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HUHCTPYKLUA
MO MEJJMIIUHCKOMY INTPUMEHEHUIO JIEKAPCTBEHHOI'O IIPEITAPATA

BIIPUB®

Perucrpaunonnsrii Homep: JII1-001975

Toprosoe naumenopauue: BIIPUB®

MexayHapoaHoe HeNaTeHTOBAHHOe HAMMEHOBaHUe: BeJlariolepasa anbda

JlekapcTBennas popma

JInoduamsar 11st IPUrOTOBJICHHS PACTBOPA IS HHDY3HI

Cocras

1 ¢hnaxon cooeprrcum

Hetnicmesyroujee sewyecmeo. Benarmouepasa aabda 400 EJ] (10 mr)*

Bcnomoeamenvuvie eewjecmea: caxapoza 200,00 mr, Hatpus uMmrpata aurugapar 51,76 wr,

JIMMOHHOM KMCJIOTBI MOHOTUApAT 5,04 Mr, nmosiucopoar-20 0,44 wmr.

* 1 mr Benarmouepassl anbda coorBerctByet 40 EJl dpepmenta. 1 EJ] — 9T0 Takoe KOJIHYECTBO
(GepmenTa, KOTOpoe KaTaqM3MpyeT TpeBpamieHue | MKMOJb n-HUTpOdeHuI-S-D-
IJIFOKOINMpPaHo3u/aa B n-HUTpodeHon 3a 1| mun npu temnepatype 37 °C.

Onucanune

Jluogpunuzam

benplii ninm npakTHYecKku Oelblii TMO(GUIN3UPOBAHHBIN MOPOLIOK HIIH MOPHCTas Macca.

Bocemanoenennwviit pacmeop

becuBeTHas npo3payHas WM CJIerka OnaJeciupyroIas sKuIKoCThb.

®apmakoTepaneBTHYeCKAS rpynmna: npenaparel  JUIL  JledeHHs  3a0oJeBaHUN

MHUIIEBAPUTENILHOIO TPAKTA U HApYIIEHUI 0OMeHa BellecTB, (hepMEHTHI.

Kox ATX: A16AB10

dapmako/iorHYecKue CBOHCTBA

Dapmaroounamurka

bonesnp T'ome — ayrocomHoe peneccuBHOe 3abosieBaHHME, BBI3BIBAEMOE MyTallMEll TIeHa
rimokonepedposuaasel (GBA), uto npuBoanT k aeduumty nm3zocoManbHOro (epmenta Oera-
raokouepedposuaasel.  Jlehuuur  JM30coMaibHOrO  (hepMeHTa  BBI3BIBAET  HAKOIJIEHHE
rJIOKoLepeOpo3uaa, Npexk/ie BCero, B Makpodarax, MpUBOAS K HX [MEPENOIHEHHIO M POCTY

IIEHUCTBIX KJIETOK MJIM «KJIETOK [ ormey.



3abosieBaHMEe OTHOCUTCS K IPYIIIE JTM30COMATbHBIX Goste3Hen Hakomenus (JIBH), knuauyeckue
NpOSABJIEHUA OOYCIIOBJICHBI paclpe/ie/ieHneM KJIeTOK lomre B IMEYEeHH, CEIe3eHKE, KOCTHOM
MO3re, KOCTAX CKejaeTra M Jjierkux. Hakomuienwe rimrokouepeOpo3ua B MEYCHH U CElIE3EHKE
MPUBOAMT K opraHomeranuu. IlopaxkeHne KOCTHOH TKaHM CONMpPOBOXKIAeTCs jaedopmanuei u
aHOMAJIMSIMH KOCTEH CKeJleTa, a TakKe KOCTHBIMH Kpu3amu. HakoruieHue KIETOK B KOCTHOM
MO3re M CeJIe3€HKEe IIPUBOANT K KIIMHUYECKH BBIPAKEHHOH aHEMHH U TPOMOOIIMTOIEHUH.
Benarmonepasza anbda mnpousBoaurcs Ha JuHuM HT-1080 ¢ubpobdiactoB 4yenoseka 10
TexHoJoruu pekomOuHanTHoi JTHK.

Benarmonepasa anbga sABISETCS TNIHKONPOTEHHOM. MOHOMEp HMEET MOJEKYJISPHYIO Maccy
63 k/la, Bximroyaer 497 aMUHOKUCIIOT, IIOC/IEJOBATEIBHOCTh KOTOPBIX  aHAIOIMYHA
€CTECTBEHHOMY (epMeHTy riitokouepedpos3ugaze. ColepkUT 5 MOTEHIHATBHBIX YYaCTKOB IS
cBA3bIBaHMsA ¢ N-TJIMKO3aMHMHOIJIMKaHaMH, 4 W3 HHUX He cBOOOJHBI. Benarmorepasa anbda
COMAEPKUT NPEUMYIIECTBEHHO TJIMKO3aMUHOIIIMKAHBI C BBICOKUM COJEpPKaHHEM MaHHO3BI,
KOTOpBIE CIIOCOOCTBYIOT MHTEpHaNIM3aluuu (epMeHTa (aronuTapHbIMH KIIETKAMHU-MHUIIECHAMU
IIPHU y4aCTHH PELENTOPOB K MAaHHO3E.

Benarmonepasa  anba  3amemiaer  WIM  yCWIMBaeT — JiecTBHEe  (epMmeHTa  Oera-
MIIOKOLEepeOpo3u1a3bl, KOTOPBIH YCKOpSET THAPOJIM3 TJIFOKOoLepedpo3uaa ¢ o0pa3oBaHHEM
[JIOKO3bl M llepaMHMJa B JIM30COMaX, yMEHbLIass  KOHILEHTPAUUI  HAKOIUICHHOTO
rIIOKouepedpo3uaa M, TEM  CcaMbIM, OKa3blBaeT  OJAronpusTHOE  BO3JAEHCTBHE  Ha
MaTOreHeTHYECKHe MexaHusmbl OosesHn [ome. Ilpumenenue Benarmonepassl  anbda
COIPOBOXK/IAETCA  MOBBILICHUEM KOHUEHTPAlUUU reMorjio0MHa M OO0IIero KOJIMYECTBa
TPOMOOLMTOB B KPOBH y MAalMEHTOB ¢ Oosie3Hpto [omie | THma, a Takke yMEHBIICHHEM

BBIPA’KCHHOCTH I'€I1aToO- U CIIJICHOMET aJIuH.

DapmakoKkuHemuka

He oTMe4eHO CyIIECTBEHHBIX PAa3IMYMH B IOKa3aTelsiX (apMaKOKMHETHKH y MMAIMEHTOB C
Oose3nbto ["ome [ THIa My’KCKOT0 M JKEHCKOTO MMOJIa.

B xoxe uzyuenus (papMaKOKOKHHETHKH HE 3aperHCTPUPOBAHO CIIy4aeB BBIPAOOTKH aHTHTEN K
Benarmonepase.  Takum  o0pa3oM, HEBO3MOXKHO  OLECHHTh  BIAMSHHE  aHTHUTE]  Ha

(apMaKOKHHETHYECKHUIT PO HIIb BeTariouepassl albda.

Abcopoyus
[Ipn BHYTpHBEHHOM 60-MMHYTHOM BBEJICHUM KOHILIEHTpALUS BeJarirolepassl aibda B IiazMe
KPOBH OBICTPO TOBBIILAETCS B Te4eHHE MepBbiX 20 MHUHYT, MaKCHMMallbHas KOHIEHTpALUs B

masme kposu (C ) jocTuraercs, Kak npaBuio, yepes 40-60 MUHYT.

max)



Pacnpeoenenue
[TapameTpsl (apMaKOKMHETHKH Belariouepasbl anb(a MMEIT JMHEHHBIH WM ONU3KUN K

quHenHomy npodmwis, C A IUIOHIAJb I10J KPHUBOH «KOHIEHTpanus-speMs» (AUC
y 1p o p p p

MOBBIIIAKOTCS MPAKTUYECKH MPOMOPLHMOHAIBHO C YyBeIHueHHeM Jj03bl oT 15 no 60 EJI/kr.
PaBHOBeCcHOE COCTOSIHME AOCTUraeTcs Mpu 00beMe pacipeaeeH s, KOTOPbIH COCTABISAET OKOJIO
10 % maccel Tesa. Beicokuii kiupeHc Benariouepasbl ainbga (6,7-7,6 MiI/MUH/KT) onpeiensercs

OBICTPBIM IOTJIONIEHHEM (hepMeHTa MakpodaramMu MpH y4acTHH PELIENITOPOB K MAaHHO3E.

Buviseoenue
[Tocne 3aBepuieHHs BBeAEHHUs Benariarouepasbl anb(a B jgo3ax 15, 30, 45 u 60 EJl/kr
KOHILIEHTpalus GepMeHTa OBICTPO CHUKACTCS 110 MOHO(A3HON MK IBYX(a3HON KPUBOIL, EpUOJT

nosyBbiBeleHHs T/y B cpeiHeM cocTaBiiseT oT 5 10 12 munyT. Kipenc Benarimonepassl anbda

y aeteil (B Bo3pacte OT 4 10 17 jeT) HEe OTIMYAETCS OT COOTBETCTBYIOLIMX IOKa3aTelled y

B3pocCIbIX (Bo3pacT ot 19 o 62 ner).

Iloka3anus K NnpuMeHeHHI0
[penapat BITIPUB® nokasan s gonrocpounoii gpepMenTHOI 3amectutenbHoi Teparmu (O3T)

y nanueHToB ¢ 6ose3nbto ['omre I Tuma.

IIporuBonokasanus
Tsokenble amieprudyeckue peaklUuu Ha Besariouepasy aiabga u/uiaM 1r000e BCIOMOraTellbHOE

BEHIECTBO B COCTABE IIpECIiapara.

C OCTOPOKHOCTBIO
v I[MAaJUEHTOB, Y KOTOPBIX OTME€YAJIUCh CHUMIITOMBI THIIEPUYYBCTBUTECIBHOCTU K BEJIAIIIOLEpPaA3C

asb(a WK K ApyruM npernapatam pepMeHTO3aMeCTHUTEIbLHON Teparnuu.

IIpumenenue Bo BpeMsi 6epeMeHHOCTH U B IIePUHO/I TPYAHOI0 BCKAPMJIMBAHHA
bepemennocmeo

B Hacrosimiee BpeMs HMEIOTCSA OrpaHHYEHHbIE JaHHbIE O MpuMeHeHuH nperapata BIIPUB® y
OepeMeHHBIX JKEHIIMH. JIOKIMHMYECKHE MCCIIEOBAHUSI HE YKa3blBAIOT HAa MPAMOE HIIH
KOCBEHHOE HEOJIaroNnpHATHOE BO3ACHCTBHE Belarionepassl ainbda B epro1 OepeMeHHOCTH: Ha
SMOpHOHAIBHOE/(PETO-TUTALIEHTAPHOE WM  I[OCTHAaTaIbHOE pa3BUTHE, a TaKXkKe IpoIecc
ponopaspemeHuss. HeoOXoaum WHAMBHUIYalbHBIH TMOAXOJ K BEJECHUIO OEpEeMEHHOCTH U

KOHTPOJIIO COCTOAHHUS IMAIITMCHTKH, a TAKXKE K OI[CHKE 3(1)¢)€KTHBHOCTI/I JICUCHHUA.



[lpumenenne  mpenapara  BIIPUB® y  GepemenHbIX  TpeGyeT  COOMIOAEHHS  Mep

pEAOCTOPOIKHOCTH.

Ilepuoo epyonoco eckapmausanus

HenoctaToyHo JaHHBIX O NMPOHMKHOBEHHH Bejariionepaspl aibda uim ee MeTaboIUTOB B
rPpyAHOE MOJIOKO 4YejioBeKa. Bemarmouepaza - 9270 cuHTeTHyeckas ¢opma  Oera-
MIIOKOLEepeOpo3naasbl, KOTopasi sBISETCS HOPMaJbHBIM KOMIIOHEHTOM TPYAHOTO MoJjoka. B
HCCIIEIOBAHUAX C IpYyrUMH (popMamu depMeHTa Onpeaessiioch 0O4YeHb HEOObIIOe KOTHIECTBO
(bepmenTa B rpyaHoM Mosoke. Heo0X0oaMMO NpUHATH pelieHHe O IMPEeKpalleHHd TPYTHOTO

®

BCKapMJIMBAaHMS MJM O TpekpauieHuu/ Bosjaep:kanun ot BIIPMB™, npunumas Bo BHHMaHue

IMOJIB3Y I'PYAHOT'O0 BCKapMJIUBAHUA I pe6em<a H MOJIB3Y TEpaIuu IJIs )KEHIIUHBI.

Cnocod npuMeHeHus M 103bl
Tepanuio npenapatom BITPMB® cneayer mpoBoauTh 1Moj HaOMIOAEHHEM Bpaya, HMEIOLIETO

OTIBIT JICUCHHS MALIMEHTOB ¢ Oosie3Hpio [ oIe.

Pesicum oozuposanun

Pexomennyemas no3a coctasnsetr 60 EJI/kr 1 pa3 B 2 Hexenu.

J103y MOKHO KOPPEKTHPOBAaTh MHUBH/1yaJIbHO B 3aBUCHUMOCTH OT JOCTH)KEHUS U MOJIEPIKAHUS
TepaneBTHUecKoro g dexta. B KIMHHYECKUX HCCIeI0BaHHUIX MPUMEHSIIH JI03bI Mpernapara oT

15 1o 60 E/l/kr 1 pa3 B 2 nenenu. [Ipumenenue 103 Beiie 60 EJI/kr He u3yyanu.

IIposooumas chepmenmoszamecmumenvras mepanus

[Taumenter ¢ Oonesnpto l'ome I tuma, nomydaromme @O3T wmmwmriIonepa3o, MOryT OBITh
® o o o

nepesejieHbl Ha Tepanuio npenapatom BIIPMB™ B Toli ke m03¢e M ¢ TOH e 4acTOTOH

IIPUMEHEHHUS.
Ilpumenenue npenapama ¢ 0ocoowvlx 2pynnax nayueHmos

YV 0oemeut u noopocmros
20 u3 94 naumentoB (21 %), MOJy4aBIIMX TEpanui BeJarirolepa3oil ambpa B paMKax
KJIMHUYECKUX HMCCle0BaHUi ObltM B Bo3pacte oT 4 jo 17 ner. Ilpodwmu >¢dexktuBHOCTH U

0e30macHOCTH BEJIArJIroLEepasbl anb(ba Yy JIeTeH U B3pOCJIBIX OBUIH COIMOCTABHMEL.

D¢ dexkTuBHOCTE U 6€30MaCHOCTh MPUMEHEHHS BEJIariIioLepasbl anbda y jereil B Bo3pacte 1o 4

JICT HC YCTAHOBJICHA. }laHHbIX HCT.

YV noostcunevix nayuenmos (6 6o3pacme > 65 nem)



[TauMeHTsl MOXKHUIIOrO BO3pacTa MOIYT IMOJIy4aTh TEpaIMI0 Belarirolepa3oi aibda B TOM ke
quana3zoHe 103 (ot 15 go 60 EJI/kr), yto u apyrue B3pocible MAlMEHTH (CM. pasfeln

«DapMaKoIMHAMHUKAY ).

V nayuenmos ¢ napyuienuem ghynkyuu novex
Ha ocHOBaHMM HMEIOMIMXCS JaHHBIX 1O (apMakOKHHETHKE M  (hapMaKoIMHAMHUKE
BeJarmoepassl  agbha, KOppekiuu 1036l npenapara BIIPUB® y mauueHToB ¢ MOYeuHOM

HEJI0CTaTOYHOCTBIO He TpedyeTcs.(cM. pa3aen «DapMaKOKHHETHKA» ).

V nayuenmos ¢ napywenuem ¢ynxkyuu nevenu

Ha ocHoBanum wumMmerommxcs JaHHBIX 10 (apMakOKMHETHKE U (apMaKoIUHAMHKE
® w

BeJIarouepassl ainbga, Koppekuuu 1036l npernapara BIIPUB® y manueHTOB ¢ meuyeHOYHO#

HEJ0CTATOYHOCTBIO He TpedyeTcs (cM. pasjen «PapMaKOKUHETHKA»).

Cnocoo npumenenus

Ilpenapar BITPUB® npeJHa3HayeH TOJbKO JUIsi BHYTpuBeHHOH wuHGy3uu. [lepen
BHYTPUBEHHBIM BBEJICHHEM IIpenapaT BOCCTAHABIMBAIOT, a 3aTeM pa3BoJiT. [Ipenapar cienqyer
BBOJIUTH TOJIBKO Yepe3 puiabTp auameTpom 0,22 MKM.

[IpoomxuTenbHOCTh HHPY3HOHHOTO BBEACHUS - 60 MUHYT.

Crnenyet coOnroaaTh paBUIa aCENTHKH.

Uudysun Benarmonepassl  anbda JTODKHBI  TPOBOAUTBCS B YCIOBHAX  MEIUIIMHCKOTO
YUPEKJIEHUS, MMEIOLEro HeoOXoaumoe o0OpyJoBaHUE JUIi  OKa3aHUs  HEOTJIOXKHOH
MEJMLIMHCKON IIOMOIIM [P BO3HUKHOBEHUHM PpEAKIMI THUIEPUyBCTBUTEIBHOCTH, BKJIKOYas
aHa(WIAKTHYECKHE PEaKUHH, U MEePCOHAT C OINBITOM JIEYEHUS] HEOTJOXKHBIX cocTosHui. [Ipu
pPa3sBUTUM  aHA(DMIAKTHUECKOW peakUMH WIH JIPYTHX OCTPbIX peakUuid HeoOXO0IUMO
HEME/UIEHHOE MpeKpalleHne MH(Y3uu mpenapaTa U MPOBEJAECHUE COOTBETCTBYIOLIEH Teparuu.
BBenenue npenapara B JIOMAalIHUX YCIOBHMSX I10J1 HAOJMIOJEHHUEM MEIULUHCKOIO IEepcoHasa
BO3MOYKHO JIMILB Ul T€X MALUEHTOB, KOTOPBIE MOJYYHIM HE MeHee 3-X HH(DY3uil pu Xxoporei

MIEPEHOCUMOCTH TepaIuel Benarionepason anbda (cM. pazien «Ocobdbie yKkazaHUs»).

Huempykyus no soccmanosienuto u pazgedeHuio npenapama BIIPHB®:

1. Crienyer onpeaenuTs KOJIHUECTBO (hIIaKOHOB, COAECPKUMOE KOTOPBIX HEOOXOIUMO pa3BeCTH, C
YUYETOM MAaCChI TeJla MallMeHTa U PEKOMEH/TyeMOH T030H.
2. Tpebyemoe konn4ecTBO (IAKOHOB U3BIEKAIOT M3 XOJIOAMIBHUKA.

e B kaxasiil Gpuakon ¢ 1o3uposkoit 400 EJI/mn npudaBnstoT 4,3 MIT CTEpUIBHOM BOJIBI IS

HUHBEKIUHA.



3. Ilocne pasBenenusi, octopoxHo mepeBepHuTe ¢uiakoH. He BerpaxmuBarh. M3 kaxigoro
¢nakona c¢ jgoszupoBkoit 400 EJI moxuo wu3pneus 4,0 mu (100 EJI/Mi) BoccTaHOBIEHHOTO
pacTBOpa Ipenapara.

4. Tlepen cielyrolIUM pa3BeJCHUEM OLIEHUTE COJEpKUMOE (plakOHAa — pacTBOP JIOJLKEH OBITh
MPO3payHbIM, OECLBETHBIM WM CJlerka OMaJeCUUPYIOLIMM; HE MPUMEHSHTE Ipernapar, €Ciu
pacTBOp U3MEHMJI LIBET WJIM B HEM 0OHApPY KEHBI MOCTOPOHHUE BKIIFOYEHHUSI.

5. CrnenyeT u3BIeYb PACCUUTAHHBIM 00BEM BOCCTAHOBJIEHHOIO pacTBOpa IIpernapara M3
COOTBETCTBYIOILIEro KonuyectBa (akoHoB W passectd B 100 mi 0,9 % pacrtBopa HaTpus
xJsopujia. OCTOPOKHO MepeMelIaiiTe MpUroToBIeHHbIH pacTBop. He BCTpAXHBATD.

BBezenue npenapara cieyeT HauMHATh B TeUeHHe 24 4acoB MOCJIE pa3BeICHHS.

Bocemanoenennwiii u pazeeoennwiii pacmeop 0 uHghy3uil

[ToaTBepkaeHa xuMudeckas ¥ (pusnyeckas cTadWILHOCTD Mpernapara MpH XpaHEHUU B TEUEHHE
24 yacoB npu Temmneparype ot 2 10 8 °C B 3alIUIIIEHHOM OT CBETa MECTE.

C MHKpOOMOJIOTHYECKOH TOYKM 3pEeHHs, Mpernapar JOJKeH ObITh BBEICH Cpa3zy IMocCie
pasBezeHus. Eciu npenapaT He BBEJAECH MALlMEHTY Cpa3y MOCie pa3Be/IeHUs], OTBETCTBEHHOCTh 3a
HecoOoieHne TpeboBaHU K XpaHEHHIO Pa3BEICHHOTO PacTBOpA JIGKHT Ha MOTpeOHTese, HO
CPOK XpaHEHHUs NpHU COOIIOJCHUM YKa3aHHBIX YCJIOBUH XpaHEHHUS HE JOJDKEH IPEeBBIIIATH

24 gaca nipu temneparype ot 2 g0 8 °C.

[ToOouHoe aelicTBHE

Pesrome npoduist 0e301macHOCTH

Haubonee ceppe3HbIMH HEXKENATEIbHBIMM  pPEAKUUSAMH Y MAlHEHTOB B KIMHUYECKHX
HCCJIEJOBAHUSX BeJariaoLepassl aibga ObUIH peakuuu TurepuyBCTBUTENBHOCTH (2,1 %).
HanGosnee yacTbIMU HeKeNaTeIbHBIMU PEAKIMSIMU - PEaKIMU, CBs3aHHbIe ¢ HHY3uel (39,4 %);
Yalle BCEro  PEruCTPUPOBAIMCH:  TOJIOBHAas  00Jib, TOJIOBOKPY)KEHHE, apTepHalibHas
TUITOTEH3USA/TUIIEPTEH3HsA, TOUIHOTA, YTOMJIIEMOCTB/aCTeHHsS M JIMXOpaJKa/THIEPTEPMHUs (CM.
pazgen «Ocobble ykazaHus»). EJWHCTBEHHOW MPUYMHON IS TpPEKpalleHUs Teparud
npenapatoM BITPUB® 6b11n peakuuu, cBs3aHHble ¢ HH)Y3HEN.

Bo3moxHble Ha (DOHE Tepanuu BeJarirolepasoi anbda HexenaTeaIbHbIe PeaKIuu pacipeIesIeHbI
[0 CHCTEMHO-OPraHHBIM KJIaccaM C YyKa3aHMEM 4YacTOThl HMX BO3HHUKHOBEHHS COIJIACHO
pexkomenauusm BO3: ovyens yacto (= 1/10), yacro (= 1/100 u <1/10) u Hewyacto (> 1/1000 n

<1/100).



CHcTeMHO-OpraHHbIH

HesxenarenbHas peaKkuus

KJ1acc
Ouenp yacTo Yacro Heuacto

Hapymenus co peakuuMu TUIEpPYyBCTBH-

CTOPOHBI MMMYHHOM TEJIBHOCTH (BKJIIOYAs ajl-

CUCTEMBI JePrUYecKHil 1epMaTUT U
aHauIaKTHYe-
ckue*/aHaduIIaKTOUTHBIC
peaKuun)

Hapymenust co cro- | rosoBHas 0011k, TOJIOBO-

POHBI HEPBHOH CHC- | KpY)KEHHE

TEMBI

Hapywenust co cro- HEUETKOCTh  3pe-

POHBI OpraHa 3peHHs HUS*

Hapymenus co TaxHKapaus

CTOPOHBI cepia

Hapymienus co [IOBBIIIEHHUE

CTOPOHBI COCY/IOB apTepUaIbHOTO
JaBJICHUS, CHUKEHHE
apTepHaIbHOTO
JTaBJICHU S, «ITPHJIUBBD)

Hapymenust co oJbIKa*

CTOPOHBI

JIbIXaTEeIbHOU

CHCTEMBI,  OpPraHOB

IPYAHOM KJIETKH H

CPeAOCTEHHUS

Hapyuienus co | 601 B KUBOTE/00JIb B | TOIIHOTA pBoTa*

CTOPOHBI BEPXHUX oTenax

eIy JI0UHO- KHUBOTA

KHIICYHOI'O TpaKTa

Hapyuienus co

ChINb, KpalMBHHUIIA, 3y1*




CTOPOHBI  KOXH H

[IO/IKO’KHBIX TKaHEH

Hapymenus co | 6onu B KOCTSIX,

CTOPOHBI CKE€JIETHO- | apTpayirusi, 0Ooib B

MBIIIEYHOM U | CIIUHE

COEIMHUTEIIbHON

TKaHU

OO6ume pPEaKUUH, CBS3aHHBIE C | YYBCTBO JUCKOMQOpTa B

paccTpoiicTBa u | uHdy3uei, rpyan*

HApyIIEHUs. B MECTE | YTOMJIIEMOCTh/aCTeHHMS,

BBE/ICHUS JIMXOPA/IKa/TIOBBIIICHUE

TEMIIEpaTyphI Tella

JIaGopaTopHsble u yBEJIMUYEHUE

MHCTPYMEHTAJIbHbIE AKTUBUPOBAHHOTO

JTaHHbBIE 4aCTUYHOTO
TPOMOOIUIACTHHOBOTO
BpEMEHU (AYTB),
MIOJIOKUTETBHAS peaKlus
Ha HEUTPAIU3YIOIIHE
aHTHUTeJa.

* HexenarelbHble peaKIHMH,

HaAOJIFOICHUS.

Onucanue HEKOTOPBIX HEXKEIATEIbHBIX PEAKIIUMN

Psoma

B HekoTOpbIX ciyyasx, BO3MOXKHA pBOTa B TsDKeIoH (opme. PBoTa yamie Bcero BO3HHKAET BO

BpeMs HHPY3UU U 110 24 4acoB nociie HHOY3HH.

Jpyrue ocobOnle I'PYHIIBI TTAITMEHTOB

Hoowcunvie nayuenmot (cmapute 65 n1em)

BBISIBJICHHBIE BO BpEMsS IOCTPErUCTPAllMOHHOTO IEpHOOa

HpO(I)HHb 0e301macHOCTH [peraparta B KIIMHUYECKHUX HCCJICIOBAHUAX, BKJIIOYABHIHUX IT0KHIIBIX

IMalIMEHTOB CTapuic 65 51eT He OTJINYAJICA OT TAKOBOIO B [MOMMYJIAIIUHU B IICJIOM.

emu
HpO(l)I/IJIB 0e30IacHOCTH Inpenapara B KIHMHHYECKHX HCCIICJOBAHHUAX, BKJIHOYABIIHUX JIeTed |

MOJIPOCTKOB B BO3pacTe 4-17 JIeT U y B3pOCIIBIX HE pa3InyalICs.



Ilepeno3suposka

Hudopmauus o nepeo3upoBke Bajiarirolepassl aibha orpaHuueHa. B OonbIIMHCTBE CilyyaeB
IIPH NEPEJO3UPOBKE JOMOIHUTEIBHBIX HEXKEJIATEIbHBIX peakUuid He HaOmwoganocs. OqHako, B
cllydae CJIyd4alHOW MJIM IPEJHAMEpEeHHOW Iepel03UPOBKU ClelyeT TUIATEIbHO HaOIr0AaTh 3a
COCTOSIHHEM [IallMEHTa M IPOBOJUTH CHMITOMATHUYECKOE U IOJJIEPKHBAIOILEE JIEUCHHE.
Cnenuduyeckoro aHTHI0Ta HeT. MakcHMalbHas J103a BaJarirolepassl anbda, mpuMeHseMas BO

BpeMsl KIIMHMYECKUX uccienoBanuii - 60 E/I/kr (cm. pazgen «OcoOble ykazaHUusa» ).

B3aumoneiictBue ¢ JAPYIrUMHU JICKAPCTBEHHBIMHA CpeACTBAMHA

HccnegoBanus nmo HU3YYCHUIO B3aMMO/ICHCTBUS HE IIPOBO/IHJIUCE.

Oco0ble ykazanus

[Ipocnescueaemocmes

Jliis ©osee 2 PeKTUBHOIO OTCIICKUBAHUS OMOIOTHYECKHX JIEKAPCTBEHHBIX MPENapaToB, CIeIyeT
YETKO 3aIMChIBaTh HA3BAHUE U HOMEP CEpUU BBEJEHHOTO JIEKAPCTBEHHOTO CPEJICTBA.
['unepuyecmeumenvrocmes

Peakuuu runepuyBCTBUTENIBHOCTH, B TOM YUCJIE CUMIITOMBI, COOTBETCTBOBABIIIME aHA(DUIIAKCHH,
OTMEYaJIMCh B KIMHUYECKUX HUCCIICOBAHUAX U B MOCTPErHCTPALIUOHHOM MEPHOE MPUMEHEHHS
npernapata. bojabIIMHCTBO peakUil THIIEPUYBCTBUTEIBHOCTH OOBIYHO Pa3BUBACTCS B TEUEHHUE JI0
12 wacoB mocine wuHpy3un. Haubonmee yacTo OTMEYAOTCS CIEAYIOIIME CHUMIITOMBI
TUIIEPYYBCTBUTEILHOCTU: TOIIHOTA, KOYKHBIE BBICBIMIAHUS, OJBIIIKA, O0Jb B CIIMHE, YYBCTBO
auckomdopra B IpyAHOH KiIeTKe (B TOM YHCIIE, YyBCTBO «CTECHEHHsS» B TPYAHOH KIIETKE),
KpaIluBHUIIA, ApTPAITUs U TOJIOBHAS 00JTb.

Hngpysuonnwie peaxyuu (HP)

WP omnpenensiercs kak irodast HexenareabHas peakilusi, Pa3BUBAIOIIAACS B TeueHHe 24 4acoB
nocie HavyajJa HMH(Y3MH Benariarouepasbl anbda. Y MNalMEHTOB, MOJYYaBIIUX JIEYCHUE B
KJIMHUYECKMX  MCCIIEOBAHMAX, HauOoyiee YacTo OTMEYalMCh HMEHHO HUH(Y3HOHHbBIE
He)KenaTelbHble peakuuu. P vacto mposBisuiMch Kak peakiuu THIepYyBCTBHTEIBHOCTH. M3
CUMIITOMOB  THIIEPYYBCTBUTEJIBHOCTH 4Yalle JPYTUX OTMEYaJUCh: TOIIHOTA, KOXKHBIE
BBICBINIAHUSA, OZIBIIIKA, 0OJIb B CIIMHE, YYBCTBO JUCKOM(OPTA B IPYTHOH KJIETKE (B TOM YHCIIE,
YYBCTBO «CTECHEHHUS» B TPYJHON KIJIETKE), KpaluBHHUIA, apTpajrus W TOJIOBHAs OOJIb.
CUMIITOMBI, COOTBETCTBOBABIIME aHA(QHIAKCHM, OTMEYAJIHMCh Y TMAlMEHTOB B KIMHHYECKUX
UCCIIEJIOBAHUAX M BO BpeMs [OCTPErHCTPALIMOHHOTO Iepuoja mnpuMeHeHus. Ilomumo
CUMIITOMOB, aCCOLIMMPOBAHHBIX C PEaKLUSIMHU TUIIEPUYBCTBUTEILHOCTH, HH()Y3HOHHBIE PEaKIIUU
MOTYT TMpOSBIATECS B BHJIE YTOMJISIEMOCTH, TOJOBOKPY)KEHUS, JUXOPAJIKHU, IOBBINICHUS

APTCPHUATIBHOTO AaBJICHUA, KOXXHOTO 3yJda WM HEYCTKOCTH 3pCHHUA. v MMaMUCHTOB, paHEC HC
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MOJIYyYaBIIHX Mpenapart, OOJIbIIMHCTBO HH(Y3HOHHBIX PEeaKIHil Pa3BHBAETCS B TEYEHHE MEPBHIX
6 MecsIEeB TeparuH.

Hpod)u.’lalcmui\'a ueverue HP, 68 MOM Yucie peaxyuil cunepuyysecmeumeibHocmu

Jleuenue peakuMid, CBA3aHHBIX C MHQY3HOHHBIM BBEJEHHEM, 3aBUCHT OT CTEIEHH
BBIDAKEHHOCTH PEAKUHH, U BKIKOYAET, HAapsJy CO CHH)KEHHEM CKOPOCTH BBEIEHHs Ipernaparta,
IIPUMEHEHHE TAKUX MPENapaTroB, KaK aHTUTUCTAMHHHBIE M KapOMOHIKAIOIINE CPE/ICTBA, H/HIIH
TJIIOKOKOPTUKOCTEPOM/IBI, M/WIIM  NPEKpallleHHe BBEJCHHs Mpermapara ¢  I[OC/IEAYIOIUM
IOBBILICHUEM  MPOJIOJUKHTENILHOCTH  MH(QYy3un. BceneactBue pucka pasBUTHS — peaklUu
TUTEPYYBCTBUTEIBHOCTH, B TOM YHC/e aHa(uIaKCHM, NPH BBEICHUH BeJarjolepassl aibpa
HEe00X0IMMO HAOJII0/ICHHE 3a MAlMeHTOM H HAJM4YHEe BO3MOYKHOCTH HEMEIJIEHHOrO OKa3aHMs
MEIMIMHCKON TIOMOIIM, B TOM 4YHCJIE KBaJU(DUIMPOBAHHOIO [EPCOHANA, CIOCOOHOrO
HEME/UIEHHO OKa3aTh IMOMOIIb B SKCTPEHHBIX cuTyauusx. [Ipu pazButum aHaduimakTHYECKHX
WM JIPYTHX OCTPBIX PeakUud B KIMHHKE M Ha JIOMy HEOOXOAMMO HEMEUICHHO MPEKPaTHTh
MH(]Y3UI0 U HaYaTh COOTBETCTBYIONIYIO Teparuio. [laiuenTam, y KOTOpbIX 0TMEYaIoch pa3sBUTHE
aHaMIaKCHM Ha JIOMY, IIPOJOJDKEHHE JICUCHHs [OJDKHO OCYLIECTBIATHCA B YCIOBHSAX
crauronapa. ClielyeT ¢ OCTOPOXKHOCTBIO MPUMEHSATH Mpernapar y MalHeHTOB, Y KOTOPBIX
OTMEYAIIUCh CHMIITOMBI THIIEPYYBCTBUTEIBHOCTH K Belarirolepase aib(ha WIH K JIPyruM
npernaparam (bepMeHTO3aMeCTUTETLHOM Teparuu. [IpoBenenue npeMearKalUuH
AQHTUTUCTAMHUHHBIMH  CPEJICTBAMU M/MJIM TJIFOKOKOPTUKOCTEPOMIAMH MOXKET MpeJI0TBpaIaTh
MOCIIEYIOUINE PEAKIMH B TEX CIyYasX, B KOTOPBIX TPeOyeTCsi CHMIITOMATHYECKAs TEPAITus.
Hvmynoecennocme

[Ipu BBesteHuu Benarmonepassl anbpa aHTHTEIA MOTYT MIPAaTh POJIb B Pa3BUTHHM CBA3aHHBIX C
NpOBOAMMON Tepanueil peakuuil. C 1eIb0 JIONOJHUTEILHOM OLEHKH JaHHOH 3aBUCHMOCTH, B
ciaydae Tsokensix MP, a Takke npu OTCYTCTBUM WIM CHIKEHHH 3(Q(EKTHBHOCTH TEparuH,
HeoOX0MUMO 00C/Ie0BaHHE MAlMEHTOB Ha HAJIWYMe AHTHTE]N M MPEIOCTAaBIEHHE ATHX
pE3yJITATOB B a/IpeC KOMITaHHUH.

B KIMHUYECKHMX HCCIEIOBAHUAX Y OAHOTO U3 94 maumentos (1%) BBISBIEHBI aHTHTENIA KJacca
IgG nporuB Benarmonepassl anba; MpU aHAIM3e in Vvifro OBUIO YCTAHOBJIGHO, YTO OHH
SIBIIIIOTCS HEHTPAIM3YIOIMMHU. Y JJAHHOTO [AllMEHTa HE BBIABICHO PEaKLHii, CBA3aHHBIX C
BHYTPUBEHHON MH(Qy3uel. Anturen kinacca IgE k Benarmonepase anbha He OGbUI0 0OOHAPYKEHO
HH Y OJIHOTO MalleHTa.

Hampuu

JlaHHblii ileKapcTBEHHBIN npenapat coiepkuT 12,15 Mr Hatpus Bo (iakoHe, 9TO COOTBETCTBYET
0,6 % OoT MaKCHMMaJIbHOH CYTOYHOMH 103bI HAaTPHsl, peKoMeHI0BanHONH BO3, koTopas cocTapiser

2 I HaTpus JJIs B3pOCIIOTO YeJIOBEKa.
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Cneyuanvhsle mepbl npe00CMopOICHOCMU NPU YHULMONCEHUU HEUCNOLb308AHH020 NPEnApama
Hewucrnosp30BaHHbIN JIEKapCTBEHHBIH MpenapaT MK ero OCTaTKU JA0JUKHBI OBITh YHHUYTOKEHBI B
COOTBETCTBUH C MECTHBIMH TPEOOBAHUSIMH.

Bauanue na gpepmunvrocme

VceretoBanys Ha KUBOTHBIX HE BBISBHIIN HEOJIArOMpPHITHOrO BIMSHUS BeJarionepassl anb(a
Ha (epTUIILHOCTE.

[pumenenue y sdceHuyun ¢ coXpaHeHHbIM penpoOyKMUSHbIM ROMEHYUALOM

Y JKEHIIMH C COXPAHEHHBIM PENPOAYKTHBHBIM MOTEHIHAIOM C GoJIe3HbI0 ['omme BO3MOXKHO
YXyIIEHHE TeYeHHs 3a00JICBaHUS BO BpeMsi OCpeMEHHOCTH H B IIOCIEPOJOBOM IEPHOIE.
Cremyer NpoBOAUTL OLEHKY COOTHOIICHHS IOJIb3a/PUCK MPH [UIAHUPOBAHHUH OEPEMEHHOCTH Y

JKEHILMH ¢ 00s1e3Hb10 [Tore.

JIOKJIMHMYECKHUE JIaHHbBIE 110 O€30IIaCHOCTH

B Xo/1€e TOKIMHHYECKHX MCCIIEJOBAaHUI HE YCTaHOBJICHO HEOJIArOMPHUATHOTO BIMSHUS Tpernapara
Ha 4YCJIOBEKa HAa OCHOBAHMM PE3YJIbTAaTOB OOLIECHPUHATBHIX TECTOB (HapMaKOJIOTHYECKOM

0€30IMacHOCTH U XpOHH‘IGCKOﬁ TOKCUYHOCTH, a TAKKE€ U3YUYCHHUSA PECIIPOAYKIIMH H 3M6pHOF€HC3a.

Binsinne Ha criocoOHOCTH YNPABJISATH TPAHCHOPTHBIMHU CPeICTBAMH, MEXaHHU3MAMH
Ilpenapar BITPMB® He okasbiBaeT HeGIaroNpHATHOrO BIMSHHSA HA CIOCOOHOCTB yIIPaBJIAThH

TPAaHCIIOPTHBIMH CPEACTBAMU WJIH JPYTHMH MCXaHU3MaMU.

®opma BbINyCKA

JInodummsar uis npurotoBieHus pactBopa Juist uupysui, 400 EJI.

ITo 400 EJI Benarmouepassl anbha BO (JIakoHbI W3 OOpOCHIMKATHOrO crekina (tum )
BMECTHUMOCTBIO 20 MJI, yKyIOpeHHbIE OyTHIIKay4yKOBOM MPOOKO#, MOKPBITON (HhTOpCoaepkamiein
CMOJIOH M YIUIOTHEHHOM CBEpXY aJIOMHHHUEBBIM KOJIIAYKOM, CHA0KEHHBIM OTPBIBHBIM
MUIACTUKOBBIM JUCcKOM THMA «flip-offh.

[To 1 ¢akony BMecTe ¢ MHCTPYKIHEH 110 MPUMEHEHUIO TOMENIAIOT B KAPTOHHYIO MAYKYy.

Cpoxk rognoctu
3 rona.

He ITPUMEHATD ITO UCTCUCHHUH CPOKaA rOIHOCTH, YKA3aHHOI'O HA YIIAKOBKE.

Ycii0BUs XpaHeHus1
[Ipu remneparype ot 2 10 8 °C.
He 3amopaxuBathb.

XpaHI/ITL Q)HaKOH B OPHFHHMBHOﬁ YIAKOBKE, B 3allTUMIIICHHOM OT CBETA MECTE.
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XPAHUTDb B HEJIOCTYITHOM JIJ1s1 IETEH MECTE.

YciaoBus ornycka

OtmyckaroT 1o penenty.

Biiajenen perucTpanmoHHOro y10cToBepeHus:
[llaiiep ®apmacerotukainc Aiiepnena Jlumuren, Mpnangust / Shire Pharmaceuticals Ireland
Limited, Ireland

Block 2 & 3, Miesian Plaza, 50-58 Baggot Street Lower, Dublin 2, D02 Y754, Ireland

IIpousBoauTenn

IlIpouszeooumens u Ilepeuynslit ynakosujuk:

Konmxkun buo®apwma, JUUIC, CIIA / Cangene BioPharma, LLC, USA
1111 South Paca Street, Baltimore, MD 21230, USA

HJIH

Berrep ®apma-Deprurynr ['M6X u Ko. KI', I'epmanus / Vetter Pharma-Fertigung GmbH & Co.
KG, Germany
Mooswiesen 2, 88214 Ravensburg, Germany

Boinyckarouguit Konmpons Kavecmea:
[Mlaitep ®apmacsrotukanc Auepnenn Jlumuten, WMpmanaus/ Shire Pharmaceuticals Ireland
Limited, Ireland

Block 2 & 3, Miesian Plaza, 50-58 Baggot Street Lower, Dublin 2, D02 Y754, Ireland

Opranusanus, NPpUHUMAKOIAS NPeTEeH3UH OT MOTpeduTeIeii:
00O «Takena ®apMacbOTHKAJICH

119048 Mocksa, yi. Ycauesa, 1. 2, ctp. |

Tenedon: +7 (495) 933 55 11

®akc: +7 (495) 502 16 25

DJeKTpOoHHas 1moyTa: russia@takeda.com

Anpec B uHTepHere: http://www.takeda.com.ru

PykoBoautens OTnena ¢papmakoHa130pa,
Poccus, CHI'/YJI® EASC

000 «Takena dapmMacbIOTHKAIIC) Mapuyk B.A.
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