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HOBOCTU NEAUATPUHECKOU ®PAPMAKOJIOTUU

HoBocTu neaunatpuyeckoun dap

W) Check for updates

HypHan Jleguatpuyeckan ¢apmakosorus»

BKJ/1I0O4MEH B Scopus

enMMca  pafoCTHOWM HOBOCTbO — HaW XKypHan

«legnatpuyeckas dapmaKonorus» BKIOYEH B CMNU-
COK 6ubnuorpaduyeckon n pedepatuBHom 6a3bl JaHHbIX
peLeH3npyemMon Hay4yHOM nuTepaTypbl SCOpus* Ha OCHO-
BaHWU pelleHns DKCNepPTHOro coBeTa Mo OTOOPY KOHTEHTa
B Scopus (Scopus Content Selection and Advisory Board).

MHaeKkcauma B 6ase faHHbIX Scopus cTana BaKHbIM
3TanoM B PasBWMTUM XKypHana U NpU3HaHWEM LOCTUKEHWN
3KCMEePTHOro coobLecTBa peAaKToOpoB M aBTOPOB. ATO AaeT
BO3MO}HOCTb cenaTtb pe3yfbTaTbl Hay4YHbIX UCClef0BaHUN
LOCTYMHbIMW ANS1 OFPOMHOM Hay4YHOWM ayaMTOPUU U3 PasHbIX
CTpaH mupa.

HypHan «[legnatpuyeckas dapmakonorus» 3aHuMaeT
36-e mecto B pentuHre SCIENCE INDEX 3a 2023 roa
no tematuke «MeauumHa W 3apaBooxpaHeHue» (M3 547

FDA oao6puo neKapcTBo
npoTtus 6one3Hn HUMaHHa

npasJfieHWe No CaHWTapHOMY HaA30py 3a KavyeCTBOM

nuuieBbIX NpoayKToB n MmeankameHTtoB CLUA (FDA) pas-
pewwnno K npumeHenuto npenapat Miplyffa (apumoknomon)
oT Zevra Therapeutics, npeaHa3Ha4yeHHbIn 4159 60pbObI
C peiKkuM u datanbHbIM reHeTUYecKnM 3abosieBaHnem —
6onesHbio HumaHHa — Muka Tuna C. 3To NepBbIi Npenapar,
0406PEHHBIN AN NIeYeHUs 3TOro TUNa 3abosieBaHUS.

lMpenapaT pas3pelweHo WCMNonb3oBaTb ANS Jle4eHUN
B3POC/bIX M jleTen B Bo3pacTe oT 2 NneT. Ero adbdeKTMBHOCTb
M 6e30nacHOCTb 6biNM AOKa3aHbl B Xofe nnaue60-KOoH-
TPONMPYeMOro uccrnegoBaHus ¢ yyactneMm 50 nauneHToB.
APUMOKJIOMON NPUBEN K 3aMeASIEHUIO NPOrpeccupoBaHmns
3aboneBaHus Ha 0,2 6anna no wkane RADNPCCSS. OHa
OLleHMBaeET COCTOfHME 6OJIbHbIX MO 4 OCHOBHbIM MNapame-
Tpam: CNOCOGHOCTb K CaMOCTOATENIbHOMY MEPEABUMKEHUIO,
peyeBble HaBbIKK, rnoTatefibHasa GYHKUUS U MenKas MOTO-
puKa. B TO e Bpemd y nauneHToB, nonyvyaBLimx niaueoéo,
COCTOSIHUE yXyaLwunocb Ha 1,9 6anna.

Bnarogaps npenapaTty ycuauBaeTCca 3KCNpeccus
reHoB, OTBeYaloWwMnx 3a HopMasbHYyl0 paboTy M30COM.
Mpenapat akTuBMpyeT daKTopbl TpaHcKpunuuun EB (TFEB)
n E3 (TFE3) — 6eNikK, KOTOpble KOHTPONAUPYIOT CUHTE3

YpHanoB B AaHHOM TeMaTUKE) U onepexaeT Bce neaua-
TpUYeCKMe KypHanbl. [AByxneTHun umnakT-dakTop PUHLL
3a 2023 rog coctaBnset 0,617. AByxneTHu nMmnakT-dak-
Top PUHL, ¢ yyeToM UMTUPOBAHMA M3 BCEX WMCTOYHUKOB
3a 2023 rog — 1,012. MatunetHun umnakT-paktop PUHLL
3a 2023 roq — 0,825.

Taknum o6pas3oM, B HacTosilee BPEeMsl Hall KypHan
MHAEKcupyeTcs B cnegyolwmx 6asax AaHHbix: SCOPUS,
DOAJ, VINITI RAN Referativnyi Zhurnal; Ulrich’s International
Periodicals Directory, PWHL, EMBASE, BASE, Copac
(UK, lJisc), ROAD, The European Library, Research Bible,
AcademicKeys.com, CYBERLENINKA.

bnarogapum penakTopoB, PELEH3EHTOB W aBTOPOB
3a MNOAOTBOPHYID paboTy Haj XKypHaioM W Hajgeemcs
Ha ganbHenwee coTpyaHUYeCTBO!

Nuka, mn C

3TUX OpraHenn, YTUIN3UPYIOWMX U3 KNEeTOK pas3fun4yHble
BellecTBa.

bone3Hb HumaHHa — MuKa Tvna C — peaKkoe reHeTuye-
CKoe 3aboneBaHne, KOTOPOEe UMEET TSXKesNble HEBPOIOru-
Yyeckue NposiB/IEHUS (MO3KEYKOBas aTaKkcusa npossaseTcs
B HapyWweHWM KOOPAMHALMN OBUKEHWUN, AN3apTpUA — He-
yfieHopasgenbHas peyb, aucharnsg — HapyleHne rnoTaHums,
3NuUAenTUYeCKne npunagku, AUCTOHUA — HEMNPOU3BOJb-
Hble MblllEeYHble COKpalleHWns, Nporpeccupyollas aeMeH-
LUMs 1 Op.), KOTOpble NPOrpeccmpyoT CO BPEMEHEM U MPHU-
BOAAT K MHBANMAM3aLMN NALMEHTOB.

3710 ogHa M3 Tpex dopm 6one3nn HumaHHa - [luKa,
KOoTopas BO3HMKaET M3-3a myTauunn B reHax NPC1 n NPC2,
y4acCTBYOWMX B TPAHCMOPTUPOBKE XONecTepuHa W Apyrux
NMNWA0B BHYTPW KNeTKW. B cpegHem nioaun ¢ atum 3abone-
BaHMEM KMBYT OKoso 13 nerT.

WctoyHuk: https://www.fda.gov/news-events/press-
announcements/fda-approves-first-treatment-niemann-
pick-disease-type-c

https://pharmvestnik.ru/content/news/FDA-odobrilo-
pervyi-preparat-dlya-lecheniya-bolezni-Nimanna-Pika-
tipa-C.html

FDA opo6puno HoBoe nevyeHume remodpuauu Aumau B

npaBfieHWe No CaHWTapHOMY HaA30py 3a KavyeCcTBOM

nuuieBbIX NpoayKToB U meamkameHtos CLUA (FDA) ogo-
6pMNO MHBbEKLMOHHbBIM NpenapaT Hympavzi ans nnaHoBowm
NPOPUNAKTUKM C LEeNblo NPEeAoTBPALLEHNS WAN CHUXKEHMS
4acTOTbl 3MW3040B KPOBOTEYEHMS Yy B3POCAbIX W AeTen
B Bo3pacTe 12 neT 1 ctapwe ¢ remooununen A 6e3 MHrmbu-

TopoB ¢dakTopa VIII unn remodununen B 6e3 MHIIMGUTOPOB
dakTopa IX (HenTpanuaywowmx aHtuten). lNpenapaTt npea-
Ha3Ha4vyeH AN9 NOAKOXHOro BBEAEHMS OAMH pa3 B Hedeno
C NOMOLLbIO aBTOMATUYECKOr0 MHBbEKTOPA.

Hympavzi — 370 HOBbIV TN NpenapaTta, KOTOpbI BMe-
CTO 3aMeHbl daKTopa cBepTbiBaHWUS paboTaeT 3a CYET CHMU-

*  baga Scopus — KpynHenwas B MUpe eauHas ubnuorpaduydeckas n pedepatmsHasn 6a3a gaHHbIX peLeH3MpyemMon Hay4HOW nuTepaTtypsbl,
co3aaHHasa B 2004 roay akagemuyeckuMm mnsgatenbctsom Elsevier. [JocTyn K HEM OCyLLECTBSETCA MO MHCTUTYLLMOHANIbHON NOAMUCKE.



KEHUSI KonnyecTBa W, clefoBaTeslbHO, aKTUBHOCTM ecTe-
CTBEHHOr0 aHTUKOArynauMoHHoro G6enKa, Ha3blBaemoro
WHIMGUTOPOM MyTU TKaHeBOro dakxTtopa. 370 yBeNMyMBa-
€T KONMYecTBO BblipabaTbiBAEMOro TpoMbuHa — depmeH-
Ta, UrpalLLEro Ba)KHENLLYIO POSib B CBEPTbIBAHUU KPOBM.
OKMpaaeTcsl, YTO 3TO YMEHbLWMWT UK NPeaoTBPaTUT 4acToTy
3MNN3040B KPOBOTEYEHMUS.

OpobpeHne Hympavzi OCHOBaHO Ha OTKPbITOM MHOMO-
LLeHTPOBOM MccnefoBaHun 116 B3pOCAbIX U AETEN MYXK-
CKOro nona c Tsxenon popmMon reModunmm A unm Taxenomn
dopmon remodununmn B, o6e 6e3 MHr1M6UTOPOB. B X0a€ nccne-

BaKLuuHa OT ocrnbl 06€e3bfH

[IOBaHUS NpMMEHEHMEe npenaparta B TeyeHne 12 Mec cno-
COOGCTBOBANO CHUXEHMIO Y4acToTbl KPOBOTeYEHUN Ha 92%
Mo CPaBHEHMIO CO CTAHAAPTOM NIEHEHUS.

Hympavzi — 3710 BTOpon npenapat Pfizer ansa nevyexus
remoodunuu, nony4mslnin ogobpenune FDA B aTom roay (nep-
Bbll — reHHbIM npenapat Beqvez npotnB remodunuu B).
AHanuTukm LSEG oxupatoT, 4To npofarkm Hympavzi goctumr-
HyT $300 msiH K 2030 T.

UcTo4yHuMK: https://www.fda.gov/news-events/
press-announcements/fda-approves-new-treatment-
hemophilia-or-b

ofo6peHa ana noapoctKkoB B EC

aKuMHa npoTuB ocnbl 06e3bsH O6blna oaobpeHa

EBponenckMum areHTCTBOM MO JIEKAPCTBEHHbLIM Cpea-
ctBaM (EMA) ansa npumeHeHus y geten ctapuie 12 net.

BakunHa JYNNEOS npoussoactBa Bavarian Nordic
paHee 6bl1a ogobpeHa YnpaBneHnem no caHuTapHoOMy Haa-
30py 3a Ka4eCTBOM MULLEBBIX MPOAYKTOB M MEAMKAMEHTOB
CLUA (FDA), Ho ToNbKO Ans B3pocbix cTaplue 18 net. OgHaKo
BO Bpems BChbllwKKM MHOeKumnn B 2022 r. FDA npepocta-
BWO paspelleHrne Ha 3KCTPEHHOE MPUMEHEHWE BaKUMHbI
ANS NOAPOCTKOB.

HecmoTps Ha TO, 4To BcemupHaa opraHusauus 3gpa-
BooxpaHeHnsa (BO3) gonyckaeT mMcnonb30BaHWE BaKLM-
Hbl «HE MO Ha3Ha4yeHulo» ANna vy mnagwe 8 neT, Tem
HEe MeHee, PEKOMEHAYeT ee NMpPUMEHEHWE TONbKO cpeau
B3pocnbix. OgHako ogobpeHne BO3 MOXKeET cTaTb OpUEH-
TUPOM ANS1 HaUMOHaNbHbIX BAacTeEM M MO3BOMUTbL MEXKAY-
HapPOAHbLIM F'YMaHWTapHbIM OpraHM3aLmaM 3aKynaTtb 1 pac-
NPOCTPaHATb BaKLMHY.

demoKpaTtnyeckaa Pecnybnuka Kouro (APK), oaHa
M3 Haubonee nocTpajaBlUMX OT TEKYWeEW BCbIWKH,
He MnaHupyeT BaKUMHUPOBATL v, Mnaaawe 18 net B pam-
Kax nepBoM BOJIHbl UMMYHU3aLIMK BaKLMHOM NPOM3BOACTBA
Bavarian Nordic. B 10 ke Bpemsl B ANOHUM BaKLMHa NPOTUB
ocnbl 06e3bsH OT KOMNaHMKM KM Biologics y»ke ogobpeHa
ANS AeTEN, HO AN ee BBeAeHWs TpebyeTcs cneuunanbHas urna.

PeweHne EMA He aBnsetcsa obs3aTeNbHbIM AN CTpaH
3a npegenamu EBponebl, HO Bnactn [IPK cocnannck Ha oueH-
Ky BaKuwWHbl Bavarian Nordic npu 3KCTpPEHHOM 0406pEHUMU
€€ UCMo/Ib30BaHMUsl BHYTPU CTPaHbl B UIOHE, @ TaKXe ynoms-
Hynn ogo6penune FDA. No gaHHbIM BO3, ¢ Hayana BCNbIWKK
B fAHBape B AbpuKe 3apermctpmupoBaHo okosno 25 100 cny-
yaeB 3aboneBaHua u 6onee 720 cmepTen, npuyem 60/b-
LUMHCTBO cnyvyaeB 3aduKkcupoBaHo B [PK.

UcToYHnK:  https://gxpnews.net/2024/09/vakczina-
bavarian-nordic-ot-ospy-obezyan-odobrena-dlya-
podrostkov-v-es/
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