MuHucTepcTBO 3apaBooxpaHeHusa YevyeHckon Pecnybnuku

O6uwepoccunckas obecTBeHHas opraHu3aums
«Poccuickoe obLecTBO MeAULMHCKUX FTeHETUKOB»

HMMUL no npodunio «nynbmMmoHosnorusa»

depepanbHoe rocyaapcTBeHHoOe GloakeTHOe Hay4Hoe yupexaeHue «Meauko-
reHeTUYeCKUN Hay4YHbIN LUeHTp umeHun akagemuka H.lN. BoykoBa»

FocypapcTBeHHOe GromXeTHOe yupexaeHune 3apaBooOXpaHeHus
MockoBckon obnacTtu
«Hay4Ho-uccnegoBatenbCKUM KIIMHUYECKUA MHCTUTYT AeTCTBa
MuHucTepcTBa 3apaBooxpaHeHnst MockoBcKkou obnacTtu»

HAYYHAA MPOIrPAMMA

KoHdepeHUUs «BpoHX03KTa3bl: MYKOBUCLIUAO3 U He
TONbKO...»
HMO —6 akapemuyeckux 4yacoB

(npu nHdopmaumnoHHON NnogaepxKe XXypHana «fynbmMoHonorns»
u bnarorBopuTtensHoro oHaa «OcTpoBar)

MecTto npoBeaeHusA:
r. Fpo3HbIn, FBY PecnyGnmnkaHCKMn KINMHUYECKUI rocnuTanb BeTepaHOB BOWH
(KoHhepeHuus)

r. Fpo3HbIn, yn. BucyntaHoBa, 101. KoHcynbTtatuBHas NMonuknuHuka NocyaapcTBeHHOe
orogKeTHOoe yupexaeHue “PecnybnukaHckasa AeTCcKasa KNMHUYecKas 60nbHULA UMEHU

E.M. MMuHkn”
(KkoHCcynbTauum)

Cant kKoHdepeHuun: grozniy.cysticfibrosis.ru

Mpo3HbIN — 18-19 man 2023



Conpencepartenu:

ABpeeB Cepren HukonaeBu4 — akagemvk PAH, a.m.H., npodeccop, 3aBeayoowmnn kadpenpon
NyNbMOHOSIOMMM MHCTUTYTA KIMHUYeCKon meguumHbl uMm. H.B. CknudocoBckoro, OMpPEKTop
HMWL, no npocumnto «nynbMOHOMOrMsA», NpopekTop no HayydHon pabote ®rAQY BO [lepsbin
MIMY umenHn U.M. CedeHoBa MwuH3gpaBa Poccumn (CeyeHOBCKUM YHMBEPCUTET), MNaBHbIN
BHELUTATHbIA cneumanucT nynbmoHonor MmHuctepcTtea 3gpaBooxpaHeHus PO, r. Mocksa

KonpgpatbeBa EneHa MBaHOBHa — A.M.H., npodeccop, pykoBoAUTENb HayYHO-KIMUHUYECKOro
oTAena MyKoBMCUMAO3a, 3aBefyolasa kadenpon reHeTukn 6onesHen ObixaTenlbHOM CUCTEMbI
WHctutyTa BO 1 OINO ®IrbHY «MIMHU», 3amectutens gupektopa no Hayke N'bBY3 MO «HUKA
petctBa M3 MO», r. MockBa - MockoBckasi obnactb, r. MockBa-MockoBckas obnactb

OpraHMSaLIVIOHHbIﬁ KOMUTET.
YneHbl opraHn3auymMoHHOro KommTeTa.

KyueB Cepren UBaHoBuu — akagemuk PAH, a.m.H., gupektop ®IBHY «MIHL», rnmaBHbIN
BHeWTaTHbIN cneuManucT no MeaumuuHckon reHetuke MwuH3agpaBa Poccun, npenceparternb
NpodUNbLHOM KOMUCCUW NO  MeauuuHcKkon reHeTuke MwuH3gpaBa Poccuu, npegceparternb
OTtnyeckoro Komuteta MuHsgpasa Poccuun, npe3snaeHT Accounaumm MeOUUMHCKUX FreHETUKOB
Poccun, r. Mocksa;

MxeBckasa Bepa JleoHngoBHa — A.M.H., 3aMeCTUTENb AMPeKTopa No HaydHou pabote ®IBHY
«MI'HLU», npegcepatens OOwepoccMnckon o0OLLECTBEHHON opraHm3aumm «Poccuinckoe
0o06LLEecTBO MeaMLNHCKNX reHeTUKoBY, I. MockBa;

NopcaHoB CynenmaH Manp6ekoBu4 — MMHUCTP 3apaBooxpaHeHns YeueHckon Pecnybnvkn,
r. Fpo3HbIn;

Mpb6aneBa Taumcua HKcynoBHa — paupektop [lenaptameHTa MaTepuHCTBa W [eTCTBa
MwuHucTepcTBa 3gpaBooxpaHeHus YeueHckon Pecnybnuvku, r. [pO3HbIN;

lOHycoB Mycnum XamsatoBuu — rnasHbli Bpad [BY «PecnybnukaHckas petckas
KnNuHu4eckas 6onbHuua uMmenn E.I. MnuHkny», r. [pOo3HbIN;

XunuHa CsetnaHa BnagumumpoBHa - K. M. H., Bpad-bakTepuonor BbiCLLEN
KBannMuKaunoHHOMW KaTeropum, PyKOBOAWUTENb rPYMnbl MUKPOOMOMOrMYECcKNX mMccnenoBaHumn
LEeHTpann3oBaHHOM KIMHUKO-AnarHocTudeckon nabdopatopum [BY3 «Mopososckaa [OIKb
O3M», 3aBegyowmn mnkpoburonorndeckon nabopatopuen EKOJT SmartLab AO «'K «MELCW»,
r. Mocksa

ConpatoB Amutpun NepmaHOBMY — K.M.H., OOUEHT Kadegpbl rocnutanbHou Tepanuu O
OrAOY BO PHUMY um. H.WN. MNMuporoea MuHagpaBa Poccuun, reHepanbHbin gupektop OO0
«Hay4Ho-npaktuyeckuin xxypHan «l'lynemoHosnorus», r. Mockea;

MoBcapoBa Po3a Cama-MaromegoBHa — rnaBHbI BHELWTATHbIA CneunanucT-nynbMOHOMOor
MwuHucTepcTBa 3gpaBooxpaHeHus YeyeHckon Pecnybnuvku, r. [pO3HbIN;

laxrupeeBa MaguHa PycnaHoBHa — T[MaBHbI BHELITATHbIN [AETCKUWA  cneunanuct
nynbMoHosnior MwuHucTepcTBa 34paBooxpaHeHusi YedeHckon Pecnybnuku, 3aBeayrowimmn
otaenexHvem nynbmoHonornn NBY «PecnybnukaHckas getckas knnHuyeckas 6onbHMLa MMEHU
E.M. TnuHKkn», 1. FpO3HbIN;



ByTtiornHa UpuHa HukonaeBHa - Bpa4 nyrnbmoHoror F'bBY3 Kb um. O.[. lNneTHeBa, Hay4HbIN
coTpyaHuk nabopatopum mykosucungosa PMBA Poccuum, r. Mocksa;

MakcumbiueBa TaTbsiHa KOpbeBHa - K.M.H., C.H.C. Hay4YHO-KNWHMYECKOro oTAaena
«MykoBucumngos» @OIrbHY «MIHLU», pykoBogutenb oTgena  «HAcneacTBEHHbIX U
meTabonuyecknx 3abonesaHun» NbBY3 MO «HUKW petctea M3 MO», accucteHT kadpenpbl
avetonornn n Hytpugunonorum SOy AMNO PMAHIO Munsgpasa Poccuu, r. Mocksa;
Xekante EneHa KsctyTucoBHa — K.M.H., CTapwui HayYHbl COTPYAHWK Hay4HO-
KnNuHu4eckoro otgena mykosucumgosa PrbHY «MIMHU», Bpay oToeneHus mykosBucuuaosa
NBY3 MO «HUKW petctBa M3 MOw, r. MockBa

3anueBa KOnua AHaTonbeBHa — aumpektop Accoumaumm «OpraHmsauus nomowm 60sbHbIM
MYKOBMCLUMAO30M», MOMOLUHUK npefcenatens npaesneHns bnarotBoputenbHoro doHaa
«OcTtpoBay, r. CaHkTt-lNeTepbypr.

KoHTaKTbI:

PIrbHY «Mepuko-reHeTUMECKMMA Hay4HbIN UeHTp uM. akag. H.M. BoykoBa», Hay4HoO-
KNUHUYECKUU OTAeN MyKoBUcUuao3a

Apnpec: 115522, Mocksa, yn. Mocksopeube, a.1

Ten.: +7 (495) 111-85-80, +7 (495) 587-33-66, chakc: +7 (495) 324-07-02

KoHpgpatbeBa EneHa MWMBaHOBHa — pykoBOAUTENb  HAYyYHO-KIIMHMYECKOro  oTaerna
mykosucumgosa PreHY «MIMHLUy, e-mail: 84955873366@mail.ru

BopoHkoBa AHHa KOpbeBHa — cekpeTapb opr. komuteTta, e-mail: voronkovalll@yandex.ru

TexHu4Yeckum opraHmsarTop:

AHO AOMNMO «MHCTUTYT HenpepbIBHOMO MeANLUHCKOro obpasoBaHUs»
117420, Mocksa, yn. lNpodcotosHas, a. 57

AunpekTop no passutuio: KopwyHoBa EkaTepuHa BanepbeBHa

pab. Ten.: +7 (495) 174-70-01, po6. 1196, mob. Ten.: +7 (903) 145-88-36,
e-mail: e.korshunova@Inmo.org.ru

MecTto npoBeaeHusA:

17 masn 2023 - r. 'po3HbIN, yn. BucyntaHoBa, 101. KoHcynbTaTuBHas MNonuknmHuka
FocypapcTBeHHOe OlogKeTHOe yupexaeHue “PecnybnukaHckasa geTckasa KINMHU4YecKan
6onbHuua nmenn E.MN. FrMnHkn”

18 mas 2023 —r. 'po3HbIN, yn. XXpgaHoBa, 18. NBY Pecny6nukaHCKUN KNMHUYECKUN
rocnurtanb BeTepaHOB BOWH

19 mas 2023 - r. Fpo3HbIK, yn. BucyntaHoBa, 101. KoHcynbTtatuBHas MNonuknuHuka
FocypnapcTBeHHOe OrogKeTHOE yupexaeHue “PecnybnukaHckasa AeTckasa KIMHU4YecKas
6onbHuua nmenum E.MN. FNuHkn”


mailto:voronkova111@yandex.ru
mailto:e.korshunova@Inmo.org.ru

NMPOrPAMMA 18 masn 2023

'BY PecnybnmkaHCKnMin KNMMHUYECKMIA rocnnTarnb BETEPAHOB BOWH
r. [posHbIn, yn. XgaHosa, 18

8.30-9.00 Peruncrtpauus y4acTHukoB
8.30-17.05 | BbicTtaBka
9.00-11.00 | OTKpbITUE KOH(pepeHLUUN 10 MuH.
MpusetcTBue: AeaeeB C.H., KongpatbeBa E.U., MosBcaposa P.C.
CumMmnosnym
OwnarHocTuka 3aboneBaHMN ¢ OPOHXO3KTa3amMun
Conpeancepnatenun: AsgeeB C.H., KongpatbeBa E.U. 110
MWH.
ABpeeB C.H. nddepeHunanbHasa gnarHoctuka 6poHX03KTa30oB
pasnuyHon aTnonorun (20 MnH.)
ByTioruda U.H. lnarHocTtunka mykosucumaosa (15 muH.)
KongpatbeBa E.WU. [lnarHocTrka nepBMYHON LUMNNaApPHON ANCKUHE3NMN
(15 MuH.)
Xununa C.B. Mukpobunonornyeckass guarHoCTMka OCHOBHbIX
naToreHoB AblXaTeNlbHOro TpakTa npu 6poHxoakTasax (15 MuH.)
ABpeeB C.H. HenHBasnBHas pecnupaTopHas nogaepkka naumeHToB
¢ BpoHxo03KTazamMn n MykoBucuMao3om (20 MuH.)
MoBcaposa P.C. OpraHusaums MeanumHCKOM NOMOLLM NaumMeHTam ¢
XpoHU4eckummn 3abonesaHnsmu nerknx B YeyeHckon Pecnybnuke (15
MMH.)
Awnckyceunsa (10 MuH.)
11.00-11.20 nepepbiB (20 MUH.)
11.20-12.30 | Cumno3uym 70 MUH.

AHTMGaKTepmanbHasa Tepanusa npu MykoBucuuaose
Conpencepnartenu: XXekaute E.K., BytiornHa U.H.

ABpeeB C.H. AHTnbakrepnanbHaga Tepanusa npu 6poHxoakTasax (20
MU/H.)




XekanTte E.K. AHTnbGaKkTepmanbHasa Tepanus npy MykoBUCLMAO3€E Ha
ambynatopHom aTane (20 MuH.)

ByTioruda U.H. AHTnbakrepnansHasa Tepanus npy MykoBucLUMao3e B
ycnoBusix ctaumoHapa (20 MyH.)

Hunckycems (10 MuH.)

12.30-13.45

CumMmnosnym
Tepanusa npu 6poHXxo3KTasax
Conpeancepnatenun: KongpartbeBa E.U., MakcumbiueBa T.10.

KoHpgpatbeBa E.U. Mykonutnyeckas Tepanvsi MykoBucUmngosa npu
OpoHxokTasax (15 MuH.) *Mpu noddepxke komnaHuu [eHepuym (He
exooum 8 npozpammy HMO)

BacuHa E.B. KnHesutepanusa npu 6poHxoaktasax (20 MuH.)
MakcumbiveBa T.1H0. HyTputuBHas nogaepkka naumMeHToB C
MyKoBucUMAo30M (15 MuH.)* Mpu noddepxke komnaHuu UHganpum (He
exooum 8 npozpammy HMO)

MakcumbiveBa T.}0. 3amecTutenoHas Tepanusa naHkpeaTn4yeckumm
depmeHTamm (15 MUH.)

Hunckyccms (10 MuH.)

75 MUH.

13.45-13.55 MNepepbiB (10 MUH.)

13.55-15.10

CumMmnosnym

Pa36op KNnMHUYECKMX cry4YaeB Mo TapreTHOW Tepanvuu
MyKOBUCLMAO03a

Conpeacepartenu: Waxrupeesa M.P., ByTiornHa U.H.

KoHngpatbeBa E.WU. OnbIT NnpMMeHeHnsa TapreTHOM Tepanuun B
neguatpum (20 MyH.)

Waxrupeesa M.P. MykoBucungos y geten B YeveHckon Pecnybnuke:

AOCTXKEeHUs U Npobnembl. ONbIT IPUMEHEHUS TapreTHOM Tepannn
MyKOBUCLMAO3a y NaumeHToB YeueHckon Pecnybnuvkm (20 MuH.)

ByTiornHa U.H. OnbIT npuMeHeHns TapreTHbIX NpenapaToB Y
B3pocnbIX (20 MuH.)

Aunckycens (15 MuH.)

75 MUH.




Kpyrnbin cton

OpraHu3aums noMmoLwm nauneHTamMm ¢ MyKkoBuCLIMgo3om 60 MUWH.
15.10-16.10 Conpeacenatenu: XXekaunte E.K., bByTiornna U.H.
NMonetaeBa 0O.0. [lcuxonormyeckas nogaepxka MauneHToOB C
XpOHMYyeckumun 3abonesaHuamMm nerknx (15 MuH.)
3anueBa [0.A. BoamoxHOCTM  y4acTus B nporpammax
bnarotBoputenbHoro  doHaga «OcTpoBa" gna  MeauUMHCKUX
crneumanmctoB (15 MuH.)
Xekante E.K. Opranusauma wmeponpuatui no  npodunakTmke
NnepeKkpecTHOM WHekunn cpegn GonbHbIX ¢ BpoHxoakTazamn (15
MUH.)
Ounckycensa (15 MuH.)
16.10-16.30 | 3akpbiTve KOH(hepeHun 20 MUH.




NMPOrPAMMA 18 mas 2023

'BY PecnybnmkaHCKnin KNMMHMYECKMIA FOCNnTanb BETepaHOB BOWH

r. Fpo3HbIn, yn. XpaHosa, 18

15.00-17.05

Lkona ana poauTtenen nauMeHToOB ¢ MyKOBUCLIMAO030M
MpuseTtcTBuAa: KoHgparoeBa E.U., 3anueBa 10.J1.

Bo3MOXHOCTM  MonyyYeHuss TapreTHoWm Tepanuu: Kputepuw,
nabopartopHble uccnegosarus (20 MuH.)
KonpgpaTtbeBa E.U.

Mpodunaktrka nHeKUMn 1 aesnHdekums npuoéopos (10 MuH.)
Xekaute E.K.

AKTyanbHble  BOMPOCbI  KMHe3uTepanuu y  NauMeHToB C
MYKOBUCLMA030M (20 MWH.)
BacwuHa E.B.

HdneTtoTepanusa npu mykosucmaose (20 MuH.)
MakcumbiyeBa T.1HO.

Cpoaem noceB v nony4vyaem pesynbTaTt — Kak NpaBunbHO cobpaTtb 1
poctaBuTb Guomatepuan. Kak npountaTtb pesynbTtat nocesa (20
MUH.)

XunuHa C.B.

AmMoumoHarnbHoe BbiropaHue pogutenen (20 MuH.)
NMonetaeBa O.0.

Anckyceuns (15 MuH.)

125 MUH.




NMPOrPAMMA 19 maa 2023

KOHcyn bTaunu nauneHToB

OpraHmsaums KOHCynbTauuMi NauueHTOB cneuuanucTtaMmum nNo 3apaHee cornacoBaHHOMY
rpacpuky B NonuknuHuke POKB

r. F'po3Hbn, yn. bucyntaHoBa, 101 (ansa nauneHTOB C NEpPBUYHOM LIUIIMAPHOW
OUCKUHe3unen).

llkona pna poautenen U pPOACTBEHHUKOB MauMeHTOB ¢ MykoBucuupgosom (IFBY
PecnyGnukaHCKMN KNUHUYECKUW rocnuTanb BeTepaHoB BOMH, I. [po3HbIn, yn. XKnaHoBa,
18).

KoHcynbTauum cneynanucramu:

MynbMoHoONOr — TepaneBT

MepwnaTp

Mukpobuonor

KvuHe3utepaneBT

OweTtonor

Mcuxonor

MpeacraBuTenb 06LWECTBEHHON NaLMeHTKON opraHM3auun unu coonpa OctpoBa

NookwhE

Bo BpeMsi KOHCYNbTauui NaLMEHTOB:

1. NMopgnucaHne MHGpOPMMPOBAHHOIO cornacus, coop AOKYMEHTOB, 3a00p KpOBM Ha
OHK pgwarHoctmky pansa  naHenu, Kyaa Bownu redbl [UO, Haubonee 4acto
BCTpevawwmeca cpegu 6onbHbix MUA, Ha gonto koTopbix npuxoautca 3% u Gonee
cnyyaeB (CCDC39 (4-9%), CCDC40 (3-4%), CCDC103 (<4%), DNAH5 (15-29%), DNAH11 (6-
9%), DNAI1 (2-10%), SPAG1 (<4%), ZMYND10 (<2-4%)), a Takke reHbl crepymLmX
3aboneBaHun: mykoBucumaos (CFTR), OpOHXO3KTa3nAa C NOBLIWEHHbIM COAepXXaHUeMm
xnopugoB nota wunu 6e3 Hero (SCNN1A, SCNN1B, SCNN1G), WU3onupoBaHHbIN
runepxnoprugpo3 (CA12), CuHgpom LUBaxmaHa-Oanmonga (CLWUA) (SBDS, DNAJC21,
EFL1, SRP54). UccnepoBaHue BKMOYaeT aHanM3 KOOAMPYHOLWMUX MocrneaoBaTesibHOU MU
obrnacTten 3K30H-MHTPOHHbIX COeAUHEHUN YKa3aHHbIX reHoB; AnsA reHa CFTR po6aBneHbl
rmy6oKO MHTPOHHbIE Y4aCTKM C ONMUCAHHbIMM NAaTOreHHbIMU BapMaHTaMu.

2. 3abop cockoba anuTenusa Hoca AN 3NEeKTPOHHOM Mukpockonuu npu MUO npu

opraHusauum Ha MecTe OoCMOTpa OoToslapuHrosiorom: r. Fpo3HbIn, yn. bucynrtaHosa, 101.
KoHcynbTtatuBHaa [MonuknuHuka [BY «PecnybnukaHckaas peTckas KiMHU4YecKas
6onbHuua nmenum E.IM. MnuHkn»

3. Mop6op pAOueTbl U epMEeHTOB nNpuU YCrNOBMM 3anoJSIHEHUA nNauueHTamMu
TPeXAHEBHOro MEHI0 C NOMOLLbLIO pa3paboTaHHbIX Mporpamm.


https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SCNN1A
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SCNN1B
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