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NICE PEKOMEHIOBAJI ITPEITAPATBI MAPUXVYAHDBI EPIDYOLEX U SATIVEX

Komnanus «GW Pharmaceuticals» 06bsB1Ia 0 Tom, 410
HauunoHanbHbIN UHCTUTYT 34PaBOOXPAHEHNS N COBEPLUEH-
CTBOBAHUS MEAULMHCKONW nomolu Benukob6putaHum
(NICE) pekomeHaoBan pacnpocTpaHuTb MpoLeaypy Kom-
neHcauum cToMmMOoCTM mpenapaTtoB MapuxyaHbl Epidyolex
n Sativex B pamkax HaumoHanbHOW cMcTemMbl 34paBO0OXpa-
HeHua (NHS) AHrnum gnsa onpegeneHHbIX KaTeropuin nayu-
eHTOB, — coobuiaet noptan FirstWord Pharma.

Epidyolex (cannabidiol) pekomeHAOBaH B Ka4vecTBe
npenapara BCMNOMOraTeslbHOW Tepanuun B KOMOMHaLMK
¢ clobazam pgna kKynupoBaHuWs NpUNagkoB, CBA3AHHbIX
c cuHgpomom JleHHokca-facto mnu cuHgpomom [lpase,
y NaLuneHTOB B BO3pacTe OT 2 feT.

Sativex (nabiximols) pekomeHA0BaH AN Tepanum MbiLLey-
HOWM CNACTMYHOCTW Y MALUEHTOB C PACCEAHHLIM CKJIEPO30M.
Mpu aTom NICE He pekoMeHA0Ban KOMMEHCUPOBATb B pamMKax
NHS cTtommocTb KaHHabMOMAHOMO cnpes Afg KynupoBaHUs
XPOHMNYeCKOro 60/1eB0ro CUHAPOMA Y B3pOCIIbIX.

Mo nugpopmaunn GW Pharmaceuticals, NICE BnepBbie
peKoOMeHA0BaN NPUMEHEHWE NPenapaToB Ha OCHOBE Mapu-
XyaHbl B pamkax NHS.

Epidyolex 6611 ogo6peH B EC B ceHTsi6pe 2019 . B Ka-
4yecTBe Mpenapara BCNOMOraTesibHOW Tepanuu ANa Kynu-
pOBaHWsA NpMNagKoB, CBA3AHHbIX C CUHAPOMOM JIEHHOK-
ca-facto wnu cuHgpomom [pase. OH cTan nepBbIM
npenapaTtoM mMapuxyaHbl, 0406peHHbIM B EBpONerickom
pernoHe. [locne nonyydeHuss opobpeHusa GW Phar-

maceuticals MHTEHCUBHO B3aumopelicTBOBana ¢ peryns-
Topamu Benukobputanuu, lrepmanun, icnanum, ®paHuun
n Wtanumu, 4T106bI [O6MTLCA BKIOYEHMA npenaparta
B MporpammMy penmoepcMeHTa ellle 40 ero BbiBOAA HA Pbl-
HOK.

Sativex 6b1n1 3apeructpuposar B 2010 r. B Bennkobpu-
TaHWW, TAe €ero MapKeTUHI OCYLeCTBNSANa KOMMNaHMS
«Bayer». Ero npogsuranu Kak cpecTBo Ana Tepanun Mbl-
LUEYHOW CNAaCTMYHOCTM Y NALMEHTOB C PACCEAHHbIM CKIle-
po3om. OgHako B 2014 r. NICE oTkIOHMN huHAHCUPOBaHMe
3Toro npenapata B pamkax NHS Ha Tom oCHOBaHuu, 4TO
npenapat 06ecneyYnBaeT «HE3HA4YUTENbHYI BbIFOAY NpU
3HA4YMTESIbHbIX 3aTpaTax».

KommeHTupya nocnegHee peweHue NICE, anpektop
Mo BHELWHNX cBA3siM O6LLeCTBA NALUMEHTOB C PaCCeAHHbIM
CKJ1ep0o30M YKeHeBbeB 34BapAC 3afBUNA, YTO PEKOMEHAa-
uvn NIGE npefcTtaBnstoT 0601 BaXKHbIN NepBbIi war. MNpu
3TOM OHa A06aBmna, YT0 3TN PEKOMeHZALUN «HEe 3aX0AAT
CMULLIKOM [afieko, NOCKOMbKY He Obifi PEKOMEH/10BaHbI
npenapartbl MapuxyaHbl Ans KynupoBaH1s 601eBOro CUH-
[ pOMa, 4acTO COMPOBOXAAIOLLEr0 PACCEAHHbIN CKIEPO3».
locnoxa daBapg npeaynpeanna, 4To, NOCKONbKY OUHaH-
CMpoBaHme npumeHeHus Sativex 6yaeT OCYLIECTBAATLCA
MECTHbIMU OpraHaMu, pecypcbl KOTOPbIX MOryT ObITb
OrpaHnYeHbl, ewe 60nblle NALNEHTOB MOFYT ObITb NULLE-
Hbl 1OCTYNa K HEMY.

Mo matepuanam Pharmvestnik.ru

TEHHAA TEPAIIUA CRISPR JAET BOSMOXKHOCTDb U3BABUTD YEJIOBEKA OT BOJIN

B Te4yeHune Heckonbkux net CRISPR Bepoi n npasaon
CNYXWUT reHeTnkKam, KOTopble MPWU NOMOLLM 3TON TeXHO-
NOTrMN CMOTAIN AOCTUYb HOBbIX BbICOT B PeAaKTUPOBAHUN
reHoma »XWBOTHbIX U n3yyveHnn OHK yenoseka. Jloaw,
KOTOPbIE He HYBCTBYHT 601, BCTPEYHAKOTCS 04€Hb PEIKO,
0 HMUX 6b1710 N3BECTHO 320110 0 HacTynneHna XXI Beka.
Kak BbIICHUNIOCb, ¥ HUX €CTb ONpeAefieHHas myTauus,
KoTOpas 6M0KMPYeT reH, oTBeYawwWwmii 3a 6onb. Ceivac
y4yeHble npu nomowm CRISPR nnaHupytoT paspaboTaTb
TEXHOJIOT N0, CNOCO6GHY0 M36aBUTL NOJeN 0T 60NK: na-
LMEHTOB MPM OHKONOTMYecknx 3aboneBaHnsax, cTpagato-
LWMX CaxapHbIM AnabeToMm, NMLen ¢ XpOHN4YecKum 6oe-
BbIM CUHAPOMOM, NPUOOBPETEHHbIM MOCAe MNONy4YeHus
TPaBM, a TakXXe NauWeHTOB C ApPYyrumu npobriemamu.
9TOT reHETUYECKMNIA MHCTPYMEHT CTaHeT afibTepHATMBOM
onunonpgam. Mcnonb3dys CRISPR, y4eHble Hay4unucb OT-
KNo4aTb MOMEKYNy-Ka4Y B CMMHHOM MO3re, KoTopas
1 BbI3blBaeT 60Nb. Pe3ynbTaTbl MCCNEA0BAHNSA YXKe 0ny-
6nukoBaHbl. Anpobauma CRISPR ans paboTbl ¢ YenoBeye-
CKUM reHOMOM Oblifia NpoBejieHa COBCEM HedaBHO. Tak,
B aTtoM rogy CRISPR The rapeutics npoBenu ncnbitaHus
WHCTPYMEHTA 411 JIe4eHUs CepnoBUAHOKNETOYHOW aHe-
mun. Ewe ogHa komnaHus, «Editas Medicine», nnaHupyet
MNCNONb30BaTb 3TOT XXE WHCTPYMEHT ANA JIeYeHUs Ha-

cneacTBeHHon cnenoTbl. O6a NMpoekTa mogpa3ymeBalOT
N3MEHEHMe reHoOMa YesloBeKa N8 «UcnpaBieHns» onpe-
neneHHoro yyactka [HK. [leno B TOM, 4TO OT XpPOHUYe-
ckux 6onen Toro nu6o mHoro popa ctpapaetr Ao 20%
nofei (no ctatuctuke B CLUA).

Y710 Kacaetcs «reHa 601>, TO Y4YeHble CHUTAIOT, YTO UM
asnsetrca SCNIA. B HepBHOI cucTeme, a umeHHo B NaV1.7
3TOT FeH WrpaeT posib «HOCMTENsd 60nn», nepefaroLLem
crneunanu3npoBaHHble CuUrHanbl B MO3r. Q4eHb peako
y ntogeii reH SCN9A MoXeT OTCYyTCTBOBATb U OHU He YyB-
CTBYIOT 60nuU. B HEKOTOPbIX CRydYasax MyTauus 3TOro
yyacTtka [JHK npuBoanT K yCUIEHNIO 60JIEBbIX OLLYLLEHUIA.
To eCTb NPU NPOYMX PABHbIX YCIIOBMSIX YENIOBEK CO CNELM-
ounyeckon mytaumen SCNOA 6ynmeT 4yBCTBOBaATb 60JIb
CusibHee, 4eM KT0-n60 13 Hac. Ceilvac nouck «jiekapcrea
0T 605> BeAeTCs pasHbIMU KOMNAaHUAMMU. HEKOTopbIe Mbl-
TalTcA pa3paboTatb (papMaLeBTUYECKME NpenapaTbl, KO-
Topble 6yayT 6nokupoBaTb 60Mb. B 4YacTHOCTU, Takoro
poga paspaboTkamu 3aHumarotca Voyager Therapeutics
n Coda Biotherapeutics. Ho, noxoxe, ygaya ynbl6Hynacb
NULWb y4eHbIM 13 KanndopHuinckoro yHusepcuteta. Onbl-
Tbl, NPOBOAUMbBIE HA Mbllax, NOKa3anm, 4To 60Jb XKNBOT-
Hble He YyBCTBYIOT, @ BOT TEMNJI0 U X0J104 — Aa.

Mo matepuanam www.nanonewsnet.ru
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YCTPOVICTBO JJIA TEYEHUA SITAIEIICHA
N JENNTPECCUHA

AneKTpuUYeckoe yCTPONCTBO pa3aMepoM CO CKPenky mo-
XKET n3bmpartefnibHO CTUMYNMPOBATL FNy60KNE CTPYKTYpbI
rOJIOBHOMO MO3ra M 3Ta TeXHONOrMs N03BOJINT UCMOJb30-
BaTb a/lbTEPHATMBHbIE METOAbI fiedeHns 6e3 Xupypruye-
CKOro BMeLLaTesibcTBa Npu 60ne3Hn apkuUHcoHa, anu-
nencun  unNu  genpeccun, — 3asaBUAM aBCTpPasINACKme
y4eHble. Korga oCHOBHble MeTOAbl JIeHeHUs 3nunencuu,
Jenpeccun, aytnama, 60nesHu MapknHCOHA He MOAXOAAT,
HEeMpoXmupypri PeKOMeHAYIOT UHBA3NBHbIA MeTo4 ry6o-
KOW cTumynauum mo3sra. fnyéokas ctumynsaums mosra
(DBS) — Hempoxupypruyeckas onepauus, npu KoTopon
9NeKTPoAbl WMMNAAHTMPYIOTCA B OMpedesieHHble 4acTu
MO3ra Ji1 MOHUTOPUHIA N AeKOAUPOBAHNSA ero CUrHasoB,
4YTO B UTOre NPUBOAUT K U3MEHEHUID aKTUBHOCTU MO3ra.
Kak n no6as xupypruyeckas npowuegypa, atoT MeTo He-
CeT OnpefesieHHble PUCKN 1 OCNOXXHEHWA, BNNOTb 4O na-
panu3alumn, KpoBOWU3JIUAHNUA B MO3T, CYL0pPOr.

ABCTpanuiiCKNe y4eHble CO3[ann HOBbIA MUHUMAIIbHO
MHBA3MBHbI Npn6op Stendrode. YCTpONCTBO NpeacTaBnseT
CO60W CTEHT 13 HUKENEBO-TUTAHOBOIO CNaBa, 3aBePHYTbIN
B 9J1eKTPO/bl. bnarogaps cBoeMy MUHUATIOPHOMY pasmepy
(4 MM) OH MOXXET UMMNAHTUPOBATLCSA B KPOBEHOCHbLIE CO-
cyabl. BBognTCS B BEHY Npubop B CXKaTOM BUJE U pacnpas-
NAETCA B HY>XHOM MECTE B BUJE «KOP3UHKU». B crnyyae ne-
YEHMS ANUENCUIN CTEHT JOCTUraeT ABUraTesbHbIX 061acTen
KOpbI FOSIOBHOr0 MO3ra 4epe3 KPOBEHOCHbIE COCYAbl B 06-
NacTy LUEen, YTO NO3BOMAET M36€eXaTb PUCKOB, CBA3AHHbIX
C TPAAULMNOHHLIM Pa3MeLLEHNEM HEMPOHHbIX UMMJIAHTATOB
npu onepaunMnm Ha OTKPbITOM Mo3re. KaxkAblii 31eKkTpos
CTEHTa perucTpupyet akTuBHOCTb 0K0s10 10 000 HeipoHOB.
CurHanbl MOryT 6bITb MPe06pa3oBaHbl B KOMaHAbI, KOTOPbIE
MO3BONAOT YNPaBsATb HEMNOCPEACTBEHHO «MO3rom». [1po-
eKT (PMHAHCKUPOBAI0O AreHTCTBO NEPCNEKTUBHBIX UCCEeL0-
BaTesibCkux npoekToB CLLUA (DARPA), a Takxe Menb6ypH-
CKWIA YHUBEPCUTET, B KOTOPOM Oblfla pa3paboTaHa 4acTtb
TexHonormm SmartStent.

Mo maTepuanam xypunana Nature

BO ®PAHIIUU ITPOJOIXKAETCA
PACCJIEJOBAHUE TEPATOTEHHOI'O
JEVICTBUA IIPEITAPATA TENTAKHH

®paHuysckas dapmkomnanua «GCaHodu» 06bABMNA
0 NMPOBOAMMOM B OTHOLLEHWW Hee pacclfiefjoBaHUN fena
0 CBSI3W MPOTUBOINUIIENTUYECKOro npenapara [enakuH
(Banbnpoar HaTpus) ¢ BPOXKAEHHbIMU NOPOKaMW pa3Bu-
TUA, a TaKXXe 3amefJIeHNEM NpoLecca HEBPOOrN4eckoro
pa3BUTMSA NpU NpMemMe npenapara BO BpemMs 6epemMeHHO-
cTh.

Mpokypop Mapw>xa Ha4an npeaBapuTeibHOe paccneno-
BaHMWe Bbl4a4n perncTpaunoHHOro ynoctoseperHuns Ha [e-
nakuH B 2016 . nocne TOro, Kak feHepanbHas UHCNEKLUS
counanbHbix gen ®paduun (IGAS) 06pyLumnnacb ¢ KpUTu-
KOV Ha OpraHbl 3ApaB0OOXpaHeHNs 1 KomnaHuwo «GaHodu»
B CBA3M C UX MeAJIEHHOW peakLMen Ha PpUCKU, CBA3AHHbIE
C NpMemMoM npenapaTa 1 ero Npou3BOAHbIX.

Banbnpoar HaTpusi npumeHsetca ¢ 1967 r. ons neveHus
anunencum u 6UNONAPHOro paccTponctea. o oOueHKe
IGAS, B nepuog ¢ 2006 no 2014 r. BcneacTBMe BO3AeN-
cTBMA npenapaTa [enakuH Ha BHYTpUyTpoO6HOE pasBuTue
nnona 425-450 mnajgeHueB NosiBUNINCb Ha CBET C BPOX-
OEHHbIMU AedeKTaMun UAn MepTBOPOXKAEHHbIMU. CynTa-
etcq, 4to B GaHO(M 3HaNM 0 pUCKe NMOPOKOB PasBUTUSA
nnopa ewe B 1980-x rr, a 0 BO3AeACTBUM Mpenapara
Ha pa3BMUTWE HEPBHOMN CUCTEMbI NN0OAA C PUCKOM ayTu3ma
1 3afepXKu pa3BUTUS CTano N3BECTHO NpumepHo B 2003 T.
B 2013 r. FDA npeaynpeamnno 0 HeXxenaTenbHOCTU Npuema
Basibnpoara BO BPeMS 6EPEMEHHOCTMN.

B 3asBneHun GaHodu roBoputcs, 4TO0 06BUHEHME MNO-
3BOJINT KOMMAHWUM 3aLLNLLATBCA N J0Ka3aTb CBOK MOCTO-
SAHHYH NPUBEPXKEHHOCTb K 0693aHHOCTU UHPOPMUPOBATH
1 obecneynBartb NPO3pavHoOCTb MHGopmauun. B Komna-
HUW HEOAHOKPATHO 3asBASANM O TOM, YTO HE HaMepeHbl
KOMMeHCUpoBaTb Kakom-nnéo yuiepb wunm y4acTBoBaTb
B MOALEPXMBAEMOM FOCYAapCTBOM MEXaHW3me KOMMEeH-
cauuu naumeHtam, npuHumaswum [enakuH. Mpu aTom
CaHom HaMepeHa NPOAOIKUTbL COTPYAHMYATb C cyaeb-
HbIMW OpraHamm.

Mo maTepuanam Reuter

BBIABJIEHHUE MYTAITU Y TAITUEHTOB C TPYTHOU3JIEYUMON SITUJIEIICUEHA

YyeHble n3 Kopenckoro MHCTUTYTa nepeaoBbIX TEXHOMNO0-
rMin pazpaboTanu yCOBEPLUEHCTBOBAHHbLIA METOA ANS TO4-
HOr0 BbISIBIEHNS COMATMYECKON MyTauuuW y MaumeHToB
C TpyaHouanednumon anunencuen. NpubnmanTensHO y oa-
HOW TpeTu fAen [uarHoCTMpyeTcs TpyaHousnedmmas
dhopma Hefyra, HeCMOTPS Ha a[leKBATHOE Jle4eHMe COOTBET-
cTBylOLWMUMK npenapatamu. Comatmyeckne myTtauunm B re-
Hax nyTyn mTOR, SLC35A2 n BRAF 9BnsitOTCS OCHOBHbIMU
reHeTUYecKMMM npuynHamu 6one3Hn. OfHAKO 3TO TPYAHO
06HapyXM1Tb, NOTOMY 4TO MyTaLMOHHAS HAarpy3ka COCTaB-
nseT meHee 5%. Y4eHble npoaHannM3mpoBasny napHble Mo3-
roBble U nepudepnyeckne TKaHn ot 232 TpyAHOU3NEYUMbIX
60/bHbIX C Pa3NNYHbIMK NATONOrMAMMU FOSIOBHOFO MO3ra

C MCMONb30BaHWEM Tny60KOro CEKBEHUMPOBAHMUS, HTO NO-
3BONNI0 U3BJIEYb OCHOBHbIE 04arOBble FEHbl 3MUIIENCUN.
[anee nccnegoBatenn Cy3unn reHbi-MULLEHW [0 BOCbMU
OCHOBHbIX, UCKHYMB MOYTU BCE JIOXKHOMONOXUTENbHbIE
JlaHHble C MOMOLL b0 FNy60KOro TapreTupoBaHus. B peaynb-
TaTe yCOBEPLUEHCTBOBAHHbI METO 3HAYUTESIbHO NOBLICKT
TOYHOCTb aHanM3a, 370 U NOMOrJI0 06HAPYXXUTb COMaTUYe-
CKMe MyTaLun HU3KOTr0 YPOBHSA. TOT COBPEMEHHbI METOS
FEHEeTNYECKOro aHanm3a yny4qywuT obuiee 06CNy>XUBaHME
nauneHToB, NPeaocTaBnas 60nee BCECTOPOHHEE FeHeTMYe-
CKOE KOHCYNbTUPOBAHWE, 4TO MO3BOMUT NPEANOXUTb NyY-
LLIMe anbTepPHATMBHbIE CNOCOObI IEYEHNS.

Mo matepuanam Acta Neuropathologica
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