JlucroBka: ungopMaing 3a moTpebuTem

Hmyneiir 500 IU FVIIL/375 IU VWF npax B pa3TEOPHTE 32 HHMKEKIHOHEH PA3TBOP
YOBELIKY KoarynauuoneH haktop VIil/4opemku daxrop Ha von Willebrand

Immunate 500 IU FVIIL'375 1IU VWF powder and solvent for solution for injection
human coagulation factor VIII/human von Willebrand factor

INpoueTeTe BHHMATEHO UAJIATA JIHCTOBKA, NPEAH 12 3aM0YHETE AA HIMOI3BATE TOBA JICKAPCTRO, Thil KATO
TH CBOLPA BxHa 34 Bac nudopmannsn.

- 3apaseTe Tazy JIMCTOBKA. Moke 1a ce Hanoxku Aa A MpoyeTeTe OTHOBO,
- AKO MMAaTe HAKaKBH JOMBJIHHUTENHH RBIIPOCH, IoTHTaliTe Baliva nexap v dapmaliesT.
- ToBa nexapeTBo € npeanucano AHYHO Ha Bac. He ro npeotcTenBalite Ha apyT# xopa. To MOXe 1a UM
HABpPEM, HEZaBUCHMO OT TOBA, 4¢ MPU3HALMTE HA TAXHOTO 3a00lsBane ca CBIUMTE KaTo Bamure,
- AKO IIONY4HTe HAKAKBH HeKelaHH JIEKApCTBeHH Peakimy, ¥ etTe Bammna-nekap nan-papMatiest.-Topa— -

BKJIOYBA X BCHYKH Bb3MOKRH HeXeNaHu peaxumy, Heonucail dtalitiikhibidh AERRUINDGA REKAPCTBATA
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Kak na cexpangsate HMyneiiT
CoIppaaHne Ha ONIAKOBKaTa U JONBIHKHTeNHA HHpOpManus
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1. Kagso npencragansa UmyHeliT n 32 xaxso ce u3noassa
Kakso npeacraBiansa HMyueiit

HmMynelT e koMmmnexe Ha 9openIkH koaryhanuored (axtop VIII v daxrop Ha von Willebrand, nmosayuen or
yowelka mnasma. Ypes dakxrop VIII B HMyneiir ce ocHrypsBa 3aMecTBaHE Ha JIMICBAUlMs UK C TOHWKEHA
axripHOCT axrop VIII npu xemodumma A. Xemodunma A € CBbP3aH ¢ T0J4, HACHENCTBEH JedexT Ha
KPBBOCBCHPBAHCTO, TBIDKALL ce HA NOHIkeHW HHBa Ha daxrop VIIL Tosa pomu N0 TEXKKH KPLBOUSNHBH B
CTABHTE, MYCKYTUTE HIH BbTPELUHUTE OPraHH, KOMTO ¢a CIIOHTAHHH WIH ¢a PE3YNTAT OT HHIMICHTHA WIH
XHpypruyecka tpasma. Ilpunowenuerc Ha HMyHeliT ocHIypaBa BpeMEHHA KOpeKUHA Ha AcHINTA Ha (parTop
VIII ¥ npenoTEpaTARA OTIACHOCTTA OT KPBBOHAIMEH.

JonbiHNTENHO KBM HEroBara pojid Ha NpeAnaseH 3alliuTeH NpoTedH Ha (axrop VIII, dakrophT Ha von
Willebrand (vWF) ocurypsisa anxe3nara Ha TpoMGOUNTHTE KBM MICTOTO Ha ChIOBOTO YBPEKIAHE U HIpae
pona B arperauuara Ha TPOMGOLIUTHTE.

3a kaxkBo ce Hanosa UMyneit

HmyHelT ce U3on3Ba 32 NeUeHHe U IPOHIAKTHKA HA KPBBOH3IMBH, IPHUMHEHH OT BpoAeH {(XeMOQmInT A)
MM NpuAcOUT geduuuT Ha dakrop VIIL

HMmyHeHT ce H310/138a H 32 JledeHle Ha KhpBeHe IIPY NauneHTH ¢ GoneeT Ha von Willebrand, ¢ neduumt Ha
daxrop VIII, ako Hama cnemmdinen npenapar, edexTHpeH cpewy Gonectra Ha von Willebrand u koraro
neyeHyeTo camo ¢ aesmonpecut {DDAPV) He e edeKTHBHO WK € IPOTUBOTIOKA3AHO,

2. Kaxkso rpaéBa Aa 3HaeTe npean Aa ninoaeare Hmyneiit

He uznonssaiire Umyneiir




. aKo CT¢ aNepriyHy (CBPEXYYBCTBHTEHH) KbM YOBEILKH KoaryfanyoHeH Gaxktop VIII Und KbM HAKOS
OT OCTaHAITHTE CHCTABKH HA TOBA JEKapCTBO (H20poeHH B TOUKA 6).

AKO He CTe CHTYPHH II0 TO3H BEIPOC, NonuTatite Bamus nekap.
Mpeaynpexaenus u npeIna3Hn MepKH

Koraro ce mogBAT ANEPruyHY PEAKIIHH:

. Makap H pAIKoO, ChIIECTBYBA PHCK Ja NOTy4YHuTe aHadHIaKTHYHA peaklns (TexXKa, BHE3AITHA aNepruiHa
peaxuma) ksM UMyHeifT. Tpabea Aa 3HaeTe KOH €a PaHHHWTE NPH3HALK Ha aNEPTHUHHTE PEAKLHH, KaTo
HanpHMep 3avepBsBaHe, ofpHB, KONMpPHEHA TPECKa, YEPBEHH MBHYECTH NETHA ¢ HAaJHTHaTH pbOoBe,
CBplex [0 LENOTO THAJIO, NOAYBAHE HA YCTHUTE, KIETAUHTE H €3HKa, 3aTPYAHEHO JHINAHE, XPUIIoBe,
OonKa B I'bpANTE, CTATAHE B MPBIHAA KoL, 00110 Hepa3nonoxeHue, 3amMaiipade, yCKOpeHo chpliefHeHe
H HHCKO KppBHO Hayrane. Tesm cuMOToMM MOXe Ja MPEACTABAABAT PaHEH CHMITOM HA
aHa(UAAKTHYHMA MOK, YANTO [IPOSBH OCBEH TOBA BKJIKOYBAT H MHOTO TEKKO 3amaliBaHe, 3aryba Ha
CH3HAHHE H H3KMIOQHTENHO TPYIHO JTHIIRHE.

. AKO NOROGHH CHMIITOMH C€ MOSBAT, He3a6aBHO NPEKpaTeTe MHMEKTHPaHeTO/UHDYIUATA M Ce CRBPKETE
¢ Bamws nekap. TeskkuTe CHMOTOMH, BIUTOYBALIM 3aTPYIHEHO JHIIAHE H NPUIOLIABAHE, H3NCKBAT
He3a0aBHO CIICHIHO JICYEHHE.

Koraro ce W3nckRa mpocnenspaHe;

. B1p3MokHO e BauivaT nekap Ja noMcka Ja HanpaBHM W3CTIEABaHMA, 33 Ja Ce YBEDH, Y& J103aTa, KOATo
TMpUJaraTte B MOMEHTa € JIOCTAaTbYHa, 33 JIa JOCTHTHETE M 1a MOoAXbpxkare HeoOXONHMHTE HHBA Ha
daxrop VIII unu Ha dakTop Ha von Willebrand.

Korato KpeBOHW3NHBHTE NPOALIKABAT:

. OO0pasyBaHeT0o HAa HHXHOMTOPH (aHTHTENA) € H3BECTHO YCHAOKHEHHE, KOETO MOXKE Ja Bh3HHKHE MO
BpEME Ha NIEYSHHETO ¢ BCUUKH JIEKapCcTEa, chabpikaliy (axrop VIII. Tesn uaxuGuropH, ocobeHO BBB
BHCOKH HHBa, CITHPAT MPABHIHOTO AEHCTBHE Ha JeucHWero H Bue mau Bamero aere me Gpaete
IpocTeAsBaHH BHHMATENHO 32 Pa3BHTHE HA Te3H NHXMOHTOPH. AKO KEPBEHETO NpH Bac wiH ToBa npH
Bainero nere He ce KoHTpoHpa ¢ MMy neiiT, HezalaeHo HHopMupaiTe Baluna nekap.

Axo umare Gonecr Ha von Willebrand, m ocobGeHo THII 3, MOKeTe 1a pa3BHETE HEYTPANH3MpAaiH
anTHTea (HHXHOUTOPH) cpeury dakxropa Ha von Willebrand. Banmsr yekap MoKe na MOHCKA Ia
HAnpaBH H3CNEABAaHHA, 3a Ja NOTBbLPAM ToBa. MuxuGuropure Ha dakropa Ha von Willebrand ca
AHTHTENA B KPBBTA, KouTo Onokupar u3nomssadus oT Bac dakTop Ha von Willebrand. Tosa npasu
taxropsT von Willebrand mo-cnabo edexTUBEH B KOHTPONHPAHE HA KBPBEHETO.

CrangapTHuTe MEpKH 32 NpeJOTBpPaTABaHe Ha WHOEKUHMH OT H3MOI3BAHETO HA JTEKAPCTBEHH TIPOAYKTH,
NONYYEHH OT YOBEIUKA KPBB HIH MJIa3Ma, BKNIOUBAT Noa0op HA NapHTETUTE, CKPHHUHI HA HHAHBHIYATTHHTE
JapABaHuA M cOOpHATa MIa3Ma 3a CleuMpUIHE MApKEPH HA MHQEKLMS, KAKTO W MpMWIaraHe Ha e)eKTHBHH
MPOM3BOACTBEHH MEPKH 32 WHAKTHBHMpPAHE/OTCTPAHABAHE Ha BHPYCH. BBIpekM TOBA, KOMaTro ¢€ MpHIarar
NeKapcTBeHH TIPOAYKTH, MOJYHYEHH OT HOBellKa KPbB HAOM IUIA3MA, BhIMOXKHOCTTA 3a TpeJaBaHe Ha
HH(EKIIHOZHH NPHYHHHTENH He MOXe Na Oble H3KMOYeHa HambiHo. ToBa BaskM M 32 HEM3BECTHH HIH HOBH
BUPYCH WM APYTH NPHUMHHTENH.

lMpeanpueruTe MEpPKH ce cMATar 3a e(EeKTHBHH 3a OOBHTHTE BHPYCH, TaKHBa KATO YOBCHIKHA
umyHoaeduumTel Bipyc (HIV), Bupyca Ha xenatut B (HBV) u Bupyca Ha xenatut C (HCV) v 33 HeoGBHTHA
BHpYC Ha xenmaTtuT A (HAV). Mepkute uMaT orpanmdena e()eKTHBHOCT NP HEOOBHTH BUPYCH TAKMBA KATO
napeosupyc B19. [Tapeoeupyc B19 Moxe fa npuuiHu cepio3Ha HHbeKLns [1pH OpeMeHHH xeHH (YBpexIaHe
Ha IUICAA), KAKTO M IpH JHUA ¢ HMyHOOe(HMUMTHH CbCTOAHMA HIH C HAKOM THIIOBE aHEMHA
(CHPIIOBHAHOKNETHYHA WITH X€MONUTHYHA).




Crporo npellopbyUTENHO ¢ BCEKH ITbT, Korarc MMyHelT ce npinara Ha NalKeHT, 13 ce 3amHucRaT UMETO U
[APTHIHUAT HOMEP HA NEKAPCTBOTO, ¢ 11e Ja CE 3anazi BPh3KATa MEeXAY [alMeHTa W TapTHAHKA HOMEp Ha
OpPOIYKTA.

HmyHeiiT cbIBpKka KPHBHOMPYROBH H302ITyTHHMHH (aHTH-A W anTh-B). Ako cTe ¢ kpbBHa rpyna A, B i
AB, Moxe Ja ce pajBMe XeMOJM3a cliel] MOBTOPHO NPHIOKEHHE NpE3 KPAaTKH HMHTEpBANH HIH clef
IPHIIOXEHUE HA MHOT'O TONEMH JIO3H.

Jena

IIponyxrer TpadBa Ha e NpHAara ¢ MOBHINIEHO BHHMAHWE TIPH Jena noj 6-rofHlIHA BB3PACT, KOUTO HMat
OTpaHWYeHa excno3nims Ha daktop VI ceabpialiv NpOAYKTH, T Karo HAMA A0CTATBYHO KAHHHAYHH
JaHHH 3a Ta3d rpyma NauyMeHTy.

JApyru nrexaperea 1 HHyHeliT

HudopmMupaiite Bamya rekap Min QapManeeT, ako npaeMare, Hackopo cTe IPHEMATH MM € BB3IMOKHO J1a
npHeMeTe APYTH JIeKapCcTBa..

3a cera He ca cpo0IaBaHy p3auMoaelicTerid Ha MIMyHelT ¢ ApyTH nekapCTBeHH [TPOAYKTH.

Hmyneiit He Tpabpa a ce cMecBa ¢ IpyTH NeKapCTBEHH MPOAYKTH UNH PasTBOPHTENH, OCBEH BKIIOUEHATA B
KOMIUIEKTa BOJA 33 MHMEKLHM, Thi Karo TOBa MOKe Ja NPOMEHH eQHKacHOCTTA M Ge30TIacHOCTTa Ha
npoaykra. [Ipenopbusa ce H3NOM3BAHHA BEHO3EH ITHT Ja ¢ OpOMHe C (PU3MONOTHYECH PAasTBOP MpeaH M Clel
HHpysuara Ha Mimyneiir.

HMmyHeiiT ¢ XpaHH H HANHTKH

HsMa cneupanty npenopsKH OTHOCHO PeXMMa HA XpaHeHe M IPHNOAKEeHHETo Ha MmynelT,

BpeMeHHOCT, KEpMeHe H pepTILIHTEY

Ilopagn peaxuTe cAy4an Ha XeMOHIMA A NMpPH keHH, HAMA ONHT 32 yrnorpebara Ha MMynelit no speMe Ha
GpemenHoOCT, KbpMeHe H GepTunuteta. Mmyneiit Tpatea na ce mpunara no epeme Ha GpeMeHHOCT M KbPMEHe,
€aMo KOraTo € CTpOro Noxasan. Ako cre OpeMeHHa HIR KbPMUTE, CMATATE, Ye MOXkKe Ja cTe OpeMeHHa HIx
Ianupate OpeMeHHOCT, nocheerealite ce ¢ Bawima nexap win apMaLeBT npean ynorpedara va ToBa
JIEKAPCTBO.

Mogupane 1 padoTa ¢ MALIEHA

Hsma undropmanus 3a edektute Ha MMyHelT BEpXY cnocobHocTTa 32 modHpaHe 1 paboTa ¢ MallHHH.
UmyHeiiT chALp:ka HaTpHii

Toea nexapcTBo chabpxa 9,8 mg Harphii (OCHOBHA CHCTABKa HA rOTBAPCKATA/Tpane3HaTa COll) BbB BCEKH
¢naxos. Tosa kOMYECTBO € eKBHBANEHTHO Ha 0,5% OT NpenopbuMTeIHH MAKCHMATIEH IHEBEH XPaHHTeNeH
TIDHEM Ha HATPHI 33 BB3pacTeH.

3. Kak na usnoassare Umyneiit

BameTo nevyeHHe TpAGBa Aa ce NpoBexIa noj HabGiodenre Ha JEKap-CHIEHHANHCT ¢ ONMT B JIEYEHHETO
HA HapYUIeHHA B KPbBOCHCHPBAHETO,

BuHarn n3nossBaiite Topa NEKapcTEO TOUHO, kakTo Bu e kazan Bamms nexap. AKo He CTg
nonuraiite Bawma nexap.



I[OZ!H])OBR& 3a NpeqoTepaTABAHE HA KPLBOH3JIHBH

Axo nomsare FIMyHe#T 33 npenoTBpaTaBaHe Ha KPBBOW3/IUBH, To3aTa TpAOBA 11a ¢6 W3unciy oT Baiws nexap.
Toit/Ta We A HIHCTH CNOpen TOBa, KakKBH ¢4 KOHKPETHHTE HYKZH BbE Bamms cnyyali. Obuualino nosarta e
20 10 40 TU daxrop VIII Ha KWIOTpaM TeNeCHO TETTo, NPHIaraHa npe3 HHTEPBanu oT 2 10 3 AHK. B usakon
cmyvan ofade, ocoGeHO TPH MO-MIAIH M2UHEHTH, MOKE na ca HeOOXOIHMH no-KhCH HHTEPBANH HA
NPHICKEHRE, HITA TIO-BUCOKH J03H.

AKO BH ce CTpYBa, ve edekTbT oT MyHeiiT He e AocTaThueH, TpAOBa Ja c& KOHCYITHpaTe ¢ Bans jekap.

,Ilosnponlca 34 JieMigHH¢ HA KPRBOHITHBH

Axo non3sate MMyHeliT 3a neueHHe Ha KPBBOM3MMBMTE, f03aTa TpaGBa J1a ¢g M3uMcay OT Bawvs jekap.
Toii/Ta mwe S WIUHCIH cOpe] TOBA, KAKBa € KOHKPETHATA HyX1a BbB Baliua cnyyaii.

AKO BH Ce CTPYBa, 4e epekTsT 0T UMyHeliT He € AocTaThueH, Tpa6Ba 1a ce KOHCYrTHpaTe ¢ Bamis nexap.
IEpocneaaBane Ha cheroannetro Bu o1 Bamna nexap

BauMgar nekap Wi u3BbLpilBa HeOOXOAMMHTE NaCOPATOPHH H3CHSHBAHMA, 33 JIA C¢ YBEPH, Y& HMATE
HeoOxonvmHuTe HEBa Ha dakTop VIII. Toea e ocobeHo BaxHO, ako Bu IpencToH rojsima Onepais.

Jo3upane npa dosrect na von Willebrand

JlexapsT BH 1ie KOHTPONHpa KPbBOUIIHBHTE, KaTo Ce ChoOPa3gBa ¢ NPENOPBKHTE 33 ICUECHHE HA XEMOGHITHA
A.

Hauun na npuaarade /Hian msT(H11a) Ha PHBEXKIAHE

HMyHelfT ce npriara BbB BeHa (MHTPABEHO3HO) CNEM IPHIOTRAHE HA PA3TROPA C [IPSAOCTABEHHA PA3TBOPUTEIL
Cnengaiite HHCTpYKUHMMTE HA Bamus nexap.

3a pazTBapAHe M3NOM3BafiTe CAMO BKNIUCHHS B onakoaxaTa Habop 3a pasTBapPsHE M NPUIOKEHHKE, 3AI00TO
MOXKE 7a HACTHRIINT HApYLWeHWA Ha NEYeHHeTd KaTo chencreie Ha abcopbumara wa ¢axtop VI mo

BBTPELUIHATA MOBBPXHOCT HA HAKOH l’lHd)ySHOHHP] CHCTCMH.

HmyHeiiT TpAGBa 1a ce pasTBapa HENocpeACTBERO Npeay yrorpeda. FoToBUAT pa3Teop TPAOBa Ja Ce HIOI3Ba
KOJNIKOTO € BE3MOXHO M0-0bp30, Thil KATO He ChABPKA KOHCEPBAHTH.

PasTBapane Ha JHOPHIHIHPAHHA N1PAX 32 HHKEKUHOHER pasTBOp
Ha ce cnazeam cmpozo npasurama 3a paboema npu acenmuynn ycaogus!

1. 3aTBopennaT QuiakoH ¢ pasTBOpPHTENd (BOAA 3a HHKEKLMK) Ce 3aTONIA Ha cTaliHa TeMIeparypa
(Makcumanso 3o 37°C).

2. 3amuTHHTE KANayKH Ha (IaKOHa ¢ NPOAYKTA M TO3M ¢ PAa3TBOpUTENS Ce oTCTpaHABaT (Qur. A) H TBeTE
Kay4yKOBH 3aNyITATKH ce Ae3UHeKunpar.

3. TpanmasuAT Kpaii Ha TpaHCHEPHOTO YCTPOHCTRO Ce TIOCTABA H TIPHTUCKA BEPXY (IAKOHA C pasTROPUTENN

(dur. B).

4. 3amuTHOTO Kanave oT qpyrus kpall Ha TpaHcdepHOTO YCTpoiicTBO C& OTCTpa
He DOKOCHE BeNe OTKPHTATa CTEPIIINA [IOBBPXHOCT Ha TPaHC(EPHATA HEJIA.



5. TpaHcdepHOTO YCTPOHCTBO 3ae/1HO ¢ (rakoHa ¢ pa3TBOPUTENs ce 0OpbLIAT Hal (hIakoHa ¢ mpaxa u
cBOOOMHMST Kpaiil Ha TpaHcgepHaTa Mriia ce BKapBa Mpe3 kay4yKoBaTa 3anyluaika Ha (JakoHa ¢ npaxa
(¢pur. B). Pazrpopuresnsr e 6bae U3TereH BbB (M1aKOHa ¢ Npaxa ¢ NOMOLITA Ha Ch3IaJlks C& BAKyyM.

6. Cnen okono 1 MuHyTa 1BaTa (hlakoHa ce pa3ieNaT Ype3 U3BaK1aHe Ha TPaHC(EpPHOTO YCTPOHCTBO ¢
(nakoHa ¢ pa3TBOpHTENs OT IaKOHa ¢ npaxa 3a HHKeKIMoHeH pa3TBop (pur. I). Tl kaTo NpoayKTHT
€ JIECHO pa3TBOPHM, € HeoGX01MMO, ako 1300110 ce Hajlara, CbBCeM JIeKO paskialluane Ha (JiakoHa ¢
ripaxa, 3a 1a ce nosiyuu moino pasreapase. JA HE CE PA3KJIAILIA CHJIHO M IA HE CE OBPBILA
®JIAKOHA C ITPOAYKTA, JOKATO ChABLPXKAHUETO HE E T'OTOBO 3A U3TEI'JIAHE.

7. Cnen pasrtBapsiHe, nomaydeHusT pa3stBop MmyHeiT, mono0HO Ha BCHYKM MPOIYKTH 3a MapeHTEpajiHO
npwioxkeHue, TpAOBa Aa Obe NPOBepeH BU3YaHO 32 HATHYHE HA YAaCTHULM M NPOMsHA B lBeTa. PastBopbT
TpabBa na e OucTbp A0 cnabo onanecueHTeH. Jlopw npH CTPUKTHO Cla3BaHE HAa HMHCTPYKIIMHTE 3a
pasTBapsiHe, MOHAKOra € Bb3MOKHO [a Ce YCTAHOBAT MaslkM, HepasTBopeHHM yactuuu. C momolura Ha
ChAbpXKalllis Ce B ONAaKOBKATA HAKOHEYHWK ¢ (MATHP Te3H 4acTHLM Morar jaa ObJaTr OTCTpPaHEHH.
[TocnenHOTO He NpPOMEHs KOHLUEHTPaUMATa HAa AKTHBHOTO BELIECTBO, O3HAY€Ha BBPXY OIAKOBKATa.
Pa3TBOPH, KOMTO Ca MBTHHM MJIH ChAbPIKAT yTailkH, He TpaOBa 1a ce u3nonsear. ['oToBUAT pa3TBOp He TpAOBa
Jla ce Bpblla B XJaJUJIHHKA 32 ChXPaHEeHHE.

Ipunoxenne
Ha ce cnazeam cmpozo npasunama 3a acenmuxa!

3a 1a ce n3berHe OTJENAHETO HA YACTULIM OT KayuyKOBaTa 3alyluanka (PUCK OT MHKPOeMOOIM3bM) FOTOBUST
Beue pa3TBop TpAbBa fa GbIe M3TErNeH, KaTo ce U3Mo3Ba HAMHPALLHA ce B Habopa HaKOHEYHHK C GUATBH.
HakoHeuHHKBT ce MOCTaBd BbpXY CNPHHLIOBKAaTa 3a €IHOKpaTHa ymorpeba oT Habopa M ce BKapsa npe3
KaydyKoBaTa 3anyluaika Ha ¢nakoHa ¢ Beye rotoBus pasrsop (qur. JI).

CnpuHLIOBKATa Ce OT/e/s 3a MOMEHT OT HaKoHe4HUKa ¢ ¢unTbpa. Toea no3Bo/sBa 1a HaBle3e Bb3AYX BbB
(1akoHa ¢ rOTOBHS Pa3TBOP M, aKO0 MMa o0pa3yBaHH BB3AYIIHHW Mexypuera, Te Aa M3uesnar. Cien Tosa
CTIPUHLIOBKATA Ce NOCTaBs 00paTHO BbpPXY HAKOHEYHMKA M Pa3TBOPBT ce u3terns B Hes ((ur. E).

CrpHHLIOBKATa Ce OTAeNns OT HaKOHEeYHHWKa ¢ (UITbpa W pa3TBOPBT ce INpuiara GaBHO WHTPAaBEHO3HO
(MakcuManHa CKOpPOCT Ha TpuioxkeHue: 2 ml/min) ¢ moMolTa Ha ChAbpiKallaTta ce B Habopa cucTeMa C
KpHJILIA 32 eTHOKpaTHa yroTpeba (MM BKJIIOYeHaTa MIJia 3a eJIHOKpaTHa ynorpeba).

¢ur. A ¢ur. b ¢ur. B ¢ur.I' ¢ur. JI  ¢ur. E

Hewnsnon3paHuAT MpOAyKT WM OTNAJbYHUTE MaTepHaIN OT Hero TpAOBa 1a ce U3XBBPJIAT B CbOTBETCTBHE C
MECTHHUTE H3HCKBAHHA.

IMpunoxenuero Ha Mwmyneiir TpsaGea na Oble NOKyMEHTUpaHO M Ja e oTenssaH na
TTo/IBMIKHHS €THKET 3a IOKYMEHTHPaHE € TIPMKaueH KbM BCEKH (MIaKOH.

YecToTa HA npuaaraHe




BawuaT nexap e By kaxe konko 4ecTo H Mpe3 kakBM WHTEPBANH 1ue BH Obae npunaran Mmyneiit. Tol/Ta
e onpeaeny ToBa cnopea edieKTHBHOCTTa BHB Bawrig uHauBnayaneH cryyai.

IpoAbTKHTENHOCT HA 1eHeHHETO
OO6uKHOBEHO 3AMECTHTENHATA TepanHa ¢ MMyHeiiT ce npoBexaa npe3 LeHA )KHBOT Ha NalHEHTa.
AKO CTe H3INIOJ3BAH NOBEME 0T HeodxoAuMaTa Ao3a Umyneilr

s Jlocera e e cro0laraHo 33 CUMNTOMH Ha NIPeA03Upane ¢ Koaryaauyoned daxrop VI Axko umare
HAKAKBH CBMHEHUA, MONIA KOHCYATHpaliTe ce ¢ Bawua nekap.

¢ Moxe 1a ce pasBHAT TpoMOOEMOOTIIHH ChOUTHA,

e  Moske ga HACTBIIM XEMOJIH3a [IPH NalIHeHTH ¢ KpsBHA rpyna A, B nnu AB.

AKo cTe nponycHaaH aa uinemeare Hmyneiir

+ He s3emaiite npoiiHa no3a, 32 Aa KOMIEHCHPATE MPOITYCHATATA 1033
¢ HezaGaBHO MpUCTBIIETE KbM CIEIBALIOTO MO pejl BhBEKAAHE Ha 00HualiHaTa N1033, H IPONBIKETES
pelOBHOTO MpPHJIATaHe Npe3 PABHM MHTEPRAIY, KAKTO BH € mpeanucan Bamuar iexap.

AKo cTe cnpenn ynorpefara Ha UmyHediT
He cnimpaiite ynorpebara Ha Hmyneiit, 6e3 ga cte ce koHcynTHpand ¢ Bawus nexap.

AKO UMare HAKAKBH NOILIHHTENHM BLIPOCYH CBBP3AHN ¢ yroTpedaTa Ha TOBA NEKapCTBO, MONA IONMTadTe
Bamns nexap.

4. BBIMOXKHN HeXKeIaHH peaklHn

KakTo BCHUKH JIEKAPCTBA, TOBA JICKAPCTBO MOXKE /3 MPSAH3BHKA HEKEIAHH PEaKIIHH, BHIIPEKH Y€ HE BCEKH TH
MOJTy4aRa,

Br3IMOKHH CEPHOIHH HEXKeJaHH JIeKAPCTBEHH PeaKLit HA NOJIYYEHH OT Y0BCIIKA IJ1a3Ma NPOAYKTH,
cbabpxamn Gaxrop VIII

Hafnionapand ca paOko aneprudHM PeakiMi, KOMTO B HAKOH CHy4an IporpecHpatr A0 TEXKH H
AHBOTO3ACTpallaBamy peaktud (anadmmakcus), 3arosa Bue Tpa6ea na 6njete uHGOPMHpPAHN 3a PAHHHTE
CHMITTOMH Ha aJI€PrHYHATE peaKiMH KaTo 3a4epBABaHe, 00pHB, YPTHKAPH:, 9ePBCHH HBHYCCTH MeTHA, ChpOex
00 AIOTO TANMO, MOAYBAHE Ha YCTATA, KIETIAYHTE U €3MKa, JKCTIHeA (3aTpyAHeHO IHIIAHE), XPHIIOBE
(mapyimeHo BAMLIBAHE H/ATH H3AWLIBAHE MOPANH CIa3MH Ha UXATETHHTE IThTHINA), CTAMAHE B TPL/IHHS KOLI,
HHCKO KPBBHO HAJISTAHE, CMajaHe HAa KPBBHOTO Haymrane, o0IIO HepasmoloxeHye, 3amaiiBane. Tesn
CHMITTOMH MOXKE J1a C2 paHuuTe Genesn Ha aHadMTaKTHUHHS [IOK. AKO HACTBIM anlepryud UK aHagHIaKTHIHA
peakuMa cnpere HelabapHO MEkeKTHpaHeTo/mHdvanaTra W _Wndopmupaiite Bammia nekap. Hskom ot
CHMITTOMHTE C€ HYKAAAT OT He3abaBHO CIICIUHO JieueHHe.

Ipu neua, kOMTO Npead ToBa He ca GHNM NEKYBaHH ¢ NeKapcTsa, chAbpxalld bakTop VI, moke aa ce
o0pasysar HHXHOHTOPHH aHTHTeNa (BUXkTe TOUKa 2} MHOTO 4ecTo {nopeye oT | ua 10 DALMEHTH), HO NpH
NalKeHTHTe, KOHTO ¢a [IoAy4asany npeAnio nevenne ¢ gakrop VI (noeeye ot 150 oHM NEeMeHHE), PUCKBT
€ HeuecT (mo-Manko oT 1 Ha 100 maupeHTn). Akc TORa ¢¢ cnyuu, Bawmure nexapcTea #uny Te3n Ha Bamero
JeTe MoXe Ia CTpar aa aeficTeaT kakTo TpAOBa 1 Bue wnm Bawero aere MoxKe na nomy9uTe MPONbIIKUTENHO
KbpBeHe. AKC TOBa CE CIIyuH, TpaOBa He3abaBHo 13 ce cBbpkere ¢ Batlbg nexap.




HeyTPaNM3Mpally aHTUTena (HHXHOHTOPH), TOBA MOXe Jia C& NMPOSBH B HEAOCTATHYEH KIMHHYEH OTTOBOP
(KbpBEHETO HE Ce KOKTPONHPA ¢ TIOAXOAALIATA /1033) KbM MPHIOKEHOTO JIEYEHNE HITH alepriiHa peaknvs. B
TE3H CIy4ay ¢e IIPenoppyBa Ja ¢ YCTAHOBH KOHTAKT Che CMEMHANTNIMPaH LIEHTEP 3a ICUSHHE Ha xemOopmus.

Cnen NPATOHKCHHE HA I'OJIEMH JJO3H OT NPOOYKTa, MOXKE Ja PA3BHETE XCMOJIH3A, aKO HMATE KPbBHA rpyma A,
B i AB.

Hexenann JexapcTBeHH PEAKIHM, CHOOIABANN Npu YNoTpedara na Hmyneiir

Mrozo wecmu (moxce 0a 3acezuam nogede om I na 10 dywu)
o [lorickane Ha (axrop VIII (npu gena, HenekypaHH Npeay ¢ ISKApCeTBa, ChIbpaaIly dakrop VIII).

Heueemu (moorce da 3aceznam oo 1 na 100 dywn)
s  CBpBXYYBCTBHTETHOCT
¢ Tlorhckane Ha daxrop VI (mpH naumeHTH, KOHTO ca NOTy4YaeanH Opeau neueHne ¢ gaxrop VII
(noeeue ot 150 1HH OT JeUeHHETO)).

C neuzsecmuit wecmoma (om RAIHYHIME DGHRYU He MOYce Oa Gvde HAnpasena oueHKa)
s Koarynonarus (HecnocoGHOCT 3a OpMHpaHe Ha CHCHPELH)

BeanokoiicTBo

[Mapecresns (yceiane 3a W3TPEIBAHE HITH ,,HCIHMKH )

3amaliBane

I"'napobonne

KoHIOHKTHBHT {3a4epBeHo oKo)

Taxukapang (yckopeH myic)

CrpuelueHe (ycelane ce CopoeyHus Imyc)

XUnoroHua (HHCKO KPLBHO HaNSraHe)

3aueppsBane

breanoct (baena xowxa)

JHcnHen (HEOOCTHE HA BBIAYX)

Kaninuua

IosphitiaHe

T'ancHe

YprHKapHs (KOOpUBEH OOPHR 110 HATOTO THIO)

O6puB

[Mpyputyc (ycemane 3a ceppoex)

EpureMa (3auepeaBabe HA KOKATa)

Xunepxuaposa (MpekoMEpHO ITOTeHE)

Heeponepmatit (chpOama UITH pa3ipa3HeHa KOka)

Muanras (MyckynHa Gonka)

Bonka B rpenHMs Kom

JnckoMGOpT B rpLAHNS KO

Ortok (3anbpKaHe HA TEYHOCTH)

IMupexcus {(Tpecka)

Brpucane

Peax1iua B MACTOTO Ha MIBKEKTUPAHE — U3TapsHe HAH NapeHe

Bonxka

CpodmasaHe Ha HEXKENAHH PEAKLIHH
Axo MNOJYYHTE HAKAKBH HEXCIIAHH JICKAPCTBCHY PCAaKIIHH, YBEIOMETES Bammus JIeKap. Tosa BKNOUBA BCHYKH
BBIMOKHY HEOITHCAHH B TA3W JIMCTOBKA HEMENAHW peakuyv. MoxeTe cpiio Ja cbo0muTe Hemenann

peakuHH JHPEeKTHO Ha:

HanbanuTenHa areHoyEs mo JIEKapCcTeaTa




yi. , Jlaman Tpyes” Ne §
1303 Codua
Ten,: +35 928903417

yebcaiiT: www.bda.bg

Karo crofinarare HexenaHy peakLHH, MOXKETE 12 JaneTe CBOA NPHHOC 33 T0/yH3aRAHE HA II0BEUE
HH$OpMALNA OTHOCHO §e3011aCHOCTTA Ha TOBA JIEKAPCTEO.

5. Kaxk na coxpanasate Hmyneiit

CexpaHaBaiiTe Ha MACTO, HEAOCTHITHO 32 Jera.

Jla ce chxpanssa B xnanunuik (2°C-8°C). Jla He ce 3amMpasnBa.

Ja ce ceXpaHgRa B OPHrHHATHATA OTAKOBKA, 32 Ja C€ Npeana3y OT CBETNHHA,

HmydeliT He TpabBa Ja ce H3NON3BA CJIE] JATaTa Ha M3THYaHE HA CPOKA HA [OAHOCT, OTOENA3aH BBLPXY
OTIaKOBKaTA.

He usnon3BaliTe ToBa NekapcTBO CIed Cpoka Ha FOOHOCT oTOeNA3aH BbpXy onakoBkara. CpokbT HAa TOAHOCT
OTTOBAPA Ha TIOCIIEAHHSA JIeH 0T MOCOYEHHS Mecell,

B nocovueHHs cpok Ha ropHoct MMyHeiiT Moxke -a ce chxpaHABa Ha cTafiHa Temneparypa (mog 25°C) 3a
nepuon oT 6 Meceua. Bpemero 3a chbxpaHeHHe NPH CTaliHa TeMnepaTypa Tpa6Ba Ja ce orOenssBa BBPXY
€THKeTa Ha MOCOYEHOTO 3a ToBa MAcTO. HMMyHeHT He TpabBa 2@ e BPBIIA B X/TIAUIHHKA CIEN KATo €
ChXpaHABaH HA cTaiiHa remnepatypa. Tpadea na ce u3non3ea He3a0aRHO HIH Aa C& MIXEBPIIH.

He n3nmon3eaiiTe TOBA NeKapCTBO, ako 3a0eNexuTe, Y€ pa3TBOPEHUAT IPOAYKT € MBTCH HJiH HME YTaHKH.

He m3xBBpasTe NekapeTsaTa B KaHaIM3aURATa WM B KOHTelHepa 33 AOMAIHU 0TNa blM. flonuTaiiTe Bamua
dapMAlERT KaK Na M3XBPIATE JNEKAPCTBATA, KOHTO BEUC He M3nonspaTe. Tesy Mepku LIe CIOMOTHAT 3a
ONa3BaHE Ha OKOJIHATA cpeja.

6. CeabpkaHHEe HA OMAKROBKATA H 10NLIHHTEIHA HHGopMalUd
Kaicpo ¢coabpika HmyHeiT

Hpax 3a unscexyuonen pasmeop.

¢ AXTHBHOTO BENICCTBO € HOBeLIKH KoarynauuoneH daxrop VII 1 goeemikn ¢aktop Ha von Willebrand.
Beex# ¢nakon cuaspxa 500 [U wosewkn koarynanuoner daxrop VII u 375 TU nonyuyeH oT qoBelnKa
nnasma axkrop Ha von Willebrand.
Crmen pasTBapsiHe ¢ PA3TBOPHTENS OT ONAKOBKATA, MPOIYKTHT ChAbpka npubmusurenso 100 IU/ml
daxrop VIII 1 75 IU/m! nonyuer ot yosellka mnasma daxtop Ha von Willebrand.

s [lomomHuTe BElNECTBA ca: HOBEILKH anGyMUH, TVIHLMHE, HATPUEB XJI0DU/L, HATPHEB LMTPAT, NH3HHOR
HUAPOXTIOPUA, M KaIUMER XJIOpHA.

Pasmeopumen:
¢ Bona 3a HHXeKIHH

Kak n3rnexaa UMyHedT u ¢ ppiKaHHE HA ONAKOBKATA
Ipax 1 pa3TROPHTEN 33 HHXEKLIHOHEH PasTBOp.

Ban go 6nefo XBAT Ipax WK POHIHBO BEHIECTEO.




IpaxbT M pasTBOPUTENAT 33 HHIKEKLMOHEH DasTBOP C€ NPESANAraT B CTbKIGHH (MIAKOHM € KayYyKOBH
sanymanku, Ph.Eur. (¢nakorure ¢ anodunuzupanns npax ca ot 1I-pH XUAPONHTHYEH KAac CTHKIQ, a TE3H €
Pa3TBOPUTENA OT [-BH XHIPOTHTHYCH KIac).

Bcsxa onakoBka CpIBp¥kA:

1 dumakon Hmynettr 500 IU FVII/375 IU VWF npax 3a HHXSKUHOHEH PasTBOp
1 712KOH ¢ BOAA 3a HHKeKLKK (5 ml)

1 Habop 3a TpaHcep/punTpHpane

1 cnpMHLOBKA 3a eanokpatHa ynoTpeba (S5 ml)

1 wrna 3a eEHOKpaTHa ynoTpeba

1 cHCTEMA ¢ KPHILA 32 eOHOKpaTHA yroTpeta

TINonemuHa Ha onakoskata: 1 x 500 IU FVIII/375 VWF
IMpHTexaTeN HA PAIPEIICHHETO 34 YIOTPeda H NPOH3BOIHTEN
[IpuTexaTen Ha paspelI¢HHETO 33 YNoTpe6a

Baxalta Innovations GmbH
Industriestrasse 67

A-1221 Vienna

ABCTpus

I poH3BOAHTEN(H)

Takeda Mamufacturing Austria AG
Industriestrasse 67

1221 Vienna

ABCTpHs

3a JOMENHHTENHA HEGOPMALIHS OTHOCHO TOBA JIEKAPCTBO, MO, CBBPKETE CE ¢ NOKAIHNA [IpeACcTABHTEN Ha
MpUTEXATERS Ha PasperlienteTo 3a ynotpeba:

Takena bunrapus EOO/]
Ten.: +359 2958 27 36

To3A JeKapcTBeH NPOAYKT € 0A00peH B crpaHuTe-sIeHkH Ha EAII noa eaeqHHTe THProBCKH HMeHa:

Immunate: Asctpns, benrapus, Knirsp, Ectonns, @unnanaus, lepmanns, opius, JlaTeus,
Jlurea, Manra, ITomua, IMoptyranus, Pymbuua, Cirobakua, Cnopenns, Lpewps

Immunate Stim Plus: Yemka Peny6iuka
Immunate S/D: Varapus
Talate: Hranua

Jdata Ha noceH0 npepalraexaane Ha aucroskara: 09.2021

Jpyra H3TOUYHHIH Ha undopmanng
TIMocouenarta no-aony HAGOpMaUKA e [pejHA3HaYeHa CaMo 33 MEIHLUMHCKH CNeLHAIHCTH:

Hozuposxa npu Xemopunua 4




I[03HPOBKEI.T& H NPOABJKHTCITHOCTTA HAa 3AMCCTHUTCIIHATA TCpamHA 3aBHCAT OT CTEIIEHTAa Ha ,JIC(I)HI.IP[T Ha
daxrop VIII, nokanu3auuaTa v CTENEHTA HA KPBBOMIMHBA H KTHHAYHOTO CHCTOAHUE HA NHALMEHTA.

Bpoar Ha npunaranuTe equHHIH Ha daxtop VIII ce u3pazdaea B Mexayraponnu enununm (IU), koeto e
CEBP3aHO ¢ HACTOAMMA CTaHAApT Ha C30 3a mpoAykTH, Chbpiay gaxrop VIIL

AKTHBHOCTTAa Ha 4OBCLIKH koaryygauuoHeH qaxrop VIII B mmasmara ce u3passsa WM KaTo NPOLEHT (IO
OTHOLIEHHE HAa HOpManHaTa dYOBEIIKa MAa3Ma) HIM B MEXAYHAPOAHH ©JMHHUM {fI0 OTHOLICHHME Ha
MEKAYHApOIHHA cTARAAPT 32 Ha (axTop VIII B manama).

Eana mexaynapoana exmnuua {IU) aktussocT Ha dakrop VIII e ekBHEBaTeHTHA HAa KOIHYECTBOTO Ha (hakTop
VIII B ¢apH ml HOpMAJIHA YOBELIKA TU1a3mMa.

HMzuucnspanero Ha Heo0XoauMara Jo3a Ha axrop VIII ce ocHOBapa Ha €MIIMPHYHOTQ OTKpUTHE, ue 1
mesknyHaponua enunvna (1U) haxrop VIII Ha kg TenecHo Terio noBHIIABA aKTHBHOCTTA Ha dakrop VIII B
nna3mMara npunu3eTenHo ¢ 2% OT HOPMATHATA aKTHBHOCT.

HeobxonumaTa 1032 ce onpeens KaTo ce H3MON3Ba cleqHaTa GopMyna:

Heo0xonAMHA eAHHHLH = TeaecHo Terao (kg) x xexano noeumasane na daxrop VIII (%) x 0,5

Konnyecrsoro, xoero TpadBa Oa ce NPHIOKHM U YeCcTOTATa Ha NpHIIOkeHHWe TpAGBa BuHary Aa Gbaatr
¢bobpaseHt ¢ KITHHNYHATA e(DEeKTHBHOCT BBE BCEKH OTAENEH cnyyaif,

Kpveouznusu u xupypeusecku onepayuy

B cnyudait Ha cnensuTe XemoparHdHM chOMTHS, akTMRHOCTTa Ha daktop VI He Tpabea ma cnaza moxn
oTIpeAeeHH Na3MeHHd HBa (B % or Hopmara wmn 1U/dl) 3a choTBETHHA TICPHOA,

CnenHara Tabnuuara Moxe na 6be H3NON3BaHA KATO NPENOPhUKTENHA 33 ONpeNeNdHe Ha A03HpPOBKATA IIPH
KPBBOH3NMBH W XHPYPIrHMECKH ONEPALHM;
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Bua Ha KPBBOH3EMBA / HeobxoaumMo HHBO YecToTa Ha NPHI0KeHHe (JacoBe) /
THN XMpYPrAYecKa onepamHs Ha pakrop VIII [MpoxbKHTENHOCT HA NeYeHHETO (THH)
(% o1 HopmaTa)
(1U/d)

Kpbeonsnue [TosTopeHne Ha BeekH 12 10 24 yaca, MURHMYM
[No-06mupHa xemapTposa, 3a 1 JIen, /10 OBNANABAHE HA XEMOPArHuHHs
KPBBOH3IIME B MYCKYJI HITH 20-40 €MH30,1, KAaTO ce CH/H 10 BOJKATa HIIM MOCTHTaHe
KPBBOH3J/IHB B yCTHATA KyXHHA H& 3a3/1paBABAHE.

MNosTopenne Ha nHgy3HHTE Ha Beekd 12-24 vaca

B IPOABEXEHNHE HA 3-4 HIIH N0BEYE 40 H3UCIBaHE
IMo-ofmnpHa XemapTposa, 30-60 Ha DoNkaTa  OCTPOTO BICIIABAHE Ha
KPHBOH3IIHB B MYCKY/I HJIH XeMaTOM 3APABOCIOBHOTO CHCTOSHEE.

TloeropenHe Ha HEQYY3IHATA HA BCEKH 8 no 24
HuBoTO3acTpAIIABAIIHN yaca /10 OTMHHABAHE HA OACHOCTTA.
KPLBOH3IIIHBH 60 - 100
XHpyprauna ANTepReHIHA Ha ncexu 24 yaca MUHHMYM 1 iieH, KO MocTHraHe
Manxa Ha 3a3ApaBABaHE.
B ToBa YHCTO eKCTPAKIMA Ha 350 30- 60

[Moeropenne na wndyIuaTa Ha seexu 8-24 vaca

JI0 33I0BONTHTEINHO 3a3APABABAHE HA Panara, ciel

KOETO C€ JICEHHETO C€ IPOABDKABA olle 7 IHH 33
Doaama 80-100 Jia ¢& TIOATBpkKA akTHBHOCTTa Ha daxrop VIII ot

(npe-u 30% a0 60% (TU/dI).
NOCTONEPATHBHO )}

Ilpu onpenenenu oOCTOATENCTBA (HAmp. HAIMYME HA MHXUOUTOP ¢ HHUCBK THTBP) MOKE 13 Ca HANOKH
TIPUNATaHETO HA MO-BHCOKH OT M3UHCIEHHTe 110 (OpMYJIaTa JO3H.

Hwrzocpouna npodurarmuxa

3a npodunakTHYRe MOAABPKAILD JeYeHHe Cpellly KPbBOM3NHBH NPH MAlHMEHTH C TeXKa XeMohumus A,
obuuaiinute no3u ca 20 no 40 IU gaxtop VIII/kg TenecHo Terno Ha HHTeppany ot 2 1o 3 nui. B Hakou cimyyau,
CTEHATHO NMPH NO-MAAH NALMEHTH, MOXe Ja €2 HeOBXOAMMHE T10-KPATKH UHTEPBANH Ha [IPUIIOMEHHE HITH

MMO-BUCOKH JO3H.

Hosuposxa npu Gorecm na von Willebrand

3aMecTuTenHara Tepammst ¢ HMynelit 3a KOHTpOA HA KPbBOM3NHBY, TpaGpa ma O6bae chobpaseHa ¢
NpPEeNoOPLKHUTE 32 JieueHHe Ha XeModiug A.

Toit karo MMyHelT ChaBpKa OTHOCHTENHO BUCOKO KoamdyecTBO (akxtop VIII B cvotHommenne ¢ vWF,
JIEKYBALIWAT JICKap TpﬂGBa Aa UMa MIpeaBy, Y€ MpOABIDKHTCIIHATA TCPANHA MOKE 14 IPHYHHH TTIPEKOMEPHO
noeumarane Ha gaktop V1II:C, koero Moke Ja JoBede A0 MOBHLICH PACK OT TpomOo3a.

Heduampuuna nonynayus

HponykTsT TpsOBa na ce MPHIAra ¢ NOBHILEHO BHUMAHHE IIPH A€ I0A-0 TOIHIIHA Bb3pacT, IPH KOUTO HMa
OTpaHHYEHA EKCMO3MUHA KBM TIPOAYKTH Ha 4YOBEIIKM KoaryjiannoHeH duaxtop VIII, Teif xato HaAMa

JAOCTaTRPYHO KIMHUYHH A&HHU 3a Ta3H rpyna nalHeHTH.

Jlo3upaneTo npy xeMo(Ina A Npy Aeua | FOHOIIM HA Bb3pacT <18 roanHu ce OCHOBABA HA TENECHOTO
TErJo H NopaaH Toea, COHKHOBEHHO Ce NPHIAraT NperopbKHTe 3a IeYeHHe KaTo IPH Bb3PacTHH.

KPaTkH HHTEPBaNH Ha NPUIIOKEHHE HITH TTO-BHCOKH A03H.
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