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FDA oao6puno npenapart A8 1e4eHUS KOXXHOro
3yAa, CBA3aHHOIo C NPOrpeccuUpyrowum ceMemnHbIM
BHYTPUNEYEHOUYHbIM X0/1eCTa30oM

ynpaBneHme no CaHWTapHOMY HaJ30py 3a KayecTBOM
nuLLEeBbIX NPOAYKTOB M MeankameHToB CLUA (FDA) ono6-
puno npenapaT oaeBukcubaTt (Bylvay, Albireo Pharma,
CLUA) — nepBoe cpefcTBO OT 3yAa, CBA3aHHOIO CO BCEMU
TUMaMKn NPOrpeccUpyoero CEMeMHOro BHyTPUNEYEHOUYHO-
ro xonectasa (MCBX).

MICBX aBnsetcsd reHeTM4eckn [AeTepMUHUPOBAHHbIM
3ab0/1eBaHNEM C ayTOCOMHO-PEeLLeCCMBHbBIM TUNOM Hacie-
[OBaHWsg W npeactaBnser co60M rpynny XPOHUYECKMUX
60oNne3Hen, CONpPOBOXKAAOWMXCSH XOnecTa3oM, KOTopble
ne6loTUpYOT B MageHYeCKOM BO3pacTe U B UCXOAEe KOTO-
pbIX, KaK NPaBWI0, Pa3BMBaETCH LMPPO3 NEYEHN B TEHEHUE
nepBbix 10 NeT XKMU3HW.

3ya aBnaeTcs Hanbosee YyacTbiM NposiBieHnem 6ones-
HW Y NPUBOAMUT K CEPbE3HOMY CHUMEHUIO KaYecTBa XU3HM.
Mpu MCBX KNEeTKM neyeHu He MOryT BbiBOAWUTb XeNyHble
Kucnotbl (AKK) € Kenybto, YTO NMPUBOAMT K HaKOMNEHUo
TOKCWYHbIX BELLECTB B NeYeHW. XOTH TOYHas NpUyYnHa CUib-
Horo 3yfa y nauueHToB ¢ lNCBX Heu3BecTHa, OH MOXeT
OblTb CBA3aH C MOBblWEHHbIM ypoBHeM K B opraHusme
N KOXe.

OpeBuKkecnbaT — WHrMbuTop TpaHcnopta MK B noa-
B3A0LHOMN KMLIKE, AENCTBYET IOKaNbHO B AUCTalIbHOM OTAe-
/e NOAB3A0LWHOM KULLIKK, ymeHbllas obpaTHbii 3axBaT KK
M yBEIUYMBASA WX KJMPEHC 4Yepe3 TOJCTYI0 KULIKY, TeM
CaMbIM CHUXas KoHLeHTpauuio K B CbIBOPOTKE KPOBM.

FDA opo6puno npenapat Ha OCHOBE WCCefOBaHWM
11l pas3bl PEDFIC 1 1 PEDFIC 2, fOoKa3blBaloLWMX, YTO OH MOXET
noMo4b 06/1erynTb 3y4 U CHU3UTb KonnyecTBo KK B CbiBO-
POTKE KPOBM MauMeHTOB. [1oKa HEM3BECTHO, MOXET N1 ofe-
BMKCMOAT CHU3UTb NOTPEBHOCTb B TPAHCMIAHTALUKN MEYEHM.
B PEDFIC 1 6bin1n BKAtOYeHbl 62 pebeHka ¢ MNCBX u cunb-
HbIM 3yaoMm, 20 U3 KOTOpbIX Nofyyanu nnauebo, a 42 — oae-
BMKCKUOGAT, MPUHUMaAEMbIM OfMH pa3 B AeHb BO BpeMs efbl
yTpoM. OaeBuKcnbaT cOOTBETCTBOBAN 2 OCHOBHbIM KOHEY-
HbIM TOYKaM: npenapat ymeHbluan 3y (p = 0,004) n ymeHb-
wan KoHueHTpauuto K B cbiBopoTke Kposu (p = 0,003).
B PEDFIC 2 — pgonrocpo4yHom OTKPbITOM PacliMpeHHOM
ncenegoBaHnn — BAUSIHUME oaeBunKkcrbaTa Ha 3ya v KK cbiBo-
POTKK coxpaHsanocb Ao 48 Hed. bbina oTmeyeHa xopolas
nepeHoCUMOCTb Npenaparta B 060ux ciy4asx, NpyM 3TOM Hau-
6onee BCTpeYaemMbIMU NOGOYHbIMU IPdEKTAMM CO CTOPOHbI
eNyao4YHO-KULWEYHOro TpaKTa, CBA3aHHbIMU C JIeYEHMEM,
Oblin anapes / 4acTbih cTyn. Cepbe3HblX HexenatesnbHbIX
SIBNIEHWI, CBSA3AHHbIX C sle4yeHnem, He 6bino. FDA coobuimno,
4TO AETAM, MPUHUMAIOLMM Npenapar, A0/KHbI NEPUOANYECKHU
npoBOAWUTb MccnefoBaHUa GYHKUMM nedveHn. OaeBukcubat
MOXET BAUATb Ha BCacbIBaHWE KMPOPACTBOPUMbIX BUTAMMU-
HOB, TaKuXx Kak A, D, E n K. Takum o6pasom, naLeHToB cle-
[yeT KOHTPO/IMPOBaTb Ha NpeaMeT AedpuumTa 1popacTBopu-
MbIX BUTAaMWHOB BO BPeM$ NpuemMa npenapara.
Medscape, FDA

HoBoe B /le4yeHUU caxapHoro guaoerta 2-ro tuna

Yy AeTen

ynpaBneHMe no CaHWTapHOMY HaA30py 3a Kaue-
CTBOM TMULLEBbLIX MPOAYKTOB W meaukameHToB CLUA
(FDA) o0po6puno 3KceHaTua MPOJIOHIMPOBAHHOIO Aew-
ctBua (Bydureon / Bydureon BCise, AstraZeneca,
BennkobpuTaHus) 419 UCMOSIb30BaHKA Y AeTeN C caxapHbIM
onadetom 2-ro tuna (CA2) B Bo3pacte oT 10 neT u ctaplue.

PaHee 0O06peHHbIN Ans B3POC/bIX, 3TOT MHBEKLMOH-
HbIM Npenapart fBASEeTCA BTOPbIM arOHUCTOM pPeLenTopoB
rnoKaroHonogo6Horo nentuga-1 (allM-1), ogo6peHHbIM
015 Ucnosb3oBaHusa npu getckom CA2 nocne nuparnytmaa
(Victoza, Novo Nordisk, anus) B 2019 r., 1 nepBbIM, BBOAK-
MbIM O4MH pa3 B Heaento.

[Ba npoayKTa, pasnuyaloWwmnxcs KOHCTPYKLMEN YCTPOW-
CTBa AN19 4OCTaBKM Npenapara v NpoLeaypon cMelnBaHums,
Tenepb MOryT 6bITb PEKOMEHAOBAHbI B AOMNONHEHNE K aneTe
N PU3MYECKON Harpydke ANs YNYYIEHUS TNTIMKEMUYECKOro
KOHTpONS y negmMatpudeckux nauueHtos ¢ CA2 B Bo3pacTte
10 net u ctapwe. HeobxoaAMMO OTMETUTb, YTO 3KCeHaTuf
C MPOJIOHTMPOBaAHHbLIM BbICBOGOXKAEHMEM HE PEKOMEHAO-
BaH B KayecTBe Tepanuu MNepBON AWHWM ANS MaLMEHTOB,
3a60M1eBaHMe KOTOPbIX HE KOHTPOAMPYETCH C MOMOLLbIO
aneTbl U GU3NYECKUX YNPaXKHEHWUN, TaAKKe ero Henb3s npu-
MEHSATb MPU caxapHom anabeTe 1-ro Tmna.

OpobpeHune npenaparta 6bII0 OCHOBAHO Ha 24-Heaesb-
HOM ABOWMHOM CNenoM nnauebo-KOHTPOIUPYEMOM MUCChe-

noBaHun ¢ ydactuem 82 ageten ¢ CA2 B Bo3pacte ot 10 net
W cTapue, paHAOMU3MPOBAHHbIX 415 Tepanuu 2 Mr aKCceHa-
TMAQ C MPOJSIOHTMPOBAHHLIM BbICBOOGOXAEHWEM OAMH pa3
B Hegento nnu nnauyebo. Ha 24-1 Heg y nauMeHToB, NonyyaB-
WKNX 3KCEHaTMA C NPOSIOHTMPOBAHHbLIM BbICBOOOXAEHUEM,
Habntoganocb cHMxeHne HbAlc B cpeaHeM Ha 0,25%, Toraa
KaK y NauneHToB, nofyyaBLlunx nnawebo, oTMe4anochb NoBbI-
weHune HbAlc B cpeagHeM Ha 0,45% npu obLLen cpeaHen pas-
Huue —0,70% mexay aByms rpynnamu. NMo6oyHblie 3G PeKThbI
6blIM @aHaNOrMYHbI TEM, KOTOpble Habntoaanncb y B3pOCbIX,
W BKAOYaNM peakuun B MecTe MHBEKLIMK, FONOBHYO 60Mb
M AMCKOMOOPT B XKENYAOYHO-KMLIEYHOM TPaKTe.

Taknm 06pa3om, B HacToslee BpemMs €AMHCTBEHHbIM
nepopanbHbIM NpenapaToMm, OA406PEHHbIM ANF NeYeHns aeT-
cKkoro CA2, agnaetcs MeTGOPMUH, B TO BPEMS KaK U3 UHbEK-
LMOHHbIX NpenapaToB A4OCTYMNHbI MHCYIWH W ABa npenaparta
alfn-1. NMpoponxatotca uccnegosanua lll dasbl y neagnat-
PUYECKMUX NMaLMEHTOB ANS LLESoro psga nepopanbHbix caxa-
POCHMKaLWKUX NpenapaToB, BKAYAsA UHTMOUTOPbI HATPUI-
rIOKO3HOrO KOTpaHcnopTepa 2-ro Tuna (aanarnudnosnH
N aMnNarnndno3uH), a TakKe UHIMOUTOPLI AMnenTuaunanen-
TMaasbl-4 (@NOrMUNTUH U IMHATMMUATKH). Pe3ynbTtaThl oXXuaa-
loTCcH B 6nmxKanwune 1-2 roga.

Medscape, FDA
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OpoOpeH nepBbIX NepopabHbIA Npenapar
ANS NeYyeHUs AeTen ¢ paccessHHbIM CKJIepo30M

EBponeMCKaﬂ Komuccua opobpuna npenapat Tepudny-
Homuza (Aubagio, Sanofi, PpaHuns) B KayecTBe NepBoro
nepopanbHOro npenaparta NepBon NMHWUK ANS AETEW U Noa-
pocTKoB B Bo3pacTe oT 10 go 17 net ¢ peunansupyowmnm/
PEMUTTUPYIOLLUM paccesHHbIM cknepo3om (PC).

Mo cyuiecTBylOWMM MOKasaHWaAM npenapaT paspelleH
[ON15 B3pOcCbix B Bo3pacTe 18 net u ctapuwe. [1pn aToM paHee
FDA OTK/IOHWNO pe3dynbTaTbl Kak HeaocTaTo4Hble M 0693an0
NPOBECTH elle OAHO UCMblTaHWE CPpeAcTBa Ha AeTsX.

OpobpeHune TepudayHoMmuaa Ans rpynnel neguatpuyec-
KWUX NauMeHToOB OCHOBAHO Ha AaHHbix TERIKIDS — mHoro-
LEHTPOBOro PaHAOMW3MPOBAHHOIO IBOMHOIO CNEnoro nna-
LUe60-KOHTPONMPYEMOr0 UCC/IeA0BaHUS C NMapanfiebHbiMu
rpynnamu, B KOTOPOM MPUHANK y4yacTne 166 negnatpuyec-
KWX NauMeHToB ¢ pemutTupytowmm PC B 22 cTpaHax mupa.
MccnegoBaHve BKAOYaNo Nepuoa CKpuHUHra (ao 4 Hen)
Cc nocneaytowum MNepuoaomM [ABOMHOrO CAEMNOro JieYeHus
(0o 96 Hen nocne paHaoMusaumu). B HacTosillee Bpems
NPOJOIKAETCA OTKPbITas paclMpeHHas 4acTb UccneaoBa-
Hua |l dasbl TERIKIDS.

Xota TepudnyHOMUL He OOCTUI NEePBUYHOM KOHEYHOM
TOYKM B WMCCNeaoBaHMU, HE CYMEB MNOKas3aTb 3HAYMTESb-
HOrO YNyYlWEHWS MO CPaBHEHWUIO C Mnauebo B CHUXKEHMUU
KIMHUYECKUX PeLnanMBOB, B KOIMYECTBEHHOM OTHOLIEHWUU
npenapat CHU3WA 3TOT MNoKaszaTtenb Ha 34%. Komnanus
3aaBuUNa, YTO Ha uccneaoBaHMe MoBNUSNo G6onbliee, Yem
OXWAaNnoCh, KOIMYECTBO NaLMEHTOB, MEPEXOASALLMX C OCHOB-
HOW [OBOWHOW CNEnow 4acTu MccnefoBaHUA Ha OTKPbITYO
pacliMpeHHyto dasy, YTO CHM3WIO MOLLHOCTb €ro craTu-
CTUYECKUX KpuTepueB. Mpu 3TOM BTOPUYHbIE KOHEYHblE
TOYKM MOKasanu, YTo TepUPNYHOMUI 3HAYUTENBHO YMEHb-
Wan KoNM4yecTBO NopakeHun Tl ¢ ycuneHuem rafonuHu-
€M, a TaKXe HOBbIX W YyBEIMYMBAOWMXCSH MOpaxeHun T2
npu MPT-ckaHuMpoBaHun. B nccnegoBaHum Obinv 3aperu-
CTPUPOBAHbI xopouwune Npoduan nNepeHocumoctTM u 6e30-
nacHocTu npenaparTa.

[Jo opo6peHus Aubagio eaMHCTBEHHbIMW BapuaHTamu
ona nedeHus geten ¢ PC 6biiM MHBEKLUMOHHbIE METOAbl,
TaKue Kak B-uHTepdepoHbl U rnatupamepa aLerart.

Pharmvestnik

B Poccunuckoun ®eapepauuum 3apeructpupoBaH
nepBbii B MUpe npenapart ANd 1e4YeHUus cCuHapoma

KOPOTKOMU KULLUKHU

Poccun 24 uwioHa 6bin 3apeructpupoBaH npenapaTt
Tepyrnytna (Mattectus, Takepa Poccua) — nepsbiv
B MUpe NeKapCTBEHHbIM npenapar, 0406PEeHHbIN ANS neve-
HMA NaLWEHTOB C CUHAPOMOM KOPOTKOM KULIKK C KULLEYHON
HepocTato4HocTbio (CKK-KH) B BOo3pacTe oT 1 roga u ctaplue.
CKK-KH — cHuxeHne GyHKLMOHaNbHOCTU TOHKOM KULLIKK
B pe3y/bTate pe3eKLMn UK BPOXKAEHHbIX MOPOKOB, MPUBOASA-
ee K XpOHMYECKON KULWEYHON HeOCTaTOYHOCTU U Hapylle-
HMIO aleKBaTHOr0 pocTa U pa3BuTHUS NaLmeHTa. 3aboneBaHue
BCTpeyaeTcs ¢ YyacTtoTon oT 1 Ao 5 yenoBeK Ha 1 MJH, neTanb-
HOCTb MPW CUHAPOME KOPOTKOM KMLKKW cocTaBnseT oT 11
[0 37,5%. MNauneHtam ¢ CKK-KH Heo6xoanmo noanepyusatb
U3HEAEeATEIbHOCTb C MOMOLLbIO MapeHTepanbHOro NUTaHus
(M) 1 nHdy3noHHOM Tepanum (UT) Ha NPOTAXKEHUN BCEN HMN3-
HU. [o cerogHswHero aHa MMM/WUT octaBanacb €aWHCTBEH-
HbIM BapuvaHTOM Tepanuu ANa NOAAEPHAHWUS XWU3HU Nauu-
eHTa, ofHako nposienenns CKK-KH u nonHas 3aBMCMMOCTb
OT NapeHTepanbHOro NUTaHUA MOTrYT NPUBOAUTL K PasBUTUIO
Cepbe3HbIX OCNOXHEHUN 1 3ab6o1eBaHUN.
TepyrnyTua UMUTUPYET OEWNCTBUE MPUPOLHOrO0 roOpMoO-
Ha — rloKaroHonogo6HOro nentuga-2, CTUMyIUpys ajan-
TalLMIO KULIEYHMKA M yBenuMymMBas abCopObLMOHHYIO CNOCO6-
HOCTb C/IM3UCTOM 060I04KM KULLKK. BnocneacTBumn 310 MOXET
NPUBECTH K COKPaLLEHUIO U nonHoMy oTkagy oT NMN/UT.

Opo6peHne npenapaTa OCHOBaAHO Ha 24-HedeNbHOM
paHAOMU3MPOBAHHOM MHOrFOLEHTPOBOM [JBOMHOM cClie-
noMm uccnefoBaHuK ¢ yyactmeM 59 naumMeHToB B Bo3pacTte
oT 1 roga po 17 net, 3aBucumbix oT MIM/UT. Pe3dynbtaTbl
nccnefoBaHUsa NPOAEMOHCTPUPOBAIN CTOMKYIO aPbeEKTUB-
HOCTb MpenapaTta B AMHAMMUKE C MOCTOAHHbLIM CHUMXEHUEM
notpe6HocTh nauuneHtos B MNMN/UT: K 24-¢# Hep NPpUMEHEHMS
Heobxoanmbi 06bem MMN/UT cHusunca Ha 41,57%, a Heob-
xoaumas anutenbHocTb MNM/UT — Ha 26,09%. Tpu nauuneHTa
K 24-K Hep NpUMEHeHWs npenaparta AOCTUIIU He3aBUCH-
MOCTW OT MapeHTepasbHOro nuTaHusa. Cxoxue peasynbra-
Tbl UCCNIEJOBaHUMA M OTCYTCTBUE HEXenaTesNbHbIX peaKkuuin
Obl/I0 OTMEYEHO M Yy B3POCHbIX NauneHToB. B EBponerickom
Cotoze Teayrnytua 6bin ogobpeH B 2012 r., YnpaBnexue
no caHUTapHOMY HaA30pYy 3@ Ka4yeCTBOM MULLEBLIX NPOAYK-
ToB U MegukameHToB CLUA BnepBble 0fo6puno TeayrnyTua
ana B3pocnbix B 2012 r., a B mae 2019 r. pa3pewunsio ero
npumeHexue y aeten ¢ CKK B Bo3pacte ot 1 roga.

B Poccuu, No p[paHHbIM  eXerogHoro 6ronfeTeHs
JKcnepTHOro coBeta no opdaHHbIM 3ab60oneBaHuUaM,
Ha 2019 r. yucnunca 161 pebeHok ¢ CKK. B Havane uioHs
CKK 6b151 BKAIOYEH B NepevyeHb 3aboneBaHnit, Tepanmio KOTo-
pbiX (Tegyrnytua) 6ynet duHaHcupoBaTtb GoHf «Kpyr fo6panr.
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