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MepBbI Npenapart ANa NevYeHua aeTeun

C axoHaponja3ueun

ynpaBneHMe Nno CaHWTapHOMY HaA30py 3a Ka4yecTBOM
nuuieBbIX NpPoayKToB 1 MeankameHToB CLUA (Food and
Drugs Administration; FDA) ogo6pwno nepsbli npenapar
ON9 NeYeHus aeTer ¢ axoHAaponnasven B Bo3pacTte 5 ner
n ctapwe — BocopuTtug (Voxzogo, BioMarin Pharmaceutical,
CLUA). MpenapaT noka3aH TeM NauMeHTaM, y KOTOpbIX eCTb
axoHaponnaasusa M OTKPbITble 3anMdu3bl (MAacTUHbI pocTa),
O3Havallue, 4To y HUX BCe ele UMeeTcs noTeHuuan
ana pocta. lNpenapat yxe 6bln ogobpeH EBponencKon
Komucecuen B aerycte 2021 .

AXxoHAponia3ns Bbi3blBaeTCs MyTalUMen reHa peuento-
pa ¢akTopa pocTta pubpobnactoB 3 (FGFR3), 4To NpUBOAUT
K MHIMOMPOBaAHUIO MUHEpann3aLnn XOHAPOLMTOB (XpsLe-
BbIX K/J1E€TOK) B NMIaCTUHKE pocTa. 3aboneBaHne xapaKTepu-
3yeTcs YKOPO4YEHUEM KOHEYHOCTEN B COYETAHMMU C HOPMaJib-
HOW AnuMHOM TynoBuuwa. OCOBEHHOCTAMM axoHAponIasuu
ABNAOTCA HU3KMIM pocT (MeHee 130 cM), M30THYTLIM Bnepesa
NMO3BOHOYHMK, OTHOCUTENBHO 60MbLIas roloBa C BbiCTynato-
WMMK TOGHBbIMKW Byrpamu, ceanoBuaHbIM Hoc. 3aboneBaHne
BO3HUKaeET y 04HOro M3 20 TbiC. HOBOPOXAEHHbIX, MPU 3TOM
YEHLMHbI CTpajaloT Yale MY*KUYKH.

MHHOBAUMOHHBIN nNpenapaTt npeactaBnser cobou
6MONOrMYECKMN aHanor HaTpurmypeTUyecKoro nentuaa

TMna C — MOLWHOro CTUMynsTopa 3HAOXOHAPANbHON OCCH-
pUKaLumMKn, KOTopbIN NpeaoTBpallaeT MUHFM6UMpPoBaHME MUHE-
panu3aLnmn XoHAPOLKUTOB, 06YCNOBIEHHOE MyTaLMeln reHa
FGFR3.

lMpenapaT 3aperucTpupoBaH B paMKax YCKOPEHHOM
npoueaypbl ogo6peHns FDA Ha OCHOBaHWW AaHHbIX ABOW-
HOro cnenoro nnauebo-KOHTPOJMPYEMOrO MUCCNeaoBaHUA
Il da3bl ¢ yyactmem 121 pebeHka B Bo3pacte 5-17 net
C OTKPbITbIMU 3anNnUdu3amu. MaumeHTbl 6bIM paHAOMU3UPO-
BaHbl 415 NONy4YeHUss UHbEKLMIA BOCOpPUTUAA UK NaaLebo.
Te, KTO nony4yan npenapar, BbIPOCAK B cpeaHeM Ha 1,57 cm
Nno CPaBHEHWIO C KOHTPOJIbHOW FPYNMown.

Hanb6onee 4yacTblMM MOBOYHLIMU IPPEeKTaMU Oblaun
peaKkuuu B MecTe MHbeKL MK, PBOTa U CHUXKEHWE apTepualsb-
HOro AaBNEHMUS.

Tenepb KomnaHus Ao/kHa 6GyaeT NpoBecTU nocTMap-
KETMHroBoe MWccnegoBaHWE AN OLEHKM OKOH4YaTeslbHOro
pocTa B3POC/IOro YenoBekKa.

Y pasdpaboTynmKa MOKa HET AaHHbIX O TOM, Momoraet
Y NpenapaTt npefoTBpaTUTb MOTEPIO CAyxa, anHO3 BO CHe
N XKU3Heyrpoxatwuwue npobseMbl CO CKENeToMm, KOoTopble
MOFYT BO3HUKHYTb B pe3ynbTate KapJIMKOBOCTH.

https://www.medscape.com/viewarticle/963412

HoBoe noKka3aHue A1 CeKYKMHyMaoba

ynpaBneHme Nno CaHWTapHOMY HaA30py 3a KavyeCTBOM
nuLLEBLIX NPOAYKTOB M meankameHToB CLUA (FDA) ogo-
6puno cekyknHymab (Cosentyx, Novartis, LBenuapwus)
0N NevYeHus JHTe3uT-accoummnpoBaHHoro aptputa (JAA)
y AeTen B Bo3pacTte oT 4 net u crtapwe. CornacHo npecc-
pennady ot 22 pnexkabps, FDA Tak)e pacwupuno nokasa-
HWUS CEKYKMHYMaba Ans nevyeHns ncopuaTmyeckoro aptpmra
(McA), BKNOYMB B HErO leTen B Bo3pacTe 2 NIeT U cTaplue.
CeKyKMHymab — nepBbl U €4UHCTBEHHbLIM MNOMHOCTbIO
4yenoBeYeCKUn GUMONOrMYeCKU npenapart, KOTopbIi Hanps-
MYIO MHIMOUPYET IL-17A, UMTOKWUH, y4acTBYyOWMIN B BOCMNa-
neHuun TcA, ymepeHHOM U Taxenom 615WeYHoOM ncopuase,
aHKWIO3MpPYIOLLEM CMOHAWANUTE U HepaauorpadpuyecKom
aKcuanbHOM crnoHaunoapTpuTte. PaHee B 3TOM rogy npena-
paT 6bl/1 0406PEH B KA4ECTBE CUCTEMHOIO CpeAcTBa NepBOM
JIMHWUK ANS NevyeHns neguaTpuy4ecKoro ncopmasa.
OpobperHne FDA 6b110 OCHOBaAHO Ha [AaHHbIX da3bl
Il nccneposanuna JUNIPERA, gByxNneTHero tpexyacTHOro
[BOMHOrO cnenoro nnauebo-KoOHTPOIMpPyeMoro paHaoMu-

3MPOBAHHOr0 UCCIeA0BaHNS C OTMEHOM Npenapara, B KOTo-
pom y4yacTBoBanM 86 [OeTen M MOAPOCTKOB B BO3pacTe
0T 2 0o 17 net ¢ noATBEPKAEHHbIM AnarHo3omM SAA nnm lNcA.
McenepoBaHma noKasanu, YTO NauMeHTbl ¢ aKTUBHbIM TCA
(n = 34; cpeaHuin Bo3pacT 12,2 neT), NofyyaBLIUE CEKY-
KMHYMab, MMenu 3HavuTenbHo 6onee AnuTenbHoe Bpems
[10 060CTPEHMS, MOKa3biBas CHUKeHWe Ha 85% B pucKe 060-
cTpeHui (p < 0,001) no cpaBHeHMIO ¢ Nnauebo.

McecnepoBaHue TaKKe NoKasaso, YTo NauueHTbl C akTUB-
HbolM QAA (n = 52; cpeaHu Bo3pacT 13,7 neT), nony4aslune
CEKYKMHymab, umenu 6onee anvtenbHoe Bpems Ao o6ocTpe-
HUS, YTO MOKAa3asi0 CHUXEHWE pUCKa 060CTpeHns Ha 53%
no cpaBHEHMUIO ¢ nnauebo.

Han6onee yactbiMm NO60OYHbIMK IPDEKTaMKn ABNAIOTCS
CUMMNTOMbI MPOCTYAbI, AMapes U MHOEKLMM BEPXHUX AblXa-
TeNbHbIX NyTen. HoBble cny4yan BocnanuTenbHOro 3abonesa-
HMS KMLLEYHMKa MM 060CTPEHNS MOTYT BO3HUKATb NPy Npwm-
eMe CeKyKnHymaba.
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