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Kuneper®

Perncrpaunnonnsiii Homep: JII1-006746
Toprosoe nanmenosanue: Kuneper®
MexaynapoaHoe HenmaTeHTOBAHHOE WM IPYNIHPOBOYHOe HauMeHoBanue (MHH):
aHaKUHpa
JlekapcTBenHasi popMa: pacTBOP IS TIOJIKOKHOTO BBEJICHHS
Cocras:
B 0,67 M1 pacTBOpa B 0JTHOM IPEBAPUTENILHO 3aII0JIHEHHOM IIIPHUIIE COJEPIKHTCS:
evicmsyroujee eewyecmeo: anakunpa - 100 mr
Bcnomoeamenvnvle  6ewjecmea: TMMOHHAs KHCIOTA, HATPUS XJIOPHJ, JIHHATPHUS 3jeTara
JUTHJIpat, nonucop6at-80, Boja Jiist HHBEKIHA.
Onucanne
IIpo3paunbiii K onanecuMpyronyi, oT OECIBETHOrO 10 OEI0BATOrO IBETA PACTBOP, KOTOPbIH
MOXKET COJIepXkKaTh aMOp(dHBIE NOIYTIPO3pAYHbIC WK Oelble YaCTUIIBI, OTHOCSIIHECS K Iperapary
XapakTepHCTHKH
AHakvHpa IpeAcCTaBisgeT Cco00H peKOMOMHAHTHYIO BEpPCHIO aHTAarOHHUCTa perentopa
unrepneiknna-1 (IL-1ra) yenoBeka, mpoayuupoBanHoro mrammoM E. coli ¢ ucnonap3oBanuemM
TexHoJoruu pekombunantHou JIHK.
PapmakoTepaneBTHYeCKasi TPynna
HMmmyHoienpeccadTbl: HHTUOUTOPBI HHTEPJICHKHHA
Koa ATX
LO4ACO03
dapmakoioruyecKne cBoiicTBa
PapmakoIHHAMHKA
Anakunpa 0JI0KHUpyeT OMOTIOrHYecKy 0 aKTHBHOCTh HHTepielkuua-1a (MJI-1a) u unrepreiikuna-
1B (MJI-1B) myTeM KOHKYpPEHTHOTO WHIHOMUPOBAHHS HX CBS3€d C PEIENTOPOM HHTepieikuHa-1
tina 1. Wnrepneiixun-1 (MJI-1) siBiasiercss KIIIOYEBBIM TPOBOCHATMTENLHBIM ITUTOKMHOM,
ME/IMaTOPOM MHOTHX KJIETOYHBIX OTBETOB, BKJIIOYas T€, KOTOPbIE HMEIOT Ba)KHOE 3HAYCHHE TIPH
cuHoBUanbHOM BocnaneHnuu. MJI-1 obHapyxuBaeTcss B IUla3Me M CHHOBHAILHOM KMJIKOCTH
NAlUEHTOB ¢ PeBMATOUIHBIM apTpuToM (PA), n mexy koHnenTparueid MJI-1 B mia3me kpoBu u

aKTUBHOCTLIO 3a00JIeBaHusl ObLJIa OTMEYEHA B3aUMOCBS3b.



AHakMHpa MHTUOMpyer peakuuu, unayuupoBanusie UJI-1 in vitro, B ToM 4mcie, WHIYKIHIO
OKCHJA a30Ta W IpocTarjaHjuHa E> w/mim cuHTe3 KoJulareHa3bl CMHOBHATBHBIMH KJIETKAMH,
¢bubpobiacTaMu ¥ XOHIPOIIUTAMH.

VY nanuento ¢ COVID-19 nporpeccupoBanre HHGEKIHMH HIKHUX JabixatelbHbIX myTeil (LRTI)
JI0 TSDKEJION JibIXarenbHoi HenoctatouHocTd (SRF) 3aBucut ot pannero BeicBoOoxnenus UJI-1a
¥3 MHQUIMPOBAHHBIX BHPYCOM SHHTEIHAIBHBIX KIETOK JIETKHX, YTO, B CBOIO OYepe/b,
CTHUMYJIMpPYET JaJbHEHIIYyI0 BbIpaOOTKY HUTOKMHOB, Bkitoyas WMJI-1f w3  anbBeossipHBIX
Makpo(haros.

Cnonrannple mytauuu B reHe CIAS1/NLRP3 Obuin oOHapykeHBI y OOJBIIMHCTBA MAllMEHTOB
C KPHOITMPHUH-ACCOMUPOBAaHHbIMU  nteproandeckumu  cunjpomamu (CAPS). CIAS1/NLRP3
KOJIMPYET KPHOIMPHH, KOMIIOHEHT HH(pIaMMacoMbl. AKTHUBAIMs HH()IAMMACOMBI TPHBOIMUT
K IIPOTCOJMTUYECKOM Marypauuu U cexpeuun MJI-1B, koTopwlil BBI3BIBACT IMUPOKHI CIEKTP
peakimii, BKIoyas cucTeMHoe BocnasieHue. Y manuentoB ¢ CAPS, He moiyyaBImux JieyeHue,
OTMEYaloT NOBBIEHHBIA ypoBeHb C-peaktuBHoro 6enka (CPB), amunonna A (CAA) u UJI-6
B CBIBOPOTKE KPOBH I10 CPABHEHHUIO C HOPMAJIbHBIMH YPOBHSIMH. BBUIO OTMEYEHO, YTO Ha3HAUCHHE
npenapata Kuneper™ NpUBOIMT K CHIKEHHIO YPOBHEH OCTPO(MA3HBIX GEIKOB H YMEHBIICHHIO
skcnpeccnu MJI-6. Cansxenne ypoBHei ocTpodazHbIx OeIKOB OBLIO 3aperHCTPHPOBAHO B TEYECHHE
NEPBBIX HEJIENb JICUCHHS.

VY nanueHToB ¢ ceMeiHoi cpeanzeMHoMopcekoit muxopakoii (Family Mediterranian Fever, FMF)
myTanusa reia MEFV, xoaupyromero nupuH, NpuBOIUT K HAPYIICHUIO QYHKIIUH M H30BITOYHOM
npoaykuun untepneiikuna- 1 (MJI-18) B uadnammacome nanuenra ¢ FMF. ¥V nanuenros ¢ FMF,
HE II0JIy4YaBIIMX JieyeHHs, HaOmopaercs yBenuueHue ypoBHed CPb u CAA. Ilpumenenue
npenapara Kuneper® npuBOIMT K YMEHBIIEHUIO ypOBHei ocTpodaszHbIx Genkos (Hanpumep, CPh
u CAA).

bonesnp Ctrinna, MIOMUMO apTpUTa Pa3IMYHOMN CTENCHH TSDKECTH, XapaKTEePU3yeTCsl CHCTEMHBIMU
BOCIIAJIMTEbHBIMU  SIBICHMSAMM, TaKMMU KaK pe3Kas JIUXOpajkKa, KOXKHas  ChIIb,
reraToCIJICHOMET AU, CEPO3UT U MOBBILICHUE YPOBHEH OCTpoda3HBIX O€IKOB, 00YCIIOBICHHBIMU
akTuBHOCTEIO MJI-1. Cucremnoe neficteue MJI-1 nposiBisieTcst B BUie TEMIIEpaTypPHOU peakiuu
runotagamyca W runepanresun. Ponp WJI-1 B martoreneze Oonesnm Crmiza  Obuia

IPOJIEMOHCTPUPOBAHA €X VIVO U B UCCIICIOBAHUSIX IKCIIPECCHH IE€HOB.
PapmMaKoOKHHETHKA

AbcomoTHas OMOIOCTYHOCTh aHAKHHPBI TTOCTIE TI0IKOKHON OOJIIOCHON MHBEKIMH B 103¢e 70 Mr
y 310poBbIX cyOBekToB (n = 11) coctaBiser 95%. Ilpouecc abcopbimn siBisiercss GaKTopom,

OIpPaHUYHUBAIOIIUM CKOPOCTH BBIBEACHUSA aHAKMHPBI U3 I1JIa3MBbI I10CJIC MOJKO>XHON MHBEKIIUH.
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VY nanuenTos ¢ PA MakcuMaibHble KOHIEHTPALUK aHAKUHPBI B TJ1a3Me 0OHAPYKUBAIIM CITYCTS
3 - 7 yac nocie IOJKOXKHOIO BBEJCHMS aHAKHHPBHI B KIMHHYECKH 3HAYMMBIX 103ax (oT 1 110
2 mr/xr; n = 18). KonnenTpanuus B ma3Me yMeHbLIANAch 6€3 04eBHIHOI (a3bl pacnpeae/ieHus, a
IIEPHOJI TOJIYBBIBEJAECHHS cocTaBisul oT 4 no 6 wac. Y manumeHToB ¢ PA He Habmonanu
HETIPEIBU/ICHHOT0 HAKOIUICHUsI aHAKUHPBI ITOCJIE €KETHEBHOTO MOIKOKHOTO BBEJICHHUS B TEYEHHE
no 24 nenens. Cpennne (SD) nokazarenu kimmpenca (CL/F) u o6bema pacnpenenenus (VA/F) no
pesylbTaTaM HOIYJISIHOHHOr0 (JapMaKOKHHETHYECKOr0 aHaIM3a JaHHBIX JBYX HMCCIIEJOBaHUI
@K'y 35 nauuentos ¢ PA coctaBumu 105 (27) ma/mun u 18,5 (11) 11, coorBeTcTBeHHO. J]aHHbBIE,
IOJIy4YE€HHbIE B HMCCJIEJOBAHUAX Ha JIOJAX M JKUBOTHBIX, IMOKa3ajM, YTO IIOYKH SIBIISIOTCA
OCHOBHBIM OPraHOM, OTBETCTBEHHBIM 3a BbIBEJICHHE aHAKMHPBL. KilMpeHe aHakKuHpPBI y MAllHEHTOB

¢ PA Bospacrai ¢ yBennuenuem ximpenca kpearuauna (KK).

Biusnue nemorpaduuecknx mapamMeTpoB Ha (hapMaKOKHHETHKY aHaKWHPHI OLEHHBAIIH
C IOMOUIBIO TOMYJIAIMOHHOTO (apMaKOKHHETHYECKOTO aHaiM3a JaHHelX 341 mnanueHra,
IOJIyYaBIIET O €XKEIHEBHO ITOKOXKHO aHaKUHpPY B J103ax 30, 75 u 150 Mr B Teuenue 10 24 Heaeb.
OueHnBaeMblil KIMPEHC aHAaKUHPHI yBenuuBaics ¢ yBennuenneMm KK u maccel Tena. PesynbraTh
HOMYJISILIMOHHOTO  (JapMaKOKMHETHYECKOTO —aHalli3a I[OKasald, 4YTO CpeJHee 3HAueHHe
IUIA3MEHHOT0 KIIMPEHCA I0CIIe MOAKOKHOM O0IIOCHON MHBEKIIMM TPUOTH3UTENIbHO Ha 14% BhIlIe
y MY>KYMH, YEM Y KEHIUMH, U npubausutensHo Ha 10% Bblmie y auil B Bo3pacte <65 JeT, yeM
y MCIBITYEeMBIX JIUIL B Bo3pacte 65 net. Tem ne MeHee, nocne koppekuuu no KK, macce Tena, mosy
U BO3pacTy CYILIECTBEHHBIX (AKTOPOB, BIMSIONIMX Ha IOKa3aTelb CPEIHEro IJIa3MEHHOI'O
KJIMpEHCa, BIABIEHO He Ob110. Koppekiius 1035l npenapaTa He TpeOyeTcsi ¢ y4eTOM BO3pacTa Hild

ImoJia.

B nenom napamerpsl papmakoxuHeTHkH y nanueHToB ¢ CAPS u PA cxoxwu. Y nanuenros ¢ CAPS
ObL1a OTMEUeHa MPUOIM3UTEIbHAS JIMHEHHOCTD /1036l C HE3HAYUTEIbHON TEHJCHIUeH K Oosiee
BBICOKOMY, Y€M IIPOIIOPIHOHAIBHOMY €€ yBeanueHuo. PapMaKkoKHHETHYECKHE JJaHHbBIE Y JIeTeil
<4 7eT HeJOCTaTOYHBl, HO MMEETCS KJIWHWYECKHH ONBIT MPUMEHEHHS Y JIETeH B BO3pacTe
ot 8 Mecsaues. IIpy nHMIMANMK JICYEHUS B PEKOMEHIYeMOU CyTOYHOM J03e 1-2 Mr/kr mpobiem
¢ 6e30macHOCTBIO IPUMEHEHHUS TIpenapara BbISBICHO He ObUT0. DapMaKOKMHETHYECKHE JAHHbIE
OTCYTCTBYIOT B IIOXHJION BO3pacTHOH rpymnne nanueHToB ¢ CAPS. bbuto nmpoaeMoHCTprpoBaHO
pacipejiesieHue npenapara B CHMHHOMO3TOBOM JKHJIKOCTH.

Menuana paBHOBECHOH HOPMAIM30BAaHHON IO 03¢ KOHIEHTPAIlWH aHAKHUHPBI Y IALUEHTOB
B Bo3pacte 3-17 JIeT ¢ CHCTEMHBIM IOBEHHJIBHBIM HIMOIIATHYECKUM apTpuToM (Systemic Juvenile

Idiopathic Arthritis, SJIA) B Teuenune 28 Hezenpb OblIa COMOCTABUMA C TAKOBOM Y ALMEHTOB ¢ PA.



IleyeHoyHast HEJIOCTATOYHOCTh

WccnenoBanne Obl1o npoBeneHo y 12 manmeHToB ¢ aucdyHKuued nedenn (kimacc B mo
kinaccupukanuu  Yaina-I1et0), momyuyuBIIMX OZHOKpATHYO J103y 1 MI/KT BHYTPHBEHHO.
®apMakOKMHETHYECKHE IapaMeTpbl MHAIlMEHTOB W 3JIOPOBBIX JOOPOBOJIBIIEB 3HAYHUTEIIHLHO
HE pa3jIM4yaJluCch, 3a MUCKIIOYEHHEM I0Ka3zaTelsl KIMPEHCA, KOTOPBIM y TMAllMeHTOB ObLT HHIKE
npumepo Ha 30%. CootBerctBytomee cHmwkeHne KK ObUlo OTMEUEeHO Yy MalMEeHTOB
C IIEYEHOYHOH HEJOCTAaTOYHOCTHIO. Takum 0Opa3zoM, CHM)KEHHE KJIIMpEeHca, HauboJiee BEepOsSITHO,
00BsICHsCTCS CHM)KEHHEM (YHKIMU TOYEK y JAHHOM NOMYJISIUH IallMCHTOB. JTH JaHHBIE
IOJTBEPXKIAIOT, 4YTO JUI IAUMEHTOB C IIEYEHOYHOW HEJIOCTaTOYHOCThIO Kiacca B mo
knaccupuxanun Yaitna-IIero xoppekiwst 103l He TpeOyercs. sl ManueHTOB ¢ MEYEHOYHOM
HEJIOCTaTOYHOCTBIO CPEJIHEH CTENEHH TSHKECTH KOppeKlus J103bl He TpeOyercs (kimacc B mo
knaccuduxanun Yaitna-ITeto). [Tanuentam ¢ TsoKenoi meueHOYHON HEI0CTATOUHOCTBIO CIIELYeT

IIPOBOJIMTH Tepanuio npenaparom Kuneper® ¢ 0cTOpOKHOCTBIO.

IToueyHas HEAOCTATOYHOCTD

Cpe/Hee 3Ha4YCHUE TUIA3MEHHOTO KJIMpeHca Ha GoHe nedenns npenapatoMm Kuneper® namuenton
¢ moyeyHon HenocTatoyHocThio Jierkoi (KK 50 - 80 mn/mun) u cpeaneit (KK 30 - 49 mu/mun)
CTEINECHHU TSKECTH OBbLIO CHHMXKEHO Ha 16 % u 50 %, coOoTBETCTBEHHO. Y NAIMEHTOB C MOYCYHOM
HEJIOCTATOYHOCTBIO TSDKEJIOM CTENEHU TSHKeCTH M TepMuHanbHOU cramueit (KK <30 mu/mun)
CpeaHee 3Ha4YeHHe KIMpeHca Iua3Mbl ObU10 cHUkeHO Ha 70 % u 75 %, cooTBeTCTBEHHO. MeHee
2,5 % ot BBeIeHHOM 110361 penapata Kunepet® G110 BRIBEIEHO ¢ HCIIONB30BAHHEM FeMO/IHAIH3A
WK ITIOCTOSHHOTO aMOyJIaTOPHOTO EPUTOHEATBHOTO JIHANIN3a. DTH JIaHHBIE MO ITBEPIXK/IAIOT, YTO
JUTSL TIAIIMCHTOB C MOYEYHOM HEJOCTAaTOYHOCTHIO JIerkoi crenenu Tspkect (KK 50 - 80 mu/mun)

KOPpPEKIIUs J103bI HE TpeOyeTcs.
INoka3aHusi K NPUMEHEHHIO

Pesmarouusiii aptput (PA)

Ipenapar Kuneper® nokasan jyist ledeHus IPU3HAKOB B CUMITOMOB PA y B3pOCIIBIX AIIHEHTOB
B COYCTAaHHH C METOTPEKCATOM IIPH HEYIOBICTBOPUTEIFHOM OTBETE HAa MOHOTEpPAIUIO

MCTOTPCKCATOM.

COVID-19

Kuneper® nokasan s jedeHHsi KOPOHABHPYCHOI uadexuu 2019 (COVID-19) y B3pocibix
NAlMCHTOB C [HEBMOHHWEW, HYXJAIOIMXCSd B JOMNOJHHUTEIBHOM Tepamuu KHCIOPOIOM

(OKCHTCH&HI/IH HHU3KHM HJIM BBICOKHM HOTOKOM), H KOTOPBIC OTHOCATCA K TPYNIIC pHCKaA
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IPOTPECCHPOBAHUS JIO TSIKEIIOH JBIXaTeIbHOM HEJI0CTATOYHOCTH, OTPEACIIIEMOHM 110 TJIa3MEHHOM

KOHICHTPAIlMKH PpacTBOPUMOIroO peuenTopa akTUBATOpa IJIa3MHHOT'CHA YPOKHHA3HOI'0 THIIA

(suPAR) > 6 ur/mi.

CHHAPOMBI IIEPHOJIMYECKON JTUXOPATKH

INpenapar Kuneper™ nokasan B3pocibiM, TIOJPOCTKAM | JIETSM B BO3PACTE OT 8 MECSIICB H CTapLIIe
¢ Maccoi Tena ot 10 Kr m BbIIE JUIS JICUCHHUS! CICAYIOUIMX ayTOBOCIAIMTEIBHBIX CHHIPOMOB

HCpHOILH‘ICCKOﬁ JIMXOpaJIKH:

Kpuonupun-accoyuuposannwix nepuoouveckux cunopomos (CAPS), Bxmoydas:

- MyabTucHcTeMHOE BOoCTanuTeIbHOE 3a001eBaHle HeoHaTanbHOro Bo3pacrta (NOMID) /
XPOHHUYECKUH  MIIaZICHYECKUH  HEBPOJIOTHUECKMH  KOKHO-apTUKYJISPHBIA  CHHAPOM
(CINCA)

- Cunapom Makna-Yamnica (MWS)

- CewmeiliHblii X0710/10BOM ayToBOCTIAIMTEbHBINH cHHAPOM (FCAS)

Cemeninoil cpeduszsemnomopckou auxopaoxu (FMF)

Ianwentam ¢ FMF npenapar Kuneper® cnemyer HasHayaTh, 1O BO3MOMHOCTH, COBMECTHO

C KOJIXUITUHOM.

bonesup Ctuiuia

Ipenapar Kunepet® nokasan B3pocIIbiM, TTOJPOCTKAM H JIETSAM B BO3PACTE OT 8§ MECSIEB H CTapIIe
cmaccol Tena or 10 Kr W Bble JUIs JICYCHHs, BKJIIOYAsh CHCTEMHBIH FOBEHHJIbHBIN
uauonaruyeckuii apTput (SJIA) n 6one3ns Ctuina, IMarHOCTUPOBAHHYIO Y B3pocibix (AOSD),
C CUCTEMHBIMH CHMITOMAMHM YMEPEHHOW M BBICOKOH CTENEHHM aKTHBHOCTU 3a00JICBaHMS, WIIH
y NAalMEHTOB C JUIMTEJIbHOW aKTUBHOCTBIO 3a00JIeBaHMs TII0C/IE JICUCHHS HECTEPOHIHBIMU
1poTuBoBocnanuTeabHbiMu npenapatamu (HIIBIT) unu rmokokopTukocteponiamu.

[penapar Kunepet® Mo’HO Ha3HayaTh B BHJE MOHOTEPAIHH MM B KOMOMHAILMH C JPYTHMH
IIPOTHBOBOCIIAJIMTEILHBIMH IIpENIapaTaMu ¥ Oa3UCHBIMH IPOTUBOPEBMATHYECKHUMH MTperiapaTaMu

(BIIPII).

IIpoTuBonokazanus

IToBbIeHHAst 4yBCTBUTENBHOCTh K @aHAKMHPE WM JTFOOBIM BCIIOMOTATEIbHBIM BEIIECTBAM HIIM
npou3BoHbIM Oernka E. coli.

Ipenapar Kunepet® He cieayer Ha3HayaTh HalMEHTaM C HEHTpOIEHHEH (aBCONIOTHOE YHCIIO

neiiTpopuion, ANC <1,5 x 10%/x).



C 0cTOPOKHOCTHIO

- ¥V nanMeHToB, UMEIONINX B aHAMHE3€ PelUIMBUPYIONIHE HH(EKIIMK WM TPeIpacioararolme
(GakToppl, KOTOpBIE MOTYT TPHUBECTH K Ppa3BUTHIO HH(EKIMH; IOBBIIEHHE AKTHBHOCTH
NIeYeHOYHBLIX (EPMEHTOB B aHAMHE3€ WJIM TEYEHOYHYIO HEIOCTATOYHOCTH TSKEJIOH CTENeHH
TSDKECTH; TOYEYHYIO HEJ0CTaTOYHOCTh cpenHeil crenenu Tsokectd (KK 30 - 59 mu/mun);
OpOHXHMaNbLHYIO acTMYy; 3JI0Ka4eCTBEHHbIE HOBOOOPA30BaHHUs, B TOM YHCJE, B aHaMHe3e (CM.
pazzen «OcoOble yKa3aHHus»);

- ¥ nanuenToB, KOTOpbIM TpeOyeTcs BakuuHanus (cM. pazaen «Ocobble yKa3aHus»);

- ¥V noxuiIbIX nanueHToB (M. paznen « OcoOble yKazaHHs»);

- YV DalMEeHTOB, INPUHMMAIONIMX OJHOBPEMEHHO BapdapuH uiM (EHUTOMH (CM. pasjeln

«B3aumoielicTBue ¢ JAPYTIUMH JICKAPCTBECHHBIMHA CPEJICTBAMHU >>).

IIpumenenne npu 6epeMEeHHOCTH U B MEPHO/I TPY/IHOr0 BCKAPMJINBAHHS

bepemennocmeo

JlaHHBIE O IIPUMEHEHUM AaHAKUHPbl Yy OEpPEeMEHHBIX JKEHIIMH OrpaHUYeHBbI. Pe3ylbTaThl
UCCIIEIOBAHMM Ha JKMBOTHBIX HE YKa3blBAlOT Ha HAJIWYUE NPSMOM WJIM KOCBEHHOM
PEnpolyKTUBHOM TOKCHYHOCTH.

B kauyectBe Mepbl IPEIOCTOPONKHOCTH PEKOMEHJyeTcss H30erarb NPUMEHEHHsI aHaKUHPBI
BO BpeMsi OCpEMEHHOCTH, a TaKXKe >KEHUIMHAM JIETOPOJHOI0 BO3pacTa, HE HCIOJIb3YIOIUM
KOHTpaUENLHIO.

1 pyonoe eéckapmaueanue

HeusBecTHO, NpOHMKAeT IJM aHAKUHPA/METaOOJIMTBI B TPYJAHOE MOJOKO. Puck Juis
HOBOPOJXK/ICHHOT0 peOeHKa/MIIajIeHIIa He MOXKET OBITh HCKITIOYEH. Bo Bpemsi JieueH st IipernapaToM

Kuneper® rpy/iHoe BckapMIHBaHHE CIIEIYET IPEKPATHTb.

Crnocod npuMeHeHHs U J103bI

PacTtBOp U151 TOAKOKHOTO BBEJICHHS.

Jleuenue npenapatom Kumeper® m0mkHO ObITh HA3HAYEHO BpayaMH-CIICHHAINCTAMH,
HMMEIOIIMMHU ONBIT B uarHoctuke u jgedyenuu PA, COVID-19, CAPS, FMF u 6one3un Cruina, u
IIPOBOJUTHCS IO UX KOHTPOJIEM.

Ipenapar Kuneper® BBomuTCS MyTeM mojkoskHOi Habekuu. IIpenapar Kuneper® nocrasisercs
FOTOBBIM K IIPUMEHEHHIO B TpaJyHMpPOBAHHOM IIPEIBAPUTEILHO 3allOJIHEHHOM IIIIPHIIE.
I'parynpoBaHHBIii IpeIBapUTEIbHO 3aMIOJHEHHBIN MINPHIL IpeTHa3HAYCH JUTs JI03UpoBaHus ot 20
a0 100 mr anakunpel. Ilockonbky MHHHMMabHas J03a B mmpuie cocrasisger 20 Mr, oH

HE IIOJIXOUT JIUIS JICYEHHUS IeTe ¢ Maccoit Tesa meHee 10 Kr.



Bo wusbexanue uyBcTBa aucKOM(pOpTa B MECTe HHBEKIHH PEKOMEHYETCs 4epeloBaTh MecTa
UHBeKIMH. st 00JeryeHMss CHUMIITOMOB pEaKIMii B MeCTe HHBEKIMH PEKOMEHIyEeTCs
OXJIaXK/ICHHE MeCTa WHBEKLMH, HarpeBaHHE pacTBOpa Iperapara JI0 KOMHATHOMW TeMIIEpaTyphl,
HaJIOJKCHHE HA MECTO MHBEKLUM XOJIOJHBIX MAKETOB (JI0 €e NMPOBEICHHS U T10CTIEe), IPUMEHEHHE

KOPTHKOCTCPOUIOB U aHTUTUCTAMUHHBIX IPENApaToOB JJIsi MECTHOTO IPUMEHEHUS.

Tect nHa 6esox suPAR

Ecnu ykasano B nokasaHusX, ompezeneHue ypoBHs Oenka suPAR > 6 ur/mun mpu orbope
NAllMEHTOB  JUls  JIeYyeHHMs 1pemaparoM KuHeper ciemyeT mNpoBOJUTH C  IOMOIIBIO

BAJIMIMPOBAHHOTO TecTa (cM. pazzaen «Ocobble yKazaHHs»).

PA: B3pociibie

Pexomenjiyemas ji03a npenapata Kuneper® cocrasaser 100 Mr oImH pa3 B CyTKH B BHIC

NOAKOXHOH MHBeKIUH. J[03y HEOOXOAMMO BBOJIUTH B OJTHO M TO K€ BPEMS KaXK/IbIi J€Hb.

COVID-19: B3pocibie

Pekomenyemas jo3a npenapata Kuneper® coctaBnser 100 Mr ojuMH pa3 B CyTKH B BHIE

MMOJIKOYKHON MHBEKIIMH B TeueHue 10 aHei.

CAPS: B3pociible, MOAPOCTKH ¥ JIETH B BO3pACTE OT 8§ MeCsIIEB M cTaplie U Maccoi Tena ot 10 kr

U BBIIIC
Hauanvnas oosa:

Pexomentyemast HauasbHas 103a npu Beex noarunax CAPS cocraBnser 1-2 Mr/kr/ieHb B BUJIE
IOJIKOKHOM MHBEKIMH. TepameBTHUYECKHIl OTBET MpOSBISAETCS, TJIABHBIM 00pa3oM, B BHJIE
YMEHBIICHHUs KJIMHUYECKMX CHMITOMOB, TaKMX KaK JIMXOpaJKa, ChbIllb, OOJIM B CycTaBax H
rojoBHasi 00Jib, a TaKXKe CHHXKEHHEM ypoBHel ocTpodasubix 6enkoB (CPB/CAA) wim 4acToThI

obocTpeHu .

Iloooepacusarowas 0oza npu CAPS neexou cmenenu mscecmu (FCAS, MWS nezkoit cmenenu
msodicecmu).
Kax npaBuio, ximHu4YecKkHe M JAOOPATOPHBIE CHMITOMBI YCIICIIHO KOHTPOJIHPYIOTCS ITyTEM

CTPOroro coOII0IeHUs] PEKOMEH/TyeMO# HavallbHOM /1035l (1-2 MI/Kr/neHsb).

Ioooepacusarowasn 0osa npu CAPS masxcenou cmenenu msoicecmu (MWS u NOMID/CINCA):
B Teyenne 1 - 2 mecsneB MoKeT NOTpeOOBaThCs yBEIHYECHHE 03Bl C YIETOM TEPAIEBTHYECKOTO
orBeta. OOblyHast nomuepxkuBaromas jgo3a npu CAPS  Tskenoro TedyeHHsS COCTaBIISET

3-4 Mr/Kr/71eHb, ¥ OHa MOXET OBITh YBEJIHUYCHA JI0 MAKCUMAJILHOM J103bI 8 MI/KI//IEHb.



B jononnenne K olEHKE KIMHMYECKHX CHMITOMOB M BOCHATHTENBHBIX Mapkepos npu CAPS
TSDKEJIOTO  TCUCHHMS, PEKOMEHJYETCs IPOBOJMTH OLEHKY BOCHAICHUS LEHTPATLHONH HEPBHOI
cuctempl (ITHC), B ToM unciie BHyTpeHHET0 yXa (¢ IOMOLIBIO MArHUTOPE30HAHCHOI ToMorpaduu
(MPT) wnu xomnbrotepHoit Tomorpadun (KT), moMOanbHOM NyHKIMM M ayaHOJOTHYECKOTO
MCCIIEIOBaHKs) M OpPraHoB 3peHHs (odTarbMOJIOTHUYECKas OIEHKa) MOocie IEepPBOHAYATLHOIO
3-MecA4HOro Kypea Je4eHHUs, a 3aTeM Kaxble 6 MecsIIeB, J0 TeX Mop, 0Ka He OyIeT onpeaeneH
> pexTuBHbIl pexuM Tepanuu. Korga KOHTPOIb COCTOSIHHUS MAlMEHTa YCIEIHO IOCTHTHYT,
MOHMTOPHHI KJIIMHHYECKHX, O(QTaIbMOJIOTHYECKUX Toka3zareneit u mapamerpo I[THC moxuo

IMPOBOAUTL CKETOOHO.

FMEF:
Pexomenjtyemasi 103a /Ui manuMeHToB ¢ Maccoit Tena 50 xr u Beimre cocraBiuser 100 mr/aeHsb
B BHUJIE 110/IKO’KHOM MHBbeKIMHU. [TaninenTam ¢ Maccoii Tena menee 50 Kr clieyeT pacCUUTaTh 103y

C Y4EeTOM Macchl TeJla U peKOMEHIyeMOU 1036l 1-2 MI/KI/neHb.

bonesup Cruina:

Pexomenmyemast 1o3a s maipeHToB ¢ Maccoi Tenna ot 50 kr u 6oiee cocrasiseT 100 mMr/neHs
B BUJIE IT0OJIKO’KHOM MHbeKIMH. [lanuentam ¢ maccoii Tera Menee S50 KT ciieyeT pacCYMTaTh 103y
C YYETOM Macchl Tejla U Ha4aJlbHOM 1035l 1-2 MI/KT/IeHb.

OTBeT Ha JieueHHE CIIeyeT OLICHUTh uepe3 | MecsIl: B cliyyae CTOMKHUX CHCTEMHBIX IMPOSIBICHUMH
J103a y JieTeil MOXeT ObITh CKOPPEKTHPOBaHA MJIHM I1E€JIECO00Pa3HOCTh MPOJIODKEHUS Teparuu

npenapatom Kuneper® nomkna 6bITh HOBTOPHO OIIEHEHA JICYAIIHM BPAdOM.

IIpuMeHeHne y OKUIBIX HAalMeHToB (> 65 Jer)

PA u COVID-19: Koppekuusi 103bl npenapaTta He TpeOyeTcs. Pexxum J103upoBaHus U crocod
BBEJICHHS COOTBETCTBYIOT TAKOBBIM Y B3POCJIBIX TALIUEHTOB B Bo3pacTe oT 18 1o 64 ner.

CAPS: nanHble 0 INPUMEHEHMM Ipernapara y Hoxuiablx nanueHToB ¢ CAPS orpaHuyeHsl.
IIpeanonoxuTenbHO, KOPPEKIHs JO3bI ITpenapaTa He TpedyeTcs.

bonesno Cmunna: NaHHblE O NPUMEHEHHM IIpenapara y MOXHIIBIX IallHeHTOB OTPAHUYCHBI.

ITpennonoxuTenbHo, KOPPEKIUs 0361 IpernapaTa He TpedyeTcs.

IIpuMmenenue v nereit (B Bo3pacrte <18 er)

JlaHHBIE O IPUMEHEHUH TIpenapaTa y JIeTei B Bo3pacTe JIo 8 MecsIeB OTCYTCTBYIOT.

PA: Dddexrusrocts npenapara Kuneper® y neteit ¢ PA (JIA) B Bo3pacte ot 0 mo 18 ner

HC YCTaHOBJICHA.



COVID-19: DddextuBrHocts npenapara Kuneper® y nereit ¢ COVID-19 B Bospacte ot 0 10
18 et He ycTaHORBIIEHA.

CAPS: pexum N03MpOBaHUs U CII0CO0 NMPUMEHEHHMS y JeTel B BO3pacTe 8 MecsLEB M CTaplie
¢ Maccod Tena 10 Xr ¥ BbIIE COOTBETCTBYET PEXKUMY IMPUMEHEHHS Y B3POCILIX IAIMEHTOB C

CAPS 1 3aBUCUT OT Macchl Tela.

FMF: netam ¢ maccoit Tena meHee 50 Kr 103y Ipenapara pacCUMTHIBAIOT ¢ Y4€TOM Macchl Tejla U
PEKOMEH/1yeMOM 10361 1-2 MI/KI//eHb; NalueHTaM ¢ Maccoil Tena ot 50 kr u Gosee mpemnapar
cienyer BBOAUTL B no3e 100 Mr/neHb. Y gerei ¢ HEJOCTATOYHBIM OTBETOM Ha TEPAIUIO 03y
npenapara MO>KHO IOBBICUTH J10 4 MI/KI//ICHb.

Jannble 00 s¢dexruBoctn npenapata Kuneper® y nereit ¢ FMF B Bo3pacte muasme 2 jer

OI'paHHUYCHBI.

bonesno Cmunna: nersam ¢ Maccoit Tena Menee S0 Kr 703y npenapara pacCUMTHIBAIOT C YYETOM
Macchl Tejla ¥ HadaJIbHOM JI03bI 1-2 MI/KI/meHb; mamueHTaM ¢ Maccoi tena ot 50 kr u Oonee
npenapar cjiexyer BBoAUTh B 03¢ 100 Mr/aens. ¥V nereit ¢ HeI0CTaTOYHBIM OTBETOM Ha TEPAITHIO

JI03y Ipenapara MOXHO ITOBBICUTH JI0 4 MI/KI/JCHb.

HDI/IMCHGHI/IC Y NallMCHTOB C HAPYIICHHUEM (bVHKIH/IH INEYCHHU

Jlns manueHToB ¢ NEYEHOYHOM HEJI0CTaTOYHOCTBIO CpeJlHel CTenmeHH TshkecTH (kiacc B mo
kiaccupukanun  Yaiina-IIero) xoppekumst 10361 He TpeOyercs. IlammeHtam ¢ TsoKelon
IIEYEHOYHON HeocTaToyHOCThIO (Kitace C no kiaccudukanuu Yaitna-I11s10) cienyer npoBouTh

Tepanuio npenapatom Kuneper® ¢ 0cTopokKHOCTEIO.

[IpuMeHeHHE Y NMAIMeHTOB ¢ HapYIICHHEM d)VHKHPII/I IMOYCK

Jl1s manueHToB ¢ MOYEYHOH HeI0CTaTOYHOCTHIO Jierkoi creneHu TsokecTH (KK 60 - 89 mi/Mun)
KOppeKIus J10361 He TpeGyetcs. [Ipenapar Kuneper® ciielyeT NpHMEHSTh ¢ OCTOPOKHOCTBIO Y
NAIMEHTOB C IIOYEYHOHW HEN0CTaTOYHOCTHIO cpeaHeit creneHu TsbxecTH (KK 30 - 59 mu/mun).
VY nanueHToB ¢ MOYEYHOH HEeI0CTaTOYHOCTHIO TshKenoi crenenu TsokecTd (KK <30 mu/mun)
TEPMUHAJIILHOM CTaWel MOYEYHOH HEI0CTaTOYHOCTH, BKJIIOYAs MTAIlUEHTOB Ha JHAJH3E, CIeIyeT

IIpe/yCMOTPETh BBEJICHHE Ha3HAYeHHOM /10361 penapata Kunepet® yepes neHb.

Ecmu npenapar Kuneper® BBejieH B 60JIbIeii 103€, 94€M T0 ObIIO HEOOXOIMMO

IIpu ciyvaitHoM BBejeHuH npenapata Kuneper® B 03e, HpeBBINAONIEH HEOOXOIHMYIO,
HE JIOJDKHO BO3HMKHYTH CEpbe3HBIX IpobiieM. Tem He MeHee, B MOAOOHOM cllydae MalMEHTY
cieyeT oOpatuThes K Bpady. B mobOoM ciydae, eciam manueHT mo4yBCTBOBaN cebsi HEXOPOIIIO,

OH/OHa JI0JI’KeH/10JDKHA He3aMeUTMTEIbHO 00paTUThCS K Bpayvy.



Ecimm IMpOoITYHIEHO BBEACHUE J03bI IIperapara KHH€D€T®

Ecnu nporyiieHo BBezienue 10361 npenapara Kuneper®, nanmenty cieyer oGpaTiThes K Bpady,

4T0OBI 00CY/INTh, KOT/IA CJIE/TyeT BBOJIUTE CIIEIYIONIYIO J03Y.

MHCcTpYKIMS 110 TOAT0TOBKE U BbINOJIHEHUI0O HHbEeKIUHU npenapaTta Kuneper®

JlanHpli pasjaen coaepkuT MHPOPMAIMIO O TOM, KaK cjelnarh cebe MM CBOeMy peOeHKy
uHbeKumio npenapara Kuneper®. He cnenyer BBoauth npenapar Kuneper® cebe mmm cBoemy
pebeHKy, ecin Bel He MPOIITM HHCTPYKTaX Y Bpaya WM MEIUIIMHCKOM cecTphl. Eciu y Bac ecthb
BOIIPOCHI O TOM, KaK BBOJHTB IIpenapar, Moxkauyicra, oOpaTuTech 3a MOMOMIBIO K Bpady HIIH

MEIULIMHCKOM CECTpC.

IIpenapar Kuneper® npecrapisieT co00i CTEpHIBHBIN PacTBOP, HE COJIEPIKALIMI KOHCEPBAHTOB.
Tonbko 11 0THOKPATHOTO TIPUMEHEHUS.

Inpun He caexyer BeTpsaxuBaTh. [lepen nnbekueit He0OOXOUMO JaTh HArpeThes IIPHILY 10
KOMHATHOH TeMIIepaTyphl.

Ilepen BBejeHHMEM HYKHO TPOBEPUTH BHEIIHWH BHJ] PacTBOpa Ha HAJIMYHE MEXaHHUCCKUX
BKJIIOYEHUH W HW3MEHEHMs IBeTa. BBOJUTH MOXHO TOJBKO TPO3pavyHbIi HIH  cl1abo
ornajecuupyouyii, 0T 6ecIBETHOro 10 0€J10BaTOro IBETa pacTBOP, KOTOPBIA MOXKET COJICPKaATh
amopdHble NOTyIpo3pauHble WK OeJIble YaCTHIIbI, OTHOCSIIUECS K Mpernapary.

[TpucyTcTBHE TaKMX YAaCTHIl HE BIMSET HA KAYECTBO MpernapaTa.

[IInpuil npeaHa3sHaYeH TOJIBKO Ul OJHOPA30BOro npuMeHeHus. JIroOble Hencrnoyib30BaHHBIE

OCTaTKHU IIperiapara CJICAYET YTUIIM3UPOBATh.

Kak caesaTh HHBEKIHI0O CaMOCTOSITEILHO HJIH € NOMOIIBI  JpPYyroro Jmuna
C MCIIOJb30BaHHeM mpenapara Kuneper® B rpaiyHpoBaHHOM npeIBAPHTEILHO
3aMoJIHeHHOM IITNPHUIIe

BBoaute npenapar cebe uimm cBoeMy pebeHKy He0OXOIUMMO B OJTHO M TO XKE BpeMs KaXK/IbIi JICHb.
ITockonbky npenapar Kuneper® npenazHaden Uis MOIKOXHBIX HHBEKIHI, €r0 BBOJST TOIBKO

TI0JT KOXKY.
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3anyITHLIT KOIMavyox

ra Irna

Kopmye mmpira

HItok nopmxs

J11s1 BBITIOJTHEHUS TIOJKOKHOM HHBEKIINH TIpenapara cede Hili CBoeMy peOeHKY BaM II0Ha 1005 TCs:

Ipenapar Kuneper® B rpayMpoBaHHOM IIpeIBAPHTEIIHHO 3aMOTHEHHOM IHIPHIIE;
CrnimproBele caneTKu UM aHAIOTH;

CrepuiibHast MapJIst WIN TKaHb.

Yrto BaM ciieayeT caeJaTh mepe MoAKOKHLIM BBeJenuem npenapara Kuneper® cebe niam

cBoemMy pebeHKy?

1.

JloctanbTe npenapar Kuneper® B TIpaJyMpOBaHHOM IIPEIBAPUTEIBHO 3aNOJTHEHHOM
IIITPHILE U3 XOJIOAUIbHHKA.

He Berpsixupaiite mmpuil.

ITpoBepbTe naty ucTeueHus cpoka roAHOCTH Ha 3TUKETKE MPeJIBAPUTEIHHO 3aIIOJIHEHHOTO
mmpuua (B penakuuy «J1o:»). He ucnons3syiite npenapar Kuneper® nocie ncredenus cpoka
rOJIHOCTH, YKa3aHHOT'O Ha yNaKOBKeE.

IIpoBepbTe BHemHMIt BUJ pacTBopa npenapara Kuneper® B mmpuie. PacTBop 10/KeH ObITh
IpO3payHbIM MM c1a00 ONaJeCHUpPYIOMUM, OT OeclBETHOro Jo 0OenoBaToro IBeTa.
PactBop MoxeT cozaepxaTh aMop(HBbIe TOJYNpO3pavyHble WM Oejible YacTHIBI,
OoTHoOcsIMecs K npenapary. IIpucyTcTBue 3TUX YacTHIl He BIHMSET Ha Ka4eCcTBO Ipernapara.
PactBop He cietyeT BBOAUTH, €CIIM OH U3MEHUJI IIBET MJIM CTaJl HENMPO3PaYHbIM, WIIH €CIIU
UMEIOTCs KaKHue-TH00 IpyTrue YacTHIIbl, OTIIMYHbBIE OT MPO3PAaYHO-OCIIbIX YACTHII.

Jlns 0Osier4eHust CHUMITOMOB peakifii B MecTe HHBEKIMH Ipernapara OCTaBbTe IIIPHUIL TPH
KOMHATHOM TemIeparype B TedeHHe NpuOau3uTenbHo 30 MHHYT WM OCTOPOXKHO
TOJIEP)KUTE €r0 B PyKe B TeUeHHe HeCKONbKMX MuHYT. He Harpepaiite Kuneper® xaxum-
1100 MHBIM CIIOCOOOM (HalpUMep, He HarpeBaidTe ero B MHKPOBOJHOBOW MEUYH HIIH MPH
IIOMOIIIY TOpsiueit BOIBI).

He cuumaiite 3aIIUTHBIHA KOJIAYOK CO HINPHUIIA, €CITH BBl He TOTOBBI BBOIUTH Iperapar.

Tmare/bHO BLIMOIHTE PYKH.

11



Haiijure yn00HYI0, XOpOIIO OCBEIICHHYIO U YHCTYIO MOBEPXHOCTH M NOMECTHTE BCE
HeoOXoauMoe 00opyIoBaHKE TIepe/] COOOM.

Yo6eurech, uto Bbl 3Haere, kakyio o3y npenaparta Kuneper® HasHaumi Bam Bpau;
ot 20 ;10 90 mr, 100 Mr WM BBIIIIE.

Ecin Bpay HazHauwm 103y 100 mr, cmoTtpute paszzen « Kak npuroroButsb 103y 100 Mr».
[ ]

Ecin Bpau HasHauyui Oojee HU3KYIO J103y, cMoTpuTe pasjen « Kak mpuroroBurs 103y
ot 20 10 90 MD».

Kak npuroroButs 103y 100 mr

Ilepen BBeniennem npenapata Kuneper® Bam cielyeT BBINOTHHTH ClIe/TyIONIEE:
1.

Bo3pMuTe MIpUIL 1 OCTOPOIKHO CHUMUTE C UTJIBI 3ALIUTHBIN KOJITAY0K, HE Bpalnas ero.
ITorssHuTe KONMauvok mpsAMo, Kak nmoka3aHo Ha Puec. A. He npukacaiitech K Wrjie u

He HaXkKuMaiite Ha nopiieHb. Cpa3y BEIOPOCHTE KOJNMAYOK OT MIJIBL.

3aMIITHET KOIa90K
IIria
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Pucynok A
2. BblIMO)eTe 3aMEeTUTh HAJTMYKe HeOOIBIIOro My3bIphbKa BO3/lyXa B Imnpuile. Bam He cienyer
yJAJIATh ITy3bIpbKH BO3/yXa Iepes HHbeKIuei. Breienne pacteopa ¢ my3bIpbKOM BO3AyXa
Oe3omacHo.
3.

Tenepb Bbl MokeTe umcnonb3oBaTh MMpEABAPUTECIILHO 3arOJIHEHHBIN ImpuI corjiaCHoO

ONMCaHUIO B caeayronmx pa3aenax «Kyaa ciaeayer genars cede nabexkuno ?» 1 «Kak caenarp
ced0e HHBEKIHIO ?».

Kak npuroroButs 103y ot 20 10 90 mr
Ilepen BBeienuem npenapata Kuneper® BaM ciieryeT BBITIONHHTE ClIeIylOIIee:
1.

Bosbmute oimpyun 1 OCTOPOXHO CHUMHUTE C HUIUIBI KOJIIIAYOK, HE Bpalgas €ro. [ToTstHUTE

KOJINIAYOK IpsAMO, Kak noka3aHo Ha Pue. A. He npukacaiitech K urie u He HaXuMmaiTe Ha
nopuieHb. Cpasy BHIOPOCHTE KOJIIMAYOK OT UIJIBL.
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2. Bawm cienyer nepkaTh LINPUIL B OJJHOM pyKe, HAIPABJIsis MY MPAMO BBEPX, KaK MOKa3aHO
Ha Puc. b. Ilomecture u fepxure G0JbIION Manenl Ha LITOKE TOPILIHS JIO TEX IOp, MOKa

Ha KOHYHMKE UTJIbI HC MOABUTCS KPOIICYHAasl Karlsd XXUJIKOCTH.

Pucynoxk b

3. llepeBepuure wmmpHuIl TakuM oOpa3oM, uYTOOBI HIJIa Tenmeph ObLIa HalpaBjeHAa BHU3.
ITomecTrTe CTEPHIIBHYIO MApIIIO MM TKaHb HA IUIOCKYIO IIOBEPXHOCTh M JIEPXKUTE HaJ HEl
IINIPUIL ¢ UIJION, HANpaBJICHHOW B CTOPOHY Mapid WJIM TKaHM, Kak Noka3aHo Ha Puc. B.

Y6GJII/IT€CL B TOM, 4YTO UTIJIa HC KaCa€TCsA MapJii UJIA TKaHH.

4. Tlomecture OONBIION Majnell Ha MITOK MOPIHIHS U HaXUMaWTe HA HEro J0 TeX IOop, IOKa
IepeiHssl 4acTh MOPIIHS HE JOWJIET A0 METKM Ha IIKaje, yKa3blBalolIeld Ha HEOOXOIUMYIO
BaM JI03y npenapata Kumeper® (Bam Bpau nIpomH(pOPMHpPYET Bac O Ha3HAYEHHOM J03¢
npenapara). BeimyineHHas cTpys )KHJIKOCTH BITUTAeTCs Mapiiel MK TKaHbIO, KaK MMOKa3aHo Ha
Puc. B.

5. Eciu BBl HE CMOIUIM YCTaHOBUTDH NMPABUJIBHYIO J03Y, YTUIUZUPYUTE IIIPUIl U UCHOJIB3YHTE
HOBBI.

6. Tenepbr BB MOXETe HCIOJIB30BATh IPEJIBAPUTEIHLHO 3aMOJHCHHBIM IINPHII COTIACHO
ONMCaHMIO B craeayroumx pasaenax «Kyaa caexyer genars cebe uHbeKHUIO?» U

«Kaxk caerath cedbe HHbEKINIO ?».
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Kyna ciaeayer aesatn cede HHbeKIHIO?
Hanbounee noaxoasume yyacTku JUisl BBIOJIHEHUS] MHBEKIIUK ceOe UK CBOeMy peOeHKY

(emotpute Puc. I'):

° ’KMBOT (32 UCKITIOYEHHEM 00JIaCTH BOKPYT IyIIKa)
. BEpXHsIsl yacTh Oepa
. BEPXHUE HapyKHbIE 00JIACTH SITOJIUIL;
. Hapy KHasi o01acTh nieya
B3pocarbie Jern

nepeiHas 3a;HAS Hepe; s 3aHAA
CTOPOHA CTOPOHA CTOpOHA Cropona
Teaa Teaa Tesa reaa

Pucynok I'

Kaxpiii pa3s MeHsiTe MECTO MHBEKIMU, YTOOBI H30eXkKaTh pa3BUTUS OOJIC3HEHHOCTH B OJHOM
obnactu. IIpu BBeieHUH Ipenapara ¢ IOCTOPOHHEH ITOMOIIBIO MOXKET OBITh TAKIKE 3a1EHCTBOBAHA

3a/IHss ITOBEPXHOCTH BAICTO IIJICYa.

Kak caearh cede HHBEKIHIO?

1. Ilpoaesmndunupyiite K0Xy ¢ HOMOLIBIO CIUPTOBBIX CATPETOK H 3AKMHUTE KOXKY MEKIILY
OOJIBIINM | yKa3aTeJIbHBIM IaJbllaMH, HE C/IaBJIMBas €€.

2. BpenuTe MIy B KOXY IOJHOCTBIO, KaK OBLIO BaM MOKA3aHO MEJUIMHCKON CECTpOH MM
BpauoM.

3. Bpojaurte pacTBOp Ipemapata ME/UVICHHO W DPaBHOMEPHO B 00pa30BaBLIYIOCS KOMKHYIO

CKJIAJIKy, KaK IToka3zaHo Ha Puc. 1.
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Pucynox /I

4. Tlocie BBeeHHS MpenapaTa, U3BJIECKUTE UTITY H OTIIYCTHTE KOXKY.
5. JioOple HeMcrnonp30BaHHBIE OCTATKU IHperapara JOJDKHBI OBITh  YTHIM3HPOBAHbI.
HMcnonp3y#ite OaMH HINpPHIl TOJBKO JUIS OJHOM HMHBEKIMH. He Wcmons3yiTe MImpHil

IIOBTOPHO, IIOCKOJIBKY 3TO MOKET CTAaTh IPUYUHON pa3BUTHs HH(EKIIUH.

3anomuure
Ecimn y Bac ecth Kakue-m60 1npo0iembl, MOXKaIyHcTa, He3aMe UTHTEIbHO 00palanTech K CBOEMY

Bpaydy HJIK MEIUIIUHCKOM CECTPEC 3a MIOMOMIBIO U COBETOM.

YTuims3anus HenoIb30BaHHBIX IINPHIEB H MATEPHAJIOB

o He HazneBaiiTe K0JMa4oK Ha UCTIOJIB30BAHHBIC UTJIBI

. JlepkuTe UCIIOIb30BAHHBIE MINTPUIIBI B HEJOCTYITHOM JUIs J€Tel MecTe

. Ecnu BaM Hy’kHa 103a npenapata MeHee 100 Mr, kak ObLIO cKa3aHO BBIIIIE, CIIEAYET YIAIUTh
U30BITOK IIpernapaTa U3 HIIPUIa Ha Maplllo WIK TKaHb. [lociie HHBEKIMH yTUIU3UPYHTE
MOKPYIO MapJItO MJIH TKaHb C BalIMM LIIPULIEM H OYUCTHTE TOBEPXHOCTh YUCTOU TKAHBIO

o Hcnonp30BaHHBIE MINPHIBI U Mapii0 WIH TKaHb CJIEIyeT YTHIM3UPOBATH COTJIACHO
MECTHBIM 3aKOHOZATENbHBIM aKkTaM. Huxorga He KiaauTe MCIOJB30BAaHHBINA INIPHUIL B
00BIYHOE MYCOpPHOE€ BepO € OBITOBBIMH OTXOJaMH. JlaHHBIE MephI MOMOIYT 3aAIMUTHTH

OKPY KaIOIIYIO Cpey.

ITo60o4noe nelicTBHE

Pe3ziome npopunsa 6ezonacrnocmu

B nnane6o-KoHTpoIMpyeMBbIX HCCIIE0OBAaHUSX C yYacTHeM HanueHToB ¢ PA Hanboliee 4acThIMU
HE)KeJIaTeNbHBIMI JIeKapcTBeHHbIME peakiusimu  (HJIP) na mpenapar Kumeper® spisimmchk
peakiiy B MECTC HHBEKIHM, KOTOpble OBUIM JIETKOM MM CpeIHel CTENeHH TKECTH Y
OospmMHCcTBa manueHToB. Hambonee wyacToif NpUYMHON HMCKIIOYEHHS W3  HMCCIIEAO0BaHMs

naruenTos ¢ PA, nonyuasmmx npenapar Kuneper®, 6bi1a peaknus B Mecte HHbekimn. YactoTa
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cepbe3nbix HIIP B neenenosanusx PA npu Beeiennn npenapara Kuneper® B peKkoMeHI0BaHHO
nose (100 mr/cyTkm) Obuia comocraBHMa € TaKOBOW TpH HMCHONb30BaHuM 1ianebo (7,1%
1o cpasuenuio ¢ 6,5% B rpynne miane6o). Yacrora TsokensiX HH(EKIHMH Oblla  BIIIE
y NALHEHTOB, MOIyYaBUnX npenapat Kuneper™, 1m0 cpaBHEHMIO ¢ MAIMEHTAMH, MOJTyYaBIIAMH
mnanedo (1,8% B cpaBnennn ¢ 0,7%). YMeHblLIEHHE KOJIMYECTBA HEUTPODUIOB HAGIIONAIOCH
Yale y nanueHToB, nojtyyasmux npenapat Kuneper®, no cpaBuennio ¢ miare6o.

Hannbie o HIIP npu COVID-19 nosy4deHs! B paHJIOMH3UPOBAHHOM I1IAIe00-KOHTPOJIHUPYEMOM
uccnenoBanun 405 manuMeHToB ¢ NHeBMOHHMEH, Bbi3BaHHOM COVID-19, kotopsle mosyyanu
nevenne npenapatoM Kuneper® (uccnenosanme SAVE-MORE). Yacrota cepbe3nbix HIJIP
B IPyIIIe JICYCHHUs aHaKMHPOH Oblla CONOCTaBUMa ¢ TAKOBOU B rpyrne rianeto. Helitponenus,
MOBBIIICHHE AKTUBHOCTH (EPMEHTOB IICUEHH, CBIIIb M PEaKIU¥ B MECT€ HHBEKIIMU Yallle
OTMEYAIINCh y MAMEHTOB, MOJTyYaBIInX npenapat Kuneper®, mo cpaBHEHHIO ¢ rpynmoii muaneso.
O6umii npoduis 6e3onacHoct y namuentos ¢ COVID-19, nomyuasmmx npenapar Kuneper®,
aHAJIOTHYCH TAKOBOMY Y nanuenToB ¢ PA, nonyuasmmx Kunepet®.

Jlannpie o HJIP y naumentoB ¢ CAPS mnomydensr B otkpbitoM KW y 43 manuenTtoB

®  JUMTENBHOCTBIO 1O 5 JeT H

¢ NOMID/CINCA Ha ¢one Ttepanuu mnpenapatom Kuneper
nokasaresaeM obmei sxkcno3unuu 159,8 mauuento-ner. B xone S-nernero KU y 14 nmanuenton
(32,6%) ObL10 3aperucTpupoBaHo 24 cepbe3HbIX HexenaTenbHbIX sieHus (CHS). Oqunnannars
CHA y 4 naumentoB (9,3%) ObUiM pacleHEeHBI KaK CBsA3aHHBIC C NMPUMEHEHHEM IIperapara
Kuneper®. Hu y omuoro nanuenta neyenne npenaparoM Kuneper® ne GbUT0 mpekparieHo u3-3a
HIIP.

Jlannple o HexenarenbHbIX siBIeHHsX (HS) y manwentoB c¢ Gone3npto CTHIIa OCHOBaHBI
YaCTUYHO HA pe3yJibTaTaX OTKPBITOTO M Ha pe3yJibTaTax CJIENoro mianedo-KOHTPOJIUPYEMOTo
uccienoBanus 15 nanuenToB ¢ SJIA, moayyaBImmMX TEpanuio JUIMTEILHOCTHIO JI0 1,5 JleT, a Takxke
pesysibTatax — paHIOMM3MPOBAHHOTO  JBOMHOrO  ciemoro,  mianebo-KOHTPOJIUPYEMOTO
HCCIIEIOBaHMS € yyacTueM 12 manueHToB B3pOCIIOro U JIETCKOro Bo3pacta ¢ Oose3npto CTuiuia
(6 manuenToB B rpynne npenapata Kuseper® u 6 manmeHToB B Ipymie mane6o), moTydaBImx
TEPaIuIO JJIUTEIBHOCTBIO 12 HeJIeNb ¢ IOTIOTHUTENIBHBIM MTPOUICHUEM Ha 4 HEJIeIIH.

Kpome Toro, pe3ynbraThl J0OJTOCPOYHBIX HEMHTEPBEHIIMOHHBIX HCCIIEAOBAHUN 0E€301acHOCTH
Ha 306 nanuenrtax c 6ose3nbio CTUILIA, TOCTPErUCTPAMOHHBIC 0TYeThl 0 H 1 oy 6iKoBaHHbIE
UCCIIE/IOBAHMS TOATBEPIKIAIOT 3TH JIaHHBIE.

Janneie o HA y manuentoB ¢ FMF ocHoBaHbBI Ha MOCTperucTpaMoHHbIX coobmenusx o HS u
pe3yibTaTax omyOJIMKOBaHHBIX MCCIICIOBAHUM.

B 3Tux nccieoBaHUsAX M B MOCTPETHCTPAMOHHBIX cooOieHusx o HJIP oTcyTcTBYIOT MaHHbBIe

0 ToM, 4TO o0 npoduie 6e3omacHocTy y nanueHToB ¢ CAPS, FMF unu Gonesnsro Ctuiuia
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OTIMYaAeTCs OT TAaKOBOI'O y HanueHTtoB ¢ PA, 3a MckitoyeHHeM yBelauuyeHHst dactotel HI
CO CTOPOHB! TE€YEHHM Yy NAIUEeHTOB c 0Ooje3Hpto CTHUiUIA COTJIACHO TOCTPErHCTPAlMOHHBIM
HaOmonenusam. Takum obpaszom, npuBeneHHas Huke Tabimna HJIP npumenuma x npenapary
Kunepetr® npu neyenuun PA, CAPS, FMF u 6onesan Crunna. Ilpn nonrocpounoii Tepamuu PA,
CAPS n 6one3nn Ctrina npopuib 6e301MacHOCTH He H3MEHSIETCS.

Huxe npencrasinensl HJIP, koTopble kiaccMpUIMpPOBaHBI B COOTBETCTBUU C IMOpPaKEHHUEM
OpPraHoOB M CHUCTEM OPraHoB (MEJMIMHCKHH CIIOBAaph /Il HOPMATUBHO-IIPABOBOM JIEATETLHOCTH

MedDRA) 1 9acToTOii BO3HUKHOBEHHS.

Kaace cucremsl opranos Yacrora HexenareabHas
JIEKAPCTBEHHAS PeaKIus

Wnpexnnonnsie n Yacto (ot > 1/100 no < 1/10) Tsoxensie nudexnyun

napasuTapHble 3a00J1eBaHHs

Hapymienust co cTopoHbI Yacto (o1 > 1/100 no < 1/10) He#itponenus

KPOBEHOCHOH H TpombonuTonenus

muM(paTHYECKOH CHCTEM

Hapymenust co cTopoHbl Hewacro (ot > 1/1000 o AJUlepruyeckue peakimu,

UMMYHHOH CHCTEMBI < 1/100) BKJIIOYast
aHa(UITaAKTHYECKYIO
peaKIuio,

AHTMOHEBPOTUYECKHUH OTEK,
KpalMBHHULLY U 3y]1

Hapyenust co croponbl Ouens yacro (> 1/10) I'osioBHas 6o1b
HEPBHOM CUCTEMBI

Hapymenus co cTopoHbl Hewacto (ot > 1/1000 1o IToBBIIIEHHE TEYEHOYHBIX
[IEYEHH U KEITYEBBIBOIAIINX <1/100) TpaHCaMHHa3
nyTen YacToTa HEU3BECTHA HeuHeKIMOHHBIH renaTut

(He MOXeT OBITh
UJCHTU(UIPOBAHA 110
MMEIOIIUMCS JTAHHBIM)

Hapymenus co ctoponsl koxku | Hewacto (ot > 1/1000 1o Crinb

U TIOJIKOXHBIX TKaHEH <1/100)

OOmwue Hapymenus u peakiud | Ogens yacto (> 1/10) Peakiiuu B MecTe HHBEKITHH
B MECTE MHBEKIIUH

JlaGoparopHble 1 Ouensp yacro (> 1/10) lloBblleHne XosecTepuHa B
WHCTPYMEHTAJIbHBIC JJAHHBIC KPOBH

Eciu mo0ple M3 yKa3aHHBIX B MHCTPYKLIMHU MOOOYHBIX 3()(HEKTOB yCyryOsIOTCs, WM Mal[HEHT
3aMeTuI1 Jro0ble Apyrue nodouynsle 3hdekTrl, He yKa3aHHbIC B HHCTPYKIUH, CIEIYET COOOIIUTE

00 3TOM Bpauy.

Tsoxennie HHd)CKHHH

YacrtoTa pa3BUTHS TSDKENBIX HH(EKIM B necenoBanusax PA npu Beenenuu npenaparta Kuneper®

B peKoMeH10BaHHOM 03¢ (100 Mr/cyTkn) coctaBuia 1,8% y manueHToB, NOTyYaBIIAX MTpernapaT
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Kunepet®. no cpasnenmio ¢ 0,7% y mauueHToB, mojiyuaBmux miane6o. B xoze HabmoneHus
JUIMTEJILHOCTBIO JI0 3 JIET 4yacToTa TsDKEIbIX MH(EKIMH ocTaBajach MOCTOSHHON ¢ TeYCHHEM
Bpemenu. HaOmomaemple mHpekiu ObUIM BBI3BaHBI B OCHOBHOM OaKTEpHUsIMH: BOCHAJICHHE
MOJIKO’KHOM KJIeTYaTKH, ITHEBMOHHS, a Takke WH(PEKIHUH KOCTeH W CycTaBOB. BOJBIIHMHCTBO
NAIMEeHTOR TIPOJIOJKMIN  TIPUMEHEHHE HCCIIelyeMOro JIGKApCTBEHHOTO TIpernapara  Iocie
paszpeuieHns HHPEKIUH.

B xmuHnueckom wuccnenopanun COVID-19 Bropuunble cepbe3nble MHOEKIMH pPa3BHBAIHUCH
YacTo, 0JIHAKO PeXe PErMCTPUPOBAIMCH Y MAlMeHTOB, nonydapmux Kuneper®, no cpaBHenuto
C MalUeHTaMH, MOJIyYaBIIUMHU TU1aneoo.

B KU y 43 nauuentoB ¢ CAPS 3a 5-netHuit nepuo HaOMOIEHUS YacTOTA TSDKENBIX HHDEKINH
cocraBmsuia 0,1/rog, W3 KOTOpBIX damie BCEro BCTpeYalach MHEBMOHHS MW TaCTPOIHTEPUT.
IIpumenenue npenapara Kuneper® 65110 BpeMEHHO NPEKpPAIEHo y OIHOTO MAIMEHTa; OCTATbHBIC

TNALMEHTHI 1PO/I0JDKMIIM Jledenue Tipenapatom Kuneper® Bo Bpems Teuenus HHPEKIHL.

Bo Bpemst Habmonenus 3a 15 nanuentamu ¢ SJIA jmurensHOCTBIO 1,5 ro1a, y OJJHOrO HarueHTa
pa3BUIICS TsDKENBIH rematuT Ha (OHE IMTOMEraloBUPYCHOW HHOekiuH. B wucciaemoBanun
¢ yuactueM 11 nmanuentos ¢ 6onesnspro Ctuimna (SJIA u AOSD), paHIOMU3HPOBAaHHBIX B IPYIIIBI
npenapata Kuneper® (6 nanuenToB) u miane6o (5 maueHToB) ¥ HaG/IIOIAEMBIX Ha IIPOTSKECHHN
16 Henmenb, He coo0IANOCh O pa3BUTHM CepbhE3HBIX HHOpeKwid. B moarocpodnom
HEMHTEPBEHIIMOHHOM ~ HCCIIEIOBAaHMU  Oe3omacHocTH mpenapata Kumeper® ¢ yuactuem
306 manmeHToB AETCKOro Bo3pacra ¢ Oosie3npro CTHIUIAa HA MPOTSHKEHHH Ooiee 9 JeT (cpeaHss
IIPOJIOJKUTEIBHOCTL Kypca Tepanmuu npenapatom Kumeper® cocraBmna 17,0 (crammapTHoe
oTkJIoHeHHe 21,1) MecsueB; MenuaHa MpoJIOJDKUTEIBHOCTH TEpaluu cocTaBuia 8,9 mecsiieB)
cepbé3Hble MHpeKIUH Habmoanuch y 13 nmanueHTOB. J[aHHBIE OCTPETHCTPAIMOHHOTO OTYETa
o HA u pe3ynbprarhl onyO0IMKOBAaHHBIX MCCIICIOBAaHWN HE BBISBUJIM OTJIIMYHMMA B THIC M CTEIIEHU
TsoKecTH nHpexuuit y nanuertoB ¢ FMF u nanmenTos ¢ PA, CAPS win 6one3upio Ctuinia.

B xone KM u nocrperucTpaiioHHOro NpUMEHEHHs Tpernapara ObUIH OTMEYEHBI PEJIKUE CIIydan
HHQEKIMH  yCIOBHO-NIATOTEHHBIMUH  OpraHW3MaMH, KOTOpble  BKJIIOYAIH  TPUOKOBBIE,
MHUKOOaKTepHalbHble, OakTepHalbHble W BHPYCHBbIC mMaToreHbl. MH(eKnuu OBUIM OTMEYEHBI
BO BCEX CHCTEMaX OpPraHoB M OBUIM 3aperHCTPUPOBAHBI Y MAIIMCHTOB, MOJYYaBIIUX Iperapar

KI/IHepCT® OT/JCJIIbHO HUJIA B COYETAaHNHU C HMMYHO/JICIIPECCAHTAMH.

Heiitponenus

B mane6o-kontpomupyembix KM npenapara Kuneper® y mammentoB ¢ PA 6bUIo 0TMEUeHO
HE3HAYUTE/IbHOE YMEHBIICHHE CPEIHUX 3HAYCHMH OOIIero yucia JeHKOIUTOB B abCOIIOTHOTO

uncna Heltpoduios. Heiitponenus (ANC <1,5 x 10%/1) 6b1a 3apermcrpupoBana y 2.4%
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nanuenToB, noayyapmux npenapat Kuneper® no cpasuenuio ¢ 0,4% HalmeHToB, OJYYaBIINX
wianedo. Hu y 0HOro m3 3TUX NManmeHTOB He OBLIO JIMAarHOCTHPOBAHO OCTPBIX HMH(EKIUH,
CBSI3aHHBIX C HEUTPOIICHUEH.

B xmmnanueckom uccnenoBanun COVID-19 ciayuyam HeHTponeHHH OBLIH 3aperuCcTPUPOBAHBI
y 3,0% naunentos, nonydamux Kuneper®, n y 0,5% namuenTos, nonyuasmmx mane6o. Bee
HJIP B Bujic HeHTpONEHUH OBLIH JIETKOH MJIM Cpe/IHEH CTENEHH TSIKECTH.

N3 43 naunentoB ¢ CAPS, nabmomaBmuxcs B TeyeHue nsatu jet B pamkax KW, HeiTponeHus
Obula oTMeueHa y 2 mnanueHToB. B o0oux ciydasx HEUTpONEHHs pa3pelmiach B XOe
TIPOJIOIKEHUS leuenus npenapatom Kunepet®.

3a mositopa roja HabmoaeHus 3a 15 nanuentamu ¢ SJIA y ogHOro nanuenTa ObUT OTMEYEH OJIMH
3MM307 TPAH3UTOPHOM HelTponeHuu. B uccnenoBanuu ¢ yyactuem 11 manueHToB ¢ 00JIE3HBIO
Crua (SJIA u AOSD), panioMH3MPOBaHHBIX B IpymIIs! npenapata Kuneper® (6 manueHToB) u
miane6o (5 nauueHToB) U HaOJII0JaeMbIX Ha IPOTSHKEHUH 16 Hezlelb, He CO00IaIoch O pa3BHTHH
HelTporennu. B 101rocpoyHoM HEMHTEPBEHIIMOHHOM HCCIIeIOBaHHHM OE30MaCHOCTH IpernapaTa
Kunepet" ¢ yuactrem 306 narmeHToB JeTCKOro Bo3pacTa ¢ 6one3npio CTHILIA HA IPOTSIKEHHH
Gonee 9 et (cpeaHss MPOJOJKATEIBHOCTL Kypea Tepanuu npenapatom Kuneper® cocTaBmia
17,0 (cranmaptHoe oTkiaoHeHHe 21,1) MecsmeB; MeawaHa IPOJOJKUTEIBHOCTH TEparuu
cocTtaBuia 8,9 Mecse) cooOIanoch 0 5 cirydasX HEUTPOTIEHHH, BKIJIIoYast 1 cirydait ¢peOpuibHoi

HEUTPOIICHUH.

TpomMbouuToneHus

B xoze KU npenapara Kuneper® y nanuentos ¢ PA TpomGonuTonenus Gbl1a 3aperncTpHpoBaHa
y 1,9% naumentos B rpynme npenaparta Kuneper® no cpasuenmio ¢ 0,3% NarMeHToB B IpyIie
mane6o. TpomGonuTonenus ObuUIa JIErKoii (KOJIM4ecTBO TPOMOOIMTOB >75 X 10%/1). Y nanuenToB
¢ CAPS raxxke HabmoJaaM JErkyr0 TPOMOOIMTONEHHIO. B X0Je MOCTpPEernCTpalioHHOrO
npuMeHenus npenaparta Kuneper® Gblia 3aperucTpupoBaHa TPOMOOIMTONECHHS, B TOM YHCIIE,
SMM30IMYECKA OTMEYaIH CIy4au TSDKEIOW TpOMOOIMTONEHUH (KOJUYECTBO TPOMOOIIMTOB

<10 x 10%m).

3710Ka4YEeCTBEHHBIE OITYXOJH

VY nanuentos ¢ PA moxeT ObITh O0J1€€ BBICOKHUIT pHCK (B CpeiHeM B 2-3 pa3a) pa3BUTHS JTUM(POMEL.
B KW y naunenTos, nojiyyasmux jedenne npenaparom Kuneper®, nabmonanachk 6oiee BbICOKas
4acTOTa BOSHMKHOBEHHs JIUM(POMBI, UeM OXKHJaeMasi 4acToTa B OOIIeH MOy JISI|H; 9Ta 9acToTa,
B 1I€JIOM, COIJIaCyETCsl ¢ TAKOBO# y HMalMeHTOB ¢ PA.

B pamkax KW npenapara Kuneper® o6mas yacToTa clydyaes 3710Ka4eCTBEHHBIX onyxoJiei Oblia

OJIMHAKOBOM B Irpynie mnanueHTOB, NPUHHUMABIIHUX IIperapar KI/IHepeT®, U B TIpynIe,
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npnﬂnmaBmeﬁ nnaue6o, M HE OTJIMYHAJIaCh OT YaCTOThI CJIYy4YacB, 3apCTUCTPUPOBAHHBIX B 1ICJIOM
B UCCJICAYCMBIX ITOIMYJISAUAX. KpOMC TOTO, o01mas yactora CJIy4acB 3JI0KaYCCTBCHHBIX Ol'IyXOJ'ICﬁ

HE YBCJIMYHBaAJIaCh Ha MPOTAXKCHUU TPEX JICT IPUMCHCHHS IIpCIiapaTta KI/IHepeT@.

CunapoMm aktuBarmu Makpodaros (Macrophage activation syndrome, MAS)

B xoJ1e mocTperucTpaliiOHHOro pUMEHEH s Ipenapara ObUIH 110JIy4eHbl COOOIIEHHUS O Pa3BUTUH
MAS y mnamuentoB ¢ Gosnesnpio CTHIUTA, MOJTydYaBIIMX JledeHHe mpenapatoM Kuneper®.
[TarmenTel ¢ Gose3Hpto CTHIIZIAa UMEIOT TOBBIMIEHHBIM PHUCK CIOHTAaHHOTO pa3BuTus MAS.
IIpuuMHHO-ClIeICTBEHHAS CBA3b MEXLy Tepamueii npenapatoM Kuneperom® n passutnem MAS

HC YCTaHOBJICHA.

AJiepruyeckue peakiuu

Annepruueckie peakiuu Ha mpenapaT Kuneper®, Bkmouas aHaMIAKTHYECKHE peaKIuH,
AQHTMOHEBPOTUYECKHUH OTEK, KpAlMBHHILY, CBIIb M 3YyJ, BCTPEUAIMCh HEYACTO. BOJBIIMHCTBO
U3 ATUX peaKiiii ObLIN MPeCTaBICHbI MAKYJIONAYJIE3HOW WIH YPTHKAPHOM CHINbIO.

V¥ 43 naurentoB ¢ CAPS, nabnmonaBimuxcs B TeueHue mstu jet B pamkax KU, He 6bU10 cepbe3HbIX
QJUICPIMYECKUX PEakUMid M cioyyaeB, TpeOYyIOIMX JOCPOYHOIO IpEKpallleHHsl JIeUueHUs
npenaparom Kuneper®.

Bo Bpemst noimyroparoauyHoro HabmoieHus 3a 15 nanuentamu ¢ SJIA He 3apeructpupoBano HSA
Wi TpeOyIOIMX OTMEHBI Tepanumu mpemnapatoM Kuneper® ajiepruyeckux —peaKImii.
B uccnenoanun ¢ yuvactuem 11 mnanuentoB c¢ Oonesnpio Cruwiia (SJIA u AOSD),
PaHIOMU3HPOBAHHBIX B IPyIIHI Ipenapata Kunepet® (6 marmenToB) 1 miane6o (5 nalueHToB)
HaOII01aeMBIX Ha IPOTsDKEHUH 16 Heaelnb, He coo0IIaloch 0 Pa3sBUTHH AJIEPIHUYECKUX pPeaKIui.
B ony61MKOBaHHOM paHJAOMH3UPOBAHHOM KOHTPOJUPYEMOM HCCIIEOBAaHUU y 12 manueHToB
¢ FMF, nonyuasmux Kuneper® B Teuenne 4 mecsues, He ObUIO 3aperHCTPHPOBAHO HH OJIHOM
CEpbe3HOM aylIepruyeckoil peakuumu, ¥ HU oaHo HS He mnorpeboBaso OTMEHBI Tepanuu

npenapatom Kuneper®.

B xnunnyeckom wuccnepoanun COVID-19 He ObulO OTMEYEHO aUIEPrHYECKHX pPEaKIIMd,

CBsA3AaHHBIX C IIperiapaToM KnHepeT®.

HMMyHOreHHOCTH

B ximmHnyeckux uccnenoanusix PA npumepno y 3% B3pOCIHBIX MAalHEHTOB XOTs OBl OJMH pa3
3a BpeMsl MCCJIE/I0BaHUs OBUIM BBISBJICHBI HEUTpAIN3YIOIUe aHTUTeNna K anakuHpe. [Tpoxyknums
aHTUTEN OOBIYHO ObUIa BPEMEHHOH M HE acCOUMHpoBatach ¢ KimHHYeckumMud HIIP wm

cumkenueM 3¢ dexTuBHOCTH Tepanuu. Kpome toro, B8 KU y 6% u3 86 nereii ¢ JIA, no kpaitHei
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Mepe, OJIMH pa3 3a BpeMs MCCIIeI0OBaHUsl 0OHApy KEeHbl HeMTpau3yronye aHTUTesa K mpenapary
aHaKWHpa, IIPYU 5TOM, aHTHTeJIa He ObUIM BBIABJIECHBI cpeau 15 nanuenTos ¢ noarunom SJIA. B KU
¢ yyactieM 6 nmanueHToB ¢ 6one3nblo Ctumna (SJIA u AOSD), paHJOMU3UPOBAHHBIX B IPYIITY
aHAKWHPBI ¥ I0JIyYaBIIMX TEPAIUIO Ha MPOTSHKEHUM 12 Helenb, B KaAKOW-TO TEPHOJ TEpaIruH
ObLIM 0OHapYIKEHbI aHTUTEJNA K NPerapaTy y KaXJI0ro MalueHTa, HO HA Y OJIHOTO M3 HHX HE OBLIO
00Hapy’KeHO HEHTPAIM3YIOUIMX aHTUTEI K aHAKHHPE.

B xozne K1 y 6onpmmncTBa nauuentoB ¢ CAPS Obutn oOHapyskeHbl aHTHTEIA K aHAKHHPE.
He Obuio oTMeYeHO KIMHMYECKM 3HAYMMOTO BIMSHHS HAJIMYUS AHTHTEN K aHAKMHPE

Ha (apMaKOKHHETHKY, 3pPeKTHBHOCTD U Ge30macHocTh npenapata Kuneper®.

H3Mmenenust GYHKIMY IEYEHU

B xoze KM wnHabmonamu ciaydad TpPaH3UTOPHOTO IIOBBIICHUS AKTHBHOCTH MEYEHOYHBIX
(GepMeHTOB. DTO NMOBBINIEHHE HE OBUIO CBSI3aHO C MPU3HAKAMH HIIH CHMIITOMAMH IOBPEXKICHHS
KJIETOK ITI€YEHH, 32 MCKIIOYEHHEM OJHOro mnaunueHta ¢ SJIA, y KOTOporo pasBMIICS TSOKEIbIH
IeIaTuT, acCOLMUPOBAHHbBIN c HUTOMETAJIOBUPY CHOM UHEKIHECH. B xoJe
IIOCTPErMCTPAIMOHHOTO TpUMEHeHHst npenapata Kumeper™ GbLIM HOJNydYeHBI COOOLICHHS O
€IMHUYHBIX CJIydasiX HeMHPEKIIMOHHOTO I'ernaTuTa.

B nocTperucTpalliOHHOM nepHOAEe U3MEHEHHs (YHKIUH TEYEHH OBbUTH  OTMEYEHBI
NPEUMYIIECTBEHHO Y MAUUEHTOB ¢ 00Je3Hbl0 CTHIUIA M y MAIMEHTOB ¢ IPeIpacioiaraloniMu
(dakropaMu B aHaMHe3e, HAlpUMEp, HMEBIIMX IIOBBIICHHYIO AaKTUBHOCTh TpaHCaMHHA3

710 HazHayeHus npenapata Kunepet®.

Peaknuu B MecTe UHBEKIIUHU

Peaknun B MecTe MHBEKIMM OOBIYHO BO3HHMKAIOT B TEUCHHE 2 HeJe]db ¢ MOMEHTA BBEJICHHS
npenapara M HMcuye3aloT B TedyeHue 4-6 Henenb. Y MAlMEHTOB, y KOTOPBIX paHee
HE PETUCTPUPOBAIH PEeaKIUi B MECTE HHBEKIIUHU, 3TH PEaKIIUH PEIKO Pa3BUBATHCH ITOCIIE IEPBOTO
Mecsla Tepanuu.

V¥ nauuentoB ¢ PA naubonee uwacteimu HJIP, accomumpyeMbiMu ¢ mpUMEHEHHEM Ipernapara
Kuneper®, GbUTH peakiiuy B MecTe HHbEKIMH. BobmmHcTBO (95%) peakuuii B MECTe HHBEKIUHA
ObUIM OT JIETKOH J0 yYMEpEeHHOH CTENeHH TSDKeCTH. Peakiuu B MecTe WHBEKIUH OOBIYHO
XapaKTEPU30BAIMCh OJIHUM HWJIM HECKOJIBKUMH IpPU3HAKAMM, TAKUMH Kak: dpUTEMa, SKXHMO3,
Bocnajenue u 6oiub. IIpu BBesenun npenapara B gosze 100 mr/cytku y 71% nanmentoB ¢ PA
Pa3sBUIIMCH PEAKIIMH B MECTE HHBEKIUU 110 CPAaBHEHUIO ¢ 28% MaIlMeHTOB, MOy YHBIIMX ILIANE00.
M3 43 nanuentoB ¢ CAPS, naOmonaBmmxcst B Te4eHUe TH JieT B pamkax K, Hu ojiuH nanuenT
He TIpeKpaTui Jieyenue mpenapatoM Kuneper® M He NPHOCTAHOBHJ €ro BPEMEHHO B CBSI3HU

C peaklMsMH B MECTE€ HHBEKIIUU.
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Bo Bpemst nmonyToparoiuunoro HabmoaeHus 3a 15 nanuentamu ¢ SJIA naunbonee yacteimu HJIP,
acCOIMMPYEMBIMH ¢ NPUMEHEeHHeM Tipenapata Kuneper®, ObUIM peakimu B MeCTe HHBEKIMH.

OHI/IH n3 15 nanueHToB IPEKpaTuJI TEPAITUIO B CBA3U C PA3BUTHEM PCAKIIUH B MECTC HHBCKITHHU.

B wuccnenoBanun ¢ ywvactueM 11 manmentoB ¢ Oonesnpto Crtwmia (SJIA u AOSD),
PaHIOMM3UPOBAHHEIX B IPyIIIbI ipenaparta Kuneper® (6 nanuentos) u miane6o (5 HanueHTos) 1
HaOMI0JaeMbIX Ha MPOTSHKEHUW 12 Henenb, peakllud B MECTe MHBEKIMHM CpelHell CTeleHU
TSOKECTH PAa3BHIIMCH B 00eux rpynmnax JjiedeHus. Hu oauH M3 nanueHToB He OBLI MCKIIOYEH
U3 UCCIIC/IOBAHMS U3-32 ATUX peakiuil. B 101rocpoyHoM HEMHTEPBEHIIMOHHOM HCCIIEOBAaHUH
Oe3omacHocT ¢ ydactueM 306 mamMeHTOB JETCKOro Bo3pacta ¢ Oone3npro Cruinia
Ha poTspkeHun Oonee 9 net (cpeiHss NPOJOJDKHTEIBHOCTh Kypca TEepamud IpernaparoM
Kuneper® cocrauna 17,0 (crammaptHoe oTkioHenne 21,1)  MecsieB;  MeauaHa
IIPOJIOJDKUTEIBHOCTH Tepalmuyu cocTaBmiia 8,9 MecslieB) yacToTa pa3BUTUsI peakiMii B MecTe

MUHBEKIIUU CPEHEN WM TSDKEJOH cTeneHH TshkecTu coctaBuia 1,6/100 nmaueHTo-ner.

VY nanuentoB ¢ FMF Tun u yactora peakiuii B MeCTe HHBEKIIUU ObUIH aHAJIOTUYHBI TAKOBBIM MTPU
nedyenuu PA u SJIA. Cioyyan OTMEHBI T€pariy B CBSI3U C PAa3BUTHEM PEaKIMii B MECTE HHBEKITUH

Ha0MmoJaIMCh Takke y nmanueHToB ¢ FMF.

VYV namuentoB ¢ COVID-19, nonyuyaBmmx mnpenapar Kuneper®, dactora pa3BHTHS peakiuii

B MCCTC MHBCKIIUH Obli1a HU3KOIA.

[ToBbIlIIeHHE XOJIeCTEpUHA B KPOBH

V 775 naunentos ¢ PA, kotopsle B pamkax KU nosyyanu npenapar Kuneper® B cyTOUHBIX 103aX
30wmr, 75mr, 150 Mr, 1 Mr/kr uam 2 mMr/kr, HaOMIOZATH YBEJIWYEHHE OOIIEro COJep)KaHUs
xonectepuna ot 2,4% 110 5,3% yepes 2 Hezenu mocyie Hayasa JiedeHus npenaparom Kuneper®
BHE 3aBUCHMOCTH OT J103bI IIpenapara. [1o100HbIe n3MeHeHus nokasareneit 00Iero xojaecTepruHa
oT™Meyanu M depes 24 Henenu neyenus npenapatom Kuneper®. Jleuenwe mmane6o (n = 213)
COIIPOBO’K/1AJIOCH YMEHBIIEHUEM OOILEro CoJIepiKaHus XOJIeCTepHHa NMPUOTU3UTENbHO Ha 2,2%
Ha Henene 2 U Ha 2,3% Ha Henene 24. JIaHHBIX O JHUINONPOTEMHAX HU3KOW IUIOTHOCTH H

JIMIIOIIPOTCHHAX BBICOKOM IIJIOTHOCTH HE UMEETCS.

IIpuMenenue v jiereit

Ipenapar Kuneper® usyyanu y nanmeHToB B BO3pacTe oT 8 MecseB 10 <18 et B TeueHune 5 et
y 36 nanuentoB ¢ CAPS, y 21 nanuenrta ¢ SJIA u 71 nmanmenTa ¢ ApyruMu Bapuantamu JIA.
3a MckoyeHHeM MHQEKIUH M CBSI3aHHBIX ¢ HUMH CHMIITOMOB, KOTOpBIE dallle OTMEYaIuCh

y NalMEHTOB B BO3pacTe <2 jieT, Npoduiib 0€30macHOCTH ObLUT CXOHBIM Y JIeTeH BCEX BO3PACTHHIX
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I'pYIIII. [Tomumo 9TOr0, B JOJIOCPOYHOM HCHUHTCPBCHIIMOHHOM HCCJIICAOBAHUHN Oe3omacHoCTH

6ozee 9 sieT npoBo MM HabmoAeHKe 3a 306 nanKMeHTaMu JIETCKOro Bo3pacTta ¢ 0one3npio Ctuia.

[lennarpudeckass 1 B3pocias TMOMYJISALIUHE NAIIMEHTOB UMEJH CXOHBIH Mpo¢Hib 0€30MacHOCTH;

HOBBIX KiInHHYecky 3HaunMbIx HJIP ormeueno He ObLI0.

Ilepeno3upoBka

B xone KU He O6bU10 0TMEUEHO OrpaHHYMBAIONICH 103y TOKCHYHOCTH. B MccetoBaHUsX cencuca
1015 nauuenTtos nomydanu npenapat Kuneper® BHyTpUBEHHO B 7103aX 70 2 Mr/kr/yac (~ 35 pa3
BBIIIIE PEKOMEHJI0BAaHHOH 03bl npu JedyeHun PA) wa mnporskenuu 72 yacoB. I[Ipoduib
HekenareslbHbIX siBeHud B otuX KW He omimmuancs or mpoduns Oezomacnoctn B KU

PEBMATON/ITHOTO apTpHTa.

B3anmopaeiicTBHe ¢ APYrHMH JIEKAPCTBEHHBIMH CPeACTBAMH

BsaumojieiictBie Mexay npenapatom Kuneper™ W JpyruMH JIeKapcTBEHHBIMH CpEICTBAMH
HarpasjieHHO He u3yvainu. B pamkax KW He ObU10 0TMEUEHO B3aUMOICHCTBHS MEXK/IY ITpErapaToM
Kuneper® M JpyrMMH JIeKapCTBEHHBIMH CpEICTBAMHM (B TOM UHCJE HECTEPOMIHBIMHU
IIPOTUBOBOCIIAJIMTEIBHBIMU  [IpEHapaTtaMu,  IIIOKOKOPTHKOCTEPOUWJAMH W Oa3HCHBIMH

nporuBopeBmMaTuyeckuMu npenaparamu (BITPI)).

OJIHOBpEeMEHHOE INMPpUMECHCHUCEC IIpCIiapaTa KHHeDeT® H aHTaroHucTa d)aKTODa HEKpPO3a OMnyXoJinu-

anbpha (PHO-a)

B xome KW y mnaumentoB PA Ha ¢oHe OCHOBHOW Tepamuu METOTPEKCAaTOM, KOTOpbIE
OJIHOBPEMEHHO Tomy4anu npenapat Kuneper® M sTaHeplenT, 4acToTa pa3BHUTHS OCTPBIX
undexunit (7%) 1 HeWTponeHuu ObLIa BBIIIE, YEM Y TTAIIUEHTOB, MOJIYyYaBIIHX TOJBKO 3TaHEPLEIT
wim Tonbko npenapar Kuneper®. OnospeMennslii mpuem npenapara Kuneper® u stanepuenta

WK PYroro aHTaronucra akropa Hekposa onyxonu-aabpa (PHO-0) He pekoMeHTyeTcs.

Cybcrpats! iuroxpoma P450

ITpn xponuuyeckoM BocmaneHuu oOpazoBanue (epmeHToB CYP450 monmamisercs BCleICTBHE
IIOBBIIICHUS yPOBHS HUTOKMHOB (Hanpumep, UJI-1). Takum oOpa3oM, MOKHO OXHIATh, YTO JUIS
anTaronucra peuenropa MJI-1, takoro xak anakuupa, oopazopanue GpepmentoB CYP450 moxer
OBITH HOPMAJIM30BaHO B XOJI€ JIEYEHHsI. ITO MOXKET HMETh KIIMHHYECKOE 3HAYEHHE IS CyOCTpaToB
CYP450 ¢ y3kuM TepameBTUYECKHM HHJEKCOM (Hampumep, BapdaprHa M (EHHTOHHA).
VY nanMeHToB, NPUMEHSIONIMX IIpenapaThl JAaHHOTO THIA, B Hayalle WA KOHIIE JICUYCHHs

npenapatom Kuneper™ nenecoo6pasHo mpoBeeHHe ONEHKH HX TepaneBTHyeckoro sddekra, a
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TAKXKE naGoparoprlx IoKaszarejiell WM KOHLCHTpaluKU OSTUX IIp€rapaToB C nocneﬂy}omeﬁ

BO3MOKHOW KOPPEKIHEH UX JI03BI.

Oco0bIe yka3zaHust

OTClIeKNBAEMOCTD

I[JISI YJIydluCHus OTCICKHBACMOCTHU OMOJIOTHYECKHX JICKapCTBCHHBIX IPETIapaToB CICAYET TOYHO
3alIMChIBATh HA3BaHUE U HOMEDP IapTHUU BBOJIUMOTIO IIperiapara.

AJuiepruyeckue peakiimu

AJlepruyecKie peakluy, BKIoYas aHaQUIaKTHUECKHEe Peaklii U aHTHOHEBPOTHYECKHM OTEK,
BCTpeYaluch HevacTo. Yaine Bcero oTMedanu MakyJIonarnyJie3Hy o WIH YPTHKapHYIO Chimb. [Ipu
TNOSIBICHHN IIPH3HAKOB TSDKENON alyieprudecKoil peakiuu BBejeHHe npenapata Kuneper®
clie/lyeT NPeKpaTHTh U Ha3HAYUTh HaJIIekKallee Je4eHue.

Hexenare/bHBIC SIBJICHUS CO CTOPOHBI IICYCHHU

B xone KM O6bpum oTMedeHBI cilyyad BPEMEHHOTO IIOBBIIMICHUS AKTHBHOCTH IEYCHOYHBIX
(GepMeHTOB. DTH NMOBBIIEHUS HE OBbUTH CBSI3aHBI C IIPH3HAKAMU WJIH CHMIITOMAMHU MTOBPEXK/ICHHSI
KJIETOK II€YEHH, 3a MCKIIIOYEHHEM OJHOro namueHnrta ¢ SJIA, y KOTOpOro pasBWIICS TSDKENbIH
rernaTuT, aCCOUMUPOBAHHBIN C IUTOMETAIOBUPYCHOM HH(DEKITHEH.

B xo1e mocTperncTpaliioHHOro NpUMeHeHus npenapara cooduanocs o HA co ctopons! nevenu,
HE OKa3blBaBIIMX BIMAHHA HA €€ (QYHKIHIO. BOJBIIMHCTBO STUX MAMEHTOB MOTyYalld JICYCHHE
110 nosojy Oosiesnu CTHLIa MM MMEJIH IIpejpacroaratoiue GakTopbl B aHaMHe3e, HalpuMep,
TIOBBINIEHHYIO aKTUBHOCTH TpaHcamuuas. Kpome Toro, Ha ¢one Tepanuu npenapatom Kuneper®
y nanueHToB ¢ 60se3Hbi0 CTHILIA OBUTH OTMEUEHBI CITy4an HeMH(EKIIMOHHOT0 renaTuTa, BKITIoYast
SIHU30IMYECKUE CIIyYau OCTPOH I1IEYEHOYHOM HEJ0OCTaTOYHOCTH. HapyIneHus co CTOpOHbI IeueHn
y ManueHToB ¢ Oosne3Hpto CTUia MPEUMYINECTBEHHO BO3HHKAIOT B TEUCHHE MEPBOTO MeCsIa

¥ Cnemyer paccMOTpPeTh BONPOC O pEryISpHOI OIEHKe

neueHust npenapatom Kuneper
AaKTMBHOCTU IIEYCHOUYHBIX (EPMEHTOB B TEYEHHE IEPBOTO MeCsla Teparnuu, OCOOCHHO
y HALMEHTOB C IIPeIpacioaraloliuMu GakTopaMy WM IPH HATHYUU CHMIITOMOB, YKa3bIBAIOIINX
Ha HapyleHue QyHKIUH IeYCHH.

Onenky >hdeKTHBHOCTH M 6e30macHOCTH HpUMeHeHMsl npemapara Kuneper® y manmeHTOB

C aKTUBHOCTBIO ~aclapTaTaMHHOTpaHcdepasbl/atannHaMuHOTpancepa3sl >1,5 pasza  Belmie

BEPXHEH rpaHUIIbl HOPMBI HE TIPOBO/IHIIH.

Tsoxenble MHd)CKHI/II/I

B xone KU npenapara Kuneper® y namuentos ¢ PA 6b1a OTMedeHa B3aHMOCBSI3b IPUMEHEHHS
npenapata Kunepet® c yBenuuenmem 3aGoneBaemoctd TsokenbiMu mubexmmamu  (1,8%)

1o cpapHenuio ¢ mianebo (0,7%). ¥V HeOONBIIOro Yyncia nanueHToB ¢ OPOHXHAIBHON acTMOI,
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3a00J1€BaeMOCTh OCTPBIMM MH(EKIMsIMU ObUla BBIIIE y MNAIlMEHTOB, INOJIyYaBIIMX Ipenapar
Kuneper® (4,5%), N0 CpaBHEHHMIO ¢ TANMEHTaMH, TOMyyaBmuMu Tane6o (0%); B OCHOBHOM
ObUIM JIMATHOCTHUPOBAHBl HMH(EKIUH pecnupaTtopHoro Ttpakta. OreHKy 0e30macHOCTH H
s dexTuBHOCTH TTpEMeHeRHs npenapata Kuneper™ y MalMeHTOB ¢ XpOHHYECKMMH M OCTPHIMH
MH(EKIUAMH HE TPOBOTHIIH.

Ipenapar Kuneper® He cieyeT Ha3HauaTh NalMEHTaM ¢ aKTHBHBLIMH MHMeKIMsaMu. B ciydae
pasBUTHs TsDKeNoi uHpeKimu y namuentoB ¢ PA Tepanuio mpenapatom Kuneper® criemyer
npekpatuth. Jns nauumentoB ¢ CAPS wimm FMF cymecTtByer puck obocTpeHust 3a00JieBaHUS
mociie Ipekpauienus tepanuu npenapatoM Kuneper®. Ilpu ycloBHM TINATENEHOTO KOHTPOJS

nedenue npenaparom Kuneper® MoxkeT GBITH POIOIKEHO B BO BPeMsl TSKENOi HH(EKIIHH.

I[Ipumenenue npenapara Kuneper® juis neuennus COVID-19 MOXKHO HpOIOTKHTH, HECMOTPS

Ha [IPUCOEAMHEHHE BTOPUYHOH HH(EKINH.

Cunapom axtupanuu MakpodaroB (MAS) — 310 u3BecTHOE, OmacHoOe Ui JKU3HH COCTOSIHHUE,
KOTOpPOE€ MOJKET pa3BHBaTbCs Yy HAMEHTOB ¢ Oone3npto Crtuita. Ilpu BO3HMKHOBEHHH WM
nofospennn Ha MAS HeoOXoaMMO Kak MOJKHO paHblle HayaTh OOCIeIOBaHUE H
COOTBETCTBYIOIIIEE JIeueHHe. BpayaMm cie/tyeT BHUMaTeIbHO OTHOCHTBCS K CAMIITOMaM HH(EKIIHH
i oboctpenuo 6oseznn CTHiula, NOCKOJIBKY OHM siBIIsitoTCsl TpurrepaMu MAS. JloctynHbie
JIAHHBIE O BO3MOKHOCTH MPOJI0JIKATH Jledenue npenapatoM Kuaeper® npu TsskenbIX HHEKIHIX
y nanueHToB ¢ Oosie3Hplo CTuiula orpaHuyeHbl. B cirydae mpoioipkeHus Tepanuu npenapaTomMm
Kuneper® na done TsxenbIx HHPEKIHit 115 CHIKEHHS pUCKa 060CTpeH s 6071e3HH, He0OX0IMMO
IIPOBOJIUThH CTPOTH KOHTPOJIb COCTOSIHUS TTallUEHTA.

[Tanmentel ¢ Oone3nplo CTuiula HMMEIOT TOBBIIEHHBIA puck pa3zsutus MAS. B xone
IOCTPETUCTPAIIHOHHOTO TPUMEHEHHUsl Tpenapata ObUIM IOJYYeHBI COOOINEHHUS O Clydasx
passutus MAS y nanuenTos ¢ 60s1e3upio CTHILIA, IOy YaBIINX JedeHne npenaparom Kuneper®.
B xome KM Oone3snn Ctwiia, CIOHCHPOBAaHHBIX KommaHued, ciydan MAS He Obutn
3aperucTpUpOBaHbl. B JTONrOCpPOUHBIX HEMHTEPBEHIIMOHHBIX HCCIEAOBAHUAX O€30MacHOCTH Y
306 nanueHToB AETCKOro Bo3pacta ¢ 0ose3npio CTHIIIA He COO0IMANIOCh O MOBBIIICHHH YacTOTHI
MAS Bo Bpems M HENOCPE/ICTBEHHO Toce Nedenus npenaparom Kuneper®. Yactora nmposiBieHus
MAS cocrasnser 2,4 ciydas Ha 100 manueHTo-JIET, 9TO COOTBETCTBYET OXKHIAEMbIM 3HAYCHHUSIM
JUIs TIAIMEHTOB JIETCKOro Bo3pacra ¢ 0one3nbio Ctuinia. [IpuunHHO-ClIeICTBEHHAS CBA3b MEXKTY

Tepanueii npenaparom Kuneper® u passutuem MAS He ycTaHOBICHA.
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Bpaun J0JKHBI COOMIONATE OCTOPOKHOCTh NP BBeJeHMM npenapata Kuneper® nammenram,
UMEIOIIMM B aHaMHe3e PpelUJIUBHpYIONME HMHPEKIMH WM Ipeapacroararime (GpakTopsl,
KOTOPBIC MOT'YT IPUBECTH K Pa3BUTHIO HHPEKITUH.

Be3onacHocTh npuMeHeHus Inpenapata Kuneper™ y malmMeHTOB ¢ JIATEHTHBIM TyOepKyje30M
HeusBecTHA. MIMeroTest coobimenus o TyOepkyiese y mMalueHTOB, MOTYYMBIINX HECKOJIBKO KYPCOB
Je4eHus: OMOJOIMYECKUMH IPOTHBOBOCHATMTEILHBIMU TIpenapartamMu. llepen HazHaueHHEM
npenapara Kuneper® manuenToB HeoOX0IMMO MPOBEPATH Ha HATHYHE JIATEHTHOTO TyOepKy.iesa.
Hmeromuecs: MEIMIIMHCKHE PEKOMEHIAIMN TAKXKe JIOJDKHBI OBITh IPUHSATH BO BHUMaHHE.
Jlpyrue BBl IPOTUBOPEBMATUUYECKON TepalMy acCOIMUPOBAINCEH C peaKTHBAIMel renaTurta B.
CKpUHMHI Ha BUPYCHBIN Fe€NaTUT J0JDKEH OBITH BBIIIOJHEH B COOTBETCTBUH C OIMYOJIMKOBAHHBIMH

PYKOBOJICTBAMH TIEpe]] HaYalnoM Tepanuu npenaparom Kuneper®.

IToyeyHas HEIOCTATOYHOCTh

Ilpenapar Kuneper® BuIBOAMTCS myTeM KIyOOYKOBOH (HIBTPAIMM M IOCIELYIOMIETO
MeTaboIM3Ma B IOYEYHbIX KaHaiblaX. COOTBETCTBEHHO, IUIA3MEHHBIH KJIMPEHC Iperapara
Kuneper® cHuskaeTcs IpH yXy IIEHAN (GYHKIMH TOYEK.

JUIs nanMeHToB ¢ MOYEYHOM HEJOCTaTOYHOCTRIO Jierkoit creneru Tspxkectu (KK 60-89 mu/mun)
KOPPEKIHS /10361 He TpeOyeTcs. Y MalUeHTOB ¢ MOYeYHOU HEJOCTATOYHOCTBIO CPE/IHEH CTEeNeHH
tsokectn (KK 30-59 min/mun) mpenapar Kuneper® cieyeT NpMMEHSTh C OCTOPOXKHOCTHIO.
VY manueHToB ¢ TsKenoi noyeuHoi HemoctarodHocThio (KK <30 Ma/mMuH) Win TepMHHATIBHON
IIOYEYHOH HEJOCTATOYHOCTHIO, BKJIIOYAs MNAIlMEHTOB Ha JUalIM3e, CJIEIyeT IpelyCMOTPETh

BBEJICHUE HA3HAYECHHOU 1035l nmpemnapara KHHCpCT® 4qCcpe3 JICHb.

Heiitponenus

Ilpumenenne npenapata Kuneper® 6bLI0, Kak MNpaBWIO, CBA3aHO ¢  HeHTponeHueit
(ANC <1,5 x 10°/1) B mnane6o-kontpomupyembix KWy manmentoB ¢ PA, HO ciyyan
HeHlTponennu Takxke 0Ob11i otMedensl y nanuenToB ¢ COVID-19, CAPS u 6onesnpio Ctuiua. Jlns
noxydeHus Oosee 1o ipoOHON HHPOPMAIMK 0 HEHTPOTIEHHH CM. pasjienbl «I[poTuBoMOKa3aHUs )

u «HexenarenbHble peakun».

Tepanuio npenapatom Kuneper® He ciiefyeT HauMHATH y NAIMEHTOB ¢ Heifrponenuei (ANC
<1,5 x 10%/11). PekoMeH TyeTcst POBOIUTH OIIEHKY KOJHYECTBA HEHTPODHUIOB /10 HayasIa JICYCHHs
¥ BO BpeMsi NpUMeHeHHs mnpenapata Kuneper® ejeMecsuHO B TeueHHe NEPBHIX 6 MecsIEB
JICUEHMs M Jlasiee — Kaxkaple 3 Mecsina. [lanentam, y KoTopsix pazBuBaercs HeTponenus (ANC
<1,5 x 10%/n), cnesyeT NpoBOUTH TIIATETBHEIH KOHTPOJIL KOJMYECTBA HEHTPODHIOB, 1 JICUeHHE

npenapatom Kuneper® y HuX J0WKHO OBITH mnpekpameHo. OIEHKY 6e30macHOCTH H
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>pGeKTHBHOCTH TpUMeHeHHs mnpenapata Kumeper® y TNalMeHTOB ¢  HeHTponeHueil

HE ITPOBOJINJIN.

HexxenaTe/ibHBIC SIBJICHUS CO CTOPOHBI JIETKUX

Bo  Bpemsi  NOCTpErHCTpAallMOHHOTO  HPUMEHEHHsI  Ipernapara  OTMEUYEHbl  Cllyyau
UHTEPCTULIHATBHOTO 3a00JIeBaHMsI JIETKUX, JIESTOYHOT'O aJIbBEOJISIPHOTO MPOTEHUHO3a U JIETOUYHOU
THIePTEH3UU, B OCHOBHOM, y JeTel ¢ Oosie3npto CTHILIA, MOJIyYaBIINX JICUEHUE HHTUOUTOpaMH
MJI-6 u UJI-1, Bxmoyas nipenapat Kuneper®. ITauuenTs! ¢ Tpucomueii mo 21-if xpoMocome, Kak
oKazajoch, TpeJcTaBieHbl B Oonbimem konudectBe. B xome KW Oonesnn Cruina,
CIIOHCUPOBAHHBIX KOMITAaHUEH, He OBLIIO 3apEeruCTPUPOBAHO MOJOOHBIX CilydaeB. B 1oarocpounsix
HEUHTEPBEHIIMOHHBIX HccieqoBaHusaX Oe3zomacHoctd y 306 mamueHTOB JETCKOTO BO3pacTa
c 6boneznpio CTuiana y OAHOTO MalmMeHTa HaOMIOAAJOCh CEphe3HOE JIETOYHOE SIBICHHE —
HEYTOYHEHHOE HHTePCTHIIHATbHOE 3a00IeBaHue eTkuX. [IalMeHToR ¢ JIerouHbIM ajlbBEOJISIPHBIM
IPOTEMHO30M M JIETOYHON THIEpTEH3UeH B MCCIIEJI0BAaHUU He 3apeructpupoBaiu. [Ipuunnno-
ClleJICTBEHHAs CBA3b MEXIy NpuMeHeHHeM mnpenapata Kuneper™ m HSI co cTopoHBI Jerkux

HC YCTaHOBJICHA.

JlekapcTBEHHO-MHIYIIMPOBAHHAS pEaKIUs C 303HHO(bHHH€ﬁ H CUCTCMHBIMH CHUMIITOMaMH

(DRESS)

.HeKapCTBCHHO-HHI[yI_II/IpOBaHHaSI peakuusa ¢ 303HHO¢)HHHCﬁ H CUCTCMHBIMH CHMIITOMaMHu

(DRESS) nabnronanack y mai@eHTOB, MOJTydYaBIIMX JedeHue npernapatom Kuueper®, B peakux
cllydasix, IJIaBHBIM 00pa3oM — y TAIMEHTOB C CHUCTEMHBIM FOBEHWJIBHBIM HIHONATHUYECCKUM
aprputoM (SJIA). Ilammentam ¢ DRESS moxer mnorpeGoBarbess rocrnurtaiv3aiids BBHIY
BO3MOJKHOCTH JieTalnbHOro ucxoja. llpu mnosiBnenum npusnakoB u cumntomMoB DRESS u
OTCYTCTBUM O0OOCHOBaHMsI MHOM NMPHUYMHBI, CIEIyeT NPEKpaTHTh pueM npernapara Kuneper® u

HAa3HA4YUTL COOTBETCTBYIOUICC JICUCHUC.

HMMYHOCYIIpECCUS

Biusnue nevenns mpenapatoM Kuneper® Ha yike MMEIOIIYIOCS 3JI0KAYeCTBEHHYIO OIYXOIb
He u3yyanu. [103ToMy He peKOoMeHIyeTcs Ha3HayaTh npenapatr Kuneper® mammenTtam c yike

HUMCIOUIUMHUCS 3JIOKAYCCTBECHHBIMH OITY XOJISIMH.

Baknunanus

Jannele niuanedo-konTpoaupyemoro KU (n = 126) He noka3zanm pa3nnyuii B BeIpaOOTKe aHTUTEI
K CTOJIOHAKY B OTBET Ha BBEJCHHUE JTU(PTECPUIHHO-CTONOHSYHOM BaKIMHBI MHAllHEHTaM,

nony4asmmum npenapat Kuneper® u mnane6o. Jlanuble 0 pe3yibTaTax BaKIIMHAIMH IIPH BBEICHHHI
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JPYTHX MHAKTHBUPOBAHHBIX AHTUTEHOB WM BakiMH npotuB Bupyca COVID-19 manuentam
Ha (oue neyenns npenaparoM Kuneper® oTcyTcTByIOT.

HeT aHHBIX ¥ O peaKIMsAX Ha IPUMEHEHHE )KUBBIX BAKIIMH WK O BTOPHMYHOM nepeiaue HHPEKIUH
C KMBBIMH BAaKIIMHAMH TalMeHTaM, notydaomum Kuneper®. Takum 06pa3om, KUBbIE BAKIMHBI

He cle/lyeT Ha3HayaTh NalMeHTaM Ha GoHe nedenus npenapatom Kuneper®.

ITpuMeHenne v MOKUIBIX MalMeuToB (65 jeT)

B pamkax KM npenmapar Kumeper® msywamu y 752 naumentoB ¢ PA u y 173 maumenton
¢ COVID-19 B Bo3pacte >65 set, B ToM 4ucie y 163 manueHToB B Bo3pacte >75 neT. B nenom,
He ObUT0 0OHapyXeHO paszauuuii B Oe30omacHOCTH M 3¢ EeKTUBHOCTH Npernapara y HalUeHTOB
MOXKHIJIOTO U OoJiee MOJI00r0 Bo3pacTa. OnbIT JiedeHus: moxuibix nanueHToB ¢ CAPS, FMF u
6onesnpto Ctriuta orpanuueH. [TockonbKy y MOXHIBIX 3a00jeBaeMOCTh MHpEKIUsMu Ooiee

BBICOKasi, BO BpEM: JICUCHH 3TUX ITAIIUCHTOB CIICAYET cobmonaTh OCTOPOIKXHOCTD.

[Tammentsl ¢ COVID-19

Dddextusnocts npenapata Kumeper® y mamuwentos ¢ COVID-19 u yposuem Genka suPAR
< 6 HI/MJI HE YCTaHOBJICHA.

IIpenapar Kuneper® He cieyeT Ha3HAuaTh NAllEeHTaM, KOTOPBIM TpeOyeTcs HeMHBA3HBHAs WU
WHBa3MBHAsl MCKYCCTBEHHAs BEHTWISAIMS JIETKUX WIM SKCTpaKopropalibHas MeMOpaHHas

okcurenanus (ECMO), tak kak 3¢)(peKTUBHOCTD Ipenapara y 3TUX NalUEHTOB HEe yCTaHOBJICHA.

BcriomorareabHbIe BCIICCTBA

JlanHplii npenapar cojaepkut Menee 1 mMmoinb Hatpus (23 mr) Ha kaxayro 03y B 100 mr, yto

IIPAKTUYECKH 03HAYaeT OTCYTCTBHE HATpUsl B Ipenapare.

BinsiHue Ha cocoOHOCTH YNPABJIATH ABTOTPAHCIIOPTHBIMH CPeACTBAMH, MEXaHH3MAMH
Ilpenapar Kuneper® He oka3plBaeT BIMSHMS HA CIIOCOOHOCTH YIIPABIATH TPAHCHOPTHHIMHU

CpeACTBaMHU U pa60Ty C M€XaHH3MaMu, TpC6YIOHII/IMI/I MOBBIIICHHOM KOHLOCHTpAalluM BHUMAHHUA.

®opma BbINyCKa

Pacmeop 015 nookoocnozo ésedenus, 150 me/mn

0,67 mn pactBopa (100 Mr) B rpaayMpOBaHHOM MPEIBAPUTEIILHO 3allOJIHEHHOM IIIPUIIE,
COCTOSIIIIEM U3 CTEKJITHHOro nmuiauHapa (bopocuinmkatHoe crekiio I tuna USP) co BcTpoeHHOH
HEpXKaBEIOLEH CTaJbHOM HMIVIOW Ui TOAKOXHOrO BBeAeHHs (pazmep 29(G), 3akpbITOH
9JIaCTOMEPHBIM  KOJIMAYKOM C JIOHNOJIHUTEIbHBIM BHEIIHUM JKECTKHM MOJHUIPONUICHOBBIM

KOJIITAYKOM, IMOPHIHA U IIITYHXEpa.
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7 TpajiyMpOBAaHHBIX IPEIBAPUTEIBHO 3alOJHEHHBIX wmpuieB nomemairor B IIBX Gmucrep
(momyon). 1 6mucTep (10/J10H) BMECTE ¢ MHCTPYKLHUEHN 110 IIPUMEHEHHUIO IIOMEUIA0T B KAPTOHHYIO
nayky (BTOPUYHYIO YIAKOBKY) — MHJAMBHIyaIbHasl yIIaKOBKA.

4 xapTOHHBIC TAYKH, COJICPIKAIIHE 110 7 IIPULIEB, YITAKOBAHBI B KAPTOHHYIO KOPOOKY (TPETHYHYIO
YIaKOBKY) — I'PYIIIIOBasl yIIaKOBKa.

Ha xaxayio KapTOHHYIO NayKy ¥ KapTOHHYIO KOpPOOKY HaKJIEHBAIOT MPO3PAYHYIO 3ALIMTHYIO

9THUKETKY 11 KOHTPOJIA IIEPBOTO BCKPBITUA.

YcioBust XxpaHeHust

XpaHuth 1pu Temieparype ot 2 10 8 °C B OpuruHagIbHON YIIaKOBKE JIJISl 3aLIUTHI OT BO3JAEHCTBUS
CBeTa.

He 3amopaxuBars.

XpaHUTEe B MeCTax, HEJIOCTYITHBIX JUIsl IETEH.

Ipenapar Kuneper® nomyctuMo XpaHuTh B TeueHue 12 4acoB TpH Temmepatype He Bbime 25°C.

ITo ucTeueHHIO 3TOro neépuoa mnperapar HCO6XO,HPIMO BBI6pOCHTb.

Cpok rogHocTu
3 rona.

He ucrionp3oBaTh Mociie HCTEYEHUs CpOKa IroJJHOCTH.

YeaoBus ormycka

OTmycKaroT 1o penentry.

Buiajesien perucTpanmoHHOro y0CcTOBEpPEeHus:
Ceeauit Opdan buosutpym Ab (mabm) / Swedish Orphan Biovitrum AB (publ)
SE-112 76 Crokromnsm, IlIBenus / SE-112 76 Stockholm, Sweden

IIpousBoanTeb (BHINYCKAKIMMUNA KOHTPOJIb KA4€CTBA):
Ceaum Opdan buosutpym Ab (ma6m) / Swedish Orphan Biovitrum AB (publ)
Crpannbdeprcratan 49, 112 76, CrokronemM, [IBenus / Strandbergsgatan 49, 112 76, Stockholm,

Sweden

IIpousBoanTeE b M NEPBUYHBIIH YNAKOBIIHK:
ITateon Uranusa C.I1.A. / Patheon Italia S.P.A.Buane J[x.b. Ctyxku 110 20900 Monmna (Mb),
Wramus / Viale G.B. Stucchi 110 20900 Monza (MB), Italy
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Anpec JUist HAaNIPaBJICHHS PETEH3Hil MOTpeduTeIeii:

000 «Creaum Opdan bruoButpym»

C/0O llsenckuii Toproseiit Coer

119034, Mockaa, yi. [Ipeuncrenka 40/2, nom 1, 4 noawves, 2 stax
Ten.: +7 (495) 641 37 30, +7 (495) 748 84 79

e-mail: PV.Russia@sobi.com

HpClICTaBI/ITeJ'Ib KOMIIaHHUH

JI.B. Imutpuen
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