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‘W) Check for updates

Coro3 neaunartpoB Poccun nundopmupyer
0 pa3melleHuu nepsoro penmsa MIKb-11

o3 neamnatpoB Poccun MHGOPMUPYET O pasmelleHnn

nepBoro penusa pyccKos3bl4HOW Bepcun Mexay-
HapoOAHOM CTaTUCTMYECKOW Krnaccudukaumnm 60/1e3HEN
M npo6nem, CBA3aHHbIX CO 3[0POBbEM, OAMHHAALATOrO
nepecmoTtpa — MKbB-11.

Mpurnawiaem NpUCOEAnHUTLCA K OOCYXKAEHUIO TEPMUHO-
NIOTUK (TEPMUHOB, WX OMpeaeneHu, CUHOHUMOB, KpPaTKOro

M MOJIHOTO YTOYHEHHOIO HaMMEHOBaHWK W [OMOSIHUTENbHOM
nudopmauum). NpeanoxeHnsa u/wnmn 3amevaHus HanpasnsgnTe
Ha agpec 3MeKTPOHHOM NoyThl selimzyanova@pediatr-russia.ru

ANs nocneaytoLwero npeacrtasnexHns 8 Muusapas Poccuun.
UcTo4HMK: https:;//www.pediatr-russia.ru/news/soyuz-
pediatrov-rossii-informiruet-o-razmeshchenii-pervogo-
reliza-mkb-11/

30-1 KoHrpecc MexayHapoaHou
neavaTpuyecKon accouuauyuum (IPA 2023)

20 no 25 ¢pepana 2023 r. B laHanHarape (M'yaxapar,

MHuans) coctosanca 30-n KoHrpecc MexayHapoaHon
neguatpuyeckon accounaunm (30th International Pediatric
Association Congress).

Poccuickyto generaymto, coctoswyto n3 30 cneumnanm-
CTOB, Bo3rnaBuia npe3unaeHT Cot3a negmaTtpoB Poccuun
Nleina HamasoBa-bapaHoBa. OTe4yecTBeHHble [eTCKue
Bpayv M3 pas3fiMYHbIX PErMOHOB Hallew CTpaHbl BbICTYMNK-
JIX C YCTHBIMUW M NOCTEPHLIMU AOKNAAAMU MO aKTyanbHbIM
BOMpocaM neauvaTpuu, anfieproformm M KINHUYECKON
UMMYHONOIMKU, UMMYHOMPOPUNAKTUKUN, PeaKUX 6one3Hen,
[IONOXUNN COBCTBEHHbIE pe3yNnbTaTbl HAy4YHbIX UCCNENo-

BaHMM, MONYYMBLUMX BbICOKYID OLEHKY B Xx04e o6cyxpae-
HUS.
B npenaBepun BaxHOro Meponpusatus B neavatpuu
19 dpeBpana 2023 . coctosancs Npe-koHrpecc «Katactpodbl,
CBSI3aHHblE C UBMEHEHWEM KNUMaTa, M 340POBbe AeTel: 60/b-
e, 4em Mbl AyMaem», B pamKax Kotoporo Jlenna Hama3soBa-
BapaHoBa BbicTynuna ¢ AokNagom «MHEKLMOHHbIE U pecnu-
paTopHble Npobnemsbl y AeTen npu KaTacTpodax, CBA3aHHbIX
C UBMEHEHMEM KnMaTar.
UcToyHuK: https;//www.pediatr-russia.ru/news/30-
kongress-mezhdunarodnoy-pediatricheskoy-assotsiatsii-
ipa-2023/

FDA oao6puao nepBbIK Npenapar
ANA neYyeHus nepBu4yHoro ummyHopedpuuyuta APDS

npaBAeHWe MO CaHWTapHOMY HaA30py 3a Kade-

CTBOM MMULLEBbIX MPOAYKTOB M MeAaukameHToB CLUA
(FDA) opo6puno nepsbiM npenapaT Aas nevyeHus peako-
ro reHetMyeckoro 3abofieBaHUS — CUHAPOMA aKTUBMU-
poBaHHOM ¢dochomMHO3NTUA-3-KMHA3bl Aenbta (Activated
phosphoinositide 3-kinase § syndrome; APDS).

JleHnonncmb, KOTopbIM OyaeT npoaaBaTbCs Moj TOpro-
BOM MapKoW Joenja, MOXHO 6yAeT UCcronb3oBaTb B Tepanunu
nauveHToB B Bo3pacTe oT 13 feT. [penapat sBaseTcs cenek-
TUBHBIM WMHIMOGUTOPOM (GOCHOUHO3UTUA-3-KMHA3bI AefibTa
B nepopanbHon dopme.

APDS npeactaBnsier cob6ov MepBUYHbIN MMMYHOIE-
dUumMT ¢ TAKenon numdonponudepaumnen, MHbOEKLUIMH
pecnupaTtopHOro TpakTa, repnecBUpyCHbIMU MHOEKLMAMM

n cneundu4ecKkMMmM MMMYHONOTMYECKUMU HapyLEHUSIMMU.
3aboneBaHne ABNSETCA PEAKMM M MoparkaeT NpUMEPHO
1-2 YyenoBeKa Ha MUTUOH.
0Opo6peHne FDA ocHOBaHO Ha AaHHbIX UCCe0BaHMUS, KOTO-
poe noKasaso, YTo npenapar nomoraeT nauMeHTaMm HopManu-
30BaTb QYHKUMM MMMyHHOM cucTeMbl. O6 3TOM CBUAETESNb-
CTBOBaNO 3Ha4uTENbHOE YBENMYEHME KonmyecTBa B-KneTok
W yMeHblUeHWe pa3mepa MMMPaTUYECKMX Y310B Y YHaCTHUKOB
nccnepgoBaHus. Cpean nNobGo4YHbIX 3DPEKTOB PUKCUPOBANUCH
rofioBHasi 60/1b, CUHYCUT M aTOMUYECKUIA AEPMATHT.
UctoyHuKn: https://pharmvestnik.ru/content/news/
FDA-odobrilo-pervyi-preparat-dlya-lecheniya-odnoi-iz-
raznovidnostei-immunodeficita.html?utm
https;//www.medscape.com/viewarticle/990117

FDA oao6pusio nepBoe neKapcTBo

OT cuHapoma PeTTa

npaBfieHWe No CaHWTapHOMY HaA30py 3a KavyecTBOM

nUWEBbLIX MPOAYKTOB W MeanKameHTtoB CLUA (FDA)
0f06puIo nepopanbHbin pacTBop TpoduHetuaa (Daybue,
Acadia Pharmaceuticals) B KayecTBe nepBOro cpeacrtsa

ONs nevyeHns cuHagpoma PeTTa y B3poChbiX U AeTen B BO3-
pacTe 2 neT u cTapuie.

CuHapoMm PeTTa gBNSeTCa peaKuM reHeTU4EeCKUM Hapy-
WEHNEM Pa3BUTUA HEPBHOM CUCTEMbI, CUMNTOMbI OGbIYHO
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