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HoBbii Nnpenapart B 1Ie4eHUHU
cuHapoma JleHHOKca - l'acTo

ynpaBneHMe Nno CaHMTaApHOMY HaA30py 3a KavyecTBOM
nuLLEBbIX NPOAYKTOB U MeankameHToB CLLA (FDA) ogo6-
puno nepopasnbHbii pactBop ¢peHdnypamuHa (Fintepla) —
NeKapcTBEHHOE CPELCTBO AN IEYEHMS CYA0POT, CBA3AHHbIX
¢ cuHgpomom JleHHokca — lacto (CJII) — peakon ¢op-
MOW aeTcKow anunencuu. Mpenapat yxe ogobpeH B CLUA
ANS NleYeHUs Cy[opor, CBSi3aHHbIX C CUHApPOMOM [paBe,
y NauMeHToB B Bo3pacTe OT 2 /IET M CTapLue.

Opo6peHne FDA 6bi10 NOATBEPKOAEHO AaHHLIMWU [NO-
6anbHOro pPaHAOMU3UPOBAHHOIO Mnauebo-KOHTPoNupye-
MOro KAunHW4yeckoro wuccneposanusa lll dasbl ¢ y4actvem
263 nauneHntoB ¢ CJII o 6e3onacHOCTU M 3PDEKTUBHOCTH

npenapata. NccnegosaHve nokasano, 4to deHdnypamuH
B go3e 0,7 MI/Kr/CyT 3HaYUTeNbHO CHUXan 4actoTy Apon-
aTak no cpaBHeHuto ¢ nnauebo (p = 0,0037): noytn y 25%
neTen, NPpUHUMAaBLLMX npenapart, HabniaanoCb CHUMXKEHWE
4acToTbl ApONn-aTaK Kak MUHUMYM Ha 50% B Te4yeHue 28 aHew;
18% nmenu cHmxeHue ot 6onee 50% go meHee 75%, a 6%
UMENN CHUKeHue 6onee Yyem Ha 75%. YacTbiMM MOGOYHbI-
MU peaKkuusMKn y aeTten, nonyyaswnx GeHdbnypamuH, 6biam
AVapes, CHUKEHWe annetuta, yTOMISEeMOCTb, COHJIMBOCTb
n psota. MNpenapart Fintepla gocTyneH ToIbKO B paMKax npo-
rpamMMbl OrpaHUYEHHOro pacnpocTpaHeHusa nekapcts B CLUA.

https;//www.medscape.com/viewarticle/971158

NMpeacTaB/ieH CMUCOK 3a00/1IeBaHUN
ANnd nedyeHus npenaparamu off-label

WHUCTEPCTBO 34paBooOXpaHeHud Poccuickon

denepaumm NoAroToBMAO MPOEKT nepeyHs 3abone-
BaHMWM, NPU KOTOPbIX Bpayu CMOryT Ha3Ha4vyaTb NauuMeHTam
npenapatbl off-label (BHe MHCTPYKLUW).

30 aexkabpsa 2021 r. npe3uaeHT Poccuickon Genepaumm
Bnagnmup lMyTvH yTBEPANI 3@aKOH O BO3MOXHOCTM Onna-
Tbl 3a c4yeT cpeacte cuctembl OMC npenapatoB off-label.
B NOKyMeHTe He NepeyncnsaoTcs KOHKpeTHble 3aboneBaHus,
npyv NeYeHnn KOTOpbIX pa3pellaeTcs NPUMEHATb Npenapartbl
BHE MHCTPYKLUMK (NnepedeHb 60/1e3HEN KaK pas AOMKEH 6bin
chopmupoBatb MuHsapas Poccum).

CornacHo npeacTtaBAeHHOMY MPOEKTY MOCTaHOBEHUSA
MpaButenbctBa Poccunckon degepaumn, NPOXoanTb nede-
Hue npenapatamu off-label cMoryT He ToNbKO A4EeTU C OHKO-
JIOTMYECKMUMU U OHKOremMaToNIorMyecKkumMm 3aboneBaHuaIMm
(KaK npegnonaranocb B MepBOHa4valibHOW BEPCUU AOKY-
MEHTa), HO U B3pOC/ble — € 601€3HAMWU HEPBHOW CUCTEMBI,
OpraHoB AblXaHWs U NULLEBAPEHUS, rasa u ero npuaaToy-
HOro annmaparta, yxa, CuMcTeMbl KpoBoob6palieHus. Kpome
TOro, B CMUCKE MPUCYTCTBYIOT NMCUXMYECKME PacCTPOMCTBa,
60/1€3HU KOCTHO-MbILIEYHON CUCTEMbI U COEAUHUTENbHOMN

TKaHW, UHOEKLMOHHbIE U NapasuTapHble 3a6oneBaHus,
BPOX/IEHHbIE aHOMANWUK 1 Np.

M3 PpMHAHCOBO-3KOHOMMYECKOr0 060CHOBaHMUSA K npea-
cTaBneHHoMy MwuH3apaBoM Poccun nepeyHto cneayer,
4yTO BKJOYeHUe off-label-npenapaTtoB B cTaHAapThl OKa3a-
HUS MEeANOMOLLM MO TOMY UM MHOMY 3aboieBaHuUIo NoTpeby-
€T yBenuyeHus Tapuda u, cnefoBaTenbHoO, NPUBELET K yBe-
nnyeHuio pacxogoB PeaepanbHoro poHaa OMC. Hanpumep,
yBENUYEHUE YUCNA NIEKAPCTBEHHbIX CPEACTB B CTaHAapTax
MEZANOMOLLM MO OHKONIOrMYecKUM 3abofieBaHUsaM Yy aeTewn
3a CYET BKJ/IOYEHUS B HMX npenapaTtoB off-label, no npega-
BapUTE/IbHbIM MOACYETAM, YBEJIMYUT CTOMMOCTb JIeYEHMS
Ha 386,9 Tbic. pyo.

MuH3gpaB B anpene TaK)Ke npeactaBui Ha oblule-
CTBEHHOE 06CYyXKAeHne CNUCOK 3aboieBaHUM, NPU KOTOPbIX
[IOCTUTLIME COBEPLIEHHONETUS MaALUMEHTbl CMOryT Habnio-
[aTbCA B [ETCKMX MeaopraHudauusx A0 OOCTUKEHUS
21 rofa. B Hero BOWAM OHKONIOFMYECKUE U OHKOremMaTtosno-
rmyeckue 3aboneBaHus.

https://vademec.ru/news/2022/04,/08/predstavlen-
spisok-zabolevaniy-dlya-lecheniya-preparatami-off-label/

CtapTtoBaJ/ NUJIOTHbLIN NPOEKT
MaccoOBOIro HeoHaTtalbHOro CKpuHuHra Ha CMA
M NepBUYHble UMMYHOAE(PULLUTDI

I—l €epBbIMU PErMOHAMM, MPUCOEANHUBLLUMMUCS K NMUIOTHOMY
npoekKTy «MaccoBblt HeOHaTaNbHbI CKPUHUHI Ha CMnu-
HaNbHY0 MbleyHyto aTpoduio (CMA) U nepBUYHbIE UMMY-
HogeduumTtbl (MUAO)», ctann Bnagumupckaa un PssaHcKas
o6nactn. B MeanKo-reHeTUY4ECKMIA HayYHbIM LEeHTP UMEHU
akagemuKka H.M. boykosa (MIHLL) y»xe nocTtynuno B o6Liemn
cnoxHocTtu 6onee 4500 06pa3LOB A5 UCCIeA0BaHUNM.

B HacTofWMN MOMEHT B O6ONbWMHCTBE PErMOHOB
Poccun maccoBbii HeOHaTanbHbIM CKPUHWHT NPOBOAMTCSH
TONIbKO Ha 5 3aboneBaHuin: GEHUIKETOHYPUIO, aapeHO-

reHUTaNbHbIK CUHAPOM (AMCOYHKLMSA KOPbl HaANOYeYHuU-
KOB), BPOXAEHHbIN TMNOTUPEDS, ranakTO3eEMUI0 U MYKO-
BMCUMAO03. YTOOblI BbISBUTb 3TU TSKenble 3aboneBaHus
Ha JOCMMNTOMaTUYECKOM CTanm, Y BCEX HOBOPOXKAEHHbIX
6epyT KpOBb U3 MATKU Ha 4-W UNKU 7-W OEHb NMOCNe POXK-
LeHuns.

C anpens 2022 r. BCcex HOBOPOXAEHHbIX BnaauMmmnpcKon
n PasaHcKon obnacTen AOMNOMHUTENbHO 6yayT MPoBEPSATb
Ha CMA n NMUA. YCTaHOBMWTb TOYHbIV AMArHo3 40 NPOABAEHUS
nepBbIX CAMATOMOB KparHe BaXKHO 415 YCMELHOr0 Ie4eHus.


https://creativecommons.org/licenses/by-nc/4.0/
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Be3 maccoBoro HeoHaTanbHOrO CKPUHUHIA B GONbLIMHCTBE
CNy4yaeB [MarHo3 yaaeTcsl yCTaHOBUTb TOJIbKO MOc/ie TOoro,
Kak 3ab6oneBaHue NposiBUIOCh, @ 3TO 0O3HAYaeT, YTO B opra-
HU3ME Y¥Ke NPon30LIM HeobpaTUMble U3MEHEHMUS.

B xoae cKpuHuHra Ha CMA ¥ nepBuYHblE UMMYHOAE-
duunTbl Byget dopmupoBaTbCs rpynna pucka — [eTH,
Yy KOTOPbIX UCC/IeA0BaHNE MOKa3ano BbICOKYIO BEPOSTHOCTb
Hanuuna 3aboneBaHus. Mx HanpaBsAT B NPOGUIbHbIE YHPEK-
JeHUs1 Ana noATBepXaatollen aguarHoctuku. B MIMHL, BbisiB-
NA0T MyTauum B reHe SMN1 ans yCTaHOB/IEHUS CMIUHANbHOM
MblleYHOW aTpodUK, a TaKKe onpenensioT Konnm4ecTBo
Konuh reHa SMN2, 4TO KpalHe BaXXHO AN Ha3HayeHus

Tepanuu. [loaTBepaawouw,as AMArHOCTUKA MePBUYHbIX
UMMYyHOaEebMUNTOB OyeT NPOBOAMTLCS B PErMOHasNbHbIX
LLeHTpax, a B C/MOXHbIX cnyvyasax cembu Hanpasat B HMUL,
[IETCKON reMaTonorMm, OHKOMIOTMU U MMMYHOSIOTMU MMEHW
OmuTtpusa PorayeBa. [NpoeKT MaccoBOro HeOHaTasibHOro
CKpUHMHra Ha CMA v reHeTnyeckue sapuauumm NN — taxe-
NIl KOMOUHUPOBAHHBIN UMMYHOAEDULMUT U X-CLEMSIEHHYIO
arammarnobynmHemuio — paccyntaH Ha 200 000 HOBOPOXK-

[IEHHbIX, OH OXBaTHUT 6 pernoHoB Poccuu.
https;//med-gen.ru/press-tcentr/novosti/startoval-pilotnyi-
proekt-massovogo-neonatal-nogo-skrininga-na-sma-i-
pervichnye-immunodefitcity/

«Kpyr ao6pa» pacwuuvpun nepevyeHb 3ab6osieBaHUM
AN OKa3aHua MegULUMHCKOM NOMOLLMU

PeLIJeHVIeM aKcnepTHoro doHaa «Kpyr gobpar» B nepeyeHb
3abofieBaHU, NO KOTOPOMY OKa3blBaeTCcs MNOMOLLb
60NbHLIM AEeTAM, 6bl1 BKNOYEH HEMPOTPODUYECKUI Kepa-
TUT. Tenepb AeTu ¢ 3TUM opdaHHbIM 3aboneBaHnem nony-
YyaT BO3MOXHOCTb NPONTH NevyeHne He 3aperucTpupoBaH-
HbiIM B Poccuu npenapatom ueHerepMuH (OKkcepBenT),
cooblaeTcs Ha cante doHaa.

doHL nposBefeT npeaBapuTeNbHylo paboTy € nocTas-
LMKamMK1 No NoBoAy BO3MOXHOCTM NOCTaBKW LleHerepMuHa

BO3 coo6uiaeT 0 BCMnbllLUKe

B HECKOJIbKUX CTPaHaX

CTex nop Kak 15 anpena 2022 r. 6ol ony6/MKOBaHbI
HoBoCcTM BO3 0 BCMblWKax OCTPbIX renatuMtoB HeEWs-
BECTHOW 3TuMonormn B BenukoGputaHuW, nNpodosKatoT
nocTynaTtb HOBble COOGLIEHMS O Clydasix OCTPOro renatuta
HEeN3BECTHOM 3TMONOrMKM Cpean AeTen OT OAHOro mecsua
o 16 nert. o coctosaHuio Ha 21 anpena 2022 r. BO3 co06-
LMNa o BbIIBNEHUN He MeHee 169 cnyyaeB OCTPOro renatu-
Ta HEM3BECTHOIO MPOUCXOXKAEHMUSA B 12 cTpaHax mupa: cny-
Yyau 3apernctpmMpoBaHbl B Bennko6putanuu (114), McnaHum
(13), Uspawune (12), CWLWA (9), OaHuu (6), NUpnaHauu (< 5),
Hupepnangax (4), Utanun (4), Hopseruu (2), dpaHumu (2),

W LieHbl Ha Hero. Nocne 3Toro npenapaTt MOXET 6bITb BKIO-
YeH B NepeyvyeHb MeAMKaMeHTOB, 3aKynaemblx GoHAoM «Kpyr
no6panr.

Kpome Toro, akcnepTbl pacluMpunn Kputepmumn ana obec-
nevyeHUa MeAULMHCKUMKU U3AENUaMU AeTen ¢ BynNne3HbiM
3NMAEPMONM30M, BKIIIOUYUB ellle OAMH TUM 3TOoro 3abone-
BaHM4.

https.//doHaKkpyraobpa.po

renatutay feTteu

PymbiHunm (1) n Benbrum (1). OagnMH M3 NauMeHTOB CKOHYancs,
euwe 17 notpeboBanach TpaHCMIaHTaALUSA NEYEHMU.

[loKa TOYHO HEM3BECTHO, YTO MOCAYXKWUIO MNPUYUHON
BCMbIWKMW: BUpYCbl renatuta tTuna A, B, C, E u D He o6HapyxeHbl
HW B OJHOM M3 3TKX Cy4YaeB. [1py 3TOM He MeHee YeM B 74 cny-
Yasix 6bl/1 BbISIB/IEH aIeHOBMPYC, KOTOPbIA 06GbIYHO Bbi3blBAET
cumnToMmbl MpocTyabl. Ewe y 20 aeten 611 noaATBEPKAEH KOPO-
HaBupyc. B HacToslliee BpeMs NpPOAOIKaTCH UCCNef0BaHuUs
NPWYKUH BCMbILKKW OCTPOro renatuTa cpeau aeten.

https.//www.who.int/emergencies/disease-outbreak-
news/item/2022-DON376
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