nepuaTpos
Poccun

V BCEPOCCHUHUCKAS MYJbTUMEJTUHAS
KOH®EPEHIIUSA «PEIKUN CIIYUYAN»

6 nexadpsa 2022 roga

HporpaMMa 06pa30BaTeJ’ILHOFO MEPOIPUATHSA MOJAaHA HA aKKPpEeAUTALUIO

B KoMuccuio no oneHke yqeﬁnmx Mepoan/IﬂTI/Iﬁ H MaTepuajioB YCTAHOBJICHHBIM Tpeﬁona}mﬂM

st HMO Ha 6 KpequTHBIX eTUHUII.
YuacTHe IS CIENMAJHCTOB 0ecIIaTHOE.

09.00-09.45

09.00-09.40

09.40-09.45

CarensnTHbIi cumMnosuym Nel

Peaxue 6oJ1e3HM: CAUIIIKOM MHOTO CHMIITOMOB.

(nposoodumcst npu nodoepaicke kKomnanuu Acmpazenexa, He obecneuusaemcs kpeoumamu HMO)
IIpencenarenn: Bamaxkmanze H. /L.

BapuatenbHOCTh KIMHMYECKOH KAPTUHBI JeUIIUTA TU30COMHOM KHCJI0# JUNAa3bl.
Bamaxkmanze H./I. (MockBa)

Bo Bpemst coobienust OyayT 00Cy)IACHBI CII0OKHOCTU AUArHOCTUKH 3a0osieBanus. Kak n3BecTHo,
nebunut auzocoManbHoi kucnoit aunassl (JJIKJI) — 310 nm3zocomuas 6osie3Hb HAKOIJICHUS B
pe3yapTaTe MyTalluM TeHa, Koaupytomero kuciayro maunaszy. JAJIKJI mpencraBnsier coboii
yIrpoXkaroliee KU3HU TeHETHUECKOoe 3a00JIeBaHNE, CBI3AaHHOE CO 3HAYUTEILHON MOPOUTHOCTHIO U
MTOBBIIIEHHBIM PHUCKOM MNpEXIEBpEMEHHON cMmepTH. PanHAs muarnoctuka iauy ¢ JJIKJI nmeer
BKHOE 3HAUCHHUE ISl TATOTEHETUYECKOM TEPaITHH.

JAuckyccusi M 0TBETHI HA BONPOCHI

09.45-10.45

09.45-10.10

10.10-10.40

10.40-10.45

CareJUIMTHBIH cUMNO3uyM Ne2.

HE penxkue nanueHTsl B IPAKTHKE BPaYya-MeauaTpa.

(nposooumcs npu nodoepicke komnanuu Canogu, ne obecneuusaemces kpeoumamu HMO)
IMpencenarenn: Bamakmanze H. /1.

«Pucyem» nmoprper Mmykonoaucaxapuaosa | runa.

Bamaxkmanze H./I. (Mocksa)

B nmoxname OymyT paccMOTpeHBI OCHOBHBIE KIMHHYECKHE TPOSBICHUS, KOTOPHIE MOMOTYT
3amoIo3puTh y pebeHKa MyKoroiucaxapuao3 | tuma, mpoBeeH aHAU3 CIOKHOCTEH, KOTOPBIC
BO3HUKAIOT MPH JTUATHOCTHUKE 3a00JICBaHMS.

Hepuuur kucaoii chuHroMmmneJMHa3bl B NPAKTHKE Bpaya-neauarpa.

Kypxosa H.B. (MockBa)

B nokmage Oynyt mpencTaBieHbl OCOOEHHOCTH KIMHUYECKOW KapTHHBI Y TMalUEHTOB C
pas3nuuHbIMU (OpMaMU HEAOCTATOYHOCTU KHUCIOM CPUHTOMHEINHA3bI, PACCMOTPEHBI BOIPOCHI
g depeHnnanbHON TUarHOCTUKY € APYTUMHU HACIIECTBEHHBIMU 0OJIE3HAMU OOMEHA BEIECTB, B
TOM 4ucie Mo3aHel gopmbl 3a0oneBaHus, MaHU(PECTUPYIOIIEH B JETCKOM H IMOAPOCTKOBOM
BO3pacTe.

I[I/ICKyCCI/Iﬂ H 0TBE€THI HA BOIIPOCHI

10.45-10.50

IlepepbiB

10.50-11.50

IIVIEHAPHOE 3ACEJJAHHUE

AKTyajIbHbIe BONPOCHI peaqu3allid NPOrpaMMbl  PACHIMPEHHOr0 HEOHATAJIBHOIO
CKPMHMHIA: B3IJISI/ IeMaTPa U TeHeTHKA.

Mopnepartopsi: Hama3zosa-bapanosa JI.C., Kyues C.U., Bopounn C.B., Bamakmanse H. /L.

C 1 sauBaps 2023 roma HaumHaercs peanusanus PenepanbHoro npoekra «OGecreyeHue
pacIIMpEHHOTO0 HEOHATAJBHOTO CKPUHUHTa». (OCHOBHBIMH OTIMYMSIMHM HOBOIO ITPOEKTa
HEOHATAJbHOTO CKPUMHMHIAa OT CYLIECTBYIOLIETO  SBISAIOTCA  YBEIMYEHUE  KOJIMYECTBA
JMarHOCTHUPYEMBbIX 3a00JIEBaHUI U CTPOrHe HOPMHUPOBAHUS JIOTUCTHYECKUX M JJMATHOCTHYECKUX
IpoLEeyp, IO3BOJISIOUIMX OOECHEUYUTh CBOEBPEMEHHYIO JHArHOCTHKY BPOXKICHHBIX U
HaCJlle/ICTBEHHBIX 3a0oseBaHuil. Llenplo paclIMpeHHOro HEOHATANIBHOTO CKPUHUHIA SBISETCS
paHHssS JMArHOCTHKA 3a00JIeBaHUi, B pe3yJbTaTe KOTOPOH MOKHO HAa3HAYUTh CBOEBPEMEHHYIO




Tepanuio. AJTOPUTM B3aUMOJCHCTBHUA MEAWUIMHCKUX OpraHM3aluil 1Mo 00ecreueHHIo
paclIMpeHHOro0 HEOHATAJIBLHOIO CKPUHUHTA OyIET MOAPOOHO 00CYXIE€H BO BpEMsl TUCKYCCHUH.

11.50-11.55

IlepepniB

11.55-14.00

11.55-12.20

12.20-12.45

12.45-13.25

13.25-13.55

13.55-14.00

Cumnozuym Ne3
Peaxue 6oJie3HN B IPAKTHKE 1€PMATOJIOTa U TACTPOIHTEPOJIOTA.
Ipencenarean: Amoapusin J.T., Cypkos A.H.

Kapano-paunaabHo-KOKHBIH CHHAPOM.

Ky3bmunoBa A./l. (MockBa)

Kapnuo-panuansHo-koxueiii  cuaapom (CFC) mpeacraBisier co0oil penkoe TE€HETHYECKOoe
3a00JieBaHMe, BBI3BAHHOE BapHMaHTAMU IyTH TepeAadu curHaia RAS/MuToreH-akTUBHUpYyeMOi
nporenHkuHassl (MAPK) u xapaktepusyeTcsi BpOKACHHBIMH MOPOKAMH CEplla, XapaKTEPHBIM
YEPEIHO-TUIEBBIM JUCMOP(PHU3MOM U PA3IMUHBIMU KOKHBIMH AaHOMAJTUSMU.

Lumps and bumps. Ilpnunnbl 1 noBoas! A5 6ecrnokoiicTa?

HNBanuyukoB B.B. (MockBa)

VY3enkoBble BBICHIIAHUS Yy JETE€H B paHHEM BO3pPacTe HOCAT, Kak MPaBUIIO, JOOPOKAaYEeCTBEHHBIN
xapakrtep. OpHako, €cThb psA  3JI0KaYECTBEHHBIX HOBOOOpa30BaHMM, KOTOpbIE MOTYT
neOTHPOBaTh CO CXOJHBIMM KIMHUYECKUMU MPOSIBICHUSIMHM M 3ajauedl Bpada-IepMmarosiora
SIBJISIETCS.  CBOEBPEMEHHO HX JUArHoCTHpoBaTh. JlOKJIag 3aTparuBaeT TeMY KIMHMYECKHUX
MPOSABJIIEGHUH M COBOKYIHOCTHM CHUMIITOMOB, Ha KOTOpBIE CleIyeT OOpaTUTh BHUMaHHUE IpU
o0ciieToBaHUH TaKOW IPYMITbl MAllHEHTOB.

IlepcniekTUBBI TEPpANIMU BUTHJIMIO Y JIeTEH.

Ambapusin J.T. (MockBa)

Butunuro - pacnpocTtpaHeHHOE JAEMUTMEHTHpYIOIlee 3a00JeBaHUE KOXKU, KOTOPBIM CTpajaeT
0,5-2% HaceneHust BO BceM MHpe. 3a00JeBaHHE XapaKTepu3yeTcs H30MpaTenbHON moTepeil
MEJIaHOLIUTOB, YTO HMPHUBOAUT K MOSIBJICHUIO TUIIMYHBIX O€NbIX MATEH Ha Koxe. B mocnenHue
rofibl ObUI JOCTUTHYT 3HAYUTENBHBIM POrpecc B MOHMMaHUM MATOre€He3a BUTHIIUIO, KOTOPOE B
HacTosIllee BpeMs OJIHO3HAYHO KIacCU(UIMPYETCsl Kak ayTOMMMYHHOE 3a0oseBaHue. Butunuro
4acTo cOpachlBalOT CO CUYETOB KaK KOCMETHYECKYIO MPOOJEMYy, XOTS €ro IMOCIEICTBHUS MOTYT
OBITh IICUXOJOIMYECKH PAa3pyLINTEIbHBIMH, YACTO CO 3HAYUTEIbHBIM OPEMEHEM B ITOBCEIHEBHON
AKHU3HU.

JluarHocTuka v jJeyeHne TUPO3HHEMHUH.

CypkoB A.H. (MockBa)

B coobuenun OyayT 06cykIeHbl BOIPOCH! KIIMHUYECKUX MPOSIBICHUM, TUarHOCTUKU U JICUCHUS
pPEAKOro  HACIEACTBEHHOTo 3a0ojeBaHus. TUpO3MHEMHS — 93TO HapylleHue oOMeHa
AMUHOKHCIIOT, BO3HHUKAIOIIEe BCIIEJICTBUE OTCYTCTBHUSI (PepMEHTa, KOTOPBIM HEOOXOauM s
OMOXMMHYECKUX MpeBpalieHuil Tupo3uHa. [Ipu OTCYTCTBUM CBOEBPEMEHHOW IHMArHOCTHKU U
nedeHus 3a005ieBaHUs Y peOCHKa MOXKET HACTYNHTD JIETAbHBINA UCXO/ B paHHEM BO3pacTe.

I[I/ICKyCCI/Iﬂ H O0TBETHI HA BOIIPOCHI

14.00-14.05

IlepepbiB

14.05-14.50

14.05-14.25

CartesuinTHBI cuMno3uym Ned

AKTYyaJIbHbIE BONPOCHI OLleHKH JA0Jrocpoynoro npumerHenust ®3T y naumentros ¢ MIIC I1.
(nposoodumcs npu nodoepaicke komnanuu Ckonungapm, ne obecneyusaemcs kpeoumamu HMO)
pencenareas: Bamaxkmanse H. /.

Ounenka 3¢ppeKTHBHOCTH NPUMeHeHHs1 (epMEeHTO03aMeCTUTEIbHON Tepanuu.

Bamaxmanze H.JI. (MockBa)

B coobuennn OyayT mpeacTaBiIeHbl OCHOBHBbIE IOKa3aTeNnH, HEOOXOIUMBbIE A1 MOHHTOPUHTA
COCTOSIHUSI TAllMeHTa IpU MPOBEACHUU (epMeHTO3aMecTUTeNbHON Tepanuu. [IporHos mpu
Oose3Hn XaHTepa 3aBUCHT OT Bo3pacTa MaHMdecTanuu 3a00eBaHUS M BBIPAKEHHOCTH
KIIMHUYECKUX MposBieHUH. CBOEBpEMEHHAas IUArHOCTHKA M Ha3HAYEHUE NaTOrE€HETHYECKOU
Tepanuy Ha PaHHUX CTaaUsIX 3a00JieBaHUS ONpeAesseT ONaronpusATHBIA MPOTHO3 U YIy4dIIaeT
KaueCTBO XKU3HU JETEH, IIPENOTBpallas Pa3BUTHE KU3HEYIPOKAIOLIUX COCTOSHUM.




MounnTtopunr ouenku I'AI' y nanuentos ¢ MIIC II Ha ocHOBaHuM 0030pa COOCTBEHHOT0 U

14.25-14.45 | MexKIYHAPOIHOTO ONBITA.
Kypkosa H.B. (MockBa)
BynyT paccmotpenst ocobenHoctr Monutopunra I'Al’ y mauuentoB ¢ MIIC II tuna, dakropsi,
OKa3bIBaIOLIUE BIMAHUE Ha cojepkaHue I'Al' B Mode, TaHHbIE MEXAYHApOAHBIX UCCIEI0BAaHUN
10 MCIIOJIB30BAHMIO KOHTPOJIs ypoBHA ['Al" KaK 0JTHOTO U3 3HAYUMBIX OMOXMMHUYECKIX MapKepPOB
3¢ (dEeKTUBHOCTH MATOTCHETUYECKOW Teparnuu 3a00JIeBaHus.

14.45-14.50 | Jlmckyccusi ¥ OTBETHI HA BOMPOCHI

14.50-14.55 | IlepepbIB

14.55-17.00 | Cummo3umym Ne5
Penxue 60J1e3HH: CJAMIIKOM MHOTO CHMIITOMOB.
IIpencenarenu: Bamakmansze H./I., bokosa T.A.

14.55-15.20 | IuddpepenuuanbHasi AUATHOCTHKA JH30COMHBIX Ooje3Hel HAKOIUIEHWS — B3IVISA]
racTpoO3HTEPOJIora.
bokoBa T.A. (MockBa)
JInzocomublie 6one3nn HaxorueHus (JIBH) - rereporennas rpymnma 3a0osieBaHMil, AMarHOCTHKA
KOTOpBIX MpPEJCTaBIsIeT TPYAHOCTH B TEAWATPUUECKOM mpakThke. OTH 3abosieBaHUS 10
HACTOSAIIEr0 BPEMEHH OCTAlOTCS MAaJOW3YYEHHBIMH HE TOJBKO B Halled cTpaHe, HO M 3a
pyoexxom. KnuHnueckne cUMOTOMBI 3a4acTyro HecnenuduuHbl. B mokmage Oymer oOCyXIEHBI
Bonpock! tuddepenunansHoit quarnoctuku JIBH ¢ Touku 3penus ractposHTeposiora.

15.20-15.45 | Knunuveckuii cay4daid peakoro ABL1 - ren accouunpoBaHHOT0 CHHAPOMA.
Koranesckas FO.FO. (MockBa)
B noxmane Oyner mnpeAcTaBieHO KIMHUYECKOE OINHMCAHWE OYEeHb PEAKOW HacieICTBEHHOM
natojorun - ABL1 - reH accouMMpOBaHHOTO CHHIPOMA, IMPOTEKAIOIIET0 C TOpPaKEHUEM
CEPJICYHO-COCYAMCTON, CKEJIETHOW cucTteM M ocoOeHHocTsMH (eHoTuma. [IpuBeneHo omnucanue
KJIMHUYECKON KapTUHBI U BOIPOCH! AU (hepeHInaTIbHON JUarHOCTUKH

15.45-16.05 | HemocTaTOYHOCTh ~ MUTOXOHJAPHAJBLHOIO  0€TAa-OKMCJEHUSI  KHPHBIX  KHCJIOT €
MaHudecTaumMel B MO3HEM JI€TCKOM U MOJAPOCTKOBOM BoO3pacre.
Kypxosa H.B. (MockBa)
(0oknao npu noodepacke komnanuu Hympuyus, ne obecneuusaemes kpeoumamu HMO)
B nokname OyayTr npencraBieHsl 1o3aHHE  (opMbl  3a00sieBaHMIl  JaHHON  IpymIbl,
MaHU(ECTUPYIOIIHE B LIKOJBHOM M HOJPOCTKOBOM Bo3pacTe. byayT moOka3aHbl OCHOBHBIE
mddepeHnanbHO-IMarHOCTUYECKUE TPU3HAKU 3a00JeBaHMsA, OCOOEHHOCTH KJIMHUYECKOH
KapTHUHBI, IPUHIUIBI TAKTUKH BEAECHUS MAlMEHTOB JaHHOU TPYIIIIBL.

16.05-16.30 | MeTuamanonoBas anuaemusa (MMA) - KIMHUKA, AMATHOCTHUKA, JIeUeHHE.
CemenoBa H.A. (MockBa)
B cooOuienun aBTOp pacCKaXeT O peIKOM TIE€HETHYECKOM TIeTepOoreHHOM 3a00JjieBaHMHU,
oTHocsAlleMcs K Tpynne opdanHbix Oone3nedl. byner mnpoBeseH noapoOHbI  aHanu3
JMAarHOCTHKH, J€YeHHUs 3a00JIeBaHUSI U TAKTHKM BEACHUS MALMEHTOB INpPH MeTa0OJIMYeCKUX
KpH3ax.

16.30-16.50 | Knunn4yeckne acneKkTsl TeueHUs: NponuoHoBoii anuaemun (I1A).
HeuyaTtaukosa H.JI. (MockBa)
IIporinoHoBast  anmaeMusi  BbI3BaHA  HEAOCTATOYHOM  AaKTMBHOCTBIO  NponuoHmI-KoA-
KapOOKCHMJIa3bl M XapaKTepU3yeTCs  KU3HEYTPOKAIOUIUMH  MPHUCTYNIaMH  MeTabOoIMYeCcKOi
JIEKOMIIEHCALMU U HEBPOJIOTHYECKON AUCHYHKIMU, MOXKET OCIOXKHATHCSA KapIUOMUOMATHEH.
PacnpoctpanenHoCTh cocTaBiisgeT npubau3utenbHo 1 ciaydaid Ha 100 000 po’kIEHHBIX >KUBBIMH
no BceMy Mupy. B gnokmage OyayT oOCYKIEHbI BOMNPOCH KIMHUYECKUX MPOSBICHUH,
JMAarHOCTHKH U JIEYSHUS PEIKOTO HACIIEACTBEHHOIO 3a00JIeBaHusl.

16.50-17.00 | Jlmckycceus ¥ OTBETHI HA BONPOCHI




MpAmana TpaHcAAUMA Ha canTe: https://www.pediatr-russia.ru/rs
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XU3Hb C AEPNLIUTOM

JIN3OCOMHOMU KUCNTOU NUNA3bI (AJIK)...
8-800-301-006-51 i o mnacnran

0%

NnayMeHToB AEeTCKOro Bo3pacTa
NO4BEP>KEHbl PUCKY MPOrpPeCcCnpPOBaHNS
BbonesHu o dpmbposa/umpposa
MW TPaHCMIaHTaLMN NeYeHu

B TeyeHue 3 ner’

PaHHdaa gnarHoctumka
OKJT nossonut nsbexatb
TAXKENbIX OCNTOXHEHUN

Mpu oOHapy>XeHUN AUCANNUAEMUN B COYETaHUU C MPU3HaKamm 3aperunctpupoBsatbcs
nopaxeHuns neveHun ctount sanogo3puts AJIKJ1. Obpatutecs B Nporpamme
Ha becnnaTHyto ropsauyto MnHUIo MNMporpaMmsl AMarHOCTUKM ANarHOCTUKM

8-800-301-06-51

Cnivicok nuTepatypsl:

1. Burton BK, et al. Curr Med Res Opin. 2017;33(7):1211-1214.

2. Mporpamma anarnoctukv AJIKI: https://med-gen.ru/programma-diagnostiki-defitcita-lizosomnoi-kisloi-lipazy/
(mata goctyna 18.10.22).

Matepuan npefHasHaueH 419 CNeLnanncToB 34PaBoOXPaHeHNs.

OO0 «Actpa3ereka Qapmacbtotukana». 123112, r. Mockea, 1-i1 KpacHorsapaevicknii npoesg, a. 21, ctp. 1,

Bawwts «OKO», 30 atax. Ten.: +7 (495) 799-56-99, dakc: +7 (495) 799-56-98. www.astrazeneca.ru, www.az-most.ru
KAN-RU-14998. [lata onobperus: 16.11.2022. Oata ucreuerns: 15.11.2024. Ast ra Zeneca




CKONMMNH®APM

O6bLiecTBO  C  OrpaHMYEHHOW  OTBETCTBEHHOCTbIO  «CKOMUHCKUA  dapmMaueBTMYEeCKMit  3aBoa»
(000 «CKOMUHDAPM») — coBpemeHHOe bbicTpopassuBatolleecs ¢dpapmaleBTMYeckoe NpousBoacTBo.
CootBeTcTtBYeT Bcem cTaHaaptam GMP u umeeT cOGCTBEHHble COBpPEMEHHblE aHaNUTUYECKUE
nabopatopuu, rae BHeApPEHbI HOBble MeTOAbl aHa/M3a Pa3/INYHbIX IeEKapCTBEHHbIX GopM.

3aBoga BbinycKaer:
e 55 BMAaoB npoayKuum;
e bonee 1,2 mipa TabneTok B roa;
e 6osee 500 TbiC. yNaKoOBOK NpenapaToB KPOBU B rog;
®  BCE BUAbI }KUAKUX U TBEPAbIX NEKAPCTBEHHbIX POPM, NPeAHANONHEHHbIE WNPULbI U
nnodunnunsarsl.

000 «CKOMUH®DAPM» siBnaeTca ogHOM M3 BeAyLUMX AUCTPUOBIOTOPCKMX KOMNAHWUI B Poccninckoi
®Pepepaumm No NocTaBKkaM NeKapCTBEHHbIX NPEMNAPATOB B CUCTEME FOCYAapPCTBEHHbIX 3aKYMOK Mo
cnesyoLWmMmMm NOKa3aHUAM:

l. OpdaHHble 3a6oneBaHUA:

- MyKkononucaxapmgos 2, 4 n 6 tmna

- UanonaTmnyeckaa TpomboLMTONEHMYecKasa nypnypa
- bonesHsb lowe | TMNa

- KprnonupuH-accoumMmpoBaHHbIN NePUoOaNYECKUN CUHAPOM
- Octpas nopdupus

- BonesHb Pabpu

- HacnhepcTBeHHbIV aHrMoHeBpoTUdeckuii otek (HAO)
- bonesHb HumaHHa-Muka

- leroyHadA apTepuanbHasa runepTeH3unsa

- Femodunus

- BonesHb BunnebpaHaga v ap.

Il. OHKonoruyeckue 3aboneBaHus:
- PaK MON0OYHOI Kenesbl

- Pak no4ku

- Pak nerkoro

- 3N10KayecTBEHHAA Me/laHOMa U gp.

Ill. PeBmaTonorusa:

- FOHoWwecKni peBMaTonaHbI apTpPUT
- bonesHb Ctnnna

- Cpeamn3eMHOMOPCKAn NXopaaKa

- NcopuaTnyecknin apTpuT

- AHKMNO3MPYIOWMI CNOHAMAUT U Ap.

C 2021 roga OO0 «CkonuHpapm» nogaeprkan cosgaHme n ctan MHPOPMALMOHHbIM NAPTHEPOM HOBOFO
WHTepHeT-nopTana «lfomolwb pegKkum» Aaa NPUBJAEYEHUA BHUMAHUA LUMPOKOW OOLECTBEHHOCTU K
npobnemam Tepanuun opdaHHbIX 3a60/1eBaHNN.

Pa3euTne 3aBofa aKTMBHO MpPOAOAXKaeTcA, BenéeTca CTPOUTENBCTBO KOpnNycosB AnA npoun3sBoAacTBa
UNTOCTAaTUYECKUX NPENapPaToOB N XXUAKNUX NEKAPCTBEHHbIX (bOpM.

CKOMWHCKMIA  dapmaueBTUYECKMM 3aBog — pabota Ha 6naro nauueHtoB! Mbl npoussogum
BbICOKOKaueCTBEHHblE JIeKapCTBEeHHble Npenapatbl, Aenas AOCTYNHbIMU 3¢ deKTUBHbIE MEeTOAbI
neyeHms.

Y3HanTe 6onblue Ha https://skopinpharm.com/
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