EBponencKkmne Kpyrabie CTObl, NOCBALLEHHble Tepanun SIMEOX

«OnNbIT KAMHUYECKON MPaKTUKK
npumeHeHua Tepanmu SIMEOX Ha Kaxxaom
3Tane seAeHnA NAUUEHTOB C
MYKOBUCLMA030M»

B nepuoa ¢ 20 no 27 man cocToAaNnChb 3 OHNAMH-BCTPEYM B PpaMKax LMK/Ia eBPONENCKMX
KPYr/bIX CTO/IOB, B XO4E KOTOPbIX 3KCMEPTbl 8 YHNBEPCUTETOB MU UCCNEL0BATENbCKMX
LEeHTPOB /Ie4YeHMA MyKOBMCLIMA03a U3 5 CTpaH NOAeNUANCE KAMHUYECKMM OMbITOM
npumeHeHna Tepanum SIMEOX y nauMeHTOB C MyKOBUCLMA030M.

YYaCTHUKMU:

Dr Rebecca Hamidfar, Dr Boubou Camara — ®paHuus

Dr Philipp Utz, Barbara Rawer physiotherapist — FfepmaHna

Dr Dorit Fabricius, Dr Hanna Schmidt — FrepmaHua

Dr Jorg Grosse-Onnebrink, Christina Kramer physiotherapist - FepmaHua
Dr Justyna Milczewska, Natalia Jeneralska physiotherapist - MosbLwa

Dr Karolina Gwozdziewicz, Katarzyna Warzeszak physiotherapist - Moablua
Dr Tereza Dousova, Anna Chmelafova physiotherapist - Yexus

Dr Raj Jayaraj, Claire Lord physiotherapist - BennkobputaHus

MoaroToBKa Npe3eHTauMu Kencos n 0beyxaeHns:

Dr Justyna MILCZEWSKA, MD, PhD, Ph.D.

Simeox

KnnHunyeckaa tetpagb Ne4







BBepeHue

BpoHxoneroyHan 601e3Hb y HOMbHBIX MyKOBUCLIMA030M Pa3BMBAETCS C NMEPBbIX MECALIEB KMN3HW. 3aeprKKa rycToro
CeKpeTa B AplXaTeNbHbIX MyTAX MPUBOAMUT K MOABAEHMIO CAM3UCTLIX MPODOK, 3aparKeHMI0 AblXxaTeNbHbIX NyTe
naToreHHbIMM HaKTEPUAMM, YTO MPUBOAMNT K BPOHXOIKTAaTMUECKOM HONE3HN U Pa3PYLIEHNIO NapeHXUMbl ErKKX.
BpoHXManbHbI ApeHax C Mcnoab3oBaHMem annapaTta SIMEOX coyeTaeT B cebe pasinuHble MexaHWM3Mbl AeNCTBHS,
HanpaBAEHHbIE Ha PEHMPOBaAHME CeKpeTa AbIXaTesbHbIX MyTei, KOTOPbIA 0COBEHHO TPYAHO BbIBOAMTCA Y BONbHbIX
MYKOBMCLIMA030M. DTN MEXaHM3Mbl BK/IIOYAIOT MOBUIN3ALMIO, PA3KMKEHME M 3BaKyaLMIO CeKpeTa.

ITO MOKeT cnocobCTBOBaThL 3aMe/IEHNIO AN AaXKe OCTaHOBKE NPOrpeccrpoBaHmns BPOHX01ero4Horo
3a60/1€BaHMA, YTO NPUBOANT K TAKMM KAMHUYECKMM 3O dEKTAM, KaK YMEHbLIEHNE MHTEHCUBHOCTM KaLlaa 1
KO/IMYECTBa MOKPOTbI, YMEHbLLIEHWE YacTOTbl 0O0CTPEHNI, CTabUAN3aLMa UAK yaydweHne GyHKUMOHAAbHbIX NPob 1
BM3YaNM3MPYIOLLMX UCCNEA0BAHWIA, U, B KOHEYHOM UTOTE, YYYlleHNe KauecTBa K13HM NauMeHToB.

Taknum obpasom, addeKkTMBHan pUsnoTepanmns rpyaHon KAeTkn Heobxoamma Kak Ans nedeHmna o6oCTpeHui
HpOoHX0NEroYHbIX 3a601eBaHMI, Tak U AN AANTENBHOTO BeAeHMSA NaLMeHTOB C MyKOBMCLM/A030M B AOMALLHMUX
YCIIOBUSAX.






MNepsoe 3acegaHne 20.05.2021

YcuneHme BHYTPUBEHHOM
aHTMbunoTmkoTepanum ceancamum SIMEOX
BO BpeMs BPOHXONErO4YHOro nNe4eHus.

KanHndeckaa nonb3a 4aa naumeHTa.

YYacCTHUKMU:

Dr Philipp Utz aeTtckuii nynbmononor 1 Barbara Rawer ousmnotepanesT
YHuBepcuTeTckas 6o/bHMLAa THoOUHTeHa, LieHTp eyeHnsa MmykoBMCLMA03a B FepmaHmm

Dr Raj Jayaraj koHcynbTaHT no getckoit nyabmoHonorun u Claire Lord ¢pusmnotepanesT

LleHTp myKkoBMCLMA03a Npu YHUBEpCUTETCKOW BonbHMLe dxelimca Kyka B8 Muancbpo,
BennkobputaHma

Dr Karolina GwozZdziewicz v Katarzyna Warzeszak ¢vsnotepanest
NHcTUTYT TY6epKrynesa n 6onesHei nerkmx 8 Pabre-3apye, Monbwa






[okTop Philipp Utz, Barbara Rawer ¢usnotepanesT

Loktop Philipp Utz npeacrtasun caydait 14-neTHeit AEBOYKM C MyKOBUCUMA030M (reHoTmn F508del/N1303K),
XPOHWYECKON MHbEeKUMen abixaTeNbHbIX MyTel, BbiaBaHHOM Staphylococcus aureus u Escherichia coli, cteatozom
neveHn. COCTOAHME NWUTAHMA NauMeHTa npuemnemoe. MNonyyaeT CTaHOaPTHOE XPOHMYECKOoe eyeHMe OCHOBHOro
3ab0n1eBaHMA (rMnepToHMYecKmne conesble MHranauumn, lopHasa anbda, dGuUsnoTepanmsa abixaTeNbHbIX NyTen, Nnpuem
bepMeHTOB NoaKeNya04HOM Kenesbl).

ObocTpeHna BpoHxoNero4YHom 601e3HM BO3HUKAIOT y BObHOrO NPMMeEpPHO 3 pasa B rog,

B TecToBbIX GYHKLMAX AblXaTeNbHbIX NyTel HabAOAATCA CUMMNTOMbI IEFTOYHOW TMNepUHGAALMM (NO
bogunnetmamorpadum RV 193% oT NporHo3Mpyemoro 3HayeHus) U NCeBA0PECTPUKLMUI. MPU BU3yann3npy oL mMX
McCNeoBaHUAX BbIABAAIOTCA NPM3HAKM 3aMNyLEHHOTro BPOHX0NEro4YHOro 3aboneBaHmaA (YNNOTHEHUA NErOYHOM
napeHX1MMbl, BO3AYyLWHble NOBYLWKM, yTONLLEHWNE BPOHXMANBHOM CTEHKM). TaluMeHTKa Havana Nepuoamnyeckyto
bun3noTepanumto rpyaHoOM KAETKM ¢ Mcnosb3oBaHmem annapaTa SIMEOX B okTsbpe 2019 roaa, a Bnepsble SIMEOX
6bIN MCNONB30BAH OAHOBPEMEHHO C BHYTPMBEHHOM aHTMBUOTUKOTEpPanueit (LeTtodakcum + TobpamuumH
BHYTPUBEHHO) B Aekabpe 2019 roaa.
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Puc. 1. IameHeHue npoyeHmMHo20 3Ha4YeHUA npoeHo3upyemo2o 3HadyeHus FEV1 3a 5 nem y 14-nemHeli nayueHmMku, npedcmassneHHoe
HemeyKkol KomaHOoU.

[0 Hayana aTol KombUHMpPOBaHHOM Tepanun FEV1 coctasnan 54% oT nporHo3npyemoro 3HadeHus, RV coctasnan
193% oT nporHo3npyemoro 3Ha4YeHns, a RV%TLC coctasnsan 194% oT nporHo3mpyemoro 3HadyeHusa. PrsmoTtepanmio ¢
nmcnosb3oBaHMem annapata SIMEOX nposoaunn 3 pasa B eHb BO BPEMSA BHYTPUBEHHOM aHTMBMOTMKOTEpPanuu. Ha
8- fleHb nevyeHma HabAAaN0Ck 3HAYMTENbHOE yAydlleHne (yBenmdeHme FEV1 1o 71% OT NporHo3npyemoro
3HayeHuA u cHkeHne RV 0o 169% n RV%TLC a0 154% OT NPOrHO3MpPYyemMoro 3HayeHusa).

Mocne BbINUCKM M3 CTalMoHapa 601bHOM NpoAoKan GU3NoTepanmio rpyAHOM KNeTKM annapaTtomM Simeox B
[OMaLLHKNX YCNOBKAX (OH Bbln apeHaoBaH B 60AbHULE), @ Npy ambynaTopHOM nocelleHnn Yepes 6 Heaenb
OTMeYeHO Zla/lbHelllee CHUXKeHWe NoKasaTenei NnapeHXnmMaTo3HON rmnepuHONALMK (BO3AYLIHON NOBYLLKM),
Habtoaanca RV 141%, RV%TLC 141% oT NporHo3Mpyemoro 3Ha4eHums.



KpaTKkoe nsnoxeHune npeacTaB/ieHHOro Aena:

@ [2Xe B 3anoxy 3bdeKTMBHOro neveHns 6enkoBbiMn Moayaatopamu CFTR MHTEHCUBHOE NedeHune
HPOHX0NEroYHbIX 3a601eBaHMIN OCTAeTCA HEOOXOAMMOCTBIO AR rPYNnbl M36PaAHHbLIX NALMEHTOB C
MYKOBMCLIMA030M

® npu myKoBMCUMA03€e HOAbLIOE 3HaYeHME B 1edeHnn 06ocTpeHns BpoHXoNeroyHorn 6onesHn MMeeT codeTaHmne
MHTEHCMBHOM GU3MOTEPANUM TPYAHOM KNETKM U BHYTPUBEHHOM aHTMOMOTUKOTEPANNY

@ 414 COKpalleHMA CPOKOB rocnmMTanmsaulnm XOpOLLIl/lI;I Qd)d)eKT OOCTUraeTCa Npn ABYX3TaNnHOM JIeHeHUN!

1-7 3Tan: coyeTaHMe BHYTPUBEHHOW aHTMOMOTUKOTEPANUM N MHTEHCMBHOW GMU3NOTEPANNM C MTPUMEHEHNEM
Simeox B npoliecce rocnuTannsaumm (B 3TOT 3Tan TakkKe BXoAUT obydeHune Hanbonee apdekTnBHOM paboTe C
annapaTom)

2-i 3Tan: NPoAO/IKEHWNE BHYTPUBEHHOM aHTMOMOTMKOTEPANMM B OMALIHMX YCNOBUAX B COYETAHUN C
NpPOAOMIKEHNEM UHTEHCMBHOTO APEHNPOBAHMA AblXaTeNbHbIX NyTel (Simeox).

APeHaXKHble YCTPOMCTBA, TaKMe KaK Simeox, MrpatoT BaXKHYH pPO/b B NOAAEPKKE BHYTPUBEHHOM
aHTUOMOTUKOTEPANMMK
ONS NOKYMEHTUPOBAHMA 3GPEKTUBHOCTM IEYEHUSA MOKHO PAaCCMOTPETb BOANMNAETUIMOrPadUIO U
TECTMPOBaHME BbIMbIBaHWA a30Ta MPU MHOMECTBEHHOM AbixaHM(N2MBW)

@ OYeHb BaXKHO NOAAEPKNBATL CBA3b C PM3MOTEPaNeBTOM, BEAYLM NaUMeHTa B JOMALIHWNX YCAOBUAX, A4
COBMECTHOTO BblbOpa HanayyLWMX BapUaHTOB NeyeHuA

Bnocneacteum Barbara Radwer, M3BECTHbIN M yBaXKaeMblli pecnmMpaTopHbIi dusnotTepanesT [epmaHnn, 0OTMETUA],
yTo Braroaapsa dmsnoTepanmm rpyaHON KNETKM C UCNOIb30BaHNEM SIMeoxX KOMMYEeCTBO MOKPOTbI, 9BaKyMpyemon 13
Hambonee ANCTaNbHbIX OTAEN0B NIETKMX, YBENUUYNIOCH, B TO BPEMA KaK HEKOTOPbIE U3 paHee HeaKTUBHbIX Y4acTKOB
Nerkmx bbian npuBiedYeHsl K paboTe 1 y4acTBytOT B ra3oobmeHe.

[o Havyana nedyeHua Simeox OblM NPOBEAEHbI HEKOTOPbIE HAabAOAEHMA OTHOCUTE/IbHO XapaKTepa AblXxaHus
naumeHTa. [laxke B Nokoe HabatoJanack MHTEHCUBHAA AeATEbHOCTb A0MONHUTENbHbIX AbIXaTeMbHbIX MbILLLL,
MYCKY/1aTypbl KHOUULL U BEPXHUX pebep, CHUNKEHME NOABUKHOCTU HUKHUX OTAEN0B rPYAHON KNETKN.

CeaHcbl d13noTepanmm 60AbHOTO HA4YMHAOT C BBEAEHWNA MHIANALMOHHOIO canbbyTamona U rmnepToOHNYECKmnxX
CONEBbIX MHFANALMIA. [oc/e 3TOro BbINOAHAOTCA YParKHEHWSA Ha PACTANXKKY, a 3aTeM - APeHnpoBaHne BPOHXOB C
nomolbto Simeox (06bI4HO 3 uMKaa no 10 BAOXOB, MOLWHOCTb annapata 50%), B NONOKEHUN cuas, YTOObI
amadparma n rpyaHas Knetka bbiim onTMManbHO PacnoioKeHbl, U APEeHaK. CBA3aHO C HAMMEHbLLMMM
BO3MOXXHbIMM YCUIUAMM.

B Hauyane neyeHmns naumeHT coobLMN O MEHbLIEM YCUAUM NPU AbIXaHMM M O BO3MOMKHOCTU AblliaTh bonee rnybokKo.
Bo Bpems nepBbIx HECKObKMX ceaHcoB CMMEOKCa NaLMeHT OTXapKneaa 60/1blloe KOAMYecTBO OPOHXMaIbHOMO
CeKkpeTa, KOTOPbIM COXPaHACA B TeYeHWe ANNTEIbHOrO BpemMeHn. Ha nocneaytolmx ceaHcax Koam4yecTso
OTXapPKMBAEMOWN MOKPOTbI 3HAYMTEIbHO YMEHbLLIAN0Ch. Toraa 6bl10 NPUHATO peLleHne 0 BBeAEHUM APYrix
APEHaXKHbIX NO3ULMI (Nexka Ha 06omx BoKax), UTo NPUBENO K MOBUAN3ALMM CEKPETa U3 APYTUX OTAE0B IETKMX.
MauMeHT TaKXe MCNoNb30Baa MYHALWTYK Simeox A1A ayTOreHHOro ApeHarka, YTo TaKKe 3HAYUTEIbHO YYYLLMAO ero
KayecTBo.

B HacToslee Bpems naumeHTKa nosydaet moaynstopbl 6enka CFTR, 1 B ee AblxaTebHbIX NMyTAX COXPaHAeTcs
MEeHbLLEe CeKpeTa; 04HAKO PO/ib BPOHXMANbHOMO ApeHarka OCTaeTCs OYeHb 3HAYMTEIbHOM, MOCKO/IbKY CEKPET
NPUCYTCTBYET NPEUMYLLECTBEHHO B CaMbIX MEIKMX ANCTaIbHbIX OPOHXaX.

dursnoTepanus c UCNoAb30BaHWeM annapaTa Simeox o4eHb addeKTUBHA, 0COBEHHO B Nepubdepnyecknx oTaenax
nerkux. JanHblii Bua, dunsmotepanumn pekomeHayetcs 601bHbIM MyKOBUCLMA030M, NOAYYAOLLMM STUOTPOMHYIO
Tepanuio.



KpaTkoe coaepaHue

@ Simeox cnocobcTByeT MOBUAM3ALIMM BPOHXMANLHOTO CeKpeTa, 0COBEHHO B NEPBbIM NEpPUO, ero NPUMEHeHNA.
@ Simeox No3BONAET M3MEHWUTL XapaKTep AbixaHWa Ha Bonee ryboKuii, Tem cambiM 06/1eryas apIxaHue.,

@ Simeox yMmeHblUaeT TMnepuHGA[LMIO NETOYHON NAaPEHXMMbI.

PekomeHaaumm

® Tepanuio Simeox cneayeT paccmMaTpMBaTh Npu 060CTpeHMr BPOHX0NEro4YHOro 3aboneBaHMa B COMeTaHUM C
BHYTPVBEHHOW Tepanuneit aHTMOMOTUKAMM.

Tepanua Simeox He A0/IKHA 3aMeHATb ApYrne KOMMOHEHTbI GU3noTepanmn rpyaHoN KNeTkn.
Bcerga cnenyet yuMTblBaTh MHAMBKUAYAbHbIE MPEANOUYTEHNA NALUMEHTA.

@ VYmeHblieHne runepuHGAALUN NETKUX JOMKHO ObiTb JOKYMEHTUPOBAHO C MOMOLLLIO BoaunaeTnsmorpadum u
N2MBW (4yBCTBUTENLHOCTb CMMPOMETPUN MOSKET OKa3aTbCsA CANLLIKOM HU3KOM, YTODbI A0Ka3aTb ahdEKT OT
MCNO/Ib30BaHMA YCTPOUCTBA).

[oktop Raj Jayaraj u Claire Lord, $punsmnotepanesT

[okTtop Raj Jayaraj u Claire Lord npeactaBuaM ABa KAMHUYECKMX Caydan. B nepBom ciaydae pedb MAeT O naumeHTte
MYXCKoro nona, 17 net, ¢ mykosucumaosom (reHotun F508del/F508del), amarHos ycrtaHoBneH cpasy nocie
POXAEHMA - HA 2-11 AEeHb KU3HW NauMeHTy bblna NpoBeAgHa onepauma no NoBoAy MeKOHWEBOW HEMPOXOAMMOCTMH.
MaumMeHT CcTpadaeT XPOHMYECKOM WHeKUMeln aAbixaTesbHbiX MyTen, Bbi3BaHHOW Staphylococcus aureus u
Pseudomonas aeruginosa, a Takxe KosioHm3aumen Mycobacterium abscessus. Y Hero amarHOCTMpoBaH Auaber
CFRD, »n u13-3a KpalHe HeaoCTaTOMHOro MPMPOCTa MacCbl Tesa ero Kopmat 4depes 3oHA 3. B cBA3M c
HEOBXOAMMOCTbIO PEerynApHOM NIaHOBOM BHYTPUBEHHOW Tepanun aHTUMOMOTUKAMM Kaxable 3 mecsaua emy
ycTaHoBuam PortaCath. lMaumeHT — cTaplweKNacCHUK; OAHAKO M3-3a MJI0XOr0 COCTOAHMA 340pOBbA OH YacTo
OTCYTCTBYET, YTO ABNAETCA ANA HEr0 MCTOYHMKOM Pa3oyapoBaHmMA. Ero coumanbHO-3KOHOMUYECKMIA CTaTyC HU3OK MO
CPaBHEHUIO C OPUTAHCKMMMK CcTaHAapTamu. Bo Bpems rocnuTanmMsalmM ero oveHb pPeZlKo HaBellaeT Cembs.
MpeacTaBieH CNMCOK PerynapHbIX N1EKAPCTB, MPUHMMAEMbIX NaLMEHTOM:

@ uBakadpTOp/NymakadTop (BKIOUEH 40 perncTpaumm B @ bGeknoMeTas’oH MHranaumm
BeankobpuTaHum), HeJaBHO 3ameHeH Ha nsakadTop/

TesakadTop/anekcakapTop @® MomeTasoH HasabHbIN crpeit
OOKCULUMKINH ® VHCyAnH
TOHPAMMLUMH, KOIMCTUH BABIXAIOTCA B YepeayoLmnxcs @ Ypcoae30KCMxoneBad KMCNoTa
UMKAaxX
@® Owmenpason

[opHa3za anbda MHranaumm

BMTAMMUHbI
7% NaCl nHranaumm

NaHKpeaTuH

CanbbyTamon nHranaumm



dusnoTepanma NauneHTa nepes BKAOYeHNEM Simeox:

@ YCTPOCTBO KOoNeboLLerocs NoNOKMTENbLHOTO AaBneHMA Bblaoxa (O-PEP)
@ TEeXHMKA aKTUBHOTO LIMKAA AbIXaHWUSA, TEXHMKA YCUIEHHOIO BblAOXa

@ 1NOCTypa/bHbIM APEHaXK, MaHya/ibHble TEXHUKM

@® ou3MyecKkan aKTMBHOCTb (HAaCKO/IbKO 3TO BO3MOXKHO)

@ HenHBa3MBHaA BEHTUAALMA NETKUX B perkmmax biPAP

B cBA3M C WHOUUMPOBAHMEM AblXaTeNbHbIX MyTeN MNOAMPE3NCTEHTHBIMKU BO3DYAUTENAMU U 3HAUYMTENbHBIM
nednumtom Beca 60nbHOM OblN AMCKBANMOUUMPOBAH OT TPaHCMAAHTAUMM nerkux. B nocnegHwin nepwog, Ao
BK/tOYEHMA Simeox emMy TpebOBanoCb BHYTPMBEHHOE BBEAEHWE aHTMOMOTMKOB 4valle, Yem pas B 3 mecaua, Bec
CHWM3MACA, CNOCOBHOCTb K GPU3MYECKON aKTMBHOCTW MPOAO/XKANA YXYALWATbCA, OH OTXapKMBaa OYeHb 3HAYMUTEIbHOe
KO/ZIMYECTBO MyCTOM THOMHOM MOKPOTbI, YTO MPOBOLMPOBano pBoTy, FEV1 coctasnan okono 30% oT NporHo3mpyemoro
3HayeHuAa, FVC - 48% oT nporHosmpyemoro 3HaydeHua, MEF25-75 - 10% oOT nporHo3mpyemoro 3HayeHus, a
boaunneTMamorpadua nokasana sHauMTENbHbIE MPU3HAKM TEFOYHOM TMNEPUHGAALMN,

BonbHOM nnoxo coTpyaHWyan c duamoTepanuelt, MHoraa msberan ee u NoOAaBAAN Kalesb, TaK Kak OAHaXAb
HayaBWMIACA OH ODObIYHO ANMACA OYEHb AOAT0 M CUAbHO M3MaTbiBaa, MPOBOUMPYs PBOTY. BOo Bpemsa odHOro w3
BHYTPUBEHHbIX KYPCOB aHTUOMOTMKOTEPANUM Hbi10 0OHAPYKEHO, YTO M3-32 YCUNEHUA CUMMNTOMOB TMNePUHOAALMN
NIETKMX  MCMNONb30BaHME JAPEHaXKHbIX YCTPOMCTB C MONOXKWUTENbHbIM [aBAeHMEeM Ha BblAOXe MNaUMEHTYy He
peKoMeHA0BaHO. B TO Bpemsa OblNO MPUHATO PeLleHWe BKAUYUTb GM3MOTEpPanuto C MCMosib3oBaHMeM Simeox B
KavecTBe NoAAEePKKN BHYTPUBEHHOM aHTUOMOTMKOTEPANUN.

MaumeHT 6bln 0by4YeH WMCMNOSb3OBAHMIO YCTPOMCTBA M OXOTHO Hayan MM MOAb30BaTbCcA. [pW APEHUMPOBAHMM B
NONOXKEHUN cnaa NpumeHanm 25-50% mowHocTK annapaTa, 6-10 AbixaTeNbHbIX LMKAOB 32 CEPUI0 B 3aBUCUMOCTH OT
COCTOAHMA 60ONbHOTO, 2 pasa B AeHb. MNauMeHT cooblma, YTo YyBCTBOBAN AMCKOMPOPT M3-3a 3aCacbiBaHUA A3blKa B
MYHZALWTYK, 4TO BbISIO PELIEHO NyTeM COOTBETCTBYIOWEN afanTauMm MyHALWTYKA.

Mocne BbINUCKM M3 BONbHULBI HONBHOM OXOTHO MPUMEHSAN SIMeox B AOMALWHMX YCAOBUAX. [NaBHbIM NPEUMYLLECTBOM
3TOro YCTPOMCTBA, MO €ro MHeHWto, BblN0 TO, YTO OHO MO3BOANO eMy OTKal/AMBaTb MOKPOTY, a ApPeHMpoBaHue
0Ka3anocb A1 Hero ropasao MeHee yTOMUTE/IbHbIM MO CPAaBHEHMIO C 0ObIYHBbIMKU MeToAaMK GU3NOTepPanUM rpyaHON
KneTku. bonee Toro, oH YyBcTBOBas ceba bonee KOMPOPTHO, a PM3MOTEPANMA C MCNONB30BAHMEM SiIMeox 3aHUMana y
HEero mMeHblle BpPeMeHM, Yem paHblie. 33 6 Hedenb MCNoab3oBaHMA ycTpoicTea FEV1 ysenmnumncsa ¢ 30% 0o 39%
nporHosmpyemoro 3HaveHuna, FVC yseanymnca ¢ 48% 0o 59% nporHosmpyemoro 3HadeHma, a MEF25-75 ysenndmnca c
10% no 18% nporHo3npyemoro 3HayeHua (noyTu B ABa pasa).

Mo cnoBam du3MoTepanesBTa, MaUMEHT CMOTM Ayylle KOHTPOAMPOBaTb OPOHXMANbHbLIA ApeHax, Yyem A0 paboTbl C
Simeox, ctan ropa3go 6onee ueneycTpeMAeHHbIM U CMOT CAMOCTOATENIbHO NPOBOAWTL GU3MOTEPANMIO B AOMALLHMX
ycnosuax. Y Hero 6onblie He 6bI10 PBOTbI THOMHBIM CEKPETOM M3 [bIXaTe/bHbIX MyTelr, a NpoLecc oTXapKMBaHMA
MOKPOTbI CTa/l 3HAYUTENBHO Nerye.

Tabn 1. BeibpaHHble napamempsbi cnupomempuu y 17-nemHe2o nayueHma, npedcmassaeHHbsle bpumarckol kKomaHool o u nocae Ha4yana

mepanuu Simeox.
1.21 223 4 0.46 1

30% : 8% . 0%
1.47 37% 2.63 57% 0.47 10%
1.5]1 38% 2.6l 57% 0.61 14%
1.54 39% 2.66 58% 0.71 16%
1.56 39% 2.68 59% 0.81 18%
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Puc. 2. BoibpaHHsle napamempel cnupomempuu y 17-nemue2o nayueHma, npedcmasneHHsie 6pumaHckol komaHdod, do u nocne Ha4yana
mepanuu Simeox

Btopoit cnyyait 6bin y 16-neTHelt AEBOYKM C MyKoBMCUMA030M (reHoTmun F508del/F508del). Y Hee 6bina
[MarHOCTMPOBAHa 3K30KPUHHAA HeZ0CTaTOYHOCTb MNOAMKENYA0UYHOM KeNesbl, XPOHUYECKan MHOEKLUMS AblXaTeNbHbIX
nyTen, Bbi3BaHHaa Pseudomonas aeruginosa, U anabet CFRD (o4eHb NA0OXO KOHTPOAMpYyeMblin). [leBoyKka XoaAMT B
WKO/Y, OHa M3 CEMbM C O4€Hb HU3KMM COLMANBbHO-IKOHOMMYECKMM CTaTyCOM, MPAKTUYECKM He credyeT HUKaKMM
PEKOMEHAAUMAM U ABAAETCA TUMMYHBIM BYHTYIOWMM NOAPOCTKOM. Ha npueme y Bpaya oHa 3asaBAsAeT, YTO caeayeT
BCEM PEKOMEHAUMAM Bpaya; OZHAKO, OCHOBbIBAsACh Ha PE3y/ibTaTax ee aHa/M308, MeanUMHCKas bpuraaa cumTaer,
YTO OHa BbIMOJHAET WX O4YeHb HeperyasapHo. [peacTaBreH CMUCOK PEerynapHbIX J1eKapcTB, MPUHUMAEMbIX
nauneHTKon:

nmBakadTop/TesakadTop/snekcadakTop @® MomeTasoH Hasa/lbHbIN crnpei

GNyKAOKCAUMANNH @ VHCYAMHOTEPANWS C UCMO/b30BaHMEM
WHAMBWUIYaIbHOW MOMMbI

@ ypcoae3oKcMxonesas KMcaoTa
[opHa3za anbda MHranaumm

@® BYTaMUHbI

7% NaCl nHranauymm

@ naHKpeaTuH

o
[
® KONUCTUH MHranaumm
o
o
[

CanbbyTamon MHranaumm

¢’l/I3I/IOTepaI'Il/IH MnauneHTa nepen ncnosibaoBaHMeEM Simeox

@® YCTpONCTBO KOMEDHAIOLLErOCA MONOKMUTENBHOTO
nasnenus sbiaoxa (O-PEP) @ 10CTypanbHbIA APEHaK, MaHyalbHble TEXHUKM

@ TexHMKa aKTMBHOTO LMKAA AbIXaHWA, TEXHMKA @ Odusmnyeckan akTMBHOCTL (6er, TMMHacTVKa)
YCUMNEHHOTO BblJ0Xa



Tabn 2. BoibpaHHble napamempsl cnupoMempuu y 16-nemHel nayueHmsu, npedcmaesseHHsle 6pumaHckoli KomaHool 0o u nocsae Hayana

IVAB’S at home with Simeox

mepanuu Simeox

FEVI1

FVvC FEF25-75%

Havano 1.4 1.66 1.36
152 1.81 158
1.65 1.87 1.81

FEV1

— FVC

FEF25-75%

Puc. 3. BbibpaHHble napamempbl cnupomempuu y 16-nemHell nayueHmku, npedcmasneHHblie 6pumaHcKkol KoMaHAol 0o U nocae Ha4yana
mepanuu Simeox

MonydyeHHble pe3ynbTaTbl CpaBHMBanAW C 6onee paHHel rocnutanusaument (B/B  aHTMOMOTMKOTEpanua +
0bLIeNPUHATbIE METOAbI hU3MOTEPanUM AbiXxaTeNbHbIX NyTen), koraa FEV1 ysenanunnca ¢ 1,56 4o 1,71 n, FVC-¢ 1,85
no 2,07 n, MEF25-75 - ¢ 1,56 go 1,62 n. B 4yacTHOCTM, BReYaTAsOWMM Obifo yaydweHne MEF25-75 (napameTp,
NOATBEPXAAOWMIA NPOXOAMMOCTb MeNbYalliMX BOPOHXOB) TO/MbKO MOCAe MNOAAEPHKMBAOWENA BHYTPUBEHHOM
aHTMBMOTUKOTEPaNMM Simeox.

Tabn 3. VameHeHue 8bI6pAHHbIX NAPAMEMPOB CNUPOMEMPUU NOC/e 8HYMpUBeHHOU aHmubuomukomepanuu 8 coyemaruu ¢ mepanueli
Simeox 8 domawHux ycaosusx y 16-nemueli nauyueHmku, npedcmasneHHol bpumaHckol KomaHOoU

IVAB’S at home with Simeox

FEVI1 FVvC FEF25-75%

Havano 1.4 1.66 1.36

CepeamHa 152 1.81 158

KoHel, 1.65 1.87 1.81




Tabn 4. NameHeHue 8bI6PAHHbLIX NAPAMEMPOS CNUPOMEMPUU NOC/E KOMBUHUPOBAHHOU 8HYyMpPUBEeHHOU aHmMubuomuKkomepanuu, Npogodumoll 8

6os1bHUE, 8 cOYeMaHUU ¢ mMpaduyuoHHol gusuomepanueli ObixamensHbix nymed, y nayueHmku 16 nem, npedcmasneHHold 6pumarckol

IVAB'S in Hospital with other ACT

KomaHOoU

FEVI1 FEF25-75%
1.56 1.85 1.56

CepeguHa 1.69 2.08 1.59

Hauvano

KoHey, 1.71 2.07 1.62

MaumeHTKa coobuimna, 4to GM3MoTEePanna C MCNOAb30BaHMEM SiImeox B ee c/ydae OKasanacb bonee addeKTMBHONM
M NIETKOWN MO CPaBHEHMIO C TPAAMUMOHHOM dU3noTepanmen AbixaTenbHbix NyTen. MaunveHTKa bblaa oveHb pada, YTo
BHYTPUBEHHAs aHTMOUOTUKOTEPANUA N MHTEHCMBHAA GU3MOTEPaANUA rPYAHOM KNETKM MOTYT NPOBOAMTLCA AoMa. Mo
MHEHWo dusmMoTepanesTa, BHeApPEHWE HOBOrO MeToJa APEHWMPOBAHWMA, MNPUMHATOrO MAUMEHTOM, YAYYLIMIO
COTPYAHMYECTBO B NaaHe cobntopeHna pekomeHaaumnin. Cekpeuma n3 apixaTe/lbHbIX NMyTen 3BaKyMpoBanach ayudlle.
Yay4yweHne nokasatena cnupometrpum MEF25-75 ABnAaetca odeHb NONOKUTENbHbIM ABAeHMeM. B pestome aByx
KAMHWMYECKMX C/ly4aeB OblNO yKa3aHO, YTO KAOYEBbIE MPEMMYLLECTBA MCMOAb30BaHMA Simeox ANs MnoAdepKKu
BHYTPUBEHHON aHTUOWOTUKOTEPANWUM BKAKOYAIOT: YAydlleHWe MokasaTens cnupometpum MEF25-75, nerkyto
9BaKyaUMIO CeKkpeTa M3 abixaTesbHblX MNyTen (0cobeHHO MenKkux BGPOHXOB), OTCYTCTBME pUCKa 6apoTpaBmbl/
TMNepUHOAALMM NETKMX M BO3MOXKHOCTb MCMO/Ib30BaHWA annapaTta Kak B YC0BUAX CTaLMOHapa, Tak U B AOMALLHWX
YC/IOBUAX.

NokTtop Karolina Gwozdziewicz n Katarzyna Warzeszak, maructp Hayk

HokTop Karolina Gwozdziewicz n Katarzyna Warzeszak, maructp Hayk. npeactaBuam cayvai mansumka 17 net c
MYKOBUCLMA030M, reHoTun F508del/F508del, anarHo3 KOTOpOro yctaHoB/IEH Ha 1-M roly KMU3HU, C SK3OKPUHHOM
HEeJ0CTaTOYHOCTLIO MOAMKENYA0HHOW Kenesbl, runotpoduein (MMT 16,56 Kr/M2, nuTaHue SHTepaibHO Yepes 30H ],
M3) n ymepeHHOW Nporpeccupytolas bpoHxonerodyHas 6onesHb. C noHa 2019 naumeHT HaxoAMTCA Mo,
HabntogeHnem NHcTUTyTa TyBepkrynesa n bonesHel nerknx B Pabre-3apye (Mosblia) B CBA3K C NPOrpeccnpoBaHnem
3aboneBaHuna - obocTpeHnem HPOHX01eroYHON 6ONE3HN, TPEDYIOWMM FrOCIUTANN3ALUN N BHYTPUBEHHOM
aHTMBMOTUKOTEPANMM B CpeaHeM ABa pasa B rod. Kpome Toro, y nauyeHTa AMarHoCTMPOBaH caxapHbln anabet CFRD,
MOJIMMO3 OKOJIOHOCOBBIX Ma3yx M HOCa (COCTOSHME NMoc/e SHAOCKOMMM OKOMIOHOCOBbIX Nasyx B 2015 roay), cCMHAPOM
Acneprepa, TPeBOXKHble 1 06CECCMBHO-KOMMY/IbCUBHbIE PACCTPOMCTBA. 1PN PEHTreHO0MMYECKOM 1CCe0BaHNM
OPraHoB rPy/HOM KNETKM OTMeYatoTcA 0bLime BpOHX03KTa3bl, YTO/ULEHNE CTEHOK BPOHX0B, HebOobLIME
nepmnbpoHXManbHble YNIOTHEHUA, TMNEPUHPAALMA NErOYHbIX Noaen. YTo KacaeTca AblXaTe lbHbiX NyTel, To
AMNArHOCTUPOBAHa XPOHMUYECKan MHPEKLMA 30/10TUCTbIM CTadUIOKOKKOM. 3aparkeHue AbiXxaTe ibHbIX nyTemn
Pseudomonas aeruginosa Bnepsble nponsoLwno 8 mae 2020 roga v Ha TOT MOMEHT Obl10 3GPEKTUBHO
NIMKBMAMPOBAHO. Kpome TOoro, naumeHT cTpazan oT Nepnoamyecknx MHOGEKLUMN, Bbi3BaHHbIX
Stenotropomonasmaltophilia n Acinetobacter baumannii. B nepuog, c nons 2019 no Hoabpb 2020 y nauymeHTa
Habt04aN0Ch BECbMa CYLLECTBEHHOEe yXyaleHne GyHKUMN nerknx — FEV1 cHuaunca ¢ 94% 0o 68%
nporHosmpyemoro 3HaveHns, FVC —co 117% a0 90% nporHo3mpyemoro 3Ha4yeHua. 3a 3TOT nepuoa naumeHTy
TpUKabl TpeboBaiack BHYTPMBEHHAA Tepanusa N MHTEHCUBHOE AMeTuYeckoe nedyeHne. B 1o Bpema dpusmnotepanms
ObIXaTeNIbHbIX NyTel NauMeHTa 3aKt04anach B CAeAyoULEM:

@ vHranaumm dopmoTepona ¢ nocnenytower nHranaumein 5% Nacl, 2 pasa B AeHsb;
® vHranauum JopHasa anbda, 2 pasa B AeHb;

@ [PeHax ApixaTe/bHbIX nyTei (0K010 30 MUHYT) C MCNONb30BaHMEM YCTPONCTBA NOIOXKNTENbHOTO AaBNEHNA
Bblaoxa (PEP) 1 ycTpolicTBa Konebtollerocs NonoKMTeNbHOro aAasneHma solaoxa (O-PEP), 2 pa3a B AeHb;

® nmoc ¢M3ML{6CK8H AdKTVMBHOCTb: a/IbNMNHN3M, €3/1a Ha Be/1ocuneae. 9
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B despane 2021 manbumKky notpeboBasach rocnmuTannsaLma B CBA3N C odepeaHbiM 060CcTpeHnem HBPOHX0NEroYHoM
6ose3Hn. Huske npeactaBaeHbl pesyabTaTbl MEAUULMHCKOrO OCMOTPA U A0MNO/HUTENIbHbIX TECTOB:

@ CYMNTOMbI: NOTEPSA anneTnTa U CHUKEeHWe NOTPEBHOCTU B MHCY/IMHE, CHUXKEHUE MAcChl Tena Ha 2,5 Kr (Tekywui
Bec 46 Kr), cnabocTb, 3aTpyAHEHME OTKAWAMBAHWA, 3a[ePKKa BPOHXMaNbHOTO CeKpeTa.

@ [pu rocnuTanmsaumm: obliee CoOCToAHME CPeaHelN TAMKECTWM, CUMNTOMbI NIEFKON AernapaTaummy, OAbIWLKM HET,
Sp0, 93%, Kawenb HeaddEKTUBHbBIM, NPU ayCKyNbTaLMMK - ABYCTOPOHHME XPUTbl, OCOBEHHO B BEPXHMX OTAENaX
Nerkunx, NoAaBaeHHoe HacTpoeHWe, 3Ha4YMTeIbHaA TPEBOXKHOCTb M HECNOMOLLHOCTb.

@ PesynbTaThl NabopaTopHbIX MccneaoBanHuit: CPE 74,01 mr/n, neiikoumTbl 15,44 Tbic/MKA, HelTpodunes 83,8 %,
dunbpuHoreH 6,88 r/n (N 0o 4,0), KUCNOTHO-OCHOBHOM rOMeOCTas B npeaenax HOpMbl.

@® Ma30K MOKPOTbI: 30/10TUCTbIV CTadUNOKOKK (MSSA).

@ Y3V nerkux: B npason BepxHeit floe, B 3afiHeM oTaese aTenekTas 11 mm, B nepeaHem oTaene - atenekras 13
MM; B HUMKHEWN 4aCTN 3-ro CermeHTa aTeniekTas 24 MM; B 1€BOM BEPXHEN [01€ Me/IKMe 04aroBble YNA0THEHMUA.

@ CnvpomeTpus: fanee BeCcbMa CyuleCcTBeHHOe CHkeHne FEV1 a0 51% nporHosupyemoro 3HadeHus (Ha 17%
oxunaaemoro 3HadeHus), FVC 0o 76% nporHosmnpyemoro 3HadeHua (Ha 14% nporHo3npyemoro 3HaueHums).

Bblna HayaTa BHYTPMBEHHAA aHTMOMOTMKOTEpPaNMA C NPUMeEHeHMEeM NuNepaunniMHa-TazobakTama B COYETaHUN C
TobpammumHom. bonee Toro, B CBA3M C MEPBbIM B KM3HM OOSBHOTO 3MM3040M CTONb TAMXKENOro obocTpeHmA
OpoHxoneroyHor 6onesHn, npobiemamm C KalneBbiM CEKPETOM M MAOXMM MPOrHO30M B CBA3M C Habatogaemoin
TEHAEHUMEN MOKasaTene CNUPOMETPUKM, HECMOTPA Ha onaceHua Mo MNoBOAY COTpyaHMYecTBa OOAbHOTO
(AMarHocTMpoBaH ¢ cMHAPOMOM Acrieprepa) bbl1o NPUHATO pelleHne 0 BHeApPeHUU dUanoTepanm rpyaHom KneTku
C UCNONb30BaHMEM SimeoxX.

dusnoTepanma:

@® B nepsbit AeHb rocnuTanusaumm 6Hbin BkAoYeH @ HecmoTps Ha TPEBOMHbIE PACCTPOMCTBA, MNaLMEeHT
Simeox (2 pas3a B AeHb no 20 MWHYT, nepes 3TUM XOPOLIO NePeHOCUN YyCTPOMCTBO, C YAOBONbCTBMEM C
NMPUMEHANCA WHIANATOP C  MCMNOJ/Ib30BaHNEM 5% HUM pa60Tan 7 6bICTpO OCBOW NMPaBUIbHYHO TEXHUKY;,
NaCl) B couyeTaHnM C yCTPOMCTBOM MOSIOKUTENbHOTO
AaBaeHNA Ha BblAOXeE, @® BHavane oH Be3 Kakux-nmbo ycman OTKaWwnNAn

MOBbILEHHOE KO/IMYEeCTBO CEKPeTa;
@ HacTpoliku ycTpoiicTBa: MowHOCTb 25-50%, 4 unKna;
@ BnepBsble y Hero nepectanu BO3HMKaTb Npobaembi ¢
[epBOHa4YaNbHO APEHAX B NONOXKEHUN CUAA; OTXapPKMBaAHMEM MOKPOTHI.

130,0
120,0
110,0
100,0
90,0
80,0 FEV1 (%p.v.)
70,0
60,0
50,0
40,0
30,0
15,50 16,00 16,50 17,00 17,50
roabl

FVC 1M12,2%

SIMEOX
———  FVC (%p.v.)

% OT NPOMHO3UPYEMOIO 3HAYEHUA

Puc. 4. MameHeHUe npoyeHMHo20 3HaGYEHUA NPO2HO3UPYeMo0 3HaYyeHus FEV1 yepes 2 eoda y 17-nemHe2o nayueHma,
npedcmasneHHo20 NosbCKol KoMaHOoU (nociedHue 3HaYeHus nocae NpuMeHeHUa mepanuu Simeox 8 xode 8HympuseHHoU
aHmubuomurkomepanuu).



Tabn 5. BoibpaHHble napamempesl cnupomempuu y 17-nemHeao nayueHma, npedcmasneHHo20 nosasckoli kKomaHool, 0o U nocae Havyana
neyeHuUAa Simeox 8 xo0e 8HympugeHHol aHmubuomukomepanuu

Cnnpometpusa (05.02.2021)

Cnupometpua (17.02.2021)

FVC 3,37 L] 76% p.v. FVC 4,09 [L] 92% pu.

FEV1 196[L] 51% puv. FEV1 2,56 [L] 66% p.v.

FEV1/FVC 58,33 % 67% p.V. FEV1/FVC 62,42 % 72% p.V.

PEF 516 [L/s] 77% pu. PEF 6,82 [Lk] | 101% p..

MEF75 2,45 [L/5] 42% pu. MEF75 3,35 [L/s] 57% pu.

MEF50 117 [L/s] 27% pu. MEF50 1,73 [L/s] 39% puv.

MEF25 0,41 [L/s] 19% p.v. MEF25 0,58 [L/s] 27% pw.



MonyyeHHble pe3ynbTaThi:

YaydweHve obuWero CoCTOAHUSA, HACTPOEHUA U CaMOYYBCTBUA NaLMEHTa;

3aMeTHbI 3hdeKT ApeHNpPOBaHMSA BPOHXMANbHOM CUCTEMbI 6€3 A0NONHUTENbHbIX YCUANIA;

KoHUEeHTpaLuWs BO BpeMA APEHUPOBAHMS;

enaHue, ueneycTpemMneHHOCTb, MOTUBALMA BObHOIO BbINONHUTL APEHNPOBAHUE BPOHXMANBHOW CUCTEMbI;
YTUXaHWe ayCKyIbTaTUBHbIX U3MEHEHMI HA /L 1IETOYHBIMU NONAMMU;

Bo3BpalleHune anneTuTa 1 NosblWeHNe NOTPeOHOCTH B MHCY/IMHE, YBEMYEHNE BECa;

HOpI\/\aﬂl/l3aLI,Vlﬂ BOCMaNTE/IbHbIX MOKa3aTenen un ﬂeleOLLMTOB B KpoBWu,

YnydylleHre nokasaTenen cnupomeTpuin (3HaveHma FEV1 n FVC ctanu 61n3KK K 3Ha4YeHMam Ao obocTpeHusa -
70% 1 90% OT NPOrHO3MPYyEMOro 3Ha4YeHMNs COOTBETCTBEHHO).

Mpu KOHTPONABHOM BM3WTE Yepes 2 mecAua Hab/ldanncb nokasaTenu CNMPOMETPUM Ha MOMEHT 3aBeplueHus
BHYTPMBEHHOM aHTMOMOTMKOTEPANMM, a TaKKe yBeMYeHne macchl Tena Ha 3 Kr. bonee Toro, B HacTosllee Bpems
60M1bHOM MOKeT 6e3 Npobem OTKaLlWAMBATb MOKPOTY, OCTaBLUYHOCA B AblXaTeNbHbIX NMYTAX, @ OPOHXMAbHbIN APEeHaK
NpoMcxoamT ropasao addexkTmeHee.

Tabn 6. CoxpaHeHue napamempos CnupoMempuu, 3ape2ucmpupo8aHHbIX Ha 0amy OKOHYAHUS 8HYyMPUBEHHOU
aHmubuomukomepanuu Yepes 2 mecaua, y 17-1emHe2o nayueHma My#(cKo2o nosd, npedcmasneHHo20 noasckoli KomaHool

Cnnpometpusa (17.02.2021) CnupomeTpus (21.04.2021)

FvC 4,09 [L] 92% p.V. FvC 4,03 [L] 89% p.v.
FEVI 2,56 [L] 66% p.V. FEVI 2,69[L] 69% p.V.

FEV1/FVC 62,42 % 72% p.. FEV1/FVC 66,81% 76% p.V.

PEF 6,82 Lk | 101% pu. PEF 736 [L6] | 112% pv.

MEF75 3,35 [L/s] 57% p.. MEF75 3,39 [L/s] 57% p.v.
MEF50 1,73 [L/s] 39% puw. MEF50 1,62 [L/s] 36% p..

MEF25 0,58 [L/s] 27% p.V. MEF25 0,54 [L/s] 24% p.V.



MNocne Tpex npeaeHTaqu/'l I'IepBOIZ BCTpeYun CoCToANacCb O6LIJVIpHaFI AUCRYCCUA, BK/1IOYaBLlaA chegytouime I'Ip06}'IeMbIZ

® po/ib Tepanuu Simeox y NauMEHTOB C PACCTPOMCTBAMM ayTUCTUYECKOTO CNeKTpa (TakKMMM Kak CMHAPOM
Acneprepa); paboTa ¢ annapaTom HOCUT BECbMA CUCTEMATUYECKMI XapaKTeP 1, N0 MHEHWIO GU3MOTEPANEBTOB,
NO3BO/IAET NALUMEHTAM CO 3HAUMTENbHBIMM TPYAHOCTAMM KOHLEHTPAUMM BHUMAHUA, BbI3BAHHBIMU KX
PACCTPOWMCTBOM, IerYe COCPEAOTOUMTb BHUMAHME Ha APEHAXKE; Y 3TUX NaLMEHTOB Apyras npobaema cBsA3aHHasA ¢
HeKenaHWeM yCTaHaBAMBaTb OOLLEHWE C APYTUMM Nt0AbMM (0ObIYHO NMpW 0ObIYHOM BU3MOTEPanMK), TOraa Kak
paboTa c Simeox Takoro obuleHua He TpebyerT;

@ OLeHKa 3QPeKTNBHOCTU PU3MOoTepanmm ¢ UCNoab30BaHKeM Simeox: napametp MEF25-75 cemnaetenscrsyet o
NPOXOAMMOCTN MeNKMX BPOHXOB, M ero yBeanyeHue Obl1o BNevaTaAaowmm y 06omnx naumeHTos,
npeacTaBieHHbIX KOMaHAoM BennkobputaHmm; uenecoobpasHo nposecTtu obcnenoBaHne AN OLEHKM 3TOro
NOKasaTens y NaLMeHTOB, He HYXKAAOLLMXCA B BHYTPUBEHHOM aHTUOMOTMKOTEPANUK, a TaKKe UccneoBaHue ans
oueHKn 3HaveHnin MKW nocne Tepanun Simeox;

@ BOBpemAaTepannun Simeox HeT HEO6XO,EI,I/IMOCTVI MCMNo/1b30BaTb OI'Ipe,EI,eJ'IEHHbIlZ pexnm ﬁl,le8HVIF|,60/'IbHOMy
AOCTaTOYHO AbllaTb CMOKOMHO 1 BbITb paCCJ'Ia6J'IEHHbIN\;

@ npeanovTuTeibHee NCNO/1b30BaTb yCTpOl‘/’ICTBO B Pa3HbIX MO/TIOKEHUNAX APeHaXa, B 3aBUCUMOCTN OT HOpaHEHMVI,
O6Hapy)+(eHHbIX B MapeHxmnme nerkunx, 0cobeHHO Y Ma/1IeHbKNX ,EI,ETel‘/JI, KOTOPbIX 4aCTO pa3gparkaet
HeO6XO,CI,l/IN\OCTb OCTaBaTbCA B OAHOM M TOM e MNMOJI0OKEHUNN,

® annapat IV\l/IKpO6l/IOJ'IOI'V|‘-4€CKl/I H6e3onaceH NMPUN NCNOJTb30BAaHMM Y Pa3HbIX MALUMEHTOB, TakK Kak MPUTOK BO34yXa
BCeraa nponcxoanT TOZIbKO OT MNauMeHTa K annaparty.

BbiBOAbLI MO UTOraM NEpPBOI BCTPEYM:

@ Tepanua Simeox MOKasblBaeT Xopolue pes3ynbTaTbl B MiaHe yaydlweHua GYHKUMKU Nerkux v obnerdeHums
OTKALW/MBAHWUA MOKPOTbI, €CiM ee BBOAMTb B Hayane BHYTPMBEHHOM Tepanuu B eXeAHEBHOM MPOTOKO/E
bu3noTepPaneBTUYECKNX NPOLLEAYP Ha FPyAHON KNeTKe;

@ [peHaX C Mcnonb3oBaHMeEM Simeox B cOYeTaHWW C APYrMMKU MeToLamu neverHua (moaynatopamu benka CFTR,
OPYrMMKU MeToAammM BPOHXMANbHOTO APeHaKa) NPUBOAMUT K YMEHbLUEHWUIO TUNEPUHOAALMM NAPEHXNUMbI TETKMNX;

@ [lauseHTbl yTBEP)KAAKT, YTO MM He COCTaBAAeT TpyAa O3HAKOMMTbCA C annapaTtoM W Hay4yuTbCa UM
No/sb30BaTbCA. YTOObI YyBCTBOBATL CeHA KOMPOPTHO € Simeox, TpebyeTcs COBCEM HEMHOTO BPEMEHM;

[ ) Simeox andaetca XOpOLLlelZ a/'IbTepHaTl/IBOI‘/II APYyrMM MeTodaM OYNCTKN AbIXaTe/IbHbIX HYTel‘;l C LLeNbto NoBbIWEHNA
MOTMBaLMMN K NpoBedeHUNIO KOT Yy nauneHToB C He,ELOCTaTO‘-IHOl‘/II NPNBEPKEHHOCTbKO K S1e4eHUIO, 0COBEHHO Yy
MO1I04bIX NaUMEHTOB C MYKOBUCLIMAO30M;

@® [(lauMeHTbl B NIOXOM COCTOAHMM, CTpagatouwmne ot CUNbHOWN YCTaz10CTN, MOTYT NCMO1b30BaATb Simeox—Tepanmo bes
AOMNONTHNTE/TbHbIX yCl/I/'Il/IVl nc XOpOLLIGl?I nepeHoOCMMOCTbIO, a anmnapat 0COBEHHO pekomeHAyeTCA nauneHTam,
NCMbITbIBAOWNMM TRYAHOCTU C OTXOXKAEHNEM MOKPOTHI.






BTopoe 3acegaHne 25.05.2021

Mobwnnmnsauma camsm B
6poHxMaNbHOM AepeBe C
NomMoLLbto Simeox y 60/IbHbIX
MYKOBUCLMA030M.

[TpenmyLlecTsa NJ1aHOBOW
rocnuTanmsaunm.

YYacCTHUKM

Dr Justyna Milczewska, netckumii nynsmoHonor

LleHTp neveHmna myKkoBmMcLMA03a He3aBMCMMOro KomMmnieKkca AeTCKMX
roOCyAapCTBEHHbIX MEAMLMHCKMX yYperkaeHnin Baplwassl B [13ekaHoBe
JlecHax, KAMHMKa U OTAENEeHNEe MyKOBMCUMA03a MIHCTUTYTa MaTepu u
pebeHKa B Bapwase 1 Natalia Jeneralska ¢pu3noTepanesT, LeHTp neyeHUs
MYKOBWCLIMA03a He3aBMCMMOro KomnieKca AeTCKMX roCyAapCTBEHHbIX
MeANLMHCKMX yupexaeHnin BaplwaBsbl B [3ekaHoBe JlecHax.

Dr Tereza DouSova, AeTCKWiA MNybMOHO/IOT 1
Anna Chmelafova, dunsmotepanest
YHuBepCUTETCKaA KAnHMKa MoTtona n Kapsios yHuBepcuTeT B [1pare, Yexna

Dr Hanna Schmidt LieHTp neveHns mykoBucLUMA03a NPU YHUBEPCUTETCKOM
KAMHUKE YibMa, FepMaHua.






[oktop Tereza DouSova n Anna Chmelarova

HokTtopa Tereza DousSova u Anna Chmelafova npeactaBuaun cnydan ¢ 11-1eTHUM ManbuYnMKoOM, Y KOTOPOro Obin
AMarHOCTMPOBaH MykoBucumao3 (reHotun F508del/F508del)s sospacte 5 mecAueB ( B TO BPEMA CKPUHUHIOBbIE
TecTbl AnAa MnaZeHues B Yewckol Pecnybivke He npoBOAMAMCH). Ha MOMEHT HabtoAeHWA CUMMNTOMbI YyKe
BK/IIOYANIM XPOHUYECKUIA NPOAYKTUBHbIM Kallesb, BOCNAAMTeIbHble MOPaXKEHUA HUKHEN 4acTu NPaBoro Aerkoro u
CYWECTBEHHbIE MPU3HAKM HEA0CTaTOYHOCTU NUTaHMA. KOHUEHTpaLmMsa XJI0pKA0B B NoTe cocTasaana 88,8 mmonb/i,
aKTMBHOCTb 3/1acTasbl MOAMKENYAOYHOM Kenesbl B Kajfe He onpegenanacb. [AuvarHocTMpoBaHa 3K30KPMHHaA
HEeA0CTaTOYHOCTb MNOAMKENYA0YHOM Kenesbl.

B HacTofwee Bpema MaUMEHT CTpafaeT OT XPOHMYECKOM WMHOEKUMM [ObIXaTeNbHbIX MyTel 30/10TUCTbIM
CTaOUNOKOKKOM WM CUMHErHOMHOM MasiouKOM, a TaKXKe OT MNepuoanYecknx WHOEKUMIA AObIXaTeabHblX MNyTen
Stenotrophomonas maltophilia, Exophiala dermatidis n Aspergillus fumigatus.

B 2019 roay naumeHTy Obln MOCTaBAEH AMAarHO3 anfepruyeckiii BpPOHXONEerodHblid acnepruanes (nepopanbHo
BBOAWINCH T/IIOKOKOPTMKOCTEPOUAbLI WM MPOTMBOrPMOKOBLIM Npenapat). B aToT nepuoa y nauueHTa Takke
HabtoJaNINCh HEKOTOPble OYeHb Cepbe3Hble CMMMATOMbl HeA0CTaToO4YHOCTM nuTaHus (MMT 15 (-1,5 SD))Mpwu
KOMMbIOTEPHOM TOMOrpadumn Nerkmx y naumeHTa ool obHapy»KeHbl 060CTPUBLLMECA CUMATOMbI B BUAE CAN3NCTbIX
NpoboK, BPOHXOIKTA30B M aTeNeKTa3oB B HWMXKHEW npasol aone. MauMeHT NOCTOSHHO OTKAW/AMBAET A0BO/bHO
60/1blIOE KOIMYECTBO MOKPOTbI.

B 2018-2020 rogax npu nposeaeHUn CnMpomeTpmnmn Habtoaanoch nporpeccupytoulee yxyaleHme GyHKUMU Nerkmx
(cHuskeHMe FEV1 ¢ 92% po 74% oT nporHosmpyemoro 3HadeHus). Koraa FEV1 cHusmnca po 74% ot
NPOrHO3MPYEeMOro 3HavyeHusa, bbina Havata GuU3MOTepanua rpyaHON KAETKM C MCNOoNb30BaHMem Simeox. Ha ToT
MOMEHT /leyeHne naumeHTa BKAOYaNo B ceba npuem naHKkpeaTuyeckmx GepmMeHTOB M BUTAMWHOB, NPOBUOTMKOB
nepopasibHO, a TaKKe [opHa3a anbda, rmnepToHMYeckor conmn (6%), HeTa-2-aapPeHOMUMETUKU AJAUTENBHOTO U
KOPOTKOro AeNCTBUA, INHOKOKOPTUKOCTEPONAOB, BBOANUMbIX MHTANALMOHHO.

02.2021 6bin BKAOYEH moaynaTop 6enka CFTR - kombuHauma ivacaftor n lumafactor.

CeaHcbl du3noTepanmum 0ObIYHO HaYMHAKOTCA C MPOMbIBAHMA MOAOCTM HOCA. 3aTem, MOC/ie WCMNO/b30BaHUA
H6poHxoamnaTaTopa, NPOBOAATCA WMHranAUMKM, NMPW KOTOPbIX 0coboe BHMMaHWEe yaenaeTcA NpaBUbHON TEXHWKe
BAOXa M pacnonoxeHuto Tena. MoCTOAHHO MCNOb3yeMbIM YCTPOMCTBOM AR APEHMPOBAHUA AblXaTeNbHbIX MyTen
ABNAETCS YCTPOMCTO C KonebaTebHbIM MOMOXUTENbHBIM AaBieHnem Ha Bblgoxe (O-PEP). YCTpoicTBO A8 OUMCTKM
AblXaTebHbIX NyTel Simeox Obln0 BNepsble NpUMeHeHo B nedeHun naumeHta 02.2020 r. Bo Bpems 0boCTpeHusa
HpPOHX0/Iero4YHOro 3aboneBaHMa B YCAOBMAX CTaUMOHApa, 3aTemM MauMeHT B3A/ Ha BPems YCTPOMCTBO, YTODbI
MCNoNb3oBaTb ero Aoma. OAnH mecAl, paboTbl C YCTPOMCTBOM Aan OT/IMYHbIE PE3YbTaTbl.

® FEV1(%)
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Puc. 5. lameHeHMne nporHo3npyemoro 3HavyeHusa FEV1 B npoueHTax 3a 3 roga y 11-neTHero naymeHTa My»KCKOro nosa, npecTaBaeHHOe YellCcKon
KOMaHa0M



Bnocneactsum, 8 08.2020 r., naumeHT npotuen 10-AHeBHYO NAAHOBY rOCNMUTaAN3aLMIO, BO BPEMA KOTOPOM Simeox
ncnonb3oBanca Ana dusnoTepanum rpyaHom KneTku. peHax ¢ NOMOLLbO YCTPOMCTBA NPOBOANACA ABAXKAb! B AEHD,
B MONIOXKEHWUM CUAA, NONYCUAA, NeXa Ha BOKY M Ha »KMBOTe. MauneHTa HayYmam npaBUabHO BblAbIXaTb BO3AYX BO
Bpema paboTbl ¢ yCTPOMCTBOM. MOLWHOCTb YCTPOMCTBA OblNa ycTaHOBAEHA Ha 25-100 % (nocTeneHHO yMeHbluanach
Ha BblA0Xe, YTOObI 06ecneynTb ApPEeHaXK B HUKHUX OTAENaX Nerkux ). MNaumeHT XOpoLwo NepeHoCua Tepanmio.

Hpo:v\e TOro, ero o6qu1v1 TEXHWKE BAOXa M BbIMO/THEHUIO AbIXaTe/1IbHbIX ynpa>+<Hean?1 ANA PACTAXKN TpyAHbIX
MbILWL, Takxe Hbina nposefeHa ABuratesibHaA p€a6l/1}'ll/1TaLl|l/IF| (yl'lpa)-KHEHl/lﬂ Ha OCaHRYy, ynpaxHeHna ana CHATUA
MblLlLEe4YHOro HaI'IpFI)-KeHl/Iﬂ).

3HauMTeNbHOE yyUdLlEeHWe NoKasaTeneln cCNMpomeTpum H6bi10 AOCTUTHYTO Yepes 10 AHel nocie rocnmuTannsaumm:
FEV1 79% -> 104% p.v., FVC 92% -> 114% p.v., MEF75 74% -> 110% p.v., MEF50 46% -> 81% p.v., MEF25 29% ->
41% p.v. YaydlleHne TakKe Habito4anock B TOM, YTO YAYULLIMAOCE OTKALW/IMBAHME CEeKpeTa, 3a4epKaBLierocs B
ObIXaTeNbHbIX NMYTAX, @ TaKKe YYULEHNA 0CaHKM MaibiMKa: yMeHblleHWe crnbaHuma naey sBnepes, Hopmanmsaumsa
HaNPSXEHUA MbIWL, TPYAM U KMBOTA, YMEHbLUEHMEe rpyaHOro Kndo3a.

Tabauya 7. Mokazamenu cnupomempuu y 11-nemHe2o nayueHma, npedcmassneHHsle 4ewckoli KomaHAol 00 u Nocse Havyana neveHus

Simeox

92% 4%

097 | 1101 (+013 1)
ERV 0,44 | 0,711 (+0,27 1)



[okTtop Justyna Milczewska n Natalia Jeneralska (40KTOp MeANLMHCKMX HAYK)

HokTop Justyna Milczewska u Natalia Jeneralska (40oKTOp MeAMUMHCKMX HayK) NpeacTaBuan caydait 13-netHero
MasbiMKka C MyKoBMCLUMAO030M (reHoTun W356X/R553X), AMArHOCTUMPOBAHHLIM B XOAE CKPUHWHIOBbLIX TECTOB Y
M/IaAEHUEB, C HE3HAYUTENbHBIMKU CUMNTOMaMK BpoHxonerodHoro 3abonesaHmsa (FEV1 75-88% OT nporHo3mpyemoro
3HAYEHMA) N XPOHMUYECKOM MHDEKLUMEN AbIXaTeNbHbIX MyTeN 30/10TUCTbIM CTadUIOKOKKOM.

C 2017 roaa naumeHT 3adpUKCMPOBa 3HAUUTENbHOE YBEMYEeHMe KOHUEHTpaumn obuero IgE (1000-2500 u), neumncs
OT TOKCOKapo3a, HaxoAuaca nof HabnwaeHWem B CBA3M C MOAO3PEHMEM Ha aNNepruyecknin BPOHXONErOYHbIN
acnepruanes.

C 10.2018 no 01.2020 npoxo4nn nedvyeHMe UTPAKOHA30/10M, @ 3aTeEM BOPWKOHA30/0M MO MNPUYMHE 3aparKeHud
apixatenbHbix nyten Aspergillus fumigatus (1M3-3a nopaKeHWin, TUNKUYHLIX ANA TPMOKOBOM MHPEKLUMK). Manbumk
HaxoauTcA nof HabnlAeHMeM B CBA3M C MNOAO3PEHMEM HA LIMPPO3 NeYeHU U NOAMNO3 NPUAATOYHbLIX Nasyx Hoca.
Kpome Toro, ecTb Npobiembl C NOBEAEHMEM, M MA/IbYMK NIOXO NEPEHOCUT GU3NOTEpPanUIO AbIXaTeNbHbIX NyTeN.

B koHue 2019/Havane 2020 roga OH NPOXOAWA NeYeHmne B CBA3M ¢ 0bocTpeHnem BpoHX0ero4yHoro 3abosesaHus
(ammKaumH, uedTasMamMm BHYTPUBEHHO), MO3KE - B CBA3M C aTe/NIeKTa3HbIMU MOPasKEHUAMM C MNAeBpasbHOM
peaKkuuen, 3TO nedyeHue OblI0 3aMEeHEeHO MEePOMNeHeMOM W KANHAAMWUMHOM BHYTPUBEHHO U KOJIMCTUHOM,
BBOAMMbIM MHTANALMOHHO.

Bo Bpemsi obocTpeHua OGpoHxoserovyHoro 3abosieBaHMA HabAOAANOCh 3HAYMTENIbHOE CHUMMKEHWE MoKasaTenein
cnupomeTpum (Ao 70% oT NPOrHO3MPYEMOro 3HaYeHMA), KOTOPbIe MNOC/e NeYeHUss BEPHYIUCH K MPeXHeMy YPOBHIO.

B nekabpe 2020 roaa naumeHT NpoLen NAaHOBYH roCnMUTaNn3aLmio C Lebo KOHTPOAbHOro 0bcneaoBaHus, B Xoae
KOTOPOro ero Hay4maM MCnoab30BaTh annapat Simeox Ana GusmnoTepanumn rpyaHon KneTku ( B nofoxeHun cnas, 10
BbIJOXOB 32 Ceputo, 6-8 cepuit 3a CeaHC B 3aBMCMMOCTM OT KOJIMYECTBA BbIBEAEHHOro CekpeTa, MOLHOCTb
ycTporictea 25% B nepsble 2 cepun, 3atem 50%), M ManbuMKy ObIIO PEKOMEHAOBAHO PEryasapHO MPOBOAMTb
NHIaNAUMOHHO-APEHAXKHOE NIeYeHme.

B mapTe 2021 roga nauueHT npollen obcnenosBaHMe B LEHTPe fiedeHus MyKkosucumaosa. locne bonee vem 2-
MECAYHOTO Kypca ¢pusMoTepanum ¢ MCnonb3oBaHMem Simeox 2 pasa B [eHb B AOMALLHMX YCA0BMAX, ero obliee
CaMo4yBCTBME U DU3MYECKME BO3MOMKHOCTM YAYYLWWUAUCH, Kallelb B TeYeHWe AHA NPekpaTuaca, a MOTMBaLMA
naumMeHTa K 3aHATMAM dU3noTepanmen rpyaHon KNeTkn NosbicMaach.

Mo cnoBam ero poauTenei, Nocae Havyana UCNOAb30BaHMA YCTPOMCTBA Simeox MauMeHT Havaa C 9HTY3Ma3MOM M Ha
pPerynapHoM OCHOBe BbIMONHATL PeKoMeHAauun du3noTepaneBTa. 3HaAUMTeNbHOE yaydylleHWe Obl1o  TakKe
3adMKCMpPOBaHO B  GYHKUMOHANbHbLIX TecTax AblxaTenbHbiXx nyTen (yBenndyenne FEV1 c¢ 88% po 105% ot
nporHosmpyemoro 3HavyeHus, FVC ¢ 96% 10 110% OT NpOrHO3MpPyemoro 3Ha4eHus).

MapameTpbl CNMpOMETPUN
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Puc. 6. IameHeHue npoeHo3upyemozo 3Ha4yeHua FEV1 e npoueHmax 3a 5 nem y 13-nemHeao nayueHma mMy*CKo20 nosd, NpedcmasneHHoe
nosnbckol KoMaHOoU.



HpaTKl/Ie BblBOAbI :

@ OnTMmanbHO, YTOBbl 3HAKOMCTBO C annapaTtom SImeox NPOXOAU/I0 BO BpeMA MHAUBMAYAbHbBIX 3aHATUIA MO
dum3MoTEPANNN B TEYEHNE HECKO/IbKMX AHEN NpebbiBaHWUA B CTALMOHAPE;

@ OT0 N03BONAET NPOBOANTL NEPCOHANbHYIO TEPANMIO C BbIBOPOM ONTUMaNbHOro Habopa NapameTpos A4
KOHKPETHOTO NaLueHTa;

@ [paBu/bHanA TeXHWKa APEHMPOBAHUA (MAaKCMMa/IbHOE UCMOIb30BaHME BO3MOXHOCTEN YCTPOICTBA, n3beraHue
TUMWYHBIX OLLIMBOOK) AAET NIyYLLME PE3yAbTaTbl, YTO MPUBOAMUT K YIYULLIEHWUIO CAMOYYBCTBMA 1 NObYKaaeT
nauMeHTa NpoAo0KaTb PpaboTaTb C YCTPOMCTBOM.

[okTtop Hanna Schmidt

[oktop Hanna Schmidt npeactaBmna pesyabTaTbl MMAOTHOTO WMCCAEA0BATENLCKOTO MPOEKTa, MPOBEAEHHOro Ha
B3POC/IbIX MALMEHTAX C MYKOBUCLIMAO030M /19 OLLEHKM KPAaTKOCPOUHbIX 3PEKTOB Gpu3MoTepanmnmn rpyaHon KNeTkm ¢
Mcnonb3oBaHMeM annapata Simeox. Llenbto gaHHOM paboTbl Oblna OUEHKa MNOMOMKUTENbHbIX pPEe3yabTaToB
dunsmoTepanmmn ¢ UCnonb3oBaHMem Simeox y 3TUX NaumMeHToB. bblfo BbIABUHYTO 3 MCCAeA0BaTEbCKME TUMOTESbI:

@ 1) Mobunmsaumua BPOHXMANbHOTO CEKPeTa C MOMOLLbLIO SIMEOX MOXET NPUBECTY K YYULWEHUIO GYHKLMM ETKUX
(ynyyweHuto nokasatenen cnmpomeTpun).

® 2) Mobunnsauma BpoHXMaNbHOIO CeKpeTa C MOMOLLbIO SImeox MPUBOANT K YNY4LIEHMIO NOABUMKHOCTM
anadparmbl (yaydlieHme 3aMeTHO Npu yAbTPa3ByKOBOM MCCAEA0BaHUN).

(] 3) Tepanua Simeox MOXeT BANATb Ha XaPaKTEPUCTUKN BblAENAEMOIO CEKPETa (BFISKOCTb, KOHUEeHTpauna OHK

HeUTpoduIoB).

B paMKax npoekKTa 6610 oﬁcneraaH 21 BBpOCﬂblﬁ NauneEHT C MYKOBUCLMA030M B KTUHUYECKU cTabnnbHOM
nepuoae 3aboneBaHun. OCHOBHbIE KIMHMYECKNE AaHHblE!

@ 503pact 30.1 +9.26 net (21-53) @ FEV171.55+20.47 % OT NPOrHO3MPYeMoro 3HadeHua (35-106)
@ 11 myxunH, 10 xeHLwmH @ FVC3.921+1.23/1(2.33-6.44)
@ VIMT21.62 +2.07 kr/m2 (18.0-25.1) @ FVC88.55+21.96 % OT NPOrHO3Mpyemoro 3Hadyexns (54-126)

@ FEV12.75+1.20/(1.23-6.29)

Kputepum UcknoueHnsa U3 npoeKkTa bbiiv cremyowmmu:
@ octpas uHdeKums, obocTpeHre BPOHX0NErOYHbIX 3a60NeBaHNI;

HecTabunbHble 3ab01eBaHMA NETKUX UAN Cep,ﬂ,e“IHO-COCV,EI,VICTOVI CUCTEMDI;;

HeZlaBHWI MHEBMOTOPAKC;

HeaBHee CM/IbHOe KPOBOXapKaHbe;

HepemeHHOCTb.



Mpouesypsbl, BKAOYEHHbIE B uccnenosaTenbCKui MPOEKT:
- Ha60p NnauyneHTos, VIHd)OpMMpOBaHHoe NMMCbMEHHOE Cornacne Ha yd4actue B nccnegoBaHum

CeaHc:

Y31 amnadparmbi, cnnpomeTpus, 3a60p 06pasLos MOKPOTbI;

1-n
. 3aTem ceayeT ceaHc d)VIE}I/IOTepaI'IVIVI C MCNo/ib30oBaHMeEM Simeox no4 pykosoacTsoOm
du3noTEpPaneBTa;

ellle O4HO Y/IbTPA3BYKOBOE UcCeoBaHMe anadparmbl, CniMpomeTpus, 3a6op 0b6pasLos
MOKPOTBI.

2-11 ceaHc yepes (3-6) Hegenb Nocsie NepBoro:
@ V31 gnadparmbl, cnvpomeTpus, 3a60p 06pasL,OB MOKPOTHI;

@ 33TeM CriefyeT ceaHc dv3noTEpPanMM C MCNONb30BaHWEM Simeox Nod, PYKOBOACTBOM GU3MOTEPANEBTa;

@ clue 0HO YAbTPa3BYKOBOE WCCaen0BaHWe Anadparmsl, CNMpomeTpus, 3abop 06pasL,oB MOKPOTI;

. NaUMEHT 3aNO/IHAET aHKETY A/1A OLEeHKN \/CTpOVICTBa.

PesynbTaThl:

- CnnpomeTpuma:

He Obl/10 0OHAPYKEHO CTATUCTUYECKM 3HAYMMbIX Pa3InuniA B oTHowweHun FEVI, FVC, MEF75, MEF50, MEF25 npu
npoBeAeHUN CMMPOMETPUYECKUX TECTOB 10 U Noc/e ceaHca dpM3moTepanmm C UCNOb30BaHMeM annapaTta Simeox.

- yﬂprBBByKOBOG ncenenoBaHMe NnoABNXKHOCTHU Amadnparlv\u .
METOA, MCNONb3YETCA A5 OLUEHKM 3ODEKTUBHOCTM GU3MOTEPANUMN TPYAHOMN KNETKM, HAaNpUmep, Y NaLMeHTOB C XPOHUYECKOM

O6CTp\/KTVIBHOIZ 00NE3HbI0 NETKMX UK NauneHToB, HYyXXAALWKMXCA B MHTEHCMBHOM Tepanun.

HaKNOH Anadparmbl, OLEHEHHbI BO Bpemsa 06caea0BaHNA, KOPPEANPYET C TAKECTbIo 3aboneBaHms, NPy MCNONb30BaHMM 3GDEKTUBHbIX
bopm pu3noTEPANUM FPYAHOM KNETKMU, HAKNOH AMadparmbl yBENMUMBAETCA, YTO YKA3bIBAET Ha YAydLllEeHWe NOABUKHOCTU Anadparmbi.

AaHHble O MPUMEHEHNN 3TOIro MeToda Yy NauneHToB C MyKOBUCLMA030M OrpaHU4YeHbl
BO Bpemsa O6C/'Ie£|,OBaHI/IF| NnauneHTbl HaXo04ATCA B NoJynexXadyem nonoxKeHnn, Ablat CBO60ﬂ,HO
NnoABMXHOCTb LI,I/Iad)paI'MbI OLEeHMBaeTCA B pexxumax Bu M

bbina M3MepeHa MakCrMmasibHaa aMnintyda Hak/i0Ha ﬂ,l/lad)pal'l\/\bl

Npwv yNbTPasByKOBOM MCCnea0BaHWK, NpoBedeHHOM Noc/ie CeaHca d)VI3VIOTepaI'II/II/I annapatom Simeox, le) MOKa3aHo, YTO aMnNanTyda

HaK/N10OHa ﬁl,l/lad)pal'Mbl 3Ha4YNUTENbHO yBE/IMYMIACh MO CPaBHEHUIO C UCCAeA0BaAHNAMK, NPOBEeAEHHbIMU 0 CeaHCa .

YNbTpa3ByKoOBas OLLEHKa NOABUMKHOCTY Anadparmbi

B-peskum

M-peskum

Monynexavyee NoNOXKeHMeE,
cBoboHOE ApixaHue

Puc. 7. M306paxceHue nodsurcHocmu ouagpazmsi Npu ysibmpaseykosom ucciedosarHuu e B u M pexcume



BA3KOCTb MOKPOTbI M KOHUEeHTpauma AHK

@ /CCNefoBaHMA in Vitro NoKasanu pasxmKeHe MOKPOTbI MOC/E UCNO/b30BaHMA YCTPOWCTBA, YTO, OAHAKO, He
6bI10 NOATBEPHKAEHO MCCAeA0BaAHMAMM in Vivo.

@ B [aHHOM KCCe0BaTeNbCKOM NPOeKTe Bbl10 06HAPYKEHO, YTO MOKPOTa, OTKalW/IMBaemas nocne ceaHca
Simeox, bblila 6onee BA3KOM NO cpaBHEHWIO ¢ 0bpa3Lamm, cobpaHHbIMM [0 CeaHca.

@ nocne ceaHca Simeox Habatofanack 6onblie KoHUeHTpauma IHK B MOKpOTe No cpaBHEHMIO ¢ 0bpasLamm
MOKPOTbI, COBpaHHbIMK A0 Hero (JHK B MOKpoTe naumeHToB ¢ MyKOBMUCLIMAO030M NOCTYyNaeT B OCHOBHOM U3
HENTPObUNOB, N ee KOHUEHTPALMA KOpPeaMpyeT C BA3KOCTbLIO).

@ Hanbonee BeposTHaA NpUYMHA NONYYEHNA NOAOOHbIX PE3YbTaTOB: B PE3Yy/bTaTe MHTEHCUMBHOTO U
BbICOKO3ODEKTUBHOIO APEHNPOBAHNA MENKMX OPOHXOB, a TaK¥Ke Y4aCTKOB NIETKMX, NOABEPIKEHHbIX
MHTEHCMBHOMY BOCMANEHUIO, MOABASIOTCA BblAENEHUS, COAeprKaLlime 60MbLIoe KONMYECTBO BOCNANNTENbHbIX
KNEeTOK, bonee BA3KME 1 C NOBbIWEHHOM KoHUeHTpauunen AHK HeltTpodmnos.

Pe3yn bTaTbl aHKETUPOBaAHNA MAUMNEHTOB:

@ yCTpoiCcTBO 3DPEKTUBHO C TOUKM 3pEHUA OTBEAEHMSA MOKPOTLI (CpeaHss oueHKa 8 6annos no 10-6annbHoM WKane);

no CPaBHEHWIO C APYrMMM meTodamn dbusnoTepanum, annapat yaanaeT MOKpPOTY 13 bonee rnyboKkmx oTAenoB Nerkmnx
(cpeaHssa oueHka 6 6annos no 10-6bannbHOM WKane);

YCTPOWCTBO NPOCTOE B MCMOAb30BaHUK (cpeaHas oueHka 10 6annos no 10-6annbHOK WKane) u B ynpasaeHun (cpeaHsas
oueHKa 9 6annos no 10-6an1bHOM WKane);

“A mor Bbl M0b30BaTbCA STUM YCTPOMNCTBOM CaMOCTOSATENbHO” (CpeaHssa oleHKa 9.5 6annos no 10-6annbHON WKane);
ApeHaK He bblan bonesHeHHbIM (cpeaHssa oueHKka 9 6annos no 10-6annbHOM WKane);

ApeHasK He Bbla yTOMUTEeNbHbIM (CpeaHss oueHKa 9 6annos no 10-6annbHOM WKane);

66,7% NauMeHTOB pekomeHa0Bann bbl Simeox ApyrMm naumMeHTam.
Y10 nauneHTbl COYIN Hanbosiee BaXKHbIM:

@ V/ydlIeHWe OTXOXKAEHWA MOKPOTbI Cpasy noc/e APeHMpPOoBaHNA UAK B TedeHme creaytolimx Yacos (5 oTBeTos);
@® “MuHe cTano nerye apiwats” (4 oTseTa);
® veTtonuka He TpebyeT 0cobbIx yeuauii (3 oTeeTa);

® | crpoiicTso NpocToe B McoNb30BaHMM (2 OTBETA).

Ha BOmMnpoc o cnabblix CTOPOHax yCTpOVICTBa NauneHTbl OTBETU/IM, YTO OHO AOBOJ/IbHO TPOMKOE U 6onbluoe (I'pOMO3,£I,I-(O€).



BbiBOAbI

OTCyTCTBME NOHOUHBIX SPPEKTOB (BbICOKMI ypoBEHb HEe30MNacHOCTK Tepannu Simeox);
KPaTKOBPEMEHHOIO BAUAHMA Tepanumn Simeox Ha pesyibTaTbl CMIMPOMETPUM BbISBIEHO He BbINO;

nocne Tepanmn Ha6mop,anocr> ynydweHmne nogasnxHOCTHU ,D,Mad)parl\/\bl,'

nocne ceaHca dpmanoTepanmm ¢ Simeox BA3KOCTb MOKPOTbI M KOHUeHTpauma AHK HelTpoduraoB yBENNYMANCS, YTO
MOYKET CBW/ETENbCTBOBATb O TOM, 4YTO WCMO/b30BaHWe annapaTta CnocobCcTBYeT aKTMBM3aUMKM BblAeNeHUs
MOKPOTbl M3 APYrUx OTAEN0B /NErKMX MO CPaBHEHWIO C APYrMMWM MEeTodamu ¢usMoTepanuun, BEPOSTHO,
BOCMaseHne B 3Tux 061acTAx Hb110 60see MHTEHCUBHBIM.

paboTa ¢ Simeox XxopoLLOo nNepeHocnnach 1 Hblia erkoM Noc/ie COOTBETCTBYIOLLEN NOArOTOBKM NaLMeHTa;

@ 417 OLEHKMN AOrOCPOUHBIX KIMHUYECKMX NPENMYLLECTB NPUMeHeHMA annapaTta Simeox HeobXxoAnMo NposecTy
OO0MNONHUTEIbHbIE UCCNeA0BAHMA.

Mocne Tpex I'IpeBEHTaLI,I/IVI Ha BTOPOM 3acCeaaHnn COCTOA/I0OCb aKTUBHOE OGCV)K,EI,GHI/IE, B XO4€ KOTOpOoro 6biau

3aTPOHYTHI C/leAytoLe TEMb:

- [lOCTYMHOCTb YCTPOWCTBA - B LEHTPE IeYeHns MyKoBMCLMA03a B [l3ekaHoBe JlecHax ecTb 2 yCTpoitcTea Simeox,
KOTOpble UCMO/Ib3YIOTCA NAaUMEHTAMM BO BPEMSA FOCMUTANN3ALMM, TaM e OHM NPOXoasaT obydeHne no
MCNO/b30BaHMIO YCTPOICTBA. Kpome Toro, Bpaun n dunsmotepanesTsl HAbAOAAIOT 32 NAUMEHTaMM, YTODbI OLEHUTD,
6yaeT M MM NONE3HO UCNONb30BaHME YCTPOMCTBA B XO4E NMOCTOAHHOIO IeYeHMS B JOMALHWX yCnoBMAX. MoKa
YCTPOWCTBO He BblaaeTcs "HaumoHanbHbIM GOHAOM 34paBOOXpaHeHMs", MOSTOMY ero A0CTYNHOCTb B AOMALLHMX
YCNIOBUAX CYL,ECTBEHHO OrpaHmnyeHa. CylecTByeT BO3MOMKHOCTb NMOJyYEHUs FPaHTOB, Hanpumep, oT
peabuaMTaUMOHHbIX GOHA0B UM YACTHbIX 61aroTBOPUTENBHLIX GOHA0B A5 OTAE/bHbIX NauMeHToB. LleHTp neveHms
MyKOBMCLMA03a B [l3eKaHOBe J/lecHax MMeeT onpeesieHHbIM OnbIT B NaaHe 3GdeKTUBHOCTU AOMALLHEN
dun3MoTEpPAnMM C CMONb30BAHMEM Simeox, KOTOPbIKN NMOKas3an xopolune pesyabTaTbl. OH BKAOYaeT B cebs
NOBbIWEHME MOTMBALIMM NAUMEHTOB K MPOBEAEHMIO APEHA KA AbIXaTe/IbHbIX MyTel (MHTepec K MeToay
dun3MoTEPANUM, KOTOPLIM NALMEHTLI CUMTAOT COBPEMEHHbIM, MHTEPECHBIM M 3GdEKTUBHBIM), YTO MMeeT Bonblioe
3HauYeHue B ClyYae MyKoBMCLMA03a. YaydleHne GyHKLUMM Nerkux baarogaps Tepanum Simeox 4acTo NpuBOAMT K
3HAUMTENBHOMY YYYLLIEHMIO GUINYECKMX BOSMOMKHOCTEN. AHANOMMYHBIM OMbITOM W HabAlAEHWUAMM NOAENNAACh
KOMaHZa YHMBEPCUTETCKOM KAMHMKKM MoTon n Kapnosa yHusepcuTeTa B Mpare (Yexus).

- nokTop Hanna Schmidt npeacrasuna 6onee TouHyto MHGOpPMaLMio 06 nccneaoBaTeIbCKOM NpoeKTe. Tonbko 60%
nalMeHTOB, y4acTBOBABLUMX B MCCAEA0BAHUM, MOV OTKALLNATL BblAENEHWA, Y HEKOTOPbIX NaLMEeHTOB 40
BMellaTeIbCTBA, MOKPOTA BOBCE He 0TX0AMNa. B TO Bpems Kak nocne pusmotepanmmn Simeox, KoTopas okasanacb
o4eHb 3PEKTUBHOM, 3TV NALMEHTbI CMOTIM OCYLLECTBUTL OTBEAEHME MOKPOTbI. BCe naumeHTbl HaXOAMANCH Ha
H6onee nosaHen ctagmm 6poHxoneroyHoro 3abonesaHuns. bblo 3aN1aHMPOBAHO UCCAEL0BaHNE AONTOCPOYHOM

3 bEKTUBHOCTM YCTPOMCTBA.

- OZIMH M3 YYaCTHMKOB CMPOCK/, KaK OTOMpatoTCa NauyeHTbl, KOTOPbIM NpeaaaraeTcs nonpobosaTth TePanuo ¢
NOMOLLIbIO SimeoxX.

® Yeuickan KOMaHAa: Simeox 006bl4YHO npeagnaraeTca naumeHTam, y KOTopbIX TpagMUMNOHHAA d)l/l3l/IOTepal'|l/lﬂ He
NMPUHOCUT pe3yibTaTOB, Kak MpaBn/10, C XyALWNMN pe3y/ibTaTaMmn TECTOB Ha d)yHKLl,MOHl/IpOBaHl/le Nerknx, B
XyALlem O6U.L€M COCTOAHMUMN. Y 3TUX NALMEHTOB Mbl OXKUAAEM bonee BrneYyaTanAarume pesyabratbl. Hapnexauwee
COTPYAHMYECTBO TaKXKe MMeeT 6obllOe 3HaYEeHME.,

[ ) KomaHga [13ekaHoB JlecHbl: npurnaweHna K COTpyaHn4ecTBy Hanpas/IAOTCA BCEM MallMeHTam, 0AHaKO
NPUOpPUTET BCErda OTAAETCA TeéM, Y KOTo o6u.|,ee COCTOAHME XyiKe. PacteT uncno naumeHTos, KOTOpbIE
cnpawmnBatoT O BOSMOXHOCTH |'|OI'IpO6OBaTb I'IOpa6OTaTb ¢ Simeox elle 40 TOro, Kak Um 6V,D,GT npeaaoxeHo
NCrblTaHWE.

® [loxktop Hanna Schmidt: ueHTp 3aHWMaeTca B3POCAbIMW W AETbMM, B MEPBY0 O4Yepedb BO3MOMKHOCTb
nonpo6oBaTb NopaboTaTb C yCTPOMCTBOM NPeAOCTaBAfETCA B3POC/AbIM. B FTepMaHmMm 3a NOKYMKy annapat MOXHO
BEPHYTb CPeACTBA UM B3ATb annapaT Ha Bpems.



- eule oanH BOMPOC: KaK CMMEOKC MOXXET NMOMOYb NMauneHTam C yxyalweHnem d)yHI-(LJ,l/Il/I NNErkKnX N Kakne MHCTPYMeHTbI

MOKHO MCNONb30BaTb A/15 OLEeHKM 3QPEKTUBHOCTU Tepanmu:

® [loktop Hanna Schmidt: Hanbonee BaxHbIM MHCTPYMEHTOM ABNAETCA CNMPOMETPUA, B TO Bpema kak N2MBW He
npoBOAMNCA.

® KomaHza [l3eKkaHoB JlecHbl 1 Yellickas KomaHaa: nposoaatca cnupomeTpua, N2MBW un apyrime GyHKUMOHaNbHbIE
TECTbI AbIXaTeNbHbIX MyTeN; Mepoi 3bdeKTUBHOCTN d13MoTEpPanM y NaUMEHTOB, CTPAAAOLLMX OT yXyAleHMs
bYHKUMM Nerknx, ABNAETCA BOCCTAHOBIEHWE NEPBUYHbBIX MOKa3aTenen GyHKUMM NEerkmnx, To ecTb “BOCNONHEHME
noTepb”, UTO, K COXKANEHUIO, HE BCErAa BO3MOKHO.

- elle 0AMH BOMPOC: MOXKHO M NPUMEHATL Simeox Y NauMeHTOB C yYalleHHbIM AblXxaHuem - 0TBeT (KoMaH4a
[3ekaHoB JlecHbl, YellcKkas KomaHaa, 4oKTop Hanna Schmidt 13 FepmaHum): ero MOKHO MCMNOb30BaTh Y NaLMEeHTOB
C yYalleHHbIM [blXxaHWem - bosee TOro, OH PeKOMeHAyeTCA TakMM NaLMeHTam, Tak Kak JpeHask NpomucxoamT BO
BPEMSA BblJ0Xa, KOTOPbIM ABAAETCA NACCUBHBLIM MPOLECCOM U NMO3TOMY MEHee U3HYPUTENbHBIM; SIMmeox TakKe MOXKeT
YCMNELWHO NPUMEHATLCA Y NaLMEHTOB, UCMO/b3YIOLMX KMCNOPOAHYIO TEePaNMio, a TakxKe Yy NaLmMeHToB C
MYKOBUCLIMA030M WM aNeprmieckmm BPOHXONEroYHbIM acnepruaiesom; B Caydae, Hanpumep, rmneppeakTMBHOCTH
HPOHXOB, 0YEHb NO/E3HOM OKa3asacb BO3MOXKHOCTb MHAMBUAYabHOM HACTPOMKM NapameTpoB annapaTa
(Hanpumep, MoLHOCTK).

- BOMPOC K A0KTopy Hanna Schmidtrs FepmaHmm: Kak Mbl MOXKeM 06bACHUTL KOPPENALMIO MEXK /Y NOBbILIEHHON
NOABMXHOCTbIO Anadparmbl U yaydleHnem GyHKLUMM Nerkmux?- OTBET: 0AHa M3 TMNOTes 3aK/1H4YaeTca B TOM, YTO
yaydweHne GyHKUMM NErkMX CBA3aHO C YyMEHbLLIEHWEM TMNEePUHOAALMM NETKUX, YTO NPUBOAMT K AydLlen
NOABMKHOCTM AMadparmbl; KOOME TOr0, 3TO MOMKET CNOCOBCTBOBATL YMEHbLIEHWIO KONMYECTBa BblAeNeHWI B
[bIXaTeIbHbIX NYTAX U yAaNE€HUIO CIM3UCTbIX NPOOOK.

- Cne,qyrou.l,mﬁ BOMPOC KacasiCA CoOYeTaHNA Simeox ¢ APYTUMUN APpeHaXXHbIMN METOANKAMM: MO MHEHUIO BCEX
Y4aCTHUKOB, Simeox Bcerga A0/KeH MCNOIb30BaTbCA B COMETAHUM C APpYyrnmm ¢M3VIOTepaI'IeBTM‘-IECKMN\I/I MeToaaMn
ONA AOCTUXKEHNMA ONTUMAJIbHbIX Pe3y/1bTaTOB.

BbIBO,ﬂ,bI No NTOMram BTOpOl\/II BCTpe4n.

® Simeox 3amMeanAeT Uan gaxke OCTaHaB/IMBAET nporpeccnpoBaHne 6pOHXO/’I€I’O‘-lHOFO 3a6oneBava, ecnn
MCMNO/1Ib3yeTCA B ,EI,OJ'IFOCpO‘-{HOl‘/ﬁ nepcnexkTnee, Ha perynﬂpHoM OCHOBE NMpn NOCTOAHHOM 1e4eHnn, n NNaHOBOW
rocnmTannsauni Ha HeECKOJIbKO ,D,Helz, ABNAETCA XOPOoWNMM METOAOM BBEAEHNA aTOMN TEPaANnnn.

@® /peHnpoBsaHme BPOHXOB C NOMOLLBIO Simeox ABngeTcs 6e30MacHbIM U 3PGEKTUBHBIM METOLOM NeYeHUs, 0COBEHHO
€C/Iv pe3yNbTaTbl CTaHAAPTHOM GU3MOTEepPanmm rpyaHON KNETKM HeyA0BAeTBOPUTENbHbI (MOBMAM3ALMA TONbKO YacTu
CeKpeTa, OCTaBLIErocs B AblXxaTe/bHbIX MNyTsX).

@ Simeox obecneunsaet bonee TwATENbHOE APEHUPOBAHME BPOHXOB B 0B1ACTAX IETKUX, NOABEPIKEHHbIX
BOCMA/IUTEIbHbIM NPOLLECCaM, U AUCTA/IbHbIX OTAENaX AblXaTebHbIX MyTeN, Bbl3biBad NPU 3TOM MeHbLLEee
pasapaxkeHue AblXxaTe bHbIX NyTel No CPaBHEHWIO CO CTaHAaPTHON GUsnoTepanmen rpyaHon KNeTku

@® Pabota c npnubopom cnocobCTBYET YAYUWEHUIO B3aUMOAENCTBMSA C NAaLMEHTAMM B OTHOLWEHMM dM3MoTepanmnm
TPYAHON KNETKM

(] OnTUManbHble pe3ynbTatbl AOCTUTAOTCA NPU COYETaHNN 6p0meaanoro ApeHaXxa C NOMOLbIO Simeox ¢ Apyrmmm
MeToaaMn CbVBl/IOTepaI'IVIl/I AbIXaTe/IbHbIX I'IYTel‘/J1



TpeTbe cosewaHune 27.05.2021

HabntoaeHus meanumHCKMX
CneumanncToB 3a NaumeHTamm,
MCMONb3YIOWKMMKM SIMeox B
ANOMALLHMX YCIOBUAX.

[lepcoHanM3npoBaHHas meanumHa.

KAMHMYecKan noab3a Ana nalmneHTa.

YYyaCTHUKMU

Dr Justyna Milczewska, aeTckuii nynsmoHosnor

LleHTp neveHns MyKoBmucLMA03a He3aBMCMMOro KOMMNIeKca AETCKUX
rocy4apCTBEHHbIX MeANLMHCKMX yUpekaeHuit Bapwasbl B [l3ekaHose
JlecHax, KIMHWKa 1 OTAeNeHMe MYKOBMUCLMA03a MHCTUTYTa maTepu 1
pebeHka B Bapwase 1 Natalia Jeneralska punsmoTtepanesT, LeHTp nedeHuns
MYKOBMWCLIMA03a He3aBMCMMOro KOMMIeKca AeTCKMX rocyAapCTBEHHbIX
MeANLMHCKMX ydpexaeHni Bapluasbl B [3ekaHose J/lecHax.

Dr J6rg Grosse-Onnebrink, netckuii nynsmoHonor v Christina Kramer,
dusmoTepanesT LleHTpa nevyeHns myKoBMCUMA03a NPU YHUBEPCUTETCKOM
KNnHMKe B MioHCcTepe, fepmanmA.

Dr Boubou Camara v Dr Rebecca Hamidfar, nynasmoHonoru LieHTpa
neyeHmns mykosucumaosa (CRCM) B NpeHobne, PpaHums.



[okTtop Boubou Camara

JokTop Boubou Camara npeacTtasua NpeanonosKeHms, OTHOCALWMECA K KAUHUYECKOMY UCCAeA0BaHUI0,
NPOBOAMMOMY B HAaCTOSALLEE BPEMS €r0 LEHTPOM, Ha 3bdEeKTUBHOCTb M He30MacHOCTb YCTPOMCTBA Simeok,
MCMNO/Ib3YeMOro naumMeHTaMm ¢ MyKOBUCLMA030M B Ka4ecTBe YacTu AoMallHen GusmoTepanun rpyaHon KNeTku. 3To
NPOCMNEeKTUBHOE, PaHAOMM3NPOBAHHOE, MHOTOLLEHTPOBOE McCaeaoBaHNe (5 Ny bMOHONOTUYECKUX LIEHTPOB BO

®paHuun)

KOHTPO/IbHYO rpynmny COCTaBMAM NaLUMEHTbI C MYKOBUCLIMA030M, MPOXOAMBLIME TPAAMUMOHHYIO dusmoTepanmto (6e3

annapaTa Simeox)

MpOAONKNUTENbHOCTb MCCNEA0BaHMA COCTABAAET 3 MEeCALa, OHO HaNPaBAEHO Ha OLLEHKY PeCnMpPaTOPHbIX CUMNTOMOB
M MKOCTM NErkMX Npu GyHKLUMOHANbHbIX TECTAX Y NALUMEHTOB C MyKOBMUCLMA030M, NPOXOAALLMX
busmoTepaneBTUYECKOe NeYeHne C UCNoib3oBaHem Simeox. OCHOBHbIMM NoKa3aTensiMm 3GOEKTUBHOCTM ABAAIOTCA:

@ pecnupaTopHble CUMMNTOMbI (M3MEHEHME OUEHKKM pecnnpaTopHbix cumnTomoB CFQ-R 3a 3 mecaua

nccnenoBaHma)

@ CNVYPOMETPUYECKMI NoKa3aTeNb QYHKLMM Nerkux (M3meHeHme FEV1 3a 3 mecAua nccnenoBaHus)

BTOpVI‘-IHbIMVI NOoKa3aTeqaMU OUEHKN ABNAIOTCA:

@ oueHKa KadecTBa n3Hu (CFQ-R)

@ 6e30M1acHOCTb UCMO/b30BaHMA YCTPOUCTBA Simeox
@ oueHKa BO3aeNCTBUA MeToAa NauueHTamum

@ BAuAHKE Ha QYHKLMIO NErkmnx

@ oleHKa 06LLEro Ka4yecTBa KM3HM

o OLEeHKa Ka4yecCTtBa CHa

Kputepun 0T6opa nauneHTos 4nda y4actma B UCCNELOBAHNN!

@ aUMEHT C AMArHOCTMPOBAHHbBIM MYKOBUCLMA030M

@ B cTabunbHOM nepuose 3aboneBaHma (C MOMEHTa
nocneaHero 06ocTpeHna HPOHXONEro4HOro
3ab0/1€BaHMNA NPOLLAO He MeHee 4 Heaenb)

@ Bo3pacT ctapwe 14 net

Kputepunun UCKAlo4eHUAa N3 nccnesoBaHma

@ nNHEeBMOTOPAKC UK YCUAMBLIEECA KPOBOXapKaHbe
(6onee 30 mn B TeueHme 24 yacos) 3a 6 HeaeNb A0
BK/tOYEHMA B MCCNe0BaHNe

@ nauMeHT, HaxoaAUMIACA B CMIMCKe Ha
TpaHCMAAHTALMIO NErKMUX

@ €ECTb NPOTMBOMNOKA3aHMA K APEHNPOBAHNIO
OPOHXOB C MOMOLLLIO MEXaHUYECKUX YCTPOMCTB

OUEeHKa yCTa/ioCT nocne ceaHca d)VI3l/IOTepaI'IVIl/I

HE0HXOAMMOCTb MPUMEHEHNS aHTMBAKTEPUATBHOM
Tepanuu

BpPEMA [0 Nepsoro 060cTpeHna BPOHX0NEroYHOro
3abosieBaHuA

BO3MOXHOCTb ANCTaHUMOHHOIO yrnpaB/eHWA
npoueccom Tepanmm

naumeHTy TpebyeTca He meHee 1 ceaHca
OPEeHNPOBaHWSA AplxaTesbHbIX NyTel B Heaesto (C
MCcnosib3oBaHMeM Nt0HON METOAMKN)

NauMeHT NOHUMAET BaXKHOCTb NpoLueayp,
NPOBOAMMbBIX B XO4€ UCCAeA0BaHMA, CNOCcobeH AaTb
CBOE MHPOPMMPOBAHHOE COrnacue Ha yyacTie B
nccnenoBaHnm

MauUneHT, yXXe MCNoJb3yeT Semiox B AOMaLLIHMX
YCNOBUAX

MaUNEHT HEe MOXET NnocellaTb KOHTPO/IbHbIE BU3UTHI,
BK/ZIHOYEHHbIE B MPOTOKO/ NCC1ea0BaHNA

NauMeHT, y4acTBYHOLIMM B Nt0OOM ApYyrom
KAVHMYECKOM UCCaeA0BaHNM

HepemMeHHOCTb, MOCNePOA0BOM Neprnoa, rpyaHoe
BCKapmM/IMBaHue



dTanbl UCCNeA0BaAHUA:

Hayano mnccaefoBaHuA (MaumeHTbl HabpaHbl, MHGOPMMPOBAHHOE MUCbMEHHOE COorlache Ha y4YacTue B
nccnefoBaHNN, PaHAOMM3aALUMA B UCCAEAYEMYIO UK KOHTPO/IbHYIO rpynny, cbop obpasia MOKPOThI)

nepsblit BM3UT (aHTponomeTpusa, CFQ-R, cnupomeTpus, 7-AHEBHAA aKTUMETPUA, B CyYae paHA0MMU3aL MM
NaLUMeHTOB A8 BKAOYEHUS B rpynny Simeox, oby4yeHne MCcnoib30BaHMIO YCTPOMCTBA - 5 BCTpeY, BO3MOXHO
OWCTaHUMOHHO)

exemMecsayHble 0bcyKaeHUs no TenedoHy (MHPoPMaLMA O HeXKenaTeNbHbIX ABNEHUAX)

BM3UT Yyepes 3 mecaALa nocse Havana nccnenosanua (aHtponometpus, CFQ-R, cnnpomeTpus, 7-AHEBHas
aKTUMeTpus, cbop AaHHbIX 06 06OCTPeHMAX BPOHXONEroUYHbIX 3ab01eBaHNM, TPEOYIOLWMX TOCMUTAAM3ALUMM NN
HeT, aHTMOaKTepPMaNbHOM Tepanmm, HexenaTebHbIX ABNEHUAX; TO/IbKO ANA rPynnbl SIMeox: aHKeTbl 417 OLEHKM
YCTPOWNCTBA MNaLMEHTOM).

B nccnenosaHue 6bIan BKAOYEHbI 70 NaumneHToB. M3 aTol rpynnbl 6biia BblaeneHa noArpynna 13 56 naumeHTos,
KOTOpble A0MKHbI AONOAHUTENBHO NPONTM HOAUNNETUIMOTPaAPUIO C OLLEHKOM OCTaTOYHOro 06bema Nerkux.

Ha gaTy Hayana uccaenosaHma Oblan paHAOMU3MPOBaHbI 23 NauneHTa, B TOM Yncae 12 A0KHbI Oblin BbiTb
BK/IHOUEHbI B rpynny Simeox. B 3Tol noArpynne naumMeHTbl ObICTPO Hay4MIMCh NOMb30BATLCS annapaTom, OHU He
MCMbITbIBAIM TPYAHOCTEN, CBA3AHHbIX C €70 MCMNOb30BaHNEM, COODLIAAN O CYObEKTUBHOM YAYULLIEHNN QYHKLAN
NErkux, ollyLeHnn bonee spPpeKTMBHOro ApeHMpPoBaHNSA BPOHXOB, CBA3AHHOM C MEHbLIMMM YCUAUAMM MO
CpaBHeHMo ¢ 0bbluHOM dm3mnoTepanmnen. CoobLumam, 4To BOMbLIOK pa3mep YCTPOMCTBA co34aeT Heya0bCTBa.
MonHble pe3yabTaTbl UCCAeA0BaHNA ByayT NpeAcTaBAeHbl NOC/e ero 3aBeplleHus.

JokTop Boubou Camara Take npeactaBua ciyyal 39-neTHero naumeHTa, y KOToporo B Bo3pacte 37 feT Obin
[OMarHOCTUPOBaH MyKOBUCLMAO03 (reHoTmn G85E/D1152H). narHocTMKa npu NoAo3peHnn Ha MyKoBuCUmMA03 bbina
HayaTa B CBA3W C PEUMAMBUPYIOLLMMMN WHPEKUMAMM AbIXaTebHbIX nyTeil, becnioamem, WHPUUMPOBAHMEM
ObIXaTebHbIX MNyTel CMHErHOMHOM Maso4YKOM U AMArHOCTMPOBAHMEM  aNNeprnyeckoro  OPOHXONEroOYHOro
acneprunnesa. Y naumeHTa TakKe Obla AMarHoCTMPOBaHa XpOHMYeCcKan NHPEKLMA AblXaTebHbIX NyTel, Bbl3BaHHas
30/710TUCTbIM CcTaduNoKoKKom n Aspergillus fumigatus.

MauneHTy nposoamnack GM3nMoTepanua rpyaHoN KAeTkM 2 pasa B Hefento, OH Nepuoanyeckn cTpagan oT OA4blLLKM
Npv Harpyske, BbI3BaHHOW HpoHXManbHON obcTpyKumeln. B mapTte 2020 roaa 6bina HavaTa du3noTepanma rpyaHom
KNeTKM C MCNoNb3oBaHMeM annapata Semiox. [lo Hayvana neveHma FEV1 coctasnan 93% oT NporHosmpyemoro
3HavyeHunAa, a FVC - 96%. Yepe3 3 mecAua Tepanum 3TW noKasatenu yeenmdmnmce o 113% wn 104% ot
NPOrHO3MPYEeMOro 3HayeHusa, COOTBETCTBEHHO. OCTAaTOUHbIA 0ObeEM Nerkux yMeHblWWnaca 3HaumTenbHo. Yepes 3
MecsiLla OLeHKa Mo WKane pecnupaTopHbix cumntomos CFQ-R yBennumnace ¢ 55 0o 72 6annos. MaumeHT coobuin,
YTO ceaHcbl HU3noTepanmm ¢ Simeox He NPUBOAMAN K yXYAWEHWIO CAaMOYyBCTBUA MAM YCTANOCTW. TaumeHT coobumn
O NOBbIWEHNN KaYecTBa CHa W yyYLleHUN 0BLLErO CaMOYyBCTBUA.

Simeox IIpexpamenne
Tepanms B Teparmmu SiMeox
OOMAIIHUX
35 7 YCTIOBI/IHX
3 6
2,5 5
2 4
1,5 3
1 2
0,5 1
0 0
20/03/2019 17/05/2019 14/07/2019 10/09/2019 07/11/2019 04/01/2020 02/03/2020 29/04/2020 26/06/2020 23/08/2020
—— FRVCL FEVIL —— RV(OcTtaTouHblit 06bem nerkmx) L

puc. 8. BeibpaHHbie napamempsl cnupoMempuu y 39-nemHe20 nayueHma 0o U nocse Hayasaa mepanuu Simeox u nocse eé NpexpaueHus



Tabn. 8. [Napamempsl cnupomempuu y 39-nemHe2o nayueHma, npedcmasseHHsle 00 U Nocse Haydsaa mepanuu Simeox

Simeox
T€panu:Aa B
OOMAIIHUX
ycnoBuAx
7
Norme Mes. %vgm:d Z-Score Norme Mes. %vgm:d Z-Score
514 520 101,00 514 615 19,63
0,00 177 - 0,00 252 -
0,00 2,06 0,00 217
366 313 8548 366 398 108,72
0,00 342 - 0,00 364 -
Intense spirometry In front of In front of
531 5N 96,31 531 6,01 Nn3,22
VEMs(L) 429 4,01 93,42 VEMs(L) 4,29 4,48 104,35
VEMSs/CVF(%) 8115 78,41 VEMSs/CVF(%) 8115 74,51
VEMSs/CV(%) 8115 7716 0,66 VEMSs/CV(%) 8115 7277 34
DEP(L/S) 945 1016 107,53 DEP(L/S) 945 1,86 125,55 199
815 81 99,56 815 8,66 106,25
522 4,99 95,68 522 4,48 85,83
D25(L/S) 232 129 55,52 D25(L/S) 232 121 52,03
4,21 365 86,67 4,21 341 83,01
0,00 4]0 0,00 590
Ventilation mechanics In front of Ventilation mechanics In front of
812 —-e- ——-- SRAW (cmH20*s) 812 8,01 98,70
1,64 1,64 149 90,58
0,12 0,12 0,2 101,31
Lung volumes and capacities Lung volumes and capacities
342 585 171,10 R 342 508 148,62
CRF(cpt)(L) 342 4,91 143,67 249 CRF(cpt)(L) 342 4,06 18,78
714 754 105,62 714 764 106,96
194 2,31 19,08 194 1,60 82,37
CV(cpt)(L) 514 524 101,79 CV(cpt)(L) 514 6,04 N748
VRE(cpt)(L) 0,00 2,60 VRE(cpt)(L) 0,00 246
VRI(cpt)(L) 0,00 159 VRI(cpt)(L) 0,00 256
VR/CPT(%) 273 30,59 12,75 VR/CPT(%) 273 20,89 77,01

[okTop Justyna Milczewska and Natalia Jeneralska (maructp HayK)

[okTtop Justyna Milczewska and Natalia Jeneralska (marucTp Hayk) npeactasuam cayydait 16-neTHero naumeHTa ¢
MyKoBucUMao3om (reHoTtun 2143delT/delPr-3), c nerkum 6poHxonerodHbim 3abonesaHnem (FEV1 105-116%).

B mapTe 2018 roga naumeHTy Obla NpoBeAeHa 3paanKaLms Bnepsble BbiABAEHHOM MHOEKLUMN AbIXaTeNbHbIX NMyTeln
Burkholderia gladioli. ¥ Hero Oblna BbisiBNeHa  nepuogmdeckas MHGeKUMs abixaTenbHbiXx nyTen Pseudomonas
aeruginosa (nocnegHuit MONOMKWUTENbHbLIM pe3ynbTaT Mmaska 08.2019). Kpome Toro, y naumeHTa umeeTca
XpOHUWYecKoe BoOCMNaneHne n noamnos Hoca (B 2017 u 2019 rogax emy OblaM NpoBeAeHbl 3HAOCKOMMYecKue
onepalmMu Ha nasyxax), CTeaTos NeyeHu u BPOKAEHHas aopTaibHaa HeaoCTaTouHoCT. B mapTe 2019 roaa emy 6bin
NOCTaB/IeH AMarHo3 caxapHbll AnabeT, CBA3aHHbIN C MyKOBUCLIMA030M.

B aHBape 2020 roaa cocTosHWe naumeHTa Obi10 CTabuibHbiM, 6e3 cumnTomoB obocTpeHmAa BPOHXONEroYHOro
3aboneBaHna, No AaHHbIM cnupomeTpun: FEV1 116%, FVC 114%, MEF25 119% OT NporHo3Mpyembix 3Ha4YeHUN.
Cneaytouwmii NNaHOBbIM BM3UT Dbl 3aniaHMpoBaH 4Yepe3 3 mecaua - B anpene 2020 roga, 0A4HAKO POAUTENN
nauMeHTa OTMEHUAM ero m3-3a naHaemmu. o nona 2020 roga oHW He noceLlann LEeHTP NeveHnsa MyKoBUCLIMA03a U
He MPOCW/IM OpPraHn30BaTb MOBTOPHbLIM BM3MT. bonee TOro, B TO Bpems y mMasbyimKka HabAOAaNNCh 3HAYUTENbHbIE
npobaembl C NoBeAeHNEM - M3-3a NOAPOCTKOBOTO KPMU3MCa COTPYAHUYECTBO CUIBHO YXYAWMAOCH, M NAUMEHT NOYTH
MONHOCTBIO MepecTan BbIMOAHATL KaKue-nMbo WHranAUMOHHO-APEeHaXKHble npoueaypbl. [MpUYMHON  CPOYHOM
rocnuTanusaumm B utone 2020 roga cTano Taxenoe obocTpeHne bpoHxoneroyHoro 3abonesaHus (6e3 adpdekTa oT
ambynaTopHoro feveHms UMnpodaoKcaLmHoOM).

Mpn nocTtynneHnn obllee cocTosHMe nauyeHTa OblNo CpeAHeTAKeNblM, OTMeYanucb MNepuoanveckme Xpuns,
MHTEHCUBHbIM B/Ia’KHbIMA Kallenb, TaxMMHO3, TaxMKapama, CHUMKeHue caTypaummn o 88-90%. lMpu ayckyabTaumm
OTMEYaIMCb MHOMKECTBEHHbIE XpUNbl. B nabopaTopHbIX aHanM3ax - NoBbIlIEHHbIE MOKa3aTean BOCManeHus, a npu
PEHTFeHO/IOTMYECKOM UCCNeA0BaHUM TPYAHOM KAETKM BbIAB/AEHbI 3aTEMHEHUA B HUMMHUX M CpeaHMX oTaenax
NpPaBoro Erkoro, rmnepuHGAALMA N1eBOro NErKOro No NepumeTpy, YTo/leHNe CTEHOK BPOHXOB B HUMKHUX U CpeaHMX
oTaenax oboux nerkmx. Kpome Toro, 0TMeYan0Ch 3Ha4YNTEbHOE yXyAlleHne nokasaTenen cnupometpum: FEV1 75%
(cHW»keHMe Ha 41% oT nporHo3mpyemoro 3HaveHua ), FVC 74% (cHuxkeHre Ha 40% OT NpOrHO3MpPyemMoro 3Ha4eHus),
MEF25 71% (cHu»eHue Ha 48% OT NPOrHO3MPYyEeMOoro 3Ha4yeHmsa).



JleyeHune BIHOYANO:

@ uedennm, ammKaumH BHYTPUBEHHO

canbbyTamon 6bin 3aMeHeH Ha popMOTEPO

[ONONHUTENbHAA NOBTOPHAA MHIaNALUMS AOPHA30M anbda Noc/ie YTPEHHEro ApeHarKa

KncnopogHas tepanua 1-2 1/MUH B TedeHue Nepsbix 3 AHeN rocnutanmsaumm

NOCKO/IbKY B MOKpOTe Habntoganca maccosblin pocT Aspergillus fumigatus, BHyTpMBEHHO BBOAMIN UTPAKOHA30/
B cOYeTaHuM C ampOoTEPULIMHOM B, KOTOPbIM BBOAWUAN UHTANAALMOHHO

@ Simeox BO BTOpOW YacTu npebbiBaHMsA (paHee yCTPONCTBO He Bblao AOCTYMNHO B Nanate)

MonyyeHHble pe3ynbTaTbl:

@ Vy/ydleHne obLLEero cocToAaHMA, CTabuAN3aLMS KU3HEHHbIX MOKa3aTeNel, yMmeHbleHne Kalis
@ CHATME ayCKYNbTATUBHbIX MU3MEHEHN I
@ perpeccua NopaxKeHnn Npm PeHTreHoNoTMM OPraHoB rPYAHON KNETKK

@ He3HauMTenbHoe yaydlleHne/yxyaweHne nokasatenen cnupomeTpun: FEV1 - 81%, FVC - 98% , MEF25 - 55% ot
MPOrHO3MpPYyEeMbIX 3HAYEHWUA.

BblN0 pEKOMEH10BaHO NPOAO/IKEHME GU3MOTEPANEBTUYECKOrO NeYeHns annapaTtom Simeox B AOMaLLIHWX YCAOBMAX
2 pasa B AeHb. Bo Bpems AByx nocneaytolimx NoceleHnin LeHTpa Ne4eHns MyKoBMcLUMa03a obliee cocToaHme
naumeHTa 6b110 XopoLnm, 6es CMMNTOMOB 06OCTPEHMS, 1 OH COOBLLMA O MOAHOM NPEKPaLLEeHNN eXKeIHEBHOIO
Kawwna. OYeHb BaKHO, YTO MOTMBALMA NAUMEHTA K BbINOMHEHMIO GU3MOTEPANeBTUYECKMX NPOLEeAYP Ha FpyAHOM
KNIeTKe 3HaYMTe/IbHO BO3pocaa. EMy o4eHb NOHPaBMAoCh paboTaTkb ¢ annapatom. OH cumTaeT, yto Brarogapa
OPEHVPOBAHMNIO AblXaTeNbHbIX NMYTEN C MOMOLLbI0 Simeox 06bem ero nerkmx 1 oblee G1usnyeckoe CocTosHme
3HAUYMUTENBbHO YAYYLLMAMCE. Baroaapa TakMm NONOKUTENbHBIM Pe3ynbTaTam IeYeHns, OH C DONBbLIMM KenaHnem
npoBoAMT GU3MOTEPaneBTUUECKME CeaHCbl, YTO bo/1ee BaXKHO, Ha PeryaapHoi ocHose. TakKe Hbl10 OTMeYeHo
3HauYUTENbHOE YaydlleHne GYHKLUMM NErkuX Npu TECTMPOBAHNUK: YBEAMYEHWE NOoKa3aTenen CnMpoMmeTpum 1
CHMXEHMe 3Ha4YeHMA MHAEeKCa NeroYHOro KanpeHxca (puc. 1, 2).
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Puc. 1. 3Ha4yeHus 8bI6PAHHbLIX NGPAMeMpPO8 cnUpomMempuu 0714 NAYUEHMA.
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Puc. 2. 3Ha4eHus UHOeKca ne204HO20 KAUPeHCa y nayueHma

KpaTkume BbIBOAbI:

@ Simeox nokasas Nyyline pesybTaTbl B MAaHE MOBUAN3IALIMM, PA3KMKEHNUA U YAaNEHMUA MOKPOTbI B CPAaBHEHME C
ApYyrMMKM MeToaammn GmsmMoTepaneBTUYECKOro TeYeHNs

@ nNauUMEHT MOXKET CAMOCTOATE/IbHO AeNaTb APEHAXK C MOMOLLbIO yCTpoKMCcTBa 6e3 nomowy dusmoTepanesTa, YTo
ocobeHHO BaxkHO B ycnosmax COVID-19

@® VY HEKOTOPbIX MaUMEHTOB NONYHaETCA CHMU3UTb BPEMA APEHNPOBAHNA

@ nauMeHTbl, yCTaBLIMe OT MHOTOIETHETO UCMO/b30BaHMA NMPEKHUX METOA0B APEHNPOBAHMSA, OXOTHO NPOBYIOT
MHHOBALMOHHbIE METO/Zbl OYMLLEHMA AbIXaTEIbHbIX MyTeMN, a8 BO3MOXKHOCTb NMOCTOAHHOrO NpMMeHeHna Simeox B
[OMALLIHMX YCI0BUAX NOBbILAET MOTUBALMIO K CUCTEMATMYECKOW paboTe



[oktop Jorg Grosse-Onnebrink and Christina Kramer

HokTop Jorg Grosse-Onnebrink and Christina Krdmer npeactasuam cBon onbIT APEHNPOBAHMA AbIXaTeNbHbIX NyTel C
NOMOLLBIO SIMeoX y NaUMeHTOB C MYKOBMCUMA030M.

C 2018 roaa 6onee 50 NauUMEHTOB BbIMOMHUAM APEHAXK C MOMOLLbIO annapaTta Simeox B KAMHWKe, a 21 nauueHT
Mcnosib3oBann Simeox Aoma. B 60abHUYHOM OTAeNeHUN MMmeeTcs 2 annapaTta. ObyyeHne Nofb30BaHMIO annapaTom
3aHMmaeT oT 1 A0 3 ceaHcoB ¢um3MoTEpanun. HeobxoaMMbIM yCNOBMEM A8 pekomeHAauumn dusmoTepanmm c
MCNO/Ib30BaHMEM Simeox ABASETCS XOopollee COTPYAHNYECTBO C NALMEHTOM M FOTOBHOCTb MCMO/1b30BaTb Npnbop He
MeHee 3-5 pas B Hegdento (npeanonaraerca, 4to OH OyaeT [A0MNOAHATb 0OblYHYO du3MoTepanunio). bbiam
npeacTaBieHbl pesynbTaThl Hebonbloro uccneposaHma 2019 roga, B KOTOPOM CpaBHMBanach 3GGEKTUBHOCTb
bun3noTepanmm c UCNoNb30BAHNEM APEHAXKHOTO Xunneta (The Vest) n Simeox. Pe3ynbTathi:

® 913 10 nauymeHTOB NpPeanoYan Simeox Kunety

® 86% naumeHToB peKomeHA0B8anM 6bl CUMEOKC
APYrMM NaumeHTam

NeyeHne ¢ Simeox Bo3mellaeTca B [epmaHumn. HeobxoAMMO Noay4mTb PeuenT nyJbMOHOI0ra. B HEKOTOPbIX CyYanx
CTpaxoBas KoMMaHusa TpebyeT A0NOAHUTENbHbIX 06Cea0BaHN. HemelKaa KOMmaHAa OTMETMIA OYeHb Xopollee
COTPYAHWYECTBO C Npou3BoaAMTENEM NpHbopa.

[anee 6bin NpeAcTaBAeH KAMHUYECKMI caydal 17-neTHel naumeHTK1 ¢ MyKosucUmnao3om (reHotun F508del/
F508del) Ha o4eHb NoO3aHEN cTaann OPOHXONEroYHOro 3ab01eBaHMA.

MauMeHTKa MHTeNereHTaHas 1 rotoeas K cotpyaHunyectay. C 2009 roga y Hee AMarHOCTMPOBaHa XPOHMYECKas
MHOEKLMA AbIXaTeNbHbIX MyTe, Bbi3BaHHaA CUHErHOMHOM NasiouKon (el TpebyeTca peryaapHoe BHyTPMBEHHOE
BBEAEHMe aHTMBMOTMKOB), a B 2018 roaly OHa Npoxoaun/a nedeHme 1M3-3a 3aparkeHma Mycobacterium abscessus. Y
Hee yCTaHOB/eHa NMLLEeBasA racTPOCTOMa 1 NOPT-CUCTEMA.

C 2017 ropa nokasaTenb FEV1 octaBanca Huxke 40% oT nporHosnpyemoro 3HaveHua, a 8 2019 roay oH coctasun 32%
OT NPOrHO3MPYEeMOro 3HaveHuA. Mpun BU3yanm3aLMoOHHOM UCCAeL0BAaHNMN NALMEHTKM OblM BbIABNEHbI O4YEHb
TAXKE/Ible MOPaXKEHWA, XapaKTepHble KaK A1 OCHOBHOro 3aboneBaHmA (6pOHX03KTa3bl, BO3AYLWHbIE NIOBYLUKM), TaK U
ONA MUKODAKTEPUI Nerknx (MHOXKECTBO ME/IKOY3e/TKOBbIX MOPaXKeHN).

B 2019 roay naumeHTKa Havyana NPUMEHATb Simeox B 4OMALIHMX YC/I0BMAX 2 pa3a B AeHb. Bo BpemaA naHaemnm
COVID-19 BM3UTbI K GU3MOTEPANEBTY, KOTOPbIE PaHbLLE NPOXOANAM Pa3 B HeAe 0, CTa M HEBO3MOXKHbI. B 3T0 Bpems
el o4eHb Nomoraa Tepanus Simeox. bblIo NoAYepPKHYTO, YTO B C/lyYae C 3TOM NaUMeHTKOM (KaK 1 ¢ ApyrMmm)
npaBuIbHOe 0byYeHMe U HAaCTPOKa NapamMeTPOoB anmnapaTta NO3BOAAKT NOAYYUTb MaKCMMabHYO NO/b3y OT ero
MCMNOb30BaHMA. MalUMeHT CaMOCTOSTEIbHO PEryanpyeT MOLLHOCTb annapaTta (o1 100 % no 25 %) ana yaaneHus
MOKPOTbI M3 MENKUX BPOHXOB.

Bo Bpema neyeHma ¢ nomoulpto Simeox nokasatenb FEV1 naumeHTKM 32 HECKONbKO MecALLeB yBennymnaca ¢ 32 no 37
% OT MPOrHO3MPYEeMOro 3Ha4YeHns. bnarogapa MCNoab30BaHMIO YCTPOMCTBA OHA Hayala OTKALLAMBATb MOKPOTY,
3a/epKMBatoLLyOCa B BpoHXax, YTO 40 3TOro A0CTaBAANO e maccy npobaem. Mocne atoro, 8 2020 roay, ee neyeHue
HbIN10 pacluMpeHo 3a cyeT KombuHauuK ivacaftor/tezacafto/relexacaftor(moaynatopsl 6enka CFTR), FEV1 yBenuumnca
elle 6onee yem Ha AeCATb MPOLLEHTOB OT NPOrHO3MPYEMOTO 3HaYeHMs. MalyeHTKa NpoaoaKana GprsnoTepanmio c
ncnosb3oBaHMem Simeox (2 pasa B AeHb). OHa coobLinAa, YTO Nocae Hayana neyeHma moaynatopom benka CFTR
BpoHXMaNbHan cekpeLmsa yMeHblINAACk, OJHAKO OHa BCE ellle MPUCYTCTBYET, M Simeox 3Ha4MTenbHo obaerdyaet ee
OTXOXAEHMeE.
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Puc. 11. MameHeHue npoueHma donxcHo2o FEV1 3a 5 nem y 17-nemHeli nayueHmxu, npedcmassneHHol Hemeuykol KomaHAod.

TakKe Obln NpefCTaBaAeH OMbIT 4PYroro HEMELLKOro LLeHTpa MyKOBMCLMA03a B dcceHe. [lo Havana neveHuma
moaynatopom 6enka CFTR, 6naronaps annapaty Simeox, NaumeHTbl BbIBOAWAM HObLLIOE KONMYECTBO IyYCTOM,
TPY/ZHO BbIBOAMMOM MOKPOTbI. Mocne BKAtoYeHus ivacaftor/tezacaftor/elexacaftor, u korga Simeox He
MCMNOb30BaCA, NALUMEHTbI OTKALLMBAIOT O4eHb HEOObLLOE KONMYECTBO MOKPOTbI. O4HAKO NoC/ae BKAYEHWS
Simeox OHW HaYMHAIOT OTKALW/IMBATL YMEPEHHOE KO/IMYeCcTBO ropa3ao 6oee *KUAKOM MOKPOTbI, YTO LLOKA3bIBAET,
YTO OHa NPUCYTCTBYET B HPOHXax, HO OYeHb TPYAHO BbIBOAMMAA. TakMM 0O6pa3om, Bbin cAenaH BblBOA, YTO
coyeTaHne d13noTepanmm C MCNoAb30BaAHNEM SiIMeoX C le4eHMeM C MOMOLLbIO MoaynaTopos benka CFTR
obecneynBaeT oNTUMabHbIN TepaneBTUYeCKNin 3bPeKT.

MNocne Tpex npeseHTauMﬁ COCTOAN1IaCb 06LLIMpHaFI ANCKYCCHA, KOTOPaA BKIOYasla cheadylolne TeMbl:

- NOAYEPKHYB MOJIOKUTENbHBIN 3PPEKT PU3MOTEPANMU TPYAHOM KNETKN Ha S KU3HEHHYIO EMKOCTb JIETKMX NaLMEeHTOB C
MYKOBMICLM/A030M, CBA3AHHbIM C 06LWMM GU3MYECKMM COCTOSTHUEM NaLMEHTa, YKa3as npu 3TOM, Y4To 3ddEKT Obin
ABYHaNpPaB/IeHHbIM, TaK KaK BbICOKMI YPOBEHb PU3NUYECKON aKTUBHOCTM ABASETCA CeACTBUEM OYULLEH WA
AbIXaTe/IbHbIX MYTeM, YTO OKa3bIBAeT O4YeHb MOOKMUTE/IbHOE BANSHUE HAa COCTOAHME 3TUX NMALMEHTOB

- 3a[a/11 BONPOC, KaK flevallas KomaHaa ybexaaeT naumveHToB MCnoab30BaTh Npubop: KomaHaa LeHTpa MB B
[3ekaHoBe-/lecHax OTBETWUNA, YTO NoJasnstollee 60/bWMHCTBO NALUMEHTOB NPOABUAN UHULMATMBY U CIPOCKAN O
BO3MOXHOCTM MCMO/b30BaHMSA annapaTa BO BpemMs rocnmTanmsaumm, Nocae 4ero HeKoTopble M3 HMX peLlnin
MCNOMb30BaThb €ro A/NTEIbHOE BPEMA B AOMALLHMX YCA0BMAX. HEKOTOPLIM NaumeHTam npeanaraeTca nonpobosaTb
annapar M 03HAKOMMTLCA C HUM. MauMeHTbl, yCTaBLUME OT PaHee UCMO/b3yeMblX APEeHaKHbIX MeToAMK (0coBeHHO
NOAPOCTKM B NEpMoa, NOAPOCTKOBOTO KPU3MCA), UCMbITbIBAIOLLME CIOKHOCTM B OBLLEHUN C GU3MOTEpPaneBTamM, 4acTo
XOTAT NonpoboBaTb SiMeox, KOTOPbIN ABAAETCA AN HUX YEM-TO HOBbIM - COBPEMEHHbBIM, MHTEPECHbBIM M K TOMY e
3bEKTMBHbBIM annapaTom

- BblNI0 NOAYEPKHYTO, YTO BO Bpemsa naHaemmn COVID-19 MHorne KAMHMYeCcKne nccneaoBaHmns nNpuLLIoCh
NPeKpaTUTb 13-3a HEOBXOAMMOCTM M30MPOBATL NMaLMEHTOB. K cHacTblo, B C/ly4ae MCCaef0BaHMIM, Kacatowmxca
AOoMallHero yxoaa (BKatoyas dmanotepanmto Simeox ), NaHAEMMA He OKa3ana TaKoro CUIbHOTO BO3AENCTBIS,
MOCKO/IbKY BO/IbLUIMHCTBO BMeLWaTeNbCTB MPOBOAUTCA AOMa. bbian onmcaH onbIT AMCTaHUMOHHOIO 0byyeHuma paboTe ¢
Simeox. JUCTaHUMOHHOE 0byYeHMe HUKOTAA HE 3aMeHNUT NpUCyTCTBME dM3MoTepanesTa C NaUuMeHTOM, O4HAKO
OMCTaHUMOHHOe 0byyeHne 1 HabntoaeHne 3a dU3noTepanmen BO3IMOXKHO M yCrnewHo NpoBoANTCA Y BCE BosblIero
ymcna naumeHToB, ocobeHHo B ycnoBuax naHaemmm COVID19. Bo MHOTMX ciydanx obyvyeHne HauMHaeTca B LeHTpe
nevyeHna MyKOBMUCLMAO3a, @ 3aTeM NPOLO/IKAETCA U KOHTPOANPYETCA ANCTAHLNOHHO.



- Bbla onMcaH onbIT NpuMmeHeHua moayasTopos benka CFTR (TpoliHas Tepanusa) B codeTaHmm ¢ Simeox. [JoKTop
Grosse-Onnebrink Bbicka3zan MHeHMe, YTO HaMbObLIYIO NOb3Y OT MPUMEHEHMA 3TUX METOZ0B UCMbITbIBAIOT
nauMeHTbl, NepeHecllne o4eHb HeboblMe HeobpaTUMble MNOPAXKEHNA AblIXaTeNbHbIX MYyTel, Y KOTOPbIX CTEHKM
BPOHXOB OCTANNCh LENbIMU UAN NOABEPTINCH MOPAXKEHWNIO B OYEHb MAION CTEMEHU. Y 3TUX NALUMEHTOB NeYeHmne
Mmoaynatopamu b6enka CFTR nprMBoAMT K HOPManM3aumm Guan4ecknx CBOMCTB BPOHXMAbHOIO CekpeTa, KOTOPbIN
CTAHOBMTCA OYEHb /IETKO OTKALLIMBAEMbIM CMOHTaHHO. OZHAKO Y NAaUMEHTOB ¢ Boee CUAbHBIM NOPaXKEHNEM CTEHOK
H6poHx0B (BPOHX03KTa3bl, 0OcNabaeHne CTEHOK) M XPOHUYECKMMUN MHOEKLMAMM AbIXaTENbHbIX NyTel NaToreHHbIMN
H6akTepuamu (Hanpmumep Pseudomonas aeruginosa) Aaxe CeKpPeT ¢ HOPMaabHbIMU GU3NYECKMMM CBOMCTBAMM MOXKET
yANATbCA ¢ HONbLIMM TPYAOM (3TO OTHOCUTCSA, B YaCTHOCTHU, K AUCTaNbHbIM OTAEeNaM BPOHXOB,), Uy TaKMX
NauMeHTOB BKIOYEHWe dM3MOTEepannm C UCNOAb30BAHWEM anmnapaTa Simeox AaeT onTMMabHbIl addeKT. KomaHaa
13 ueHTpa MB B [13ekaHoBe-/lecHax NoAenmaach onbITom paboTbl C NaUMEHTOM, Y KOTOPOro coveTaHme Simeox ¢
TpoiHoM Tepanuen ynydwmnno FEV1 Ha 40%.

- cnefylollein Temoi 0bCyKAEHMA CTana OYeHb BaXKHAA U CI0KHAA Npobiema MOTMBALMM NALMEHTOB (C
3ab0n1eBaHNEM, TPEDBYIOWMM XPOHNYECKOTO IeYEHWs, OTHUMAIOLLETO MHOTO BPEMEHW M CU/T A0 KOHLA KMU3HK) K
NPaBUIbHOMY BbINOHEHWIO PEKOMEHAALMIA NevyebHOoM KOMaHabl M cnocob0oB NPOBEPKM COBNOAEHNA ITUX
pekoMeHaaunin.

KomaHaa n3 [laekaHoBa JlecHax 3asiB1a, YTO HUKTO M3 NaLMEHTOB He BbINOAHAN pekoMmeHaaumm Ha 100%, oaHaKo,
OCHOBbIBAACb Ha OMbITe Bpayel n dG1usnoTepanesTos B BEAEHWUM NaLUMEHTOB C MyKOBMUCLIMA030M, OHW MOTIN, MCXOAA
13 NpOrpeccMpoBaHma OCHOBHOro 3ab60/1eBaHMA, a TakKe HabloAeHWI 3a TeM, KaK NauMeHT BbiNoaHAeT
busnoTEpPanUIO rpyaHOM KNETKM, CKa3aTb, BbIMOAHAN 1M OH pekomeHaaLumm noytn Ha 100% mam ToNbKo B
He3HaYMTeIbHOW CTeneHu.

Hoktop Grosse-Onnebrink pacckasasn, 4To KoMaHaa 0b6bIYHO He cnpaliMBasa NaUMEHTOB HAMPAMYLO, BbINOAHANN /I
OHM BCe peKkoMeHaauum, a, Hanpmumep, cnpatmreana: "npaBuabHo an pabotano pusmnoTepanesTUYEcKoe
obopyaoBaHme?", "BO3HUKAM NN y NaLUMEHTa Kakme-nnbo npobaemb?" nam "cKonbKo pas B TeyeHune Heaenm
NauMeHTy yaa10Ch TOYHO M NPaBUIbHO NPOBECTM GU3MOTEPANMIO TPYyAHOM KneTkn?". - brarogapsa sTomy Ha
NaLeHTOB OKa3blBAeTCA MeHblLEe aB/eHNe, 1 NOBbILLAETCA BEPOATHOCTb TOrO, YTO OHW YECTHO OTBETAT Ha
NoCTaBNEeHHble BOMPOCHI. [alMeHTbl, NoAy4YMBLIKE NOb3Y OT MUCMOAb30BaHMA SimeoXx B BUAE yNyYLlEeHMUA
CaMOYyBCTBMA, NOBbIWEHMA GU3NYECKON aKTUBHOCTM, YMEHbLIEHMA KONMYeCTBa 060CTPEHNIA U T. 4., CAeaytoT
PEKOMEHAALMAM M YAaCTO BbIMOMHAIOT APEHAXK C MOMOLLbIO NpUbopa Aaxe Yalle, Yem peKkomeHaoBaHo. CneayeT
TaKXKe OTMETUTb, YTO B C/IyYae C NalMEHTaMM C MyKOBMCLMA030M Npobiema cobntoaeHna pekomeHaaumin
BO3HMKAET M3-3a TOr0, YTO 3QDEKT OT MHTANALMOHHOTO M APEHAKHOIO Ie4eHMA NpK 3TOM 3ab01eBaHNM peaKo
HblBaeT HemeaeHHbIM, 0ObIYHO OH NMPOABAAETCA B NEPCMNEKTUBE Hee/lb M MECALLEB, YTO 3HAYUTENbHO OcnabnseT
MOTMBALMIO K CODMOAEHUNIO peKoMeHAaunn. B caydae ¢ Simeox apdeKT 4acTo CTaHOBUTCA 3aMETEH U OLLYTUM YxKe
noc/ie NepBbIX CEAHCOB APEHAXKa, YTO MOXKET OKa3aTb O4YEHb MOJIOKMTENbHOE BANSHME HA X COTPYAHNYECTBO,
MOTUBUPYA UX K PEryAspHOMY NPoBeAeHWIO GU3NoTEPanmm rpyaHoON KNeTKu.

- ellle OAMH BOMPOC, aApecoBaHHbIN KoMaHae 13 [13ekaHoBa JlecHax, Kacanca ncnonb3osaHma Tecta N2MBW
(BbIMbIBAHMA a30Ta NPU MHOXECTBEHHOM ZIbIXaHWM) 415 MOHUTOPUHIA A0ATOCPOYHbIX 3PdHEKTOB Tepanmm Simeox ¢
nomolibto nokasatens LCl (mHaeKca nerodHoro kampenca). [loktop J. Milczewska otseTunna, 4to nccneaosaHmne
3bbEKTMBHOCTM Simeox NPy NOCTOAHHOM fIeYeHM B OMALLHUX YCOBMUAX BblN0 3aBEPLIEHO HECKO/TbKO Heae b
Hasaf, U pe3yabTaTbl yXKe roToBsaTcA. KomaHaa ¢ HeTeprneHmnem KAeT X NoayYeHns (oHU Bbian npeactaBieHbl Ha 44-
1 KoHdepeHuun EBponelickoro obuiectsa mykosucumaosa 10.06.2021 r. Mpodeccopom Dorota Sands), no mnx
MHEHMUIO TECT ABNAETCA O4EeHb MOAE3HbIM M YyBCTBMTE/IbHBIM NOKa3aTenem 414 A40TOCPOYHOrO MOHUTOPUHIA
bYHKLUMK NEFKMX, OCODBEHHO Y NaLMeHTOB C MoKasaTeNamMM CIMPOMETPUM B Npeaenax Hopmbl. TecT N2MBW nerve
NPOBOAMUTL B C/ly4ae ManeHbKUX AETel, MOCKOIbKY OH He TpebyeT cneumanbHbIX AblXxaTebHbIX MaHEBPOB (Kak npu
CMMPOMETPUM), KPOME PEryAPHOro, CNOKOMHOTO AblXaHWA U NPebbliBaHUA B CUAAYEM NONOKEHUM.



BbIBO,EI,bI No NTOMram TpeTbeﬁ BCTpEYN:

O6yqume MCNO/Ib30BaHMIO Simeox ANAa T0ro, 4TOObI MNauneHT Mmor NCnosib3oBaTb €ro Aoma, 3aHNMMaeT MmaJsio
BpemMeHMn, 4TO BOCMPUHNMAETCA NalMeEHTaMM KaK BaXKHOE MNMpenmyLecTBo.

BpoHxManbHbIN ApeHaXk C UICNOoAb30BaHMEM Simeox o4eHb 3PPEeKTMBEH, OCODEHHO B Nepndepmnyeckmx otaenax.

[aHHbI BUA dU3MOTEPANMM PEKOMEHAYETCA NAaUMEHTAM C MyKOBMCLIMA030M, NOyYatoWMM nedeHne
moaynatopamn benka CFTR, Tak Kak B Ux caydae gobasneHme Simeox K 1e4eHnto A4aeT ONTUManbHbIN
TepaneBTUYECKNI pe3yabTaT.

Simeox MOXeT bbITb YCMelHo UCMo/1b30BaH A4 ONTUMM3aLUN Tepannmn NaumeHToB Ha J0My, OCODEHHO BO Bpems
naHgemmmn COVID-19.

OuyeBMAHbIE KPATKOCPOUHbIE MPENMYLLECTBA MCMO/Ib30BAHMA SIMeox B LIEHTPe MyKOBWCLMA03a, NONOKUTENBHO
B/AIMSAIOT Ha COBMtOAEHME PEKOMEHAALMI B AOMALLHWUX YCIOBUAX, TaK Kak MOTUBMPYHOT NaLMEHTOB NPOAO/IKaTb
perynspHyto paboTy ¢ npnbopom.

PekomeHayeTcs perynspHoe Hab/oaeHve 3a NaumMeHTamm, HaxoAAWMMKCS Ha JOMALLIHEM SIe4EHUN U
NpPoBOAAWMMK GU3MOTEPANMIO TPYAHOMN KNETKM € SImeoXx (ONTUMabHO - pa3 B MecAL,) C MOMOLLbH0 TeNedOHHbIX
3BOHKOB MW IPYTUX CPEACTB ANCTAHUMOHHOW CBA3M.

SbPEKTUBHOCTb AOMaLLHEN Tepannn Simeox MOXKHO OTCAEXMBATb C TEYEHMEM BPEMEHM C MOMOLLBIO TeCTa
BbIMbIBaHWA a30Ta NPU MHOMKeCTBEHHOM ApbixaHun (N2MBW) (BKItoYas OUEHKY MHAEKCa IEerOYHOTo KAMpeHca),
0CODOEHHO y AeTen.

CnUCOK UCMOJIb3YEMbIX COKpaLLeHWi

FEV1 — obbem dpopcrpoBaHHOro BbiAoXa 3a 1 Cek.
FVC — popcrpoBaHHasa »M3HEeHHas eMKOCTb JIEeTKMX

FEV1/VC — ob6bem popcrpoBaHHOro Bblgoxa 3a 1 cek. /
M3HEHHAA eMKOCTb JIeTKMUX

@ MEF25 — MmakcnMmanbHas 06bEMHan CKOPOCTb Npu

Bblaoxe 25% OHKE/

@ MEF50 — makcmanbHaa 06 bEMHanA CKOPOCTb NpK

Bblaoxe 50% OHKEJ

@® MEF75 — MmakcMmanbHas 06bEMHan CKOPOCTb Npu

Bblaoxe 75% OHKEJ

IC — eMKOCTb BAOXA

TV —abIxaTenbHbIN 0OBEM

ERV — pe3epBHbIi 06bem BblaoXa

IRV —pe3epBHbIit 06bem BAOXA

N2MBW — BbiMbIBaHME a30Ta NPU MHOXXECTBEHHOM
ObIXaHWW Y 30,0POBbIX Nt0Aew

LCl - MHAEKC Nero4Horo KAnpeHca

RV/TLC — cTaTouYHbI 06bEM, BblpaXKeHHbIM B
NPOLLeHTax OT 0bLLEeN eMKOCTU Nerkmnx

FRC — GyHKLMOHANbHAA OCTAaTOYHAA EMKOCTb

CFQ-R - ONpOCHWK N0 MyKOBUCLMAO3Y
(nepecMmoTpeHHbIN)
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