 Ja ce u3berne npexaneHoro nopuimenne Ha FVIILC, tpaGea na ce momucny 3a
HaMaJIeHH 103K W/UIK YABKaBaHe Ha NO30BHS MHTEPBAN MIH 3a H3nonsBase Ha VWF nponykr,
CBABKAIL HHCKO HHBO Ha FVIII.

Hama pgocrareuno AdHHH OT KIIHHHYHH H3IIMNTBEGHWA, 34 Ia& e npenope4a yHOTpeﬁaTa Ha Qannu
TIpY JAgla N0 6-ToAHIIHA BB3PacT 3a PpaipClICHHUTE [I0Ka3zaHHsl,
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