KAHAKMHYMAB
MpounssoguTenu

HOBAPTWC ®APMA LUTEVH Al
dopma Bbinycka, COCTaB 1 yrnakoBka

Jluogbunuzam Ons npusomosrieHuUsi pacmeopa 071 /K 6e0eHUs B BUAe nopoLuka
©enoro uBeTa; NPUINOXeHHbIN PacTBOPUTENDb - Npo3payvHasa 6ecuBeTHas XXUOKOCTb.

1 .

KaHaKWUHyMa0 150 mr

[PRING] L-ructngux - 2.801 mr, L-ructuamHa rugpoxnopuga moHormapart - 1.673 wmr,
nonncopbart 80 - 0.6 mr, caxapo3sa - 92.35 mr, xnopuctoBogopoaHas kucnota 1M - oo
pH 6.5.

Pacmeopumenbs: Boga g/v - 5 mn.

®nakoHbl 6ecLBETHOro cTekna BMECTUMOCTLIO 6 Mn (1) B KOMMEKTe C pacTBoOpUTENem
(cpn. 1 wT.) - nogAoHbLI NnacTukosble (1) ¢ ycTponcTsom A/v B nogaoHe niacTUKOBOM -
Nayky KapTOHHbIE.

Jluogbunuzam Ons npueomosrieHuUss pacmeopa 0r1s r/k 6e0eHUs B BUae nopoLuka
oenoro uBeTa.

1 .

KaHaKWUHyMaO 150 mr

[PRING] L-ructnguH - 2.801 mr, L-ructuamHa rugpoxnopuga moHormapart - 1.673 wmr,
nonucopbart 80 - 0.6 mr, caxaposa - 92.35 mr, xnopuctoBogopogHas kucnota 1M - go
pH 6.5.

®dnakoHbl 6eCLBETHOrO CTEKIa BMECTMMOCTLIO 6 M1 (1) - NaYkn KApPTOHHbIE.
dapmakosiornyeckoe gencreme

MMmmyHoLenpeccaHT, MOHOKIOHArbHbIE aHTUTENA K UHTEPNENKNHY-1[3.

KaHaknHymab - nonHOCTLI0 YenoBeyeckoe MOHOKMOHanbHoe aHTuTteno IgG1/kanna
nsotuna k uHtepnenkundy-1B (U-1p). KanakmHymab ¢ Bbicoknm adodmHUTETOM
cBs3biBaeTcA ¢ Yenosedeckum UJ1-13, HenTpanuays, Takum obpasom, ero
6uonorueckoe gencreme, bnokmpya ssanmogenctame UI-1B ¢ ero peuentopamu, UJ1-
1B3-MHAYUMPOBAHHYIO aKTUBALMIO FEHOB M NPOAYKUUIO MeANaToOpOB BOCNANEHUSs, TaknX
kak UI-6 n LLOI-2.

Mpn neyYyeHnn NaumMeHTOB C CUCTEMHBIM FOBEHHITbHBIM MANONATUYECKHM apTPUTOM
(ctOMNA) oTmevanoch 6bLICTPOE B NPOAOITDKUTENBHOE YNyUYLIEHNE CYCTaBHbIX U



CUCTEMHBbIX NPOSIBNEHMI 3a00NeBaHUA: 3HaYNTENBHOE YMEHbLLEHNE Yncna
BOCMNAaseHHbIX CyCTaBOB, ObICTPOE UCYE3HOBEHWE NIUXOPAAKM U CHWXKEHNE PeaKTaHTOB
ocTpou ¢asbl y 6onblwMHCTBA NaumeHToB. Y 33% naumeHToB Ha 29 neHb Tepanuu
oTMeyvanoch yny4weHue TedeHums 3abonesases Ha 100% do neguaTpuveckmm
Kputepusam AMepUKaHCKOWN KONerMm peBmaTosioros B CpaBHEHUN C OTCYTCTBUEM
adpdekTa B rpynne nrauebo. NpumeHeHne kaHakn nym aba no3BosisieT CyLecTBEHHO
CHU3UTb NN OTMEHUTb NPUMEHEHME TMIOKOKOPTHKOCTEpouaon npu Tepanuu ctOUA.
KaHaknHymab nossondeTt yanmHUTbL BPEMEHHOM MPOMEXYTOK 4O 060CTpeHum
3aboneBaHus, ynyylwnTb KA4eCTBO XU3HN NALNEHTOB U BbINOSTHEHNE NMU eXeOHEBHbIX
3agau.

Y naumeHToB C Nogarpnyeckum apTpUTOM M PasfMyHbIMU hEeHOTUNAMN KPUOMUPUH-
accouMmMpoBaHHOMO NepuoamMyeckoro cuHapoma (cryopyrin-associated periodic
syndrome, CAPS), Bkrtoyas cemMerHbIi X0N1040BOW ayTOBOCHANUTENbMbIN
cuHgpom/ceMenHyto xonoaoByto kpanmeHuuy (Familial Cold Autoinflammatory
Syndrome/Familial Cold Urticaria, FCAS/FCU), CnHgpom Makn-Yanbca (Muckle-Wells
Syndrome, MWS) n MynbTUCMCTEMHOE MIlaieHYecKoe BocnanutensHoe
3aboneBaHNEe/XPOHNYECKNIA MaLEeHYECKNIA HEBPOSTOrMYECKNIA KOXXHO-apTUKYNSIPHbIN
cuHgpom (Neonatal onset multisystemic inflammatory disease/Chronic infantile
neurological cutaneous and articular, NOMID/CINCA), kaHaknHymab cHmxaeT
BbIP@XEHHOCTb MECTHbIX U CUCTEMHbIX BOCNaNUTESbHbIX peakuni, BbI3BaHHbIX
n36biTouHON npoaykumen UI-1B. Mpu npumeHeHun npenapata y 60MbHbIX C OCTPbIM
NPUCTYNOM MOAarpuyecKoro apTpuTa CHXaeTCs KOHLeHTpaums nabopaTtopHbIX
mMapkepoB BocnaneHus (C-peaktmBHbin 6enok (CPB), ceiBOpoTOYHOro amunonga A
(CAA)), B Te4eHne KOPOTKOro BpEMEHM YXOAAT NPU3HAKN BOCNAaneHnsi MOpaXeHHOoro
cyctaBa (60nb, OTEK, MOKPACHEHME).

Ha ¢oHe npumeHeHna Mnapuca 150 Mr n/k y naunmeHToB ¢ YacTbiMyM 060CTpEHMSIMI
npucTynos nogarpbl (Kak MUHUMYM, 3 NpUCTyna B TedeHue roga) 66110 oTMeyYeHo
CTaTUCTUYECKM 3HAYMMOE CHUXKEHNE NHTEHCUBHOCTM 60K (MO BU3yaribHOW aHanorosou
LLKare) No CpaBHEHUIO C FPYNMNon KOHTpons. Ha doHe npumeHeHus npenapaTa
Nnapnc® cHMxeHne MHTEHCUBHOCTM Gonu HabngaeTca HaunHas ¢ 24 4 nocrne
BBeLEHNSA npenapaToB U B TedeHne 7 aHen nocne seeaeHuns. [Npn npuMmeHeHum
npenaparta Nnapuc 6bino NpoagEMOHCTPUPOBAHO CTATUCTUYECKN 3HAYMMOE CHUXKEHNE
pucka BO3HMKHOBEHMWSI HOBOrO NpuUCTyna nogarpbl Ha 62% B TevyeHne 12 Hegenb
Tepanuu n Ha 56% B TeyeHune 24 Heaernb Tepanum NO CPaBHEHMIO C rPYMNON KOHTPOIS.

OddekTnBHOCTL Minapuca npu nogarapnyeckom aptpuTte bbina conoctaBuma y
nauMeHToB B Bo3pacTe =65 n <65 net. [Npn npuMmeHeHnn kaHakmHymaba y 60nbHbIX C
pasnu4yHbiMn beHoTunamm CAPS oTMevaeTcs yMeHbLUEHNE yxXe B TeYEeHUE NepBbIX
CYTOK CcrneayoLmx nposiBrieHnn 3abonesBaHns: NnMxopaaky, NOBbILLEHHON
YTOMIIIEMOCTU, KOXXHOWN ChINK, apTpanrum, Muanrnm, ronosHon 6onn/murpenn,
KOHBIOHKTUBUTA, CriabocTu, a TakkKe CHUXEHUE (B TeYeHNe HECKONbKUX OHEWN)
nNpoayKUUN MapKepoB BocnaneHus, Bkntovasn kak CPB n CAA, n npmBoauT K
HOpManu3aumm Ynucna nevkoumToB U TPOMBOUUTOB (B Criyvae MX MOBbILLEHUS).



Mpy ANUTENBHOM NPUMEHEHUN KaHaknHyMaba (B TeyeHne 48 Hegenb) y NauMeHToB C
CAPS nonHbIn OTBET Ha Tepanuio, onpegensieMbll Kak codeTaHne yMeHbLUeHUs (40
MUHMMaISTbHOW CTENEHU UIK MOMHOIo NCYE3HOBEHMUS) CUMNTOMOB
ayToBoOCnanuTesnbHOro 3aboneBaHnsi U NOPaKEHNn KOXK (CbiNb MO TUNY KPanuBHULbI), U
cHmxeHus nokasaTtenen CPB n CAA <10 mr/n, Habnogancsa B 97% crny4aeB B TeyeHue
7 OHewn nocne Hadana Tepanuu. [Npu NpUMMeHeHnn KaHakuHymaba y B60nbHbIX He
OTMeYarnocb pa3BuTusS peunameoB 3abonesaHus (B rpynne 00MbHbIX, He NOMyYaBLUNX
neveHune npenapaTtoMm, peunamebl Habnganucs B 81% cny4daes).

(DapMaKOKMHeTVIKa

Abcopbuyusi

Y B3pOCsbIX NAaUMEHTOB C pasnuyHbiMn dpeHoTunamm CAPS nocne ogHOKpaTHOro
nogkoxHoro BeegeHunsa 150 mr npenapata TCmax KaHakKMHymaba coctaBnsieT OKomno 7-
Mu aHen. CpegHUn KOHEYHBIN Nepuos nosyBbiBeAeHUst cocTaBnseT 26 aHen. Npu
NOAKOXHOM BBEEHUM KaHakMHymaba abcontoTHas BuogocTynHOCTL - 66%
(MoNynAUMOHHBIN (hapMakoKMHeTHMYeckun aHanms y naumeHtoBs ¢ CAPS |, Bknto4vasi
aeTen B Bo3pacTe oT 2 neT). NapameTpbl ba pma KO KMHETUKM (NnoLagb nog Kpuson
«KOHUeHTpaums - speMs» ( AUC ) n Cmax NOBbILIAKTCA NPONOpUMOHanbHO 403e B
AnanasoHe o3 ot 0,30 no 10,0 mMr/kr npy BHYTPUBEHHOW UHAY3MUM NN NPU MOAKOXHOM
BBegeHum (B gose ot 150 go 600 wmr).

PacnipedeneHue

KaHaknHymab cBAsbiBaeTca ¢ cbiBOpOTOYHbIM UIT-13. O6bem pacnpenenenms (Vss)
M3MeHseTcs B 3aBMCMMOCTU OT Macchl Tena. V naymeHtoB ¢ CAPS Vss coctaBnserT 6,2
n npun macce tena 70 kr, y nauneHtoB ¢ ctOUA - 3,2 n npu macce Tena 33 krmny
naumMeHTOB C nogarpuyecknm apTputom - 7,9 n npm macce Tena 93 kr. [pn NOAKOXKHOM
BBeZleHUUN npenapaTa B TedeHue 6 mecsues B nose 150 mr kaxable 8 Hepenb, B J03e 4
Mr/kr kaxxable 4 Hegenu, 150 Mr kaxable 12 Hegenb KOAMMUUMEHT KyMynaumnm
KaHaknHymaba coctasnset 1,3 1,6 n 1,1, COOTBETCTBEHHO.

BbieedeHue

KnupeHc (Cl) nameHsietTca B 3aBUCMMOCTM OT Macchbl Tena. [nga nauneHTtoB ¢ CAPS
3TOT nokasaTenb coctaenseT 0,17 n/cyT npu macce Ttena 70 kr, y naymeHTta ¢ ctONA
0,11 n/cyT npu macce Tena 33 kr, y naumeHTa ¢ nogarpuieckum aptputom 0,23 n/cyt
npu macce Ttena 93 kr. [locne yyeTa BECOBbIX pa3fnnynin CyLLLeCTBEHHOW pasHuL bl B
hapMaKkoKMHETUYECKNX CBOMCTBAX KaHaknHymMmaba y naumMeHToB C nogarpu4eckmm
apTpuTom, pasnuyHbiMmn dpeHoTunamm CAPS k ctOMA He 6bIno BbISBNEHO.

Mpwn NOBTOPHOM NpMMEHeHUN NpenapaTta He HabnogaeTcsa yeenuyexus Cl nnu
N3MEHEHWI Kaknx-nmbo Apyrmx, 3aBUCUMbIX OT BPEMEHU (hapMaKOKMHETUYECKNX
napameTpoB kaHakMHymMaba. [Npu Ha3HavyeHUM NpenapaTa ¢ y4eTOM Macchl Teria non u
BO3pacCT NauMeHTOB He OKa3blBalOT BNUSIHMS Ha hbap MaKOKMHETMKY Npenapara.

®apmakoKuHemuka 8 0CObbIX KIUHUYECKUX CIyqasx



lNayueHmesl 8 so3pacme < 18 nem

Y nmauMeHToB B BO3pacTe OT 4 feT K cTapule nocrie NnogKoXHOro 0gHOKpaTHOro
BBegeHus npenapata B gose 150 Mr unun 2 mr/kr Bpemsa JOCTUXKEHUS

Cmax kKaHakmHymaba coctaBnsieT 2-7 gHen. KoHeYHbI nepmno nonyBbiBeAeHUS
KaHaknHymaba y faHHOM kaTeropum 605bHbIX CXO4EH C TaKoBbIM Y B3POCIIbIX U
cocTaBnsieT oT 22,9 oo 25,7 aHen.

PeaynbTaTtbl NONyNALMOHHOIO aHanu3a oapMakoKMHETUKM KaHakMHymaba y neTten B
BO3pacTe OT 2 40 4 NneT CXOAHbI C TaKOBbIMK Y NAUWEHTOB 4 NneT 1 cTapLue.
dapmakoknHeTu4eckme xapakrepuctmkum y nauneHto ¢ CAPS n ctOUA cxoxu. MNpwu
NOAKOXHOM BBEEHUM KakaknHymaba B fo3e 4Mr/Kr kaxgble 4 Heaenu y naumMeHToB C
ctOUA 3HaveHna AUC n Cmax 6bInn aHanornyHbl B Bo3pactHowm rpynne ot 2 go 20 ner.

lNayueHmesl 8 so3pacme > 65 nem

He 6b1110 BbISIBNEHO pa3HuLbl B hapMaKOKMHETUYECKNX NapaMeTpax, OCHOBAHHbIX Ha
Cl n Vss , y nayneHTOB CTapLuen BO3pacTHOM rpynnbl U NaLuneHTOB B BO3pacTe MeHee
65 ner.

lNMokazaHusa

OcTpbIi nogarpuyecknin apTpuT:

e JleYeHMe YacTblX OCTPbIX NPUCTYNOB NOAArpu4eCcKoro apTpuTa u
npegynpexaeHne passBuTna HOBbIX NPUCTYNOB NPy HEAMEKTUBHOCTN,
HENepeHoOCUMOCTM U NPU HaNU4YUM NPOTUBONOKa3aHuM K npumeHeHuo HIMNBC
n/vMnn KoNxuumHa n Npu HEBO3MOXXHOCTM NPOBEAEHUS Tepanum NOBTOPHbLIMMN
Kypcamu KC;

KpuonupuH-accounmpoBaHHbii nepuoguyeckuin cuHgpom (CAPS) y B3pocnbix 1 aeTten
B BO3pacTe 2 feT 1 cTaplue, BKYas:

e CEeMeWHbIN XonoaoBon aytoBocnanuTenbHbi cungpom (FCAS)/ cemenHas
xonoposasi kpanmeHuua (FCU);

e cuHgpom Makn-Yanoca (MWS);

e MITAQEH4YEeCcKoe MyNbTUCUCTEMHOE BOCNanutenbHoe 3abonesaHune
(NOMID)/xpoHun4ecknin MrageH4YeCcknin HEBPOSIOrMYECKNIA KOXXHO-apTUKYNSPHbI
cuHgpom (CINCA).

AKTMBHasA hasa CMCTEMHOrO HOBEHUNBHOMO nanonatmnyeckoro aptputa (CckOUNA) y neten
B BO3pacTe =2 feT u ctapLue.

Pexxum gosmpoBaHus

Mpenapat (nnModmnunsat) pacteopAoT B 1 M BOAbI ANS MHbEKUUA. MHbekumnn
NPOBOAAT NOAKOXHO B T€ Y4aCTKM Tena, rae eCctb NOLKOXHO-XKMPOBasi KneTyaTka: B
XWBOT, NEPEaHIO NOBEPXHOCTb 6aep, 3aaHEO0KOBYIO NOBEPXHOCTb MIeu.



lNodaepuyeckut apmpum

PekomeHgoBaHHaga gosa npenaparta gnga B3pocrnbix coctasnseT 150 mr, npenapat
BBOOAT BO BpPeEMS NpUCTyna nogarpnu4eckoro apTputa ogHOMOMEHTHO n/K. [ns
OOCTUXEHUS1 MakcManbHoOW 3ddeKTMBHOCTM NpenapaTt HeobxoaAnMo BBOAUTL Kak
MOXHO paHbLLIe Mocrie Hayana npucTyna nogarpuyeckoro aptpurta. lNauneHTtam,
KOTOpble He OTBETUNM Ha NepBYI0 UHBbEKLMIO NpenapaTta Mnapuc®, noBTopHO BBOAUTL
npenapart He cneayerT. [1oBToOpHOe BBeaeHWe Mnaprnca BO3MOXHO, Kak MUHUMYM, Yepes
12 Hepenb nocne npegblaywen MHbeKUUN.

Tepanvm npenapatomM MOXeT ObITb MHUUMMpOBaAHa N NpoBOONTCA TOJIbKO Bpa4oM,
MMerLWnM onblT ANarHOCTUKMN U ne4vyeHna naumneHToB C nogarpu4eCknMm apTpuTomMm.

KpuonupuH-accoyuupogaHHbIl nepuodudeckull CUHOPOM

PekomeHOoBaHHbIE CTapTtoBble O03bl npenapaTta I/Inapmc® Ona nauneHToB C
KpnonmpumH-accounmmpoBaHHbIM nepnogn4eCcknmMm CUMHOPOMOM:

B3p00ﬂbIM N aetsam = 4 net B 3aBUCUMOCTU OT MacChl Tefla Ha3HavatoT:

e nauuneHTam c maccomn Tena 240 kr - 150 wmr;
e nauueHTam ¢ maccomn Tena 215 kr n <40kr - 2 Mr/kr;
e MauueHTam c maccoun Tena 7,5 kr u <15kr - 4 mr/kr.

[eTtsam B Bo3pacTte oT 2 neT u < 4 neT ¢ Maccon Tena 27,5 Kr HasHa4varT 4 Mr/kr.
MpenapaTt BBOAAT N/K 1 MHBbEKUNA C MHTEpBanom 8 Heaernb.

Ecnn y nauneHnToB npu ctaptoBor o3 150 mr nnun 2 mr/kr He Nonyyex
YyOOBNETBOPUTENbHbIN KIMHUYECKUI OTBET, 8 UMEHHO NPOLECC paspeLleHns Cbinu 1
ApYrMx CMMNTOMOB BOCManeHusi He HabngaeTcsa B TedeHne 7 gHen nocrne nepesou
MHbEKUMM NpenapaTa Minapmc®, BO3MOXHO NpoBeAeHMe BTOPOW UHBEKLMM NpenapaTa B
no3se 150 mr (npy macce tena >40 kr) n 2 mr/kr (npyn macce tena 215 kr n <40 «r). Mpwn
OOCTUXXEHUUN B NOCreayoLeM NOfHOro KNMHMYECKOro oTBeTa AaHHbIM BOMbHbIM
pekomeHayeTcsa noaaepxkuearollas Tepanvsa npenapatomM Minapuc® B nose 300 mr - 1
MHBEKUMSA ¢ nHTepeanom 8 Hegenb (Npu macce tena >40 kr) u 4 mr/kr (npu macce Tena
215 kr n <40 «kr) - 1 HbEKUNA C MHTepBanom 8 Heaenb.

Ecnn ynoBneTBopuUTENbHLIN KNMHUYECKNIA 3hdEKT HE HabnaaeTcsa B TeYeHne 7 gHen
nocre nNoBbILLEeHUs J03bl, BO3MOXHO NpOBeAEHNE TPeTbeNn NHBbEKUMN Npenaparta
Nnapnc® B no3e 300 Mr 1 HbeKUUS ¢ MHTepBanom 8 Heaenb (Npu macce Tena > 40 Kr)
unu 4 mr/kr (npy macce tena 215 kr n <40 kr). Npu 4OCTMXEHUN B NOCNEAyOLLEM
MOSTHOMO KNMHNYECKOro oTBETa AaHHbIM BOMNbHLIM peKoMeHAYyeTCA NnoaaepKuBatoLLas
Tepanusa npenapaTtom Mnapuc® B nose 600 Mr 1 MHbeKUUs C UHTepBanom 8 Heaenb
(npu macce Tena> 40 kr) unu 8 mr/kr (npn macce tena > 15 kr n <40 kr) 1 UHbEKUNs ¢
WHTepBarnom 8 Hefenb.

Ecnn y nauneHToB Npun cTapToBOM A03€e 4 MI/Kr yaoBNEeTBOPUTENbHbLIA KIMHNUYECKUN
adpdekT He HabngaeTcsa B Te4eHme 7 gHen nocne nepBon MHBHEKLUK, BO3MOXHO



npoBedeHne BTOPOMN MHbeKUMK npenapaTta Mnapuc® B gose 4 mr/kr. MNpu 4OCTUXEHUN B
nocrneayoLem NoSIHOrO KINMHNUYECKOro oTBeTa AaHHbIM 60MNbHbIM pekoMeHAYyeTCA
nogaepXxusarLlas Tepanus npenapatom B Jo3e 8 Mr/kr 1 Hbekuna ¢ nHtepsanom 8
Hedenb.

KnnHuyeckun onbIt npuMeHeHn4d npenaparta ¢ UHTepBariom MeHee 4 Hepenb
OorpaHun4yeH.

MoBbiWweHne 0o3bl Npenapata napuc® Tpeboeanock Hanbornee 4YacTo ANs NauMeHToB
¢ NOMID/CINCA no cpaBHeHuto ¢ FCAS nnn MWS.

Tepanm;l npenapatomM MOXeT ObITb MHUUMmMpoBaHa N NpoBOoaANTCA TOJIbKO BpayoMm,
MMEKLLMM ONbIT AMArHOCTUKN U NneveHuns nauneHToB ¢ CAPS.

Mpn cltONA pekomeHOOBaHHas Ao3a y naumMeHToB ¢ Maccown Tena 7.5 kr coctaBnsieT 4
Mmr/kr (c yBenudeHune go 300 mr) kaxable 4 Hegenu B BUAE NOAKOXHON UHBEKLNMN.

Mocrne oby4YeHns TEXHUKE N/K UHBEKUUIA, NAUMEHTbl NN N1ua, 3a HAMK yXaxunsatoLme
MOryT CaMOCTOSITENbHO BBOAMTL NpenapaT noA Haanexalium KoHTponeM (ecnv Bpay
couTeT 3TO HeobxoauMbIM). MauneHTbl UK NUUa, yXaxnsatoLlme 3a HUMU, OOSKHbI
ObITb MPOVHCTPYKTMPOBAHbI MO TEXHMKE NPUrOTOBIEHMS pacTBopa, Wnpuuam 1 urnam,
NPUroAHbIM AN NPOBEAEHUS MHBEKLIUN.

MauneHTam NOXuUoro Bo3pacta = 65 neT He TpebyeTcs KoppekuMM A03bl NpenapaTa.

Y peten n nogpocTKoB B Bo3pacTe <18 neT He nmeeTcsa AaHHbIX MO NPUMEHEHUIO
npenapaTta Nnapuc® ana nedyeHus nodaspuyecko2o apmpuma.

MockonbKy ONbIT NPUMEHEHUsI KaHaknHymaba ans s1eyeHust KpUonupUH-
accoyuuposaHHO20 rnepuoduyeckozo cuHopoma y AeTen Mnaglwe 2 neT orpaHuYeH,
npenapaT He pekoMeHayeTcs NPUHUMaTb Yy AaHHOW KaTeropum naumMeHToB.

MauneHTam ¢ HapyLueHUsiMU pyHKLMM NOYEK KoppeKums Ao3bl He TpebyeTtcs. Cnegyet
NUMeTb B BUAY, YTO OMbIT KITIMHUYECKOTO NPUMEHEHWS Y aHHOW KaTeropmum naumMeHToB
OrpaHuYeH.

Y naumeHToB C HapyLeHNAMN YHKUNK neveHn 3 eKkTMBHOCTL M 6e30MacHOCTb
npuMeHeHus npenapara He uaydanuck. T.k. Mnapuc® - yenoseyeckuii IgG,
npegnonaraeTcs, YTO Ne4eHOYHas HeAOCTaTOMHOCTb He BNUSET Ha hapMaKOKUHETUKY
AaHHOro npenaparTa.

YkasaHus nNo Ucrnonb3oBaHuo npenaparta

[ns npoBeaeHnst MHbEKLMM HEODX0ANMO:

A. ogHa amnyna/dnakoH ¢ BOAOW AN UHBEKLUN
B. oavH wnpuy, (o6bemom 1.0 mn)

C. ogHa 6onbwagd urna (50 mm) 4na npuroToBrNeEHNA pacTBopa



D. ogHa maneHbkas urna ans n/K nHsekumm (13 mm)
E. cnupToBble TaMMOHBbI

F. unctble, cyxve TamnoHbl

G. nevkonnacTblpb

H. KOHTEenHep A58 UCnornb3oBaHHbLIX UM 1 WNpuua
MpuzomoeneHue pacmeopa npenapama Unapuc®

1. CHATb 3aLUMTHYIO KPbILWKY C cbriakoHa ¢ npenapaTom Mnapuc®, He Tporas pykamu
npobky ¢pnakoHa. MNpoTepeTb ee CAMPTOBLIM TaMMNOHOM. Takxke nNnpoTepeTsb U
doriakoH/amnyny ¢ BOAOW AN UHbekuun (A).

2. OTKpbITb YNakoBky ¢ wnpuuem (B) n 6onson nrnon (C). HageTsb nrny Ha wnpu.
3. AKKYpaTHO CHSATb C UMbl 3aLUUTHBIA KOSINAYOK N OTIOXUTb €ro B CTOPOHY.
4. Habpatb 1.0 mn BOAbI ANS MHBbEKLUWM B LUNPUL,.

5. BcTaBuTb UMy ¢ WNpULIEM B LIEHTP NpoGKM cbriakoHa ¢ npenapatom Mnapuc® un
MeANeHHo BbINyCTUTb BCto BoAy (1.0 M) n3 wnpuua Bo oNakoH.

6. BeiTawmtb Wwinpuy, ¢ urnon 13 onakoHa, HageTb Ha Urny 3alnTHbIM KONNayok.

7. He pgotparnBasicb 40 pe3vHOBOMW NPOobKM (hnakoHa, HaKMoHUTb ero nog yrrom 45° n
BpawaTtb B TedeHne 1 mmH. He BcTpsixmBaTtb. 3atem noctaBbTe PfIakOH Ha 5 MUH.

8. 3aTem akkypaTHO nepeBepHYTb driakoH BHU3 1 obpatHo 10 pas, He goTparnBasChb
A0 pe3nHOBOWM NPO6KN.

9. CHoBa oTcTaBuTb (bfakoH Ha 15 MMH NpyM KOMHATHOW TeMnepaType Ansi NofyyYeHns
npo3payHoro pacteopa. He BcTpaxmBaTb. He ncnonb3oBatb pacTBop, €Cfiv B HEM
Haxo4ATCs NOCTOPOHHUE YacTULbl.

10. Y6eauTbcs, 4TO BECb PacTBOP HaxoauTcsa BHU3Y donakoHa. Ecnu kannu pacrteopa
ocTanucb Ha npobke, cneagyeT crierka nocTyyatb No cTeHke pnakoHa. PacTBop JOMmKeH
ObITb NPO3payYHbIM 1 CBOBOAHBIM OT MOCTOPOHHUX BUAMMbBIX YacTUL.

Ecnu HeT Heob6Xx0aAMMOCTN UCMONb30BaTh NPUIOTOBIEHHLIN PAacTBOP cpasy, TO cnegyet
NnocTaBuTb €ro B XxonogunbHuK (Npu Temnepatype ot 2° 0o 8°C) 1 ncnonb3oBaTb B
TeyeHue 24 u.

MoaroToBKa K MHbEKLUA

1. MNpoTepeTb pe3nHoBY NPoOKy hnakoHa ¢ NPUroTOBMEHHBIM PAaCTBOPOM npenapaTa
Nnapnc® HoBbIM CNUPTOBbLIM TAMMOHOM.

2. CHATb 3alWMTHBIN KOMNA4oK C UMbl (Mrna gnsa NnpuroToBEHMS pacTBopa), OTTAHYTb
nopLueHb wnpuua go otmeTtkn 1.0 mn, Habpae TeM cambiM B HEro Bo3ayx. Bctasutb



Urny B LIEHTP pe3nHoBol Npobku cdnakoHa ¢ npenapaToM Mnapuc® v BbinyCTUTb B HEro
BeCb BO3yX U3 WNpuua (He BbiNycKkanTe BO3AyxX HENOCPEeACTBEHHO B pacTBop).

3. He nepesopavymnBaTb d)J'IaKOH CO WwnpuuemMm. BctaButb urny Ao AHa CbJ'IaKOHa.

4. HaknoHuTb doriakoH, 4ToObl MOXHO OblNo HabpaTb HEOBXOaMMOE KONMNYECTBO
pactBopa. Tpebyemoe KONM4ecTBO COOTBETCTBYET HadHavyeHHou aose (ot 0.2 mn oo
1.0 mn). MeaneHHo oTTarMBas nopleHs Ao Heobxogumon meTku (oT 0.2 mn go 1.0 mn),
HabpaTb TpebGyemoe KONMYecTBO NPUroTOBIEHHOro pacTBopa npenapata Mnapuc®.
Cnegyet cobnogaTb OCTOPOXHOCTbL, YTOBLI BO34yX HE nonas B LWNpUL, C pacTBOPOM.
Cnegyet ybeouTtbes, YTO B LUNPULLE HAXOOUTCA HEOBXoaUMOe A5 UHBbEKLUN
KoOnn4ecTBO pacTBopa. M3eneyb winpuy ¢ urnon una donakoHa. HageTtb 3alUTHLIN
KOSINayoK Ha urny, ¢ NOMOLLbIO KOTopown BbIiT HabpaH npenapaT, U CHATb ee Co Wnpuua.
Y6paTtb ee B cneyunanbHbI KOHTENHED.

5. OTKprTb YNaKoOBKY C WHBEKLMOHHON UrMOon N HaOeTb ee Ha Lnpuu. OTnoxuTb wnpuy,
B CTOPOHY.

I'IpOBep,eHme MHBbEKL NN

1. BbiOpaTb MECTO ANs MHBEKLMU: BEPXHASA YacTb Nnreyva, BepxXHsas YacTb 6eapa, Xneot
unn arogmua. He genatb MHBbEKUUIO B TO MECTO, rae HabnogaTca NoKpacHEHWe, Chinb
remMatoma, HapyLleHne LEemnoCTHOCTMN KOXHbIX MOKPOBOB UMM MOBEPXHOCTb KOXMN
HepoBHas. N3beratb UHBHEKUUKN B pyOLOBYIO TKaHb, T.K. 3TO MOXET MNOCIY>XUTb
NPUYNHON HELOCTAaTOYHOWN SKCMO3NLMM KaHaknHymaba. N3berate nonagaHus B
KpOBEHOCHbIN cocyn. CrneayeT npoTepeTb npeanonaraeMoe MeCcto UHBHEKLMN HOBOM
cnMpToBOM candeTkom n NogoxanTe, 4Tobbl MOBEPXHOCTb KOXM cTana cyxon. CHATb
3aLLUUTHBbIN KONMMNa4yok ¢ UHbEKUMOHHOW UrTbl.

2.0CTOPOXHO CXaTb KOXY Hag MECTOM UHbeKUuKU. B3saTb wnpuy, nog yrriom 90° n
aKKypaTHbIM OBUXEHMEM NOSTHOCTBLIO BBECTU €€ MO KOXY.

3. He BblIHUMaTbL urny Ao tex nop, noka nofiHoCTbo He ByaeT BBeAeH npenapar.
OTNyCTUTb KOXHYIO CKNaaKy v nssneyb nrny. He ncnonb3oBatb WNPUL, U Uy
NMOBTOPHO. VIcnonb30oBaHHbIE UMbl U WNPUL, crieqyeT yopaTb B cneumanbHbIii
KOHTENHep.

Nocne nHbekuumn

1.He npoTnpaTb MECTO MHBEKLMN. ECNn B MeCcTe MHbEKUMM OTMeYaeTcs
KPOBOTOYMBOCTb, C MOMOLLIbKO CYXOro TaMrnoHa crieayeT crerka HagaBuTb Ha MecTo
WHBEKLUMM 1 NOAEPKATb Ero B TAKOM MOSIOXKEHUN B TEYEHNE 1-2 MUH unu o Tex nop,
noka KpoBOTOYMBOCTb HE MpeKpaTuTcs. 3aTem crieqyeT 3aknenTb MECTO MHBEKLUM
nracTblipem.

2. Y6upaTb MCNONb30BaHHbIE UMbl U LWMNPUL B CNeumanbHbIi KOHTENHEP A5
nocnegyowen ytunusaumi. Hukoraa He ncnonb3oBaTh NOBTOPHO LINPUL, U UTAY.



Hwu octaTkn pactBopa, H1 OCTaTKu BOAbl A5 UHBEKLMM HE MOTYT BbITb MCMOMb30BaHbI
ewle pas. Kaxgbin pas cnegyet y6eamTbCs, YTO EMKOCTM C OCTaTKamMun BoAbl Ans
nHbeKUMM 1 npenapatom Mnapuc® (ecnm oH octaeTcsl) BbiGpoLleHbl. CrieayeT
ybeanTbCa, YTO AETM HE CMOTyT AOCTaTb KOHTENHEP C MCMOMb30BAHHBIMU UrlaMK U
LUNpULEM.

Nobo4yHoe pencrBue

Mpw npumeHeHnn npenapaTa Nnapuc® B xoae KNMHUYECKUX UccneaoBaHui
OTMeYanoch NOBbILWEHNE YaCTOTbl UHAEKUMOHHbIX 3aborieBaHni, NPeNMyLLLECTBEHHO
HasodapuHrTa N MHAPEKLNN BEPXHUX ObIXaTemNbHbIX NyTen. TeyeHne MHMEKLMOHHbIX
3aboneBaHn Yalle Bcero 6b1s10 NIErkMm Unn cpegHen CTeneHun TSHKeCcTn, ogHako
OTMeYanuchb 1 Criyyam TSHKenoro TedeHns MHAPEeKUMOoHHbIX 3abonesaHuin. Kak npasuno,
MHEKL MM KynMpoBanuch nocne nposegeHns CTaHgapTHOM NPOTUBONHMEKLIMOHHON
Tepanun. Habnoganucb N30nmMpoBaHHbIE ClyyYan pasBuUTUS Peaknx unm
OMMOPTYHUCTUYECKUX MHDEKLMIA Ha dhoHe Npuema npepapaTta Nnapuc®, ogHako, cBA3b
AaHHbIX 3aboneBaHnn ¢ NpMemMoM npenapaTa He U3BecTHa.

[ns oueHKN 4acToTbl NOBOYHBIX peakL i, BbISIBSIEHHbIX B Nnaueb0o-KOHTPONMpyembIxX
KNMHMYECKMX nccrnegoBaHunsax (Mpy NnpUMeHeHUn npenapaTa AN NeYeHns KpUonupuH-
accouumpoBaHHOro nepuoanyeckoro cuHagpoma B gose 150 mr npu macce tena >40 kr n
2 mr/kr npy macce Tena 215 kr n <40 kr n npu neyveHmm ctOMA y naunmeHToB B BO3pacTe
oT 2 po 20 neT) u Ansa neYeHns ocTpbiX NPUCTYNOB NoAarpu4eckoro apTp1Ta B 4o3ax ot
10 mr go 300 Mr B aKTUBHO-KOHTPONUPYEMbIX MCCCNeLOBaHUSAX, UCMONb30BaHbI
cnegyowme kputepum (cornacHo knaccudgukauum BO3): oveHb yacto (21/10), yacto
(21/100, <1/10), HevacTo (21/1000, <1/100), pegko (=1/10 000, <1/1000), oueHb peako
(<1/10 000), yacToTa Hem3BeCTHa (HEQOCTATOMHO AAHHbIX A5 OLEHKN YacTOoThl
pas3BuTUS).

lModaepuyeckuti apmpum

UHeKkyuoHHbIe U napa3umapHbie 3abosiegaHusi: OMeHb YacTo - MHEKLMN, B
YaCTHOCTU, HA30(APUHIUTbI, CUHYCUTbI (BUPYCHbIE), MHADEKLUN BEPXHUX ObIXaTeNbHbIX
nyTen, GPOHXUTBI, FPUMM, MHAEKLNN MOYEBBLIBOAALLMX MYTEN, FACTPOIHTEPUTHI,
NaHHUKYNUTbI, MTHEBMOHUKN, PAaPUHIUTBI, UHPEKLMN yXa.

Co cmopOHbI HEPBHOU CUCMEMbI; HaCTO - FONIOBOKPY>KEHNE/BEPTUTO.
Co cmopOHbI KOCMHO-MbIUWEYHOU CUCMEMbI; 4acTo - B0Mb B CNNHE.

Co cmMOopOHbI cucmeMbl KpO8EMBOPEHUS: 4acTo - TPOMBOLNTONEHNS, NENKONEHUS;
HEeYacTO - HENTPONEHMS.

Co cmopoHbI 0bmeHa sewecms: 4acTo - QUCNUNNOEMUS.
Co cmopoHbI OpeaHa cryxa u nabupuHMHbIE HapPyUEHUS. YacTo - FONIOBOKPYXEHME.

Co cmopoHbI nuwiesapumersibHoU cucmeMbl: 4acTo - PBOTA; HEYacTo -
ractpoasodareanbHas pedniokcHast 6onesHo.



Co cmoOpOHbI neYeHuU U xes4esbl8o0sWUX nymeu: 4acTo - NOBblLEeHNEe YPOBHS
6unnpybuHa, nosbiweHne aktnsHocTn ACT.

Ob6uwjue peakyuu: He4yacTo - o6Las crnabocTb.

MecmHble peakyuu: 4acTo - peakuus B MecTe BBeJeHus npenapaTa. Peakumn B mecte
BBeJeHus npenapata Habnoganuck y 1.2% nauneHToB, NosyvyaBLUnX fevyeHne
npenapaTtom Mnapuc® B KNMHWYECKUX UCCTNIEA0BaAHUSX.

UsmeHeHus1 nabopamopHbIx rnokasamesieu

Obwuti aHanus Kposu: CHMXEHNE KONnyecTBa NEMKOLUMTOB paBHOE UINN MeHee
0.8xHMXHAA rpaHuMLa HOpMbl OTMeYanoch y 6.7% nauneHToB Nony4vaBLUNX NevYeHne
npenapaTtom Mnapuc® no cpaBHeHuto ¢ 1.4% nauueHToB, NONy4YaBLLNX TPUAMLUUHOIIOH.
CHWxeHne abcontoTHOro Konuyectsa HelTpodunos Hke 1x10°%/n otmevanock y 2%
NauneHToB B CPaBHUTENbHbIX MCCIIEA0BaHUNAX MO NOAArpuyeckoMy apTpuTy.
Habntoganuch Takke N30nMpoBaHHbIE Cryvan CHUXXEHUST KONMYecTBa HEUTPOGUIOB
Hke 0.5%x10%n. B 12.7% cny4yaes Ha hoHe Tepanuu kaHakuHymabom Habnoaanoch
nerkoe 1 npexopsilee CHUXeHNe KonuyectTea TpoMGoLMTOB (B Npeaenax ot 75x10%n)
A0 HWKHEW rpaHvubl HopMbl (y NpenapaTta CpaBHEHUA AaHHOE CHWXKeHne Habnioganoch
B 7.7% cny4aes).

Mouyeeas kucrioma: Ha poHe Tepanumn KaHakMHyMabom HabnogaeTcs npexogsiiee
NOBbILLEHNE KOHLIEHTPaL MM MOYEBOW KACNOThI (MpuMepHo Ha 0.6 mr/an). Mpenapat
Nnapuc® He ymeHbLIaeT cnocoBHOCTb NPOTUBOMNOAArpUYECKNX CPEACTB CHMKATL
KOHLIEHTPaLMIO MOYEBOWN KNCIOTbI NP COBMECTHOM NPUMEHEHUN.

ACT/AJIT: Ha doHe Tepanun kKaHakMHyMabom BO3MOXHO pa3sBuTue cnabo n ymepeHHo
Bblpa)keHHOro nosbiweHnsa aktusHoctn ACT/AINT.

Tpuanuyepudsi: Ha doHe Tepanun KaHaknHymabowm, B cpegHeMm, HabnogaeTcs
NnoBblILLEHNE KOHUEeHTpauum TI™ B nnasme kposu Ha 33.8 mr/an, a B rpynne npuMeHeHus
TPYaMLMHOSOHA - HE3HaYNTENbHOE CHWXKeHMe Ha 3.1 mr/gn. MNoBbiweHne
KoHUueHTpauuu TI 6onee 4Yem B 5 pas no cpaBHeHuto ¢ BI'H otmevaeTcs B 2.4%
Crny4aeB B rpynne npMMeHeHusi kaHakmHymaba u B 0.7% crny4aeB B rpynne npuMeHeHus
TpuamMmumHonoHa. KnmHmnyeckast 3Ha4MMoCTb JaHHOIO HabntogeHNs HEN3BECTHA.

KpuonupuH-accoyuupo8aHHbIl nepuoduyeckuli CUHOPOM

UHeKkyuoHHbIe U napa3umapHbie 3abosiegaHusi: OMEHb YacTO - Ha30(aPUHIUT; 4YacTo -
WMHMEKLNN MOYEBBIBOAALLMX NYTEN; MHEKLUUN BEPXHUX ObIXaTeNbHbIX MYyTEN, BUPYCHas
MHdEKLUMS.

Co cmopoHbI OpeaHa cryxa U nabupuHmMHbIe HapyweHUsl: O4YeHb YacTo - BEPTUIo*.

MecmHbie peakyuu: 4acTo - peakuunsa B MecTe BBeAeHUs npenaparta*™.



* CUMMTOM BEPTUrO, B HEKOTOPbIX CINy4asix, paccMaTpuBarcs kak cepbesHasi nobo4Has
peakuusi; BCe 3aNn30A4bl BEPTUIO paspeluanncb HECMOTPS Ha NPOAOIKEHME Tepanuu
npenapaTom.

**noboyHas peakuunsa Oblna BblIsIBIIEHA C MOMOLLbIO ONpoOCHUKa A51A4 Bpa4a.

B xoge AnuTenbHbIX, OTKPbITbIX MCCNeaoBaHUM C 3cKanaumen 4o3bl 0TMeYanochb
NoBbILLEHNE YaCTOTbl UHPEKUMOHHbIX 3ab05ieBaHui (racTpO3HTEPUT, NHEKLNN
AblXaTenbHbIX MyTEN U MHPEKUNN BEPXHUX OblXaTerNbHbIX NyTen), TOLHOTLI U
rOSIOBOKPYXXEHUS B rpynne naumeHToB, nonyyarmwmx 4ossl npenaparta 600 mr unn 8
MI/KTr, NO CPaBHEHUIO C rpynnamu, NonyyarwmumMmm gpyrme 4osbl npenapara.

UsmeHeHusi nabopamopHbIx rnokasamesieu
Obwut aHanus kposu

an/I npumMmeHeHunn rnpenaparta B KIMMHNYECKUX UccrneaoBaHnAax'y nauyueHmaos ¢

CAPS oTme4vanoch noBbIlLEHNE reMorfobmHa U CHUXXEHUE Yncna NenkoumToB,
HeﬁTpoq)mnos n TpOM6OLl,I/ITOB. OpHako gaHHblE N3MEHEHUs Obinu, BEepPOATHO, CBA3aAHbI
CO CHMUXEHUEM BblpaXXEeHHOCTU BOCNarnTeribHOro npouecca Ha q.)OHe Tepanum
npenapartomMm " He nmesin KNMMHN4YeCKoro 3Ha4eHus.

DepmeHmbI nevyeHu

B peakux cny4vasax y 6onbHbix ¢ CAPS, nonyyaBLunx nevyeHne npenapaTom,
Habnganocb NOBbILLEHNE aKTUBHOCTM NEYEHOYHbIX TPAaHCaMMHa3.

bunupybuH

B psge cnyyaeB Ha poHe Tepanuun npenapaTtoM y naumeHtoB ¢ CAPS oTmevanoch
BeccuMNTOMHOE He3HavuTernbHOe yBeNu4eHne cogepxaHnsa bunmpybrHa B CbiIBOpOTKe
KpOBM, HE COMpoBOXaatoLleecs NoBblLLEHNEM aKTUBHOCTU NEYEHOYHbIX TpaHCaMUHa3.

CtOUA
UHeKkyuoHHbIe U napa3umapHbie 3abofieeaHus:

OY€Hb 4acTo - MHPEKLMMN (B YACTHOCTU, HA30(APUHIUT, BUPYCHbIE MHADEKLIMN BEPXHMX
AblXaTenbHbIX NyTeN, MTHEBMOHUS, PUHUT, (DAPUHIUT, TOH3UNIUT, CUHYCUT, MHAPEKLMK
MOYEBbI BOOATUX NyTEWN, raCTPOIHTEPUT, BUPYCHAas MHAEKLNS).

HapyweHusi co cmopoHbI nuuwesapumesibHOU cucmemsbl:

0O4eHb YacTo — 60Nb B BEPXHEN YaCcTu XNBOTA.

HapyweHus co cmopOoHbI KOXXU U MOOKOXHbIX MKaHeU:

OYeHb YacTo - peakums B MeCTe BBEAEHWNS npenaparta fNerkon CTeneHn TaxecTn®.
4yacTo - peakumsa B MecTe BBEAEHWS Npenaparta CpeaHen CTENEHN TSHXeCTUN™.

* - He NPUBOAMMO K NPEKpPaLLEeHUIO UCCreaoBaHus.



UNsmeHeHuu nabopamopHbIx nokasamersneu
Obuwut aHanus kposu

CHwxeHue yncna nenkountoB <0,8X HWXKHEN rpaHuLbl HOpMbl oTMevanock Y 10,4%
nauueHToB, Nony4yaBLUNX nevyeHve npenapaToM Mnapuc®, no cpaBHeHuto ¢ 4,0% B
rpynne nnauebo. TpaH3MTOPHOE CHMXEHNEe abCoMTHOrO Konnyectsa HEMTPOdUIoB
<1x10°%n oTmeyanock y 6,0% nauueHToB, Nony4asBLUKX NeYyeHre npenapaTom
Nnapuc®, no cpaBHeHuto ¢ 2,0% B rpynne nnaue6o. OTMeyvancsa oguH crnyyan
CHWXeHMA abCconTHOro KonuyecTtsa HelTpodunos <0,5x10%n npu neveHum
npenapatom Mnapuc®. YmepeHHoe 1 TpaH3UTOPHOE CHWXeHWe B npedenax ot 75 x10°n
A0 HWKHEWN rpaHvLbl HOPMbl TPOMOOLMTOB OTMeYanoch y 6,3% naumMeHTos,
nony4yasLmx npenapat Mnapuc®, no cpaesHenuto ¢ 2,0% B rpynne nnaue6o.

@epmeHmbl rneyeHu

TpexkpaTtHoe nosbiweHne AJTT n /unu ACT no cpaBHEHUIO C BEPXHEN rpaHULEN HOPMbI
oTMeuanoch y 4,1 % nauueHToB, Nony4asLUKX nedveHune npenapatom Mnapuc®, no
cpaBsHeHuto ¢ 2,0% B rpynne nnauebo. NMpn nocneayrowem obecnegoBaHmm otmedanach
HOopManuaaums nokasaTtenen.

Peakyuu curiepdyyscmeumesibHocmu

Mpwv npuMeHeHnn npenapata Nnapuc® B KNMHUYECKMX UCCreaoBaHMsAX coobLLanoch o
HexenaTternbHbIX ABNEHUSAX, PacLeHEHHbIX BpadaMn Kak peakunm
rMnepvyBCTBMTENBHOCTU. B 6OMNbLUMHCTBE CriyyaeB faHHbIE peakLmm Obinn BbipaXeHb!
B nierkow ctenenun. MNpu npumeHeHnn npenapaTa He Habn4ANOCh Pa3BUTUSA
aHadmnakTonaHbIX NN aHagunakTyeckmnx peakunin. OgHako Npy HasHayYeHUM
npenapata Nnapnc® Henb3st UCKMIYNTbL PUCK Pa3BUTUS TSKENbIX peaKkLui
rMnep4yBCTBUMTENBHOCTU, KOTOPbIE MOTYT OTMEeYaTbCst NPU MHBEKLMOHHOM BBEAEHUM
npenapartoB 6enkoBoro npoucxoxgenus. Y 1% nauneHToB, nony4vasLUnx nevyeHne
npenapaTtom Unapuc® no nosoagy CAPS, ctOMA u nogarpuyeckoro apTpuTa
BbISIBNIANMCE aHTUTeNa K npenapaty B 1,5%, 3% v 2% cny4aeB, COOTBETCTBEHHO.
B3anmocBasn mexagy obpaszoBaHMeM aHTUTEN, KITMHNYECKUM OTBETOM 1 pasBUTUEM
HeXXenaTternbHbIX ABNEHUI HE BbISIBIIEHO.

lMpumeHeHne y geten n nogpocTkoB B Bo3pacTte Ao 18 net (nauuneHTsl ¢ CAPS)

Y peten B Bo3pacte oT 2 Ao 17 net He Habnoaanoch KMMHNUYECKN 3HAYNMbIX OTIINYNIA B
Ge3onacHOCTM 1 NepeHoCUMOocCTM npenapaTa Minapuc®, Bknoyas obLlyto 4acToTy U
TSDKETCTb MHAPEKUMIA, B CpaBHEHUN C 0OLLen nonynaumen 6onbHbIX. Hanbonee yacto y
AaHHOM KaTeropmm 60MbHbIX HAabNAANUCh MHAPEKLMUM BEPXHNX OblIXaTENbHbIX NYTEN.

Mpw npumeHeHnn NpenapaTa Minapnc® y geten obliasa YyactoTa U TSXKeCTb UHAEKLMIA
COOTBETCTBOBASIM TAKOBbIM Y B3POCHIbIX.

[MpumeHeHne y naumeHTOB 2 65 neTt



He 6bino BbISIBNEHO pa3nuyun B npodune 6es3onacHoOCTM npenapaTa y AaHHOM
KaTeropuu naumeHToB.

MaumeHT gormkeH 6bITb MHOPMUPOBAH O HEOBXOANMOCTM 0BpaLLeHns K Bpady B
cnyyae passuTUS NobbIX NOBOYHBIX peakuni.

M POTUBOMOKa3aHUA

e OCTpble MHPEKUMOHHbIE 3aboneBaHus;

e BepeMeHHOCTb;

e nepwuopg nakTauuun (rpygHoro BCKapMnBaHums)

e JgeTn mnaguwe 2 net (6e3onacHoCTb U 3PPEKTUBHOCTL AN yKa3aHHON
KaTeropmm nauneHToB N3y4eHbl He AOCTATOYHO);

e MNOBbILIEHHAA YYBCTBUTENbHOCTb K KOMNOHEHTaM npenaparTa.

C ocmopoxHOCMbIo criedyeT NPUMEHsATL Npenapar y NaLueHToB NOXXMIOoro Bo3pacTa;
Npu ykasaHUaX B aHaMHe3e Ha peLyavBupyloLimMe UHgeKUMn Unmu nioGbie CoCTOAHUS,
npegpacnonaratoLimne K passuTnio MHPEKLMN.

I'IpmmeHeHme npu 6epeMeHHOCTI/I N KOpMNeHun rpyabto

NmetoTcs orpaHnyeHHble aHHbIe Mo NpuMmeHeHuto npenaparta Mnapuc® npu
OepeMeHHOCTH.

XKeHwmHam cnegyeT ncnonb3oBaTh APMEKTUBHBIE METOALI KOHTPALENLUN BO BPEMS
Tepanuu npenapatom Mnapunc® n B TeyeHne 3 mecsLieB nocne npMMeHeHus nocneaHen
A03bl Npenapara.

HenseecTHO, BbiaensieTcsl N KaHakmHymab ¢ rpyaHbIM MOfokoM. [Mpy Heo6xoauMoCTH
NpUMEHeHUs NpenapaTta y matepyu B Nepuo nakrtauun rpy4Hoe BCKapMnBaHue
crnepyeT NpekpaTuTb.

B akcniepumeHmanbHbix uccriedosaHuUsIX Ha XUBOTHbIX y NpenapaTta He Obino
BbISIBIIEHO Kakon-nnbo penpoaykTMBHON TOKCUYHOCTMW.

Ocobble ykaszaHus

OnbIT NpumMeHeHns npenapaTta Unapnc® y nauneHToB 6e3 yCTaHOBNEHHOW MyTaLun B
NLRP3 reHe orpaHuyeH.

HetmponeHusi

Ha cdoHe Tepanun nirnbutopamm UJ- 1B, Bknoyasa npenapat Minapuc®, HeiTponeHus
(abcontotHoe uncrno Hentpodunos (AYH) Hxke 1.5%10%) B OCHOBHOM OTMeyvarnach Y
BOMbHbIX C ApYrMMKU 3aboneBaHNAMN, a He Y NALMEHTOB C pasnnyHbIMU heHOTUNaMu
CAPS. [lo Hauana ne4veHus npenapaTtoM, Yepes 1-2 mecdua nocre Havana u
nepnoan4eckn Bo Bpems Tepanuum npenapatom HeobxoamMmo NpoBOAUTL CTaHOAPTHbIE
KNWHMYECKU aHanu3 KpoBU C LIENbIO BbISIBIEHNA HENTPONEHUU. Y naumeHToB C
HelTponeHnen neyeHve npenapaToM Minapnc® cnegyeTt HauMHaTb TONbKO Mocne
HopManuaaumm vyncrna Hentpounos. MNpu BeisBNeHUN cHxeHns AYH Ha oHe



Tepanuu npenapaTom crieqyet o6ecrneynTb Haanexalumin KOHTPOsb 3a COCTOSIHUEM
nauMeHToB M NPy HEOOGXOANMOCTM PacCMOTPETb BONPOC O NpekpaLleHn neyYeHust
npenapaTom.

3roka4ecmeeHHble H06006pa3068HUﬂ

MmetroTca coobLeHnsa o cryyaax pasBuTus 3r10KavyeCTBEHHbIX HOBOOOpa3oBaHum y
nauueHToB, NomnyvaroLUmx Tepanuio npenapatom Nnapuc®, ogHako puck pasBuTus
3r10Ka4eCcTBEHHbIX HOBOOOpa3oBaHM Ha OHE Tepannn aHTUTENaMKU, CBA3bIBAKOLLIMMM
NI-1 Hen3BecCTeH.

UHekyuoHHbIe 3abornesaHusi

MpyuMeHeHune npenapata Nnapuc® mMoxeT conpoBoXaaTbCA YBENUYEHNEM YacTOThI
CepbesHbIX MHAEKLMI, MOSTOMY NaUUEHTbI AOMMKHbI HAXOANTLCA NoA HabnaeHnem
Bpauya, C Lienbio BbIIBNEHUS CUMNTOMOB MH(EKLUN BO BPEMS U MOCIe Tepanmm
npenapaTtom. Mpu pa3BuTUKN TAXenNbIX MHEKLUUIA NedeHne npenapatom Mnapuc® He
crnenyeT HauyMHaTb UK NPOAOIKATb.

PasButne TaxenbiX U CUCTEMHbIX MHAPEKLIMOHHBLIX 3a6oneBaHuit Ha boHe Tepanun
npenapaToM CONpPOBOXAanoch KIMHUYECKUMU CUMITOMaMK (nuxopanka) u
MoBbILLEHNEM NPOAYKLUMN MapKepoB BocnaneHus (cogepxaHusa C-peakTuBHoro 6enka B
cblBOpOTKE KpoBK). OOHAKO, MOCKOSbKY HeMb3si UCKINIOYNTL BO3MOXHOCTb Pa3BUTUS
NHEKLMOHHbIX NpoLieccoB 6e3 AaHHbIX NPOsIBNEHWIA, NPU NPUMEHEHMM NpenapaTta
cneayeT obecneynTb Haanexalluin KOHTPOSb 3a COCTOSIHMEM NaLUMEHTOB.

Mpu npumeHeHun npenapata npubnmuanTenbHo Y 12% 60NbHbIX C pasnnuYHbIMU
deHoTnammn CAPS Habnoganmcb NoNoXuTenbHble pe3ynbTaThl Ty6EepKyMMHOBOW
npobbl 6e3 kKakmx-NnMbo NprMaHakoB TyOEepKyne3HoM NHMEKUNN (NAaTEHTHOW Un
akTMBHOM). HeT AaHHbIX 06 yBENMYeHMM pucka peaktmsaumm Ty0epKynesHom unm
OMMOPTYHUCTUYECKUX NHADEKLIMI MPU NIeYEHUN MOHOKITOHAlbHbIMKN aHTUTenamm K UJ1-1
(Hanpumep, npenapata Wnapwuc®). Mepea HasHaYeHneM npenapara

Nnapuc® Heobxoammo npoBecTn o6ereoBaHne BCEX NaUUEHTOB C LIENbH0 BbISIBIIEHMS
aKTUBHOW MUnn NaTEHTHOM TybBepKynesHon nHdekumm (Bknoyas cbop aHamHesa u
npoBeaeHne COOTBETCTBYHOLLMX CKPUHUHIOBbBIX TECTOB, HanpumMmep Ty6epKynnMHOBOM
npo6sl, TectoB IGRA (Interferon-Gamma-Release-Assay) unm peHTreHoNorM4eckoro
nccnegoBaHna rpygHon knetku. Bo Bpems nedeHns npenapatom cneayeT TwaTenbHO
KOHTPONMPOBaTb COCTOSAHNE BOSbHbBIX C LEenbio BbiSBIIEHUSA Ty6epKyne3Hon MHEKLMN.
PekomeHgoBaHO MHGOPMMpPOBaTh NALMEHTOB 0 Heo6XxoaMMOCTH obpallaTbCs K Bpayy
npv NOSIBNIEHMM CNeayrLwmnX CUMMNTOMOB Ha (bOHe 1 nocrne Tepanuu npenapaTtomM
Nnapuc®: anuTenbHO COXpaHSIIOLLMINCS Kallelb, yMEHbLUEHNE Macchl Tena,
cybdebpunbHasa Temnepartypa. B cnyyae koHBepcumn Ty6epKynMHOBOro Tecta u3
HeraTMBHOIO B NMO3UTUBHbIA, OCOOEHHO Yy NALMEHTOB rPYMnbl BLICOKOIO puUcka,
Heo6Xx0AMMO NPOBECTU anbTePHATUBHbIE CKPUHWHIOBLIE TECTbI. [1pY BbISBNEHUM
TyGepKyne3Hon UHMeKL MU neveHre npenapatom Minapuc® He cneayeTt HaYUMHaTBL UK
npoaosKaThb.



CuHgpom akTuBauum makpodaros y naumeHtoB ¢ cFOUMA. CuHgpom akTnBauum
MaKpodaroB - U3BECTHOE XU3HeyrpoXatoLee COCTOSAHME, MOXET pa3BMBaTbCS Y
nauneHToB C peBMaTnyeckumMmm 3aboneBaHnsaMK, B YaCTHOCTM y nauuneHToB ¢ ctOUA n
TpebyeT nHTeHcmBHOM Tepanun. Bpayam cnegyeTt BHUMAaTENbHO OTHOCUTBCS K
cumnToMam UHGEKLMN nunu yxyaweHunto tedeHns ctOVA, naBeCTHbIMK Kak NyCKOBOM
MexaHn3M Ansa cMHapoMa akTmBauum makpodharos. 10 AaHHbIM KITMHUYECKUX
nccnegoBaHuii NpenapaTa Minapuc® no Bceii BEpOATHOCTM He YBENUYMBAET PUCK
pas3BUTUSA CMHOPOMA akTMBauumn Makpodaros y naumneHToB ¢ FOUNA.

BrniusiHue Ha ¢crnocobHocmb K 80XXK0EHUIO asmompaHcriopma u yripaerieHuro
mMexaHusmamu

MauneHTam, y KOTopbIX Ha hoHe NpuMeHeHus npenapata Nnapuc® Bo3HMKaeT BepTuro,
He crieqyeT ynpaensiTb aBTOTPAHCNOPTOM UK paboTaTb C MexaHU3MaMm 4O MOSTHOro
NCYE3HOBEHMS aHHOW NOBOYHOWN peaKkLuu.

MNepenosunpoBka

O cnyyasix noaTBepPXAEeHHbIX Nepeao3npoBKX NpenapaTom He coobLuLanocs.

JTeyeHue: npu nepenosuposke npenapatom Nnapuc® cneayet obecneunTb
HabnoaeHve 3a nauneHTaMm C Lenblo BbISBNEHUS BO3MOXHbIX NOBOYHbLIX peakLui,
npu HeOGX0AUMOCTU - MPOBeAeHNe CUMNTOMATUYECKON Tepanuu.

JlekapcTBeHHOE B3anmMogencrTame

CneumanbHbIX UCCneaoBaHuii Mo B3aMmoaencTeuio npenapara Mnapuc® c apyrumm
nekapCcTBEHHbIMKU NpenapaTamMmn He NPOBOANIOCH.

lMockonbKy akcnpeccus B nevyeHn n3oepMeHToB cuctemsl umtoxpoma P450 moxeT
ObITb NOAaBNEHa LMTOKMHAMKN, CTUMYSIUPYIOLLIMMU XPOHUYECKoe BocnaseHne, Takumm
kak UJ1-13, TO Npu Ha3Ha4YeHUM MOLLHbIX UHTIMBUTOPOB LIMTOKMHOB 3KCMPECCUS B NEYEHU
N30ePMEHTOB CUCTEMbI LuTOoXpoMa P450 moxeT 6biTb HOpManuaoBaHa. 9T0
ABNAETCA KNMHUYECKM 3HaYMMbIM NS npenapaToB, MeTabonunanpyoLNXCs ¢ MOMOLLbIO
n3oepMeHTOB cnUcTeMbl LiuToxpoma P450 n nmetowmnx yskum tepaneBTnIecKmm
WHOEKC, Korga gosa npenaparta nogbupaeTca nHansmnayaneHo. MNpy HasHayeHun
npenapata Mnapuc® nauveHTam, nonyyaroLimMm Takme npenapartbl, UX o3y cneayeT
npyv HeoHXoOMMOCTN KOPPEKTUPOBATL (B aBUCUMOCTM OT MX KITMHMYECKOTO adddhekTa U
KOHLIEHTpaLMn AeNCTBYIOLLErO BeLlecTBa B nra3Me KpoBn).

B knuHu4yeckux nccnegoBaHmsix oTMedYeHo 6e3onacHoe npumeHeHne Mnapuc® c
NpOTUBOMNOAArpUYECKUMIN CPEACTBAMMU.

lMpenapaT He pekoMeHOyeTCs Ha3Ha4YyaTb OQHOBPEMEHHO C MHrMbutopamm ®PHO u
apyrumm 6nokatopamu WJI-1B3, nocKonbKy nx NCNonb3oBaHMe Ha OHE NPUMEHEHMS
npenapata Mnapuc® nosbiaeT pUck pasBuUTUsA TSXKENbIX MHAEKUWIA. [JaHHbIe O
BNIMSIHUM BaKLUMHALNN XXMBbIMU BakUMHAMU, a TakKe O BO3MOXHOW BTOPUYHOM
nepegaye vHpekuMn, nayneHTam, nonyyaroLmm feyvyeHme npenapaTom, OTCyTCTBYIOT.
BakumHupoBaTb 60MnbHbIX, MONyYaloWwmx nevyeHe npenapaTom Minapuc®, xmBbiMu



BaKUWHaMu crieqyeT TONbKO B Criyvae, Koraa rnosnb3a OT BakunHauum rnpesbillaeT
BO3MOXHbIN puck. PekomeHayeTcs, 4Tobbl MMMyHM3aLmMs Obina npoBedeHa (CornacHo
KaneHgapto NpuUBMBOK) 10 Ha4ana Tepanuu npenapaToM Mnapuc® (Bknoyas
NMHEBMOKOKKOBYIO BaKUWHY Y MHAKTUBUPOBAHHYIO BakUMHY NpOTUB rpunna). B crnyvae
HeobxoaMMOCTN BaKLMHALMIO XXMBbIMU BaKLUMHaAMM NPOBOAAT NOCIe Havana tepanum
npenapaTtom (Mo KparnHen mepe, Yyepes 3 Mecsaua nocre nocrneaHen NHbLEKLUN
npenapata 1 3a 3 mecsua o cneaywouwen). [laHHble NpoBeAeHHbIX KITMHUYECKUX
nccrnegoBaHUmn y B3POCKbIX 340P0BbIX JOOPOBOMbLEB NOKa3bIBAKOT, YTO OAHOKPATHOE
BBeAeHue npenaparta Minapuc® B gose 300 Mr He BMSAET Ha Ha4arno BbIpaGoTKu
aHTUTEN N NePCUCTEHLMIO NOCTBaKUMHANBbHOMO OTBETA NPY BakUUMHALMK NPOTUB rpunna
N MEHWHIOKOKKOBOW MHAPEKUNN (FMNKO3NMPOBAHHOM 6ENKOBOW BaKLUMHOM).

YCrnoBust U CPOKU XpaHEHUS!

lMpenapaT cnefyeT XpaHUTb B HEQOCTYNMHOM 4S5 AeTEN, 3alULEeHHOM OT CBeTa MecTe
npu Temnepatype ot 2° go 8°C; He 3amopaxmnBaTb. Cpok rogHocTu - 3 roga.



