15 man 2021 roxa

Omnunaiin BeOUHAp

«Yacroble peakue 00J1€3HU»

HporpaMMa OﬁpaSOBaTeJI]:HOFO MEPONPUATHSA NTOJaHA HA AKKPEAUTAIIUIO B Komuccuro

110 OlleHKe Y4eOHbIX MEPONIPUATHIA 1 MATEPHAJIOB YCTAHOBJIEHHBbIM TpedoBanusam ajasa HMO

Ha 4 KpeAUTHBIE eTUHHUIIBI.

YyactHe 1J15 CIeNUAJINCTOB 0ecIIaTHOE

15 mas 2021 rona

09.00-10.30 | InenapHoe 3acenanue 1
BposkieHHble MUONIATHM B PAKTHKeE NeAUATPA.
Hpencenarean: Bamaxkmanse H./l., Hukosnaesa E.A.

09.00-09.30 | MuToxonapuaabHbie MuonaTum y Aereii. HukonaeBa E.A. (Mocksa)
B nmokmage  Oyayr — mpeAcTaBIe€Hbl  OCHOBHBIE — KIMHUYECKHE  IMPOSBICHUS
MHUTOXOH/IpHATIBHBIX Muomnatuii. Ocoboe BHUMaHWE OyIeT yAeIeHO BO3pacTy aedroTa
MEPBBIX CUMIOTOMOB 3a00JIeBaHM, TSDKECTH KIMHUYECKUX MPOSBICHUNH, OCHOBHBIM
OPUHIUIIAM W BO3MOXKHOCTSIM TEpamuyd JTOM CIOKHOW maTtonorud. Takke OyayT
paccMOTpPEHBI BONPOCH! AU PepeHInaibHON THarHOCTHKY.

09.30-10.00 | Meraboauveckne MUONIATHH Y AeTeli 1 moapocTkoB. Kypkosa H.B. (MockBa)
B coobmiennn OymyT moapoOHO ocBemieHbl MeTabonmueckue Muonatuu. OCHOBHBIC
KIIMHUYECKHE TPOSIBICHUSA, CIOXKHOCTH UX JUArHOCTUKM U  AuddepeHnnai-Hon
quarHocTuku. Oco0oe BHHMMaHue OyleT YJeJNeHO MeTa0O0JIMYEeCKHMM MHUOMATHSM,
HPOSIBIISIIOIIUMCS B ITOJIPOCTKOBOM BO3pacTe M BOZMOXKHOCTSIM UX TEpaIHH.

10.00-10.20 | Yro meamatp aoj:keH 3HaTh 0 runogocdarazun. Cmupuona O.51. (MockBa)
B cooOmiennu peuyb TOMIET O TakOM peaKoM 3a0olieBaHUU Kak rumodocdaTasusi.
AKTYambHOCTh TAaHHON TeMbI 00YCIIOBIIEHA CIIO)KHOCTSIMU PaHHETO YCTaHOBIICHHS TUArHO3a
IOpU HAJIMYUHU [POCTOr0 JTUArHOCTHYECKOTO TECTa, JOCTYIHOTO B JICUEOHO-TIPAKTUYECKUX
YUPEXKJEHUSAX J000ro ypoBHS, M 3(Q(EeKTUBHONW NaTOoreHeTHMYecKod Ttepanuu. byayr
pPacCMOTPEHbI 3TUOJIOTHUS, TATOreHe3, KIMHUYECKUE MPOsBICHUs, TuddepeHInaaIbHO-
JTUAarHOCTHYECKUE TOJXOJbl W BO3MOXKHOCTH Tepanuu runodocdarazun. Takxke OyaeT
aKIEHTUPOBAHO BHUMAaHUE HA TUIAX HACJIEOBAaHUS JAHHOTO 3a00JI€BaHMs, BOSMOXKHOCTSAX
€ro NMpo(UIAKTHKH U TPOTHO3€E IS )KU3HU U 3/I0POBbSL.

10.20-10.30 | Iuckyccusi, OTBEThI HA BONPOCHI

10.30-10.35 | MepepsniB

10.35-12.05 | CaTeaauTHbIi cuMno3uym 1
(mpoBoaMTCS MpH noanepkke komnanuu Hanosek, He obecnieunBaetcst kpeauramu HMO)
OnpIT padoThl MYJbTHANCHUILIHHAPHON KoMaHAbI B Jeyennu MIIC II tuna.
Hpencenarens: Bamaxkmansze H. /L.

10.35-10.55 | HoBsie MeToasl Jedenust MIIC 11 Tuna. ’Kypkosa H.B. (MockBa)

OcHOBHasi TeHJIEHIIUS B pa3paboTke moaxonoB k jedeHnio MIIC — mouck mpemnapatos,
KOTOpBIE€ OBl HE TOJILKO CMSITUATIH OCHOBHBIC SKCTPAHEBPATbHBIC TIPOSBICHUS 3a00JIEBaHUS,
HO W TI03BOJISUTH OBl KOPPEKTHPOBATH TSHKEIbIE HEBPOJOTHYECKUE HAapyIIeHHs. B moxiame

Oynyr  oOCyXJeHbl ~ OCHOBHBIE  METOMABI,  TMPUMEHSIONMECS AN Tepamuu
Mykomnosicaxapugo3a |l Tuma: ¢epmeHTO3aMecTUTENbHAS Tepamnus, TPaHCIUTAHTAIIHS
TEMOIMOATHYECKUMH  CTBOJIOBBIMH  KJIETKaMHd,  ()apMaKOJOTHYECKHE  IIANePOHBI,

cyOcTparpenylupylomias Tepanus, reHoTepanus U Jpyrue COBpeMEeHHbIE METO/IbI.




10.55-11.15

11.15-11.35

11.35-11.55

11.55-12.05

Ocobennoctu Begenus nanuenTos ¢ MIIC Il Tuna B npakTHKe 0TOPHHOJIAPHHI0JIOTA.
3enenxoBa U.B. (MockBa)

OTOPUHONAPUHTOJIOT HUIPAET BAXKHYIO POJIb B JUACHOCTUKE U JICUEHUHM MAIlMEHTOB C
JTU30COMHBIMH Oone3HsMHu HakoruieHus. CumnTombl, cBs3aHHbie ¢ JIOP-opranamu u
IBIXATEIbHOM ~ CHCTEMOM, OOYCIIOBJIGHBI  HAKOIJICHHEM  TJIMKO3aMHHOTIIMKAHOB B
HOCOIJIOTKE W IO XOAY JbIXaTelbHbIX NyTed. OCHOBHBIE KIMHUYECKHE NPOSBICHUS Y
OOJIBHBIX C MYKOIOJIMCAXapu030M MOXKHO Pa3ACiuTh Ha TPHU TPYIIbL: HAPYIICHUS
AUMGOUIHO-TIIOTOYHOTO  KOJIbLIA,  ayJUOJIOTMYECKHWE  HapyUIeHHs, JbIXaTeJbHbIe
HapyieHus. JIekTop moapoOHO OCBETUT COBPEMEHHBIE METOJbl IMArHOCTUKUA U JICUCHUS
JIOP-natonoruu npu MIIC Il Tumna.

Ocob0ennoctu Benenus nanuedToB ¢ MIIC Il Tuna B npakTuke Xxupypra.

Oumnposa I1.B. (Kypran)

JlokIta mocBsillleH BOIIPOCaM JUArHOCTUKY U JICUYEHUS JTM30COMHBIX 00JIe3HEH HAKOIICHUS
C TO3MLMHU opTomena. byayT oOcCyxknaTbCsi METOIbI OPTONEIUYECKOM KOPPEeKUUH U
JIeYeHUsl peAKuX 3a00JieBaHUM, MPE/ICTaBIeHa POJib OPTOINEaa B MYJIbTHAUCHUIUTMHAPHOM
KOMaHJIE.

CJ105KHOCTh IMATHOCTUKH MATKMX THIIOB MYKOIIOJIMCAXAPH/I030B.

Bamakmanze H.JI. (MockBa)

Jnsa MIIC Il tuna xapakTepHa (EeHOTHIHMYECKass T'e€TepOreHHOCTh. IIpu Msrkux gopmax
JIMarHO3 YCTAHABIIMBAETCS C OOJNBIIMM OMO3JaHUEM. 3aJep’KKa B MOCTAHOBKE IUArHO3a
MOXXET BO3HUKHYTh BCIIEJICTBUE€ CTEPTOM KIMHUYECKOM KapTHUHBI M OTCYTCTBHS
CHenupUIECKUX CUMIITOMOB. B coolmennn OyayT yka3aHbl T¢ KIMHUYECKHUE CHMIITOMEI,
KOTOpPbIE€ TOMOTal0T BOBPEMSI IOCTABUTh IUATHO3.

Z[PICKyCCI/lH, OTBE€THI HA BOIIPOCHI

12.05-12.10

IlepepbiB

12.10-13.40

12.10-12.40

12.40-13.05

Care/UTMTHBII CUMIIO3UYM 2

(mpoBoautcst mpu  momnepkke kommanun OOO «Hytpunwus», He obecrednBaeTcs
kpeautamu HMO)

CoBpeMeHHbIE BbI30BBI BeJICHUSI NAIIUEHTOB ¢ MYKOBHCIUI030M.

Hpencenarean: Konaparsesa E.N., Bamakmanze H. /1.

NHHOBaMOHHBIE MeTOAbI [IMATHOCTMKH M Tepanmuu MpPH MYKOBHCHHAO03E.
Konaparsesa E.A. MockBa.

MyKOBHUCIH103 BHOCUT 3HAYMMBbIN BKJIaJ B 3200J€Ba€MOCTh U CMEPTHOCTh CPEAM AETEeH U
noApocTkoB. B mocnegnue roasl B Poccuiickoii ®Penepauyu 3HAYUTEIBHO BO3POCIO
KAaueCTBO JUArHOCTHKU M TEPAUM MAallMEHTOB C MYKOBUCLMI030M. B cTpaHe AOCTYIHBI
(GYHKLIMOHAJIBHBIE TECTHI Ui OLEHKH padOThl XJIOPHOIO KaHajla, TapreTHbIH Ipemapar,
WCIPABIISAIONIMN TIOCIEICTBUS T€HETUYECKOTro JedeKTa, a TaKKe CIEeNHaTU3UPOBAHHbBIE
IPOAYKTHI, MOAJAEP/KUBAIOIIME HYTPUTUBHBIM craTyc mnauueHtoB. Baumsnue CFTR
MOJIYJIATOPOB Ha (PYHKIIMIO JIETKUX, HYTPUTUBBIA CTaTyC M MAHKPEATHYECKYI0 (PYHKIIHIO
IIUPOKO 00CYKJaeTcsl B OCIETHUE TOIbI.

HyTpuTuBHBIH CTAaTyC MNalMEeHTOB ¢ MYKOBHCHHAO30M H BO3MOKHOCTH €ro
koppexkuuu. Makcumsbruesa T.JO. MockBa

BenkoBo-3HepreTHyeckas HeIOCTATOYHOCTh HAIMPSIMYIO BIIHMSET HA JIETOYHYIO (DYHKIHMIO U
MPOJODKUTEILHOCTh JKU3HU TMAIMEHTOB: CYIIECTBYET MpsMas KOPPEIsus Mexay
nokaszarejeM MHJEKCa Macchl Teja, GyHKUIMEH JEerKuX U MPOJOJDKUTEIBHOCTRIO JKU3HU Y
OOJBHBIX € MYKOBHUCUUAO30M. AHalIM3 aKTyalbHOIO pErucrpa MalueHTOB C
MYKOBHUCIIMJIO30M IOKa3bIBa€T BBICOKYIO 4YacTOTY pa3BUTUS OEIKOBO-IHEPreTHUECKOi
HEJOCTAaTOYHOCTU Yy JI€Tedl M IOAPOCTKOB ¢ MyKoBucuuao3oM B P®. Henocrarounas
KOppEeKLMsI HyTPUTUBHOIO CTaTyca B aMOYyJaTOPHBIX YCIOBHUSX HMPHUBOIUT K YBEITUUYECHUIO
qucaa OCIOXHEHUH M TpeOyeT CBOEBPEMEHHOM M aJeKBaTHOM HYTPUTHUBHOW MOJIEPIKKU
ManueHTa.




13.05-13.25

13.25-13.40

COVID-19 y 60abubIx MmykoBucumnao3om. Kekaiite E.K. MockBa.

[Mangemus COVID-19 sBasieTcss cepbe3HBIM BBI30BOM ISl CUCTEM 3/IPAaBOOXPAHEHHUS BO
BceM wMupe. B 0co00M BHHMMaHWU HYXAAIOTCS TMAlMEHTHl M3 TPYII pUCKA IO
UHQUIIUPOBAHUIO JIBIXaTEIBHOTO TpaKTa, B TOM 4YHCIE, OOJbHBIE MYKOBHUCIIHIO30M.
HakorieH oTe4ecTBEHHBIM M 3apyOeXHBIM OIBIT MO TEYCHHIO HOBOH KOPOHABUPYCHOM
UHQEKIUH TPU MYKOBUCITHIO3€.

I[HCKyCCHH, OTBETHI HA BOIIPOCHI

13.40-13.45

IlepepbiB

13.45-15.15

13.45-14.10

14.10-14.35

14.35-15.00

15.00-15.15

IlnenapHoe 3acenanue 2
I'eno3zamecTuTe/ibHAsA Tepanus AJsl JiedeHUs CIMHAJIBHON MbIIIEYHO# aTpodumn.
Ipencenarean: Bamaxkmanze H./1., ’Kypkxosa H.B.

JleTH cO CIMHAJBLHOM MbIIIEYHOH aTpodueil B npakTuke neauarpa. AprembeBa C.b.
(Mocksa)

CnunanpHas MblmedyHas atpodus (CMA) peakass HaciencTBeHHas O0Jie3Hb, BbI3BaHHAS
reHeTndeckuM nedexkrom B rene SMN1. KnuHnueckne nmpu3Haku OOJIC3HW TKAHEW MBIIIIT
3aBHCST OT TOTO, B KAKOM BO3pacTe OHH MOSBUJIMCH U HACKOJIBKO TsDKETYI0 (popMy IpUHSIa
CMA. B coobuiernu OyayT moapoOHO 0OCYXIEHBI OCOOCHHOCTH TEUYECHHUS IMPH Pa3HBIX
TUMax 3a00J1eBaHUS.

OcHoBblI renHoii Tepanuu. Biaogasen I.B. (Mocksa)

Tepanmus CMA Ha cerofHsIIHUN J€Hb HAalpaBl€HAa Ha YJIy4ylIEHHE KauecTBa >KU3HU
60bHBIX. OHAa OCHOBBIBAETCS Ha MCIIOJIb30BAaHUM COBPEMEHHBIX TEXHHYECKHUX CPEJICTB,
MO3BOJISIOMINX JIFOJSIM C MBIIIEYHOH atpodueil )KuTh 1ojbiie, ObITh 00Jiee aKTUBHBIMH U
CcOLManu3upoBaHHbIMU. Jl0 HenaBHero BpeMeHu Meronbl jedeHuss CMA cBoauinuce K
NOJIEPKUBAIOLIE Tepanuu. boJIbHBIM PEKOMEH0BAIN CHIEUAIIbHOE TUTAHUE, BUTAMUHBI,
yMepeHHble  (QU3MUECKHue Harpy3kd, HOpU  HEOOXOAMMOCTH —  XHPYpPrudyeckoe
BMEUIATEIbCTBO, HCKYCCTBEHHYIO BEHTWJISALMIO JIETKMX. ['€HHas Tepanmusi IO3BOJISET
CYIIECTBEHHO YBEIMYUTh MNPOAYKIHUIO MoyHOLeHHoro SMN-0enka, uTOo BeleT K
CrJIa)XKMBaHUIO CUMIITOMOB 3a0oseBanus. Tepanus TeMm 3 pexTuBHEee, ueM MEHbIIIE BO3PACT
HalyeHTa.

Kinmanyeckasa 3¢ ¢ekTHBHOCT U 0€30MACHOCTH TIeHO3aAMECTHTEJbHOW Tepamnuu.
beaoycoBa E.JI. (MockBa)

['eHHasg Tepanus OTIMYAETCs OT APYTHUX METONOB JiedeHMs nanueHToB ¢ CMA. Camoe
BaXHOE pa3IMuue 3aKJII0YaeTCsl B MEXaHW3Me JIEHCTBUS: Tepanus HallpaBleHa UMEHHO Ha
red SMN1. brnarogapst UCHONIb30BaHUIO TOTO JIEKAPCTBEHHOI'O CPEJCTBA, MYTHPOBABILUI
wm orcyrctBytommid reH SMN1 3amemaercss (yHKIIMOHAIBHO IOJHOIEHHBIM T'€HOM.
CMA-nauentTy HeoOXonuMa Bcero ojaHa MH(QY3us B TeueHHe XKU3HU. B noknane Oynyr
OCBEILIEHbI MPEUMYIIECTBA HOBOTO METOJA Tepaluu, KPUTEPUN HA3HAYEHUS U CIOKHOCTU
MpU IPUMEHEHUH.

I[I/ICKyCCI/IH, OTBETHI HA BONIPOCHI

OTtBeTcTBeHHBIN 32 BeOMHap — wieH Coro3a nenuarpo Poccun Bamakmanze H.JI.




