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«Kpyr no6pa» BK/104ua B CBOU NepeyYeHb

HOBOe 3aboneBaHUue

KCnepTHbIN coBeT poHaa «Kpyr fobpa» BKAOUYMA B nepe-

YeHb HO30/10rMM HOBOe 3abofieBaHWMe — HOLWEeCKKH
namMonaTMYecKunii CKoAMo3 — 1 yteepamn GuHaHcMpoBaHue
YHWKaNbHOrO MeToAa JjlevyeHus «XMpypruyeckas Koppek-
LMS TSKENbIX CKOMMOTUYECKMX AedopmaLMil NO3BOHOYHMKA
y eTel ¢ ngMonaTM4eCKMM CKOIMO30M C MPUMEHEHUEM TEX-
HONOMMK aKTUBHOM ONMTUYECKON TPEXMEPHON KOMMbIOTEPHOM
HaBurauum».

Kak nosichun gupektop HauuoHanbHOro MeauuUMHCKO-
ro UCCnefoBaTeNlbCKOro LEHTpa AETCKOW TpaBMaTONormu
n optoneamn mm. IU. TypHepa A.M.H., npodeccop, YneH-
Kopp. PAH Cepren BuccapvoHOB, MAMONATUYECKUM CKO-
nmMo3 06bl4HO nposBasfeTcs B Bo3pacTte 9-11 net, Koraa
y pebeHKa MaeT aKTUBHbIM POCT OCEBOro ckeneta. B ator
BO3pacTHOM nepuoa O06bIYHO W HacTynaeT NepesioMHbIN
MOMEHT 3ab60oneBaHus — nporpeccupoBaHne gedopmaLunin,
KOTOpble NPEeACTaBASIOT ONACHOCTb A5 KaXA0ro TPETbEro-
4eTBEPTOro NoApoCTKa. Y AeBOYEK 3Ta NaTonorus guMarHo-
CTMPYeTCSH HaMHOrO Yalle, HeM Y Maslb4UMKOB.

YHUKaNnbHbIA METOA /IeYEHUS HOHOLWECKOro ManonaTu-
4YeCKOro CKofMo3a paspaboTany Beaywue crneunanucTbl
HaunoHanbHOro MeauLUMHCKOro UccieaoBaTelbCKoro LeHTpa
neTckonTpaBmatonorummnoptoneamm num. IN. TypHepa. Hosble
TEXHOMOMMK, Npeanaraemole npodeccopom BuccapnoHoBbiMm,

NO3BONSIOT UCMPABUTb UCKPUBIIEHUS MO3BOHOYHMKA B Npeae-
nax 87-100% 1 NOAHOCTbIO BOCCTAHOBUTb GMU3NONOTMYECKNE
npoduan MNO3BOHOYHMKA MauUMeEHTa. YHMKaNbHOCTb MeToAa
3aK/loYaeTcs B MaHMPOBaHUKM onepauun B cneuuanbHom
KOMMbIOTEPHON Mporpamme, yCTaHOBKE OMOPHbIX 3/1IEMEHTOB
METaNNOKOHCTPYKLMN B XO4€ OMnepauun nNpu NomouM HaBu-
rauMOHHOM CUCTEMbI M NMPUMEHEHWM pa3paboTaHHbIX oTeve-
CTBEHHbIX METOOB KOppeKumK aedopmaummn No3BOHOYHMKA
[eTe ¢ nanonaTM4ecKMM CKOIMO30M.

KaK nosicHAOT cneunanucTbl, NpeanoXKeHHas TexHOo-
norna ucnpaeneHns gedopmalmm MONHOCTbIO WMCKIYaeT
PUCK pa3BUTUS HEBPONOrMYECKMNX HapyLLEHNI, 06ecnevnBa-
€T TOYHOCTb U KOPPEKTHOCTb YCTAHOBKMU 3N1EMEHTOB MeTan-
JIOKOHCTPYKLMKW M 3HAYMTENbHO COKpallaeT Bpems Xupyp-
rMYECKOro BMellaTeNbCTBa N0 CPaBHEHUIO C METOAMKAMM,
NPUMEHSBLUMMUCS paHee.

Tenepb, 6n1arogaps CUHEPTUKX BblAaoWMXCS POCCUMUCKMX
pa3paboTynKkoB M Bpaden, doHa «Kpyr gobpa» CMOXKET
dUHaHCUPOBATb XMPYPruyecKmne onepauumn AeTaMm, KoTopble
CTpajatoT CaMbiMU TSXKENbIMU CKOTMOTUYECKNMU aedopma-
LMSMU MO3BOHOYHMKA (YroNl OCHOBHOM AYrM WUCKPUBIEHMS
6onee 80° no Ko6o6y).

UcToYHUK: https://PoHaKpyraobpa.pd/PoHa-NoMOIKeET-
AETAM-C-IOHOLECKUM-nanona,/

FDA oao6pus10 UHBEKLMOHHDbIA npenapar

nPoTUB WIU30dppeHun

HbEKLMOHHbIM NpenapaT Uzedy (pucnepuioH) ans neve-

HUS WK3odpeHnn nponssoacTea GapmMKomnaHum Teva
n MedinCell nonyunn ogo6peHune YnpaBieHus nNo caHuTap-
HOMY HaA30py 3a Ka4eCTBOM MULLEBbLIX NPOAYKTOB U Meau-
KameHToB CLUA (FDA). Ero MOXHO NPUMEHATb MauuMeHTam
B Bo3pacTe oT 13 go 65 net ¢ nHtepsasom B 1 unu 2 mec
B 3aBUCMMOCTM OT A03bl. [1o aaHHbIM MedinCell, nocne BBe-
[eHnsa npenaparta TepaneBTMYecKas KOHLEHTpaLuus B KpOBH
[ocTuraetcs yepes 6-24 u.

Uzedy — npenapaT AAMTENbHOIO AEWCTBUSA Ha OCHOBE
pucnepunaoHa. OH pa3paboTaH C MCMOJ/Ib30BAHMEM TEXHO-
fiorun cononmMmepoB Komnanun MedinCell noag HasBaHueM
SteadyTeq, KoTopas o6ecneynBaeT abcopbLUMIO U YCTONYK-

BOE BbICBOOOX/JEHWE BELLECTBa MpU MepBOM MOLKOXKHOM
MHbEKUMKU. ITo nepBas ogobpeHHasa FDA pa3paboTka, co3-
[laHHas C NOMOLLbIO TAKOW TEXHOOT UK.

B KnuHnyeckoMm uccnepoBaHuu dasbl |l npenapat CHu-
31N pUCK peumnamnBa wnsodperHmnn Ha 80% No cpaBHEHUIO
¢ nnaue6o.

B Havane 2023 r. ogo6peHne FDA nony4mn MnoxXoxKun
npenapaTt-aHTUncuxotuk Rykindo (pucnepupoH) ot Luye
Pharma. Ero TpebyeTcsa BBOAUTb pa3 B 2 Hef.

UcTouHuK: https://www.psychiatrist.com/news/slow-
release-uzedy-gains-fda-approval-reduces-schizophrenia-
relapse-by-80/#:~:text=The US Food and Drug,of one to
two months.

Opo6peH nepBbIA B MUpPeE npenapart
reHHou Tepanvuu a1 MEeCTHOro NpUMeHeHus
npv 6ynne3HoOM anuaepmonunse

npasfieHWe No caHWUTapHOMY HaA30py 3a KavyecTBOM
nULeBbIX NPOAYKTOB U MeankameHToB CLUA (FDA) ogo-
6puno nNepBytd B MUPE MECTHYIO FEHHYIO Tepanuio, KOoTo-
pas 6yaeT MCnonb30BaTbCA A5 NIeYEHUS paH Y nauneHToB
C PeLeccUBHbIM MW LOMUHAHTHLIM AUCTPODUYECKUM Byn-
nesHblM anngepmonuaoM (b3) B Bo3pacTe 6 mec 1 cTaplue.

Tepanua npenapatom Vyjuvek (beremagene geperpavec,
paHee u3BecTHbIM Kak B-VEC) ncnonb3yeT BeKTOp Hepe-
nanLMpytoLLerocs BMpyca npocToro reprneca tvna 1 (HSV-1)
[Ons noctaBku reHa COL7A1 HenocpeaCTBEHHO B KNIETKU KOXKM.
Mpwu aTOM BOCCTaHaBAMBalOTCA 6e1KoBble GUOPUNBI Konnare-
Ha VIl Tvna (COL7), cTabunnaunpytoLme CTPYKTYPY KOXM.



Vyjuvek, paspaboTaHHbin Krystal Biotech, npegHasHa-
YeH AN MHOTOKPaTHOro UCnonb3oBaHus. B 6a3oBom nccne-
[OBaHWW reHHas Tepanus B BUAE rens Anas MecTHOro npu-
MEHEHWUs UCMoNb3oBanacb OAMH pas3 B HeLento B Te4yeHue
6 mec.

Mo nHCcTpyKumMK, Vyjuvek cmelwnBaeTcs ¢ HENTPaibHbIM
refnem u paBHOMEPHO HAaHOCUTCS Ha paHy OAMH pa3 B Heje-
S0 MEANUMHCKUM PabOTHUKOM.

Opo6perune FDA Vyjuvek 66110 OCHOBaHO Ha pe3ynbTaTax
paHAOMM3UPOBAHHOIO ABOMHOIO cnenoro niauebo-KoHTPOo-
nupyemoro uccnegoanus dasbl Il ¢ ysactnem 31 naumeH-
Ta, ony6aunkoBaHHbiX B New England Journal of Medicine,
KOTopble MoKasanu, 4to 71% paH, 06paboTaHHbIX Cpef-

CTBOM TF€HHOW Tepanuu, NMOAHOCTbIO 3a*KMBaiu B TeyeHue
3 Mec no cpaBHeHuto ¢ 20% paH y NauneHToB, NoJyYaBLUIMX
nnaue6o (95% AN 29-73; p < 0,001). Yepes 6 mec 67% paH,
06paboTaHHbIX CPEeACTBOM TEHHOM Tepanuu, NOMHOCTbIO
3aXKMKn No cpaBHeHUIo ¢ 22% paH, 06paboTaHHbIX Nnaue6o
(95% AN 24-68; p = 0,002).

Hanb6onee pacnpocTpaHeHHbIMW NOBOYHBIMU peaKkuuns-
MM, cBA3aHHbIMU ¢ Vyjuvek, 6blaun 3y, 03HO6, MOKpacHeHue,
CblMb, Kallesb U HACMOPK.

UcToyHuK: https.//www.fda.gov/news-events/press-
announcements/fda-approves-first-topical-gene-therapy-
treatment-wounds-patients-dystrophic-epidermolysis-
bullosa
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