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EMA oaoGpuio nepBbiK npenapar
ansa nmopaeu c cuHapomom lNMpaaepa - Bunnu

BPOMEWCKOE areHTCTBO MO IeKapCTBEHHbIM CpeAcTBam

(EMA) 0ogo6puno 3asiBKy Ha MnoslydyeHue perncrpalmoH-
HOrO YAOCTOBEPEHMS Ha NEPBOE IEKAPCTBO OT HEYTOMMOIO
rosoga (runepdarum), CBA3aHHOIO C PeAKUM reHEeTUYECKUM
3aboneBaHneM — cuHapomom [lpagepa — Bunnu (CIB),
ONs B3pocnblX 1 geten oT 4 net. Peyb nget o guasokcuae
XOJIMHa, pa3dpaboTaHHOM aMepMUKaHCKON KoMnaHnen Soleno
Therapeutics.

B mapTe npenapat noa TtoproBou Mapkown Vykat XR
0406pUI0 TakKe YnpaBneHue Mo caHUTapHOMY Haa30py
3a KayecTBOM MULLEBbLIX NPOAYKTOB U MeanKkameHToB CLUA
(FDA). 370 cTano He TONbKO OAHUM M3 CaMbiX AONTOXKAAHHbIX
paspelleHnn OT aMepPUKaHCKOro perynaropa, HO U Ba*KHOM
BEXOW B UccnenoBaHum 3aboneBaHns, KOTOpoe paHee 6bino
CNOXHO NeYnThb.

CuHagpom lpagepa — Bunam — peagkoe reHeTmyeckoe
3abosieBaHue, XxapakTepusywluleecs runepdarmen (4ys-
CTBOM CWJ/IbHOrO, MOCTOSIHHOIO ronoAda), NOBEeAEHYECKM-
MU NpobnemMamu, KOTHUTUBHBLIMWU HapyLEHUAMMU, HUIKUM

MbILEYHbIM TOHYCOM, HU3KMM POCTOM (EC/IN HE MPOBOAMUTCS
fleyeHne roOpMOHOM pocTa), HaKomnjeHUem M36bITOHYHOro
Upa, 3a4epKKaMn pas3BUTUS U HEMOJHbLIM MONOBbLIM pas-
BUTUEM.

ClB 06bI4HO nevaT € MNOMOLLbD MOoAAEPKMBAIOLLEN
Tepanuu M ropmMoHa pocTa 4YesoBeKa ANA HapalwwmBaHua
MbILIEYHON MaCChl M CHUXKEHUS YPOBHS XMpa B OpraHU3Mme.
MHorga nauneHTam Ha3HavaloT NPOTMBOCYAOPOXKHbIN Mnpe-
napat Tonupamart, Y4To6bl CHM3UTb anneTut. OgHaKo 4O CUX
nop He 6biN0 0406PEHO HM OAHOW APYrOW NEeKapCTBEHHOM
Tepanuu. ITo CBA3AHO OTHACTU CO MHOXECTBOM MposiBne-
HUW 3a60NeBaHKs, a TaKKe C He [0 KOHLA M3Yy4YEeHHOU ero
reHeTMKon. C MmomeHTa ogobpeHus ropmMoHa pocTa Yeno-
BeKa 25 neT Halaj Kaxabli npenapar, gocturwmn ¢assbl i
nccneaoBaHui, Tepnen Heyaady uamn 6bil OTKIOHEH perynm-
pYyOLWUMM OpraHamu.

UcToyHuK: https://gxpnews.net/2025/06/ema-
odobrilo-pervyj-preparat-dlya-lyudej-s-sindromom-
pradera-villi/

HoBbi npenapat gna npodbunaktuku PCB

npaBneHWe Nno caHWTapHOMY HaA30py 3a Ka4yecTBOM

nuueBbiX NpoayktoB M MeankameHtoB CLUA (FDA)
006pUN0 MOHOK/OHaNbHOE aHTUTENo KiecpoBumab-cfor
(Enflonsia) gna npodunakTUKKM pecnupaTopHO-CUHLMUTH-
anbHoro BupycHoro (PCB) 3a60neBaHns HUXKHUX AblXaTeNb-
HbIX MyTEN Y HOBOPOXKAEHHbIX. PelleHune perynatopa no3eo-
NUT BbINYCTUTb npenapaT nepej Havyanom ce3oHa PCB,
KOTOPbIA O6bIYHO HaYMHAETCH OCEHbID M 3UMOW WU ANUTCS
BCIO BECHY.

OpgobpeHne 6bII0 YaCTUYHO OCHOBAHO Ha pesynbraTtax
ncecneposanusa dasbl lIb/Ill, B KoTopom 0aHa Ao3a K1ecpoBu-
Maba CHM3uNa cBs3aHHble ¢ PCB MHOEKLMN HUKHKUX OblXa-
TeNbHbIX NyTeN, Tpebylolwme MeaMLMHCKOro BMeLLaTeNbCTBa,
Ha 60,5% B TeyeHMe 5 mec No cpaBHEHUIO ¢ Nnauebo. 370,
B CBOIO 04epefb, CHU3UN0 rocnutanmsaumm Ha 84,3% 3a aT1oT
e nepuofd. Hanbonee 4acTbiMKU HeXenaTenbHbIMKU ABIEHNUS-
MW, CBSAI3aHHbIMU C K/IeCpOBMMaboMm, Bbln 3pUTEMa B MecTe
WMHBEKLIMM, OTEK B MECTE MHBEKLIMM U CbiMb.

KnecpoBumab — BTOpPOE MOHOKJ/IOHA/IbHOE aHTUTENO,
ofobpeHHoe ang npodunaktnkm PCB-nHdekumn B CLUA.
B 2023 r. FDA ogo6puno HupceBumab. B oTinyme oT HUp-
ceBvMaba, O3MPOBKa KOTOPOro pacCcyMTbiBaeTcs no Becy,
KnecpoBumMab nmeeT PUKCUPOBaHHYIO A03Y, HE 3aBUCSLLYIO
OT Beca MnageHLua.

«3aboneBaHne PCB gBnfetca OAHOW M3 OCHOBHbIX
NPUYUH rocnUTanu3aumMm MNageHUeB M MOXET npuBe-
CTW K CEPbE3HbIM pecnupaTopHbIM 3a601eBaHUAM, TaKUM
KaK 6poHXnonuT n NnHeBMoHuS. Enflonsia coyeTtaeT B cebe
yA0O6CTBO [03MPOBaHUA C y6eauTenbHbIMU KIWMHUYECKU-
MW A3HHbIMW, MOKa3blBAOWKUMKU 3HAYUTENbHOE CHUXKE-
HMe 3a601eBaemMoCTM U rocnuTanM3alunn, YTo genaeT ero
MHOroo6eLiaoWwmM HOBbIM BMELIATENbCTBOM A5 3aluTbl
MnageHues ot PCB», — cKa3an B npecc-penuse OoKTop
OKkTaBMo Pamunbo, rnaBHbIM MccnegoBaTelb KOMMOAHUM
Merck.

UcTo4HUK: https://lifedme.plus/ru/news/rsv-13335/

HoBbi# Npenapar B Ie4eHUU HacieACTBEHHOro
aQHIr’MOHEeBPOTUYECKOro oTeKa

npaBfieHWe MO CaHWTApPHOMY HaA30py 3a KayecTBOM

nuiLeBbIX NPoayKToB 1 meankameHTtos CLUA (FDA) oao-
6pwuno npenapat Andembry (garadacimab-gxii) ans npodu-
NTAKTUKKW NPUCTYMNOB HacNeACTBEHHOIrO aHTMOHEBPOTUYECKO-
ro oteka (HAO) y naumeHToB 12 neT 1 ctaple. 1o nepsoe
W edMHCTBEHHOE CpeacTBOo, 6nokupyowee dakTtop Xlla —
KNto4eBow 6eN10K Nia3mbl KPOBU, y4aCTBYIOWMI B Pa3BUTUN
otekoB npu HAO.

Andembry — 3TO aKTMBMPOBAHHbLIM MHIMOUTOP daKTopa
Xl (FXlla) (MOHOKNOHaNbHOE aHTUTENO), NpeaHa3Ha4YEeHHbIN
NS CaMOCTOSITENIbHOTO MOAKOXHOIO0 BBEAEHWS C MOMOLLbIO
aBTOMHXXEKTopa. [lpenapaT noaaBfseT BEPXHIO 4YacTb
KacKaga HAO, Bosgencteys Ha dakTop Xlla, u obecneynsaet
YCTOMYMBYIO 3aLLMTY OT MPUCTYNoB. MpenapaT BBOAWUTCS OAUH
pas B mecsl, npoueaypa 3aHumaeT meHee 15 c. OTcyTcTBMEe
LMTpaTa B COCTABE CHUXKAET pa3aparkeHne nNpu UHbEKLMN.
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HOBOCTU NEAUATPUHECKOU ®PAPMAKOJZIOTUU

AddekTMBHOCTE Andembry noaTBepKaeHa B x04e Kiu-
HUYEeCKOro uccnegoBaHns TpetTbein ¢dasbl, B KOTOPOM:
°* 62% NauMeHTOB He UCMbITbIBANM NPUCTYMNOB B TEYEHUE
6 Mec Tepanuu;
* yactoTta npuctynos HAO cHuadunacb Ha 99% u 6onee
no cpaBHEHWIO ¢ Nnavue6o;
°*  Heob6X0AMMOCTb B CMMMNTOMaTUYECKOM Tepanun CHU3U-
nacb B cpegHeM Ha 88%, a YNCNO YMEPEHHbIX U TSXKEebIX
npuctynos — Ha 90%.
Haunbonee yacTbiMu HexXenatenbHbIMU ABNEHUAMU BblNn
Ha30bapUHIUT 1 60J1b B XXMBOTE (= 7% NauueHToB).
HAO — penKoe, XpOHMYECKOE M MOTEHLMANbHO ONacHoe
0N XM3HU TFeHeTuyeckoe 3abofieBaHMe, XapaKTepuayto-

lweecs NOBTOPSIOWMMUCS U HEMNPEACKA3YEMbIMU OTEKAMM,
KOTOpble MOTYT BO3HWKaTb B Pa3/IMYHbIX YacTaXx Tena, BKItO-
Yyas KOXY, MOAKOMHYI KneTyaTKy, CNM3ucTble 060/I04KHK
W BHYTPEHHWE OpPraHbl.

OcHOBHbIMKU MipninHaMn HAO aBNAIOTCA FEHETUYECKM
06YyCNOBNEHHbIV AeDUUMT MM HapyleHne yHKUuK 6en-
Ka, Ha3blBaemoro MHrmbutopom Cl-3cTepasbl, KOTOPbIN
UrpaeT BaXKHYlO POJib B PEryNsiLMM CUCTEMbI KOMMIEMEHTA.
Mpuctynbl HAO yacTto 601€3HEeHHbI U BCTpeYyatoTcs npumep-
HO y 0aHOro 13 50 TbIC. YENOBEK.

Ucto4HuK: https;//www.healthday.com/healthpro-news/

allergies/fda-approves-once-monthly-
andembry-for-hereditary-angioedema

FDA opo6puno nepBbii FCRn-6/10KaTOp
ANA Ne4YeHUss MMacTeHUM rpaBuc

npas/jeHne No caHWTapHOMY HaA30py 3a KayecTBOM

NULEBbLIX NPOAYKTOB W MeankameHToB CLUA (FDA)
opo6puno npenapat Imaavy (nipocalimab) KomnaHuu
Johnson & Johnson (J&J) ans neyeHusa reHepann3oBaHHOM
MuacTeHuu y nioaen ctaplie 12 nert.

370 nepBoe CPeAcTBo, NoaaBnsiollee aKTUBHOCTb HEOHa-
TanbHoro Fc-peuentopa (FCRn) — 6enka, KOTopblK 3alimuaeT
MMMyHorno6ynuH G (IgG) ot pacnaga. lMpu ayTouMMyHHbIX 601e3-
HAX BblpabaTtbiBaloTCA natonornyeckue lgG-aytoaHTuTena,
aTaKylolMe COOCTBEHHbIM opraHu3Mm. B cnyyae muacteHwuu
noA yaap nonagatoT peLenTtopbl B HEPBHO-MbILLEYHbIX COean-
HEHMSAX, H4TO HapyLUaeT nepeaayy HEPBHbIX CUTHANOB K MblLLLLaM
W BEAET K Ux ocnabnexuto. Imaavy 6nokupyeT FCRn-peuenTtopbl,
B pe3ynbraTe Yero ayroaHTuTena 6bicTpee paspyLuatoTcs.

JlekapcTBO paspelleHo UCnonb3oBaTb NPU HaIMyuK
NOMIOXMUTENbHbIX aHTUTEN K aLeTWIXOIMHOBOMY peLenTo-
py WAM MbllleYHO-CNeUnPUYECKON KMHa3e — MapKepoB
MUacTeHnn. AT 6eNKM Yalle BCEro BbICTYNaAT MULEHAMMU
onq lgG-aytoaHTuTen npu 3abosieBaHuu.

KnuHnyeckne uccnegoBaHna nokasanu 3Ha4MMoe yayy-
LWeHWe COCTOSHMSA YHaCTHUKOB, Nony4yaBLIMX Imaavy B cove-
TaHUU CO CTaHAapPTHOM Tepanuen Ha MNPOTSXKEHUM NONy-
roaa. Mpun atoM addPeKT coxpaHanca B TedeHne 20 mec.
YKagblBaeTcs, 4TO Npenapar CHUXKaeT ypoBeHb ayToaHTUTEN
Ha 75% c NnepBOMN MHbEKLMW.

UcToyHuK: https://pharmvestnik.ru/content/news/
FDA-odobrilo-pervyi-FcRn-blokator-dlya-lecheniya-
miastenii-gravis.html



