Obmepoccniickas 00ecTBEHHAS OPraHH3aAIHAA
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Accouuanuu MeaUIMHCKHX redeTukos (AMI),
mapektop ®I'BHY «Menuko-renernaeckuit
HAYYHBIN HeHTp uM akagemuka H.IT boukosa»
Munobprayku Poccun, rnaBablil BHEIITATHBIA
CTIEMAATHCT TI0 MEIUIMHCKON reHeTHKe

Munzapasa Poccuu
Kynes C.H. ﬁA
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JLMLH., TIpod., uneH-koppectonnent PAH,
3aBeyroIri Kadeapolt myTsMOHONOHH
Hucruryra Knmuaugeckoit Menutnuael PTAOY
BO «Ilepsbiii MockoBCKHIA rocyAapCTBEHHDIA
meauuuHekui yausepeuteT uMm. .M. Cedenobay
Munzapasa Poccuu (CeueHOBCKHI
VHUBEPCUTET); PYKOBOAUTELD KIHHHYECKOTO
otnena ®PI'BY «Hayuno-uccnenopaTenbeKkuit
HHCTHTYT I1YJ1bMOHOJIOTHH CI)e,tlep_anm-Ioro
MEIHKO-OMOIIOMYECKOI0 areHTCTBAY, TIaBHBIA
BHEINTATHLIA CHEUHAIHCT Oy1bMOHOIOT
Mrmzpasa Poccun
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NMPOEKT

Obmepoceuiickoii obmecTBennoil opranmzanuu «Poccuiickoe 0OMECTBO MeJIUMIHHCKHX
reneruxos», HMUILL nyasmonoaoran, ®TBHY «Menko-reHeTudecKnii HayIHbIA MeATP
um axagevura H.IT Bouaxosa» Muno6pnayku Poccum»

Ipn uadopMmanuonHoi noxiepxKe Kypuaia «llyasmonoornm u bnaroTBOPHTEILHOrO
¢onga «Ocrponan

«BPOHXO3KTA3bIl: MYKOBUCIHHUAO3 U HE TOJIBKO...»



Pykopogurenn npoexra:
Apnees C.H. - WieH-Koppecmonaent PAH. paupexTop KIMHUKH TNYyJIBMOHOIOTHH W
pecnupatoproi meauuuabsl PI'AOY BO Tlepsoro MI'MY um. MU.M. Ceuenoea, 3aBEYIOIINHA

Kaeapoil y1LMOHOIOTHH, PYKOBOAMTENbL Kiunuueckoro otaena ®I'BY HUM nymsmononoruu
OMBA, I'naBmbIii BHENITATHBLH 1yI5MOHONOT MURHCTEPCTBA 3ApaB00XpaHcHus PO

Kynes C. H. n.m 1., npodeccop, unen xopp. PAH, mupekrop ®I'BHY «Meuko-reHeTHIeCKHil
Hay4HBIA UenTp uM. H.I1. boakora», r. MockBa, MIaBHEIM BHEIITATHRINA CIENAATHCT
Munncrepersa 3apaBooxpanenus P® mo MeUIMHCKOM TeHeTHKS

Konaparsesa E. B. — 1. M. H.,, Tpodeccop, pyKOBOAMTENL HAYYHO-KIMHMIECKOTO OTAETA
MYKOBHCIHI03a 3aBefyiomias Kadempoir ['enernxn Gonesneidl apixarensHol cucreMsl MHCTHTYTa
BBICIIETO M AONOJAHMTENbHOro npodeccuonanbHoro obpazoanus @OIBHY  «Menuko-
IEHETUYECKIH HAayIHBIN MEHTPY, 3KCIEPT KOMMTETA 110 JUarHOCTHKE U peructpy Eepometickoro

00mecTEa M0 MYKOBHCHHIO3Y, 3aMECTHTENb AMPEKTOpa MO HAy4HOU pabore HUKM merctea
Muunucreperea 3apasooxpanenus MockoBekoil ofmacTi»

Ilens TWpoeKTa — OpraHW30BaTh  [HATHOCTHKY 3a00JICBAHUH, COIPOBOXKIAIOLIUXCH

OpOHXO9KTa3aMH, [UIsl OKA3aHHMsA ANeKBATHOW METHIMHCKOW TIOMOLIM TALMEHTAM B PErHOHAX
PO®.

3anaqu:

1. IlpoBenenue perHOHANBHBIX KOH(pepeHUMA «BpOHX03KTa3bl: MYKOBHCIMIO3 M HE

TONBKO...»

2. Opranmzopars JHK awarnoctuky  HAcneACTBEHHBIX — 3a00JIeBAHMM  JIETKHX,
conpoBoxaatomuxes Oponxoskrazamu npu /I, mykosucuugose, H301MpOBaHHOM
ranepxnopruapose, cuaapome lllBaxmana-/laliMorga, a Tarxke ¢ IIOBBIIEHHBIM
COJICPIKAHUEM XIIOPUIOB 110Ta UITH €3 HETO.

HOBLICHT!:- OXBAaT I'CHCTHYCCKHM HCCIIEJOBAHHUEM IIALHCHTOR € MYKOBHCIJ,H.,L{O3OM.

4. TloBeicuTe 3HaHHA 00 OCOOEHHOCTIX MHKPOOHONOTHIECKOH MHArHOCTHKH IIpH
OpOHX03KTa3ax, 0COOCHHO MPH MYKOBHCIIH/I03E.

5. Okasarp copeHcrBHC B OpraHU3alEl MCIUIMHCKOH TOMOINM TalMeHTaM ¢
MYKOBHCIHAO30M ¥ JAPYTAMH HACHeJCTBEHHBIMH 3a00NIeBaHHAMH PECITHPATOPHOTO
TpaKTa B peruoHax

6. llpoBenenue MOTOBOM IPOOBI

(%]

7. 3abop cockoba SMUTENHS HOCA AN DIEKTPOHHONW MUKPOCKOIHHM IS JTHATHOCTHKH
A

8. HpOBE,ﬂCHHE‘: KOI—ICYJI]E:T&IJ,HI‘:I NarHeHTOB Bpa‘la.MH HYJ'II:-MOH.OJ]OF A, nenua‘rpamu,

9. ObyueHHe MeTOaM KWHE3WTEpanuH Mpr OPOHX03KTA3aX.

10. Opranuzanus JTHETONOrHYECKONH MOMOINK TMalHEHTaM C MYKOBHCLMIO30M, B TOM
YKCJIE C [OMOLIBI) LH(POBBIX TEXHOIOT MM

11. [lcuxonorngeckas MOMONTh

12. TIposenenue [Ixonm ang nanueHToB

13. Coznanue peructpor nanuenton ¢ MB, I, 6porxoskrazamu

Enmnniii nnan Kondepennnii «BponxodKkTazbl: MyKOBHCIHI03 H He TONBLKO...» HMO -6
AKAZEMHYCCKHX YACOB:

1. JTuddepeHunanbHas AHarnocTika OPOHX0IKTA30B PasiM4HON 3THOTOTHH

2. JluarsHocruka MyKOBHCLIMIO03a

3. Jmarsoctuka LY

4. MuxpoGHonoruuecKas IUardHOCTUKA OCHOBHBIX MUKPOOHBIX NATOrEHOB IBIXATETHLHOIO
Tpakra.

5. MyxkonaTHyecKas Teparmus TpH OPOHX03KTa3axX

6. AnTHOakTepuasbHas Tepanus npu OPOHXOIKTazax

7. TaprerHas Tepaiins MyKOBHCIIHI03a



8. Pecnmpatopnas nonaepika

9. HyTpuTHBHAS TONEPKKA NALUEHTOB ¢ MYKOBHCIIHI030M

10. 3amectuTenbHas  Tepanms  NAHKPCATHYECKHMH — (EpPMEHTAMH  TAlMEHTOB ¢
TMaHKPEATHYCCKOH HEMOCTATOTHOCTHIO

11. Kunesurepanus npu 6poHx03KTazax

12. TIcuxonoruyeckast moAACPKKa MAlUeHTOB

13. Poss perucTpoB naumeHTOB B NOBBIIEHUH KAYECTBA OKA3aHMS METHITHECKOH TOMOLIH

JIEKTOPHI W MOJAEpPATOPBI:
Agpaecs C.H. - [lupekTop KIHHUKH MyIBMOHONOIME M peciuparoproii meauuuasl ®IAOY BO
Tlepsoro MI'MY um. .M. Ceuerosa, 3apenytommii Kaheapoi myITsMOHOIOTHH, PYKOBOTUTEE
kipapdeckoro  otaena ®I'BY HUM  nyabmononorun ®OMBA, riasapiii  BHEIITATHBIN
iynemononor M3 P@, n.m.u., mpodeccop, wien-koppecronaent PAH
Amenmna E.JI. - xmE. 3aBemyiomas JaGoparopuedt Mykosuenmioza, ®I'BY HUM
ITynasmononorun MMBA Poccuu, SKenepr KOMUTETA [0 JAarHocTuke LEBpomnelickoro obiecTpa
10 MyKOBHCLIMI03Y, . Mockga. eamelina@mail.ru
bopzosa H).B. — x.m.H. 3aB. mMukonornueckoit knmmuuxoit HUM memmmmackod mMuxonornm
C3rMY mm. HW.H. Meunnkosa, r. Cauxr-IlerepGypr onbir paborbl ¢ GOJBHBIMH
MyKoBuciu/1030M Oonee 10 ner, yuliva.borzova/@szemu.ru
Boponkora A.H). - KM.H., B.H.C. Hay9HO-KJIMHHIECKOT0 OTHAeja MyKoBhcumjuoza PI'BHY
«MeaMKO-TeHETHYECKUM HAydYHBIA IIEHTP», Bpay oTAeNeHua Mykosuciumpoza «Hayumo-
HCCIICNOBATENbCKUI KIMHMYECKMH MHCTHTYT JeTciBa MMHHCTEPCTBA 3/IpaBOOXpaHEHMSA
MockoBckoit o6macTiy, r. Mockra. voronkoval 1 1 @vandex.ru
Kekatite E.K. — K.M.H., HAYUHBII COTPYIHUK HAYYHO-KIHHHYECKOTO OTJENa MYKOBHCIIHA03a
®I'BHY «Meauko-reHeTHYeCKHi HAy4YHBIH IEHTP», Bpad OTACICHHsA Mykopuciuzosa I'BY3

MO «Hayuyro-uccienoBaTeNbCKUIT  KITHHAYESCKAH WHCTHTYT JeTcTBa MuHHCTEpeTBA
3apaBooxpaHeHus MockoBckoit obmacti», . Mocksa, elena_zhekayte@mail.tu
Konapatsesa E. WM. - amH., #$podeccop, 3aB. HAYYHO-KAHHHYECCKHM  OTACIOM

mykorucimno3a @I'BHY "MIHLY" , zagenyromas xadeapoi | eneTrky OonesHelt apixaTensHOH
cucreMbl MHCTUTYTA BRICIIETO U JOTIOJHUTENILHOTO NpodeccuoraisHoro obpasosanus ©IBHY
"MI'HIL", zamectutens aupeKropa no Hayke «HayuHoO-HCCIEOBATENBCKUN KIUHUUECKUAN
WHCTHTYT aAeTcTBa MunncTepersa 3apasooxpanenms Mockobekodt obmacTH» , IKCHmepT
KOMHTETA 110 JuarHoctuke Esponeiickoro ofwiectsa 1no MykoBucLunosy, r. Mockea.
elenafpk@mail.com

[Momuxapmora C.B. - x.m.H. 3aB. Oaxtepuonmorudeckod naboparopuedt I'Kb NelS um. O.M.
dunarosa

Jlamun A.B. — n.m.H., nouenT xadeapsl o0meH ¥ KIMHUYECKOH MUKPOOHOIOTHH, HMMYHOIOTHH
H aIIeprofioray, Bpad-dakTepronor mukpodbuomorndgeckoro otaena KIJI kimnuk CamI'MY, 1.
Camapa avlyamin@rambler.ru

Kongparenko Ompra BragmmupoBHa - K.M.H., AOUEHT Kadeapbl oOlied H KIMHHYECKOH
MHKpOOHONOruK, UMMYHOTOTHE W amtepromorad @I'BOY BO Camapckwii rocynapcTBEHHBIH
meaunuHcKAl yruBepcuter M3 P®, Bpau Gaktepuosnor Mukpobuonoruueckoro oraena KJI
Kmunak CamI’MY,

Maxcumergera T.H). - H.c. HAy9HO-KIMMHWYECKOTO OoTAena MykoBucnunosza @®ILHY «Memuko-
TeHETHIECKHHA HAy4YHBIH LEHTp», Bpad oTaenenus mykopucuugosa ['bY3 MO «MOKIL», 1.
Mocksa. t.v.leus@yandex.ru

IToneraepa Omera OnerosHa — KIuHAYeCKAH mcuxonor, WHCTATYT Octeonaruu Moxosa 1ipu
kahenpe ocreonatnn C3IIMY um. .M. Meunukosa,

IMonskos JI. 1. - K.M.H., 3aBeAYIOIKHA JETCKAM OTOPUHOJAPHHIOJOTHIECKUM OTAETCHUEM
BelylAid Haydseld corpynHuk @®I'BY Hammonansweiii MeaWIMHCKWA HCCIIENOBATEILCKHH
nentp ortopunonapuuronornd PMBA, Poccun, oueHT Kadeapel OTOPHHOIAPUHIOIOTHH
GOI10 OI'EOY BO PHUMY um. H.. [luporosa

[Iemmaesa O.H. - wcrmonauTensasii  ympekrtop bmaroreoputensnoro d¢oraa "Octposa”
olga.pylaeva@gmail.com

[llepman B.Jl. — K.M.H., B.H.C. HAYYHO-KIHHIYIECKOro OT/ena MyKopuciunoza @IBHY
«MeauKo-TeHe THIECKHH HayTHBIH TIEHTP», Bpad OTHeeHns Mykosucuuaosa [’ BY3 MO
«HayuHo-HUcCae10BaTENbCKUI KIIMHUYECKUH HHCTUTYT JEeTCTBRA MunucrepeTsa
31paBooxpasenus MockoBckoil obmact» T. Mocksa tovika@yandex ru




Bacuna E.B. - kunesutepameBT oTmenenms mykosucuunosza «Hayuno-uccrienoBatenbekuii
KIIHHAYCCKHE WHCTHTYT JeTcTBa MunucTepeTRa 3apaBooxpanenus MOoOCKOBCKOH 061acTu,
Mockogrckas obiacts, vasina 2000@mail.ru

Unkuna C.JO. — k.m.1., accuctent kadeapst myasmononoran, ®TAOY BO IMepsoro MTMYVY mm.
.M. Cegenonra.

Hypamaesa ['.C. — k.M.H., nouent xadenpsr mymsmononorun, ®T'AOY BO Tlepsoro MT'MY M.
HU.M. Ceuenona.

B mxose IpUMyT yyacTHE CIIEIHANMCThI, OKA3BIBAOUIME HOMOILL OOMLHBIM ¢ OPOHX0IKTA3aME
H MYKOBHCLUHZO030M (BpavW-TIeMaTPhl, TEpPameBTHl, IIyTBMOHOIOTH, TACTPO3HTEPOIOTH,
SHIOKPUHONOTH, TICHCTHMKH, JHETOJOIM, KIHHWYeCKne (apMakonord, MHKpoGHOIOTH,
(HU3OTEPANEBTH (KMHEIUTEPAMEBTHI), HAYUHBIE COTPYAHMKY U3 PETHMOHOR PO,

3aseka no yueOHOMY MEPONPHSTHIO - IIKOIIe MyKOBHCIIHI03a OyneT mpezctapnena B KoMuecuio
IO OIEHKE COOTBETCTBUS YYCOHBIX MEPONPHATHH ¥ MaTCpHaJIOB VIS HMO ycTaHOBICHHBIM
TpebopanuaM KoOpAHHAIMOHHOTO COBETA 10 PaA3BUTHUIO HEMPEPBHIBHOTO METHITHHCKOTO U
(hapMareRTHYECKOr 0 0OpazoBanust M3 PO,

Texuuuecxu#t opranmszatop- AHO JIIIO «MHCTHTYT HENPEepHIBHONO MEAMUUHCKOIO
obpazopanus» u OarorBopuTelbHBIN QoHA «OCTpOBaY»
Cnoncopekas noaaepxka: Canodu, ['erepuym, Conodapma, I'er, 2660t

Ilnan paGoTsi:

| nenn

Kondepenuus

KoncynsTupoBaHie NalueHToR 10 3apaHee COracoRaHHOMY Tpaduky

2 neHb

KoHcynsranyu ImauMeHTOR BCEMU CIELMAIICTAMY [10 3apaHee COrIIacOBaHHOMY Ipa(pUKy

lllkona pas  popwtencii M POJACTBEHHMKOB TIAIIMEHTOB C  MYKOBHCLIMIO30M TIIPH  TOMOIIM
6maroteoputensHoro honma «Octposay ([llamanosckas [O. a)

Bo BpeMsi KOHCYAbTAIME:

1. TMoanucanune HHOPOPMHPOBAHHOTO corjackd, ¢OOp JOKYMEHTOB (CHMCOK Oyuer
OTIpaBicH 3apaHee), 3a00p kpoeu Ha JIHK puarnoctuxy s nasenu, Ky/a BOIUIA F€HBI
[1L1J], mambonee wacTo BCTpedarommecss cpexu OombHBIX [II[J[, Ha A0OIHO KOTOPBIX
npuxomares 3% u 6onee caygaes (CCDC39 (4-9%), CCDC40 (3-4%), CCDCI03
(<4%), DNAHS (15-29%), DNAH11 (6-9%), DNAII (2-10%), SPAGI (<4%), ZMYND10
(<2-4%)). a TaKXxke TeHBl CcIenyiomux 3aboneBanuii: Mykopucuuuos (CFTR),
OPOHX0IKTA3HsL C IIOBBIICHHBIM CONICP’KAHIEM XIIOPHUIOB TIoTa HiH 0e3 nero (SCNN/A,
SCNNIB, SCNNIG), izomapoasnsii runepxaopruapos (CA412), Cunapom lllsaxmana-
Hasimonna (CIUI) (SBDS, DNAJC21, EFLI, SRP54). VccnenoBanue BKITOYAET aHaIn3
KOMUPYWIMX  MOCHeIoBaTeNbHOM M 0OnmacTell  OK30H-MHTPOHHBIX  COCAMHCHMMA
ykasanHeX TeHoB; mia reHa CFTR noGapneHpl IiyOOKO HMHTPOHHBIC YYACTKH C
OTIHCAHHBIMH TTATOTEHHBIMH BapHaHTaMH.

2. Ornpaeka opranusyercs 8 ®I'BHY «MI'HL]» GecniatHo, mecnenosanue OeCrnaTHO

3. Omnpenenenue OB, nporenerue mpobd

4. TIposeaenwe MOTOBOH MPOOHI

5. 3abop cockoba snuTenMs Hoca Jig dnexTpoHHo Mukpockonuu npu I npu
OpTaHHU3alKA Ha MECTE OCMOTPA JIOp BPauoM

6. Ilombop muerst u (EPMEHTOB IPU YCIOBHAW 3aTONHEHWA TALHEHTAMH TPEXIHEBHOIO

MEHIO C TIOMOIIBIO TIpoTpaMver DBM
7. KoHcylbTauus KUHE3UTEpaleBTa
8. KonHcynsranus IcHxonora

widntirtis



