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NHCTPYKLIUA
I[10 MEJUIIMHCKOMY ITPUMEHEHUIO JIEKAPCTBEHHOI'O ITPEITAPATA

WJIAPUC®
Buumamenvno npoqumaﬁme ony UHCMpYyKyuio nepe() mem, Kak Hadvamv npumeHeHue smoco
JleKapcmeeHHnoco cpe()cmea.
CoxpaHume UHCMPYKYUIO, OHA Modtcem I’lOI’I’po6066H’I’le}Z 6HOB6b.
Ecnu y Bac 6o3nuxnu éonpocwi, oopamumecs K 8pauy.
Omo nexapcmeernHoe cpedcmeo HA3HAYEeHO JUYHO Bam, u e2o me credyem nepedasamov Opyeum
Auyam, NOCKOJIbKY OHO MoaHcent npudunums uUm 6p€() oaoice npu Hajaiuduu mex sce CUMnmomoes,
umo u y Bac.
PErMCTPALIMOHHBIN HOMEP: JII1-001414
TOPrOBOE HAUMEHOBAHUE: Mnapuc®
MEXIYHAPOJHOE HEHATEHTOBAHHOE HAUMEHOBAHUE (MHH): kanakunyma0
JIEKAPCTBEHHASI ®OPMA: 1HOQWIN3aT A7 TNPUTOTOBJICHUS PACTBOpa [UIA IOJKOXHOTO
BBEICHMUS.
CoCTAB
1 ¢naxon nuoduau3zaTa Ui HPUTOTOBICHHUS PACTBOPA JUISI MTOIKOKHOTO BBEJICHHS COIEPIKUT:
Oeticmsyrowee geuyecmgo: kanakuaymao 150,0 mr;
ecnomozaneilbHole seujecmea: caxaposa, L-FI/ICTI/IILI/IH, L-FI/ICTI/II[I/IHa THApOXJIOpUIa MOHOTHAPAT,
nosmmcop6art-80 .
OINMUCAHME
JIno¢punru3upoBaHHBINA TOPOIIOK OEJIOTo IIBETA.
BoccranoBneHHBIN pacTBOp: €1ab0 OMaJeCHUPYIONIMH pacTBOpP OT c€iaabo KeaToro 10 ciaadbo
KOpPHUYHEBOI'O UJIH ciabo KOpHUYHEBATO-KCIITOI'O IBCTA.
DAPMAKOTEPAINIEBTUYECKAS T'PYINA
HNmmyHOIenpeccMBHOE CPEICTBO - AaHTUTENIA MOHOKJIOHAJIbHBIE K HHTEPICHKHUHY-1 3.

Koag ATX: LO4ACO08.

DAPMAKOJIOTHYECKUE CBOMCTBA

Mexanusm oeiicmeus

Kanaknaymab — demoBeueckoe MOHOKIOHaNbHOEe aHTHTEeNno IgGl/kamma w3oTHma K
unrepneikuny-13 (MJI-1B). Kanakuaymad ¢ BbicOkUM adPUHUTETOM CBS3BIBACTCA C
yenoseueckum WJI-1p, neiftpanusys, Takum oOpa3oM, ero OMOIOTrHYecKoe AeUCTBUE, OJIOKUPYS

B3aumoseiicteue MJI-1B ¢ ero peuentopamu, WJI-1B-uHAynIMpOBaHHYIO aKTUBALMIO T€HOB H

1/25



NPI#6 approved on 02/07-2021
Including CDS Am 10/09-2018 (slc # n/a)

MPOIYKIIMIO MEIUATOPOB BocmalieHus!, Takux kak MJI-6 u muknookcurenasza-2. Takum oOpazom,
KaHaKMHYMa0 MOAXOAMUT IJii KOPpeKIHH 3a00JIeBaHUNW U COCTOSIHHM, XapaKTEePU3YIOMIMXCS
runiepnpoaykiueid NJI-1 Ha MECTHOM WM CUCTEMHOM YPOBHE.

Dapmakoounamuxa

N36p1Tounast mpoaykuust WJI-1B mpu BocmanuTeNnbHBIX 3a00JE€BaHUSIX MOXKET TPHBOJUTH K
Pa3BUTHIO MECTHOTO WJIM CHCTEMHOTO BOCHAIHTENIHLHOTO Ipoliecca, U30bITOYHON mpoaykuuu C-
peaktuBHoro 6enka (CPB), ceiBoporounoro amunonna A (CAA) u Tuxopaaky.
Kpuonupun-accoyuuposannwiti - nepuoouveckuti  cunopom  (Cryopyrin-associated periodic
syndrome, CAPS)

Y nammentoB ¢ pasnuuyHbiMH - QeHotunamu  CAPS, Bkouas cemelinvlil  X01000801l
aymoBoCcnanumenvublll  cunopom/cemeiinyio  xonooosyro  kpanusnuyy — (Familial — Cold
Autoinflammatory Syndrome/ Familial Cold Urticaria, FCAS/FCU), Cunopom Maxna-Yanoca
(Muckle-Wells Syndrome, MWS) u myromucucmemnoe maadenueckoe 60CNANUMENbHOE
3a001e6aHUE/XPOHUYECKUL MIAOCHYECKULl HeBPOL0UYECKULl KOHCHO-APMUKYIAPHLIUL CUHOPOM
(Neonatal onset multisystemic inflammatory disease/Chronic infantile neurological cutaneous and
articular syndrome, NOMID/CINCA), ¢ u30bITOYHON HEKOHTPOIHpyeMoi mpoaykiuen MJI-13
(4TO TPOSIBISETCSA JUXOPAIKOM, MOBBIIIEHHON YTOMIISIEMOCTHIO, KOXKHOM CBINbIO, apTPUTOM,
BBIPQKCHHBIM JIEHKOIIUTO30M, OOJNBIIUM KOJIMYECTBOM TPOMOOIIUTOB, a TaK)KE YBEIHMUYCHUEM
koHueHTpauuu CPB) ormeuen ObICTpHIN OTBET Ha Tepanuio kaHakuHymMaboMm. Ha ¢one Tepanuu
MpenaparoM TakWe sBJICHUA Kak mnoBbllieHHas KoHueHTpamus CPb, CAA, nedkomuTo3 u
MOBBIIICHHOE KOJIMYECTBO TPOMOOIIMTOB OBICTPO BO3BPAILIATIMCH K HOPMAJIbHOMY YPOBHIO.
bonesnv Cmunna y 63pocavix u 10HOWECKUU apmpum ¢ CUCMEMHBIM HAYANOM (CUCEMHbIU
108eHUNbHBLU uouonamuveckuil apmpum, cFOUA, xknaccugurxayus ILAR, mexncoynapoonou aueu
DPEBMAMONOSULECKUX ACCOYUAYULL)

bonesnp Ctunna y B3pocnbix 1 cFOUA - Tshxenble ayToBOCTIAIUTENbHBIE 3a001€BaHUs, KOTOPBIC
00yCIIOBJICHBI BPOXKJIEHHBIM WMMYHHTETOM IOCPEACTBOM IPOBOCIAIUTEIBHBIX ITUTOKHHOB,
KJIIOUYEBBIM Ccpeau KoTophIx siBisiercst MJI-1P.

O6mume nposiBnenus 6one3an Ctrunia B3pocibix 1 cCKOMA BKITIOUAIOT TMXOPAIKY, KOKHYIO CHIITb,
renaTocIIeHOMET a0, JTuMpaaeHoNaTuio, MOJUCepO3UT U apTpuT. JledeHue mpemnaparom y
OOJBIIMHCTBA JAHHBIX TAIMEHTOB MPUBOAUIO K OBICTPOMY M YCTOWYHBOMY VIIYYIIEHHIO CO
CTOPOHBI CYCTaBHBIX U CUCTEMHBIX MPOSBICHUI 3a00JIeBaHUs CO 3HAYUTEIHHBIM YMEHbBIIICHUEM
KOJIMYECTBAa BOCHAJIEHHBIX CYCTaBOB, OBICTPOMY pa3pelieHUI0 JIMXOPAJAKH U YMEHbILIEHUIO
KOHIEHTPALlUU PEaKTaHTOB OCTPOH (hazbl.

Tlooazpuueckuii apmpum

OObocTpeHne MOAArpUuecKoro  apTputa OOYCJIOBJICHO  aKTHBAllMed T'HCTUOLUTOB H
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OJTHOBpeMeHHOM runepnpoaykiueir NJI-1p, 4ro npuBOIUT K OCTPOMY BOCHIAIUTEILHOMY OTBETY
C BbIpaKeHHBbIM OosieBbIM cuHapoMoM. [Ipogykums WJI-1B mpoBouupyercs OTIOKEHHEM
KPUCTAJIJIOB COJIeH MOYEBOW KHUCIOTHl (MOHOHATPUS ypaT MOHOTWIpara) B CyCTaBax U
OKPY’KaIOIIMX TKAHSX, YTO MPUBOIUT K aKTUBaIMK KoMIuiekcoB «NALP3-undnamocomay. Takue
AaKTUBATOPbl BPOXKICHHOIO HMMMYHUTETa, KaK OJHJOI€HHbIE aroHUCTBHl TOJUI-TIOJOOHBIX
PELeNTOPOB, TaKXe MOTYT BHOCHUTH CBOM BKJIaJ B aKTUBAIMIO TpaHckpunimu reHa WJI-1p,
UHUIUUPYST 000CTpEeHNE MOarpuyecKoro aprpuTa. [Ipu npuMeHeHn: npenapara y HaieHToB ¢
OCTPBIM MPHUCTYNOM IOJArPUYECKOTO apTpPUTa CHUXKAETCA KOHIEHTpauus 1adopaTOpHBIX
mapkepoB BocnaneHusi (CPb, CAA), B TeueHWe KOPOTKOTO BPEMEHH HCYE3aI0T TMPU3HAKU
BOCTIJICHUS IOPa)KEHHOTO cycTaBa (00Jb, OTEK, TOKPACHEHHE).

DapmakoKkunemuxa

Bcacvisanue

Y B3poCHBIX MAnMeHToB ¢ pa3muuHbiMu Genotunamu CAPS mociie oaHOKpaTHOTO MOAKOKHOTO
(m/x) BBeaeHus 150 Mr kaHaknHyma0a BpeMsl TOCTHIKCHUST MaKCUMaIbHOH KoHIteHTpauu (Cmax)
cocTaBisieT okoso 7 nHed. CpeaHMil KOHEUHBIH MEPUOJ MOJIYBBIBEACHUS COCTABIISIET 26 AHEM.
[Ipu 1n/k BBegeHMM KaHakMHymMaba aOcoioTHas OWOJOCTYMHOCTH cocTaBisieT 66%
(moTyISAIMOHHBIA (papMaKOKMHETHYECKH aHanu3 y mnarueHTtoB ¢ CAPS, Bkiiouast neteit B
Bo3pacte or 2 net). [lapameTrpsl papMakoKMHETUKH (TUTOIIAIL MOJ KPUBOW «KOHIIEHTPALUS —
BpeMs» (AUC) 1 Cmax) MOBBIMIAIOTCS MPOMOPIIHOHATBHO 103 B auamnaszone 103 ot 0,30 mo 10,0
MT/KT TIpY BHYTPpUBEHHOM (B/B) MH(Y3WUHU WU MpH T/K BBeaeHuu (B 103e ot 150 m0 600 mr).
Pacnpeoenenue

Kanakunyma6 cBsizpiBaercs ¢ ceiBopotounsiM UJI-1B. O6bwem pacnpenenenus (Vss) U3MeHsETCS
B 3aBUCUMOCTH OT MAcChl TeJa.

VYV mamuentoB ¢ CAPS Vss cocraBnsier 6,2 1 npu macce tena 70 kr, 5,0 1 y MalUeHTOB C
curapomoM rnepuoandeckoit muxopanku (TRAPS, HIDS/MKD, FMF) ¢ maccoii tena 55 kr, y
nanuentoB ¢ cfOUA - 3,2 1 npu macce Tena 33 Kr ¥ y MalMEHTOB C MOJAArPUYECKUM apTPUTOM -
7,9 n npu macce tena 93 kr. [Ipu /K BBeeHHH mpenapara B TeueHue 6 mecsieB B 1o3e 150 mr
KaxJble 8 Henmemnb, B 103¢ 4 MI/Kr kaxasie 4 Henenu, 150 mr kaxaeie 12 Hemens K03 UITUECHT
KyMYJISIIMU KaHaKuHyMa0a coctasiser 1,3, 1,6 u 1,1 cooTBETCTBEHHO.

Bvigeoenue

Kmupenc (Cl) usmensiercs B 3aBUCHMMOCTH OT Macchl Tena. Jlns mammentoB ¢ CAPS srtot
nokazatenb coctapiser 0,17 i/cyt mpu macce tena 70 kr, 0,14 1/cyT y manueHToB ¢ CHHIPOMOM
nepuoaudeckoit uxopaaku (TRAPS, HIDS/MKD, FMF) nipu macce Tena 55 Kr, y HalueHToB ¢
cfOUA 0,11 n/cyt npu macce Tena 33 Kr, y HallMEHTOB ¢ mojxarpuueckum aprpurom 0,23 n/cyt

npu Macce Tena 93 kr. Ilocie yuera BECOBBIX pa3MyMil CyIIECTBEHHOM pa3HUIBl B
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(dhapMaKOKMHETHYECKUX CBOWCTBAX KaHAKWHyMaba y MAIMEHTOB C TMOJArpUYECKUM apTPHUTOM,
pasnmuunbiMu penotunamu CAPS, TRAPS, HIDS/MKD, FMF u cFOUA BoisiBieHo He Obut0. [Tpn
MOBTOPHOM MPHMEHEHUH MpemnapaTta He Habmogaercs: yBenudeHuss Cl win u3MeHeHnH KaKux—
anbo Jpyrux, 3aBHCUMBIX OT BpeMeHHM (apMaKOKMHETHYECKHX IapaMeTpoB KaHaKMHyMala.
[Tocne xoppekuuu A03bI MO Macce Tela HEe OTMEUYEHO H3MEHEHHs (apMaKOKMHETHYECKHX
MOKa3aTeNel B 3aBUCHMOCTH OT BO3pacTa U moJa.

DapmMakoOKUHEMUKa 6 0COObIX KNUHUYECKUX CYHaAAX

Iayuenmul 6 6o3pacme maraowe 18 nem

VY manuueHToB B Bo3pacte OT 4 JIET U CTapllle ocie OAHOKPATHOTO TI/K BBEACHHUS ITpernapara B 103€
150 mr wnm 2 mr/kr 1 pa3 Bpemst nocTikeHUS! Cmax KaHaKMHyMaba cOCTaBisieT 2-7 JHEM.
KoHneunslii meproj; monyBbIBEICHUS KaHAKHHYMa0a y MalleHTOB JAHHON KaTerophH CXOJCH C
TaKOBBIM Y B3POCJIBIX M COCTABIAET OT 22,9 110 25,7 nHen.

Pe3ynbTarsl momynsroOHHOTO aHAIM3a (papMaKOKMHETUKY KaHaKMHyMaba y JieTeil B Bo3pacTe OT
2 510 4 neT CXOAHBI C TAKOBBIMU Y TAIIMEHTOB 4 JIET U CTaplle.

dapmakokuHeTHUeCKHEe XapakTepuctuku y namuentoB ¢ CAPS, TRAPS, HIDS/MKD, FMF u
clOUA cxoxu. [Ipu n/k BBeneHnn kaHakKMHYMa0a B 103€ 4 MI/KT Kakple 4 HeJleu Y TallueHTOB
¢ cfOUA 3nauenus AUC u Cmax ObUIM aHAJIOTUYHBI B BO3pAcTHOM rpyrime oT 2 10 20 Jer.

[To paHHBIM MOMYJISAIMOHHOTO (AapMAaKOKHHETHYECKOTO aHaimm3a (HapMaKOKHHETHYCCKHE
napameTpsl kaHakuHyma0a y nanueHToB ¢ cFOUMA B Bospacte 16-20 net u Bo3pacrte mutazme 16
net Obutn cxokumu. Y manueHtoB ¢ cFOMA B Bo3pacte crapmie u muaname 20 JeT pacueTHas
9KCIIO3ULUS KaHAKHHYMa0a B paBHOBECHOM COCTOSIHUM NPU BEJIMYHUHE O3Bl 4 MI/KT (MAaKCUMyM
300 Mr) OBLIH COTIOCTABUMBI.

Y manueHToB ¢ cuHApoMoM mepuoanmdeckoi nuxopanaku (TRAPS, HIDS/MKD, FMF)
9KCIIO3ULUS IPH MUHUMAIIBHON KOHIIEHTPAlMU KaHaKMHYMa0a B I1a3Me KpOBH IIPH 1I/K BBEICHUN
mpernapara B J103€ 2 MI/KT Kaxable 4 HeIeJu COOCTaBUMa B BO3PACTHBIX IPyMax y NalMeHTOB B
Bo3pacte ot 2 10 20 ner.

Ilayuenmui 6 6o3pacme cmapuie 65 nem

He 66110 BBISBICHO Pa3HUIIBI B (PapMaKOKHMHETHUYECKUX MapameTpax, ocHoBaHHbIX Ha Cl u VSS, y

MalMEHTOB CTApIIEH BO3PACTHOM IPYMIbI U MAIMEHTOB B BO3pacTe MeHee 65 JieT.

ITOKA3AHUS K MTPUMEHEHUIO
AymosocnanumenvHvle CUHOPOMbBL NEPUOOUUECKOU TUXOPAOKIL:

®  KPHOMMPHH-ACCOIMUPOBAHHBINA nepuoandeckuii cuaapom (CAPS) y B3pocibixX U eTel B
BO3pacTe 2 JIET U CTapIlle, BKIIOYas:

- CeMCHHBIN X0510/10BOM ayToBocnamuTenbHbiii cuHapoM (FCAS)/cemeiinas xoi010Bast
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kpanuBuuia (FCU),

- cunipoM Makia-Yaneca (MWS),

- MJIaJieHYeCKoe MyJIbTUCHUCTEMHOE BocnanuTenbHoe 3abonieBanue (NOMID)/xponnyecknii
MITaJICHYCCKHI HEBPOIOTHUYECKHI KOKHO-apTUKYIIpHBIA cuaapom (CINCA);

®  MEpPUOAMYECKUA CHHAPOM, AacCOIMUPOBAHHBIM C peuentopaMu K ¢akTopy HEKpo3a
onyxoy (TRAPS) y B3pocibIx u neTeit B Bo3pacte 2 JIET U CTapIiie;

e runep-lgD-cunapom/cunapom nedunura meBasionat-kuHasel (HIDS/MKD) y B3pocibix u
JIeTei B BO3pacTe 2 JIET U CTapluie;

e ceMmeiiHas cpeauzeMHoMopcekas nuxopanka (FMF) y B3pocnbix u gereii B Bozpacte 2 net
U CTapiie B MOHOTEpAlUM MPH HaJIUMYUK HPOTHBOINOKA3aHUM K /HEMEPEeHOCUMOCTH Tepanuu
KOJIXUITUHOM HJIM B KOMOWHAITUY C KOJIXUIIUHOM MPU OTCYTCTBUU aJICKBATHOTO TEPATIEBTUIECKOTO
0TBETa Ha MOHOTEPAINIO MAaKCUMAJILHO IEPEHOCUMON /10301 KOJIXHUIIMHA.
Axmusnasn ¢paza 6onesnu Cmunna, 6 mom yucie ooneznu Cmunna e3pocavix (BCB) u cucmemnozo
H0BEHUNbHO20 Uouonamuyeckoeo apmpuma (cltOMA) y manmueHToB OT 2 JE€T W CTapiie Mpu
HEaJICKBAaTHOM OTBETE Ha TEPANHI0 HECTEPOUIHBIMU MPOTHBOBOCHAIUTEIHHBIMU MpEnapaTaMu
(HIIBII) ¢ cuCTeMHBIMH KOPTMKOCTEPOMIHBIMM IIpemapaTtamu. Ilpemapar Mmapuc® moxHO
IPUMEHSTh B MOHOTEpAIUK U B KOMOMHAIIMH C METOTPEKCATOM.
Ocmpulii nooazpuyeckuti apmpum ¢ IEIBIO JISYSHHS YaCThIX OCTPBIX MPUCTYIIOB IMOAATPUUECKOTO
apTpuTa W TOPEAYNPEXKACHHUS PA3BUTHS HOBBIX MPHUCTYNOB TpH  HEIPPEKTUBHOCTH,
HEMEPEHOCHUMOCTH WJIM TpPH HAJUYUMd TPOTHUBOMOKA3AHUA K MPUMEHEHUIO HECTEPOUIHBIX
MIPOTUBOBOCTIATIUTENIbHBIX MPENapaToB W/UIU KOJXHUIMHA U MPU HEBO3MOXKHOCTU IMPOBEICHUS

Tepanuu MOBTOPHBIMU KypPCaMU TIIFOKOKOPTUKOCTEPOUIOB.

ITPOTUBONOKA3AHUSA

- [lonTBeprkaeHHAs MOBBIMICHHAS YyBCTBUTEIBHOCTh K JACHCTBYIOIIEMY BEIIECTBY WM JPYTHM
KOMITOHEHTaM IIperapaTa B aHaMHe3e.

- OcTpsle TspKenble HH(EKINOHHbIE 3a00IeBaHNUS.

Boszpact menee 2 ner (OezomacHOCTh U APPEKTUBHOCTD [UIsI MALMEHTOB YKa3aHHOM KaTerOpHH

M3Yy4YeHBI HEIOCTATOYHO).

C OCTOPOKXHOCTBHIO
IIpenapar crnenyer ¢ OCTOPOXHOCTBIO NPUMEHATh y IOKWIBIX MAlUEHTOB; y IALIUEHTOB C
PEUUIUBUPYIOMAMHA WHQGEKIUAMA WM JIIOOBIMH  COCTOSHUSIMH, TPEAPACIIONAralomuMHi K

pa3BUTHIO UH(EKIUIT B aHAMHE3eE.
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IIPUMEHEHME [IPU BEPEMEHHOCTH, B IEPUO/I I'PYTHOTI'O BCKAPMJIMBAHUS

Tayuenmoi u nayueHmKu ¢ COXpaHeHHbIM PenpoOVYKMUGHbIM HOMEHYUAIOM

XKeHmuHaMm creayer NPUMEHATh HAACKHBIE METOAbl KOHTPAICTIIUK BO BpEMs Teparuu
npenaparoM Unapuc® u B TeueHne 3 MecsIeB Mocie MPHMEHEHH s TTOCIIeHel T03bI IPenapara.
bepemennocmo

JlanHple TIO TPUMEHEHHIO KaHakKMHyma0a y OCEpeMEHHBIX TAIMeHTOK OrpaHu4YeHbl. B
UCCIICIOBAaHUSX y >KMBOTHBIX HE BBISBICHO NPSMBIX/HETIPSAMBIX HEOIAronpHuATHBIX 3(PQHEKTOB
OTHOCHTEJIBHO PETPOYKTUBHON TOKCHYHOCTH.

Puck mns mutoma/maTepu HewsBecTeH. B CBsI3M C BbINIECKa3aHHBIM MPUMEHEHHE Iperapara y
OepeMEHHBIX MAIMEHTOK WIM Y MAalUEHTOK, IUIAHUPYIOUIMX OepeMEHHOCTb, BO3MOKHO TOJBKO
MOCJI€ TIIATEIBHOM OLIEHKH OTHOLICHUS MOJIb3a-PUCK.

MOHOKIIOHATTbHBIE aHTUTENA, TAKUE KaK KaHAKMHYyMa0, aKTUBHO MPOHUKAIOT Yepe3 TUIALEHTY H
00HapYKUBAIOTCS Y IJI0J[a, B OCHOBHOM BO BTOPOM M TPEThEM TpHMeECTpax. B mccienoBaHusx y
JKUBOTHBIX TTOKA3aHO, YTO KAHAKUHYMA0 MPOHHUKAET Yepe3 TUIALICHTY U 00OHAPYKUBACTCS Y TUIO/IA.
B cooTBercTBUMU ¢ OrpaHWYCHHBIMU JIaHHBIMH, IOTYYCHHBIMH Y 4YEJIOBEKa, KaHAKWHyMmad
OOHApyKWBAJICS B IYNOBUHHOW KPOBM M KPOBH HOBOPOXKAECHHOTO. KiMHWYecKoe BIHSHHE
JTAHHOTO SIBJICHHSI HEU3BECTHO. TeM He MeHee, He PeKOMEH/IOBAaHO TIPUMEHEHHUE JKUBBIX BaKIHH y
HOBOPOXJICHHOTO, MOJBEPTUICrOCs IEHCTBUIO KaHaKMHymaOa In utero, B teuenue 16 Henenb
1ocJjIe MOJyYeHHUs MaTephlo MOCIEHEN J03bl KaHAaKUHyMaba 10 POOB.

[TaneHTOK, MOTYYaBIIMX TpernapaT BO BpeMsi OCPEMEHHOCTH, CIIEAyeT MPOUH(OPMHUPOBATH O
HEOOXOAMMOCTH COOOITUTH O TAaHHOM (paKTe MEIMIIMHCKOMY PaOOTHHUKY JI0 MPOBEICHUS KaKOM-
1100 BaKIIMHAIIMH HOBOPOXKIEHHOTO.

Hoxnunuueckue oannvle

[To manueiM uccaemoBanuii y o6e3nsa (Callithrix jacchus) mpu npuMeneHnn Ha TPOTSHKEHHH
BCET0 OPraHOreHe3a KaHaKMHyMa0 He MPOJEMOHCTPHPOBA SIBICHUI MaTEPUHCKON TOKCUIHOCTH,
3MOpHodeTaTbHON TOKCHYHOCTH WIJIM TepaToreHHoctd. Kpome Toro, mpu npUMEHEHUH Ha
MPOTSKEHUH MO3THIX CPOKOB T'eCTAIlNN KaHAKWHYMa0 He OKa3bIBaJl HEOIAroMpUsTHOTO BIUSHUS
Ha POCT TIJT0/1a/HOBOPOXKICHHOTO.

B nonHOl mporpaMme penpoOayKTHUBHBIX HCCICIOBAHMN y MBIIIEH HE OTMEYEHO
HeOmaronpusaTHbIX 3¢dexkroB anTUMbIIUHBIX WJI-1 B-anTuTen. J[onoiHUTENsHO HE OTMEYEHO
BIIMSTHUS HAa POJIOBYIO IEATEIHHOCTh M pOJiopa3peiieHue. B yka3aHHBIX UCCIEAOBAHUAX MIpenapaT
NPUMEHSUTA B 033X, IPEBOCXOSIINX MaKCUMAIBbHYIO 3(QQEKTHBHYIO 103y, HEOOXOIUMYIO IS
noxasienust NJI-1B u ero akTHBHOCTH.

I'pyonoe sckapmausanue

HeusBecTHO, mpoHMKaeT 1M KaHAKWHYMa0d B TpyAHOE MOJOKO. HeT NaHHBIX O BIMSHHUH
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KaHaKMHyMa0a Ha peOeHKa, MOJIYyYarolero rpyIHOe BCKapMIIMBAHUE, a TAKXKE HA MPOIYKIIUIO
IPyJIHOTO MOJIOKa. TakuMm 00pa3oM, pelieHHe O TPYJHOM BCKapMJIMBaHMHM Ha ()OHE Teparuu
npenapaToM clieyeT MPUHIUMATH TOJIBKO MOCTIE TINATEFHON OIEHKH OTHOIIEHHS TI0JIh3a-pUCK. B
UCCIICIOBAHMUSIX Y JKUBOTHBIX aHTUMbIHHBIE WJI-1 B-aHTHTENa mepemaBaanich C MOJIOKOM
MIOTOMCTBY M HE OKa3bIBAJIM KaKOTO-THO0 HEOIArompusITHOTO BO3JICHCTBHS Ha €T0 Pa3BHUTHE.
DepmunbHocms

CyIecTByeT OrpaHUYCHHOE KOJIMYECTBO JaHHBIX 110 MPUMEHEHHIO KaHAKUHYMa0a y allMeHTOK ¢
COXPaHEHHBIM PEMPONYKTHBHBIM TOTeHIUAIOM. OduInaibHble UCCISIOBAHHS [UIS OICHKH
BO3MOKHOTO BIHsHHA Tpenapata Mmapuc® Ha GepTunbHOCTS y UenoBeKka He MPOBOAMIHCE. 110
JAHHBIM HUcclenoBanuii y camioB obe3bsiH (Callithrix jacchus) kanakumHymalb He OKa3bIBacT
BIMSIHUS HAa MYXCKYI0 (epTHIBHOCTh. AHTHMBIIUHBIE MJI-1 P-aHTHTENna HE OKa3bIBAIOT

HEXCIIAaTCIIbHOI'O BIUAHNA Ha (bepTI/IJ'IBHOCTI) CaMOK U CaMIIOB MBIIIICH.

Crnocos NPUMEHEHUSA U 10361
VY DamnMeHToB C ayTOBOCHAIMTEIbHBIMH CHHIPOMaMHU mepuonmdeckux nuxopanok (CAPS,
TRAPS, HIDS/MKD, FMF), a Taxxe 6one3nbio Ctumna u clFOUA tepanus npenaparom Mnapnc®
MO’KET OBbITh MHUIMMPOBAHA U MPOBOJIUTHCSA TOJNBKO MOJ KOHTPOJIEM Bpaya, MMEIOIIETO OIMBIT
JUarHOCTUKM ¥ JIEYCHHS COOTBETCTBYIOIIMX 3aboneBanuil. Ilocne oOyueHHs TeXHHKe
IPUTOTOBIICHUS PACTBOPA, BEIOOPY IIITPHUIIOB U UIJI, IPUTOAHBIX ISl UHBEKIIUH, a TAK)KE TEXHUKE
MPOBEJCHUS I1/K UHBEKIINH, MAIIUEHTHI C BbIIIEyKa3aHHBIMU 3a00JIEBAHUSAMHU WU JIUIA, 32 HUMU
YXaXKUBAIOILIUE, MOTYT CAMOCTOSITEIbHO BBOAMUTD Mpernapar MoJ HaJlexalliuM KOHTpoJieM (eciu
Bpay COYTET 3TO HEOOXOAUMBIM).
YV NalueHTOB C MOJArpUYeCKUM apTpMTOM Tepamus mpemapatoM Miapuc® moxer ObITh
WHUIUMPOBAHA U MPOBOJUTHCSA TOJBKO IMOJ KOHTPOJIEM Bpaya, UMEIOLIEr0 OMBIT MPUMEHEHUs
OMOJIOTHYECKHUX JIEKAPCTBEHHBIX IMPENapaToB; BBEJEHUE Ipenapara JIOJKHO OCYIIECTBISATHCS
TOJIbKO MEIUIIMHCKUM PAaOOTHUKOM.
[Ipenapar (imodunuzat) pacTBOpsAOT B 1 MIJI BOZIBI i MHBEKIMNA (CM. pa3aen «YKa3aHus 10
MIPUMEHEHUIO ).
[Ipenapat BBOJAT 1/K, BEIOWpasi y4aCTKHU TeJla C BRIPAXKEHHOU TTOIKOKHOM KJIETUYATKOW, HAlIPUMEpP
nepeaHss TMOBEPXHOCTh KHMBOTA, MEPEIHss IMOBEPXHOCTh BEpXHEW dacTu Oeapa, HapyKHas
MOBEPXHOCTh BEPXHEW YaCTH IjIeya (CM. pa3aen « YKa3aHus 110 IPUMEHEHHUIOY).
KpuonupuH-accouupoBanHblii neproandeckuii curapom (CAPS)

PeKOMeH/IOBaHHBIE HayaldbHBIE 103bI Tpemapata Mmapuc® 1as MaIMeHTOB ¢ KPHOMMPHH-

ACCOMHUPOBAHHBIM IMIEPHUOANICCKUM CHUHAPOMOM YKa3aHLI B Ta0.1

Tab6.1 Pexomendoeannvie nauanvbusle 003vl npenapama Mnapuc® ona nayuenmos ¢ kpuonupun-

7125



NPI#6 approved on 02/07-2021
Including CDS Am 10/09-2018 (slc # n/a)

accoyuuposarHbim nepuoduuecmuw CqupOMOM

Kareropus nanuenTon Macca tena PexomennoBanHas HavajgbHasg
JI03a
Jetu B Bo3pacte ot 2 et 10 4 | >7,5 kr 4 mMr/xr
JIET
B3pocawsie u getu crapme 4 | >40 kr 150 mr
JIET >15 xr - <40 kr 2 MI/KT
>7,5 kr - <15 kr 4 Mr/kr

[Ipenapart BBOAAT 1/K, | MHBEKITHS C UHTEPBAJIOM 8 HEICIb.

Ecnu ipu craproBoit 1o3e 150 Mr v 2 MI/Kr He TTOJTy4YeH yAOBICTBOPUTEIBHBIN KIMHUYCCKUN
OTBET, 2 IMEHHO TIPOIIECC Pa3pelIeHus CBIIU U IPYTUX CUMIITOMOB BOCTIAJICHUSI HE HAOIIO1aeTCs
B TedyeHue 7 JHeH Mocle NepBoi nHbeKIuH Ipenapata Mnapuc®, Bo3MoxkHO mpoBeieHne BTOPOii
WHBEKINK TIpenapara B 1o3e 150 mr (mpu Macce Tena >40 kr) wim 2 Mr/kr (mpu macce Tema >15
kr 1 <40 xr). Ilpu gocTkeHHH B TMOCIEAYIOUIEM IOJHOIO KIMHUYECKOIO OTBETa JaHHBIM
TNAIUEHTaM PEKOMEH/I0BAHO MPOBOAUTH MOJIEPKUBAIOIIYIO Tepanuio mpenapatom Mmapuc® B
no3e 300 mr 1 uHBEeKIUs ¢ UHTEpBAIOM 8 Helenb (mpu Macce Tena >40 kr) uin 4 Mr/kr 1 uHbeKIus
¢ uHTepBajoM 8§ Heaenb (Tpu Macce Tena >15 kr u <40 kr).

Ecnu ynoBieTBopuTENbHBIN KIMHHYECKUH 3P deKT He HaOMIoAaeTcs B TeUeHHWe 7 THEH Tocie
TIOBBIIIEHHUS 0351, BO3MOKHO MPOBEJICHIE TPeThel HHbeKIuH npenapara Unapuc® B 1oze 300 mr
(mpu macce Tena >40 kr) wim 4 mr/kr (mpu Macce tena >15 kr u <40 kr).

[Ipy pocTHXKEHUM B TMOCIEOYIOIIEM IOJHOTO KIMHMYECKOTO OTBETa JAaHHBIM IallMeHTaM
PEKOMEHIOBAHO TIPOBOJINTH TTOIEPKUBAOIIYIO Tepanuio penaparom Unapuc®B mo3e 600 mr 1
WHBEKIUS C HHTEPBAIOM 8 Hezelnb (Tipu Macce tena >40 kr) uinu 8 Mr/kr (mpu macce Tena >15 kr
1 <40 xr) | UHBEKLNS C UHTEPBAJIOM 8 HEJEINb.

Ecnu npu ctapToBoOii 103€ 4 MI/KT YAOBJICTBOPUTENBHBIN KIIMHMYECKUH 23PdEKT He HaOII01aeTCs
B T€UEHHUE 7 THEW MOCye NePBON MHBEKIIUU, BO3MOKHO ITPOBEJECHUE BTOPOl HHBEKIINY Mpenapara
Unapuc® B nose 4 mr/kr. Ilpy HOCTHXEHUM B TIOCTEIYIOIEM MOTHOTO KIMHHYECKOTO OTBETA
JAHHBIM TAIUEHTaM PEKOMEH]IyeTCs MOAISPKUBAOIIAsl TEpaIus MpermapaToM B o3¢ 8 Mr/kr 1
UHBEKIUS C HHTEPBAJIOM 8 HEJelb.

ANTOpUTM MO00pa 0361 AJI B3POCIHBIX U IETEH cTapiie 4 JIeT ¢ Maccoil Tena >15 Kr mpeIcTaBieH
Ha puc 1, ansa gereit ot 2 10 4 net ¢ maccoil Tena >7,5 kr <15 Kr npencraBlieH Ha puc. 2.

Puc 1. Anroputm nogbopa 1036l 7151 B3POCIBIX U JeTel cTapiie 4 JIeT ¢ Maccoi Tena >15 kr
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150 Mr uimm
2 Mr/Kr

[TonyueH y10BAETBOPUTE ILHBI
KJIMHHYECKHIT oTBeT uepes 7 nHeil

—

na HET

[MoanepsxuBaroLas Tepanus PaccMoTpeTs BO3MOKHOCTH

150 Mr uan 2 Mr/Kr Kaskabie JOMOJTHUTENBHOH HHBEKLIHH
8 Helenb 150 Mr unm 2 Mr/kr

hNY

[MTonyueH yIOBIETBOPHUTEILHBII
KJIIMHHUYECKHIi OTBeT uepes 7 AHeil

—

aa HET
[NoanepxuBarowas Teparnus PaccmoTpeTs BO3MOMKHOCTD
300 mr unu 4 MI/Kr Ka;ible JOMOJHUTENBHOH HHbEKLHH
8 Hepenb 300 mr wam 4 mr/kr

\

[1pyu nony4eHuH MOJIHOTO
KJIMHHYECKOI'0 OTBETA uepes 7
NHeil nepeBecTH Ha
MOIEP/KUBAKOLILYHO TEPATIHIO
600 Mr unu 8 Mr/Kr Kaxabie
8 Henelb

Puc 2. Anroputm noxbopa 103bl u1st 1eTeit ot 2 10 4 neT ¢ Maccoit tena >7,5 kr <15 kr

4 Mmr/kr

[TonyueH ynoBieTBOPUTENbHBII
KIMHUYeCKHii oTBeT vyepes 7 aAHeid

—

Ja HET

e ~

PaccMoTpeTh BO3MOMKHOCTh
JOTIOJIHUTENILHOI
MHbEKLMH 4 MI/KT

N

[Tpn monyueHUH NOJTHOTO
KIMHHUYECKOTO OTBETA yepes 7
JIHei1 nepeBecTH Ha
NOAAEP/KHBAIOLLYHO TEPAMHIO
8 MI/Kr Kakable
8 Henensb

[MonnepsxuBatowwas Tepanus
4 mr/kr kaxaele § Henenn

KinHngeckuil onbIT NpUMEHEHM TIpenapaTa ¢ HHTEPBAJIOM JI03UPOBAHUS MEHee 4 Hellenb WU B
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no3e 6osee 600 Mr wiM 8 MI/KT OrpaHUYEH.
[osbnmenne 10361 npemapata Mmapuc® TpeboBamoch Hambonee 4acTo isl HALMEHTOB C
NOMID/CINCA 1o cpaBuenuto ¢ FCAS nn MWS.

IleproauyecKnii CHHAPOM, aCCOIMMPOBAHHEIN ¢ pellenTOpaMH K (PakTopy HEKPO3a OIYXOJIU

(TRAPS)

PexoMeHi0BaHHAasi HavanpHas [103a Mpenapara y B3poCiblX U €Tl B BO3pacTe 2 JIET U cTaplile

COCTaBJISIET:

- 150 mr y manueHToB ¢ Maccoit Tena >40 Kr;

- 2 MI/KT y MMaliMeHTOB ¢ Maccoi Tema <40 kr.

[IpenapaTt npuMEHSIOT B BUJIE TI/K UHBEKITUU KaXK/IbIe 4 HEICIH.

IIpu oTCcyTCTBUM YIOBIETBOPUTEIBHOIO KIMHUYECKOTO OTBETA B TEUCHUE 7 AHEH IIOCIE NIEPBOM
MHBEKIMK mpenapata Wnapuc® BO3MOXHO MpOBeeHHe BTOPOH MHBEKIMH MPerapara B J03¢
150 mr (mpu macce Tema >40 kr) unu 2 mr/kr (mpu macce Tena <40 kr). [Ipu mocTmxeHun B
MOCJIETYIOLIEM MOJHOTO KIMHUYECKOTO OTBETA JAHHBIM MAlIMEHTaM PEKOMEHI0BAHO MPOBOIUTH
TIOIEPKUBAIONTYIO Tepanuio npenaparoM Unapuc® B mo3e 300 Mr umu 4 Mr/Kr Kaxsie 4 Heenu
B BUJIE I1/K UHBEKIIHH.

I'nnep-1gD-cuaapom/cuaapom nedummra MmesatioHarT-krHassl (HIDS/MKD)

PexomenoBanHasi HaualbHAs J103a Mpenapara y B3pOCibIX U JETel B Bo3pacTe 2 JET U CTapliie
COCTaBJISIET:

- 150 mr y manimeHToB ¢ Maccoit Tena >40 kr;

- 2 MI/KT y MTalIMeHTOB ¢ Maccol Tema <40 kr.

[IpenapaTt npuMEHSIOT B BUJIE TI/K UHBEKITUU KaXK/IbIe 4 HEJICIH.

IIpu oTCcyTCTBUM YIOBIETBOPUTEIBHOIO KIMHUYECKOTO OTBETA B TEUCHUE 7 JHEH ITOCIE NIEPBOM
MHBbEKIMK npenapata Wnapuc® BO3MOXHO MpOBeieHHe BTOPOH MHBEKIMH MPerapara B J03¢
150 mr (mpu Mmacce Tema >40 kr) unu 2 mr/kr (mpu macce tena <40 kr). [Ipu mocTmwxeHun B
MOCJIETYIOIEM MOJHOTO KIMHUYECKOTO OTBETA JAHHBIM MAlIMEHTaM PEKOMEHI0BAHO MPOBOIUTH
TIOIEPKUBAIONTYIO Tepanuio npenaparoM Unapuc® B 1o3e 300 Mr umu 4 Mr/Kr Kaxsie 4 Heenu
B BUJIE I1/K UHBEKIIHH.

CemMeiiHas cpeauzeMHOMOpcekas auxopaaka (FMF)

PexomenoBanHasi HaualbHAsI J103a Mperapara y B3pOCibIX U JETel B Bo3pacTe 2 JET U CTapliie
COCTaBJISIET:

- 150 mr y manimeHToB ¢ Maccoit Tena >40 kr;

- 2 MI/KT y MMaliMeHTOB ¢ Maccoi Tema <40 kr.

[Ipenapar npuMEHSIOT B BUJE /K MHBEKIIMU KaX/Ible 4 HEIeNH.

IIpu oTCyTCTBUM YIOBIETBOPUTEIBHOIO KIMHUYECKOTO OTBETA B TEUCHUE 7 AHEH ITOCIE NIEPBOM
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MHBEKIUN TIpenapata Mnapuc® Bo3MOXKHO MpOBENEHHE BTOPOH MHBEKIMM MpenapaTa B J03€
150 mr (nmpu macce tema >40 xr) wiam 2 mr/kr (mpu Macce tena <40 kr). [Ipu mocTmwkeHUn B
MOCIIEAYIOLIEM MTOJIHOTO KIIMHUYECKOTO OTBETA JaHHBIM MAallMeHTaM PEKOMEHI0BaHO IIPOBOAUTH
TIOIEPKUBAIOIITYIO Teparnuio npenapatoM Unapuc® B mo3e 300 Mr uinn 4 MI/KT Kaxibie 4 Heenm
B BUJIE I1/K UHBEKIIHH.

Bonesns Ctuiina (Gone3np Ctuia y B3pocabix U cFOMA y manmeHToB B BO3pacTe crapiie

2 JeT)

PexomennoBanHasi 103a y TAlMEHTOB C Maccol Tema >7,5 kr cocraBiuser 4 Mr/kr (c

MaKCUMaJbHBIM yBenndeHueM 70 300 Mr) kaxapie 4 HeJleau B BUJIE /K MHBEKITUH.

Ilomarpuyeckuui apTpUT

PexomengoBanHasi 11032 mpemnapata y B3pociblX cocrtaBisger 150 mr, mnpemapaT BBOAST
OJIHOKPATHO II/K BO BpeMsi IIPUCTYTa MMOJAarpUYECKOro apTpura. J{ias ToCTHKeHUsI MaKCUMalbHON
a¢dexTuBHOCTH MpenapaT HeoOXOIUMO BBOAMTH KaK MOXHO paHbIIE MOCJIE Hayana MpUCTyIa
MOJAArpUYECKOT0 apTPHUTA.

[TaunenTam ¢ OTCYTCTBUEM TEPANEBTUUYECKOTO OTBETA HA MEPBYIO0 MHBEKIIUIO HE CIIETYET BBOJIUTD
mpenapaTr HOBTOPHO. Y MAalMEHTOB C MOJIOKUTENBHBIM OTBETOM Ha TEpamuio MpernapaToM Mpu
HEO0OXOJUMMOCTH MPOJIOJKEHUS JICUeHUs MOBTOPHOE BBEJIEHUE IpernapaTa BO3MOXKHO HE paHee
yeM uepe3 12 Hedelnb nocie npeabayneil HHbEKINH.

[pumensts npenapat Mnapuc® 11 Tepanuu npucTyoB 060CTpeHHs OJArPUUECKOr0 apTpHUTa
CIIeyeT 1o Mepe Heo0XoAMMOoCTH. ONTUMHU3AUI0 KOHTPOJIS TUIIEPYPEKUMUU CIIeAyeT IPOBOAUTD
C TIOMOIIIbIO COOTBETCTBYIOLIUX ITPOTUBONOIArPUYECKUX MTPENapaToB.

Ilpumenenue y ocobvix epynn nayueHmos

Ilayuenmui 6 6o3pacme cmapuie 65 nem

He Tpebyercst koppekiuu 10361 Iperapara y MmairueHTOB B BO3pacTe crapiie 65 jerT.

Ilayuenmul 6 6o3pacme maaowe 18 nem

Her naHHBIX TI0 NMpuMeHeHHMI0 npenapata Mmapuc® mis neueHms momarpudeckoro apTpuTra y
JeTel U MoAPOCTKOB Miaiie 18 mer.

OnplT mpUMEHEHHs KaHaKMHymMaba y JAeTed Muiajmie 2 JIeT OrpaHuyYeH M0 IOKa3aHUSM
KPUOMIMPUH-aCCOIMUPOBAaHHbBIN niepuoandeckuii cunapom (CAPS), mepuonuueckuii CHHIPOM,
aCCOIIMMPOBAaHHBIA ¢ peuentopamMu K (akropy Hekpoza omyxonun (TRAPS), rumep-l1gD-
CUHAPOM/CUHAPOMOM neduuTa MEBaJIOHAT-KUHA3bI (HIDS/MKD), ceMelnHas
cpenuzeMHomMopckas auxopaaka (FMF) u ctOUA.

Ilayuenmul ¢ Hapywenuem yHKyuu novex

He tpebyercst koppekiuu 10361 IIpernapaTa y HallueHTOB ¢ HApYIIEHUIMU (QYHKITUH MTOYEK (OMBIT

KIIMHUYCCKOI'O NPUMCHCHHA Y TaKHUX MTAIUCHTOB OI‘paHI/I‘IeH).
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Iayuenmel ¢ napywienuem @ynKyuu nevenu
VY nmanueHToB ¢ HapyUIeHUAMU (YHKLIUHU Me4eHd 3()(PEeKTUBHOCTD M O€30MaCHOCTh MPUMEHEHHS
npenapara He U3yJalnch. Tak Kak KaHaKMHyMa0 sBisiercs yenoBedeckuM |gG, mpenmonaraeres,

YTO HapylleHue (QyHKIMU NIEYeHU He BIUSET Ha ero (papMaKOKUHETHUKY.

IIOBOYHOE JEHACTBUE

Ilpu npumeHenun mnpenapata Mmapuc® B Xole KIMHMYECKHX MCCIEJOBAHMIA OTMEYAnoch
MOBBILIICHHE YacTOThl MH(EKIMOHHBIX 3a00JIeBaHUN, MPEUMYIIECTBEHHO WH(MEKINI BepXHHUX
JbIXaTeIbHbIX TyTel. TedeHne MHOEKIMOHHBIX 3a00JIEBaHMI dYalle BCEro OBLIO JICTKOW WIIH
CpPEIHEM CTEMEeHU TSKECTH, OJHAKO OTMEUAIUCh M CIydad TSkKeNIoro TedeHus. OTMedeHbl
W30JIMPOBAHHBIC CIIy4ad DPAa3BUTHUS PEIKUX WIA ONIOPTYHUCTHYECKHX HHGEKInid Ha QoHe
nederns npenaparom Unapuc®, oqHako cBA3b JaHHBIX 32001I€BaHUIT ¢ PENAPATOM HE H3BECTHA.
BnusiHus mpogo/KUTENbHOW Tepanmuu Ha TUI WM YacTOTy Pa3BUTHS HeEXKeJaTelbHbIX
nexapcTBeHHbIX peakuuii (HJIP) He Habmoganocs.

Hns  ouenku dyactorsl HJIP, BBISABICHHBIX B IUIANE00-KOHTPOJIUPYEMBIX KIMHHUYECKUX
uccie0BaHuaX (Mpu mpuMeHeHnu npenapara mis gedenuss CAPS B no3e 150 Mr y manueHToB ¢
Maccoit Tena >40 kr u 2 Mr/kr maccoi tena >15 kr u <40 kr; Tpy NPUMEHECHHUH y MAIIMEHTOB C
TRAPS, HIDS/MKD u FMF B mo3ax 150 Mr uau 2 Mr/kr npu macce tena <40 Kr ¥ pu JCUeHUH
MaIMeHToB B Bo3pacte oT 2 1o 20 et ¢ 6one3npto CTUILIA) U AJIS JICUYSHHS] OCTPHIX MPUCTYIIOB
nojgarpudeckoro aprpura B go3ax oT 10 mr 1o 300 Mr B ucciae0BaHUSIX C aKTUBHBIM KOHTPOJIEM
HCIIOJIb30BaHbl CIIEAYIONIME KpUTEpUu (coriacHo kiaccudukanuu BcemupHOW opraHuzaunuu
3apaBooxpanenusi (BO3)): oyenp uacto (>1/10); wacro (>1/100, <1/10); meuacto (>1/1000,
<1/100); penko (=1/10000, <1/1000); ouens peako (<1/10000), Bkirouast OTIeTbHBIE COOOIICHMS,
yacmoma Heu3gecmHa - HENOCTaTOUYHO JAHHBIX IJIs OLEHKH dYacToThl pa3Butus. HIIP
CTPYIIITUPOBAHBl B COOTBETCTBMH C Kjaccuukaimeil opranoB u cucreMm opranoB MedDRA,
MEepPEUHCIICHbI B IOPSAJIKE YMEHBIIICHHS YaCTOThI BCTPEUYAEMOCTH.

Kpuonupun-accounnposanuslii nepuoanyeckuii cuaapom/CAPS

HUngexyuonnvie u napasumaphnvie 3a6071e6anus: o4eHs uacmo — Ha30(papUHTUT; uacmo -
MH(EKIUM MOYEBBIBOASAMINX IyTel, MH(EKIMH BEPXHUX [bIXaTelbHBIX MyTel, BHpPyCHas
UHQEKITHSL.

Hapywenus co cmoponbvl HepeHoil CUCeMbl: 04eHb Yacmo — TONOBOKPYKEHUE/BEPTUTO .

Obwue paccmpoiicmea u HApywieHusi 6 Mecme 66e0eHUs. OYeHb YaAcmo - PEaKlUs B MecTe
BBEJICHMS TIpenapaTa’.

“CHMITOMBI BEPTHIO B HEKOTOPBIX CIy4asX pacCMaTpHBAIKCh Kak cepbesnbie HIIP, Bce amu3o bl
BEPTUIO pa3peIlaInuch, HECMOTPS Ha MPOJOJDKEHUE TEPAIIUU IIPENapaToM.
* HJIP BBIsBIIEHO C HOMOIIBIO OTIPOCHHUKA JUIS BPAya.
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B xonme miMTenbHBIX OTKPBITHIX HCCIEAOBAHUN € ACKalalMel 103bl OTMEYaoCh MOBBIIICHUE
4acTOThl WH(MEKIMOHHBIX 3a00JIeBaHUN (TaCTPOIHTEPUT, WH(DEKIUU IbIXaTEIBHBIX MyTEH M
WH()EKIIMU BEPXHUX JIBIXaTENbHBIX MyTEH), TOUTHOTHI U TOJOBOKPYKEHHUSI B TPYIINE MalUEHTOB,
NOJTyYaroIuX 1036l mpenapara 600 Mr uiu 8 MI/KT, IO CPAaBHEHHUIO C IPYMIIaMH, MOTYy4aloIIMH
JIpyTHE 03B IIpermapara.

Hzmenenus nabopamopmvix nokasamerneti

Obwuii ananuz Kposu

[Ipu npuMeHeHuu Tpenapara B KIIMHUYECKUX UcchenoBanusax y nmanueHtoB ¢ CAPS ormeuanock
MOBBIIICHUE KOHIIEHTPAIMK TeMOTIIO0NHA U CHIDKEHUE KOJIMYECTBA JICUKOIIUTOB, HEUTPO(DUIIOB U
TpoMOouuTOB. OAHAKO JaHHbIE HM3MEHEHHUS OBbUIM, BEPOSTHO, CBA3aHBl CO CHUKEHHEM
BBIPQXEHHOCTH BOCIHAJIUTENBHOTO Ipoliecca Ha (OHE Tepanmuu MpenapaToM U HE HUMeNd
KIIMHUYECKOW 3HAYUMOCTH.

Depmenmul nevenu

B penkux cnydasx y mamuentoB ¢ CAPS, momydaBmmx JjiedeHuE mpemnapaTroM, HaOIH0Iaioch
MOBBILICHHE aKTUBHOCTHU «II€YEHOYHBIX)» TPAHCAMUHA3.

bunupyoun

B psine cnyuaes Ha pone Tepanuu npenaparom y nauueHToB ¢ CAPS oTMeuanoch 0ecCHMIITOMHOE
HE3HAYUTENIbHOE YBEJIMYECHHE KOHLEHTpauuu OmnupyOMHa B  CHIBOPOTKE KPOBH, HE
COTIPOBOKAAIOIIEECS MOBBIIIEHNEM aKTUBHOCTHU «II€YEHOYHBIX» TPAHCAMHUHA3.

Ipumenenue y nayuenmos 6 sozpacme maaoue 18 nem (nayuenmot ¢ CAPS)

Y nereit B Bo3pacte oT 2 g0 17 ner He HAOMIOAANOCHh KIMHUYECKH 3HAYMMBIX OTIUYHMHA B
6E30MacHOCTH M TIePEeHOCHMOCTH TIpenapaTa Mmapuc®, BKmouas oOLIyI0 YacTOTy M TSDKECTb
uH(peKuid, B CpaBHEHWHU C oOOmeH momyisnued mnanueHTtoB. Hambomee wacto y nereit
HaOI01aMMCh UH(EKIINHA BEPXHUX JBIXaTEIbHBIX MTyTEH.

ITepuognueckuii CHHAPOM, aCCOIMHUPOBAHHBIA C pEIECHTOpaMU K d)aKTODV HCKpO3a OIyXOJHr

(TRAPS)., runep-lgD-cuagpom/cunapomoM nedurnmra mMeBaoHar-kuHassl  (HIDS/MKD),

ceMeliHas cpeau3zeMHoMopckas uxopaaka (FMF)

Hugpexyuonnvie u napazumaphvle 3a00n1e6anus: oOveHb yacmo - WHPEKUUH (B YACTHOCTH,

Ha30(apUHTUT, CUHYCHUT, WH(EKIMOHHBIE 3a00JIeBaHUS BEPXHUX JBIXaTEIbHBIX MyTEH,

TOH3WIJIUT, PUHUT, OPOHXUT, UH(PEKITMOHHBIC 3a00JICBaHUSI MOYEBBIBOAIINX IMyTeH, HHPEKITHNI

yXa, TaCTPOIHTEPHT, (PapUHTHT, THEBMOHHUS, KAaHAUIO3HbIA BYJIbBOBAarMHUT).

Obwue paccmpoiicmeéa u HapyuileHusi 8 mecme 66edeHus: OYeHb YacTO - PEaKIHs B MecTe
1

BBEJICHMS IIperapara .

Jlabopamopnuie u uncmpymenmanbusle Oannble: 9acTo — HeHTPOTIEHNS (>2 CTeNeHN )2; HedacTo -
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TpomGoIMTOneHus (>2 cTeneHn) .

CcbLiku:

1. He 0TMeYeHO clTydaes peKpalIeHys TEPAIUH B CBS3U C PA3BUTHEM PEAKIMii B MECTe BBEICHMS.
2 — npu CpaBHUTENHLHOM aHanu3e y 168 u 79 manmeHTOoB, MONYYaBIIMX TEPANMIO IPenapaToM
napuc® u mnane6o coOTBETCTBEHHO. B 0HOM cllyuae OTMEUYEHO Pa3BUTHE aCCOIMMUPOBAHHOM
Jerkoi HH(PEKIIMHA BEPXHUX JIbIXaTeIbHBIX ITyTEH.

3 - npu cpaBHHMTenbHOM aHamm3e y 169 u 80 MAIMEHTOB, NMONYYABIINX TEPAIHIO MPEHapaToM
Wnapuc® u miane6o coorseTcTBeHHO. CllyuaeB acCOMMPOBAHHOIO KPOBOTEUEHHS HE OTMEUYEHO.
Hnghexyuonnvie u napasumapnvie 3a60.1e6auusl

Wndexkunn BepXHUX JpIxaTenbHbIX myTed (24,9%) cocraBuium Oosiee TMOJOBHHBI BCEX
OTMEUEHHBIX CITy4aeB, 32 KOTOPBIMHU CIEIYIOT HH(PEKIUU yxa, WHOEKIHH HUKHUX OTIIEIOB
JIBIXaTEeNbHBIX MyTeH 1 erounsie nHpekun (4,1% cOOTBETCTBEHHO).

Ilpumenenue y nayuenmos 6 éozpacme maaowe 18 nem

B uccnenoBanusx npuaumanu ydactre 102 mammenTta B Bo3pacte oT 2-x 1o 17 ner. B uenom, He
OTMEUEHO KIMHUYECKH 3HAYMMOr0 OTIHYUS Tpoduiast Oe30MacHOCTH W MEPEHOCUMOCTH
mperapara 1o CpaBHEHHUIO ¢ O0IIeH MomysIuei.

bonesnp Ctiiuia

Hughexyuonnvie u napasumapuvle 3ab6onesanus: odeHb yacmo — WUH(QEKIUH (B YaCTHOCTH,
Ha30(papUHTUT, BUPYCHbIE HH(GEKUUU BEPXHUX MBIXATEIBHBIX IyTeH, MMHEBMOHMS, PUHHUT,
(apuHTUT, TOH3WUIUT, CHHYCUT, UH(PEKIIMA MOYEBBIBOJAIINX MTyTeH, raCTPOIHTEPHUT, BUPYCHAs
uHpeKIus).

Hapywenus co cmopoHul dceny0ouHo-KuueyHo20 mpakma. o4eHs 4acmo — 00JIb B BEpXHEH 4yacTh
KHUBOTA.

Obwue paccmpoticmeéa u HapyuleHus 6 mecme 66e0eHUs. OYeHb 4acmo - PeaKklus B MecTe
BBEJICHUS IIperapara JIETKOW CTeNeHU TSHKeCTU™; yacmo - peakliisi B MECTe BBE/ICHHUS Mpernapara
CpPEIHEH CTETICHH TSHKECTH ™.

* - HE IPUBOAMIIO K MPEKPAILEHUIO UCCIIEI0OBaHUS.

[poduis Gezonacnoctu npenapara Mnapuc® y manuentos ¢ ckOMA B Bo3pacTHOM HOArpyrie
16-20 nmer (N=31) m B rpymnme mnamueHToB miamme 16 yer Ob1 cxoxuMm. [lo maHHBIM
TUTEPaTYPHBIX OTYETOB OKMAAETCS CXOXKHi mpoduis Oe3omacHocTH mpemapara Mmapuc® y
narueHToB ¢ 6osie3npo CTUIIa y B3pOCIbIX U ManeHToB ¢ ctOUA.

H3zmenenus nabopamopmwvix noxazamernetl

Obwuii ananuz Kposu

CHmxenue konudecta jeiikountoB <0,8xHmxHel rpanuisl HopMbl (HI'H) ormewanocs y 10,4%
TMaNMeHToB, MOJyYaBIIUX JedeHue npemapatom Mmapuc®, mo cpashenuio ¢ 4,0% B rpymme
iane0o.

TpaH3UTOPHOE CHIDKEHHE a0COTIOTHOTO KOTHMYeCTBa HelTpodunos <1x10%m ormedanocs y 6,0%
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MalMEeHToB, MOJIyYaBIIUX jedeHue Tpenapatom Wmapuc®, mo cpasmenuio ¢ 2,0% B rpymme
mnane6o. OTMeueH OIMH CiTy4ail CHIKEeHUs aOCOMIOTHOTO KOTMYecTBa HelTpoduaos <0,5x10%/n
Tpu nedenuy npenapatom Mnapuc®.

Jlerkoe TpaH3HTOPHOE CHIDKEHHE KOJIMYECTBA TPOMOOIMTOB B mpenenax oT 75x10%m mo HT'H
oTMedanock y 6,3% MalueHToB, ModydaBmuX mpenapaT Mmapuc®, mo cpaBrenmio ¢ 2,0% B
rpymre mianeoo.

Depmenmul nevenu

TpexkparHoe  TOBBIIEHWE  AKTUBHOCTH  allaHMHamuHOTpaHchepassr  (AJIT)  w/mm
acnaptatamuHoTpancdepassl (ACT) oTHOcuTenbHO BepxHeW rpanunerd Hopmbel (BI'H)
oTMeuanoch y 4,1% malueHToB, MoMydaBIIMX JedeHue npenaparoM Mnapuc®, no cpasHeHuio ¢
2,0% B rpynme tutanebo. [Ipu mocrnenyromeM o0CIeAOBaHUM OTMEYanach HOpPMaTH3aIUs
MOKa3aTeNeH.

Iomarpuyeckuii apTpuT

Hugpexyuonnvie u napazumapuvie 3a001e6aHUs. OYeHb yacmo — WHQEKIUU (B YaCTHOCTH,
Ha30(apUHTUT, CHHYCUT, BUPYCHbIE HH(EKIUU BEPXHUX JBIXATCIbHBIX MyTEH, OPOHXWT,
MH(GEKIMY MOYEBBIBOIAUIMX MyTeH, MH(PEKIUH yXa, MAaHHUKYJIUT, TaCTPOSHTEPUT, TPHIIIL,
(bapuHTHUT, THEBMOHUS).

Hapywenus co cmopoHul Hep6HOU cucmembl: 4acmo — roJI0BOKPYKEHUE/BEPTUTO.

Hapywenusa co cmoponvl ckeiemHo-mulueyHoU U COeOUHUMENbHOU MKAHU: 4acmo — OOlb B
CIIUHE.

Hapywenus co cmoponsl diceny0ouHo-KuuledHo2o mpakma: Hedacmo - ractpodzodareanbHast
pedarokcHas 00Te3Hb.

Obwue paccmpoticmea u Hapyuienus 8 Mecme 88e0eHus. 4acmo - o01as ciaboCTh/OBBIIICHHAS
YTOMJISIEMOCTb.

Hapywenus 6 mecme 66edenus npenapama Hadmonamiucs y 1,2% mnanueHtoB ¢ noJarpu4eckum
apTPUTOM, TIOJTYYaABIINX JledeHue npenaparoM Mmapuc® B KIMHIYECKHX HCCTIEI0BAHHSX.
H3zmenenus nabopamopmwvix noxazamernetl

Obwuii ananuz Kposu

CHuKeHHe KoJmyecTBa JeHKouToB paBHoe nin meHee 0,8xHI'H otmeuanocs y 6,7% nanueHTos,
nony4aBIIMX Jedenue npenaparoM Wnapuc®, mo cpaBuenuio ¢ 1,4% HallMeHTOB, MOJTyYaBIINX
TpuaMiuHOoIoH. CHIKeHHEe abCOMIOTHOTO KOJIMYeCTBa Heiitpodunos Hmke 1x10%1 ormeuanoch
y 2% TalMeHTOB ¢ MOJarpuYecKuM apTPUTOM B CPaBHUTENBHBIX HccleaoBanuax. Habmonanuch
TaxoKe H30IMPOBAHHBIE CIyYal CHIDKEHHS KOJMYEeCTBa Heiirpodmnos Huxke 0,5%10%/1.

B 12,7% cnydaeB Ha (oHE Tepanuu KaHAKMHYMaOOM HaOIJIIOJAIOCHh JIETKOE W Tpexojsiiee

CHUIKEHME KOJIMUecTBa TpoMOOoIUTOB (B mpeaenax ot 75x10%m) no HI'H (y npenapara cpaBHEHHUs
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JTaHHOE CHWKEHHE Ha0o1anock B 7,7% cirydaes).

Mouesas kucnroma

B cpaBHUTENbHBIX HCCIEAOBAHUAX Y MAIMEHTOB C MOJArPUUYECKUM apTPUTOM IOCIE JEeUeHUs
npenaparoM Wmapnc® HaGII0a10Ch MOBBIIIEHHE KOHIIGHTPAIHil Mo4eBOi kKucioThl (0,7 Mr/mi
Ha 12 menene u 0,5 mr/mn Ha 24 menene). Ilpemapar Mmapuc® He yMeHbIMaeT CrocOGHOCTB
MPOTUBOMOJATPUIECKIX  CPEICTB  CHIDKATh  KOHIICHTPAIIMIO MOYEBOM  KHCIOTHl  TpHU
OJTHOBPEMEHHOM NPHMEHEHUU. B IpyroM HCCleNOBaHWUU y MANMEHTOB, HAYABIINX JICYCHUE
MPOTUBOMNOJArPUUYECKUMH  TpernapaTaMH, TMOBBIIICHUS] YPOBHS MOYEBOM KHCJIOTBI HE
HaOmonanock. IloBbllleHHE KOHLIEHTpalMid MOYEBOM KHCIOTHI B XOJ€ KIMHHUYECKHX
WCCJICTIOBAaHHH y TTAIIMEHTOB C HETIOAArPHUECKUM apTPUTOM HE HAOI01aT0Ch.

ACT/AJIT

Ha ¢one tepanmum kanHakmHymMaOoOM BO3MOXKHO pa3BUTHE C€1ab0 W YMEPEHHO BBIPAKEHHOTO
nosbiieHus aktTuBHocTU ACT/AJIT.

Tpuenruyepuowi

Ha ¢done Tepanuu kaHaknHyMaOOM Ha0JIF01aJ710Ch MOBBIICHUE KOHIICHTPAIIUU TPUTIIULIEPHUIOB B
mia3Me KpoBM B cpemHeMm Ha 33,5 mr/min, a B Tpymme NOpUMEHEHHS TPUAMIIMHOJIOHA -
HEe3HayuTelbHOe CHIbKeHue Ha 3,1 mr/1. [ToBbilieHne KOHIEHTPaluU TPUTIUIIEPUIOB Oosiee ueM
B 5 pa3 (no cpaBHenuto ¢ BI'H) ormeuanocs B 2,4% citydaes B rpyIie NpUMEHEHUS KaHaKUHyMaba
u B 0,7% cnyuyaeB B rpyIile IpUMEHEHUs TpuaMIlnHONOHA. KimHYeckast 3HaUMMOCTh JJaHHOTO
HaOJIFOEHYSI HEN3BECTHA.

Peaxyuu eunepuyecmsumenvrocmu

I[Ipu npumenernu npenapata Mnapuc® B KIMHUYECKHUX HCCIETOBAHUIX COOOMAIOCH O ABICHHUX,
PaCIICHEHHBIX BpayaMH KaK pEaKIUy THIEPIyBCTBUTEIHHOCTH. B OONBIIMHCTBE CTy4aeB TaHHBIC
peakuuu ObUIM BBIPAXKEHBI B JIETKOM cTeneHu. [Ipu mpumeHeHUH mpemnapaTta HE HaOII0AaNoCh
pa3BuTHs aHaQUIAKTOMIHBIX WIM aHaUIAKTHUYECKHX peakuuil. OgHaKo Npu NpUMEHEHUH
npemapata  Wmapuc®  Henmp3s  MCKIIOUMTH — PUCK — PAa3sBUTHSA — TSOKEIBIX  peaKiuii
TUIEPYYBCTBUTEILHOCTH, KOTOpPBIE MOTYT OTMEYAThCS TPU HMHBEKIHMOHHOM BBEIACHHUU
penapaToB OEIKOBOTO MPOUCXOXKJEHHUSA. Y MAIMEHTOB, IMOJYyYaBIIMX JIEYEHHE MpernapaToM
Unapuc® no mosoxy CAPS, clOMA u momarpMyeckoro apTpHTa, BBISBISINCH AHTHTENA K
npenapaty B 1,5%, 3% u 2% ciydaeB cOOTBETCTBEHHO. B3ammocBsizu Mexay oOpa3oBaHHEM
AHTHUTEN, KIMHUYECKUM OTBETOM U pazButreM HS He BBIsSBICHO.

llpumenenue y nayuenmos cmapuie 65 nem

He 651510 BBIsIBIIEHO paznuyunii B mpodusie 6€301acHOCTH Npenapara y NalleHTOB JaHHOW TPYIIIBL.
Ecnu ommeyeno yxyouienue KIUHUYECKO20 MeYeHus ar00020 U3 YKA3AHHBIX 6 UHCMPYKYUl

nobouHbIX 3¢hGhexmos, uiu Bol 3amemunu 1todvie opyaue nobounsie IhGexmol, He YKA3aHHblE 8
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UHCMPYKYUU, COOOuume 006 3mom epauy.

ITEPEOO3UPOBKA

O noATBEPKIEHHBIX CIydYasx MEPEeI03UPOBKH MperapaToM He coodmanock. [Ipu nepego3uposke
penaparoM I/InapI/Ic® ciaenyer oOecrieunTh HAOIIOLEHNE 3a MAIMEHTOM C I[EJIBI0 BBIABICHUSI
BO3MOXHBIX HCXKCIIATCIIbHBIX HBHCHHﬁ, a TaK¥XEC HpI/I HGOGXO,Z[I/IMOCTI/I HAa3HAYUTh

COOTBCTCTBYIOIIYHO CUMIITOMATUYCCKYIO TCPAIIHIO.

B3AMMOJENCTBUE C IPYTUMU JIEKAPCTBEHHBIMU CPEJICTBAMM

CrenuanbHBIX —HCCIENOBaHMI 10 B3amMojeiicTBmio npemapara Mmapuc® ¢ apyrumu
JICKapCTBEHHBIMH TIpernapataMud He NpoBoamiock. Ilockombky skcmpeccus H30(epMEHTOB
cucteMbl uToxpoma P450 B medeHn MOXKET OBITh TO/IaBJICHA IUTOKUHAMHE, CTUMYJTUPYIOIIUMA
XpOHUYECKOe BocnaneHue, Takumu kak WMJI-1B, To mpu nmpUMEHEHWH MOIIHBIX MHTHOMTOPOB
IIUTOKWHOB, JKCIpeccusi M30(epMEHTOB cucTeMbl IuToXpoma P450 B meyeHu MOKET ObITH
HOpPMaJIM30BaHa. DTO SBJSIETCS KIIMHUYECKH 3HAYMMBIM ISl IPENapaToB, METa0OINM3UPYIOIIUXCS
C TIOMOIIBI0 M30(EPMEHTOB CHCTEMBI ITUTOXpoMa P450 u mMeromux y3KUW TeparneBTUUCCKUN
WHJCKC, KOrJa J103a mnpemnapara noadbupaercs mHAMBUAyanbHO. [Ipu mpuMmeHeHuu mpemnapara
Unapuc®y nanueHToB, NPUHUMAIOIIMX TaKHe NPENapaThl, UX 103y CIeAyeT HpU HEOOXOMMMOCTH
KOPPEKTHPOBATH (B 3aBUCUMOCTH OT UX KJIMHUYECKOT0 3((heKTa 1 KOHIEHTPALUHU JICHCTBYIOIIETO
BEIIIECTBA B IJIa3ME KPOBH).

B KIMHMYeCKMX HCCIIEOBAHMAX OTMEYEHO Oe3omacHoe NpuMeHeHHe mpemapata Mmapuc® c
IIPOTUBONOJATPUUYECKUMU CPEACTBAMH.

[Ipenapar He peKOMEHIyeTcs NPUMEHSATh OJHOBPEMEHHO ¢ MHTHOMTOpaMH (akTopa HEKpo3a
onyxonmu (®HO) u apyrumu Omokatopamu HWJI-1, mOcKkombKy WX NpUMEHEHHE Ha (OHE
npuMeHeHus npenaparta Unapuc® moBkIIIaeT puck pasBUTHSA THKEIBIX HH(EKIHIA.

JlaHHbIE O BJIMSHUM BaKUMWHALMKM >KUBBIMH BaKIIMHAMHU, & TAaKK€ O BO3MOXXHOW BTOPUYHOM
nepeaaye HHPEKIUHN NalueHTaM, OoIyYaloliM JeUeHHe IpenapaTom, OTCyTCTBYIOT. IIpoBoauTh
BAKI[MHAIMIO KMBEIMH BAaKIMHAMH y TIAIMEHTOB, MOTyYaloNKX JedeHne npernapatom WUmapuc®,
clelyeT TOJBKO B ClIy4ae, KOrja MoJib3a OT BaKIMHALIMY MTPEBBIIIAET BO3MOXKHBIN pucK. Cienyer
IPOBECTH BCE PEKOMEHJOBAHHBIE MECTHBIM KaJeHIapeM INPUBUBOK BaKIMHALWU (BKIIOYAs
MMHEBMOKOKKOBYIO BaKIIMHY U MHAKTUBUPOBAHHYIO BAKIIMHY MPOTUB TPUIIIA) J0 Hayaia Teparuu
npenaparom Unapuc®.

B ciyyae HeoOX0aMMOCTH BaKLUMHAIUIO )KUBBIMU BaKIIMHAMH MPOBOJAT MOCIIE Hayaia Teparuu
npenapatoM (1o KpaiiHel Mepe, yepe3 3 MecsIa mocje nocieJHe NHbEKIUH Mpenapara u 3a 3

Mecsia 0 cienyromei). JlaHHple NpPOBENEHHBIX KIMHUYECKUX HCCIEAOBAHUNM Yy B3POCIBIX
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3710pOBEIX I0GPOBONIBLIEB TTOKA3BIBAIOT, UTO OJHOKPATHOE BBeAeHHE npenaparta Mnapuc® B no3e
300 Mr He BIMSET HAa HAYAll0 BHIPAOOTKH aHTHUTEN U MEPCUCTEHIINIO MOCTBAKIIMHAIHLHOTO OTBETA
Opy BakIMHALMKA TPOTUB TPUINA U MEHHUHTOKOKKOBOM HWHGpEKIHH (TIHMKO3WIMPOBAHHON

OCIIKOBOM BaKIIMHOM ).

OCOBBIE YKA3AHUS

OnwiT npumenenus npenapara Wnapuc® y mamuentos ¢ CAPS 6e3 ycTaHOBJIEHHOH MyTallud B
NLRP3 rene orpanuueH.

Heumponenus

Ha ¢one tepanum wunruburopamu WJI-1, Bkmouas mnpemapar MWmapuc®, neifrponenus
(abCcomoTHOE KOMMYeCTBO Helirpodunos Huske 1,5%10%01) B 0CHOBHOM OTMeuasach y MarueHToB
C ApyruMu 3a00JIeBaHUSIMH, a HE Yy TAlMeHTOB ¢ pazaudyabiMu GeHoturmamu CAPS. Jlo Havama
JIeYEeHUs IpenapaTroM, depe3 1-2 mecsna mocie Hadaiga UM MEPUOJMYECKH BO BpPEMs TEPAIMH
HE0O0XOIMMO MPOBOAMUTH CTAHAAPTHBIM OOIIEKIMHUYECKUN aHAIU3 KPOBU C LIENbIO BBIABICHHS
HeliTponeHuyu. Y MalMeHToB ¢ HeiiTponenueil neuenue npenaparom Mnapuc® cinenyer naunHarh
TOJILKO TIOCJI€ HOpPMalu3alliyd KojudecTBa HeWTpoduiaoB. Ilpu BBIABICHUM CHHXKEHUS
aOCOJIIOTHOTO KOJIMYECTBA HEUTPOUIOB Ha (OHE TEpamuH MPErmapaToM CIeIyeT 00ecleuuTh
Ha/JIKAIIUH KOHTPOJIb COCTOSHHS MAallMeHTa U MPU HEOOXOIUMOCTH PAaCCMOTPETHh BOIPOC O
IIPEKPALEHUH JIEYEHUS] [TPETIAPATOM.

3noxkauecmsenuvie HO800OPA308aHUS

Hmerorcst cooOIIeHNs O CilydasiX pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUM y MAIMEHTOB,
TMONyYaloOIUX Tepanuio mnpenapatom Mmapuc®, oaHako puHCK pasBUTHS 3J10KAUYECTBEHHBIX
HOBOOOpa3zoBaHuii Ha OHE Tepanuu aHTUTEIaMH, CBs3bIBatomuMu MJI-1, HensBecTeH.
Hngpexyuonnvie 3abonesanus

[Ipumenerne npemapata Umapuc® MOXeT CONPOBOXKAATHECSA yBEITMUEHHEM YacTOTHI PA3BHTHUS
Cephe3HBIX MHQEKIHA, TOITOMY CIIEAYeT TIIATEIbHO HAOMIOAATh MAIUEHTA C HENbIO BBISBICHUS
CHUMIITOMOB UH(EKIIMH BO BPEMsI U TIOCTIE TEPANTUH MPETIapaToM.

Jleuenne npenaparom Umapuc® He ciieyeT HAYMHATE HITH TIPOJOJIKATE y HAIMEHTOB C aKTHBHOM
nadeknmeit. Ilpn mpuMmeHeHmu npemapata Mmapuc® oTMedamuch eNMHWYHBIE —CITydaH
OTIOPTYHUCTHUYECKUX MHGEKIHUH (B T.4. acepruiie3, aTUIMYHbIe HH()EKINOHHBIEC 3a00JICBaHUS
MUKOOAKTEpUATHLHOU ITHOJIOTHH, OTIOSICHIBAIOIINY JTUIIaK ). HEeBO3MOXHO UCKITIOYUTH IPHYUHHO-
CJIEICTBEHHYIO CBA3b MEXIY JaHHBIMU SIBIICHUAMH U IPUMEHEHHEM Mperapara.

[Tpu nmpumeHeHUH npenapaTta NpuOIU3UTENbHO Yy 12% ManueHToB ¢ pa3IuyHbIMU (EHOTUITAMU
CAPS Habmoganuce MoJOKUTEIbHBIE Pe3yIbTaThl TYOCpKYJIMHOBOM MpoObI 0e3 Kakux-Indo

NPU3HAKOB TyOepKyne3Ho nHpeKunu (JJaTeHTHOW WM akTUBHOMW). HeT maHHBIX 00 yBeIHueHHH
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pHUCKa peakTUBalMU TyOepKyJIe3HON WH(EKIIUU MPH JICUSHUU MOHOKIIOHATTbHBIMUA aHTUTEIAMHU K
WJI-1 (manpumep, npenapat Mnapuc®). INepen npumenenuem npenapara Unapuc® Heo6xoaumo
MIPOBECTH OO0CJIEJOBaHHE BCEX IALIMEHTOB C LENbI0 BBISBICHUS AKTUBHON WIIM JIAaTEHTHOU
TyOepKyJe3HoW wWHGEKIuu (BKIoYas cOOp aHaMHe3a W MPOBEJACHUE COOTBETCTBYIOIIUX
CKPMHHHTOBBIX TECTOB, Hampumep TyOepkynuHoBoi mpoosl, TectoB IGRA (Interferon-Gamma-
Release-Assay) uiy peHTT€HOIOTHYECKOTO 00CIe0BaH sl OPraHOB IPyIHOM KieTku. Bo Bpems
JeYCHHsI TpenapaToM CJenyeT THIATeIbHO KOHTPOJIUPOBATH COCTOSIHUE MAIMEHTA C LENbIO
BBISIBJICHUS TyOepKyse3Hor uHbekuu. Caeayer nHPOpMUPOBATH MAIMEHTa 0 HEOOXOAMMOCTH
oOpalatecsi K Bpady IpH TMOSBICHUU CIEAYIOIIUX CHUMITOMOB Ha (OHE U MOCIe Teparuu
npenapatoM Mnapuc®: iuTeNsHO COXpaHSAIONMHCS —Kalledb, CHHMKEHME Macchl TeJa,
cyOhebpunpHas Temreparypa. B ciydae koHBepcur TyOSpKYIHMHOBOTO T€CTa M3 HETAaTHBHOTO B
MO3UTUBHBINA, 0COOCHHO y MAIlMEHTOB BHICOKOT'O PUCKA, HEOOXOAMMO MTPOBECTH albTepHATHUBHBIC
CKpUHUHTOBbIe TecThl. [lpu BbIsIBICHUM TyOepKysne3HoW HWH(QEKIHH Je4eHHue IpernapaToM
Unapuc® He cremyer HAUMHATD WM TIPOIOIKATE.

Cunopom akmusayuu makpoghazos y nayuenmos c ooneznuvro Cmuina y e3pocavix u cFOUA
CuHIIpOM aKTHBAIMM MaKpo(aroB - U3BECTHOE KU3HEYTPOXKAIOIIEE COCTOSIHUE, KOTOPOE MOKET
pa3BUBAThCS y MAIIMEHTOB C PEBMATHYECKMMH 3a00JIEBaHUSIMHU, B YACTHOCTH Y MAlUEHTOB C
6one3npto Ctuina, W TpeOOBaTh HMHTEHCHBHOM Tepamuu. Bpady cieayeT BHHUMATEIbHO
OTHOCHUTHCS K CUMIITOMaM MH(EKIIUN WM yXyAIICHUIO TeYCHHs 3a00JIeBaHUsI, U3BECTHBIMU KaK
MyCKOBOW MEXaHM3M [UIs CHHJIpOMa akTUBalUWMK MakpodaroB. JlaHHBIE KIMHUYECKHX
MCCIIEI0BAHUH YKa3bIBAIOT, 4To npenapat Mnapuc®, o Bceil BEpOATHOCTH, HE yBEIMIUBAET PHCK
pa3BUTHUS CHHApPOMA aKTHBALMU MakpodaroB y mauueHToB ¢ clOMA, ogHako, HE MO3BOJSAIOT

caciaTb OKOHYATCIIBHBIX BBIBOJOB.

BUWSAHUE HA CIIOCOBHOCTb YHOPABJATD TPAHCIIOPTHBIMH CPEJACTBAMMU,
MEXAHU3MAMU

[NaruenTaM, y KOTOpHIX Ha (GOHE IpuMeHeHus npenapata Unapuc® BosHuKaeT BepTHTO, CleAyeT
BO3JIEPXKATBCA OT YIPABJICHHWS TPAHCIOPTHBIMHU CPEACTBAMU WJIM MEXaHU3MaMHU [0 IIOJIHOIO

HNCUYC3HOBCHU JAHHOI'O HEXCIIATCIIbHOI'O ABJICHU.

DOPMA BbIIIYCKA

Jlmodunmzar sl MPUTOTOBIIEHUS PAcTBOpA IS TOJIKOXKHOTO BBeaeHus 150 Mr Bo ¢uiakoH
OECIIBETHOTO CTEKJa BMECTUMOCTBHIO 6 MJI, YKYNOPEHHBIH PE3MHOBOM NPOOKON, OOKAaTaHHBIN
ATIOMUHHUEBBIM KOJIMAYKOM C TUIACTUKOBOW Kpeimkod. [lo omHoMy (drakoHy BMecTe C

WHCTPYKLUEH 110 MEAUIIMHCKOMY IIPUMEHEHUIO ITOMEIIAIOT B [IA4KY.
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JlomyckaeTcs 3anevaTbiBaHUE MMAYKH TPO3PAYHBIM CTHKEPOM.

YcCJ10BUSsI XPAHEHUSI

XpanuTth nipu Temmnepatrype oT 2 10 8 °C B 3alIMIIIEHHOM OT CBETa MECTE.

He 3amopaxuBars.

[Ipenapat cneayeT XpaHUTh B HEOCTYITHOM JUIsI IETeH MecTe.

CPOK rogHOCTHU

JInopunuzar — 3 rona.

[Ipenapat He IPUMEHSTH 110 UCTE€YEHUHN CPOKA TOHOCTH.

YCJI0BUS OTIIYCKA

ITo peuenry.

HAMMEHOBAHUE M AJIPEC IOPUJUYECKOIO JIMIA, HA HUMS KOTOPOI'O BBIJAHO
PETMCTPAIIMOHHOE YJIOCTOBEPEHUE

Hoapruc ®apma AT, Jluxtmrpacce 35, 4056 Baszens, IllBetinapus / Novartis Pharma AG,
Lichtstrasse 35, 4056 Basel, Switzerland.

ITPOU3BOIUTEJD

Bce craguu npousBoacrea

Hosaptuc ®apma Ilreitn AI, Illaddxaysepmrpacce, 4332 Illreitn, [Beinapus/ Novartis
Pharma Stein AG, Schaffhauserstrasse, 4332 Stein, Switzerland.

[MOoAYYUTh JOMNOJHUTEJIBHYIO MH®OPMAIIMIO O TPEMNAPATE, A TAKXE HAINPABUTH
MPETEH3UHA U UTHOOPMALIUIO O HEXEJIATEJBHBIX SIBJAEHUAX MOKHO 1O CJIEAYIOIIEMY
AJIPECY B Poccum:

00O «HoBaptuc ®apmar»

125315, r. Mocksa, JlenuHrpaackuii npocrekt, goM 70

ten. (495) 967 12 70

daxc (495) 967 12 68

www.novartis.ru

YKA3SAHMA 110 ITPUMEHEHWIO

OO6paruTe BHUMaHWE, YTO MTOATOTOBKA K MHBEKITUU COCTABIISIET OKOJIO 30 MUHYT.

Ilepen Hayasiom

Haiinute yucroe, ynodHoe MecTo.

BrimoiiTe pyku ¢ MBLIIOM.

[IpoBepbTe maThl Cpoka TOAHOCTH Ha ¢yiakoHax W Immpunax. He ucmons3ylte mpemapar, npu
UCTEKIIIeM CpOKe TOAHOCTH (TOCTEAHMU JEeHb Mecsia yka3aHHOro Ha (uakone). Bcerna

UCTIOJIb3YHTE HOBBIE HEOTKPBITHIC UIJIBI U INMPULBL. M30eraiite kacaHusi UIJI M BEPXHUX YacTen

20/25


http://www.novartis.ru/
http://www.novartis.ru/

NPI#6 approved on 02/07-2021
Including CDS Am 10/09-2018 (slc # n/a)

¢1akoHOB.

[Mokanyiicra, MOAroTOBHTE HEOOXOAUMBIE MaTEPHUAIIBI

BXxoIHT B cOCTaB YIIaKOBKH:

0.

A. Omue ¢nakoH ¢ nuodunmsaTom npenapara Mmapnc®

(XpaHHUTB OXJIAKACHHBIM ITpu TeMneparype ot 2°C o 8°C).

He BX0OAWT B COCTaB YIIAKOBKH

0,

B. Onmun ¢nakoH cTepunbHOW BOABI I HMHBEKIUN

(“Boma”) (HEe OXJIAXKIATh).

C.  Opwun mmpun (o6semom 1,0 mur).

C
D. Opna Gonpmas urna (50 MM) s MPUTOTOBIICHUS
pactBopa («H rna ans pa3BeacHHs)

D
E. Opnna maneHbkas uria Juisl MOJKOXHOW nHBbEKIuu (13
MM) («Urna nis MHBEKITi)

E
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F.  CnuproBsie canderku

G. Yucrtele, Cyxue BaTHbIE TAMIIOHBI.

H. JleiikomiacTeipb

l. OTBeyarommn TpeOOBaHUSIM KOHTEHHEP TUTS
UCIIOJIb30BAHHBIX UTJI, IINPHUIA B (PJIAKOHOB (KOHTEHHEP JIJIS

UT).

[IpuroToBneHne pacTBopa npenapara Unapnc®

VYnanute 3amMTHBIE KPBIIKKA ¢ (iakoHOB A U B, He norparuBasch A0 NMpoOKH (HIaKOHOB.
[TpoTpute npodku prakoHOB ciupTOBOi canderkoii (F).
Ortkpoiite ynakoBky co mmpuiem (C) u urnoit 1uis pazseaenus (6onpioit) (D), 3apuxcupyiite

UTITy Ha LIIpULE.

AKKypaTHO CHHUMHUTE C HUIJIbl 3aIUUTHBIM KOJIMAuoOK M
\ OTJIOKUTE €ro B cTOpOoHY. OTTSHUTE NOPLIEHb LIPULIA
. HazaJ A0 oTMEeTKHU 1,0 M1, 3aMONHSA WIPUIL BO3LYXOM.

Breaute uriny Bo (urakoH ¢ BOAOW IJIsT HHBEKITUN Yepe3

1 IEHTp pe3nHoBo pooku (Puc. 1).
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OCTOpO’KHO HaJABJIMBANWTE HA NOPLIEHD LINPHULIA CBEPXY

BHU3, 4TOOBI BO3YX BOIIIENT BO (PJIAKOH C BOJIOM.

[lepeBepHuTe (PIaKOH C BCTABICHHOW B HETO WIJION H
IITPUIIEM U MIOJHECHTE ero K rinaszam (Puc. 2).
Yo6eauTech B TOM, YTO KOHEIl WIJIBI TOKPBIT BOAOU, U
MEIJICHHO TMepeIBUTraiTe TMOpUIEHb IINpUIla BHU3
HeMHOro Hrke orMmeTku 1,0 M. Eciom BeI 3aMerminu
My3bIPbKU BO3/yXa B IINpUIIE, YIAIUTE UX, COIVIACHO
WHCTPYKIUSAM,  MOJYYEHHBIM  OT  MEIUIMHCKOTO
paboTHHKA.

Voenurecs, uro 1,0 M1 BOOBI IISI MHBEKIINA HaXOIUTCS
B IIMpUIIE, a 3aTeM BBHITAUTE Uriy U3 ¢uakona. (Bo

(hakoHe OCTaHETCs BOJA - ’TO HOPMAJIBHO).

BcraBbTe uriy co mimpuiieM B MEHTP NPoOKkH (iiakoHa,
cozepsxaniero npenapatr Mnapuc®, crapasics He kacaTbes
UTJIBI WK TPOOKH (prrakoHa. MeUIeHHO BBIITYCTHTE BCIO
Boxy (1,0 M) u3 mmpumna Bo ¢aakoH. (Puc. 3)

OCTOpOXHO HW3BJEKHUTE IIMNPHI] ¢ UTIIONH Hu3 (IaKkoHa,

HaACHBTC HA UTITY BaHIHTHBIfI KOJIITaA4O0K.

He noTparmBasch n0 pe3wHOBOM MpPOOKW (lakoHa,
HAKJIOHUTE €ro nmoj yriioM 45° u Bpaiaiite B TeueHue 1
MunyThl. He BcTpsixuBaiite. (Puc. 4a). 3atem nocraBbTe
¢1akoH HAa 5 MUHYT.

3aTeM  OCTOpPOXKHO  ToBpamiaiite  ¢JIakoH  BO
(bpoHTaNBHON IIOCKOCTH JIECATh pa3, HE JOTPAruBasch
1o pe3uHoBoi poOku (Puc. 4b).

CHoBa ocraBbTe ()JIaKOH NMPUMEpPHO Ha 15 MUHYT mpu
KOMHATHOW TeMmIeparype Ui MOJIyYeHUs MPO3PayHOro
pactBopa. He BcTpsaxuBaiite. He ucnomns3yiite pactBop,
€CITM B HEM MPUCYTCTBYIOT HEPACTBOPEHHBIEC YACTHUIIBI.

VYbenurech, UYTO BeCh pPAcCTBOP HAXOAMUTCS BHU3Y
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¢nakona. Ecnu kammm pactBopa ocTaiuch Ha MpOOKe,
Cllerka IOCTy4UTEe IO CTEHKe (uiakoHa, YTOObI HX
yaanutb. PacTBop [omkeH OBITh NPO3payHbIM U
IPAKTUYECKH CBOOOIHBIM OT BUAUMBIX YACTHIL.

Ecnu Bbl He ncnons3yere NpUroTOBICHHBIM pacTBOp B
TeyeHue 1 dyaca, pacTBOp HEOOXOAWMO IOMECTUTH B
xoJoArIIbHHK (0T 2 710 8°C) M UCTOIB30BaTh B MpeeIax

24 gacos.

IloaroroBka x HHBEKIIUU

5
!
wI
Ga
/
’,
6b

[IpoTpute pe3nHOBYIO TPOOKY (hjlakOHA C MPUTOTOBJICHHBIM
pacTBopoM mpemapata Mmapuc® HOBOH  CIIMPTOBOI
cayeTKox.

CHUMHTE 3allUTHBIM KOJMAYOK C Wbl (Wrima s
IPUTOTOBJICHUS] PAcTBOpa), OTTSHUTE MOPUICHb MINPHUIA JI0
otmeTku 1,0 mi1, HabpaB TeM caMbIM B HETO BO31yX. BcTaBpTe
UTJTy B LIEHTP PE3MHOBOW MPOOKHU (h1akoHa C IpernapaTom
Unapuc® u BIMycTUTE B HETO BECh BO3AYX M3 IIMIpHUIA (HE
BBITTYCKaWTE BO3IyX HEMOCPEACTBEHHO B pacTBop). (Puc. 5).

He mnepeBopaumBaiite Quakon co mmpuiem (Puc. 6a).
BBeaute uriny 10 KoHIA BO (IAKOH, MTOKa OHA HE JOCTUTHET
JIHa cocya.

Hakionure ¢nakoH, 4YToOBl OBLIO BO3MOXKHO HaOpaTh
HeoOXxomuMoe — KojmuecTBO — pactBopa  (Puc.  6Db).
[MPUMEYAHMUE: tpeOyemoe KOIMYECTBO COOTBETCTBYET

Ha3HaueHHoW Bam Bamum nedanum Bpadom no3e (ot 0,2 mi

1o 1,0 m).

MenneHHo OTTATHBAs MOPLICHb 10 HEOOXO0IUMOW METKHU (OT
0,2 mn mo 1,0 mum), Habepute TpeOyemMoe KOIHYECTBO
TIPUTOTOBJIEHHOTO pacTBopa mpemapata Mmapuc®. Ecmu B
LINPUIE MOSABWINCH MY3bIPBKH BO3yXa, YIAJIUTE My3bIPbKU
TaKk, Kak Bac MHCTPYKTHpPOBaJ Ball Jieyalluii Bpau.
Yb6enurech, 4TO B IIMPHUIIE HAXOTUTCS HEOOXOAUMOE IS

HHBCKIUH KOJIMYECTBO pacTBOpaA.
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VYnanure mmpuil U Uity u3 QuakoHa (HEWCIOIb30BaHHBIN
pacTop npenapata Unapuc® MoxeT ocTaThes Bo (akoHe).
HanenbTe 3alUTHBIM KOJMA4OK HA WINIy, C TOMOIIbIO
KOTOpOM Habupanu mpemnapaTr, U CHUMHTE €€ CO UIpHUIa.
[TomecTHTE UCTIONB30BAHHYIO UTITY B KOHTEWHep ayist uri (1).
OtkpoiiTe ymakoBKy ¢ UHBEKIMOHHONH wurioii (E) wu

3adukcupyiTe ee Ha mrpuiie. OTIOKUTE HIIPUIL B CTOPOHY.

[IpoBenenune nHbEKIUHU

Bribepure MecTo 1S MHBEKIMH: BEPXHsS YacTh IUIeYa,
BEpXHAA 4YacTh Oezpa, MepelHsis MOBEPXHOCTh XKMBOTA WIIU
srogquna. He nemalite WHBEKIUIO B TO MECTO, T/AC
HAOIOIAI0TCSl TIOKPAaCHEHHE, ChIllb, TeMaToMa, HapyIIeHUE
LEJIOCTHOCTU KOXXHBIX IOKPOBOB WJIM TMOBEPXHOCTh KOXKHU
HepoBHasi. M30eraiite WHBEKIMA B PYOIOBYIO TKaHb,
MOCKOJIBKY 3TO MOXET MPHUBOAUTH K HEAOCTATOYHOMY
BO3/ICUCTBUIO  (IKCIO3MIMKM) KaHakuHymaba. M3Oeraiite
nonagaHusi B KPOBEHOCHBIN COCy.

[IpoTrpuTe mnpenmosiaraéMoe MECTO HMHBEKIMM  HOBOM
CIIUPTOBOM CaIPETKON W TMOJOXKIWUTE, YTOOBI MOBEPXHOCTH
KOXHM crajga cyxod. CHUMUTE 3alIUTHBIM KOJIA4OK C
UHBEKIIMOHHON UTIHL.

Bo3pmuTe KOXYy HaJl MECTOM HHBEKIMH B HEOOJBIIYIO
ckiaaky. Bozpmure mmpui; mox yriom 90 rpamycoB u
AKKypaTHBIM, IIJIABHBIM JBM)KCHUEM BBEIUTE UTITY MOJHOCTHIO

B KoXy (Puc. 7).

He BhIHMMaliTE UIITy 10 TEX MOP, TOKA MOJHOCTHIO HE BBE/ICTE
npenapar. OTHYCTHTE KOXHYIO CKJIAIKy M W3BJICKHTE HIIY.
(Puc. 8). VYOepute wuriny ¥ wWOpull B KOHTEHHEp M
VICTIOJIb30BaHHBIX WIJI, NPU O3TOM HE CIIeIyeT HaJeBaTh

SaH_II/ITHI)II\/'I KOJITTAYOK Ha UTJIY WK OTACIIATH MIJTy OT LIIIpHIia.
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