MNPUJIOKEHHUE I

KPATKA XAPAKTEPUCTUKA HA ITIPOAYKTA



1. HUME HA JIEKAPCTBEHMUSA ITPOAYKT

PROCYSBI 25 mg TBEpaK CTOMAIIHO-YCTONYHMBH KaICyJIn
PROCYSBI 75 mg TBEpAK CTOMAIIHO-YCTOWYHMBH KaICyJIN

2. KAYECTBEH U KOJIMYECTBEH CbCTAB

PROCYSBI 25 mg TBbp1a CTOMAIIIHO-YCTOWYMBA KalICyJia

Bcesika TBBpIa CTOMANTHO-YCTOWYHBA KalCyJia ChIbpxka 25 mg mucreaMuH (cysteamine) (o
(dhopMara Ha MEpPKalTaMUHOB OUTapTapar).

PROCYSBI 75 mg TBbpa CTOMAIIHO-YCTOHYMBA KamcyJia

Bcsika TBEpAa cTOManIHO-yCTORYIMBA KaICyina Chabppxka 75 mg mucteaMuH (cysteamine) (mox
(dhopmara Ha MepKanTaMUHOB OuTapTapar).

3a IBJIHUA CIIMCHK Ha IMTOMOILHUTE BEIECTBA BHKTE TOYKa 6.1.

3. JIEKAPCTBEHA ®OPMA
TBBpIa CTOMAIIHO-YCTOMYMBA KamcCya

PROCYSBI 25 mg cToMaIIHo-yCTONYMBa TBEP/IA KalICcyJia

Ceetnocunu TBBEpAM Karcynu pazmep 3 (15,9 x 5,8 mm) ¢ oTneuaTtas ¢ 0510 MACTHIIO HAJITUC
,»25 Mg U CBETIIOCHHBO Karmayue ¢ OTIeYaTaHo ¢ 0510 MacTuio joro ,,PRO%.

PROCYSBI 75 mg cToMallIHoO-yCTOMYNBA TBLPAa KamcyJia

Ceetiiocunu TBBpaU Karcynu pasmep 0 (21,7 x 7,6 mm) ¢ oTriegaTaH ¢ 05710 MaCTHIIO HAITHC
»75 Mg ¥ TBMHOCUHBO Karaye ¢ OTIe4aTaHo ¢ 05510 macTtmiio joro ,,PRO%

4. KIMHNYHU JAHHU
4.1 TepaneBTHYHHU MOKA3ZAHUS

PROCYSBI e mokasan 3a ieueHue Ha JoKa3aHa HeponaTuyHa HUCTHHO3A. L{icTeaMmyy HamansiBa
HaTPYIBAHETO Ha LIUCTUH B HAKOM KJIETKU (HAIp. JICBKOLUTH, MYCKYJIHU ¥ Y€PHOAPOOHHU KJIETKU) NIPU
NAalMEHTH ¢ He()pOomaTUiHa LIMCTUHO3a, @ KOTaTo JICYEHUETO € 3aIl0YHATO PaHo, 3a0aBsi pa3BUTHETO Ha
OBpOpevHa HeOCTATHYHOCT.

4.2 Jlo3upoBKa U HAYMH HA NMPUJIOKEHHE

Jleuennero ¢ PROCY SBI Tps6Ba na ce 3amouBa 1o HaOJIIOIEHUETO Ha JIeKap C OIUT B JICYEHUETO Ha
LUCTHHO3A.

3a ;1a ce MoCTUrHe MaKCHMAaJTHA 1101133, JICYSHUETO C ICTeaMUH TPSIOBa /1a 3a1I0YHE BeHara Cie]]
MIOTBBPK/IaBaHe Ha JUarHo3ara (T.e. IOBUIIICHH JICBKOIIMTHN HYBA HA IIUCTHH).

,Qompoma

KoHrneHTpanusaTa Ha IUCTHUH B JICBKOIUTUTE MOXKE, HAIIPUMEP, J1a ObJc U3MEPEHA C peulla pa3indyHu
METOIY KaTO aHaJIu3 Ha KOHKPETHH MTOIBH/IOBE JIEBKOIUTH (HAIIPUMEp aHAJTN3 33 TPAHYJIOLUTH) WIH
aHaJIN3 HA CMECEHU JICBKOIIUTH, KATO TAPTETHUTE CTOMHOCTH MPU BCEKU aHATU3 Ca PA3IUYHU.



MenuuuHCKUTE CIIeIUANNCTH TPSOBa 1a HAIPaBsT CIIPaBKa ChC CHEIU(PUIHUTE 32 aHATIHN32A
TepaneBTUYHHU 1IEJIH, IPEAOCTaBEHH OT OTACIHUTE Ja0opaTopuu, KbAETO CE IIPABU U3CIIEIBAHETO,
KOraTo ce B3eMarT pelleHnsa OTHOCHO Anartosara u fosupaneto Ha PROCY SBI npu nanmenTu ¢
ucTHHO3a. Hanpumep, TepaneBTHyHaTa e € 1a ce MOAbpXKa HUBO HA IIUCTHH B

JeBKkorUTHTE < 1 nmol XeMHIIUCTHH/ME MPOTEHH (IIPH U3MEPBAHE C U3I10J3BaHE Ha aHAJIKM3a Ha
CMeceHH JieBKoLuTH), 30 MUHYTH ciel npuemMa. [Ipu nanueHTy, NpuaIbpKaliy ce KbM IIOCTOSIHHA 1032
PROCYSBI, 1 xouto He pa3nonarar ¢ JIECeH IOCTBII A0 MOAXO’IIa JabopaTopus 3a H3MepBaHe Ha
JIEBKOIIUTHNUTE HYBA Ha IMCTHH, IIEJITA Ha JICYUEHUETO € IIa3MeHaTa KOHIICHTpaIys Ha [INCTeaMUH Jia
ce noaabpka > 0,1 mg/l, 30 MuHyTH Cien npueMa.

Onpepensiae Ha BpemeTo Ha u3mepBane: PROCY SBI tpsiOBa na ce npuiiara Ha Bceku 12 vaca.
OmnpenensiHeTO Ha HUBAaTa HAa LUCTUH B JICBKOLIUTUTE /UM LIMCTEaMHUH B I1a3MaTa TpsiOBa aa ce
u3BbpIIK 12,5 yaca cie npuemMa Ha BedepHarTa J03a MPeaUIlIHus AeH, cliefoBaTtenHo 30 MUHYTH cief
MIpUJIaraHe Ha cle/Ballara CyTpelHa 103a.

IIpemunasane Ha nayuenmu om yucmeamMuHos8 bumapmapam mebpou Kancyiu ¢ He3abasHo
ocsobovicoasarne na PROCYSBI

[TanuenTH ¢ MUCTUHO3A, MPUEMAIIU [IUCTEAMIHOB OHTapTapar ¢ He3a0aBHO OCBOOOXKIaBaHE, MOTAT Jia
nmpemMuHaT Ha o01mra qaeBHa go3a PROCY SBI, paBHa Ha npeaumniHaTa UM o011a JHEBHA 1032
IIMCTEaMUHOB OuTapTapar ¢ He3abaBHO ocBoOOXKMaBaHe. OOIIaTa THEBHA J03a TPSIOBA 1A Ce pa3aein
Ha JIBa ITpHEMa U Jla Ce Mpuiiara Ha Bceku 12 yaca. MakcumaliHaTa MpenopbYUTeHa /1032 [IUCTEAMIH
e 1,95 g/m?*/nen. He ce npenoppusa ynorpedara Ha 1034 Haj 1,95 g/m?*/nen (Bk. Touka 4.4).
ITanmenTHTE, KOUTO MPEMHUHABAT OT IUCTEAMUHOB OMTapTapaT ¢ He3abaBHO OCBOOOK TaBaHE HA
PROCYSBI, Tpsi6Ba 1a n3MepBar JICBKOIIMTHUTE HUBA HA IIUCTHHA HA 2 CEIIMUIT U CJIe]] TOBA Ha
BCEKH 3 Mecela 3a OIleHKa Ha ONITUMAJTHATA /1034, KAKTO € OMKCAHO MO-TOpE.

Hosoduaenocmuyupanu ev3pacmuu nayuenmu

JledeHneTo Ha HOBOIMArHOCTUIIMPAHK Bh3PACTHU MAIIMEHTH TPsOBa J1a 3armoyHe oT 1/6 mo 1/4 ot
tapretHara noanbpsxkama g103a PROCYSBI. Taprernara nogabspikama go3a e 1,3 g/mz/;[eH, pa3zneneHa
Ha JBE OTICITHY 103U, IpreManu Ha 12 gaca (Bxk. Tabnuma 1 mo-moy). Jlozara TpssdBa na ce
MOBHIIIABA, aKO UMa JIOCTaThUHA ITOHOCUMOCT ¥ HUBOTO Ha IUCTHH B JICBKOIIUTUTE OCTaBa > 1 nmol
XEMHIIMCTUH/ME MPOTEHH (TIPY U3MEPBaHE C U3IOJI3BaHE Ha aHAIM3a Ha CMECCHU JICBKOIIUTH).
MaxkcumManHaTa npenopbuuTeHa 103a nucTeaMuH e 1,95 g/m?/nen. He ce npenopsusa ynorpe6ara Ha
no3u Hax 1,95 g/m%/nen (Bxk. Touka 4.4).

Tapreraure croitHocTH, nanenu B KXI1, ca monyuyeHu ¢ U3MoJ3BaHe Ha aHAIHM3a HA CMECCHU
neBkoruTH. TpsOBa a ce oTOenexu, e TeparneBTUYHAUTE IIeNT TPY U3YepIIBaHe Ha IUCTHHA ca
crienM()MYHY 32 aHATU3a U Pa3IMYHUTE aHAIM3H UMAT CIICU(QUYHH TeparieBTUYHY 1enu. Eto 3aro,
MEUIIMHCKUTE CIICIIUAINCTH TPSOBA Jla HAMPaBST CIIPaBKa ChC CHCIU(PUIHUTE 32 aHAIH3a
TEPAIeBTUYHH LIEJTH, IPEJOCTABEHHU OT OT/ACTHHUTE JJa00paTOPHH, KbAECTO CE IIPABU U3CIICIBAHETO.

Hosoouacnocmuyupanu neduampuyny nayueHmu
Taprernara mogabpskamma 103a ot 1,3 g/m?%/1eH MoXke 1a ce U3UMCIH IPUOIU3UTENHO O ClIeJHATa
TabnuIa, KOATO B3eMa MPEABHU I IUIOIITA Ha TeJIECHATa TOBBPXHOCT U TEIECHOTO TEIJIO.

Tabnuya 1: Ilpenopvuumenna 003a

Teru1o B KIIOTpaMH IIpenopbunTeHa 1032 B Mg
Ha 12 yaca*
0-5 200
5-10 300
11-15 400
16 - 20 500
21-25 600




Ters1o B KHIOTPaMH IIpenopbunTeHa 1032 B Mg
Ha 12 yaca*
26 -30 700
31-40 800
41 -50 900
>50 1000

*Moske J1a € HeoO0X01MMa IT0-BHCOKa 1034, 3a Jja C€ IOCTUTHE
TapreTHaTa KOHICHTPAIXs Ha UCTUH B JICBKOIIUTHUTE.
He ce npenopsusa ynorpe6ara Ha go3u Haj 1,95 g/m?/nen

IIponycuamu 0o3u

AKO ce mpoITycHe 7033, TS TpsiOBa Ja ce mprueMe, KOJIKOTO € Bb3MOXKHO TT0-CKOpPO. AKO OCTaBar 10
YETHPH Yaca Mpen CleBaIiara 103a, IporycHarara J103a TpsOBa Jia ce MPECKOYH, C BPBIIaHEe KbM
penoBHaTa cxema Ha mpuiarade. Jlo3ara He TpssOBa Ja ce yIBOsIBa.

CneuuaﬂHu nonyaayuu

Tayuenmu c 1oua nonocumocm

TMarueHTH ¢ mo-J011a MOHOCHMOCT MPOABLIDKABAT J1a TIOJTyuaBaT 3HAYMTEIIHA [T0J13a, aKO HUBATa Ha
IUCTHH B JICBKOIUTUTE ca Mo/ 2 nmol XeMHUIIMCTHH/ME MPOTeHH (TIPH U3MEPBAHE C U3MOI3BAHE HA
aHaJin3a Ha CMECCHH JICBKOIIMTH). 3a IIOCTUT'aHE Ha TOBA HUBO JI03aTa HA IIUCTEaMUH MOXe Jia ObJie
NoBHUIIEHA 10 MakcuMyM 1,95 g/m?*/nen. Jlo3ata ot 1,95 g/m?/nen nox ¢popmara Ha LUCTEAMUHOB
ouraprapat ¢ He3abaBHO OCBOOOXK/IaBAaHE € CBhP3aHa C MOBUIIICHA YECTOTA HA OTTEIJISTHE OT
JICUCHUETO TIOPaIM HETIOHOCHMOCT U MOBHINIEHA YECTOTA HA HEXKEJIaH! ChOUTHS. AKO ITUCTEaMUH
IBPBOHAYAIHO CE€ TIOHACS JIOIIO OPai CUMIITOMHU OT CTpaHa Ha croMantHo-upeBHust (CH) TpakT wim
NPEXOHU KOXKHH OOPUBH, JICUCHUETO TPsOBA BPEMEHHO J1a Ob/Ie CITPSHO, CJIC/ TOBA OTHOBO Ja ObJe
3aMoYHATO ¢ TO-HUCKA /1033, KOSITO MOCTEIICHHO J]a Ce YBEINYaBa JI0 MOIX0/s11ara 1032 (BXK.

Touka 4.4).

Hayuenmu na ouanusa unu cied mpanHcniaHmayus

OnuThT MOKa3Ba, Y€ HAKOU (POPMH Ha IIUCTEAMHUH ca C MO-JIOIIa TIOHOCHMOCT (T.€. BOJAT JI0 TIOBeUe
HE)XEJIaHU PEeaKIiy), ako MalMeHTUTe ca Ha Auanusa. [Ipu Te3n manueHTy ce mpenopbryBa
BHUMATEJIHO NPOCTeIsBaHe Ha JICBKOUUTHUTE HUBA HA LIUCTHHA.

Tayuenmu ¢ 6v6peyna HedOCMamvyHOCH
OOUWKHOBEHO HE Ce Hajara MpoMsIHa Ha J103aTa; JICBKOIUTHUTE HUBA Ha IIUCTHHA 00ade TpsOBa Ja
ObIaT MpociensIBaHu.

Hayuenmu c weprodpobHa HedocmamvyHOCm
OOUKHOBEHO HE ce Hajlara MpoMsiHa Ha 7103aTa; JICBKOLIUTHUTE HIBA Ha LIMCTHHA o0aue TpsOBa aa

OBbJaT POCICIABaAHU.

Hauun Ha OPHUITOKCHUC

TlepopanHo npuoxeHue.

To3u nexkapcTBeH NPOAYKT MOKE Jla CE Ipuiiara ype3 MOriTblIaHe Ha KalCyJIUTe LENH, KaKTO U Upe3
MOPBHCBaHE HA ChIABPKUMOTO Ha KAICyIHUTe (TPaHyJIH C eHTEPOCOIBEHTHA OOBUBKA) BHPXY XpaHa WIIN
JIOCTaBAHE TPe3 CTOMAIITHA COHJIA 32 XPaHEHE.

He cmaukBaiiTe 1 He JbBUETE KAICYJIUTE UK ChABPKAHUETO HA KaIlCYJIHUTE.

Ipunoocenue ¢ xpana

IlucTeamMuHOB OUTapTapaT MOKE JIa Ce MpUIara ChC COK OT KHCENH II00BE WK BOJIA.
ucTeamuHOB OUTapTapart He TPSAOBA J1a Ce IMpreMa ¢ XpaHa, 0borata Ha Ma3HUHU WU POTEUHU, HITH
ChC 3aMpa3eHH XpaHH KaTo ciaxonen. IlarmenTuTe TpssOBa ga ce OMUTAT CHCTEMHO J1a H30srBaT
XpaHEHe ¥ MJICUHU MPOTYKTH B MPOBIDKCHHUE Ha Hall-Maiko 1 yac mpeau u 1 yac cien nmpuema Ha




PROCYSBI. Axo He € Bb3MOXKHO BB3IbPIKaHE OT MPHUEM Ha XpaHa Ipe3 TO3H IMEPHOI, JOITYCTUMO €
Jla ce KOHCyMHpa caMo Majko konmdecTBo (~ 100 g) xpaHa (3a npeAnoYnTane, BEIIICXUIPATH) IO
BpeMe Ha vaca npeau u cien npuioxenue Ha PROCYSBI. Baxno e npuemsT Ha PROCYSBI 1a ce
chOOpa3M ¢ TO3W HA XpaHaTa Mo MOCJIeJ0BATENICH U BB3IPOU3BOJIUM BbB BPEMETO HAYHH (BK.

TouKa 5.2).

[Ipu nemuaTpuyHY MAIMEHTH, IPH KOUTO CHIECTBYBA PUCK OT ACIHPAIIUs, HA Bh3PacT
HpI/I6HI/I3I/ITe.HHO 6 TOAVHU WUJIU I1O-MaJIKH, TBBPAUTE KAIlCyJIn Tpﬂ6Ba Ja €€ OTBOPAT U CbABPKUMOTO
Jla ce MMOPBCH BhPXY XpaHa MM TEYHOCT, KAKTO € OIHUCAHO B TOYKa 6.6.

3a yKa3aHHs OTHOCHO JIEKapCTBEHUS MPOAYKT MPEIH MPUIIOKEHNE BIKTE TOUKA 6.0.

4.3 IIporuBomokaszaHust

o CBpBbX4yBCTBUTETHOCT KbM aKTHBHOTO BEILIECTBO, KbM KOSITO U a Omito Gpopma Ha IUCTeaMUH
(MepKanTamMyH) WM KbM HIKOE OT IOMOIITHHUTE BEUIeCTBa, N30pOEHH B TouKa 6.1

. CBpBX4yBCTBUTEIHOCT KbM TTEHUIIMIAMUAH

. Kepmene

4.4 Chnenuananm npeaynpeskieHus U NpeAna3sHu MepKH NPU ynoTpeda

He ce npenopsuBa ynorpebara Ha 1031 Haj 1,95 g/m*/nen (Bk. Touka 4.2).

He e nokasaHno, uye nepopajaHuAT LUCTEAMHH IPeAna3Ba OT OTJIaraHe Ha [IMCTUHOBU KPHCTAJIU B OUUTE.
3aToBa, KOraTo 3a Ta3M LeJl ce M3I0I3BA IIUCTEaMHHOB O(TAIMOJIOTHYEH Pa3TBOp, ynoTpebaTa My
TpsiOBa J1a MPOIBIIKY.

AKO ce IuarHocTUIMpa Wi IJIaHUpa OPEMEHHOCT, JIEYEHUETO TpsiOBa J1a c€ MPEOCMUCIN BHUMATEIHO
U MaUEeHTHT TPsAOBa Aa ObJe HHPOPMUPAH 32 Bb3MOXKHHSI TEPATOI€HEH PUCK MPU [UCTeaMuH (BK.

Touka 4.6).

NuTaktan kancynmu PROCY SBI He TpsiOBa a ce naBaT Ha Jie1ia Ha Bh3PACT MO MPUOIU3UTEITHO
6 TOAVMHY MOpau PUCK OT acnupanus (Bx. Touka 4.2).

JlepMaTOIOrHYHHU

Nma cpo01ieHus 3a cCepruo3HA KOKHH JIE3UH TIPH MMAIlUeHTH, JIEKYBaHU C BUCOKH 103U IIHCTEAMUHOB
outapTapaT ¢ He3a0aBHO OCBOOOK/IaBaHe MIIM APYTH COJIM Ha IHCTEAMIH, KOUTO Ca C€ TOBJIHSUIN OT
HaMaJIsIBaHEe Ha Jlo3aTa Ha IucTeaMud. HeoOXoqumo e iekapurte Aa MpoBeXIaT pyTHHHO HAOIIOICHUE
Ha KOKaTa M KOCTUTE Ha MalMEHTHUTE, TOTy4YaBally IIMCTCaMUH.

AKO ce TIOSIBAT KOKHU MJTM KOCTHU aHOMaJIMH, J103aTa Ha [UCTeaMrH Tps0Ba 1a ce HaMalll WU CIIpe.
JleueHneTo MOXe Aa ce MOJHOBHU C MO-HUCKA 1032 MPH CTPUKTHO HAOIIOJEHNE U CJIE]] TOBA CE
TUTpUpa 0AaBHO 10 CHOTBETHATA TepalleBTHYHA /1032 (BK. TouKa 4.2). AKO ce pa3BHe TEXbK KOXKEH
00puB KaTo OyJ03Ha epuTeMa MyITH(OpPME WM TOKCHYHA eMUAePMalIHA HEKPOJIN3a, IICTEAMUH He
TpsiOBa J1a ce Ipuiiara HOBTOPHO (BXK. Touka 4.8).

CroMalHo-4YpeEBHA

CU s13Ba 1 KbpPBEHE € ChOOIIABAT MPU MAIMCHTH, JICKYBaHU C JIEKAPCTBEHATa (popMa Ha I[UCTCaMUHOB
OouTaprapat ¢ He3abaBHO 0CBOOOXAaBaHe. JIekapuTe TpsOBa ma oOpbhIIaT BHUMAaHHUE HA TIPU3HAII Ha
S3Ba U KbPBEHE U Jla HHPOPMHPAT MAIMEHTUTE /WM HACTOMHHIIUTE 32 TIPU3HAIN ¥ CUMIITOMHU Ha
cepro3Ha CY TOKCHYHOCT M KaKBHU CTBITKH JIa C€ TIPEANPUEMAT, aKO CE TOSBST.

CuMITOMH OT CTpaHa Ha CTOMAIIHO-YPEBHUSA TPAKT, BKIIFOUYUTCIIHO I'aZICHE, ITIOBPBIAHE, aHOPEKCUA U
a6,£[0MI/IHaJ'IHa OoJIKa ce CBBP3BAT C IUCTCAMUH.



CTpHKTYpH Ha Wieo-liekyMa u 1e0eaoto uepBo (pubposupaliia KOJOHONIATHS) ca OIIMCAHHU 3a IIbPBU
BT TPH MAIMEHTH C KUCTO3HA (GHUOpPo3a, Ha KOUTO ca JaJCHHU BICOKH JT03U MaHKPEACHH CH3UMH IO
(hopmaTa Ha TaOIETKU C EHTEPOCOIBEHTHO MOKPUTHE OT CHIIOIMMEP Ha METAKPHUIOBA KHCEIMHA U
erunakpwuiar (1:1), emno ot momorniaute Bemectsa B PROCY SBI. Kato npennasna mspka
HEOOHYaHN a0JOMUHAITHA CUMIITOMH WJIH IPOMEHU B a0JOMHHAIHUTE CUMIITOMH TpsiOBa Ja ObaaT
KJIMHUYHO OLICHCHH, 3a 1a Ce M3KJII0YH Bh3MOXKHOCTTA 3a (hHOpOo3Upaliia KOJIOHOMMATHS.

IlenTpanna HepsHa cucrema (ITHC)

Cumntomu ot ctpana Ha [THC karo repuoBe, etaprusi, COMHOJICHTHOCT, JCTIPECUS U CHIle(aTonaTus
Ce CBBP3BAT C MIUCTEAMUH. AKO € MPOSBAT CUMITOMH OT cTpana Ha [IHC, manueHTHT TpsiOBa 1a Obc
BHUMATEITHO OIIEHEH W TIPH HEOOXOIUMOCT Jia ce Kopurupa jno3ara. [lanuenture He TpsiOBa na
W3BBHPIIBAT NOTEHIIMAIHO OIACHU JICWHOCTH, IOKATO CTAHAT U3BECTHHU €(PEKTHUTE OT IIUCTEaMUH BBPXY
TICUXWYHATA ACHHOCT (BK. Touka 4.7).

JleBKOoneHHs 1 aOHOPMHA YEPHOAPOOHA PYHKIIMS

[{ucTeamuH NMOHSKOTA ce CBBHP3Ba ¢ 00paTHMa JICBKOTICHUS 1 aOHOPMHA YepHOIpOOHATA (DYHKITHS.
[Mopanu ToBa € HEOOXOAMMO MpOCIeIsIBaHe HAa KphbBHATA KApTHHA U YepHOAPOOHaTa QYHKITHSL.

Z[O6DOK8.‘-I€CTBCH3 HHTPpAKpaHHaJIHA XHUIICPTOHUSA

NwMa cpoO1eHus 3a ciryyau Ha J00pOKaYeCcTBEHA MHTPAKPAHUAITHA XUIIEPTOHUS (MM MO3bYCH
niceaotymop (PTC)) n/unu nanuneaem, CBbp3aHu C JICYSHUETO C IIUCTEaAMUHOB OUTapTapaT, KOUTO
OTIIYMSIBAT C I0OOABSHETO Ha JICUCHHE C TUYPETHIIN (TOCTMAPKETHHIOB OITUT C JIEKapcTBeHaTa Gopma
Ha IUCTEaMUHOB OMTapTapar ¢ He3abaBHO ocBOOOXKIaBaHe). Jlekapure TpsiOBa 1a MHCTPYKTHPAT
MAIUCHTUTE J1a ChOOIABAT BCEKH OT CIICHUTE CUMIITOMU: TJIaBOOOIIME, IITyM B YIIIUTE, 3aMaliBaHe,
raJicHe, TUIUIONUS, 3aMbIIICHO BUXK/IaHe, 3ary0a Ha 3peHue, 00Jka 3a]] OKOTO WIIM OO0JIKa MpU
JBHM)XKCHUC HA OUYUTE. 3a PaHHOTO I/IZICHTI/I(l)I/I]_H/IpaHe Ha TOBA CBCTOAHUC € HeO6X0}II/IMO IEPUOANIHO
MPOBEX/IaHE Ha OYCH MpErIie], a KOTaTo TOBA Ce€ CIIy4YH, TPSAOBa Ja ce MpepreMe CBOCBPEMEHHO
JIeYCHHeE, 32 JIa CE MPEIOTBpaTH 3aryda Ha 3pEHHUETO.

PROCYSBI cpabprka HaTpHid

To3u nekapcTBEH NPOAYKT ChIbprka Mo-Maako oT 1 mmol HaTpuii (23 mg) Ha 1033, T.e. MOXKE J1a Ce
Kaxke, 4e MPAKTHYECKH HE ChIIbPKa HATPHH.

4.5 Bs3amMmopeiicTBHe ¢ IPYIH JeKAPCTBEHH NPOAYKTH M APYTrH (JOPMH Ha B3auMojelicTBHe
He moe na ce u3knroun, 4ye MUCcTeaMuH € KITMHUYHO 3HauuM HHAYKTOp HAa CYP ensumure,
naxubuTop Ha P-gp 1 BCRP Ha uHTECTHHATHO HUBO M MHXHOUTOP HAa YEPHOAPOOHHUTE BITEHK

tparcnoprepu (OATP1B1, OATP1B3 u OCT1).

EaHOBpEeMEHHO NPUIIOKEHHUE ChC 3aMECTUTEIHA Tepanus ¢ SIICKTPOIUTH U MUHEPAIU

[ucteamuH MOe Jia ce Mpuiara ChC 3aMECTHTENTHA TEPaIHs C SICKTPOIUTH (C M3KITIOUCHHE Ha
OukapOOHAT) M MUHEpaIH, HEOOX0AMMa 3a JICUCHHE Ha CHHpoMa Ha Fanconi, kKakTo u ¢ BuTamuH D u
TUpouAHHA XOopMoHH. [IprnokenueTo Ha OukapOOHAT TpssOBa 1a ObJe Hali-MaJIKO €IMH Yac TPEAH WK
enuH vac cien npmwioxenneTo Ha PROCYSBI, 3a na ce nz0erae Bb3M0OXKHO TTO-pPaHHO OCBOOOXKIaBaHE
HA IUCTCaMUH.

[Ipu HIKOM MAIMEHTH Ca U3IIOI3BaHN €JHOBPEMEHHO MHIOMETAITMH U IUCTeaMuH. B cirydyan Ha
nanueHTH ¢ 0bOpPEYHH TPAHCILIAHTAIIMHY 3a€THO C MCTEAMUH ca W3IOJI3BaHM JIEKapCTBa CPEILy
OTXBBPJISIHETO.

EnnoBpemMeHHOTO npuiiaraHe Ha MHXUOUTOpPA Ha MpoToHHATa oMma omenpaszon u PROCYSBI in vivo
HE MOKa3Ba e)eKTH BbPXY EKCIO3UIHITA Ha ICTEaMUHOB OUTapTapart.



4.6 @epTUINTET, OPEMEHHOCT U KbpMeHe

Kenu ¢ geTepoJicH MOTCHIIAI

JKenunte ¢ gerepojieH moTeHIMAN TPOBa 1a ObJaT HHYOPMUPAHH 32 PHUCKA OT TEPATOreHHOCT H JIa
ObJaT NOCHBETBAHM Ja U3MOI3BAT MOXO IS METO/T 332 KOHTPAIICTIIUS 10 BpeMe Ha Kypca Ha JIeUeHHE.
OTpHIIATEIHUAT TECT 32 OPEMEHHOCT TPsiOBa Ja ObJIe TIOTBBP/ICH MPEAN 3all0UBaHe Ha JICUCHHUE.

bpemennoct

Hsima noctathuHO AaHHU OT yroTpebaTa Ha IUCTEaMHH IPH OpeMeHHH JkeHH. [IpoyduBaHusITa Ipu
JKUBOTHU TIOKa3BaT PENPOAYKTUBHA TOKCHYHOCT, BKIIFOUUTEITHO TepaToreHe3a (BxK. Touka 5.3).
[ToTeHIMaTHHUAT PUCK MIPU XOpa He € U3BeCTeH. EQEeKThT Ha HEeNeKyBaHaTa IIMCTUHO3a BEPXY
OpeMeHHOCTTA CBHINO He € m3BecTeH. [lopaan ToBa IUCTEaMHHOB OMTAapTapaT He TpsOBa Ja ce mpuiara
MO BpeMe Ha OpeMEeHHOCT, 0cOOEHO TIpe3 MbPBUSI TPUMECTHP, OCBEH aK0O HE € KAaTErOpUYHO
Heo0X0uMO (BXK. TOUKa 4.4).

AKO ce TUarHoCTUIIMPA WX TUTaHupa OpPEMEHHOCT, JISYUEHUETO TPSOBa J1a Ce MPEOCMHUCIIH
BHUMATEITHO.

Kspmene

Ekckpenusita Ha IicTeaMyH B YOBEIIKaTa KbpMa He € u3BecTHa. [lopanu pesynraTure ot
MIPOYYBAHUATA TIPH YKUBOTHH C KbPMEITH )KCHCKU M HOBOPOJCHH (BK. TOUKa 5.3) 06ade KbpMEHETO €
MPOTHUBOIIOKAa3aHo mpH keHu, npuemamu PROCYSBI (Bxk. Touka 4.3).

DepTUIuTerT

Edextn Bbpxy Qeprunurera ca HabIOAaBaHU NP MPOYYBaHUs BPXY KUBOTHHU (BXK. TOUKa 5.3).
AzoocniepMmusi ce cho0IIaBa IIPH NAUUEHTH OT MBXXKH I0JI ¢ IUCTUHO3A.

4.7 EdexkTH BbpPXY cOCOOHOCTTA 32 IO(UPaHe U PadoTa ¢ MAIIMHHU

[ucreamuH MOBNIKsBA B MAJIKa UK YMEpEHA CTereH crocoOHocTTa 32 modupaHe u padoTa ¢ MalIMHH.
lucTeamMmun MoXke J1a IPUYUHA COMHOJIEHTHOCT. [Ipu 3armo4Bane Ha IEYeHUETO MAIMEHTUTE HE TPSOBa
Jla y4acTBaT B MIOTSHIIMATHO OMACHH JIEHHOCTH, JOKATO HE CTAHAT U3BECTHH e(DEKTUTE Ha
JICKApCTBCHUSA NNPOAYKT BHPXY BCEKHU MHAWBU.

4.8 Hexenanu JeKapCcTBEHH PeaKIuH

O0600mmenre Ha npoduia Ha 6E€30MaCHOCT

ITo oTHOMmICHNE Ha JeKapcTBeHaTa popMa Ha IICTEAMHHOB OMTapTapaT ¢ He3a0aBHO OCBOOOK/IaBaHe,
npu IpuOau3uTeNnHO 35% OT MalMeHTUTE MOXeE Ja Ce 0YaKBa Jla ce IOsABAT HeXelaHu peakiuu. Te ca
CBBbP3aHH IVIABHO ChC CTOMAIIHO-YPEBHUSI TPAKT U LIEHTpajHaTa HepBHA cuctema. Koraro te3u
peakuuy ce MOSABAT MPH 3all0YBaHE Ha JICUCHUETO C [UCTEaMUH, BPEMEHHOTO CIIMPaHe ¥ MOBTOPHOTO
3aII04BaHE Ha JICYCHHUETO C MOCTETIEHHO MOBUIIABAIIIHN CE€ 103H HAa aKTHBHOTO BEIIECTBO MOXe /1a ObJie
e(eKTHBHO 3a MOJ00psBaHEe Ha MOHOCHMOCTTA.

[Ipy KTMHUYHY IPOYYBAHMS C YYACTHETO Ha 3ApaBU 10OPOBOJIIIM Hal-4eCTUTE HEXKEJIAHN PEaKIiy ca
MHOTO YECTH CTOMAITHO-upeBHH cuMnToMu (16%) 1 ce HabmogaBaT Haif-Beue KaTo eAMHUIHH
€NM30/I1, KOUTO ca OWITU JIEKH IO YMEPEHH 10 TexecT. [IpoduirbT Ha HexXelaHUTe peakiuy pu
3[IpaBU MHOUBHIM € OJ00EH Ha mpoduia Ha He)KEJTaHUTE PeaKLUUH MPH NalUeHTH ChC CTOMAIIHO-
YpeBHH HapyleHHs (Iuapusi 1 KOpeMHa 00JIKa).



TabauyeH CIMCHK HA HEXKEITaHUTE PECAKIIUN

YecroTara Ha HeXKEIIAHUTE PEAKIUY € ONIPE/ICIICHA, KaTO € U3I0JI3BaHa ClIe/IHaTa KOHBCHIIUS: MHOTO
yectn (>1/10); wectu (>1/100 no <1/10); vewectu (=1/1 000 mo <1/100); penku (>1/10 000 mo

<1/1 000); muoro peaxu (<1/10 000) u ¢ Heu3BECTHA YeCTOTA (OT HAIMYHKUTE JaHHU HE MOJXKE Ja Ob/ie
HaIlpaBeHa OIICHKA).

[Ipu Bcsiko rpynupaHe B 3aBUCUMOCT OT Y€CTOTaTa, HeKEIAHUTE PEAKIMK e H30POSBAT B HU3XOJISIIT
pell 0 OTHOIIICHHE Ha TAXHATA CEPUO3HOCT.

Tabnuya 2: Heocenanu peakyuu
Cucremo-opraseH KJjac 1no
MedDRA

Hapymenus Ha kpbBTa 1 TUM(pHATA
cUCTEMA

Hapymienus Ha uMynHara cucteMa | Heuecmu: AHaduiiakTHYHA pEaKIIUs
Hapymenus Ha metaboiu3ma u
XPaHEHETO

Tlcuxu4Hu HapyIIeHUS Heuecmu: HepBHOCT, XaltoIMHAIIUN
Hapyuienusa Ha HepBHaTa cucTeMa Yecmu: T'maBoOonue, eHmedanonarus
Heuecmu: COMHONEHTHOCT, T'bPUYOBE
CromamrHo-4peBHI HapYIICHUS Mmnoeo yecmu: 1loBpbllane, rajicHe, AMApUs

Yecmu: Kopemuu 601KH, HEIPUATEH IbX,
JTUCTICTICHS, TACTPOCHTEPUT
Heuecmu.: CtoMaiHo-4peBHa s13Ba

Yecmoma: HexeJIaHA PeaKIust

Hevecmu.: JleBkonieHUS

Mmnozo uecmu: AHOpeKcHUs

Hapymenns Ha xoxkaTa u Yecmu: Jloma Mmupusma oT KokaTa, 00puB
HOAKOKHATA ThKaH Heuecmu: TIpoMeHH B 11BeTa Ha KocaTa, KOXKHH
CTPHUH, KpeXKa Koxka (MOIyCKOUIEH ICEBAOTYMOD
Ha JAKTUTE)

Hapyienus Ha MyCKyJTHO- Heuecmu.: XumepekcTeH3us Ha CTaBH, OOJIKU B
CKeJIeTHATa CUCTEMA U Kpakara, genu valgum, OCTCONCHYsI, KOMIIPECHOHHA
CheIMHUTEHATAa ThKaH (bpakTypa, cKkonmosa

Hapymienns Ha 660peruTe u

Heyecmu: Hedposen cunapom
MUKOYHUTE MHTHINA

OOuwm HapyuieHus 1 epeKTH Ha Mmnozo uecmu: Jletaprus, TUpeKcHs
MSICTOTO Ha NPUIIOKECHUE Yecmu: AcTeHUS
W3cneaBanus Yecmu: OTKIOHEHUS B YEPHOIPOOHUTE

(YHKLIIMOHAJIHU TECTOBE

Onrcanve Ha N30paHN HEXKEIAHU PEaKITHH

Onum ¢ PROCYSBI 6 knunuutu npoyyears

B xnunnynaM npoyusanus, cpaBHsaBainu PROCYSBI ¢ nekapcteenaTa popma Ha HIUCTCAMHUHOB
OoutapTapat ¢ He3a0aBHO OCBOOOXK/IaBaHe, €[HA TPETA OT MAI[UCHTUTE MMOKa3BaT MHOTO yecTn CU
HapyuIeHus (rajicHe, ToBpbIaHe, 00IKu B Kopema). HabmogaBanu ca ChII0 YeCTH HApyIICHUS Ha
HEpBHATa cUcTeMa (TJ1aBO00IMe, COMHOJECHTHOCT M JICTAPrys) M YeCTH OOIIM HAPYIICHUs (aCTCHUS ).

Tocmmapkemuneos onum ¢ iekapcmeenama popma Ha yucmeamunos oumapmapam ¢ He3abasHo
0csobovicoasane

JlobpokadyecTBeHa HHTpaKpaHuaIHa XurepToHus (wiu Mo3bueH nceBnotrymop (PTC)) ¢ mammnenem;
KOXHH JIC3UH, MOJTYCKOUTHH TICEBAOTYMOPH, CTPUH 10 KOXKaTa, KpeXKa KOXKa; XUTICPEKCTEH3Us Ha
cTaBH, OOJIKH B KpakaTa, genu valgum, OCTEOTICHIS, KOMIIPECHOHHA (paKTypa U CKOJIN03a ca
CHOOIIEHN TIPH MTPIIIOKEHUE HA INCTEAMUHOB OMTapTapar ¢ He3abaBHO OCBOOOKIaBaHE (BK.

Touka 4.4).




CrpobmraBat ce Ba cirydas Ha Heppo3eH CHHAPOM 0 6 Mecera ciie/ 3all0YBaHe Ha JICUSHUETO C
MPOTPECUBHO BB3BPBIAHE CIIE]l CIIUPAHE HA JICYCHUETO. XUCTOJIOTHYHOTO M3CIIeIBaHE [TOKa3Ba
MeMOpaHO3eH IIIOMepyJIoHe(PUT Ha OBLOpEUYHATA AIOTPUCAIKA B SIUHUS CIIy9all M XUIICPCCH3UTUBCH
WHTEPCTHUIIHATICH He(DPUT B APYTHSL.

Cpo0mIaBat ce HAKOJKO cirydasi Ha cuHapoM Ha Ehlers-Danlos Ha rakTuTe 1pu gema, XpoHUIHO
JIEKYBaHU C BUCOKH JIO3H OT Pa3IMYHU MPOIYKTH, ChIIbPKAIIY ITUCTeaMUH (IUCTEAMHUH XJIOPXHUPAT
WIK IMCTAMKH, WK MCTEAMUHOB OUTapTapar), NPeAMMHO HaJ MaKCUMaIHaTa 1o3a ot 1,95 g/m*/nen.
B HsKoM cityuan KOKHUTE JIG3UH ca CBBbP3aHH C KOXKHH CTPHH U KOCTHH JIE3UH, HAOJIF01aBaHH
I'bPBOHAYAIHO MPH PEHTTEHONIOTUYHO n3cieaBane. CboOIIaBaHUTe KOCTHH HAPYIIEHHUs ca genu
valgum, O0JIKK B KpakaTa U CTaBU C XUIIEPEKCTEH3Us, OCTEONEHUsI, KOMIIPECHOHHA (hpaKTypa u
CKOJIN03a. B HAKOIKOTO ciy4asi, IPH KOWTO € U3BBPIIEH XMCTONATOIOTUYCH TPErJie]] Ha KoXKara,
pe3yATaTuTe npeanoaaraT aHrnoeHA0TeIMoMaTo3a. EMUH nanyeHT e mounHai cie ToBa OT 0cTpa
nepedpanHa HCXeMHUS ¢ U3pa3eHa BacKynonartus. [Ipu HIKOW NallMeHTH KOKHUTE JIE3UH BEPXY
JAKTUTE PeTPecupar ciea MOHmKEeHNe Ha T03aTa Ha [IUCTEaMUH ¢ He3abaBHO 0CBOOOXKIaBaHe (BK.
Touka 4.4).

Cpo0111aBaHe Ha MOA03UPAHN HEXETAHHN PEAKITHH

Cro0mIaBaHeTo Ha MOIO3UPAHU HEXKEIIAHN PEaKIIUU CIIE]] pa3peliaBaHe 3a yrnorpeda Ha JeKapCTBEHUS
MPOAYKT € BakKHO. ToBa MMO3BOJIsBA Ja PO IBIKH HAOIIOICHUETO Ha ChOTHOIIICHUETO I0JI33/PUCK 32
JeKapCTBEHUS MPOAYKT. OT MEIUIIMHCKUTE CTICTIHAIMCTH CE M3UCKBA J1a ChOOIaBaT BCsKa
MOJT03UPaHa HEXKEIaHa PeaKius Ype3 HAIMOHAIHA CUCTEMa 3a ChOOIIaBaHe, IIOCOYCHA B

IIpunoxxenue V.

4.9 Ilpeno3upane
[Ipeno3upanero Ha IUCTEaAMUH MOXKE J]a PUYHMHU TIPOTPECUBHA JICTAPTHSI.

B cnyqaﬁ Ha Opeao3upaHe TpSI6Ba Ja C€ OCUTypHU MOAXOJAIIO MOANIOMAaraHe Ha AuXaTejiHaTa u
ChbpACUYHOCHA0BATA CUCTEMA. He ¢ u3BecTen cneuml)nqeﬂ AHTHUAOT. He e uzBecTHO JaJii IMCTCaMUH
CC OTCTpaHsABaA 4YpPE3 XEMOJUainsa.

5. ®APMAKOJIOTUYHU CBOMCTBA
5.1 ®apMakoaAMHAMHMYHHM CBOIiCTBA

dapmakoTepaneBTHYHa rpyna: Jpyru cpeacTBa, MOBIUABAILN XPaHOCMUIIATEIHATA CUCTEMA U
MeTabonm3Ma, aMuHOKuCenHU U ipou3BogHU, ATC kox: A16AA04.

[{ucTeamuH e Ha-IPOCTHAT CTAOMJICH aMUHOTHOJ M € TIPOAYKT OT pa3rpakKaaHeTo Ha
AMHWHOKHUCCIIMHATA HUCTCUH. B JIN3030MUTE, HUCTCAMHMH y4aCTBa B pCaKIUA Ha TI/IOJ]-I[I/ICy.H(bI/IJleH
00OMeH, MPEeBPHIIAKN IUCTHH B IUCTEVH U IIUCTENH-IIUCTEAMUH CMECeH TUCYIUI, KOUTO TpU
MNalMEHTU C HUCTUHO3a MOraT J1a U3J3aT OT JIM3030Mara.

HopmanHuTe HHIUBHIM ¥ JIAIATA, XeTEPO3UTOTHH 33 IIUCTHHO3, NMAT JICBKOIIUTHH HUBA HA IUCTUH
cboTBeTHO < 0,2 1 0OMKHOBEHO 10| | NMol XeMUIIMCTHH/ME IPOTENH MPU N3MEPBAHE C M3II0JI3BAHE
Ha aHaJIn3a Ha CMECCHH JICBKOLIMTH. I/IHI[I/IBI/IILI/ITC C IMCTHUHO3a UMAaT INOBHUIIICHHUEC HA JICBKOLIUTHUTEC
HMBa Ha MUCTUH HaJ 2 nmol XeMUIIMCTHH/ME MPOTEHH.

.HGBKOHI/ITHI/ITG HHUBA HAa HUCTHUH IIPU TE3U MAIUCHTU CE€ MOHUTOPHUPAT 3a OIPECACIIAHC Ha
aJIeKBaTHOCTTa Ha jio3upane, kato mnpu jeuenue ¢ PROCYSBI n3mepBaneTo ce u3BbpiiBa 30 MUHYTH
CcJIe]] IpujlaraHe.

OcHoBHOTO (haza 3 panmomusupano, kprcrocano @K n ®J] npoyusane (KOETO € ¥ IBPBOTO 10 Poja
CH paHJOMHU3UPAHO MPOYYBAHE C JICKAPCTBeHATa (hopMa HA IUCTCAMUHOB OUTapTapaT ¢ He3a0aBHO



0CBOOOXKTaBaHE) IMOKa3Ba, Y€ B CTAIIMOHAPHO CHhCTOSHUE TarmenTuTe, mpueMana PROCY SBI Ha
Bceku 12 vaca (Q12H), mmaT cxoaHO M3ueprBaHe Ha JIEBKOIIMTHATE HUBA HA IUCTUH B CPAaBHEHHE C
(opmara Ha EICTeaMHHOB OUTapTapat ¢ He3abaBHO 0CBOOOKAaBaHe, MPUEMaHa Ha BCEKH 6 yaca
(Q6H). Pannomusupanu ca yetupuaeceT 1 Tpuma (43) nauneHTy; ABajeceT u ceneM (27) aeua (Ha
BB3pacT oT 6 10 12 rogunm), mernanecet (15) roromw (Ha BB3pacT ot 12 1o 21 roguan) u enus (1)
BB3PACTCH C ITUCTUHO3a U ¢ HOpMaliHa ObOpedHa (pyHKIHSI Bh3 OCHOBA Ha M3UKCIICHATa CKOPOCT Ha
riomepynHa ¢unrparust (GFR) (kopurupana 3a TejecHara nmoBbpxHoct) > 30 ml/munyra/1,73 m?, Ot
TE3H YeTUpHAeceT U TpuMa (43) marmeHTH, ¢ M3KITI0YeHIE Ha 1BaMa (2), Opat u cectpa, KOUTO ce
OTTETJIAT B Kpasi Ha IbPBHSA IIEPHOJI HA KPHCTOCBAHE, OPAAN MPEIBAPUTEIIHO IIAHMPAHA OTIEPALIHS
Ha equHus (1) oT TsX, yeTupuaeceT u enut (41) mauneHTH 3aBBPIIBAT MPOTOKOIA. [{Bama (2)
NalKUeHTH ca OMIN U3KIIIOYEHHU OT aHaJIM3a 110 MPOTOKOJI, Thil KaTo Mo BpeMe Ha eproAa Ha JeUeHHe
C JIeKapcTBeHaTa (popMa Ha LICTEaMUH ¢ He3a0aBHO 0CBOOOXK/IaBaHE TAXHOTO JICBKOIIUTHO HUBO HA
LUCTUH € HapacHano Haja 2 nmol xemunuctun/mg nporeud. Tpunecer u aeset (39) manuenTtu ca
BKJIIOUEHHU B OKOHYATEJIHUSI OCHOBEH aHAJIM3 33 €(PUKACHOCT IO MPOTOKOJL.

Tabnuya 3: CpasHnenue Ha HUBAMA HA YUCTNUH 8 TEGKOYUMUME CIe0 NPULOMHCEHUE HA YUCTNEeAMUHO8
oumapmapam ¢ nezabasHo oceoboxncoasare u PROCYSBI

IMonyaauus no nporokoJ (Per —Protocol (PP) Population) (N=39)

JlexapctBena (opma ¢
He3a0aBHO OCBOOOKIaBaHE PROCYSBI
Ha IIMCTEaMUHOB OUTapTapaT

HuBo Ha UCTHH B IEBKOLIUTHUTE
(LS cpemnu croiinoctu = SE) B nmol 0.44 £0.05 0.51+£0.05
XEMULUCTUH/ME NpOoTeuH*

Jleueben edekt
(LS cpemnnu croiinoctu + SE; 95,8% JIU; 0,08 +0,03; 0,01 mo 0,15; < 0,0001
p-CTOMHOCT)

Honynanus Ha Bcnuku onennmu nanuentu (ITT) (N=41)

JlexapctBena opma ¢
He3a0aBHO 0CBOOOXKIaBaHE PROCYSBI
Ha ITMCTCaMUHOB OWTapTapar

HuBO Ha IUCTHH B JICBKOIUTUTE
(LS cpennu croitHoctu + SE) B nmol 0.74+0.14 0.53+£0.14
XEMHIIMCTHH/ME IPOTeHH™*

Jleueben edext
(LS cpennu croitnoctu + SE; 95,8% J1U; -0,21 £ 0,14; -0,48 1o 0,06; < 0,001
P-CTOHHOCT)

*I/IsMepeHo C M3II0JI3BaHC Ha aHaJIn3a Ha CMCCCHH JICBKOLIMTH

YetupuneceT oT yeTupuaeceT u equH (40/41) manmeHTH, KOUTO Ca 3aBbPIIMIN OCHOBHOTO IIPOYYBaHE
(haza 3, ca BKIHOUYECHHU B npocnekTrBHO npoyuBaHe ¢ PROCYSBI, koeTo ocTaBa 0TBOPEHO J0TOraBa,
nmokato PROCY SBI He Moske f1a Ob/1e Ipeican OT JEKyBaIus UM Jiekap. B ToBa mpoy4BaHe HUBOTO
HA IIMUCTUH B JICBKOIUTHTE, H3MEPEHO C U3IOJI3BAHE HA aHAJIM3a Ha CMECCHH JICBKOLIUTH, BUHATH ©
OMIIO CPEeTHO MMOJ1 ONTUMAJIeH KOHTPOJI Iipu < 1 nmol xemunuctun/mg npotenH. M3uncnenara
ckopocT Ha riomepyiHa gurrparus (eGFR) He ce mpomens 3a mpoy4BaHaTa MOITyJIANS ¢ TSUCHUE HA
BpEMETO.

5.2 ®apmakoKMHETUYHHU CBOIiCTBA

AOcoporus

OTHOcHTETHATa OHOHATMYHOCT € OKoJIo 125% B cpaBHEHHE ¢ JiekapcTBeHaTa opMa Ha IUCTEaMHH C
He3a0aBHO OCBOOOXK/TaBaHE.

Abcopbrusara na PROCY SBI mamansBa npu npueM Ha Xpana 30 MUHYTH TIpeIy TIpUjlaraHe Ha J03aTa
(mpubamsurenno 35% HamaneHue Ha ekcro3unusTa) v 30 MUHYTH cie]] IpujlaraHe Ha Jo3ata
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(cpoTBeTHO OKOIO 16 TTM 45% HaManeHne Ha eKCIIO3UIUATA IIPU WHTAKTHU M OTBOPEHHU KaIICyJIH).
IIpueMbT Ha XpaHa JIBa yaca clie]l IpriIokeHne He moiusBa abcopouuara Ha PROCY SBI.

Pasnpenenenue
CBBp3BaHETO HA IUCTEAMIH C IUIA3MEHUTE OCNTHITH in Vitro, IPEIUMHO C alIOyMHH, €
npubmm3uTenHo 54% W He 3aBHCH OT TUTa3MEHATA KOHIIEHTPAIUS Ha JICKapCTBOTO B paMKHTE Ha

TCPANICBTUYHUSA JUAIIa30H.

Buorpanchopmarus

JlokazaHo e, 4e eJTMMUHHPAHETO HA HEPOMEHEH ICTeaMuH B ypuHata e Mexay 0,3 u 1,7% ot obmiata
JTHEBHA JI03a TIPY YeTUpUMa manueHTy. [lo-rosmMaTa 4acT oT IUCTeaMUH ce€ EeKCKpeTHpa KaTo cyidar.

In vitro naHHY TTOKa3BaT, Y€ CHIIECTBYBA BEPOSATHOCT IIUCTEAMHHOB OMTapTapaT Jja ce MeTaboIH3Hupa
upe3 MmHOKECTBO CYP ersumu, BrmountenHo CYP1A2, CYP2B6, CYP2CS, CYP2C9, CYP2C19,
CYP2D6 nu CYP2EI. Ilpu excnepumentanuu ycinoBust CYP2A6 u CYP3A4 He ca BKJIIOUEHH B
MeTaboIM3Ma Ha IUCTEaMHUHOB OUTapTapar.

Enumunupane
TepMUHATHUAAT TTOJTY>KMBOT Ha ITUCTEAMHUHOB OWTapTapatr € mpuOIU3UTEITHO 4 Jaca.

HucreamunoB outaprapar He ¢ uaxubutop Ha CYP1A2, CYP2A6, CYP2B6, CYP2CS, CYP2C9,
CYP2C19, CYP2D6, CYP2E1 u CYP3A4 in vitro.

In vitro: llucteamnHoB O6utapTapar e cyoctpat Ha P-gp u OCT2, Ho He e cyoerpar Ha BCRP,
OATPIBI1, OATP1B3, OATI1, OAT3 u OCT1. Hucreamunos Outaprapar e nuaxuourop na OATI,
OAT3 u OCT2.

CHCLII/IaJ'IHI/I nonyjaannuu

®dapMakOKHHETHKATA Ha IIUCTCAMUHOB OUTApTapar He € MPOoyYeHa MPH CIICITUATHH MOITyJIAIHH.
5.3 IlpeAKJMHUYHU JAHHU 32 0€30MACHOCT

B nyGnukyBaHuTe MpOyYBaHUS 32 TEHOTOKCUYHOCT Ha IIUCTEaMUH ce ChOOIIABa 3a HHAYLIHPaHEe Ha
XPOMO30MHH a0epalyu B KyITypH OT €yKapHOTHHU KJIEThYHM JTUHUH. CHennalHuTe NPOyYBaHUs C
[UCTEaMUH HE NIOKa3BaT MyTarcHHU e(heKTH IpH TecTa Ha Ames WK KIacToreHeH eekT pu
MHUKpPOHYKJIeapeH TecT npu MUIIKu. [IpoBeseH e 6akrepuaeH TecT 3a 00paTHU MyTaluu (TECT Ha
Ames) ¢ nucTeaMHMHOB OuTapTapar, KoiTo ce usnonssa 3a PROCYSBI. Llucreamunos 6Guraprapar He
MOKa3Ba MyTareHHH e()eKTH MPH TO3U TECT.

[IpoyuBanusiTa BPXY PENpOAYKLIHUITA TOKA3BAaT eMOPHOGETOTOKCHUHH eheKTH (pe3opOumu 1 3aryoda
Ha (eTycu ciel IMIUTaHTANUATA) TIPH IUTHXOBE IpH 1030B0 HUBO OoT 100 mg/kg/nen u npu 3aiiny,
nosrydaBaiy rucreaMud 50 mg/kg/nen. Onucanu ca TepaToreHHu ePeKTH MPH ITbX0BE, KOTaTo
LUCTEAMHH Ce MpuIara mpe3 nepruoja Ha opranorenesara B 1o3a ot 100 mg/kg/nen.

Tosa ce paBusBa Ha 0,6 g¢/m?/IeH B IIbXa, KOETO € MAJIKO I10-MaJIKO OT IPENOpPHYBAHATA KIMHHYIHA
HOIbpIKaIlA 1032 UCTeaMuH, T.€. 1,3 g/m*/nen. HaGmonasa ce noHmwKeH (GEPTHINTET IIPU IUIHXOBE
nipu 375 mg/kg/neH — no3a, mpu KoATO ce 3abaBs HayIaBaHeTo Ha Tero. [Ipu Tasu 103a, HaLaBaHETO
Ha TETJIO U MPEKUBIEMOCTTA Ha ITOKOJICHHETO TI0 BpeMe Ha KbPMEHETO CHINO ca IOHKEHN. BucokuTe
JIO3U ITUCTEaMHUH YBPEX AT CITOCOOHOCTTA HA JAKTHPAIIUTE KEHCKH J]a XPAHAT CBOUTE MAJIKH.
EnuHuyHATE 1031 OT JIEKApCTBOTO MHXUOUPAT CEKPENUATA Ha POJAKTHH TIPH )KHUBOTHH.

[IpunoxxeHneTo Ha NUCTEaMHH TIPU HOBOPOCHH TUTHXOBE MPEIN3BUKBA KaTapaKTH.
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Bucokure no3u nmucteaMuH, IpUIaraH MepopaiHO WK MMapEHTEPATTHO, BOJAT 10 TyOACHATHH S3BU
MIPH TUTHXOBE ¥ MHUIIKH, HO HE U TIPY MaiiMyHH. ExCriepuMeHTaTHOTO MPUIIOKEHUE Ha JIEKApCTBOTO
MpeAN3BUKBA U3YEPIIBAHE HA COMATOCTATUHA IIPU HAKOJKO KMBOTHHCKH BuAa. [locnencTeuero ot
TOBa 32 KIIMHUYHATA yroTpeda Ha JISKapcTBOTO HE € N3BECTHA.

He ca npoBexmanu npoy4YBaHHs 32 KAPIIMHOTCHHOCT C [IUCTEAMHUHOB OMTapTapaT TBHPIN CTOMAIIIHO-
YCTONYMBH KaICyJu.

6. OAPMAINEBTUYHU JAHHU

6.1 Cnucbk Ha NIOMOIIHHUTE BelleCTBA

KaHCVHHO ChbABPKHNMO

MHUKPOKPHUCTAJIHA 1IeTys103a

CBIIOJIMMEP Ha METAKPHUJIOBA KUCeIHHA U eTrinakpunart (1:1)
XUIIPOMEII03a

TaJK

TPUETHIIOB LIUTPAT

HaTpHeB Jaypuicyidar

CncraB Ha KarcyJjara

KEJTaTUH
tutanoB auokcua (E171)
unaurokapmut (E132)

IlegyaTHO MacTHIO

IeIIaK
noBu10H K-17
tutanoB auokcuna (E171)

6.2 HecbBMecTHMOCTH

Henpunoxumo

6.3 Cpok Ha roaHOCT

2 TOOUHA
Cpoxk Ha TOIHOCT IO BpeMe Ha ynotpeba: 30 mHu.

6.4 Chenuananm ycjaoBHs HA CbXpaHeHHe

Ja ce cpxpanssa B xnagumHuK (2°C — 8°C). [la He ce 3ampa3sBa.

CrxpaHsBaliTe OIaKoBKaTa IUTHTHO 3aTBOPEHA, 32 J1a CE MPEAIa3y OT CBETIIMHA U BJara.
Crnen oTBapsiHe Ja He ce chxpansBa Han 25°C.

6.5 Buau chabp:KaHUE HA ONIAKOBKATA

PROCYSBI 25 mg TBbp1a CTOMAIIIHO-YCTOWYMBA KalICyJia

50 ml 6s;ma HDPE OyTtunka, ceappskama 60 TBbpAX CTOMALTHO-YCTOMYMBH KaIICYIIH, C €AUH
LWIMHIBP ChC CYIINTEN 2 B | ¥ eIUH LIWIHHABD ¢ KUCIOPOAEH a0COpOEHT, ChC 3alllUTeHa OT Jeua
3aMyIIagKa OT NOJUIPONHIIEH.
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Beska OyTuika chabpKa JBa I1aCTMACOBU IIMIIMHIbPA, U3II0I3BAaHU 33 JOIBIHUTENHA 3alUTa CPELLy
BJIara u Bb3IyX.

CpxpansBaiiTe ABaTa IHWIMHABPA BHB BCAKa OyTHIIKA 10 BpeMe Ha ynoTpeba Ha Oytuinkara. Cren
ynoTpeda NUIMHIPUTE MOXKE [1a C€ U3XBBPJIAT C OyTHIIKATA.

PROCYSBI 75 mg TBbp1a CTOMAIIIHO-YCTOWYMBA KaIlICyJia

400 ml 6s1a HDPE OyTtuiika, chaspikaiia 250 TBpIN CTOMAIIIHO-YCTORYHMBH KAIICyJIH, C SIHH
MAIAHIBP ChC CYImUTEN 2 B 1 ¥ 1Ba MIJIWHABPA C KACIOPOICH aOCOPOCHT, ChC 3alTUTeHa OT Aera
3ammynragka oT MOJUIPOTIHICH

Bcesika OyTrika chrbprka TPH IIACTMACOBH AJIMHIBPA, H3MOI3BaHU 3a JIOITBIHUTEIHA 3alUTa CPEILy
BJIara u Bb3IyX.

CoxpaHsBaiiTe TPUTE WIMHABPA BB BCsiKa OyTHIIKA 110 BpeMe Ha yroTpeba Ha Oytuikara. Cren
ynorpe0a IMIHHAPUTE MOXKE J1a C€ U3XBBPIIAT C OyTHIIKATA.

6.6 CrnenuajaHu nNpeanasHu MepKHU NP U3XBHPJIsiHe U padoTa
Pa6ora

Hopvceane svpxy xpana

Karcynure 3a cyTpeliHara wim 3a BeuepHaTa J103a TpsiOBa Ja ce OTBOPAT U ChIBPKUMOTO J1a Ce
mopbcH BepXy npubam3uTenHo 100 g s0BIKOBO MOpe WK IUT010B KoH(HUTIOp. BHUMaTemHO
pa3z0bpKaiiTe ChIBPKUMOTO B MEKaTa XpaHa J0 MOoJdydYaBaHe Ha CMEC OT UCTEaMUH TPaHyIu U XpaHa.
TpsiOBa ma ce u3sAe MII0TO KOJIMYECTBO OT cMecTa. ToBa Moxe na Obe mocneaBano ot 250 ml
MIpUEMJINBA KUCeJIa TEYHOCT — TUIO/IOB COK (HAmp. IMOPTOKAIOB COK MJIH IPYT COK OT KHCENH TUI0I0BE)
i Bosma. CMecrta TpsOBa 1a ce KOHCYMHpa B paMKHTE Ha 2 gaca CJie]] IPUTOTBSHETO i, KaTo B
WHTEpBaja OT BpEMETO Ha MPUTOTBSIHETO 10 MOMEHTA Ha MPUJIaraHe MOXKe J1a CE ChXpaHsBa B
XJIaJTUITHUK.

Ipunacane upes conou 3a xpanene

Kamcynure 3a cyTpeninara uin 3a BeuepHaTa 703a TpsiOBa 1a ce OTBOPAT U ChIBPIKUMOTO Ja Ce
mopbcH BepXy npubam3uTenHo 100 g s0BIKOBO MOpe WK IUT010B KoH(HUTIOp. BHUMaTemHO
pa30bpKaiTe ChABP)KUMOTO B MEKaTa XpaHa JI0 TIOIyYaBaHe Ha CMeC OT IMCTeaMUH TPaHyJH U XpaHa.
CwMecTa TpsiOBa ciiel] TOBa Aa ce MPUJI0KHU Ipe3 racTpocToMHa TphOa (G-TpbOa), Ha3oracTpanaHa CoHIA
WM TaCTPOCTOMHA-HEIOHOCTOMHA Tph0a, KaTo ce U3I0JI3Ba CIPHHIIOBKA C KaTeThbpeH BPbX. [Ipeau
npuinoxenue Ha PROCYSBI: Pazkonuaiite OyroHa Ha G-Tpb0aTa U 3aKperere COHaTa 3a XpaHeHe.
[Ipomuiite ¢ 5 ml Boza, 3a aa mouncture OyToHa. M3Ternere cmecra B cipuHioBkaTa. [Ipenoprusa ce
00eMbT Ha CMeCTa B CHPUHIIOBKATa C KaTeThpPeH BpbX Aa € MakcumyM 60 ml mpu ynorpeba cbe coHa
3a JIMPEKTHO WK O0yc XpaHeHe. Bkapaiite BbpXa Ha CIPUHIIOBKATA, ChABPIKAIIA CMEC OT

PROCY SBI/s6b1K0B0 mope/miioa0B KOHQUTIOP, B 0TBOPA Ha COH/ATA 33 XpaHEHE U 51 HAIIbJIHETEe
JOKpail cbc cMecTa — BHUMATEIHOTO HaTHCKaHe Ha OyTaJoTO Ha CIPMHIIOBKATA U 3aIbPXKAHETO Ha
COHJIaTa 32 XpaHEHE B XOPH30HTAIHO ITOJIOKEHHE TI0 BpeMe Ha TPUIIOKEHUETO MOXKE J1a TIPEIOTBpaTH
npoOJeMu Topaay 3anmyiBaHe. 3a Ja ce u30eTHe 3amymBaHe ce MPernopbyuBa ChINO Taka Ja ce
M3I0J13Ba MOJIyTEYHA XpaHa KaTo SOBIKOBO MIOPE WIH IIO0B KOHPUTIOP MpU CKOpOocT 0koj0 10 ml
Ha Bcekd 10 ceKyHH JI0 ITBIHOTO M3Mpa3BaHe Ha CIpUHIIOBKaTa. [loBTapsiiTe ropHaTa CThIKA,
JIOKATO Ce MPHIIOKHU ISUI0TO KoyndecTBO cMmec. Cien npuiioxenrero Ha PROCY SBI usternere 10 ml
TUTOZIOBO TIOpPE WIIM BOJIA B IpyTa CIIPUHIIOBKA U ipomuiiTe G-TpbOaTa, KaTo ce yBepHuTe, 4e HiMa
TMoJIEMTHAIIA CMEC OT SIOBIKOBO IMIOPE/TUI0I0B KOHQUTIOp U rpaHynu o G-Tppbara.

CwMmecTa TpsiOBa Ja ce MPHUII0KH B paMKUTE Ha 2 yaca clie/l IPUTOTBSIHETO i, KaTo B MHTEpBasia OT
BpPEMETO Ha IIPUTOTBSIHETO IO MOMEHTA Ha MPHUIIaraHe MOXKe Jla Ce ChXpaHsIBa B XJIaIWIHUK. HukakBo
KOJIMYECTBO OT CMECTa He TPsIOBa J1a ce 3arasBa.
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Ilopvceane 6bpxy HOpMOKAIO8 COK U Opy2 COK OM Kuceau niooose, uiu 800a

Kamncynure 3a cyTpemrHara mim 3a Be4epHaTa Jj03a TpsiOBa Ja ce OTBOPAT U ChIbPKUMOTO Ja Ce

nopbcu BpXy 100 1o 150 ml kucen mioaoB cok wiu Boaa. [lo-momy ca najneHu BapuaHTy Ha

MpUJIaraHe Ha J03UTe:

o BapuanT 1/cnpunanoBka: CMeceTe BHUMATETHO B IPOJABIDKEHUE HA 5 MUHYTH, CIIC/ TOBa
acIupupaiTe cMecTa OT IUCTeaMUH TPaHyJIH U COK OT KHCEJH IJI0J0BE WM BOAA B CIIPUHIIOBKA
3a MePOpaTHO MPHIIOKEHHE.

o BapuanT 2/4anra: CmeceTe BHUMATETHO B MPOJBIDKCHUE HA 5 MUHYTH B Yallla WM JIEKO
pasKianiaiite B IpoIbDKEHUE Ha 5 MUHYTH B TIOKpUTA Yaia (Harp. OcOerika yara). M3nwiite
CMecTa OT IMCTEeaMHH T'PaHyJIN U COK OT KHCEIH TUIOIOBE MITH BOJA.

CwmecTa TpsOBa Aa ce MPIIOKH (M3MHUe) B paMkuTe Ha 30 MUHYTH CJIC]] IPUTOTBSIHETO i, KaTo B

WHTEpBaja OT BpEMETO Ha MPUTOTBSIHETO JI0 MOMEHTA Ha MPUJIaraHe MOXKe J1a CE ChXpaHsBa B

XJIaJTUITHUK,

UsxBbpasiHe

Hewsnon3BaHUAT JIeKapCTBEH MPOAYKT WU OTIAIBYHATE MAaTEPHAIA OT HETO TPSOBA Aa CE€ U3XBBPIISIT

B CHOTBETCTBUE C MECTHUTE U3UCKBAHUS.

7. IIPUTEXATEJ HA PASPEHIEHHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.

Via Palermo 26/A

43122 Parma

Wranns

8. HOMEP(A) HA PASPEIHIEHUETO 3A YIIOTPEBA

EU/1/13/861/001

EU/1/13/861/002

9. JATA HA I'bPBO PASPEIIABAHE/IIOJJHOBSIBAHE HA PASPEHIEHUETO 3A
YIIOTPEBA

[Hata Ha mppBO pazpemanane: 06 centemspu 2013 1.

JlaTta Ha mociegHo mogHOBsBaHe: 26 romm 2018 1.

10. [JATA HA AKTYAJIM3UPAHE HA TEKCTA

IMonpo6Ha nH(pOpMaIUs 3a TO3U JICKAPCTBEH MPOJIYKT € MpeiocTaBeHa Ha yeOcalita Ha EBporneiickara
areHnus 1o JekapcTeaTa http://www.ema.europa.eu.
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1. HUME HA JIEKAPCTBEHMUSA ITPOAYKT

PROCYSBI 75 mg cromamHo-ycTOiM4NBY TpaHyiIn
PROCYSBI 300 mg cToMaiHo-yCTONYMBY IpaHyIn

2. KAYECTBEH U KOJIMYECTBEH CbCTAB

PROCYSBI 75 mg cToMaIiHO-yCTORYUBY I'PAHYIINA

Besko came cpappika 75 mg nucteaMud (cysteamine) (o ¢opMaTta Ha MEPKanTaMHHOB
OuTaprapar).

PROCYSBI 300 mg cTtoMaliHo-yCTOHYUBY I'PaHyJIN

Besiko carire chabspika 300 mg mucteamus (cystamine) (o ¢popmara Ha MEpKaITaMHUHOB
ouraprapar).

3a IBJIHUA CIICHK HA ITOMOILHUTE BEIECTBA BHKTE TOYKa 6.1.

3. JIEKAPCTBEHA ®OPMA
CroManiHo-yCTOHYMBH T'PaHyJIn

benu 1o mouru 6enu rpaHyITH.

4. KJIMHUYHU JAHHHA
4.1 TepaneBTHYHU MOKA3AHUS

PROCYSBI ¢ nokasaH 3a jieucHre Ha JT0Ka3aHa HepormaTuyHa UCTHHO3a. [{ucTeaMuH HamassiBa
HATPYMBAHETO HA IIUCTUH B HSIKOW KJIETKH (HAIp. JICBKOIIUTH, MYyCKYJIHA U YEPHOAPOOHU KJICTKH) TIPH
MalMeHTH ¢ He()pomaTHIHa IMCTHHO3a, & KOTaTO JICYEHUETO € 3all0YHATO PaHo, 3a0aBsi pa3BUTHETO HA
ObOpeyYHa HeJOCTATHYHOCT.

4.2 Jlo3UpOBKA M HAYMH HA NPUJIOKEHHE

Jleuennero ¢ PROCY SBI Tpsi6Ba na ce 3amouBa 1mo HaOJII0IEHUETO Ha JIeKap C OMUT B JICYCHUETO Ha
IIUCTHHO3A.

3a ;a ce MOCTUIHEe MaKCMMAJIHA 110134, JICUSHHUETO C [IUCTeaMUH TPsOBa Ja 3al04He BeJHara Clie/
MOTBBPIKIaBaHEe HA AUarHo3aTa (T.e. TOBUIIICHU JICBKOITUTHN HUBA HA IIUCTHH).

,Qompoma

KoHuenTpanusra Ha UCTUH B JICBKOLIUTUTE MOXeE, HAIPUMEP, Aa Obe U3MEpPEeHa C penulia pa3iTudaHu
METO/AM KaTO aHalIN3 Ha KOHKPETHH MOBUI0OBE JEBKOLUTHU (HAIPUMED aHAIN3 33 TPAHYJIOUUTH) HITH
aHaJIN3 Ha CMECEHH JICBKOLIMTH, KaTO TAPT€THUTE CTOWHOCTHU TPY BCEKU aHAJIN3 ca Pa3InydHu.
MeaunHCKATE CIICUATUCTH TPOBa Ja HanpaBsIT CIIPAaBKa ChC CICHU(PUYHHUTE 32 aHAIN3a
TEpaneBTUYHH LIEH, IPEAOCTABEHH OT OTACTHHUTE J1abopaTopuu, KbAETO Ce MPaBU U3CIIEIBAHETO,
KOTaTo ce B3eMarT pelIeHns OTHOCHO AnarHosara u nqosupaneto Ha PROCY SBI npu nanmenTu ¢
nMcTuHo3a. Hanpumep, TepaneBTUYHATA 1€ € J1a C€ MOJIbpKa HUBO Ha ITUCTHH B

neskouuTHTe < 1 Nmol XeMUIMCTHH/ME NPOTeHH (MPH U3MEPBaHE ¢ U3MOI3BAHE HAa aHAJIN3a Ha
CMeceHH JieBKoUuTH), 30 MUHYTH ciel npuemMa. [Ipu nauueHTH, npuabpKalii ce KbM IOCTOSIHHA /1032
PROCYSBI, u kouTo He pasmoarar ¢ JISCEH JOCTBHII 10 MOAXO0 1A JabopaTopus 3a H3MEPBaHEe Ha
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JIEBKOLIMTHUTE HUBA Ha LIUCTUH, LIEJITA HA JICYEHUETO € MJIa3MEeHaTa KOHLIEHTpaLUs Ha UCTEaMHH Ja
ce noaabpka > 0,1 mg/l, 30 MuHYTH cien nprueMa.

Onpenensiae Ha BpemeTo Ha u3mepBane: PROCY SBI tpsiOBa na ce npuiiara Ha Bceku 12 vaca.
OmnpenensiHETO Ha HUBAaTa HA LIUCTUH B JICBKOLUTUTE /WU LIMCTEaMHUH B IJIa3MaTa TpsiOBa aa ce
3BBpIIH 12,5 yaca ciieq mpreMa Ha BeuepHaTa /103a MPeIUITHIS JICH, cienoBaTeaHo 30 MUHYTH Cliel
IpuiIarade Ha clieiBaliara cyTpellHa J03a.

IIpemunasane Ha nayuenmu om yucmeamMuHo8 bumapmapam mebpou Kancyiu ¢ He3abasHo
ocsobovicoasarne na PROCYSBI

[TanuenTH ¢ MUCTUHO3A, MPUEMAIIU [IUCTEAMIHOB OUTapTapaT ¢ He3a0aBHO 0CBOOOXKIaBaHE, MOTAT Jia
npeMuHaT Ha 001a qHeBHa 1032 PROCY SBI, paBHa Ha npeauniHata uMm o01na JHEBHA 1032
IICTEaMUHOB OuTapTapar ¢ He3abaBHO ocBoOOKmaBaHe. OOIIaTa THEBHA Jj03a TPIOBA Ja Ce pa3aein
Ha JIBa ITpHieMa U Jla Ce Mpuiiara Ha Bceku 12 yaca. MakcumaliHaTa MpenopbYrTeHa /103a [IUCTEaMUH
e 1,95 g/m?*/nen. He ce npenoppusa ynorpedara Ha 1034 Haj 1,95 g/m?*/nen (Bk. Touka 4.4).
ITanmenTHTE, KOUTO MPEMHUHABAT OT IUCTEAMUHOB OMTapTapaT ¢ He3abaBHO OCBOOOK TaBaHE HA
PROCYSBI, tps0Ba 1a n3MepBar JICBKOLMTHUTE HUBA HA IMCTHHA HA 2 CEIMUIM U CJIe] TOBA Ha
BCEKH 3 Mecella 3a OlleHKa Ha ONTHMaTHATa 1033, KAKTO € OMKCAHO MO-TOpe.

Hosoduaenocmuyupanu evspacmuu nayuenmu

JledeHneTo Ha HOBOIMATHOCTHUIIMPAHH Bh3PAaCTHU MAIIMEHTH TPsOBa J1a 3armovyHe oT 1/6 mo 1/4 ot
TapretHara noanbpsxkama g103a PROCYSBI. Taprernara nogabspikama go3a € 1,3 g/mz/;[eH, pa3neneHa
Ha JBE OTICITHY 103U, IpreManu Ha 12 gaca (Bx. Tabnura 1 mo-moiy). Jlozara TpssdBa na ce
MOBUINIABA, aKO UMa JIOCTAThUHA ITOHOCUMOCT M HUBOTO Ha IIUCTHH B JICBKOIIUTUTE OCTaBa > 1 nmol
XEMUIIMCTUH/ME MPOTEnH (IIPH U3MEPBaHE C U3IIOJI3BAHE HA aHATIN3a HA CMECCHHU JICBKOIIUTH).
MaxkcumManHaTa npenopbuuTelHa 103a nucTeaMuH e 1,95 g/m?/nen. He ce npenopwusa ynorpe6ara Ha
no3u Hax 1,95 g/m%/nen (Bxk. Touka 4.4).

Tapreraure croitHocTH, nanenu B KXI1, ca monyuyeHu ¢ U3MoJ3BaHe Ha aHAIHM3a HA CMECCHU
neBkoruth. TpsOBa a ce oTOenexu, ue TepaneBTUYHAUTE 1SN TPY U3YEPIIBAHE HA IUCTHHA Ca
crienM(UYHY 32 aHAITU3a U Pa3IMYHUTE aHAIM3H UMAT CIICU(QUYHH TeparieBTUIHY 1enu. Eto 3armo,
MEIMIIMHCKUTE CTICIIHAINCTH TPSAOBA J1a HAMPaBSAT CIIPaBKa ChC CHCIU(PUUHUTE 32 aHAIH3a
TEPANeBTUYHH EJTH, IPEJOCTABEHHU OT OTACTHHUTE JJa00paTOPHH, KbAECTO CE IPAaBU U3CIIECIBAHETO.

Hosoouaznocmuyupanu neduampuynu nayuenmu
Taprernara mogabpskamma 103a ot 1,3 g/m?%/nen Moxke 1a ce U3UMCIH IPUOIU3UTENHO O ClIeJHATa
TabnuIa, KOATO B3eMa MPEABHU IUIOIITA Ha TeJIECHATa TOBBPXHOCT U TEIECHOTO TEIJIO.

Tabnuya 1: Ilpenopvuumenna 003a

Teruio B KIIOTpaMH IIpenopbunTeHa 1032 B Mg
Ha 12 yaca*

0-5 200
5-10 300
11-15 400
16 —20 500
21-25 600
26 —30 700
31-40 800
41 -50 900

> 50 1000

*Mosxe 1a e HeoOXoauMa Mo-BUCOKA /1034, 3a J1a CE MOCTUTHE
TapreTHaTa KOHICHTPAIIMS Ha IUCTUH B JICBKOI[UTHUTE.
He ce npenoprsusa ynorpebara Ha 1031 Hax 1,95 g/m?*/ nen

3a ;1a ce MOCTUTHE TapreTHATa MOIbpIKalla 1033, MOXe J1a ce 00MHCIH yrnoTpedaTa Ha
PROCYSBI 25 mg TBBpAu CTOMAITHO-YCTOWINBH KaIICYIIH.
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Ilponycnamu 0o3u

AKO ce MpoITycHe 7033, TS TpsiOBa Ja ce mprueMe, KOJIKOTO € Bb3MOXKHO IO-CKOPO. AKO OCTaBart 10
YETHPH Yaca Iper CleBaIara 103a, IporycHarara J103a TpsOBa Jia ce MPECKOYH, C BPBIIaHEe KbM
penoBHaTa cxema Ha nmpuiarase. Jlo3ara He TpsOBa 1a ce yBOsiBa.

Cneuuaﬂyu nonyaauuu

Tayuenmu c 1oua nonocumocm

[MaruenTH ¢ mo-N011a MOHOCUMOCT MTPOABIDKABAT JIa TIOJTy4aBaT 3HAYUTEIHA [T0J13a, aKO HABATa Ha
IUCTHH B JICBKOIUTUTE ca MO/ 2 nmol XeMHUIIMCTHH/ME MPOTEHH (TIPH U3MEPBAHE C U3MOI3BAHE HA
aHaJIN3a Ha CMECCHHM JICBKOIIMTH). 3a MIOCTUT'aHE HAa TOBA HUBO J[03aTa HA IIUCTCAMHUH MOXe Ja Ob/e
NoBHUIIEHa 10 MakcuMyM 1,95 g/m?*/nen. Jlo3ata ot 1,95 g/m?/nen nox ¢popmara Ha LUCTEAMUHOB
ouraprapat ¢ He3abaBHO OCBOOOXK/IABAaHE € CBhP3aHa C IMOBUIIICHA YECTOTA HA OTTEIJISTHE OT
JICUCHUETO TOPATH HEMOHOCHMOCT U MOBHIIICHA YeCTOTA HA HEKETaHU CHOUTHS. AKO IUCTEAMHUH
IBPBOHAYAIHO CE€ TIOHACS JIOIIO OPa CHMIITOMH OT CTpaHa Ha ctoMantHo-upeBHust (CY) Tpakt wim
MIPEXOIHU KOKHA OOPUBH, JICUCHHUETO TPsIOBa BPEMEHHO J1a ObJIe CIIPSHO, CJIe TOBA OTHOBO J1a OB
3aMoYHATO ¢ MO-HHUCKA /1033, KOSITO MOCTEIICHHO Jla Ce YBEINYaBa JI0 MOIXO0/s11ara 103a (BXK.

Touka 4.4).

Hayuenmu na ouanusa unu cied mpanHcniaHmayus

OnurhT NOKa3Ba, Y€ HAKOU (POpMHU Ha IIUCTEAMUH ca C MO-JIOIIAa TIOHOCUMOCT (T.€. BOJST J0 TIOBeYe
HE)KeJIaHU PEeaKIiy), ako MalueHTUTe ca Ha Auanu3a. [Ipu Te3u manueHTy ce mpenopbryBa
BHUMATEJIHO MPOCTeIsBaHe Ha JIEBKOLMTHUTE HUBA HA LIMCTHHA.

THayuenmu ¢ 6vOpeuna HedOCmMamvuUHOCH
OOMKHOBEHO HE CE Hajiara IMpoMsHa Ha J103aTa; JICBKOIMTHUTE HUBA Ha IIUCTHHA 00aue TpsAOBa Jia
OBbIaT MpociesIBaHu.

THayuenmu c uepHoOpoOHaA HEOOCMAMBUHOC
OOMKHOBEHO HE Ce Hajlara mpoMsIHa Ha JI03aTa; JIEBKOIUTHUTE HUBA HA IIUCTHHA 00ade TpsAOBa Jia

OBbIaT MpociesIBaHu.

Hauua Ha npuitoxxeHue

TlepopanHo npuiioxeHue.

To3u nexapcTBEH NPOAYKT MOXKE J1a CE MPHUIIOKH, KaTO CE OTBOPH CAIIETO U ChABPKUMOTO MYy
(TpaHynHu ¢ EHTEPOCOIBEHTHA OOBUBKA) CE MMOPHCH BHPXY XpaHa WIIM HAITUTKA, UK KaTo e 10CTaBU
Ipe3 CTOMAIllHA COH/A 33 XpAaHEHE.

He cmaukBaiite 1 He JbBUETE TPAHYIUTE, THIl KATO TOBA HAPYIIaBa CTOMAIIHO-YCTOMYNBOTO
MOKPUTHE.

IIpunoscenue ¢ xpana

HucteamuHoB OuTapTapaT MOXKE Aa ce Mpujlara ChbC COK OT KHCEIH MII0A0BE UK BOJA.
[ucteamuHoB OuTapTapat He TpsOBa Jja ce pueMa ¢ XpaHa, Oorata Ha Ma3HUHU WM IIPOTEUHH, WIN
ChC 3aMpa3eHH XpaHH KaTo ciaajgonen. [laruenTuTe TpsAOBa fa ce ONMUTAT CUCTEMHO 1a 30srBaT
XpaHEHe ¥ MJIEUYHU MPOIYKTH B MPOABILKEHHE Ha Hall-Manko 1 yac mpeau u 1 yac cien nmpueMa Ha
PROCYSBI. Ako He € Bb3MOXHO Bb3bp)KaHE OT IIPUEM Ha XpaHa Mpe3 TO3U MEPHOJ, JOIYCTHMO €
Jia ce KOHCYMHupa caMo MasIko konudecTBo (~ 100 g) xpaHa (3a npeAnoYnuTane, BIIAEXUAPATH) MO
BpeMe Ha vaca npeau u cien npuinoxxkenrne Ha PROCYSBI. Baxxno e mpuemsT Ha PROCY SBI n1a ce
ch0OOpa3M ¢ TO3W Ha XpaHaTa Mo MOCIIeJ0BATENICH U BB3POU3BOJIUM BbB BPEMETO HAYHH (BK.

TouKa 5.2).

3a yKa3aHHs OTHOCHO JIEKapCTBEHUS MPOAYKT MPEIH MPHIOKEHNE BIKTE TOUKa 6.6.
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4.3 IIpoTuBOMOKA3aAHUA

° CBpPBXYYBCTBUTEIHOCT KbM aKTHUBHOTO BEIIIECTBO, KM KOSTO U Ja Omio popma Ha UCTeaMUH
(MepkanTaMuH) WIH KbM HSIKOE OT IIOMOIITHHUTE BEIIeCTBa, M30pOeHHU B TOUKa 6.1

. CBpPBXYYBCTBUTEIIHOCT KbM IICHHUITMIIAMIH

. Ksp™mene

4.4 Chneuuananu npeaynpeskieHus U NpeAna3Hu MepKH NpPHU ynoTpeda

He ce npenopbusa ynorpebara Ha 1o3u Hax 1,95 g/m?/nen (Bx. Touka 4.2).

He e nokasaHo, uye nepopaiaHuAT LUCTEAMHH IPeANa3Ba OT OTJIaraHe Ha [IUCTUHOBU KPHCTAJIN B OUUTE.
3aroBa, KOraTo 3a Ta3H LieJl Ce U3I0JI3Ba IMCTEaMHUHOB O(TaTIMOJIOTHYEH pa3TBOP, yrnorpebdaTta My
TpsiOBa J1a MPOIBIIKH.

AKO ce IMarHoCcTUIMpPa WM IJIaHHpa OPEMEHHOCT, JISYEHUETO TPSIOBa a ¢ MPEOCMHCIH BHUMATETHO
Y MaUEeHTHT TPsAOBa Aa ObJe HHPOPMUPAH 32 Bb3MOXKHHSI TEPATOr€HEH PUCK MPU [UCTeaMuH (BXK.

TouKa 4.6).

JlepMaToaoruaHu

Nma C'bO6H_IeHI/I}I 3a CCPpHUO3HU KOXXHU JIC3UU IPU MMAIMUCHTH, JICKYBaHU C BUCOKH JO3U NUCTCaAaMUHOB
6HTapTapaT ¢ He3a0aBHO OCB060)K,Z[aBaH€ WJIK JPpYyTU COJIM Ha NUCTCAMUH, KOUTO Ca CC MOBJIUAIN OT
HaMaJIIBaHC Ha A03aTa Ha IUCTCaMUH. HGO6X0):[I/IMO € JICKApUTEC a NPOBCKAAT PYTUHHO Ha6J'IIO,I[€HI/IC
Ha KOXXaTa M KOCTUTEC Ha MAIMCHTUTE, ITOJIydaBallly MUCTCAMHH.

AKO ce TIOSIBAT KOKHU MJTM KOCTHU aHOMaJIMH, 103aTa Ha [UCTeaMyH Tpsi0Ba 1a ce HaMallu WU CIIpe.
JledenueTo MOXe J1a ce TMOHOBH C MTO-HUCKA /1032 IPY CTPUKTHO HAOIIIO/IEHUE U CJIE]] TOBA Ce
TUTpUpa 0aBHO IO CHOTBETHATA TepalleBTHYHA /1032 (BK. TouKa 4.2). AKO ce pa3BHe TEXbK KOXKEH
00puB kaTo OyJi03Ha epuTeMa MyITU(GOPME MM TOKCHYHA eNHUAepMaliHa HEKPOJIN3a, IMCTEaMUH HE
TpsIOBa Ja ce mpuiiara MoBTOPHO (BXK. Touka 4.8).

CTOMaH_IHO—‘lDCBHI/I

CY s13Ba ¥ KbpPBEHE ce CHOOIIABAT MPH MAIIMECHTH, JIEKYBaHU C JIeKapcTBeHaTa (popMa Ha [UCTEaMUHOB
OuTaprapart ¢ He3abaBHO 0CBOOOXKAaBaHe. JIekapuTe TpsOBa ma oOpbhIaT BHUMAaHHUE HA TIPU3HAIIM Ha
s13Ba ¥ KbPBEHE U J]a HHOOPMHUPAT MAIUCHTUTE U/WITH HACTOMHUIIUTE 32 MPU3HAIM U CUMIITOMH Ha
cepro3na CY TOKCUYHOCT U KaKBU CTBIIKH JIa CE MPEIIPUEMAT, aKO Ce TIOSBSIT.

CumMnromMu OT CTpaHa Ha CTOMAIIHO-YPECBHUSA TPAKT, BKIIFOUYHUTCIIHO I'a/ICHC, TIOBPBIIAHE, aHOPCKCUA U
a6,£[0MI/IHaJ'IHa OoJIKa ce CBBP3BAT C UCTCAMUH.

CTpuKTYpH Ha Wieo-iekyMa u 1edenoro uepBo (pudposupaiiia KOIOHONATHS) Ca ONMCAHU 338 TBPBU
BT MIPY MAIUEHTH C KUCTO3HA (hnOp03a, Ha KOUTO Ca JaJIcHH BUCOKH JI03U MTaHKPEACHU SH3UMHU IO/
(opmara Ha TabNETKU C EHTEPOCOJIBEHTHO TIOKPUTHE OT CHITOJIMMED HAa METAKPHUIOBA KUCEIHHA U
erunakpmiar (1:1), enno ot momonrauTe BermectBa B PROCY SBI. Karto npenmnazna msipka
HEOOWYaiiHN a0JOMUHATHA CUMIITOMH WU IPOMEHU B a0JOMUHATHUTE CUMITTOMH TpsiOBa Ja ObaaT
KIIMHAYHO OIICHEHH, 32 JIa C€ M3KJII0OYM Bh3MOXKHOCTTA 32 (pubpo3upaiia KoJoHONaTHsI.

IlenTpanna HepBHa cucrema (ITHC)

Cumnromu ot ctpana Ha [{THC kato rep4yoBe, JieTaprus, COMHOJICHTHOCT, JIETPecHs ¥ eHIledanonaTus
Ce CBBP3BAT C MIUCTEaMUH. AKO € MPOSBAT CUMITOMH OT cTpana Ha [{HC, manueHTHT TpsiOBa a Obie
BHUMATEITHO OIICHEH U IPU HEOOXOAUMOCT Jia ce Kopurupa no3ata. [lanmenture He TpsiOBa 1a
U3BBPIIBAT OTCHIIMAIHO OMACHU JICHHOCTH, JIOKATO CTAHAT U3BECTHU €(DEKTUTE OT IIUCTEAMUH BHPXY
TICUXWYHATA JeHHOCT (BXK. TouKa 4.7).
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JleBKOoneHHsT M aOHOPMHA YEPHOAPOOHA PYHKIIMS

LII/ICTCEIMI/IH IMOHAKOra ¢c€ CBbp3Ba € 06paTI/IMa JICBKOIICHUSA 1 a6HOpMHa qepﬂoupo6HaTa (byHKL[I/I}I
Hopam/l TOBa € HCO6XOI[I/IMO MpocCJICAABAHC Ha KpbBHATA KapTUHA U qepH0ﬂp06HaTa (I)yHKI_[I/I}I

JloOpokadyecTBeHa MHTPAKPAHUATHA XUIIEPTOHUS

Nma crolieHns 3a ciiyyan Ha JOOpoKadecTBeHA HHTpaKpaHUaTHa XUIIEPTOHUS (WJIH MO3bUCH
ncesaotrymop (PTC)) u/unu nanuneaeM, CBbp3aHU C JICUSHUETO € IMCTEaAMUHOB OMTapTapaT, KOUTO
OTIIYMSIBAT C JIOOABSIHETO HA JICUCHHE C AUYPETUIH (TOCTMAPKETHHIOB OIHT C JIeKapcTBeHara hopMa
HAa IIUCTEaMUHOB OUTapTapaT ¢ He3abaBHO 0CBOOOXMaBaHe). JlekapuTe TpsOBa Jla HHCTPYKTHPAT
MAIMEHTHTE JIa ChOOIABAT BCEKHU OT CIICJTHUTE CUMIITOMU: TTIaBOOOJINE, IIYM B YIIIUTE, 3aMaliBaHe,
raJicHe, TUIUIONUS, 3aMbIIIECHO BUXKIaHe, 3ary0a Ha 3peHue, 00JIKa 33a]] OKOTO WIIH OOJIKa TPU
JIBUKCHHE HAa OYHTE. 32 paHHOTO UICHTH(HIIMPAHE HA TOBA ChCTOSIHUE € HEOOXOIUMO TIEPUOAUIHO
NPOBEKaHE HAa OUYCH TIPETJie]l, a KOTaTo TOBa Ce CIy4H, TpsiOBa Jia ce peArpueMe CBOCBPEMEHHO
JIeueHHe, 3a Jia ce MPeJI0TBPATH 3ary0da Ha 3peHUETO.

PROCYSBI cpabprka HaTpHil

To3u ekapcTBEH MPOAYKT ChABPXKA Mo-Maiko oT 1| mmol Hatpwmii (23 mg) Ha 103a, T.€. MOXKeE Ja ce
Ka)ke, 4ye MPaKTUYECKH HE ChIbpiKa HATPUU.

4.5 Bs3amMmopeiicTBHe ¢ IPYTrH JeKAPCTBEHH NPOAYKTH M APYTrd (JOPMH Ha B3auMojelicTBHe
He moxke na ce n3Kimi0un, Ue MUCTeaMuH € KITMHIYHO 3HaYMM HHAYKTOp HAa CYP ensumure,
unxubuTop Ha P-gp 1 BCRP Ha mHTECTHHATHO HUBO M MHXHOUTOP HAa YePHOAPOOHHUTE BIITEHK

tpancnoprepu (OATP1B1, OATP1B3 u OCT1).

EnHOBpEMEHHO MPUIIOKEHUE ChC 3aMECTUTEITHA TEPAIHS C SICKTPOIUTH U MUHEPAIIA

HucTeamun MoXke J1a ce Mpuiiara ChC 3aMECTUTEITHA TePaNsl C EICKTPOIUTH (C H3KITIOUYCHUE Ha
OmkapOOHAT) M MUHEpAJIH, HEOOX0MUMa 3a JIeueHue Ha cuHapoMa Ha Fanconi, kakTo u ¢ Butamud D u
TUPOUAHHM XOpMOHH. [IprokeHueTo Ha OuKapOOHAT TpsIOBa 1a ObJec Hali-MaJIKO €IMH Yac IPSIAH UK
enuH yac cien npuioxennero Ha PROCYSBI, 3a 1a ce n30erne Bb3MOKHO MO-PAaHHO OCBOOOXKIaBaHE
Ha I[UCTEaMHUH.

HpI/I HAKOU MAIMCHTU Ca U3IMOJ3BAHU CAHOBPECMCHHO MHAOMETAIIUH U TUCTCAMUH. B CJIydau Ha
IMalfMCHTH C 6’L6p€"IHI/I TPpaHCIUTaHTAalluX 3a€JHO C HUCTCAMUH Ca U3IOJI3BaHU JICKApCTBA CPCILy

OTXBBPJISIHETO.

EnnoBpemMeHHOTO npritarane Ha MHXMOWTOpa Ha MPOTOHHATA romiia omenpaszoid u PROCYSBI in vivo
HE MoKa3Ba eeKTH BHPXY EKCIO3UIHSITA Ha IICTEaMUHOB OHTapTapart.

4.6 PDeprraurter, )peMEHHOCT U KbPMEHe

Kenu ¢ gerepoeH NOTEHIINAI

JKenwure ¢ gerepoieH moTeHIMAaN TPIOBa Ja ObaT HHPOPMHUPAHU 3a PUCKA OT TEPATOTCHHOCT U Ja
ObIIaT IMOCHBETBAHM J1a U3ITOJI3BAT TTOIXOISIIT METOJT 32 KOHTPAIICIIITNS 110 BpeMe Ha Kypca Ha JICUCHHE.
OTpuIaTeHUAT TeCT 32 OpeMEHHOCT TpsIOBa 1a ObIe TOTBBPACH IPEIHU 3aII04YBaHE Ha JICYCHHE.

BpemenHocT

Hsma noctarbuno AaHHM OT ynorpebaTa Ha HUCTEaMHH NPH OpeMeHHH keHH. [IpoyuBaHusTa npu
JKUBOTHH TIOKa3BaT PENPOIYKTHBHA TOKCHYHOCT, BKIIOUUTEIHO TepaTorenesa (BXK. Touka 5.3).
IToTeHUMANHUAT PUCK IIPU XOpa He € u3BecTeH. EQekThT Ha HelleKyBaHaTa [IUCTUHO3a BBPXY
OpemeHHOCTTa ChIIO He € u3BecTeH. [lopaayn ToBa EcTeaMUHOB OUTapTapaT He TpsiOBa J1a ce mpuiiara
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10 BpeMe Ha OpPeMEHHOCT, 0COOEHO TIpe3 MMbPBHUSI TPUMECTHP, OCBEH aKO HE € KATETOPUIHO
HEeoOXxoauMo (BK. ToUKa 4.4).

Axo ce AWArHoCTUIpa WIH IIJIaHUpa 6p€MCHHOCT, JICYCHUCETO ’I’pr6Ba Ja c€ NpeoCMUCIA
BHUMATCIIHO.

Kopmene

ExckpenusiTa Ha LucTeaMyH B 4OBEILIKAaTa KbpMa He € u3BecTHa. [lopaau pesynrarure ot
NPOYYBaHUITA TIPU KUBOTHU C KbPMELIH KEHCKH 1 HOBOPOJCHH (BK. TOUKa 5.3) o6aye KbpPMEHETO €
NPOTHUBOIOKa3aHo npH xenu, npueMainn PROCYSBI (Bx. Touka 4.3).

DepTUnuTer

Edextu Bbpxy deprrnuTeTa ca HaOII0JaBaHU MPH MPOYUBAHUSA BbPXY *KHUBOTHH (BXK. TOYKa 5.3).
A3zoocniepmus ce cho0IIaBa MPH NAUEHTH OT MBXXKH IOJ ¢ IIUCTUHO3A.

4.7 EdexkTn BbpPXY cOCOOHOCTTA 32 IO(UPaHe U PadoTa ¢ MAIIMHHA

lucTeamMuH NoBIHSBa B MaJIKa WIJIM YMEPEHA CTETIeH CIOCOOHOCTTA 32 IodupaHe u paboTa ¢ MalllvHU.
HI/ICTeaMI/IH MOXE Ja IpUYUHU COMHOJICHTHOCT. HpI/I 3aI104YBAaHE HaA JICHCHUECTO MMAIIUCHTUTE HE TpS[6Ba
Jla y4acTBaT B MIOTSHIIMATHO OMACHU JIEHHOCTH, JOKATO HE CTAHAT U3BECTHH e(DEKTUTE Ha
JIEKAPCTBEHHUS MPOJIYKT BHPXY BCEKU UHAUBUI.

4.8 Hexenanu jekapcTBeHH peaKIuu

O0600611eHMe Ha npodwia Ha OE30IIaCHOCT

[lo oTHOWIEHNE HA NeKapcTBeHaTa opMa Ha UCTEaMHHOB OMTapTapat ¢ He3abaBHO OCBOOOK/AaBaHe,
npu npuban3uTenHo 35% OT MaHeHTHTE MOXKe Ja Ce 0YaKBa J1a ce MOsBAT HeXKeJIaHu peakiun. Te ca
CBBP3aHH IVIABHO ChC CTOMAIITHO-YPEBHHUS TPAKT M IIEHTpaJIHaTa HepBHA cucTeMa. Korarto te3n
pEaKIMK ce TOSBAT IIPH 3aII0YBaHE HA JICYCHUETO C IIUCTEaMHH, BDEMEHHOTO CIIMPaHe U IIOBTOPHOTO
3aroyBaHe Ha JICUCHUETO C MOCTETIEHHO MOBUINIABAILM CE 03U Ha aKTHBHOTO BELIECTBO MOXKeE Jia ObJe
e(eKTUBHO 32 TO100PSBaHE HA TOHOCUMOCTTA.

[pu KIMHUYHN POYYBAHMS C YIACTHETO Ha 3/[paBu JTOOPOBOJIIH HA-4ECTHTE HEXKETIAHN PEaKIiH ca
MHOT'0 YECTH CTOMAITHO-upeBHU cuMnToMu (16%) u ce HabmtoaBaT Hail-Bede KaTo eIMHUYHH
€MHM30/H, KOUTO ca OWIIH JIEKH O YMEPEHH 10 TexkecT. [IpodnibT Ha HexXenaHuTe peakuy Ipu
3[paBU WHIMBHIY € TI0A00eH Ha podriia Ha HeXKEIaHUTe PEeakluy MPH NalueHTH ChC CTOMAITHO-
YpeBHH HapyIeHH (Iuapusi 1 KOpeMHa 00JIKa).

TabauyeH CIMCHK HA HEXEITaHUTE PCAKIIUN

YecroTara Ha HeXKEIAHUTE PEAKITNH € ONIPEICIICHA, KaTO € U3MO0I3BaHa ClIeHATa KOHBCHIIUS: MHOTO
yectu (>1/10); uectn (>1/100 mo <1/10); megectu (>1/1 000 no <1/100); penxu (>1/10 000 no

<1/1 000); muoro peaku (<1/10 000) u ¢ Heu3BeCTHA YeCTOTA (OT HAIMYHKUTE JaHHU HE MOJXKE Ja ObJie
HaIpaBeHa OIICHKA).

[Ipu Bcsiko rpynupaHe B 3aBUCUMOCT OT Y€CTOTaTa, HeKEIAHUTE PEaKIMK e H30POSBAT B HU3XOJISAIIT
pell 10 OTHOIIICHHE Ha TSXHATA CEPUO3HOCT.

Tabnuya 2: Heocenanu peaxyuu
CucremMo-opraseH KJjac 1no
MedDRA

Hapymenus Ha kpbBTa 1 TUMQHATa
cucremMa

Hapymenus Ha umyHHaTa cucteMa | Hevecmu: AHaduIakTHYHA peakiuys

Yecmoma: HexeJ1aHA PeaKIUst

Hevecmu.: JleBkonieHUS
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Cucremo-opraseH KJjac 1no
MedDRA

Yecmoma: HexeJIaHA PeaKIust

Hapymienns Ha Mmetabomu3Ma u
XPaHEHETO

Mmnoeo yecmu: AHOPEKCHUS

[lcuxu4Hu HapyIIeHUs

Heuecmu.: HepBHOCT, XaTOLUHALIUU

Hapymenns Ha HepBHaTa CUCTEMA

Yecmu: I'naBobonue, eHuedanonaTus

Heuecmu: COMHONEHTHOCT, T'bPUYOBE

CromarnrHo-4peBHHI HapYIICHUS

Mmnoeo uecmu: IloBpblllaHe, rajieHe, Tuapus

Yecmu: KopeMHU OOJIKHM, HENPUATEH IBX,
JUCIICTICHS, TACTPOCHTEPUT

Heuecmu.: CtoMaiHo-4peBHa s13Ba

Hapymienus Ha koxara u
MOJIKOXKHATa ThKaH

Yecmu: Jloma Mupu3ma OT KokaTa, 00puB

Heuecmu. TlpoMeHH B 1IBETa Ha KOcCaTa, KOXKHU
CTpHH, KpeXKa KoXa (MOJyCKOHICH TICEBIOTYMOD
Ha JIAKTHTE)

Hapymenus Ha MycKyiiHO-
CKeJIeTHAaTa CUCTEMA U
ChEeIMHUTETHATA ThKaH

Heyecmu: XunepekcTeH3us Ha CTaBH, OOJIKH B
Kpakara, genu valgum, OCTCONCHUs, KOMIIPECHOHHA
¢dpakTypa, CKOJIM03a

Hapymenus Ha 6b60penure u
NMKOYHHTE ITHTUIIA

Heuecmu: Hedposen cuaapom

OO6mm HapymeHns 1 e(heKTH Ha
MSICTOTO Ha TPUIOKCHHC

Mmnozo uecmu: Jletaprusi, IUpeKcHus

Yecmu: ActeHus

Wzcnensanus

Yecmu: OTKIOHEHUS B YEPHOIPOOHUTE

(hyHKIIMOHATHI TECTOBE

Onwucanue Ha I/I36DaHI/I HEXCTaHU pCaKIInu

Onum ¢ PROCYSBI 6 knunuutu npoyyears

B knmuanynam npoyusanusi, cpaHsaBamd PROCYSBI ¢ nekapctBenata ¢oopma Ha HIMCTEAMHUHOB
OouTapTapat ¢ He3a0aBHO OCBOOOXK/IaBaHe, €[HA TPETA OT MAI[UCHTUTE MMOKa3BaT MHOTO yecTn CU
HapylIeHus (rageHe, oBpbiaHe, 00aKd B Kopema). HabOaogapanu ca ChI0 YeCTH HApYILICHHS Ha
HEpBHATa cucTeMa (TJIaBo0O0INE, COMHOJICHTHOCT M JICTAPTHS) U YECTH OOIIM HapyIIeHHs (aCTCHU).

T[ocmmapkemuneos onum ¢ rekapcmeenama Qopma Ha yucmeamunos bumapmapam ¢ 1He3abasHo
0csobovicoasane

JloOpokauecTBeHa MHTpAKpaHHUATHA XUIIEPTOHUS (MU Mo3b4eH niceBaoTyMop (PTC)) ¢ manmunenewm;
KOXKHU JIE3UH, MOJYCKOUIHH TICEBJOTYMOPH, CTPHH IO KOKaTa, KpeXKa KOXKa; XUTIePEKCTeH3Us Ha
cTaBH, OOJIKH B KpakaTa, genu valgum, OCTEOTICHISI, KOMIIPECHOHHA PpaKTypa U CKOJIN03a ca
CHOOIICHU NPY NPUIIOKECHHE Ha IUCTEAMIHOB OUTapTapar ¢ He3abaBHO 0CBOOOXKIaBaHE (BXK.

Touka 4.4).

CroOmaBar ce ABa ciaydasi Ha Hepo3eH CHHIPOM 10 6 Mecelia Clie/] 3ar0YBaHe Ha JISYCHUETO C
MIPOTPECUBHO BBh3BPHIAHE CJIE]] CIIMPaHe Ha JICYCHHETO. XUCTOJIOTMYHOTO U3CIIe/IBaHE TTOKa3Ba
MeMOpaHO3eH IIIoMepyJIoHe(hPUT Ha OBOpEUYHATA AJIOTPUCAKA B SUHUS CIIydal U XUIEPCCH3UTUBCH
WHTEPCTUIMAJTICH He(PPUT B IpyTHSI.

CroOmiaBat ce HIKONKO cirydast Ha cuHapoM Ha Ehlers-Danlos Ha makTute npu gena, XpOHUIHO
JICKYBaHH C BUCOKHU 103U OT pa3/IMUHU IIPOAYKTHU, CbAbprKAIIN HUCTCAMUH (]_H/ICTeaMI/IH XJjopxuapar
WM IUCTAMUH, MM IIUCTEAMUHOB OMTapTapar), IIPeAMMHO Hajl MaKCUMaIHaTa 103a oT 1,95 g/m?/nen.
B HskOU ciyuan KOKHUTE JIC3UH Ca CBBP3aHU C KOKHU CTPUH U KOCTHH JIC3UH, HaOII0JaBaHH
IBPBOHAYATHO MPH PEHTTEHONIOTUYHO n3cieBane. ChoOIIaBaHUTEe KOCTHH HAPYIISHHUS ca genu
valgum, 00JIKu B KpaKaTa U CTaBU C XUMIEPEKCTEH3MsI, OCTCOIICHHS, KOMITPECHOHHA (DpaKkTypa U
CKOJIMO03a. B HAKOIKOTO citydasi, TPy KOUTO € U3BBPIICH XUCTONATOJIOTMYCH ITPETJie]] Ha KOXKaTa,
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pe3yaTaTHTe MPEANnoaraT aHrnOeHI0TeTMOMaTo3a. EMH NallMeHT € TIOYMHAIT CJIe]] TOBa OT 0CTpa
repeOpaiHa HCXeMUsl ¢ U3pa3eHa BacKysonatus. [Ipy HIKOW MAIllMEeHTH KOXKHHUTE JIC3UH BbPXY
JIAKTHTE PErPECUPAT CIIC]T OHKCHHE Ha 103aTa Ha IIUCTEAMUH ¢ He3a0aBHO 0CBOOOKIaBaHe (BIK.
Touka 4.4).

Cpo0111aBaHe Ha MOA03UPAHN HEXETAHN PEAKITHH

Cp0011aBaHETO HA MOI03UPAHU HEIKEIAHN PEaKIIMU CIIe]] pa3pellaBaHe 3a yrnorpeda Ha JIeKapCTBEHHUS
MPOAYKT € BaskHO. TOBa 1M03BOJIABA Ja MPOIB/KH HAOIIOICHUETO Ha ChOTHOIICHUETO 0JI3a/pUCK 32
JIeKapCcTBEHUS NPOoAyKT. OT MEIUIIMHCKUTE CIICIUAIMCTH CE N3MCKBA J]a ChOOIIaBaT BCAKA
MOJT03UPaHa HeXKEIaHa PeaKiys Ype3 HAI[MOHAIHA CUCTeMa 32 ChOOIaBaHe, OCOYCHA B

Ilpunoxenue V.

4.9 Ilpeno3upane
IIpeno3upaneTo Ha UCTEAMUH MOKE Jia IPUUMHHU ITPOTPECUBHA JIETapTHU4.

B ciyqait Ha mpeno3upane TpsAOBa ga ce OCUTYPH IOIXOIAIIO IMOIIOMarane Ha JuXaTeHaTa u
ChpAEYHOCHAOBATA cucTeMa. He e m3BecteH crienndudeH aHTHAOT. He € M3BeCTHO Janu MUCTeaMuH
ce OTCTpaHsIBA YPe3 XeMOUAIN3A.

5. ®APMAKOJIOTHYHU CBOMCTBA
5.1 @apmakoaMHAMUYHH CBOWCTBA

®dapmakoTepaneBTHYHa Ipyna: Jpyru cpeacTBa, HOBIUABAILY XPaHOCMUIATEIHATA CUCTEMA U
MeTabonmn3Ma, aMuHOKuCcennHy U ipor3BogHu, ATC kox: A16AA04.

[{ucTeamuH e Ha-NIPOCTHAT CTAOMIICH aMUHOTHOI U € TIPOAYKT OT pa3rpakKIaHeTo Ha
aMUHOKHCENMHATA IUCTenH. B mu3o30MuTe, IMCTEaMUH y4acTBa B peakiys Ha THOJ-IUCYI(pHIeH
00OMeEH, MPEBPBIIANKHN [IUCTUH B IUCTEHH U IIUCTEUH-IIUCTEAMUH CMECEH ITUCYJI(DUI, KOUTO TPU
MMAIMEHTH ¢ MUCTHHO3a MOTaT Jia U3/1s3aT OT JIM3030MaTta.

HopmannuTte MHAMBUAM U JWLATA, XETEPO3UTOTHHU 32 IMCTHHO3a, IMAT JICBKOIIMTHY HUBA HA IIUCTUH
c¢b0TBeTHO < (0,2 M 0OMKHOBEHO 1o 1 nmol XeMHUITUCTHH/ME NPOTEHH TP U3MEPBAHE C H3II0JI3BAHE
Ha aHaJIM3a Ha CMECEHH JIEBKOINTH. IHAMBHINTE C IMCTHHO3a UMAT ITOBHIIICHHUE HA JICBKOIIUTHHUTE
HMBa Ha IUCTUH HaJ 2 hmol XeMUAIMCTHH/ME MPOTEHH.

JIeBKOIIMTHUTE HHMBA HA IMCTUH IPH TE3H NAMEHTH CE€ MOHUTOPHPAT 3a ONPEAEIsTHE Ha
aJIeKBaTHOCTTA Ha Jio3upane, kato npu jJedeHne ¢ PROCYSBI n3mepBaneTo ce m3BbpiiBa 30 MUHYTH
Cclle/l IpHUjIaraHe.

OcHoBHOTO (haza 3 pannommsupano, kpbcrocano OK u @/ mpoyuBaHe (KOETO € ¥ TbPBOTO IO pojaa
CH paHJOMHU3UPaHO MPOYYBaHE C JIeKapcTBeHaTa opMa Ha ICTEaMHHOB OMTapTapaT ¢ He3abaBHO
0CBOOOXIaBaHE) TIOKA3Ba, Y€ B CTAI[MOHAPHO ChcTOsHUE NanueHTuTe, npueMarin PROCY SBI Ha
Bcekn 12 waca (Q12H), mmat cxomHO H3ueprBaHe Ha JIEBKOIUTHUTE HIUBA HA IUCTHH B CPaBHEHUE C
(hopmara Ha 1UCTEaMUHOB OUTapTapat ¢ He3ab0aBHO OCBOOOKJaBaHe, TpHeMaHa Ha BCEKH 6 qaca
(Q6H). Pannomusupanu ca yetnpuaecet u Tpuma (43) nauueHTy; ABageceT u cenem (27) aeua (Ha
BB3pacT oT 6 10 12 rogunan), metHaneceT (15) roHomM (Ha BB3pacT ot 12 mo 21 roxuan) u exuH (1)
BB3PACTEH C IUCTUHO3a U C HOpMaiiHa 0h0pedHa GyHKIHS Bb3 OCHOBA Ha M3YMCIIEHATa CKOPOCT Ha
riomepynHa ¢purrparus (GFR) (kopurupana 3a TeliecHara moBbpxHoct) > 30 ml/munyta/1,73 m2. Ot
TE3W YeTHupHaeceT U Tpuma (43) marmeHTH, ¢ M3KII0YeHIE Ha 1BaMa (2), Opat u cectpa, KOUTO ce
OTTETJISAT B Kpasi Ha IbPBUsI IEPUOJ] Ha KPCTOCBaHE, MOPAAN MPEABAPUTEIHO TUIaHNpaHa OTIepaLus
Ha equHus (1) oT TsX, yeTupuaeceT u enut (41) maunueHTH 3aBBPIIBAT MPOTOKOIA. [{Bama (2)
HAaMEeHTH ca OMIN M3KIIIOYEHH OT aHAJIM3a MO MPOTOKOJ, Thil KaTo 10 BpeMe Ha MepHo/ia Ha JICUCHUE
C JlekapcTBeHaTa (popMa Ha UCTeaMUH ¢ He3a0aBHO OCBOOOXK/IaBaHE TAXHOTO JIEBKOLUTHO HUBO Ha
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LIUCTHH € HapacHasIo Haj 2 nmol xeMunucTuH/mg nporeun. TpuaeceT u aeeet (39) narueHTy ca
BKIIFOYCHU B OKOHYATEITHHUSI OCHOBCH aHAJH3 32 €(PUKACHOCT TI0 IPOTOKOJL.

Tabnuya 3: CpasHenue Ha HUBAMA HA YUCTUH 8 IeBKOYUTNUME Cle0 NPUNONCEHUE HA YUCTNEAMUHOS
oumapmapam c nezabasno oceoboxcoasane u PROCYSBI

IMonyaauus nmo mpotokoJ (Per —Protocol (PP) Population) (N=39)

JlexapctBena opma ¢
He3a0aBHO 0CBOOOXKIaBaHE PROCYSBI
Ha IUCTCaMUHOB OWTapTapar

HuBo Ha UCTHH B JICBKOIUTUTE
(LS cpennu croitHoctu + SE) B nmol 0.44£0.05 0.51£0.05
XEMHIIMCTUH/ME IPOTeHH™*

Jleueben edext
(LS cpennu croitnoctu + SE; 95,8% U, 0,08 £0,03; 0,01 mo 0,15;<0,0001
P-CTOHHOCT)

Honynanusi Ha Bcnuku onennmu nanuentu (ITT) (N=41)

JlexapctBena opma ¢
He3a0aBHO 0CBOOOXKIaBaHE PROCYSBI
Ha IMCTEaMUHOB OUTapTapaT

HuBO Ha UCTHH B JIEBKOIIUTHUTE
(LS cpemnu croiinoctu = SE) B nmol 0.74+£0.14 0.53+£0.14
XEMULUCTUH/ME NpOoTeuH*

Jleueben edekt
(LS cpemnu croiinoctu + SE; 95,8% JIU; -0,21 £ 0,14; -0,48 mo 0,06; < 0,001
p-CTOMHOCT)

*I/I3MepeH0 C U3II0JI3BAHC HAa aHAJIM3a Ha CMCCCHH JICBKOLIMTHU

YerupuaeceT ot yetupuaeceT u eaut (40/41) manmueHTH, KOUTO ca 3aBbPIINIH OCHOBHOTO IIPOYYBaHE
¢aza 3, ca BrmroueHu B npocnekTuBHO npoyuBane ¢ PROCY SBI, koeTo ocTaBa oTBOpeHO 0TOraBa,
nokaro PROCYSBI ne moxke aa Oba€ npeAnucan ot JIEKyBallis UM Jiekap. B ToBa npoyuBaHne HUBOTO
Ha LIUCTHH B JICBKOLIUTHUTE, U3MEPEHO C U3II0JI3BaHE HA aHAIN3a HA CMECEHU JICBKOLIUTH, BUHATH €
OWJIO CPETHO O] ONTUMAJIEH KOHTPOJ npH < 1 nmol XxeMunucTHH/mg nporenH. M3uncnenara
ckopocT Ha riomepyiaHa ¢puntpanus (eGFR) He ce mpomens 3a mpoyuBaHaTta MOMynanus ¢ TEYCHHE Ha
BpPEMETO.

5.2 ®apMakoKMHETHYHM CBOIiCTBA

AOGcopOrus

OTtHocuTeHaTa OMOHATMYHOCT € OKOJIO 125% B cpaBHEHUE ¢ nekapcTBeHaTa (popMa Ha IIUCTEaMHH C
He3a0aBHO OCBOOOJKIaBaHE.

Abcopbmusara na PROCY SBI namansiBa npu npueM Ha xpaHa 30 MUHYTH IIpeu IpUIaraHe Ha 103aTa
(mpubamsurenno 35% HamaneHue Ha ekcro3unusTa) v 30 MUHYTH cie]] IpujlaraHe Ha Jo3ata
(croTBeTHO OKOJIO 16 Mmn 45% HamanmeHne Ha eKCITO3UITUATA TIPH HHTAKTHU M OTBOPEHHU KATICYJIH).
[IpuembT Ha XpaHa ABa yaca ciell NIpUIoKeHne He noBiusaBa abcopouusta Ha PROCYSBI.

Paznpenenenue
CBBp3BaHETO HA IIUCTEAMUH C TUIA3MEHUTE OCNTHIH in Vitro, MPEIUMHO C aIOyMUH, €
mpuoIM3uTEeTHO 54% ¥ HE 3aBUCH OT IIa3MEHATa KOHIICHTPAITU Ha JIEKAPCTBOTO B pAMKHTE Ha

TCPAINICBTUYHUSA JUAIIa30H.

Buorpanchopmarus

JokasaHo e, ue eTMMUHUPAaHEeTO HAa HEMPOMEHEH IIUCTeaMuH B ypuHata e Mexay 0,3 u 1,7% ot oOmata
JHEBHA J103a IIPH YyeTupuMa nauuenTtu. [lo-ronsimara 4acT OT HUCTeaMUH ce eKCKpeTHpa KaTo cyndar.
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In vitro naHHM TIOKa3BaT, Y€ CHIIECTBYBA BEPOSTHOCT IMCTEAMIHOB OMTapTapar Ja ce Metabomusnupa
ype3 MHOkecTBO CYP ensumu, BrmountenHo CYP1A2, CYP2B6, CYP2CS, CYP2C9, CYP2C19,
CYP2D6 nu CYP2EI. Ilpu excnepumentanau ycinoBust CYP2A6 u CYP3A4 He ca BKIIIOUEHH B
MeTaboM3Ma Ha INCTEeaMUHOB OWTapTapar.

Enumunupane
TepMUHATHHAAT TTOJTY>KMBOT Ha ITUCTEAMHUHOB OWTapTapaT € MpuOIU3UTEIHO 4 Jaca.

HucreamunoB outaprapar He ¢ uaxubutop Ha CYP1A2, CYP2A6, CYP2B6, CYP2CS, CYP2C9,
CYP2C19, CYP2D6, CYP2E1 u CYP3A4 in vitro.

In vitro: llucteamuHoB O6utaptapar e cyoctpat Ha P-gp u OCT2, Ho He e cyoerpar Ha BCRP,
OATPIBI1, OATP1B3, OATI1, OAT3 u OCT1. llucreamunos 6butaprapar e nuaxuourop vHa OATI,
OAT3 u OCT2.

CrelyaiHy MOmyIalin

dapMaKOKWHETHKATA HA [IUCTCAMUHOB OUTApTapar He € MPOoyYUeHA MPH CIICITHATTHY MOMYJIAIHH.
5.3 TIlpeAKkIUHUYHU JaHHHU 32 0€30MACHOCT

B ny6nukyBaHuTE IPOyYBaHUS 32 TEHOTOKCUYHOCT Ha IIUCTEAMHH Ce ChOOIaBa 3a MHyIIUPaHe Ha
XPOMO30MHU abepaliiy B KyJITYPH OT €YKapUOTHH KJIEThYHU JIMHUA. CIIeIHATHUTE TIPOYYBAHUS C
[UCTEaMHH HE ITOKa3BaT MyTareHHU €(EKTH MPH TeCTa Ha AmeS WM KJIACTOTeHEH eeKT Ipu
MUKPOHYKJIEaPEH TECT MpH MUIIKH. [IpoBeieH e OakTepualieH TecT 3a 00paTHU MyTalliu (TeCcT Ha
Ames) ¢ nucteaMrHOB OuTapTapar, koito ce usnonssa 328 PROCYSBI. IlucreamuaoB ouraprapar He
MOKa3Ba MyTareHHU €()eKTH MPU TO3H TECT.

[IpoyuBaHusTa BEPXY PENPOIYKIHUSTA TOKa3BaT eMOpHO(deTOTOKCHYHH e(eKTH (pe3opOuun u 3aryba
Ha (eTycu ciell IMIDTaHTALUATA) TIPH ILTHXOBE MpH 1030B0 HUBO OoT 100 mg/kg/nen u npu 3aiiny,
noJjiyyaBainy rucreaMud 50 mg/kg/nen. Onucanu ca TepaToreHHu ePpeKTH MPH ITbX0BE, KOTaTo
ICTEaMUH Ce TpHiiara npe3 nepuojia Ha opranorenesara B 103a ot 100 mg/kg/nen.

Tosa ce paBusBa Ha 0,6 g¢/m?/IeH B IIbXa, KOETO € MAJIKO IT0-MaJIKO OT IPENOpPHYBAHATA KIMHUYIHA
HOIbpIKAIlA 1032 MCTEaMuH, T.€. 1,3 g/m*/nen. HaGmonasa ce noHmwKeH (EPTUINTET IIPU IUIHXOBE
nipu 375 mg/kg/neH — no3a, mpu KoATO ce 3abaBs HayIaBaHeTo Ha Tero. [Ipu Tasu 103a, HaLaBaHETO
Ha TETJIO U MPEKUBIEMOCTTA Ha ITOKOJICHHETO TI0 BpeMe Ha KbPMEHETO CHIIO ca IMOHKEHN. BucoknTe
JI03Y [IUCTEaMHH YBPEXKIAT CIIOCOOHOCTTA Ha JIAKTHPAIIUTE )KEHCKH J1a XPaHSIT CBOUTE MaJIKH.
EnuHu4yHATE 1031 OT JIEKApCTBOTO HHXMOUPAT CEKPENUATa Ha IPOJIAKTHH TIPH )KHUBOTHH.

[IpunoxxeHneTo Ha NUCTEaMHH ITPU HOBOPOCHH TUTHXOBE MPEINU3BUKBA KaTapaKTH.

BucoxkuTe 103u nrcTeamMuH, IpriIaraHu epOpaTHO WM MAPEHTEPATHO, BOJAT 0 AYOJACHATHH S3BH
MIpH IUTHXOBE W MUILIKH, HO HE U IpY MaiiMyHH. EXCriepuMeHTATHOTO IPUIIOKEHUE Ha JIEKapCTBOTO
MpPEAU3BUKBA U3YEPIIBAHE HA COMATOCTATHHA MPU HAKOJIKO >KMBOTUHCKU Buaa. [locnencrteuero ot

TOBa 3a KIMHUYHATa yHOTpe6a Ha JICKApCTBOTO HC € U3BCCTHA.

He ca MMPOBCKAAaH! MPOYYBAHHNA 3a KAPIIMHOTCHHOCT C HUCTCAMUHOB 6HTapTapaT TBbpPAU CTOMAIIHO-
YCTOIZHHBH KarcyJiu.
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6. DODAPMAIEBTUYHU JAHHHA
6.1 CHoucbk Ha IOMOLIHHUTE BelIeCTBA

MHUKPOKPHCTAITHA eTy103a
CBHITOJINMEP Ha METAKPIIIOBA KHcenuHa U eTriakpuiar (1:1)
XUIPOMEI03a

TaJIK

TPUETUIIOB LIUTPAT

HaTpUeB Jaypuicyndar

6.2 HecbBMecTUMOCTH
Henpunoxumo
6.3 Cpox Ha roaHOCT

3 roguHu

HeotBopenure caiera MOXKe Jia € ChbXPaHsBAaT 3a SAMHUYCH NIEPUOJ J0 4 Mecella Py TeMIeparypa
ox 25°C Ha MSCTO, 3allIUTEHO OT CBETJIMHA U BJIara, Clie]] KOeTO JIEKAPCTBEHUST MPOIYKT TPsOBa 1a
CE U3XBBPIIH.

6.4 CuoeuuaJjHU yCJI0BHUSI HA CbXPAHEHUE

Ha ce cexpanssa B xnagmwiauk (2°C — 8°C).
a He ce 3ampa3siBa.
ChxpaHsiBaliTe caimerata B KapTOHEHATa OMAKOBKa, 3a J1a Ce MPEANa3siT OT CBETJIMHA U BJIara.

[o BpeMe Ha cpoka Ha TOJJHOCT JIEKAPCTBEHUSAT MPOLYKT MOXKE J]a c€ ChXpaHsBa IpH CTaiHa
temneparypa (rmox 25°C) 3a equaMYeH nepro oT 4 Mecena (Bx. Touka 6.3).

6.5 Buau chabp:KaHUe HA ONIAKOBKATA

Carera OT MHOTOCIIOHHO (hOJIHO: TIOIMETHUIICHOB TepedTanaT, aTyMUHUH U IOJIUETHIICH ¢ HACKA
mwrsTHOCT (LDPE).

OmnakoBka cbe 120 camera

6.6 CrnenuajaHu nNpeana3Hu MepKHU NMPH U3XBHPJIsiHEe U padoTa
Pabora

Besko carre e camo 3a efHOKpaTHa ynorpeoa.

Iopwvceane evpxy xpana

CarreraTa 3a cyTpelHaTa Wil 32 BeUepHaTa J103a TPSOBa Ja ce OTBOPAT U ChIIBPKUMOTO Jia €&
MopbCcH BhpXY npudausutento 100 g s06IK0BO MIOPE WK TUIOA0B KOHGUTIOp. BHUMaTemHO
pa3z0bpKaiiTe ChIBPKUMOTO B MEKaTa XpaHa J0 NOoJdy4YaBaHe Ha CMEC OT IUCTEaMUH TPaHyIu U XpaHa.
TpsaOBa ma ce u3se MII0TO KOJIMIECTBO OT cMecTa. ToBa Moke 1a Obe mocieasano ot 250 ml
MpUEMJINBA KUCEIa TEYHOCT — TUIO/IOB COK (HArp. MOPTOKAIOB COK MU JIPYT COK OT KUCENH TUIOI0BE)
i Boga. CMecTa TpsOBa Jja ce KOHCYMHUpPa B PAMKHTE Ha 2 Yaca Clie/l IPUTOTBSIHETO U, KaTo B
HWHTEpBaja OT BPEMETO Ha MPUTOTBSIHETO 10 MOMEHTA Ha MpHUIIaraHe MOXKe J1a CE ChXPaHsiBa B
XJIQIATHUK.

Ilpunacane upes conou 3a xpamnene
Camrerarta 3a cyTpelllHaTa WM 3a Be4epHaTa J103a TpsIOBa Ja ce OTBOPAT U ChIBPKUMOTO i €€
nopbcu BpXy npubnusurenno 100 g sObIK0BO MIOpe WK III010B KOHUTIOp. BHUMaTenHO
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pa30bpKaiTe CHABPAKUMOTO B MEKATa XpaHa /10 110Jy4aBaHe Ha CMEC OT LIUCTEaMUH IPaHy/IM U XpaHa.
CwmecTa TpsiOBa ciier TOBa J1a ce TIPIIIOXKH Mpe3 racTpocToMHa Tphoa (G-TprOa), Ha3oracTpasHa coHIa
WJIN TaCTPOCTOMHA-HEIOHOCTOMHA Tph0a, KaTo ce U3I03Ba CIPHHLIOBKA € KaTeTbpeH BpbX. [Ipeau
npunoxenue Ha PROCYSBI: Paskomuaiite Oyrona Ha G-Tpp0arta v 3aKpeneTe COHAATa 3a XpaHeHe.
IIpomuiite ¢ 5 ml Boxa, 3a 1a mouyrctute OyToHa. M3Teriere cMecTa B CipuHIIOBKATa. [IpenopbuBa ce
00eMbT Ha CMECTa B CIPUHIIOBKATa ¢ KATEThPEH BPBX Aa € MakcumyM 60 ml ipu ynoTpeba ¢hC CoOHa
3a AUPEKTHO WK Oostyc XpaHeHe. BkapaiiTe BbpXa Ha CIPHUHLIOBKATA, ChABPKAIIA CMEC OT

PROCY SBI/s651K0B0 Mope/mi1010B KOHQUTIOP, B OTBOpPA HA COHJIATA 32 XpaHEHE U 51 HAITbITHETE
JIOKpai cbc cMecTa— BHUMATEITHOTO HATUCKaHe Ha OyTalloTO Ha CIIPUHIIOBKATA U 33/IbPKAHETO Ha
COHZIAaTa 3a XpaHEHE B XOPU30HTAJIHO ITOJIO’KEHHE TI0 BpEMe Ha MPUIIOKEHUETO MOXKE a TIPEIOTBPaTH
pobaemMu nopaay 3ayliBade. 3a 1a ce H30erne 3amyliBaHe ce NPernopbyuBa ChIIO TaKa /1a ce
W3M0J13Ba MMOJTyTEYHA XPaHa KaTo SOBIKOBO IMIOPE WIH TOI0B KOHPHTIOP MpU CKOPOCT okoio 10 ml
Ha Bceku 10 cekyHIU 10 IBIHOTO M3Mpa3BaHe Ha clpuHIOBKaTa. [loBTapsiiTe ropHaTa CThIIKA,
JOKATO Ce MPUJIOXKH ISUI0TO KonmudecTBo cMmec. Crien npuinoxkenueto Ha PROCY SBI usternere 10 ml
TUTOJIOBO TIOPE MJIHM BOJIA B IpYyTa CIIPHHIIOBKA U npomuiite G-TpbbaTa, KaTo ce yBepHTe, 4e HMa
MoJIeIHaIa CMEC OT SOBJIKOBO MIOPE/TUI0I0B KOH(UTIOP U rpanyiu o G-tpbbarta. CMmecra TpsOBa Ja
ce MPUJIOKH B PAMKHUTE Ha 2 yaca cliel IPUTOTBSIHETO i, KaTo B MHTEPBaia OT BPEMETO Ha
NPUTOTBSIHETO 10 MOMEHTA Ha MpHiaraHe MoXe Jja ce ChXpaHsBa B XJIaHIHUK. HIKaKBO KOTUYECTBO
OT cMecTa He Tps0Ba Jia ce 3ama3Bsa.

Ilopvcsane 6bpxy nopmokanoe cox wiu opye cok om Kuceiu nioooge, uiu 800d

Camerara 3a CyTpenrHaTa Wid 3a BedepHaTa J103a TpsiOBa Jja ce OTBOPST U ChIBPKUMOTO Ja ce

nopbcu BpXy 100 1o 150 ml kucen mioaoB cok wiu Boaa. [lo-momy ca majneHu BapuaHTy Ha

MpUJIaraHe Ha JI03UTE:

. BapuanT 1/cnpunnoBka: CMeceTe BHUMATEITHO B IPOABIDKEHUE HA 5 MUHYTH, CIIC/ TOBA
acIupupaiTe cMecTa OT IUCTeaMUH T'PaHyJIH U COK OT KHCEJH IJI0J0BE WM BOAA B CIIPUHIIOBKA
3a MepOopaTHO MPHUIIOKEHHE.

. BapuanT 2/4ama: CMeceTe BHUMATEIHO B IPOAB/DKEHUE HA 5 MUHYTH B Yallla WK JICKO
pasKkianiaiite B IpoIbDKEHIE Ha 5 MUHYTH B TIOKpUTA Yama (Harp. OeOerika yara). M3nwiite
CMecTa OT IMCTEaMHH T'PaHyJIN U COK OT KHCEJN TUIOI0BE MITH BOJA.

CwMmecra TpsOBa J1a ce MPWIOKH (M3MKe) B paMKuTe Ha 30 MUHYTH CJie/ IPUTOTBSIHETO 1, KaTO B

HMHTEpBaia OT BPEMETO Ha IMPUTOTBSHETO 1O MOMEHTA Ha MPUJIaraHe MOXKE J1a C€ ChbXPaHsBa B

XJaAUITHUK.

H3xBBbpasiHe

Hewsnon3BaHusT JI€KapCTBEH MPOIYKT WK OTHAAbYHUTE MaTepHalld OT HEro Tpsi0Ba Ja ce U3XBbPIIAT
B CHOTBETCTBHUE C MECTHUTE U3UCKBAHUA.

7. IIPUTEXATEJI HA PASPEHIEHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.

Via Palermo 26/A

43122 Parma

Wranns

8. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/13/861/003
EU/1/13/861/004
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9. JATA HA ITBPBO PA3PEIIABAHE/IIOJJHOBSABAHE HA PASPEIIEHUETO 3A
YIIOTPEBA

[ata Ha mepBO pazpemanane: 06 centemBpu 2013 1.
JlaTa Ha nociegHo ogHOBsABaHe: 26 tou 2018 T.

10. JATA HA AKTYAJIU3UPAHE HA TEKCTA

ITonpoOHa uHOpMaIKs 3a TO3M JICKAPCTBEH IPOAYKT € MPeI0CTaBeHa Ha yeOcalita Ha EBponeiickara
areHIus 1o JekapcTeaTa http:// www.ema.europa.eu.
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INPUJIOKEHHUE 11

MHPOU3BOJUTEJL, OTTOBOPEH 3A OCBOBOKJIABAHE
HA ITAPTHU AN

YCJI0BUSA UK OT'PAHUYEHNUSA 3A JOCTABKA U
YIHOTPEBA

APYT'U YCJIOBUA U UBUCKBAHUSA HA
PASPEHIEHUMETO 3A YIIOTPEBA

YCJI0BUA UK OT'PAHUYEHUA 3A BE3OITACHA U

E®EKTUBHA YIIOTPEBA HA JIEKAPCTBEHUS
MPOJIYKT
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A. NPOU3BOIUTEJL, OTTOBOPEH 3A OCBOBOXXJABAHE HA ITAPTUIN

Hme n aapeC HAa MPOU3BOAMTCIIA, OTTOBOPEH 34 0CB060)KI[aBaH€ Ha NapTUAUTC

Chiesi Farmaceutici S.p.A.
Via San Leonardo 96
43122 Parma

Uranmus

b. YCJIOBHUA NWIN OIT'PAHUYEHUA 3A JOCTABKA U YIIOTPEBA

JlexapCTBEHUSAT MPOLYKT CE OTIIyCKa [0 OrpaHUuEHO JiekapcKo npeanucanue (Bx. [Ipunoxenue I:
Kparka xapakrepucTuka Ha IpoayKTa, Touka 4.2).

B. JPYI'M YCJIOBUA U N3NCKBAHUMSA HA PASPEHIEHUETO 3A YIIOTPEBA
. Iepuoguynm akTyaJau3upanm 1okjaagu 3a oezonacuoct (ITAIB)

WznckBanmsrta 3a noxasane Ha [IAJIb 3a To3u JlekapcTBEH NPOAYKT ca MIOCOUYEHH B CIIMCHKA C
pedepentHute natu Ha EBponeiickus cpio3 (EURD cnucek), npeasuaes B wi. 1078, an. 7 ot
Hupextusa 2001/83/EO, 1 BbB BCUUKH CIIE/IBAIH aKTyJIM3allH, ITyOJIUKYBaHH Ha €BPOICHCKHS
yeOmnopTain 3a JIeKapcTBa.

. YCJI0OBUs NWJIN OTPAHUYEHUS 3A BE3OITACHA U EOEKTUBHA YIIOTPEBA
HA JIEKAPCTBEHUS TIPOAYKT

. Ilnan 3a ynpas/jenue Ha pucka (ITYP)

[Ipurexarensat Ha pa3pemenunero 3a ynorpeda (IIPY) TpsOBa na n3BbpIBa M3UCKBAaHUTE JEHHOCTH H
JIEHCTBYSI, CBBP3aHH C TIPOCIeAsIBaHE Ha JIEKapCTBeHaTa 0€3011acHOCT, mocodeHn B onobperns [1YP,
npezacraBed B Moayn 1.8.2 Ha pa3pelieHreTo 3a ynorpeda, KakTo U BbB BCHUKH CIICABALIA 0JO0pEHH
akTyanusanuu Ha [TYP.

Axryanmsupan [IVP tpa6Ba na ce mopasa:
e 110 MCKaHe Ha EBporeiickaTa areHius 1o JIeKkapcTpara,
® BHHArW, KOTaTO Ce M3MEHS CHCTeMaTa 3a yIpaBJieHne Ha PUCKa, 0COOEHO B Pe3yiTaTr Ha
nojy4aBaHe Ha HOBa HH(POPMALHS, KOSITO MOXKE /1a I0BeJIe 10 3HAYHMH POMEHH B
CHOTHOIIIEHUETO TTONI3a/PUCK, WITH CIIeJ] JOCTUTaHEe Ha BayKEH eTall (BbB BPB3Ka C MPOCIEeIIBaHe
Ha JIEKapCTBeHaTa Oe30MacHOCT MIIM CBEX/IaHE Ha PUCKA O MUHUMYM).
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IPUJIOKEHMUE III

JAHHU BBPXY OITAKOBKATA U JIMCTOBKA
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A. JAHHH BBPXY OITAKOBKATA
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JAHHH, KOUTO TPABBA A CBbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA OITAKOBKA

‘ 1. NME HA JJEKAPCTBEHUA INTPOAYKT

PROCYSBI 25 mg TBBpa# CTOMAITHO-yCTOWYHUBU KaIICYIH
UCTCAMUH

‘ 2. OBSBABAHE HA AKTUBHOTOMTE) BEIIECTBO(A)

Bceska kancyna ceappika 25 mg nucteaMmut (mog gopmara Ha MEpKanTaMUHOB OUTapTapar).

‘ 3. CIIMCBK HA ITIOMOINHUTE BEIMECTBA

‘ 4. JIEKAPCTBEHA ®OPMA 1M KOJIMYECTBO B EJHA OITAKOBKA

TBBbp/Jia CTOMAIIIHO-yCTOWYMBA KarcyJia

60 TBBpPAM CTOMAIITHO-YCTOMYMBY KaICYIH

‘ 5. HAYYH HA TPUJIOXKEHUE U ITBT(MINA) HA BBBEXK/JIAHE

[Ipenu ynoTtpeba npoyeTeTe JINCTOBKATA.
IlepopanHo npuiioxeHne

6. CIHEHUAJIHO NPEAYHNPEXIEHUE, YE TEKAPCTBEHUAT NPOAYKT TPABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT HOTJVIEJA U JOCET'A HA TEITA

I[a CC CbXpaHsBa Ha MACTO, HCAOCTBITHO 3a ACHA.

‘ 7. JAPYI'U CHEIUMAJIHU NTPEAYHPEXJAEHUSA, AKO E HEOBXOJUMO

‘ 8. JATA HA U3TUYAHE HA CPOKA HATOJHOCT

T'onmen mo:

a ce u3xBbpiau 30 qHM cjex OTBapsSHE HA 3ale4aTBanioTo (Gomo.

‘ 9. CIHIEIIMAJIHM YCJIOBUSA HA CbXPAHEHUE

Ja ce cbxpaHsBa B XJiaiuiHUK. Jla He ce 3ampassiBa.
Crnen oTBapsiHe a He ce cbxpaHsaBa Hajg 25°C.
CpxpaHsaBaiiTe OaKOBKaTa IUTBTHO 3aTBOPEHA, 3a J1a CE MPEANA3H OT CBETJIMHA U Biara.
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10. CIHENUAJIHM HPEIANTAZHU MEPKH ITPU U3XBBPJISAHE HA HEN3ITIOJI3BAHA
YACT OT JIEKAPCTBEHUTE INPOAYKTHU WA OTHAABYHU MATEPUAJIN OT
TAX, AKO CE U3UCKBAT TAKHBA

‘ 11. HUME U AJJIPEC HA IPUTEKATEJIS HA PASPEHIEHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Uramus

‘ 12. HOMEP(A) HA PAPEHIEHUETO 3A YIHOTPEBA

EU/1/13/861/001

‘ 13. HAPTHJIEH HOMEP

ITapTuna:

‘ 14. HAYMH HA OTIIYCKAHE

‘ 15. YKA3AHMA 3A YIIOTPEBA

‘ 16. MH®OPMAIIMS HA BPAIJIOBA A3BBYKA

PROCYSBI 25 mg

‘ 17. YHUKAJIEH WIEHTUOPUKATOP — IBYU3MEPEH BAPKOJI

JBym3mepeH 6apKoJl C BKIIFOUEH YHUKAJICH UICHTU(DUKATOD

‘ 18. YHUKAJIEH UWIEHTHPUKATOP — JAHHHU 3A HETEHE OT XOPA

PC
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JAHHH, KOUTO TPABBA A CBABPKA IITBPBUYHATA OITAKOBKA

ETHUKET HA BYTUJIKA

‘ 1. NME HA JIEKAPCTBEHUA NPOAYKT

PROCYSBI 25 mg TBBpa# CTOMAITHO-yCTOWYHUBU KaIICYIH
UCTCAMUH

‘ 2. OBABABAHE HA AKTUBHOTOMTE) BEIIECTBO(A)

Bceska kancyna ceappika 25 mg nucteaMut (mog gopmara Ha MEpKanTaMUHOB OuTapTapar).

‘ 3. CIIMCBK HA TIOMOIIIHUTE BEHIECTBA

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJIHA OITIAKOBKA

TBBbpJia CTOMAIIIHO-yCTOMYMBA KarcyJia

60 TBBpPAM CTOMAIITHO-YCTOMYMBY KaICYIH

‘ 5. HAYMH HA IPUJIO)KEHUE U ITbT(MIIIA) HA BBBEXKJIAHE

[Ipenu ynoTtpeba npoyeTeTe JINCTOBKATA.
IlepopanHo npuiioxeHne

6. CIHEHUAJIHO MPEAYIIPEXXJAEHUE, YE JIEKAPCTBEHUAT INPOAYKT TPABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT HOTJVIEJA U JOCET'A HA TEITA

I[a CC CbXpaHsBa Ha MACTO, HCAOCTBITHO 3a ACHA.

‘ 7. APYI' CHEIMAJIHA NPEAYIIPEKAEHUSA, AKO E HEOBXOAUMO

‘ 8. JATA HA U3TUYAHE HA CPOKA HA I'OJJHOCT

T'onmen mo:

a ce u3xBbpiau 30 qHM cjex OTBapsSHE HA 3ale4aTBanioTo (Gomo.
Jara Ha oTBapsiHe:
JlaTa Ha U3XBBpIIAHE:

‘ 9. CIHELHUAJIHMA YCJIOBUA HA CbXPAHEHHME

Ja ce chxpansiBa B xJIaiiiHUK. Jla He ce 3aMpassiBa.
Cren oTBapsiHe 1a He ce chXxpansBa Hax 25°C.
ChxpaHsiBaliTe OllaKOBKaTa IIBTHO 3aTBOPCHA, 3a Jia Ce MPe/Ia3y OT CBETIIMHA U Biara.
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10.

CIIEIMAJIHU ITPEAIIA3HU MEPKU ITPU N3XBBPJISIHE HA HEU3ITIOJI3BAHA
YACT OT JIEKAPCTBEHMTE ITPOAYKTHU NJIK OTHAABYHU MATEPUAJIA OT
TAX, AKO CE U3UCKBAT TAKHBA

|11

NME U AJIPEC HA ITPUTEXATEJIA HA PASPEHIEHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Uranusa

| 12.

HOMEP(A) HA PASPEHIEHUETO 3A YIIOTPEBA

EU/1/13/861/001

| 13.

IHHAPTUJIEH HOMEP

ITaptuna:

| 14.

HAYMH HA OTIIYCKAHE

| 15.

YKA3AHMUSA 3A YIIOTPEBA

| 16.

HH®OPMAIIAA HA BPAMJIOBA A3BBYKA

PROCYSBI 25 mg

| 17.

YHUKAJIEH UAEHTUOPUKATOP — JIBYU3MEPEH BAPKO/1

| 18.

YHUKAJIEH TAEHTU®UKATOP — TAHHU 3A YETEHE OT XOPA
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JAHHH, KOUTO TPABBA A CBbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA OITAKOBKA

‘ 1. NME HA JJEKAPCTBEHUA INTPOAYKT

PROCYSBI 75 mg TBBpA# CTOMAITHO-YCTOWYHUBU KaIICYIH
UCTEAMUH

‘ 2. OBABABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

Bceska kancyna ceappika 75 mg nucteamut (mog gopmara Ha MEpKanTaMUHOB OUTapTapar).

‘ 3. CIIMCBK HA TIOMOIIIHUTE BEHIECTBA

‘ 4. JIEKAPCTBEHA ®OPMA 1M KOJIMYECTBO B EJHA OITAKOBKA

TBBbpJia CTOMAIIIHO-yCTOMYMBA KarcyJia

250 TBBpAM CTOMAIIHO-YCTOWYMBH KarCyJlIx

‘ 5. HAYMH HA IPUJIO)KEHUE U ITbT(MIIIA) HA BBBEXKJIAHE

[Ipenu ynoTtpeba npoyeTeTe JINCTOBKATA.
IlepopanHo npuiioxeHne

6. CIHEHUAJIHO NPEAYNPEXIEHUE, YE TEKAPCTBEHUAT NPOAYKT TPABBA
JA CE CBXPAHSBA HA MSCTO JAJIEYE OT HOTJVIEJA U JOCET'A HA TEITA

I[a CC CbXpaHsBa Ha MACTO, HCAOCTBHITHO 3a ACIIA.

‘ 7. APYI'U CHEIUAJIHUA HPEAYHPEXIAEHUA, AKO E HEOBXOANMO

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA I'OAHOCT

T'onmen mo:

a ce u3xBbpiau 30 qHM cjex OTBapsSHE HA 3ale4aTBanioTo (Gomo.

‘ 9. CIIEIIMAJIHU YCJIOBUSA HA CbXPAHEHUE

Jla ce cbxpaHsiBa B XJIaiuiHUK. J[a He ce 3ampassiBa.
Crnen oTBapsiHe a He ce cbxpaHsaBa Hajg 25°C.
CpxpaHsaBaiiTe OaKOBKaTa IUTBTHO 3aTBOPEHA, 3a J1a CE MPEAINA3H OT CBETJIMHA U Biara.
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10. CIHENUAJIHM HPEIANTAZHU MEPKH ITPU U3XBBPJISAHE HA HEN3ITIOJI3BAHA
YACT OT JIEKAPCTBEHUTE INPOAYKTHU WA OTHAABYHU MATEPUAJIN OT
TAX, AKO CE U3UCKBAT TAKHBA

‘ 11. HMME U AJJPEC HA TIPUTEXXATEJISA HA PASPEIIEHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Uramus

‘ 12. HOMEP(A) HA PASBPEIIEHUMETO 3A YIIOTPEBA

EU/1/13/861/002

‘ 13. TAPTHUJIEH HOMEP

ITapTuna:

‘ 14. HAYMH HA OTIIYCKAHE

‘ 15. YKA3AHMHA 3A YIHOTPEBA

‘ 16. MH®OPMAIIMS HA BPAIJIOBA A3BBYKA

PROCYSBI 25 mg

‘ 17. YHUKAJIEH WIEHTUOPUKATOP — IBYU3MEPEH BAPKOJI

JBym3mepeH 6apKoJl C BKIIFOUEH YHUKAJICH UICHTU(DUKATOD

‘ 18. YHUKAJIEH UWIEHTHPUKATOP — JAHHHU 3A HETEHE OT XOPA

PC
SN
NN
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JAHHH, KOUTO TPABBA A CBABPKA IITBPBUYHATA OITAKOBKA

ETHUKET HA BYTUJIKA

‘ 1. NME HA JEKAPCTBEHUA NTPOAYKT

PROCYSBI 75 mg TBBpA# CTOMAITHO-YCTOWYHUBU KaIICYIH
UCTEAMUH

‘ 2. OBABABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

Bceska kancyna ceappika 75 mg nucteamut (mog gopmara Ha MEpKanTaMUHOB OUTapTapar).

‘ 3. CIIMCBK HA IOMOINHUTE BEHIECTBA

‘ 4. JIEKAPCTBEHA ®OPMA 1M KOJIMYECTBO B EJHA OITAKOBKA

TBBbpJia CTOMAIIIHO-yCTOMYMBA KarcyJia

250 TBBpAM CTOMAIIHO-YCTOWYMBH KarCyJlIx

‘ 5. HAYYH HA TPUJIOXKEHUE U ITBT(MINA) HA BBBEXK/JIAHE

[Ipenu ynoTtpeba npoyeTeTe JINCTOBKATA.
IlepopanHo npuiioxeHne

6. CIHEHUAJIHO NPEAYHNPEXIEHUE, YE TEKAPCTBEHUAT NPOAYKT TPABBA
JA CE CBXPAHSBA HA MACTO JAJIEYE OT NOIVIEJA M TOCEI'A HA JTELIA

I[a CC CbXpaHsBa Ha MACTO, HCAOCTBITHO 3a ACHA.

‘ 7. APYTI'N CIIENMAJIHU ITPEAYHPEXJIEHUS, AKO E HEOBXOJANMO

‘ 8. JATA HA U3TUYAHE HA CPOKA HA IT'OJHOCT

T'onmen mo:

a ce u3xBbpiau 30 qHM cjex OTBapsSHE HA 3ale4aTBanioTo (Gomo.
Jara Ha oTBapsiHe:
JlaTa Ha U3XBBpIIAHE:

‘ 9. CHHEIIMAJIHA YCJIOBUSA HA CbXPAHEHHME

Ja ce chxpansiBa B xJIauiiHUK. Jla He ce 3aMpassiBa.
Cren oTBapsiHe 1a He ce chXxpansBa Hax 25°C.
ChxpaHsiBaliTe OllaKOBKaTa IIBTHO 3aTBOPCHA, 3a Jia Ce MPe/Ia3y OT CBETIIMHA U Biara.
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10.

CIIEIMAJIHU ITPEAIIA3HU MEPKU ITPU N3XBBPJISIHE HA HEU3ITIOJI3BAHA
YACT OT JIEKAPCTBEHMTE NPOAYKTHU NJIN OTITIAABYHU MATEPUAJIN OT
TAX, AKO CE U3UCKBAT TAKHBA

|11

NME 1 AIPEC HA ITPUTEXATEJIA HA PASPEHIEHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Uranusa

| 12.

HOMEP(A) HA PASPEHIEHHUETO 3A YIIOTPEBA

EU/1/13/861/002

| 13.

HNAPTUJIEH HOMEP

ITaptuna:

| 14.

HAYMH HA OTIIYCKAHE

| 15.

YKA3AHUA 3A YIIOTPEBA

| 16.

HH®OPMAIIAA HA BPAMJIOBA A3BBYKA

PROCYSBI 25 mg

| 17.

YHUKAJIEH UAEHTUOPUKATOP — JIBYU3MEPEH BAPKO/1

| 18.

YHUKAJIEH TAEHTU®UKATOP — TAHHU 3A YETEHE OT XOPA
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JAHHH, KOUTO TPABBA A CBbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA OITAKOBKA

‘ 1. NME HA JJEKAPCTBEHUA INTPOAYKT

PROCYSBI 75 mg cromManiHo-yCTORIHBY TpaHyIN
IUCTEAMUH

‘ 2. OBSBABAHE HA AKTUBHOTOMTE) BEIIECTBO(A)

Bcesko came cpappika 75 mg nucteamud (1o popMaTa Ha MEpKarTaMUHOB OUTapTapar).

‘ 3. CIIMCBK HA TIOMOINHUTE BEIMECTBA

‘ 4. JIEKAPCTBEHA ®OPMA 1M KOJIMYECTBO B EJHA OITAKOBKA

CromamrHo-yCTONYNBY TPaHyIH

120 camera

‘ 5. HAYYH HA TPUJIOXKEHUE U ITBT(MINA) HA BBBEXK/JIAHE

Bcsiko carre € camo 3a eJHOKpaTHA yroTpeoa.
IIpenu yroTpeba mpodyeTeTe TUCTOBKATA.
ITepopanno npunoxeHue

Jla HE ce cMauyKBa WIIM TbBYE.

6. CIIEIMAJIHO NPEAYHPEXKJIEHUE, YE JTEKAPCTBEHUAT ITPOAYKT TPABBA
JA CE CBXPAHSABA HA MACTO JAJIEYE OT IIOIJVIEJIA M1 IOCET'A HA JIEHA

I[a CC€ CbXpaHsiBa Ha MACTO, HEAOCTBITHO 3a JCHaA.

‘ 7. JAPYTI'U CHEHUAJIHU HPEAYIPEXJIEHUSA, AKO E HEOBXOJUMO

‘ 8. JATA HA T3TUYAHE HA CPOKA HA T'OJJHOCT

T'onen mo:

‘ 9. CIHIEIIMAJIHM YCJIOBUSA HA CbXPAHEHUE

Ja ce cpxpaHsBa B XJIQIMITHUK.

a ue ce 3ampasspa.

ChxpaHsBaiiTe calerata B KapTOHSHATa OMAKOBKa, 3a J1a Ce MPEAINa3sT OT CBETJIMHA U BJIara.
HeotBopenure camera MOXe Jja ce CbXpaHABaT 3a EAMHUYEH Nepros 10 4 Mecela Mpu TeMneparypa
o 25°C, cien KOeTo JIEKapCTBEHUAT HMPOAYKT TPsAOBa J1a Ce U3XBBPJIH.
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10.

CIIEIMAJIHU ITPEAIIA3HU MEPKU ITPU N3XBBPJISIHE HA HEU3ITIOJI3BAHA
YACT OT JIEKAPCTBEHMTE ITPOAYKTHU NJIK OTHAABYHU MATEPUAJIA OT
TAX, AKO CE U3UCKBAT TAKHBA

|11

NME N AIPEC HA TIPUTEXATEJISA HA PASPEHIEHUETO 3A YIHOTPEBA

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Uranusa

| 12.

HOMEP(A) HA PABPEHIEHUETO 3A YIHOTPEBA

EU/1/13/861/003

| 13.

HHAPTUJIEH HOMEP

ITaptuna:

| 14.

HAYUH HA OTIIYCKAHE

| 15.

YKA3AHMUSA 3A YIIOTPEBA

| 16.

HH®OPMAIIAA HA BPAMJIOBA A3BBYKA

PROCYSBI 75 mg rpanynu

| 17.

YHUKAJIEH UAEHTUOPUKATOP — JIBYU3MEPEH BAPKO/1

JBym3mepeH 0apKoJl C BKIIFOUEH YHUKAJICH UICHTU(DUKATOD

| 18.

YHUKAJIEH WIAEHTUO®PUKATOP — JJIAHHHU 3A YETEHE OT XOPA
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SN
NN

41



MHUHUMYM JAHHH, KOUTO TPABBA JJA CbABPKAT MAJIKUTE EJMHUYHU
II'bPBNYHH OITAKOBKH

CAIIIE

1. NME HA JJEKAPCTBEHUA IMTPOAYKT U ITbT(MLIA) HA BBBEXK/JIAHE

PROCYSBI 75 mg cromManiHo-yCTOHINBY TPaHy I
IUCTCAMUH

2. HAYMH HA ITPUJIOKEHHUE

[Tepopanno mpunoxeHue

Cawmo 3a emHOKpaTHA yroTpeoa.

‘ 3. JATA HA U3TUYAHE HA CPOKA HA TOAHOCT

T'onen mo:

4. NAPTUJAEH HOMEP

ITaptuna:

5. CBABbPKAHUE KATO MACA, OBEM WJIN EJUHUIIA

75 mg

| 6. TIPYTO

42



JAHHH, KOUTO TPABBA A CBbABPKA BTOPUYHATA OITAKOBKA

KAPTOHEHA OITAKOBKA

‘ 1. NME HA JEKAPCTBEHUA NTPOAYKT

PROCYSBI 300 mg cTomManHo-yCTOHYNBH TPaHyIH
IUCTEAMUH

‘ 2. OBABABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

Bcesko camre cpappika 300 mg nucreamuH (mon ¢popmaTta Ha MEPKaTaAMHUHOB OUTapTapar).

‘ 3. CIIMCBK HA TIOMOIIIHUTE BEHIECTBA

‘ 4. JIEKAPCTBEHA ®OPMA 1M KOJIMYECTBO B EJHA OITAKOBKA

CromamrHo-yCTONYNBY TPaHyITH

120 camera

‘ 5. HAYMH HA IPUJIO)KEHUE U ITbT(MIIIA) HA BBBEXKJIAHE

Bcsiko carre € camo 3a eJHOKpaTHA yroTpeoa.
IIpenu yroTpeba mpodyeTeTe TUCTOBKATA.
ITepopanno npunoxeHue

Jla HE ce cMauyKBa WIIM TbBYE.

6. CIIEIMAJIHO NPEAYHPEXKJIEHUE, YE JTEKAPCTBEHUAT ITPOAYKT TPABBA
JA CE CBXPAHSABA HA MACTO JAJIEYE OT IIOIJVIEJIA M1 IOCET'A HA JIEHA

I[a CC€ CbXpaHsBa Ha MACTO, HEAOCTBITHO 3a A€1a.

‘ 7. JAPYTI'U CHEHNUAJIHM IIPEAYHPEXJIEHUA, AKO E HEOBXOJUMO

‘ 8. JATA HA U3TUYAHE HA CPOKA HA TOAHOCT

T'onen mo:

‘ 9. CIIEIIMAJIHU YCJIOBUSA HA CbXPAHEHUE

Ja ce cpxpaHsBa B XJIQIMITHUK.
a ue ce 3ampasspa.
CobxpaHsBaiiTe calierata B KapTOHEHaTa OMAKOBKa, 3a J1a C€ MPena3sT OT CBETJIMHA U BJara.
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HeoTrBopenure carrera MoXe Jia ce ChXpaHsBaT 32 €JMHUYCH IEPHOJ JIO 4 Mecella TIpu TeMIieparypa
o 25°C, cien KOeTo JIEKapCTBEHUAT IPOAYKT TPsAOBa J1a Ce U3XBBPJIH.

10. CIHENUAJIHM HPEIANTAZHU MEPKH IIPU U3XBBPJISAHE HA HEN3ITOJI3BAHA
YACT OT JIEKAPCTBEHUTE INPOAYKTHU WK OTHAABYHU MATEPUAJIN OT
TAX, AKO CE U3UCKBAT TAKHMBA

11. HMME U AJJPEC HA TIPUTEXXATEJIA HA PASPEIIEHUETO 3A YIIOTPEBA

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Uramus

12. HOMEP(A) HA PASBPEIIEHUMETO 3A YIIOTPEBA

EU/1/13/861/004

‘ 13. HAPTHAEH HOMEP

ITapTuna:

‘ 14. HAYMH HA OTIITYCKAHE

‘ 15. YKA3AHWUSA 3A YIIOTPEBA

‘ 16. MH®OPMAIIMS HA BPAIJIOBA A3BBYKA

PROCYSBI 300 mg rpanyiu

‘ 17. YHUKAJIEH WIEHTUOPUKATOP — IBYU3MEPEH BAPKOJI

JBynsMepeH 6apKoJI ¢ BKIIFOYCH YHUKAICH HICHTU(DUKATOD

‘ 18. YHUKAJIEH WIEHTUH®UKATOP — JAHHMU 3A YETEHE OT XOPA

PC
SN
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MHUHUMYM JAHHH, KOUTO TPABBA JJA CbABPKAT MAJIKUTE EJMHUYHU
II'bPBNYHH OITAKOBKH

CAIIIE

1. NME HA JJEKAPCTBEHUA IMTPOAYKT U ITbT(MLIA) HA BBBEXK/JIAHE

PROCYSBI 300 mg cTomManrHo-yCTONIUBY TPaHyTH
UCTCAMUH

2. HAYMH HA ITPUJIOKEHHUE

[Tepopanno mpunoxeHue

EnnoxparHa ymorpeba

‘ 3. JATA HA U3TUYAHE HA CPOKA HA TOAHOCT

T'onen mo:

4. NAPTUJAEH HOMEP

ITaptuna:

5. CBABbPKAHUE KATO MACA, OBEM WJIN EJUHUIIA

300 mg

| 6. TIPYTO
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Bb. IJUCTOBKA

46



JIncroBka: ungopmanus 3a norpeduTeNs

PROCYSBI 25 mg TBbpAH CTOMAIIHO-YCTOMYHBH KATICYJIH
PROCYSBI 75 mg TBbpaM CTOMAIIHO-YCTOMYHBH KANICYJIH

IucTeaMuH (MepKanTaMiuHOB OuTapTapar) (cysteamine (mercaptamine bitartrate))

IIpoyeTeTe BHMMATETHO LSLJIATA JIMCTOBKA, NMPeIM a 3aM0UHeTe 1a MpueMaTe TOBA JIeKapCTBO,

Thi KaTo T4 ChAbpP:Ka BaxkHa 3a Bac undgopmaumns.

- 3anazere Ta3u JUCTOBKA. MoKe /1a ce HAIO0XKU /12 S IPOYETETE OTHOBO.

- AKO uMare HIKaKBH JIOBIHUTEITHA BBIIPOCH, TIonuTaiite Bamms nexap uinn papmaresr.

- ToBa nekapcTBO € npeanucaHo JudHo Ha Bac. He ro nmpeoTcThnBaiite Ha ipyru xopa. To Moxe
Jla M HaBpeIY, HE3aBUCHMO Y€ MPU3HALUTE Ha TAXHOTO 3a00JsBaHE ca ChIUTE KaTo Bammre.

- AKO TIoNTyYuTe HAKAKBU HEXKENaHU PeakIluy, yBeJqoMeTe Bamms ekap unn ¢apmanent. Toa
BKJIFOYBA M BCUYKH BH3MOKXHHU HEXKEJIAHH PEAKIIUHU, HEOMTMCAHU B Ta3H JTUCTOBKA. BuxTe
TouKa 4.

Kakso CbhbAbpPiKa Ta3u JIMCTOBKA

Kaxso npencrasnssa PROCY SBI u 3a kakBo ce u3nomnssa
Kakso TpsiOBa na 3naere, mpeau aa npuemere PROCYSBI
Kax na npuemare PROCYSBI

Bb3MoxHE HEXKETTaH! PeaKIii

Kax na cexpanssate PROCY SBI

ChbabpkaHHue Ha ONIAKOBKATA U JOIBJIHUTEIIHA HHPOpPMALIUs

ANk =

1. Kakso npeancrasasssa PROCYSBI u 3a kakBo ce u31oJi3Ba

PROCYSBI cbapprxa akTHBHOTO BEIIECTBO IICTEAMUH (M3BECTEH CHII0 KaTO MEPKANTAMUH) U C&
npueMa 3a JIedeHHe Ha He(poraTHyHa MUCTHHO3A IIPY Jiena 1 Bb3pacTHU. L{ucturo3ara e 3aboisBaHe,
3acsraio HauuHa Ha ()yHKIMOHUpPAHE Ha OPraHu3Ma, KOeTO Ce XapaKTepu3upa ¢ MaToJIOTHIHO
HaTpyIBaHE HA AMUHOKHCEIMHATA IMCTHH B Pa3IMYHN OpPTraHH Ha TSUIOTO KaTo ObOpenuTe, ounTe,
MYCKYJIHNTE, TTaHKpeaca ¥ Mo3bka. HaTpynBaHeTo Ha IUCTHH NPHYMHABA yBpeXIaHe Ha ObOpenuTe n
OT/IeJISIHE Ha MO-T'0JIEMH KOJIMYECTBA TJII0K03a, OENThLU U eIeKTpouTu. Pasznuunu opranu ce 3acsarat
Ha pa3iuvHa Bb3pacT.

PROCYSBI e nexapctBo, KO€To pearupa ¢ IHCTHHA, 32 Ja MOHKHA HUBOTO My BHTPE B KIETKHUTE.
JleyenneTo ¢ HUCTEaMHH TPsIOBa a ce 3all0YHe CKOPO Clie/ MOTBbpKIaBaHe Ha JUarHo3aTa
[UCTHHO3a, 32 J]a Ce MIOCTUTHE MaKCHMAaJTHA T0JI3a.

2. KakBo TpsioBa 1a 3HaeTe, npeau 1a npueMmere PROCYSBI

He npuemaiite PROCYSBI

- aKo CTe aJepruiHu KbM LUCTeaMUH (M3BECTEH ChIIO KATO MEPKAITAMKH) WIX KbM HIKOS OT
OCTaHAJINTE ChCTABKH Ha TOBA JIEKAPCTBO (M30pOEHHU B TOUKA 6);

- aKo CTe aJlepru4HU KbM TICHUIMIIAMHH (TOBA HE € TICHUIIHIIHH, a JIEKapCTBO, U3IOI3BAHO 32
JiedeHue Ha 0onecTTa Ha YWICHH),

- aKO KbPMHTE.

IlpenynpesxaeHust U MpeanasHu MepPKH
l'oBopere ¢ Bamus nekap nim ¢papmanest, npenu na npuemere PROCYSBIL

- Twi kato JICKapCTBCHATA q)opMa Ha NUCTCAaMUH 34 NEPOPATHO IMMPUIIOKCHUEC HE TPECAOTBpATABA
OTJIaraHeTO Ha HMCTUHOBH KPUCTAJIN B OUYUTE, TpSI6Ba Ja NpOoABJDKUTE Ja MOCTABATC UCTCAMHUH
KaIlKy 3a O4H, KaKTO € IIPEAIIMCAaHO OT Bammus JICKap.
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- Henu xancynu nucteaMuH He TpsiOBa J1a ce AaBaT Ha Jela Ha Bb3pacT Mo 6 TOAUHY, TopaIu
OTIaCHOCT OT 3a1aBsiHe (BwkTe Touka 3 ,,Kak ga mpuemare PROCY SBI — Haunn Ha
TIPIIIOKEHUE ).

- [Ipu nauyeHTH, JEKyBaHU ¢ BUCOKHU 103U LIUCTEAMUH, MOTAT Jla C€ TOSBSIT CEPUO3HU KOKHU
ne3un. BammsT jgekap 1ie cieau peaJoBHO KoxKaTta U KocTute By, a mpu Heo0X0AuMOCT 1ie
Hamaiu uin crupe Bamero neyenue (BuxTte Touka 4).

- [Ipu nauyeHTH, MoyryyaBaly HIMCTEAMHUH, MOTaT J1a CE MOSABAT CTOMAIIHU U YPEBHU SI3BU U
KbpBEHE (BIKTE TOUKa 4).

- Jpyru upeBHU CUMIITOMH KaTO TajieHe, MOBPbhIaHe, aHOPEKCHsI M OOJIKM B CTOMaxXa MOTarT Jia ce
MOSIBAT IIPH JIEYEHUE C HUCTEAMHUH. AKO TOBa C€ CIIy4H, Bammusar nekap Moxe Ja MpeKbCHE
JICYEHUETO U J1a IPOMEHH J03aTa.

- l'oBopere ¢ Bamus nekap, ako nmare HIKakBU HEOOMYaHU CTOMALIHA CUMITOMH WX
MIPOMEHH B CTOMAITHUTE CUMIITOMHU.

N [Ipu neyenue ¢ nucTeaMuH MOTAT J1a C€ MOSABAT CUMITOMHU KaTO I'bPYOBE, OTIAAHAIOCT,
CHHJIMBOCT, JICTIPECHs U MO3bUHH HapylleHHs (eHIedanonaTus). AKO ce pa3BUsT TaKUBa
cUMNTOMH, HH(QOpMHUpaiiTe Bammws nexap, KOiTo 1e kopurupa no3ata Bu.

- ITpu ynorpebara Ha IIcTeaMH MOXKE /1a Ce HapyLIH YepHOAPOOHa (YHKLHUS WIIH Ja Hamajee
Opost Ha OenuTe KPBbBHU KIIETKH (JIEBKOTICHUS ). BammsT jgekap 1ie ciequ peloBHO KpbBHaTa Bu
KapTHHA U YepHOIpoOHATa (QYHKIIHS.

- Bammsit nexap me Bu HabmoaBa 3a 1oOpokadecTBeHa BhTpEUEPENHA XUIEPTOHHS (HITH
MO3BUEH TICEBIOTYMOp) W/WJIM OTOK Ha 3pUTEITHHS HEPB (MAMIIEAEeM), CBbP3aHH C JICUSHUETO C
mucreamuH. Llle 6paeTe momI0KeH! HAa peAOBHYU OYHM IPETJIEN 3a ONPEACIsIHE Ha TOBA
CBCTOSIHUE, KaTO PAHHOTO JICYEHUE MOJKE JIa MPEJOTBPATH 3aryda Ha 3pEHHETO.

Jpyru nekapcrBa u PROCYSBI

Tps6Ba na kaxere Ha Bamms nexap wim gapManeBT, ako IpuemMare, HACKOPO CTe TPUeMalli WU €
BB3MOXHO J1a preMaTe ApyrH jJekapcTBa. Ako Bammst nekap Bu npeanucsa 6ukapOoHar, He 1o
B3emaiite 1o eaHo u chino Bpeme ¢ PROCY SBI; B3emere OnkapboHaTa Haii-MaIKo €1H Yac Mpean
WITH €IMH Yac, e KaTo CTe MPHUEIIH JIEKApCTBOTO.

PROCYSBI ¢ xpaHa 4 HAIUTKH

Ormmraiite ce one 1 gac mpenu u 1 gac ciren npuema Ha PROCYSBI na n3bsareare Xpanu, KOUTO ca
0oratu Ha Ma3HMHU WIH IPOTEUHH, KAKTO ¥ XpaHa WK TEYHOCT, KOSITO MOKe J]a HaMalll
KHCEITMHHOCTTA B CTOMaxa, KaTO MJISIKO MJIM KHCENO MIIAKO. AKO TOBa HE € Bb3MOXHO, MOXE J1a
KOHCyMHpare Manko konmdectBo (okono 100 g) xpana (3a mpeArnodnTaHe BEIIIEXUIPATH, HAIIPUMED
XJI1510, TECTEHH U3AEIHsI, TUI0JJ0BE) 10 BpeMe Ha 4yaca npenu u ciea npuema Ha PROCYSBIL
[Tpuemaiite Karcynara ¢ KHcesna HalmuTKa (KaTo IOPTOKAJIOB COK WIIM APYT KHCEI COK) MK BOJA. 3a
Jlera v MareHT, KOUTO UMaT Mpo0JIeMH ¢ TPEeribIIaHeTo, MOJIS BIDKTE Touka 3 ,,Kak i1a mpuemare
PROCYSBI — Haunn Ha npritoskeHue .

BpemMeHHOCT M KbpMeHe
Axko cTe OpeMeHHa WU KbPMHUTE, CMSTATe, 4e MOXKeE Jla CTe OpEeMEHHA MM TUIaHUpaTe OpeMEeHHOCT,
MOCHBETBalTE ce ¢ Bamms nekap win ¢apmaneBT npeau ynorpedaTa Ha TOBa JIEKapCTBO.

He Tps6Ba ma m3mon3BaTe TOBa JEKAPCTBO, aKO CTE OpeMeHHa, 0COOCHO Tpe3 IbPBHSI TPUMECTH).
[Ipenu na 3amouHeTe JedeHue, TPsIOBA Jja UMaTe OTPULIATENICH PE3YJITaT OT TeCT 3a OPEMEHHOCT, a 10
BpeMe Ha Kypca Ha JieueHue TPpsOBa J1a M3M0I3BaTe IMOAXO IS METOT 38 KOTparenius. AKO CTe JKeHa,
TUTaHUpaTe OPEMEHHOCT M 3a0peMeHeeTe, He3a0aBHO MOThPCeTe ChBET OT Bammust jgekap 3a criupaHe
Ha JICYEHHETO C TOBA JIEKAPCTBO, Thi KATO MPOIBbIDKABAHETO HA JICYUEHUETO MOXKe Jia ObJie BpelHO 32
Ioja.

He n3non3BaiiTe ToBa JieKkapcTBO, ako KbpMHTE (BIKTE Touka 2 B ,,He mpuemaiite PROCY SBI®).

lo¢upane u padora ¢ MaIIMHA

Tosa JICKApCTBO MOXKEC J1a IPUYWHU U3BCCTHA CHHIMUBOCT. HpI/I 3aI104YBaHEC Ha JICYCHHUECTO HE TpS[6Ba aa
modmpaTe, Ja pa6OTI/ITe C MalllMHU WK Ja U3BBPHIBATE JPYIrd IMOTCHIUAIHO OIIaCHU )Z[eﬁHOCTI/I,
JTIOKaTO He pa3depeTe Kak Bu Bimse ekapcTBOTO.
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PROCYSBI cbabpska HATpuid
ToBa nexkapcTBO ChaBpIKa MO-Manko oT 1 mmol Hatpuit (23 mg) Ha 1032, T.€. MOXKE Ja ce Kaxe, e
MIPAKTUUYECKU HE ChABPIKA HATPHIL.

3. Kak na npuemate PROCYSBI

Bunaru npuemaiite ToBa JIeKapcTBO TOUHO KakTo Bu e kazan BamusT nexap wiu hapmaiieBt. AKo He
CTE CUTYPHH B HEIIO, MonuTaiite Bamms nexap win hapmarenT.

IIpenoppunrtennara no3a 3a Bac win Bawero nere 1mie 3aBucH OT Bb3pacTTa U TErJoTo. TapreTHara
noyrbpakaia ao3a € 1,3 g/m*/ nem.

CxeMa Ha mpuwJjIaraHe

IIpuematiTe TOBa JIEKapCTBO JBa ITHTH HA JCH, HAa BcekH 12 gaca. 3a ma moydnTe Hail-roysiMa 1mojisa
OT TOBA JIEKAPCTBO, OMHUTANTE ce Ja N30srBaTe XpaHeHEe U MIICYHU IPOAYKTH B MPOABIDKCHUE HA Hali-
Manko 1 gac npernu u 1 gac cnen mpuema Ha PROCY SBI. Ako ToBa He € B3MOXKHO, MOXKE Ja
KOHCyMHparte Manko konndectBo (okoso 100 g) xpana (3a nmpearnodnTane, BbIIIEXUAPaTH, HAIPUMED
XJI510, TECTEHH U3ETHs, TUI0J0BE) 10 BpeMe Ha 4yaca npenu u ciex npuioxennero Ha PROCYSBIL

Baxno e na npuemate PROCY SBI 110 enuH 1 ChIM HAYWH BBB BPEMETO.

He yBennyapaiiTe nin HaMansBaiTe KOJIMYESCTBOTO Ha JIEKApCTBOTO Oe3 000peHneTo Ha Barms
neKap.

OGuuaiinara 103a He TpsAOBa 1a npesuiasa 1,95 g/m*/ new.

IIpoaAbIKUTESTHOCT Ha JTe4eHUETO
Jleuenneto ¢ PROCYSBI Tpsi6Ba 1a npoabioku npe3 Heaus )KUBOT, KaKTO € MPernopbyaHo oT Bamms
JeKap.

Hauun Ha NMPUJIO0KECHUE
TpH6Ba Ja IpueMaTe ToBa JICKApPCTBO CaMO IPE3 yCTaTa.

3a na geicTBa IPaBUIIHO TOBA JIEKAPCTBO, TPSAOBA 2 IPaBUTE CIIEAHOTO:

- 3a manueHTH, KOMTO MOraT Aa MOTbJIHAT IsU1aTa Karcyna:
[NormpimaiiTe 1s1aTa Kancyna ¢ KMcena HanmuTKa (KaTo IOPTOKaJIOB COK WIIN IPYT KUCEI COK)
i Boja. He cMaukBaiiTe 1 He IbBUYETE KAICyJINTE WIH ChAbP)KAaHUETO Ha Karcynure. Jlerna Ha
BB3pacT Mo 6 TOJUHM € Bb3MOKHO J]a HE MOTaT J1a IPErIbTHAT TBBPAUTE CTOMAIIHO
YCTOMYMBH KallCyJIM U J1a ce 33J1aBAT ¢ Tax. Moxete na naBatre PROCYSBI Ha nena Ha Bp3pacT
o1 6 TOJUHM, KaTo OTBApATE KAICYJIUTE U MOPbCBATE ChABPKUMOTO BBPXY XpaHa UM T€YHOCT
B CbOTBETCTBHE C YKa3aHUITA [10-10Iy.

- 3a manueHTH, KOUTO He MOTaT Jia TIOTBJTHAT IsJIaTa KarlcyJia WK ca Ha XpaHeHe Ype3 COH/A:
IlopbcBaHe BbPXY XpaHa
OTBOpeTE CTOMANTHO-YCTOMYMUBUTE TBHPIN KaTICYJIN U IOPHCETE ChIBPKUMOTO (TPaHyIIUTE)
BBpXy npubausutenHo 100 rpama xpaHa, Kato sSIOBJIKOBO IMIOPE WIH TUIOA0B KOHPUTIOP.
BrauMatenHo paz0bpkaiiTe rpaHyIHTe B MEKaTa XpaHa JI0 IMOoJIy9aBaHe Ha CMeC OT TPaHylH U
xpana. U3smKTe msuoTo KonmaecTBo ot cMmecta. Crien ToBa usnumiite okoo 250 ml kucena
HamuTKa (KaTo MOPTOKAIOB COK MM JPYT KHCET COK) WU BOJIa, 32 Jia YIECHUTE MOTIBIaHETO
Ha CMecTa.
AKO He U3sIIeTe cMecTa BeHara, Mokere Ja s octaBute B ximanuinHuk (2°C - 8°C) ot BpeMeTo
Ha IPUTOTBSHETO 0 MOMEHTA Ha IIPUJIaraHe | Ja s U3sJIeTe B paMKUTE Ha 2 yaca Ciie]
MpUroTBsiHeTO. HUKAaKBO KOIMYECTBO OT CMeCTa He TPsAOBa J1a ce 3amasBa cje/l i3MUHaBaHE Ha
2 4aca.
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IIpunarane ype3 coH/ia 3a XpaHEHE

OtBoOpeTe CTOMAIIHO-YCTONYHUBUTE TBBPAU KaIICYJIH U IIOPBCETE ChABPKUMOTO (IPaHyIUTE)
BBpXy npubamsurento 100 rpama sOBIKOBO MIOpE WIH MJI0A0B KOHGUTIOp. BHnMaTenno
pa30bpKaiiTe rpaHy/IMTE B MEKaTa XpaHa 0 MoJlyyaBaHe Ha CMEC OT TpaHyJIUTe U MEKaTa XpaHa.
[Ipunoxere cmecTa upe3 ractpoctoMHa Tpboa(G-TprOa), Ha3oracTpaaHa COHIA WIH
racTPOCTOMHA-HEIOHOCTOMHA TPB0a, KaTo M3IOJI3BAaTe CIPUHIIOBKA C KaTeThpeH BpbX. [Ipean
npuioxenue Ha PROCYSBI: Paskonuaiite Oyrona Ha G-Tpb0arta u 3aKpenere coHaara 3a
xpaHeHe. [Ipomwuiite ¢ 5 ml Bona, 3a 1a nourictute OyToHa. M3Teriere cMecra B CIPUHIIOBKATA.
[IpenopbuBa ce 00eMbT Ha CMeCTa B CIIPHHIIOBKATA C KATEThPEH BPBX Jla € MakcuMym 60 ml
npu ynorpeda chC COHZA 3a AUPEKTHO WK Ooiryc XpaneHe. BkapaliTe Bbpxa Ha CPUHIIOBKATA,
cpabpkama cmecta oT PROCY SBI u xpanata, B 0TBOpa Ha COHAATa 3a XpaHEHE U s HAIIBJIHETE
JIOKpail cbC CMECTa - BHUMATEIHOTO HATHCKaHe Ha OyTajoTO Ha CIPUHIIOBKAaTa U 3abPKaHETO
Ha COHJIaTa 3a XpaHEHE B XOPU30HTAIHO MOJI0KEHHE TI0 BpEME Ha MPUIIOKEHUETO MOXKE J1a
MpeJOTBPaTH MpobaeMy MOpaay 3amylIBaHe. 3a Ja ce n30erHe 3amyiBaHe ce MPernopbyBa J1a ce
M3I0JI3BA TTOJyTEYHA XPaHa KaTo sI0BbJIKOBO MIOPE HITH TUIOI0B KOHPHUTIOP MPH CKOPOCT OKOJIO
10 ml Ha Bceku 10 cekyHaM J0 IIBJIHOTO M3MPa3BaHe Ha CIIPUHIIOBKATa. [loBTapsiiTe ropHaTa
CTBIIKA, JOKATO C€ MPUJIOKHU LSI0TO KonudecTBo cMmec. Cnen mpunoxenueto Ha PROCY SBI
nzreraere 10 ml miomoBo nrope WiK BoJia B Ipyra CIIPUHIIOBKA U ipomuiite G-TpbbaTa, KaTo ce
yBepuTe, ue HaMa rosienHana cmec or PROCYSBI u xpana B G-tpbp0ara.

AKO He KOHCyMHpaTe CMECTa BeJHara, Moxere Ja s octaBute B xiaamiauk (2°C - 8°C) ot
BpPEMETO Ha IIPUTOTBSIHETO A0 MOMEHTA Ha MPUJIaraHe U J1a s KOHCyMHpaTe B paMKHUTE Ha 2 yaca
cllel MpUroTBsiHeTo. HUKaKBO KOMMUYECTBO OT CMecTa He TPpsOBa Ja ce 3ama3Ba clie]
W3MUHaBaHE Ha 2 Jaca.

Koncynrupaiite ce ¢ nekapsi Ha JETETO CH 32 IIBJIHU YKa3aHUsI OTHOCHO IIPABUJIHMS HAYMH Ha
MPUJIOKEHUE Ha MPOAYKTA Ype3 COHJIA 32 XpaHEHe U ako UMaTe MpoOIeMu opaan 3amyliBaHe.

[NopbcBaHe BEPXY MOPTOKAIOB COK HJIU JIPYT COK OT KHCENH IUIOA0BE, WX BOJIA

OTBOpETE CTOMAITHO-YCTOMYUBUTE TBHPIU KAIICYJIU U TOPHCETE ChIIBPKUMOTO (TPaHYIUTE) B
okoj10 100 1o 150 ml kuce mI0A0B COK (KaTo MOPTOKAIOB COK MM APYT KMCEI COK) MJIH BOJA.
Baumatenno cmecete cMecTa 3a HanuTKaTa, chabpskaiia PROCY SBI, B mpoabkeHue Ha

5 MUHYTH, KaTO 51 CMECHTE B Yallla WK g pa3KjaTHTE B 3aTBOpPeHA yamia (T.e. “Hepa3nuBamia ce”
garma) 1 U3IHATE CMeCTa.

AKO He U3MHETE CMeCTa BeHara, MoxeTe n1a 51 octaBuTe B XiaaamtHUK (2°C - 8°C) oT BpemeTo
Ha TPUTOTBSHETO 0 MOMEHTA Ha MIpUJIaraHe | Ja sl U3MueTe B paMKuTe Ha 30 MUHYTH CIie
MPUroTBsIHETO. HUKAaKBO KOIMYECTBO OT CMECTa He TPSAOBA Jia Ce 3amas3Ba cje/l i3MHHaBaHe Ha
30 MuHYTH.

[IpunoxeHne Ha CMEC 3a HATUTKA YPe3 CIPUHIIOBKA 33 IEPOPATTHO MPUIIOKEHUE

W3reriere cMecTa 3a HaIUTKaTa B CIIPUHIIOBKA 32 IEPOPATIHO NPUIIOKEHUE U S IPUIIOKETE
JTUPEKTHO B ycTaTa.

AKO He KOHCyMHpaTe CMecTa BelHara, MoKeTe Aa 5 ocTaBute B xnaamwiHuk (2°C - 8°C) ot
BPEMETO Ha IIPUTOTBSIHETO 10 MOMEHTA Ha MpHJIaraHe u J1a st KOHCyMHpaTe B paMKHUTE Ha

30 MUHYTH ciel NpUroTBsiHeTo. HUKaKBO KOJIMYECTBO OT CMECTa He TpsiOBa Ja ce 3arasBa clie]
n3MuHaBaHe Ha 30 MUHYTH.

Bamusr siekap Moxe J1a Ipernopbya Uiy NpelIuilie BKIIOUYBaHE B IOIbIHEHHE KbM LIUCTEAMUH Ha
€/IHa 1T [ToBeye J00aBKH 32 KOMIIEHCHPaHE Ha 3ary0aTa Ha BayKHM €JIEKTPOJIMTH Ipe3 OpOpenure.
BaxHo e 1a npuemare Te3u 100aBKU TOUYHO KAKTO € YKa3aHO. AKO CT€ MPOITYyCHAIN HAKOJIKO JIO3H OT
J00aBKUTE WM pa3BUBaTe cIa00CT MM CHHINBOCT, 00azere ce Ha Bamms nekap 3a HHCTPYKIMU.

3a na ce onpenenu TouHata g03a PROCYSBI, e Heo0X01uMo NpoBeXIaHETO HA PEIOBHU KPbBHU
M3CJIeIBaHUS 32 U3MEPBaHE Ha KOJIMYECTBOTO Ha IIUCTUH B OCJIUTE KPbBHU KICTKH H/HJIH
KOHIICHTpAIMATa Ha [IMCTEaMHUH B KpbBTa. VI3BBpIIBAHETO HA U3CIICBAHUATA HA KPBBTA Il Ob/Ie
opranmupano oT Bac wim ot Bamus nekap. Te3u uscinensanus TpsOBa na ce HanpasaT 12,5 daca
cJiel] BeuepHaTa 103a OT NPEIUIIHUS IeH U cienoBaTenHo 30 MUHYTH clie]] IpueMa Ha IocieaBaliara
cytperiHa 103a. OCBEH TOBa ChILO ca HEOOXOAMMHU U PEAOBHHU M3CIICBAHMS HAa KPBB U ypUHA 32
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ompeieTHE Ha HUBAaTa Ha BAYKHUTE CIICKTPOJIMTH B OPTaHU3Ma, 3a J1a MOKe Bammsr jgexap npaBmiIiHO
Jla KOpUTHpA JO3UTE HA Te3U JOOABKH.

AKo cTe npuesu noseyve ot Heodxoaumarta x03a PROCYSBI
Tps6Ba HE3a0aBHO 11a ce CBBPKETE ¢ Bamms iekap Wik ChC CIIEITHOTO OTCICHUE Ha OOJIHAIIA, aKO
cTe mpueny nosede oT HeoOxoaumara 103a PROCYSBI. Moske n1a ctaHeTe ChbHIMBH.

Axo cte mponycHau n1a npuemere PROCYSBI

AKO CcTe MpOoIyCHAIX J03a OT JIEKapCTBOTO, TPSOBA Ja g MpHeMeTe, KOJIKOTO € Bb3MOXKHO TO-CKOPO.
Axo octaBar A0 4 yaca npeau cienBailara 103a, IPECKOYeTe MPOoIycHaTaTa 103a U CE BbPHETE KbM
peIoBHATa cXeMa Ha IpuJlaraHe.

He B3emalite HBOﬁHa [03a, 3a 1a KOMIICHCUPATEC IIpOITyCHAaTaTa 4034a.

AXO MMaTe HSIKaKBH JIOMBIIHUTEIHN BBIIPOCH, CBBP3aHH C YIIOTpeOaTa Ha TOBa JIEKApCTBO, MOIHUTANTEe
Bamus nexap wiu gapMarieBT.

4. Bb3MOKHH HeXeTaHH pPe€aKkuumn

Kakro Bcnuku JICKApCTBa, TOBA JICKApPCTBO MOXKE J1da IPCAN3BHUKA HCKCIIAHNU PCAKIUH, BBIIPCKU Y€ HC
BCCKU I'1 TOJIy4aBa.

HNudopmupaiite He3adbaBHO Bamus Jekap win MeJUIMHCKA CeCTPa, aKo 3a0e/iesKkuTe HAKOU 0T

CJIeTHUTE HeKeTaHU PeaKIuy - MOKe Ja ce HyKIaeTe OT CIICIHO JeYeHHe:

- Texxka aneprudna peaknus (HaOromaBa ce Hedecto): [loTepcere cnienHa MeTUITTHCKA TIOMOIII,
aKo MMare HIKOH OT Te3W MPHU3HALM Ha aJlepruyHa peaklus: KOMPUBHA TPECKa; 3aTPyJHEHO
JUILIAaHe; MOJyBaHe Ha JIULETO, YCTHUTE, €3UKa WU I'bPIIOTO.

AKO HACTBITH HIKOSI OT CJICIHUTE HEXKEJIAH! PEaKllnu, CBhPIKETe ce He3abaBHO ¢ Bamms nekap. Twit
KaTo HIKOW OT Te3W HeXEJIaH! PeaKliu ca CEPHO3HH, moMoJseTe Bamms nexap na o0sicHu
MIPU3HALATE, C KOUTO CE TPOSIBSIBAT.

YecTu HeKeTaHH peakiuu (Moxe 1a 3acersat 1o 1 Ha 10 gymm):

- Koxxen o6pus: Mupopmupaiite Bamms nekap, ako monydyure KoxeH o0puB. Moske na ce
Haoxu BpemeHHO ciipaHe Ha PROCY SBI, nokato oOpuBBT OTIIyMH. AKO OOPUBBT € TEXBK,
Bammusar nexap Moxe Ja MpeKpaTH JISYSHUETO C [IUCTEaMUH.

- OTKII0HEHHA B 4YepHOAPOOHN (GYHKIIMOHAHU KPBBHU TeCTOBE. BamusT nekap mie cienu 3a
TOBA.

HeuecTu Hexkesanu peaknuu (Moxe fa 3acerHat 1o 1 va 100 qymm):

- KoskHu ne3nu, KOCTHU JIE3UH, KaKTO U MpodiieMu Cbe cTaBuTe: JIeueHneTo ¢ BUCOKHU 103U
LICTeaMMH MOXKE Ja IIPeAU3BHUKA Pa3BUTHE HA KOXHH JIe3uH. Te BKIII0YBAT KOXKHU CTPUU
(xouTO MpeacTaBIsABAT OeNie3H MO KoKaTta 1moj ¢popmara Ha JIMHUK), KOCTHU TPaBMH (KaTo
CUyTBaHUs), KOCTHH AedopManuu U ctaBHH npobiemu. [IpoBepsiBaiite KoxkaTa cH, J0KaTO
npuemMarte ToBa JiekapcTBo. ChoOIIaBaiiTe BCska mpoMsiHa Ha Barmms nexap. Bammar nexap e
CJIeH 32 TE€3U MPOOJIEMH.

- Hucbk Opoii 6env KpbBHHU KJIETKU. BammsT nekap 1me cienu 3a Tosa.

- CuMriToMu OT CTpaHa Ha IEHTpajHaTa HEpBHA cucTeMa: HIKkou manneHTH, mprueMarin
LUCTEAMHH, Ca Pa3BHJIM I'bPUOBE, IEHPECcHs U MpeKoMepHa ChHIUBOCT. Kaxkere Ha Bamus
JeKap, ako UMaTe Te3N CUMITOMHU.

- [Ipobnemu cbe cTomMaxa U yepBaTa (TaCTpOUHTECTHHAIHN): [lanuenTy, npuemManiy qucTeaMuH,
ca pa3BWIIM sI3BH U KbpBeHe. Kakete HezabaBHO Ha Bamms siekap, ako moiay4duTe OOJIKH B
CTOMaxa MJIM IOBbPHETE KPbB.

- [Tpu ynorpeba Ha nEcTeaMUH € ChoOIaBaHa TOOPOKaueCTBEHA BhTpeUYepernHa XUIMEePTOHNS,
HapuyaHa ChILO MO3bYEH IICEBIOTYMOp. TOBa € ChCTOSIHUE, TP KOETO HAIATAHETO Ha
TEYHOCTTa OKOJIO MO3bKa € moBuineHo. Kaxxere HezabaBHO Ha Bamus nekap, ako HAKOM OT
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CJICTHUTE CUMITTOMH C€ TIOsIBH 110 Bpeme Ha nmprueMa Ha PROCY SBI: xxyXkeHe mim CBUCTEHE B
yIIuTe, 3aMaiBaHe, IBOHHO BIDKIAaHE, 3aMbIJICHO BIKIaHe, 3aryba Ha 3peHue, 00JIka 331 OKOTO
win 0OJIKa TpY JABMKEHUE Ha ounTe. BamuaT nekap e Bu HaGmoaBa upe3 mpoBekaHe Ha
OYHHU TIpETJIe/IN, 3a 1a OTKPHUE U JICKyBa TO3U Mpo0JIeM Ha Mo-paHeH erar. ToBa Ie moMorHe J1a
ce HaMalld BEpOsTHOCTTA OT 3ary0a Ha 3peHUETO.

[lo-gomy ca n30poeHu ApyrUTe HEXKENaH! JIEKapCTBEHH PEeaKLnH, JaJeHH C OIIEHKa Ha 4eCTOoTaTa, C
KOSITO MOTaT J1a ce rmosBsAT npu nedenne ¢ PROCY SBIL

MHOro 4ecTH He:KeJJaHU peaknuu (Moxe /1a 3acerHat nmosede ot 1 Ha 10 gymm):
- rajieHe

- MOBPBINaHE

- 3ary0a Ha afneTuT

- IAapus

- MOBUIIIEHA TeJIECHa TeMIIepaTypa

- CHHJIMBOCT

YecTH HEXKETAHH PEAKIIHHN:

- rinaBoOosme

- eHIedanonarus

- 0oJKa B KOpema

- HApYIICHO XPaHOCMHIIAHE

— HCMPUATCH AbX WU MUPHU3MaA Ha TAJIOTO
- CTOMAIIIHU KUCCIINHU

- ymopa

HeuecTu He:ke1aHU peakUUuM:

- 0OJKH B KpakaTa

- CKOJIH03a (M3KpUBSIBaHE HA TPHOHAYHUS CTHIIO)

- YYIDITMBOCT HAa KOCTHUTE

- IMpOMsIHA B I[BETA Ha KOcaTta

- MIPUITIATBIH

- HEPBHOCT

- XaITIOIIMHAITIT

- edexT BppXy ObOpennTe, KOWTO ce MPOsIBSBa C IMOAYyBaHEe HA KPAHUIINTE U HAJ/IaBaHE HA TETIIO0

Cpbo0aBaHe HA He:KeJIAHU PeaKIuu

AKO TIOJTyYUTe HAKAKBU HEXEJIaHU JIEKAPCTBCHH PEAKIMU, YBeoMeTe Barms nekap win (hapMaieBT.
ToBa BKJIIOUBa BCUYKH Bb3MOYKHH HEOMHMCAHH B Ta3U JINCTOBKA HE)KEJIAHU peakiuu. MoxkeTe ChIIo Aa
CHOOIINTE HEXKEIAHN PEeaKIUU JUPEKTHO Ype3 HAI[HOHAIHATA CHCTEMa 3a ChOOIaBaHe, II0CoUYeHa B
[punoxxenne V. Kato cho0riaBare HeXeTaHH PEAKIMH, MOXKETE J1a AJeTe CBOSI PUHOC 32
MoJiydyaBaHe Ha MmoBeue HH(POPMaIMsS OTHOCHO 0€30IIaCHOCTTa Ha TOBA JIEKapCTRO.

5. Kak na cexpansiBate PROCYSBI

Jla ce chxpaHsiBa Ha MSICTO, HEJIOCTHITHO 32 JIela.

He u3mnon3paiiTe TOBa JIEKapCTBO ClIE]] CPOKa Ha TOJHOCT, OTOE/sI3aH BbPXY KapTOHEHATa OMaKOBKa U
eTukera Ha OyTwikata cien ,,l ogen 10:“. CpoKbT Ha TOAHOCT OTTOBAPS HA IMOCIIEIHUS JCH OT

IMOCOYCHHA MCCCII.

He usmnomn3BaiiTe TOBa JIEKapCTBO, aKO 3areyaTBaIIOTO (OJHO € OUI0 OTBOPEHO 3a rmoBeue ot 30 JAHU.
W3xBBHpreTe oTBOpeHaTa OyTHIIKA U U3ITOJI3BATE HOBA Oy THIIKA.

Ha ce cexpanssa B xmagmwiauK (2°C — 8°C). [la He ce 3ampa3ssipa.
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Cren oTBapsiHE 1@ He ce chXxpansBa Hax 25°C.
ChxpaHsiBaliTe OllaKOBKaTa IIIBTHO 3aTBOPCHA, 3a Ja Ce MPe/Ia3y OT CBETIIMHA U Biara.

He HBXBLpHﬂﬁTe JICKApCTBAaTa B KaHAJIU3allUiATa. Ilonuraiite Bamms (I)apMaLIGBT KakK J1a U3XBBPJIATE
JICKapCTBaTa, KOUTO BEYC HE M3IIOJI3BATEC. Tes3n MCPKH 1€ CIIOMOI'HAT 3a OIla3BaHC Ha OKOJIHATa Cpeaa.

6.

Cun)pmalme Ha OonMaKoOBKaTa M JOIIbJHHUTEC/IHA I/IH(l)OpMalII/H[

Kakspo ceabpxa PROCYSBI

AKTHBHOTO BEIIIECTBO € IUCTeaMuH (1o opmara Ha MEpKanTaMUHOB OUTapTapar).
PROCYSBI 25 mg ¢cTOMalIHO-YCTOMYUBYA TBEPAU KAIICYIN
Bcsika TBBpIa cTOMAIIHO-yCTORYHBA KaIICyJia ChAbpKa 25 mg MUCTEaMUH.

PROCYSBI 75 mg ¢cTOMalIHO-YCTOMYUBYA TBEPAU KAIICYIN
Bcsika TBBpAa cTOMANIHO-yCTOHYMBA KaIlCysia ChbAbpkKa 75 mg HUCTEaMUH.

Jpyrurte cbcTaBKM ca:

o B xancynurte: MUKpOKpPUCTAIHA LIETY103a, CHIOIUMEDP Ha METAaKpUIOBa KUCEINHA U
etunakpuiar (1:1), Xxumpomennosa, Tajk, TPHSTHIOB LIUTPAT, HATPHUEB JaypuiICcyidaT
(BmxTe Touka ,,PROCYSBI chabpika HaTpHiA).

o B cheraBa Ha kancynara: sxenatul, TutaHoB auokcun (E171), uanuroxapmun (E132).

o B newarnoTo mactuno: mesiak, mosunoH (K-17), tutanos quokcuz (E171).

Kak m3rne:xxna PROCYSBI u kakBO CbABbpska OIAKOBKaTAa

PROCYSBI 25 mg npeacTaBisiBa CHHE TBBPIU CTOMAITHO-YCTOWYHUBHU Karicyiu (¢ pasmep 15,9
x 5,8 MM). Ha cBETIIOCMHBOTO Kamade € oTnedataHo Jioro ,,PRO® ¢ 65510 MacTuio, a BEpXy
CBETIIOCHHBOTO TSUTO € OTIIEYaTaHo ,,25 mg*‘c 0510 MacTmno. bsya turactMacoBa OyTHITKa
cpabpika 60 kancynu. Kamaukara e 3ammrTeHa OT Jelia u 3arnedarana ¢ goino. Beska OyTinka
CBHABPIKA JIBA IACTMACOBH IIWJIMH/bPA, U3IIOI3BAHH 32 IOMBIHUTEIHA 3alUTa CPEILy Biara u
BB3IIYX.

PROCYSBI 75 mg npeacTaBiisiBa CHHE TBBPIY CTOMAIITHO-YCTOWYHUBHU Karicyiu (¢ pasmep 21,7
x 7,6 MM). Ha TEMHOCHHBO Kamade € oTredaTaHo Jioro ,,PRO* ¢ 6sumo Mactuio, a Bbpxy
CBETJIOCUHBOTO TSUJIO € OTHeYaTaHo ,,75 mg™ ¢ 6so MacTio. bsima mmactmacoBa OyTuinka
chabpka 250 kancynu. Kanaukara e 3ammreHa ot jiena u 3arnedarana ¢ ¢poino. Beska OyTrika
CBHABPIKA TPH TUIACTMACOBH IIMIIMHABPA, U3IIOJI3BAHM 32 JIOITBIHATEHA 3aIl[UTa CPElly Biara u
BB3IyX.

CoxpassBaiiTe HWIMHIPUTE BBB BCsIKa OyTHIIKA IO BpeMe Ha ynorpebara Ha Oytuikara. Cien
ynoTpeda NUIMHIPUTE MOXKE JIa C€ U3XBBPIIST C OyTHUIIKATA.

IIpuTexaTes Ha pa3peLIeHUETO 32 ynorpeda u
Chiesi Farmaceutici S.p.A.

Via Palermo 26/A

43122 Parma

Uranus

IIpousBoaure

Chiesi Farmaceutici S.p.A.
Via San Leonardo 96
43122 Parma

Urtamusa
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3a JomBIHAUTENHA HHPOPMAITUS OTHOCHO TOBA JIEKAPCTBO, MOJISI, CBBPIKETE CE C JIOKATHUS
TIPEJICTABUTEN Ha MIPUTEXKATENS Ha pa3penIeHneTo 3a ynorpeoda:

Belgié/Belgique/Belgien
Chiesi sa/nv
Tél/Tel: + 32 (0)2 788 42 00

bbarapus
ExCEEd Orphan Distribution d.o.o.
Ten.: +359 87 663 1858

Ceska republika
Chiesi CZ s.r.0.
Tel: + 420261221745

Danmark
Chiesi Pharma AB
TIf: +46 8 753 35 20

Deutschland
Chiesi GmbH
Tel: + 49 40 89724-0

Eesti
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

EALGda
Chiesi Hellas AEBE
TnA: +30210 6179763

Espaiia
Chiesi Espana, S.A.U.
Tel: + 34 93 494 8000

France
Chiesi S.A.S.
Tél: +33 147688899

Hrvatska
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

Ireland
Chiesi Farmaceutici S.p.A.
Tel: +39 0521 2791

Island
Chiesi Pharma AB
Simi: +46 8 753 35 20

Italia
Chiesi Italia S.p.A.
Tel: +39 0521 2791

54

Lietuva
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

Luxembourg/Luxemburg
Chiesi sa/nv
Tél/Tel: + 32 (0)2 788 42 00

Magyarorszag
ExCEEd Orphan Distribution d.o.o.
Tel.: +36 70 612 7768

Malta
Chiesi Farmaceutici S.p.A.
Tel: + 39 0521 2791

Nederland
Chiesi Pharmaceuticals B.V.
Tel: +31 88 501 64 00

Norge
Chiesi Pharma AB
TIf: +46 8 753 3520

Osterreich
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

Polska
ExCEEd Orphan Distribution d.o.o.
Tel.: +48 799 090 131

Portugal
Chiesi Farmaceutici S.p.A.
Tel: +39 0521 2791

Romaénia
Chiesi Romania S.R.L.
Tel: +40 212023642

Slovenija
Chiesi Slovenija d.o.o0.
Tel: + 386-1-43 00 901

Slovenska republika
Chiesi Slovakia s.r.o.
Tel: +421 259300060

Suomi/Finland
Chiesi Pharma AB
Puh/Tel: +46 8 753 35 20



Kvbmpog Sverige

Chiesi Farmaceutici S.p.A. Chiesi Pharma AB
TnA: +39 0521 2791 Tel: +46 8 753 35 20
Latvija

Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

I[ara Ha MOCJICAHO MpepasrjaeKaaHe Ha JUCTOBKaTa

[Honpobna nndopmanys 3a TOBa JEKapCTBO € MpeAocTaBeHa Ha yeOcaiita Ha EBponelickara areHuus
10 JIeKapcTBaTa http://www.ema.europa.eu.
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JIncroBka: ungopmanus 3a norpeduTeNs

PROCYSBI 75 mg ¢cToOMalIHO-yCTOWYMBH IPAHyJIH
PROCYSBI 300 mg ctoMamHo-yCTOMYHBH I'PAHYJIH

UcTeaMyH (MepKanTaMHuHOB OuTapTapar) (cysteamine (mercaptamine bitartrate))

IIpoyeTeTe BHUMAaTEIHO IAJIATa JUCTOBKA, MPeIH a 3all04YHeTe 1a MpUeMaTe TOBa JIEKapCcTBO,

Thil KaTO TSl ChAbP3Ka BaskHa 3a Bac undopmanms.

- 3amasere Ta3u JIUCTOBKA. Moxe /1a ce HaJoXkHU J1a sl IPOYETETE OTHOBO.

- AKO MMaTe HSKaKBHU JOMBJIHUTEIHN BBIIPOCH, onuTaiiTe Bamus nexap wim gpapmanesT.

- ToBa nekapcTBO € npeanucaHo JudHo Ha Bac. He ro npeoTcThnBaiite Ha ipyru xopa. To Moxe
Jla UM HaBpeIy, HE3aBUCHMO Y€ MPU3HAIMTE Ha TSIXHOTO 3a00JsBaHe ca chIIuTe KaTto Bammre.

- AKO TIoNTyYuTe HAKAKBU HEXKEJaHU peakiluy, yBeqoMeTe Bamms nekap wnu ¢papmanent. Toa
BKJIIOUBA ¥ BCUUKH BH3MOKHU HEXKEJaHU PEaKIMH, HEOMUCAHH B Ta3M JINCTOBKA. BrkTe
TouKa 4.

Kakso CbAbpPiKa Ta3u JIMCTOBKA

Kaxso npencraenssa PROCY SBI u 3a kakBo ce u3nomnssa
Kakso TpsiOBa ma 3naere, npeau aa npuemere PROCYSBI
Kax na npuemare PROCYSBI

Bb3MoxHE HEXKETTaHU PeaKIiu

Kax na cexpanssate PROCY SBI

ChappkaHHue Ha ONIAKOBKATA U JOIBJIHUTEIIHA HHPOpMALIUs

Sk w =

1. Kakgo npeancrasasssa PROCYSBI u 3a kakBo ce u310J13Ba

PROCYSBI cbapprxa akTHBHOTO BEIIECTBO IUCTEAMHUH (M3BECTEH CHIIO KaTO MEPKANTAMUH) U C&
npueMa 3a JIe4eHHe Ha He(poraTHyHa UCTHHO3A NIPH Jiena 1 Bb3pacTHU. L{uctuHo3ara e 3aboisBane,
3acsralno HauuHa Ha (YHKIMOHUpPAHE Ha OPraHu3Ma, KOeTO Ce XapaKTepu3upa ¢ NaToJIOTHIHO
HaTpyIBaHE HA AMUHOKHCEIMHATA IMCTHH B Pa3IMYHU OpPTaHH Ha TSUIOTO KaTo ObOpenuTe, ounTe,
MYCKYJIHTE, TTaHKpeaca ¥ Mo3bka. HaTpynBaHeTo Ha UCTHH NPHYHMHABA yBpeXIaHe Ha ObOpenuTe n
OTZETISTHE Ha MO-TOJIEMH KOJTMYECTBA TII0K03a, OCNTHIH U eNEKTPOIUTH. Pa3nuuHu opranu ce 3acarat
Ha pa3luvHa Bb3pacT.

PROCYSBI e nexapctBo, KO€TO pearupa ¢ IMUCTHHA, 33 Aa MOHKHA HUBOTO MY BHTPE B KIIETKHUTE.
JleyenneTo ¢ HUCTEaMHH TPsIOBa a ce 3alloyHe CKOpO Clie/ MOTBbpKIaBaHe Ha JUarHo3aTa
MUCTHHO34, 32 J]a Ce TIOCTHTHE MaKCHMAJTHA IT0JI3a.

2. KakBo TpsioBa 1a 3HaeTe, npeau 1a npueMmere PROCYSBI

He npuemaiite PROCYSBI

- aKo CTe aJepruiHu KbM LUCTeaMUH (M3BECTEH ChIIO KATO MEPKAITAMKH) WIX KbM HIKOS OT
OCTaHAJINTE ChCTABKH Ha TOBA JIEKAPCTBO (M30pOEHHU B TOUKA 6);

- aKo CTe aJlepru4HU KbM TICHUIMIIAMHH (TOBA HE € TICHUIIHIIHH, a JIEKapCTBO, U3IOI3BAHO 32
JiedeHne Ha OonecTTa Ha YUIICHH);

- aKO KbPMHTE.

IIpenynpesxaeHust U MpeanasHu MePKH
T'oBopere ¢ Bamus nekap niu ¢papmanest, npenu na npuemere PROCYSBIL

- Toii KaTO NekapcTBeHaTa hopmMa Ha UCTEaMUH 3a NEPOPaTHO NPUIIOKEHUE HE TPEAOTBpaTsIBa
OTJIaraHeTo Ha IMCTUHOBH KPHUCTAIIM B OUUTE, TPSIOBA J1a IPOIBIDKUATE Ja MTOCTaBITE [IUCTEAMHUH
KaIlK¥ 3a 04, KaKTo € Iperrcano oT Bammus nekap.
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- [Ipu manmeHTH, TEKyBaHU C BUCOKHU J03U LIUCTEAMUH, MOTaT /1a CE MOABAT CEPUO3HU KOXKHH
ne3uu. BamusaT nekap 1ie ciean peroBHO KoXkata M KocTuTe By, a mpu Heo6XxoauMocT 11ie
HaMaJIu WK cripe Bammero edenne (BIKTe ToUKa 4).

- [Ipu manmeHTH, TOTyYaBaIly IUCTEAMUH, MOTAT Ja CE TMOSBAT CTOMAIIHA U YPEBHHU SI3BH U
KbpBEHE (BUKTE TOUKa 4).

- Jpyru upeBHU CUMIITOMH KaTo TajieHe, MOBPbhIaHe, aHOPEKCHsI M OOJIKK B CTOMaxXa MOTarT Jia ce
TOSIBSIT IIPH JIEYEHUE C LUCTEAMHUH. AKO TOBa c€ CIIy4H, Bamusr sekap Moxe Ja MIpeKbCHE
JICYEHUETO U J1a IPOMEHH J[03aTa.

- T'oBopete ¢ Bammis nekap, ako nMaTe HSIKAaKBH HCOOMYAHHM CTOMAIITHU CUMITTOMH WITH
IIPOMEHH B CTOMAIITHUTE CUMIITOMH.

- [Ipu nedenune ¢ nUCTEaMUH MOTaT J1a Ce MOSBAT CUMIITOMU KaTo I'bPYOBE, OTIAAHAJIOCT,
CBHHJIMBOCT, ACNPECHs U MO3bUHH HapylIeHUs (eHUedanonaTus). AKO ce pa3BUsIT TaKUBa
CHUMITTOMH, HH(popMHpaiiTe Bamms nekap, KoiTo mie kopurupa jo3ata Bu.

- [Ipu ynorpebata Ha UCTEaMUH MOXKeE JIa C€ HAPYIIH YepHOAPOOHA (YHKITUS HITH J1a HaMaJee
Opos Ha OenuTe KPBbBHU KIIETKH (JIEBKOTICHHS ). BammsT jekap 1ie cieau peloBHO KpbBHaTa Bu
KapTHHA U YepHOApOoOHATa PYHKIIHS.

- BammsT nexap me Bu HabnronaBa 3a 1o0pokadecTBeHa BhTpEUepEIHa XUIIEPTOHUS (MITH
MO3BYCH TICEBJOTYMOP) /UK OTOK Ha 3pUTEIHUS HEPB (NamuieeM), CBbP3aHu C JICYCHUETO C
mucreamuH. [lle 6baeTe MOMTOKEHN HA PEIOBHA OYHH TPETIIeIN 32 OTpeIeNsTHE Ha TOBA
CBHCTOSTHUE, KATO PAaHHOTO JICUEHUE MOXKE Jla IPEIOTBPATH 3aryda Ha 3pEHUETO.

HApyru aexapersa u PROCYSBI

TpsOBa na kaxere Ha Bamms nexap wim gapmaneBT, ako puemMare, HACKOPO CTe PUEMaH UIU €
BB3MOXKHO JIa TIpreMaTe IpyTH JiekapcTBa. Ako Bammsar nekap Bu npeanucsa 6OnkapOoHaT, HE TO
B3eMaiite 1o enHo U cbio Bpeme ¢ PROCY SBI; B3emere OukapOoHaTa Haii-MajKo €IMH Yac MpeIu
WU €IMH Yac, CJIeJ KaTo CTe IPUENH JIEKapCTBOTO.

PROCYSBI ¢ xpaHa 4 HAIUTKH

Onwuraiite ce nmone 1 yac npeau u 1 vac cnen npuema Ha PROCY SBI na nz6sreate xpaHu, KOUTO ca
Ooratu Ha Ma3HUHY WIKM OPOTEUHM, KAKTO M XpaHa WIN TEYHOCT, KOSITO MOKE JJa HaMaJll
KHCEJIMHHOCTTA B CTOMaxa, KaTO MIISIKO MJIM KHCEJIO MJIIKO. AKO TOBa HE € Bb3MOXHO, MOXKE Ja
KOHCyMHpaTte Majiko KonnuecTBo (oxoio 100 g) xpaHa (3a npeanovynTaHe BbIIEXUIPaTH, HApHUMep
XJI510, TECTEHH U3AETHsL, TI0JJ0BE) MO BpeMe Ha 4aca npenu u ciea npuema Ha PROCY SBIL

Bwxre cwimo Touka 3 ,,Kak ma nmpuemate PROCY SBI — Haunn Ha nipritoskeHme .

bpeMeHHOCT 1 KEpMeHe
AKo cTe OpeMeHHa WM KbPMHTE, CMATATE, U¢ MOXKE J1a CTe OpeMeHHA I IUIaHupaTe OpeMEHHOCT,
MochBeTBalTe ce ¢ Bamms nekap wim ¢apMaieBT npean yrnorpedaTa Ha TOBa JIEKapCTBO.

He tps6Ba ma m3mon3BaTe TOBa JIEKAPCTBO, aKO CTE OpeMeHHa, 0COOCHO TIPe3 IbPBHSI TPUMECTB].
[Ipenu na 3amouHere JieueHue, TPSOBA J1a UIMAaTe OTPUIIATENICH PE3YJIITaT OT TECT 38 OPEMEHHOCT, a I10
BpeMe Ha Kypca Ha JieueHHue TpsOBa J1a M3MOI3BaTe IMOAXOIAI METOT 32 KOTpaIrenius. AKO CTe JKeHa,
TUTAHUpaTe OpPEMEHHOCT WITH 3a0peMeHeeTe, He3a0aBHO MOTHPCETE ChBET OT Bamust nekap 3a criupane
Ha JICYSHUETO C TOBA JIEKAPCTBO, T KAaTO MPOIBIDKABAHETO HA JICUSHHETO MOXe Jia ObJie BpeIHO 32
TIoja.

He uznon3Baiite TOBa JIEKapCTBO, aKO KbpMUTE (BMKTe TOouKa 2 B ,,He mpuemaiire PROCYSBI®).

Hlodupane n padora ¢ MAIIMHU

ToBa jexapcTBO MOXKE J]a MPUYMHU H3BECTHA CHHIUBOCT. [Ipu 3anouBaHe Ha JIeUCHUETO HE TPSAOBa Ja
moq)npaTe, Ja paGOTI/ITe C MalllMHU WJIK Ja U3BBPIIBATEC APYTrU IMOTCHIIUAIHO OIIaCHU ,ZICI\/’IHOCTI/I,
JIoOKaTo He pa3depere Kak Bu Bimse nekapcTBOTO.

PROCYSBI cbabpixa HaTpuid

ToBa ekapcTBO ChIbprKa MO-Manko ot 1 mmol Hatpuit (23 mg) Ha 1032, T.e. MOXKe J1a ce Kaxe, ue
NPaKTHYECKH HE ChIbpKa HATPUH.
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3. Kak na npuemate PROCYSBI

Bunaru npuemaiite ToBa JIeKapcTBO TOYHO KakTo Bu e kazan Bamust nekap win ¢papmaneBt. AKO He
CTe CUTYpHH B HEIIO, ToNuTaliTe Bammst nexap win papmaresr.

IIpenopbunTenHara 103a 3a Bac uiu Bamieto ete e 3aBUCH OT Bb3pacTTa U TernoTo. TapretHara
noyrbpakana go03a € 1,3 g/m*/ nem.

Cxema Ha mpuiiarane

IIpuemaliite ToBa IeKapcTBO JBa MBTU HA JCH, HA BcekH 12 yaca. 3a na moayduTe Hall-roysiMa moisa
OT TOBA JICKAPCTBO, OITUTANTE c€ /1a M30sATBATE XpaHEHE M MIICUYHHU MPOAYKTH B MPOABDKCHIE HA Hal-
Manko 1 yac npeau u 1 yac cneg npuema Ha PROCY SBI. Ako ToBa He € Bb3MOXKHO, MOXKE Aa
KOHCYMHUpare Mayiko koimdectBo (okoso 100 g) xpana (3a mpeArnovnTaHe, BIIIEXHPaTH, HATPUMED
XJI0, TECTEHH H3JIENHsI, TUI0I0BE) 110 BpeMe Ha yaca rpenu u cien npuioxernero Ha PROCYSBI.

Baxuno e na npuemate PROCY SBI 1o enus v chIiy HAYUH BBB BPEMETO.

He yBennyapaiiTe nim HaMansBaiTe KOJIMYECTBOTO Ha JIEKapCTBOTO Oe3 0Jj00peHneTo Ha Barms
JeKap.

O6uuaiinaTa 103a He TpsAOBa qa npesuinasa 1,95 g/m*/ new.

IpoabIKUTETHOCT HA JI€YEHHETO
Jlewermero ¢ PROCY SBI Tpsi6Ba ga mpoabmKu MPe3 MEHs )KUBOT, KaKTO € Ipernopbuano oT Bamms
neKap.

Hauynn Ha npuiioxenue
Tpsi6Ba na npuemare ToBa JEKapCTBO CaMo IIpe3 ycTara.

Besixo carme Tp}I6Ba Ja CC U3MO0JI3Ba CAHOKPATHO.

3a 1a JeiicTBa MPaBUITHO TOBA JIEKAPCTBO, TPSAOBA 12 IPAaBUTE CIICTHOTO:
OTBOpETE cameTo 1 MOphCeTe BCHUKU IPAHYIIH BhPXY XpaHa (KaTo siOBJIKOBO MIOpE MK TUIOI0B
KOH(HUTIOP) ¥ U3HKTE WITK MPHUIIOKETE Ype3 COHIIA 3a XPaHEHE, WIIM CMECeTe C KHCella HalTuTKa
(KaTo OPTOKAIOB COK MJIM IPYT KHUCEJ COK) MK BOJA U u3nuiite. He cMaukBaiiTe U HE ThBUETE
TpaHyJuTe.

IlopbcBaHe BbpXY XpaHa:

OTBOpETE CalIeTo U MOPHCETE IIOTO KOJIMYECTBO TPaHyIu BhpXy npudausutenHo 100 rpama
XpaHa, KaTo SIOBIKOBO MIOPE WK II0J0B KOH(GUTIOP. BHUMaTEeTHO pa30bpKaiiTe rpaHyIuTe B
MeKara XpaHa 70 IoJydaBaHe Ha CMeC OT IPaHyJi U XpaHa. M3smKTe II10TO KOINYEeCTBO OT
cMmecta. Cien ToBa u3nuiite okoso 250 ml kucesa HarmuTKa (KaTo MOPTOKAIOB COK MJIH IPYT
COK OT KHCEJIY TUTO/IOBE) WM BOJIA, 3a Ja YIIECHUTE MOTITHIIAHETO Ha CMECTa.

AKO He U3sIIeTe cMecTa BeaHara, MokeTe Ja s ocraBute B XumanuiaHuk (2°C - 8°C) ot BpeMeTo
Ha IPUTOTBSHETO 0 MOMEHTA Ha IIPUJIaraHe | Ja s U3s/IeTe B paMKUTE Ha 2 yaca Ciiel
MpUroTBsiHeTO. HUKaKBO KOMYECTBO OT CMecTa He TPsOBa J1a ce 3amasBa cje/l i3MUHaBaHE Ha
2 yaca.

[IpunoxeHne ype3 coHAa 3a XpaHeHe:

OTBopeTe camieTo U nopbceTe rpaHyIuTe BhpXy npubdausutenHo 100 rpama sOBIKOBO mMOpe
WJIH TJI0J0B KOH(UTIOp. BHNMaTenHo pa30obpKaiiTe rpaHyInTe B MEKaTa XpaHa J10 MoJTydyaBaHe
Ha CMeC OT IpaHyJIuTe B MekaTa xpaHa. [Ipunoxere cmecTa upe3 ractpoctoMHa Tphoa(G-
Tpb0a), Ha3oracTpasHa COHAA WK TaCTPOCTOMHA-HEIOHOCTOMHA TPb0a, KaTo U3MOI3BaTe
CTIPUHIIOBKA ¢ KaTeThpeH BpbX. [Ipenu npunoxenue Ha PROCYSBI: Paskomuaiite Oyrona Ha
G-1tppOata u 3aKpereTe coHmara 3a xpanere. [Ipomuiite ¢ 5 ml Boza, 3a 1a moyucTUTE OyTOHA.
Usrernere cmecTa B cipuHLOBKaTta. [IpenopbuBa ce 00eMbT Ha CMECTa B CIIPHUHLIOBKATA C
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KaTeThpeH BPBX Ja € MakcuMyM 60 ml nmpu ymorpeda cbC COHJIA 3a TUPEKTHO HIIM O0IIyC
xpaHeHe. BkapaiiTe Bbpxa Ha CIIpUHITOBKaTa, Chabpikama cMecta of PROCYSBI u xpanara, B
OTBOpPA HAa COHZATA 332 XPAaHCHE U S HAITBJIHETE IOKPaid ChC CMECTa — BHUMATEITHOTO HATHCKaHE
Ha OyTaJIoTO Ha CIIPUHIIOBKATA U 33 JbPKAaHETO HA COHJATA 32 XpPAaHCHE B XOPH30HTAITHO
MOJIOXKEHHUE TI0 BpeMe Ha MPUIIOKEHUETO MOYXKE JIa MPEJOTBPATH MPOOJIEMH TIOPaIH 3aITyIBaHe.
3a ma ce nzberuHe 3amymBaHe ce MPETIopPhYBa J1a CE U3IT0JI3Ba MOJyTEUYHA XpaHa KaTo SOBJIKOBO
MIOPE WU TUI0/IOB KOHMUTIOP MPpH ckopocT okoio 10 ml Ha Bceku 10 ceKyHIU 10 MBIHOTO
M3Mpa3BaHe Ha CIIPHHIIOBKATa. [ToBTapsAiTe ropHaTa CTHIIKA, JOKATO CE MPHUIIOKH LISJIOTO
konmgectBo cMmec. Ciien npunokenuero Ha PROCY SBI uzrernere 10 ml mto1oBo mope min
BOJIa B JIpyTa CIPUHIIOBKA U TTpoMuiite G-Tpbh0aTa, KaTo ce YBEpHTE, Ue HAMA MOJISITHAIIA CMEC
ot PROCYSBI u xpana B G-tpbp0ara.

AKO He KOHCyMHUpAaTe CMeCTa BeJHara, MoKeTe Jia s octaBute B xuanuiaHuk (2°C - 8°C) ot
BpPEMETO Ha MPUTOTBSIHETO O MOMEHTA Ha MpHJIaraHe ¥ Jia 1 KOHCyMHpaTe B paMKHUTE Ha 2 Jyaca
CJIe]l IPUTOTBAHETO. HIKaKBO KOTMYECTBO OT CMECTa He TPsIOBa J1a ce 3amasBa clie/
W3MHHABaHE Ha 2 Jaca.

Koncynrupaiite ce ¢ nexapst Ha Barero gere 3a mbJIHM yKa3aHHS 32 TOBa KaK MIPAaBUIIHO Ja
MpHUjIaraTe MpoayKTa ChC COH/IA 32 XpaHEHe W aKO MMaTe MPOoOJIeMH TTOpaIH 3aITyliBaHe.

[HopbcBaHe BEPXY MOPTOKAIOB COK MIIH JIPYT COK OT KHUCENH IUI0I0BE, MITH BOJIA:

OTBoOpeTe camiero u nmopbcere rpanyaute B okoso 100 mo 150 ml kucen miomoB cok (Kato
MOPTOKAJIOB COK MJIM JPYT KUCEJ COK) WM BoJa. BHIMaTeHO cMeceTe cMecTa 3a HalmuTKaTa,
ceabpkama PROCYSBI, B npoabmkeHue Ha 5 MUHYTH, KaTO ST CMECHUTE B JaIlla WK S
paskiIaTuTe B 3aTBOpEHaA yama (T.e. “Hepa3iuBallia ce” Jala) 1 U3IUITe CMecTa.

AKoO He M3nHeTe cMecTa BeJHara, MoXere Ja s octaBute B xuaquiHuk (2°C - 8°C) ot BpemeTo
Ha IPUTOTBSHETO O MOMEHTA Ha IIpUJIaraHe u Ja s u3nveTe B pamMkuTe Ha 30 MUHYTH clie
MpHUroTBsiHETO. HUKAaKBO KOMMYECTBO OT CMECTa He TPSAOBa J1a ce 3ama3Ba cje N3MUHaBaHe Ha
30 MuHYTH.

[punoxxeHue Ha cMeC 3a HAIUTKA Ype3 COPUHIIOBKA 32 MEPOPATHO MPUI0KEHHUE:

U3rernere cMecra 3a HaNMUTKATa B CIIPUHIIOBKA 32 MIEPOPATHO MPUIIOKEHUE U S IPUIIOKETE
JTUPEKTHO B yCTara.

AKO He KOHCyMHUpAaTe CMeCTa BeJHara, MoKere Ja s octaBute B xumanuaHuk (2°C - 8°C) ot
BPEMETO Ha MPUTOTBSIHETO JI0 MOMEHTA Ha MpHJIaraHe u Jia s KOHCyMHpaTe B paMKHTE Ha

30 MUHYTH clie MpUroTBsiHeT0. HUKaKBO KOJIMYECTBO OT cMecTa He TpsOBa Ja ce 3ama3Ba cie
m3MuHaBaHe Ha 30 MUHYTH.

BamusT nexkap Moxke Jja mpenopbya WK MPeIUIIe BKIIOYBAaHE B IOMBIHEHHE KbM IIUCTEAMHUH Ha
€JlHa WJIM MTOBeYe JT00aBKH 32 KOMIICHCUpPaHe Ha 3ary0aTa Ha BaYKHH €JIEKTPOJIUTH Ipe3 ObOpernuTe.
Baxxno e ma mpuemarte Te3u A00aBKM TOYHO KAaKTO € yKa3zaHO. AKO CT€ MPOITYCHAIN HIKOJKO JI03U OT
mo0aBKUTE WIH pa3BUBaTe c1ab0CT WM CHHIUBOCT, 00a/ieTe ce Ha Bamms nexap 3a MHCTPYKITHH.

3a na ce onpenenu Tounata 103a PROCYSBI, e He00X0IMMO POBEXIAHETO HA PEIOBHH KPHBHU
H3CJICABAHUA 3a USMEPBAHC HA KOJIMYCCTBOTO HAa HUCTHH B Oenute KPBbBHU KICTKHU I/I/I/I.HI/I
KOHIIEHTpAIUATA Ha IIUCTEaMHUH B KpbBTa. VI3BBpIIBaHETO HA MU3CIIEIBAHUATA HA KPHBTA IIIe Ob/Ie
opranu3upano oT Bac unm ot Bamus nexap. Te3u uscinensanus TpsOBa 1a ce Hanpassat 12,5 daca
cjen BedepHaTa J03a OT MPEeIUIIHNA JeH U ciiefoBarenHo 30 MUHYTH clie MpueMa Ha TocjeBamara
cytpenrHa 103a. OCBEH TOBa CHINO ca HEOOXOAMMHU U PEIOBHHU U3CIICIBAHN HAa KPBB U ypUHA 32
onpeessiHE Ha HUBAaTa Ha BAKHUTE €JIEKTPOJIMTU B OpraHU3Ma, 3a 1a Moke Bamuar nekap npaBUiHO
Jla KOPUTHpa JJO3UTE Ha Te3U T00aBKH.

AKO cTe pueJi moBe4ye oT HeoOxoanmaTa 103a PROCYSBI

Tpsi0Ba He3abaBHO 1a ce CBbpKETe ¢ Barms Jiekap Wi chC CIIENIHOTO OTAeNICHHE Ha OOJHHUIA, aKO
cTe mmpuenu noseue oT Heobxoaumara 103a PROCYSBI. Moske na cTaHeTe ChHIUBH.

59



Ako cte nponycHaau 1a npuemere PROCYSBI

AKO cTe MPOIyCHAIH J]03a OT JIEKapCTBOTO, TPSAOBA J1a sl IPHEMETE, KOJIKOTO € Bb3MOXKHO MO-CKOPO.
AKO ocTaBaT /10 4 Jaca mpeau CleBamiara g03a, IpecKoYeTe MpoIycHaTaTa J103a U Ce BbPHETE KbM
peaoBHATa cXeMa Ha MpHJIaraHe.

He B3emaiiTe qBOMHA /1032, 32 1a KOMIIEHCUpATE MPOITyCHATaTa J103a.

AKO UMaTe HAKaKBH JIOMTBIHUTEITHA BBIIPOCH, CBBP3aHHU C YIIOTpebaTa Ha TOBa JIEKAPCTBO, MOMUTANTE
Barus siekap win GpapMarienT.

4. BBb3MOKHU HExKeTaHU pP€aKIuu

Kakro Bcuuku JICKApCTBa, TOBA JICKAPCTBO MOXKC [1a NTPCAN3BHUKA HCIKCIAaHU PCAKIIUU, BBIIPCKU Y€ HC
BCCKM I' ITOJTy4aBa.

HNudopmupaiite He3abapHO Bamus jexkap win MeIMUMHCKA CeCTPa, aK0 3a0eJiesKiuTe HAKOU OT

CJICHUTE HEesKeJIAHH PeaAKIUH - MOsKe 1A c¢ HyKIaeTe 0T CHElIHO JeYeHue:

- Texxka anepruyna peakuus (HaOmonaBa ce HeuecTo): [loTepeeTe crenHa MeIUIMHCKA TTOMOLIL,
aKo MMaTe HAKOM OT Te3M MPU3HALM Ha aJiepruyHa peaklys: KONpUBHA TPECKa; 3aTPYAHEHO
JUIIAaHe; NOAyBaHe Ha JIMIETO, YCTHUTE, €3UKa WIIH I'bPIIOTO.

AKO HaCTBITH HIKOS OT CJICIHUTE HEXKEJIaHU PEaKIluH, CBhPIKETe ce He3a0aBHO ¢ Bamus yekap. Twit
KaTO HAKOW OT Te3W HEXEJIAaH! PEeaKIliy ca CEPHO3HU, ToMoeTe Barms nexap 1a o0sicHH
MIPU3HAIINTE, C KOUTO CE MPOSBSIBAT.

YecTu Hexke1aHu peakuuu (Moxe aa 3acerHar a0 1 Ha 10 gymm):

- Kosxxen o6pus: Mupopmupaiite Bammst gekap, ako moayduTe KoxeH o0OpuB. Moxe na ce
Haoxu BpeMeHHO cimpaHe Ha PROCYSBI, nokato oOpuBbT oTIIyMH. AKO OOPUBBT € TEXKBK,
Bammsr nexap Moxe Ja MpeKkpartyu JISYEHHUETO C IIUCTEaMHUH.

- OTKIJI0OHEHUS B 4epHOAPOOHH (DYHKIIMOHAIHN KPbBHH TeCTOBE. BamusT jgexap e cienu 3a
TOBA.

HeuecTu He:keanu peakuuu (Moxe fa 3acerHat 1o 1 va 100 qymm):

- Koxxnn 1e3un, KOCTHH JIe3uH, KaKTO ¥ MMPOOJIEMHU ChC CTaBUTe: JIedeHneTo C BUCOKHU 03U
OUCTEAMHUH MOKE J]a PEAN3BUKA Pa3BUTHE HA KOXKHHM JIe3UH. Te BKIIIOYBAT KOKHH CTPUH
(xomToO TIpeacTaBIIABAT OeIe3n Mo Kokarta moa (hpopMaTa Ha TUHUH ), KOCTHHA TPaBMH (KaTo
CUyTIBaHUs), KOCTHH JeopMaruy U cTaBHA ipobnemu. [IpoBepsBaiite koxkara cu, JOKaTo
npuemare ToBa JiekapcTBo. ChoOm1aBaiiTe Besika mpoMsiHa Ha Bamust nekap. Bammst nekap e
CJIeNIU 3a Te3U MPOOIeMHU.

- Hucwk Opoii 6en1u KpbBHU KIIETKU. BammsT nekap e cienu 3a ToBa.

- CuMmnTomHu OT CTpaHa Ha LIEHTpajlHaTa HepBHA cucTeMa: Hskon mauueHTu, npueMau
[IMCTEaMHH, Ca Pa3BUIIM I'bPUOBE, JIENPEcHs U MpeKoMepHa chHIUBOCT. Kaxkete Ha Bamms
JIeKap, ako UMaTe Te3U CUMITTOMHU.

- [Ipobnemu cbc cToMaxa u depparta (TacTpOMHTECTHHAIHN): [laruenTy, mpreMary MucTeaMuH,
ca pa3BWIIM SI3BH U KbpBeHe. Kaxkete He3ab0aBHO Ha Bamms nekap, ako moiayduTe OOJIKH B
CcTOMaxa Wik NOBBPHETE KPbHB.

- ITpu ynorpeba Ha nxucTeaMuH € choOIIaBaHa JOOpoKayecTBEHa BhTpeUepenHa XUIIEPTOHuUS,
Hapn4daHa CbII0 MO3BYCH IICEBAOTYMODP. ToBa e CBbCTOSHUEC, IIPU KOCTO HAJIATAHETO HA
TEYHOCTTA OKOJIO MO3bKa € moBuieHo. Kaxkere HezabaBHO Ha Bammms nekap, ako HIKOH OT
CJIETHUTE CUMIITOMH C€ MOsIBY 10 BpeMe Ha npuema Ha PROCY SBI: xyskeHe Uil CBUCTEHE B
yIIUTE, 3aMaiiBaHe, JBOMHO BIX/IaHe, 3aMBIIICHO BIK/IaHe, 3ary0a Ha 3peHue, 00Jka 3a/1
OKOTO WK O0JIKa MPH ABMKEHHE Ha ounTe. Bamust nekap me Bu Habmonasa upes
MPOBEXXIaHE Ha OYHM Nperjiesiy, 3a 1a OTKPHE U JIEKyBa TO3H MPo0OJieM Ha rmo-paHeH erarn. Toa
11e TIOMOTHE J]a C€ HaMaJli BEPOsITHOCTTA OT 3ary0a Ha 3pEHHETO.
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[Mo-momy ca n30poeHu APYTHUTE HEXKENAHH JICKAPCTBEHH PEaKIINH, JaJICHU C OIICHKA Ha YeCTOTaTa, C
KOSATO MoraT jaa ce mossat npu jJedenne ¢ PROCYSBIL

MHoro yecTd HeKeJAHH peakuuu (MOXe J1a 3acerHat nmoseue ot 1 Ha 10 gymm):
- rajicHe

- MOBPBIIIAHE

- 3ary0a Ha aneTuT

- Iuapust

- MOBHILIEHA TEJIECHA TeMIlepaTypa

- CBHHJINBOCT

YecTn HexeTaHU PeaKIMM:

- riaBo6onue

- eHIedanonarus

- 0oiKa B Kopema

- HapyIIeHO XpaHOCMUIIaHE

- HCMPUATCH AbX WU MUPHU3Ma Ha TAJIOTO
- CTOMAIlIHU KHUCCIIMHHU

- yMopa

HeuecTu HekenaHN peakiuu:

- 0OJKHU B KpakaTa

- CKOJIHO03a (M3KpHBSIBaHE HA TPHOHAYHUS CTHIIO)

- YYIUTMBOCT Ha KOCTHTE

- MPOMSHA B IIBETA Ha KOocaTa

- MPUTATBIH

- HEPBHOCT

- XaITFOIUHAITN

- edeKT BpXy OBOpennTe, KOMTO ce MpOosIBsBa C MOJyBaHe HA KpaHHHULIUTE U HAJIaBaHe Ha TETJI0

CphodmaBaHe HA HesKeJIAHU PeaKIIuN

AKO TOITyYUTe HIKAKBU HEKEJIaHH JICKapCTBEHH PEaKIiy, yBejoMeTe Bamus nekap uiu gpapmarnenT.
ToBa BKJIFOYBA BCHYKH B3MOYKHH HEOMTHUCAHU B Ta3H JIMCTOBKA HEXEIAHU peakiuu. MoxeTe ChIIo Jia
CHOOIINTE HEXKEIAHU PEaKIUU JUPEKTHO Ype3 HAI[MOHAIHATA CHCTEMa 3a ChoOIIaBaHe, TOCOYCHA B
Ipunoxxenne V. Kato cho0riaBare HeXeTaHH PEAKIMH, MOXKETE J1a AJeTe CBOSI IPUHOC 32
NoJy9YaBaHe Ha ToBede MH(GOpMAIIHs OTHOCHO 0€301acHOCTTa Ha TOBA JIEKAPCTBO.

5. Kak na cexpansBate PROCYSBI

I[a CC CbXpaHsBa Ha MACTO, HCAOCTHITHO 3a ACHA.

He n3non3Baiite TOBa JI€KapCTBO ClIE/l CPOKA HA TOJHOCT, OTOEISI3aH BEPXY KapTOHEHATa ONAKOBKA
camrero ciexn ,,l'oneH 10:*“. CpokbT Ha TOIHOCT OTTOBAPS HA MOCIEAHNA JEH OT TOCOUYEHUS MECEIL.

Ha ce cexpanssa B ximagmiauK (2°C — 8°C). [la He ce 3ampa3ssiba.

CoxpaHsBaliTe camierata B KapTOHEHATa OMAKOBKA, 32 JIa Ce MPENAIasarT OT CBETJIMHA U BIiara.
HeotBopenute camera MOXe Jla ce ChbXpaHsBaT 3a SAMHUYCH NIEpUO/ 10 4 Mecella U3BbH XJIIMITHIKA
npu Temnepatypa noxa 25°C. Cres ToBa JIEKapcTBOTO TPsIOBa Ja ¢e U3XBBPIIH.

Bcsiko care e camo 3a eTHOKpaTHa ynoTtpeoa.

He usxBbpiisiite nekapcTBaTa B KaHanusanusaTa. [lonuraiite Bamus GapMaieBT Kak 1a U3XBbPIIATE
JIEKapCcTBaTa, KOUTO Beue He U3Ioi3BaTe. Te3u MEPKH 1e CIIOMOTHAT 3a OIa3BaHE Ha OKOJIHATA CpeJia.
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6. Cumpmarme Ha OnMaKoBKaTa U J0ONIbJHUTEC/IHA I/lll(l)OpMalII/lﬂ

Kakspo ceabp:xa PROCYSBI

- AKTHUBHOTO BEIIECTBO € UCcTeaMuH (1o hopmMaTa Ha MEpKaNTaMHHOB OUTapTapar).
PROCYSBI 75 mg cToMalIHO-YCTOMYUBHY T'PaHyIA
Bcsiko caitie cbc cTOMAIIIHO-YCTOMYMBY TPaHyJIM ChIbpKa 75 mg IUCTeaMUH.

PROCYSBI 300 mg cToMamIHo-yCTONYUBY I'PaHyJIN
Bcesiko carre ¢hc CTOMANTHO-YCTOWYHUBH TPaHyIH chabpka 300 mg mucreamuH.

- JpyruTe CbCTaBKH Ca:MUKPOKPHCTATHA [IETYJ103a, ChIIOJUMED Ha METAKPHIIOBA KUCETHHA 1
etunakpmiat (1:1), xunpomeno3sa, TajK, TPUSTUIOB IIUTPAT, HATPHUEB JTaypwicysidaT (BHKTE
touka ,,PROCYSBI chabprka HATpHii ).

Kak m3rne:xxna PROCYSBI u kakBO ChbABbpska OIaKOBKaTAa

- PROCYSBI 75 mg npeacTapisiBa 6€11 10 TTOYTH OCSITA CTOMAIITHO-YCTONYHUBY TPaHyJIH B Callle.
Bcesika onakoBka cpabpxka 120 camera.

- PROCYSBI 300 mg npeacrasnsBa 6e1u 40 MOYTH OSJIM CTOMAIIHO YCTOMYMBH TPaHyId B
cameTa. Beska onmakoBka chabpxka 120 camera.

IIpurtexkaTesa Ha pa3pelieHHETO 3a yNOTpeda u
Chiesi Farmaceutici S.p.A.

Via Palermo 26/A

43122 Parma

Wranns

IIpounsBoauTen

Chiesi Farmaceutici S.p.A.
Via San Leonardo 96
43122 Parma

HUranus

3a JOITBJIHUTCIIHA I/IH(l)OpMaI_II/IH OTHOCHO TOBa JICKapCTBO, MOJIsI, CBBPKETE CE C JIOKAJTHUSA
MpEACTAaBUTEIT HA MPUTEKATEIA Ha pa3pCIICHUETO 3a yHOTpe6a:

Belgié/Belgique/Belgien Lietuva

Chiesi sa/nv Chiesi Pharmaceuticals GmbH
Tél/Tel: + 32 (0)2 788 42 00 Tel: +43 14073919
Bbnarapus Luxembourg/Luxemburg
ExCEEd Orphan Distribution d.o.o. Chiesi sa/nv

Temn.: +359 87 663 1858 Tél/Tel: + 32 (0)2 788 42 00
Ceska republika Magyarorszag

Chiesi CZ s.r.o. ExCEEd Orphan Distribution d.o.o.
Tel: + 420 261221745 Tel.: +36 70 612 7768
Danmark Malta

Chiesi Pharma AB Chiesi Farmaceutici S.p.A.
TIf: + 46 8 753 35 20 Tel: +39 0521 2791
Deutschland Nederland

Chiesi GmbH Chiesi Pharmaceuticals B.V.
Tel: +49 40 89724-0 Tel: + 31 88 501 64 00
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Eesti
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

E\M\Gda
Chiesi Hellas AEBE
TnA: +30210 6179763

Espaiia
Chiesi Espana, S.A.U.
Tel: + 34 93 494 8000

France
Chiesi S.A.S.
Tél: +33 147688899

Hrvatska
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

Ireland
Chiesi Farmaceutici S.p.A.
Tel: +39 0521 2791

Island
Chiesi Pharma AB
Simi: +46 8 753 35 20

Italia
Chiesi Italia S.p.A.
Tel: +39 0521 2791

Kvbmpog
Chiesi Farmaceutici S.p.A.
TnA: +39 0521 2791

Latvija
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

Norge
Chiesi Pharma AB
TIf: +46 8 753 35 20

Osterreich
Chiesi Pharmaceuticals GmbH
Tel: +43 14073919

Polska
ExCEEd Orphan Distribution d.o.o.
Tel.: +48 799 090 131

Portugal
Chiesi Farmaceutici S.p.A.
Tel: + 39 0521 2791

Romaénia
Chiesi Romania S.R.L.
Tel: +40 212023642

Slovenija
Chiesi Slovenija d.o.o0.
Tel: + 386-1-43 00 901

Slovenska republika
Chiesi Slovakia s.r.0.
Tel: + 421 259300060

Suomi/Finland
Chiesi Pharma AB
Puh/Tel: +46 8 753 35 20

Sverige
Chiesi Pharma AB
Tel: +46 8 753 35 20

I[aTa Ha IOCJCIHO NMpepasrjac;kaaHne Ha JIUCTOBKaTa

IToapoOHa uHOpMaLKs 3a TOBA JIEKApCTBO € IIpeaocTaBeHa Ha yeOcaiiTa Ha EBpornelickara areHIus
10 JIeKapcTBara http://www.ema.europa.eu.
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