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MyKOBHUCIIZI03 — CAMO€e YacToe Hac/le[CTBEHHOe 3aboreBaHue, XapaKTepU3yroleecs MOJIUOPTaHHBIM Hopa-
JKeHHeM 5K30KPUHHBIX KeJle3, OAHUM U3 IIPOsABJIeHNH KOTOPOTo ABJAeTCs XpPOHUYeckui puHocuHycut (XPC),
3a4acTyIo IOJUIIO3HO-THOMHBIN. YacTh NallMeHTOB C JaHHbIM 3a60JIeBaHUEM TPe6yI0T MHOTOKPATHBIX XUPYP-
I'MYeCKUX BMeNIaTeJIbCTB HA OKOJIOHOCOBBIX Iazyxax. C MoABJeHUEeM TapreTHON Tepaluy, BHYTPUKJIETOYHO
KOPPEKTUPYIOIIEeH CTPYKTYpy U GYHKINIO MyTaHTHOTO OeslKa M HallpaBJIeHHOM, Ipex/e BCero, Ha JieueHue
IIPOSABJIEHUH CO CTOPOHBI JIETKUX U TTO/KETyZ0YHOM Kesle3bl, OBUIO OTMEYEHO U MONOKUTENbHOE BIMAHNE Ha
teueHre XPC. B craTbe IPUBOAUTCA 0630p STANIOB Pa3BUTHA AHHOTO HallpaB/IeHNA Je4eHNA MyKOBUCIIUA03a,
a Tak)xe IPUBOAUTCA OJHO U3 EPBHIX B Poccry MOA0GHBIX KIMHUYECKUX HAOIOAEHUH.
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Cystic fibrosis is the most common hereditary disease characterized by multiple organ damage to the exocrine
glands, one of the manifestations of which is chronic rhinosinusitis (CRS), often polyposis-purulent. A part of
patients with this disease require multiple surgical interventions on the paranasal sinuses. With the arrival of
targeted therapy, which intracellularly corrects the structure and function of the mutant protein and is directed
primarily at treating manifestations of the lungs and pancreas, a positive effect on the course of CRS was also
noted. The review of stages of development of this direction of treatment of cystic fibrosis is provided in the
article, and also one of the Russia’s first similar clinical observations is given.
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MyxkoBuciuzos (MB, kucTo3HbIH GU6PO3) —ayTo-
COMHO-pellecCUBHOe 3aboyieBaHue, CBI3aHHOE C My-
Taluel reHa MyKOBUCIH/O3HOT'O TpaHCMeMOpaHHO-
ro peryaaropa nposogumoctu (CFTR) u xapakre-
pusymoliieecs HapylleHreM paboThI JKejie3 BHENTHeH
CEeKpeluH, BCIeJCTBUE Yero IPOUCXOAAT o6pasoBa-
HHMe T'yCTOM C/IU3U W HapylleHue HOpMasbHOM pa-
6OTBl MYKOLIWJIMAPHOTO KJIMPEHCAa BO BHYTPEHHUX
opraHax M CUCTeMax, B TOM YHcJje B IIOJIOCTH HOca U
OKOJIOHOCOBBIX ITasyxax (OHIT).

Mytauuu reHa CFTR B roMO3UI'OTHOM COCTOSHUU
MIPUBOJAT K HapyIIeHWIO cuHTe3a 6enka, GopMUpy-
IOIEro XJIOPHBIN KaHal B MeMOpaHax 3MUTeInab-
HBIX KJIETOK, Yepe3 KOTOPBIM MPOMCXOAUT MTacCUBHBIN
TPaHCIIOPT MOHOB XJIOpa. DTOT OEIOK HA3BIBAIOT «MY-
KOBHCIH/IO3HBIM» TPAaHCMEMOpPaHHBIM GeTKOM-Tiepe-
HOCYMKOM, B aHIVIOA3BIYHOM JjuTepaTrype — 6emok
CFTR. MyTauuu B reHe NpenATCTBYIOT HOPMaJIbHOMY
cunTe3y 6enka CFTR, ero TpaHCIOPTY K aUKalIbHOMI
MeMOpaHe KJIETKU WK HapyIIaoT ero GpyHKIIMIO B Ka-
yecTBe KaHajia /Il aHMOHOB xJopa [1] u, Kak ciez-
CTBUE IPUBOJAT K HAPYILIEHUIO TPAaHCIIOPTa XJIOPUZIOB
1 6UKapOOHATOB Yepe3 MOBEPXHOCTH SMUTETUATHHBIX
KJIETOK, YTO SIBJIAETCS OCHOBHBIM ITaTOT€HETUYECKUM
MexaHu3MoM pa3Butusa MB. HenmpaBuibHbIN ITlepeHOC
MOHOB MPUBOAUT K YMEHBIIEHUIO 06beMa KUIKOCTH
Ha TIOBEPXHOCTU CIU3UCTOM 060I0YKU (B TOM YHCIIE
JIbIXaTeJbHBIX IyTel), YTO BIIOCJIE[CTBUU HapyllaeT
HOPMaJIbHYIO PabOTy MYKOIIWJIMAPHOTO KIUpPEHCa U
MTOJTMOPTaHHOM AMCYHKITNH, BKIIIOUAs POTPECCUPY-
olllee TTOpaXkKeHUe JIeTKUX, BHEITHeCEKPEeTOPHYIO He-
ZIOCTaTOYHOCTD TO/PKeJTyZ0UHOM JKeJie3bl, HapyllleHue
HOPMAaJIbHOTO (YHKIIMOHUPOBAHUA BEPXHUX /JIbIXa-
TeJIbHBIX IyTel (pa3BUTHE XPOHUYECKOI'O PUHOCUHY-
CHTA C TIONIUITIO30M U 6€3), HapyIlIeHus HIeBapeHus
¥ pabOoTHI ITOJIOBOM cucTeMBI [2].

B cBA3U € KJIMHUYECKUMU IPOSABIEHUAMU XPO-
Hu4eckoro puHocunycuta (XPC) cHumkaeTca kade-
CTBO KM3HU IallMeHTOB, HO caMoe IaBHoe — OHII
CTAHOBSATCSA pe3epByapoM /sl MaTOIe€HHBIX MUKPO-
OPTraHU3MOB, OTKYZa IIPOUCXOAUT HHUCXOAAIlee UH-
¢duiupoBane OPOHXOB U JIETKUX, YTO MPUBOJUT
K YBEJIMYEHHUIO0 KOJWYeCcTBa TOCIMUTaIN3aluil B CBs-
3U ¢ 06OCTPEHUAMHU U B KOHEYHOM UTOTE K COKpa-
LMEHUIO MPOJOLKUTENBHOCTH JKU3HU IAllMeHTOB.
ArpeccuBHoe TeueHue XPC ¢ BbIpakeHHBIM I'HOMHO-
MOJIMIIO3HBIM BOCHAaJeHUEM, pPeMOZeNNpPOBaHUEM
KOCTHBIX CTPYKTYP 3a4acTyio TPeOYIOT XUpyprude-
CKOTO JieueHUs B 06'beMe pacIiipPeHHBIX BapUAHTOB
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SH/IOCKOTIMYeCKOU MOIMCUHYCOTOMMH, Y MHOTUX Ta-
I[I€HTOB — IIOBTOPHOT'O B CBSI3U C YAaCTHIM U OBICTPHIM
peuuAuBUPOBAaHNEM.

JloCTIKeHUsT B CO3J[aHUW HOBBIX TEXHOJIOTHU
Tepanuu MPOsABJIEHUM U ocnoxkHeHUU MB nosBosnu-
JI1 3HAYUTEJIbHO YBEJIUYUTH IPOAOIKUTENHHOCTD
YKU3HU TalueHToB. Vccie[0BaHNA reHa MyKOBUCITU-
[IO3HOT'O TPaHCMEMOPAHHOTO PETYIATOPA MPOBOU-
moctu (CFTR), camoro 6enka CFTR u ero ¢pyHkumu
PaCKpbUIM HOBBIE BO3MOXKHOCTH TEPCOHUQUITHPO-
BaHHOTO TIOAX0/Ia B Tepanuu 601bHBIX MB.

Haubosee 3HAUMMBIM pe3yIbTATOM Pa3BUTHUA
¢dapmakoTepanuu MB sABiIseTcs cOBpeMeHHas CcTpa-
Terusi, HallpaBjJieHHasd Ha BOCCTAHOBJIEHHE CTPYK-
Typbl 1 HopManbHOU QyHKIMU CFTR. B HacrosImee
BpeMs pa3jnyaloT reHHyI0 TepaIuio U Teparuio, Ha-
MIpaBJIeHHYIO Ha KOPPEKIINIO MOCeCTBUM KOHKpeT-
HbIX MyTanuii resa CFTR [3].

TI'ennasa mepanus

[Tocie wupentudukanuu reHa CFTR mnossu-
Jlach HaZieXXZla, YTO MHCepLUsA HOPMasbHOW KOIUU
rera BocctaHoBUT ¢yHkimio CFTR y 6onbHBIX MB.
Hopmanusanus aktuBHocT CFTR gomkHa OBITh
ocyllecTBIeHa 10 Pa3BUTHA HEOOPATUMBIX QYHKIIU-
OHaJIBHBIX U CTPYKTYPHBIX M3MEHEHUU, OfHAKO Ha
IIyTU peajusaliiy 3TOM 3a/jauul ecThb psAJl Cepbe3HbIX
OrpaHUYeHUN.

Pa3pabaThIBaIOCh HECKOJBKO CHUCTEM IEPEHO-
ca reHOB — 3((EeKTUBHBIX BEKTOPOB, OIHAKO OKa-
3aJI0Ch, YTO B /JbIXaTeIbHOM TpPaKTe CYIIecTByeT
3HAYUTENIbHO GOJIbIllE MPEISTCTBUM A YCIEeIHON
TeHHOU Tepamnuu, YeM B GOJIBIIUHCTBE APYTUX Opra-
HoB. Haziex b1, cBA3aHHbBIE C 3TUM HalpaBjieHUEM
JleyeHUs, He OIpaB/iajicCh B CBA3U C HU3KUM ypOB-
HeM IlepeHoca I'eHHOW KOHCTPYKIMHU B SMUTENNAb-
Hble KJIETKY, HEBBICOKHM YPOBHEM U IPeXOAAININM
XapaKTepoM 3KCIIPeCCUU r'eHa, pa3BUTHEM UMMYH-
HOTO OTBeTa Ha 6eJIoK BEKTOpa, a TaKKe Pa3sBUTHU-
€M MECTHBIX U CHUCTEeMHBIX BOCHAJUTENbHBIX peak-
uuii [4]. B To ke BpeMsA Ha CEerofHANLIHUN /IeHb SCHO,
yTo TpaHcnopT reda CFTR Bo3MOXeH U yacTUYHAA
KOppeKIHs ero AedeKkra B peCIMpaTOPHOM TpPaKTe
TaKke MOXKET ObITh OCyIecTBIeHa 0e3 Ccepbe3HbBIX
He)KeJlaTeJbHBIX AABJIeHUU. B HacTosee BpeMs Tpe-
OyIOTCA ZI0KA3aTeabCTBa, YTo TpaHcmopT reHa CFTR
B BepXHUE U HU)KHUE JIbIXaTeslbHble MyTH IPUBEJET
K KJIMHHWYeCKOMY yiydlleHuto. [Ionck pemieHuit cy-
IIeCTBYIOIINX IIPO6JIEM Ha 3TOT CYET aKTUBHO BEZIET-
¢ @onHgoM KrcTo3HOTO Grbposa [5].
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Tepanus ¢ nomowbto PHK-mexHoo2ull

B Hacrosmiee BpeMsa pa3pabaTbIBaeTCs WHTa-
JALMOHHAA Tepalua /JJid JOCTaBKM HOPMaJbHOMN
MPHK CFTR B jsierkue. OTO MO3BOIWIO ObI KJIETKAM
JbIXaTeJbHBIX IIyTell SKCIIpeccHpoBaTh HOPMAaJIbHO
¢dyukmonupytomui 6enok CFTR, He3aBUCHMMO OT
KOoHKpeTHON MyTauuu reHa CFTR wuHauBuzayyma.
Oco0bIli MHTEpeC MpeACTaBAsAET HOBBIM Ipernapar
MRT5005, KOTOPBIM TO3BOJIAET BOCCTAHOBUTD DYHK-
muio CFTR myTeM [AOCTaBKM MPaBWIBHBIX KOMUU
maTpuuyHo PHK (cozep:xuT B cebe reHEeTHYECKUE
WHCTPYKLNU [JIs1 IPOU3BOACTBA OENKOB), KOAWUPY-
foreli o6pazoBanre CFTR B bIXaTeTbHOM TpaKTe.
Ouenka 6€30IacHOCTH U IIePeHOCUMOCTH OHOKPAT-
HBIX 1 MHOT'OKpPaTHO BO3pacTalollyX /03 Ipenapara
MRT5005 aBisieTcs peIMeTOM UCCIeZIOBaHUN B Ha-
crosiiee Bpems [6].

Koppexuyus 2zenemuueckozo sapuanma F508del c
nomouwbo memooda CRISP/Cas9

B HacrosIee BpeMA NOABUINCh METOABI pelaKTH-
pOBaHMA I'eHOMa, KOTOPhIe II03BOJIAIOT IIepMaHeHT-
HO WCIpPaBUTh MyTallud B TeHaX. licmosb3oBaHUe
CRISP/Cas9 A HalpaBlIeHHOI'O peJaKTUPOBAHUA
reHOMOB fABJIAETCA IEepCIeKTUBHBIM HalpaBJeHU-
€M B COBpPeMeHHOM IeHHOU MHXKeHepuu. B ocHoBe
HauboJlee YacTo UCHIOIb3yeMOTO METOIa TeHOMHOT'O
peAaKTUPOBAHUA JISXKUT CO3ZaHUe JBYllelloYeqyHo-
ro paspeiBa JJHK ¢ momo1ipio «IporpaMMupyeMoil»
HykJeassl (Cas9), cnenuduIHOCTh AEUCTBUA KOTO-
pO¥ ZoCTUTAETCA MCIIOIb30BaHMEM HallpaBJIsgoN[e
PHK — KOpOTKO#1 MOJIEKYJTBI, KOMILJIEMEHTAapHOU Tap-
retHo¥ mocneznoBarenbHocTu [IHK. Tepanusa mpes-
craBisgeT coboil HOBBHINA OenxkoBo-PHK-KoMILIEKC,
KOTOPHBIH IIpeZiHa3HaueH /g U3MeHeHus reHeTHude-
CKUX MyTalW#, BBRI3BIBAIOMINX 3200JI€BaHUSA, IIyTeM
UCIpaBeHuss caMux MyTtaruil [7]. OgHako Ha gaH-
HBIE MOMEHT J0JiA YCIeIIHO KOPPeKTHPOBAaHHBIX
MyTali B pasIN4YHBIX KJI€TOUHBIX Ky/JIbTypaXx CIMII-
KOM MaJia, II03TOMY JlaHHOe HallpaBjieHUe fABJAeTCA
JIUIIb TIEPCIIEKTUBOU s AalbHEUIINX MCCIe[0Ba-
HUU B TeHHOU nH)XeHepuu [8-13].

CFTR-M00ynsamopbsl

Ha ceropgnamnuil eHb IoAHAA 3aMeHa MyTaHT-
HOrO reHa HOpPMaJbHOUW KOINHMEeW HeBO3MOXKHa, HO
V4eHbIMH HIeHTUGUIINPOBAHBI Masble MOJIEKYJIBL,
criocobHble MoaudUITpoBaTh MyTaHTHbIN CFTR Ta-
KUM 006pa3oM, 4TO ero GyHKIHSA CTAHOBUTCS OJIU3KA
K HOpMaJIbHOU. BO3MOXKHOCTD JIeKapCTBEHHON KOp-
PpeKIuY oIpeesdaeTcsa KJIaccoM MyTalluy U B HaCTO-
SIIe MOMEHT SIBJIIETCS HamboJsee TOPSIIEH TeMou
ZUts1 O6CYXeHUH cpe/iu YIeHBIX 110 BCEMY MUPY.

ddpdexTrBHOCTE CFTR-MOZAYISATOPOB ONpezes-
€TCs1 CTIOCOOHOCTHIO MOJIEKYJ YBEIUINBATDh KOJIIYe-
ctBO 6esmka CFTR Ha MOBEPXHOCTH SMUTENIAATbHOU
KJIETKU U/WIN YCWINBATH €ro QYHKIHIO.

CFTR-MozyIATOPEI TOAPA3AEIAI0TCA Ha HECKOJIb-
KO BHU/IOB, KaXK/JbIil 13 KOTOPHIX aKTUBEH B OTHOILIE-
HUU OIlpeZleJieHHbIX KJIacCoB MyTauuii. PasnuyaroT
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[IOTEHIMATOPBI, KOPPEKTOPHl, AMIUTUPUKATOPHI
(ycwiurenu), CTaOWIM3aTOpPhl. B KJIMHWYECKOH
IIpaKTUKe B HACTOAIee BPeMs BO3MOXKHO HCIIOIb30-
BaHUE TOJIBKO KOPPEKTOPOB U IOTEHIINATOPOB, ApY-
rue BuzAbl CFTR-MozynaTOpOB B HacToAllee BpeMsd
HaXOZATCSA Ha PA3HBIX CTAIUAX Pa3pabOTKU.

KoppeKTopel I0O3BOJIAIOT MyTaHTHOMY OeJKy
CFTR mipo¥iTu 4uepe3 cCUCTeEMY BHYTPUKJIETOYHOTO Ka-
YECTBEHHOT'0 KOHTPOJIS U 3aHATH NIPaBUIBHOE pac-
IIOJIOXKEeHHe Ha alUKaJIbHON MeMOpaHe.

[ToTeHIATOPEI [TO3BOJIAIOT BOCCTAHOBUTH (aK-
TUBUPOBATh) (QYHKIMK HWOHHOTO KaHasa, obpaso-
BaHHOTO MyTaHTHBIM 6esikoM CFTR (myTtanmu IT1I-IV
KJIacCOB). MUIIIEHBIO IAHHBIX IIPEIapaToB ABJISAIOTCS
MOJIeKy/Tbl MyTaHTHoro Oenka CFTR, pacrosoxeH-
HbIE B allMKaJIbHOU MeMOpaHe [3].

CFTR-M00y/smopbL nep8o2o NOKOJIeHUS

[TepBBIM OZOOPEHHBIM K NMpHUMeHeHH0 B 2012
rofly TperapaToM fBJSETCS MTOTeHIMAaTOp HUBakad-
top — Kamuzexo®. IpuMeHseTcs y Mal@eHTOB CO
cnerumyeckor mytaruer G551D, koTopas MpUBO-
[UT K OTPAHUYEHUIO CITOCOOHOCTH OTKphITHA CFTR-
KaHamna. VBakadTop COOTBETCTBEHHO MOTEHIIUPYET
paboTy KaHasa, IPUBOJA K YBEIUYEHUIO CITIOCOOHO-
CTHU ero K oTKpeITHIO [14]. B Hacrosiee Bpems cru-
cok myTanui B reHe CFTR, oTBeuaromnux Ha BBe/e-
HUe IpenapaTa uBakadTop, pacuupex 10 97, HO TeM
He MeHee HUBakapTop sBisgerTca HedhDEeKTUBHBIM
y OOJIbHBIX, TOMO3UTOTHBIX TI0 CAMO¥ YacTOH MyTa-
uu reHa — F508del, Tak Kak JaHHasg MyTalus Ha-
pYyIIaeT IPOIECCHUHT OeKa, CHIDKAsA ero CyMMapHOe
KOJINYECTBO HA IOBEPXHOCTH JIUTENUATBHBIX Kile-
TOK, a UBaKapToOp, B CBOIO OYepesb, ABJIAETCS JIUITh
notenuaTopom Aericteus [15].

Bropeim CFTR-MOAynATOPOM U IEpBBIM Mpela-
paTOM /JIs TAlIeHTOB, TOMO3UTOTHBIX 110 MyTAIllH
rena F508del, cran nmpemapar Opkam6u®, mpezcras-
JIAOIIUA cOO0M KOMOWHANMIO WBakadpTopa U Jy-
MakapTopa, KOTOPHIN, B CBOIO O4Yepeb, TI03BOJIAET
KOPPEeKTUPOBAaTh leeKT IPOIECCUHTa, BBI3BAHHBIHN
myTtanuei F508del, v MosoXKUTeNbHO BAUSAET HA MU-
rpalfyio 3pesioro 6eyka K TOBEPXHOCTH KJIeToK [16].
OnHako, HECMOTPA Ha TO YTO KOMOWHAUIWA Iperna-
patoB uBakadTop/mymakadTop B 2015 rogy 6Opuia
onobpena FDA CIIA 11 KJIMHUYECKOTO HCIIOJIb30-
BaHUs, peajbHasA KIWHUYecKasa 3pPeKTUBHOCTD Ha-
XOAUTCA HA CTaIUU U3YIEeHU.

TpetrbuMm CFTR-mozynaTopoMm fABjAeTCA IIpena-
paT Cumzeko® — kombuHaIMA UBaKadpTOpa U Te3a-
kadTOpa, KOTOpas IoKa3zana OoJbIlyio 3hdeKTUB-
HOCTb B KJIMHHUYECKON IIPaKTHKe, 4eM OIMCAaHHBIN
Bhime npenapat Opkam6u® [17].

[Tocse mpoBefeHNA MHOT'OYHCIEHHBIX HCCIEZO-
BaHUM OBLIM CZeJIaHbl BBIBOABI O TOM, YTO KOMOH-
HUpOBaHHAasA Tepamnus (Mymakadrop/mBakadprop u
Te3akadpTop/UBakapTOp) MPUBOJUT K OJUHAKOBBIM
HebOJIBIINM Y/IYYIIeHUSAM KINHUYECKUX pe3y/IbTa-
TOB y Jtozieti ¢ MB, BAUAONINX Ha KaYECTBO YKU3HU,

2023;22;3(124)
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[IOBBIIIEHNE [JBIXaTeTbHOW (YHKIMM U CHIDKEHHE
YacTOTHl 0OOCTPEHUI CO CTOPOHBI JIBIXaTENbHOU CH-
cTeMsl [18].

CFTR-M00yimopbL 8MOp020 NOKOJEHUS.

[epBBIM 0106PEHHBIM B psifie cTpaH B 2019 rogy
npenapartom sBiagercss Tpukadra®, koTOpeIi Tpes-
cTaBisieT coOOM TPOWHYIO KOMOWHAIIMIO MOZYJIS-
TOPOB — 3yieKcakapTop/muBakapTop/Te3akadrop.
[TosiBIeHMEe HOBOTO KOppeKTopa ajekcakadpropa
3HAYUTETBHO MOBBICHIIO 3P PEKTUBHOCTD TEPATTUU U
ITO3BOJIWJIO YJIYYIIUTD Mpodmib 6e3omacHocTH [19].
KinHMyeckye uccieoBaHusa IPOoAeMOHCTPHUPOBAIH
3HAUUTENIbHOE YIydlleHue QYHKIUU JIETKUX U CHU-
JKEHUEe 4YacTOThl 0OOCTPEHUN CO CTOPOHBI OPraHOB
JbIXaTeJbHOM cucTeMHI [20].

B paboTtax 3apy0eKHbIX aBTOPOB OBUIO TIOKa3aHoO,
YTO TPOKHAsA KOMOWHAIVSA MOZY/ISITOPOB YIydlIaeT
CUMITOMbI XDOHHYECKOTO PUHOCUHYCUTA Yy MallleH-
TOB C MYKOBHCLIW/IO30M, & UMEHHO BeJeT K 3Ha4M-
TeJbHON PeAyKLINUU pa3MepoB ITONUIOB. [I0CKOIBKY
CFTR 0OWIBHO 3KCIIPECCUPYETCA B CIU3UCTOU 000-
souke OHII, mpeamonaraercs, 4To 3GGeKTH yIydie-
HUA GYHKIIUY XJIOPHBIX KAHAJIOB PACIIPOCTPAHAIOTCS
Ha CHHOHA3aJIbHYIO 0bacTh [22].

Tak KaK OCHOBHOe BHHMAaHUe HCCJefoBaTenel
MIPUKOBAHO K 3¢ ¢deKTaM TapreTHON Teparuy B OTHO-
[IEHUH COCTOSHUA JIETKUX U IIOKeIyZ0YHOH JKese-
3BI, K HACTOSIIIIEMY BpEMEH! UMeeTCsI OTHOCUTENIBHO
HeOOJIBIIOe YUCIO PabOT, TOCBAIIEHHBIX BIUSTHUIO
nozobHoro sedyeHud Ha TeyeHne XPC [22-24].

B P® npenapar Tpukadra® (amexcakadarop,/usa-
kadTop/Te3akadpTop) ObLT om0OpeH B ssHBape 2021
roga u ¢ 2021 roza 6osnee 700 zeTel ¢ MyKOBUCIIU-
Z1030M obecIieueHbl UM 3a cYeT 61aroTBOPUTETHHOTIO
donza «Kpyr Tlobpa» (IpeacesaTesnb MOMEYUTETHCKO-
ro COBETA — IVIABHBIM BHEIITATHBIM OTOPUHOJIAPUH-
rosior M3 P® u ®MBA PO, gupextop ®I'EY HMULIO
®MFBA Poccuu, unen-kopp. PAH H. A. [laiixec).

[TpuBeieHHOEe HIDKe KJIMHUYecKoe HabogeHue
ABJISIETCS] OAHUM U3 MEPBBIX B Poccyu ¥ IEMOHCTPUPY-
eT 3¢ PEeKTUBHOCTh TPOWHOU TapreTHOM TEpAIyy B OT-
HoteHny XPC Ha poHe MyKOBHCIIH/IO3a Y PeOeHKa.

[NTanpentka 2007 T. p. € JUAarHO30M: MYKO-
BUCIIMZIO3, CMeNIaHHaA ¢opMa, TKelIoe TedeHHeE.
XpOHUYECKUH OOCTPYKTUBHBI THOWHBIA OPOHXMT.
JH 0-1 cT. XpoHUYeCKUlN IOJUIO3HBIA MaHCUHY-
CUT, HasaJabHBIN mmoauno3 III crenenu mo Johanson.
XpoHHMYeckas  IHaHKpeaTWdeckasd  HeJOCTATOY-
HOCTh TSDKeJIOW cTeleHHW TsDKecTH. CHHZPOM XO-
Jectaza. HapylueHve TONIepaHTHOCTU K IVIIOKO3e.
MUKpOOHOIOTMYeCKU AMArHO3: XPOHUYeCcKas CTa-
bUnoKoKKoBasgs HWHOEKINA; XPOHUYECKUU BBICEB
P. aeruginosa. TeHeT4eckuii ;MarHo3: KOMIAyH7-Te-
teposurota 1o delF508,/3667insTCAA. [lnarHo3 66Ut
YCTaHOBJIEH B Bo3pacTe 1 roga 4 MecsAles.

C MoMeHTa BepuUpHUKAINUM AWATHO3a IOJIydasa
[IOJIHBIA OOBEM Tepalmuy B COOTBETCTBUU C KOHCEH-
CYCHBIMH JOKYMeHTaMH. Tepanus MOJIUII03HO-THON-
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HOTO PHUHOCHMHYCUTA BKJIIOYAJIa HPPUTAIVIOHHEIE
IIpOLelyphl, HHTPAHA3IbHbIE ITTIOKOKOPTHUKOCTEPO-
WJBI, THTAJSAIUOHHYIO MyKOJUTHYECKyIO (IIOCTOSH-
HO) U aHTHUOAKTepHaTbHYIO (KypCOBYIO) TEpaIUIo.
HecMoTpss Ha MPOBOAMIMYIO TEpPANMIO, OTMEYaIach
HEYKJIOHHAf IPOTPeccusi BceX MposBIeHUH 3abo-
JIEBAHUsA, B TOM YHCJIe HapacTaHUe HAa3aJbHOU 06-
CTPYKIIMH, 06beMa 'HOMHOTO OTZeIIeMOro U3 Hoca,
CTeIleH! Ha3aJIbHOIO IIOJINII03a.

B Bospacte 14 ser (10.11.2021) Hauara Tapret-
Has TepanuA npenapaTtoMm Tpukadpra® (Tesaxaprop/
uBakadprop 100/50/75 Mr mo 2 TabieTKu BHYTPhb
yTpoM) U uBakapTopom 1o 150 mr Beyepom. B mep-
BbIe CYyTKH IIpHieMa IIpernapara OTMEeYeHO yBesnde-
HUe KOJINYeCcTBa OTAeIsIeMOU MOKPOTHI, Jajee Ka-
IIeJTb U OTXOXKZIeHVe MOKPOTBI HE OTMedaJIH.

B KOpOTKMe CpOKH Iocjie Hayaua JiedeHUs II0-
BBICIJIACH TOJIEPAHTHOCTH K GU3NYECKOU HArpysKe,
yayumminch nokasarenu ®B/I. I1pu ocMoTpe BBIAB-
JIEH perpecc CUMIITOMOB JBIXaTeTbHON HeJOoCTaTOq-
HOCTHU — «JaCOBBIX CTEKOJI» U «6apaGaHHBIX TAI0YEK»
Ha UCTAIbHBIX QajaHrax pyK U HOT.

B moceBax MOKpOTHI Ha (JIOPY M IyBCTBUTEIb-
HOCThb K aHTUOWOTHKaM OT Zekabpsa 2021 u mas
2022 pocTa CHHErHOMHOM IMaJI0OYKU He BBIABIEHO (10
CTapTa TepaIny — XpPOHUYECKUH BBICEB IIPHU KAXKI0M
HUCCIIeIOBAHUN).

Jwunamuka npossiaeHuit XPC mpezcraBieHa cie-
ZIyIoIM 06pa3om.

[lppy  ocMOTpe  OTOPHMHOJAPUHIOJNOTA  OT
28.10.2020 (mo Havana Tepamuu) OoTMedaeTcs 3a-
TpyZHEHNEe HOCOBOTO JBIXaHUSA C IBYX CTOPOH, CIIpa-
Ba Cy’KeHHe O0Iero HOCOBOI'O Xo4a 3a Cc4eT Mejaua-
muszanuu creHky BYI, cieBa oOLIMEE HOCOBOM XO7
00TYypUpPOBaH IOJIHUIIAMH, UCXOAAIINM U3 OCTHOMe-
aTaJpHOr'O0 KOMILIEKCa, OOWIbHOE THOWHOE OTAed-
emoe. ITo ganabsiM KT OHII ot 06.10.2020 oTmeua-
IOTCS TOTAJIbHOE CHIDKEHHE THEBMATHU3AINH 32 CIeT
MATKOTKAHHOT'O cyOCcTpaTa ¢ coZiepKaHueM HeOoJHO-
POJIHBIX YIaCTKOB ITOBHIIIEHHOHN IVIOTHOCTH BEPXHe-
YeFOCTHBIX, JIEBOU JIOOHOM, 00eMX KIMHOBHAHBIX
1a3yx, YaCTUIHOE 3aTeMHEeHe KJIEeTOK PelIeTIaToOro
JnabupUHTa C 00eUX CTOPOH, OINpeAessAeTCs MOJTHASA
06CTPYKITUA 00IIero HOCOBOTO Xo/ia cjieBa (OlleHKa
o Lund-Mackay — 17 6auioB). [ToqoOHast KIMHUYe-
CKasg U PeHTTeHOJIOruYecKas KapTUHA y MaleHTOB
¢ MB 0OBIYHO CIIY’KUT TIOKa3aHUEM K PUHOXUPYPTH-
YeCKOMY JIeYeHHUIO, OJHAKO B CBA3U C MIEPCIIEKTUBOMI
Havajla TapreTHOH Tepaly COBMECTHO C MalleHT-
KOH U ee pOoAUTENIMU OBUIO IPUHATO PelleHue 3a-
HATH BbDKUJATETBHYIO ITO3UITUIO U OIEHUTH 3P PeKT
IIPe/CTOAIIero KOHCepBATUBHOI'O JIEUeHMS.

Coyctsa 6 MecsIeB TOCJie CTapTa TapreTHOU Te-
panuu «pUHOJIOTUYECKUEe» XKATOOBI OTCYTCTBOBAJIY,
IIPY PUHOCKOIIMU U 3H/IOCKOIIMYECKOM OCMOTpe IIo-
JIOCTU HOca o0Inye U cpefHNEe HOCOBbIE XOZbI IIPAK-
TUYEeCKU CBOOOHBI (CO CKYZIHBIM CIU3UCTHIM OTAEJSA-
€MbIM), CTPYKTYPbl OCTHOMEATaJbHOTO KOMILIEKCA

89



U3 NPAKTUKH

Poccuiickas oropuHosapuHrosiorus/Russian Otorhinolaryngology

4 e

Puc. 1. KT-kapTiHa OKOJIOHOCOBBIX Ma3yX ZI0 CTapTa TapreTHOM Tepanuu: a — KOpOHApHask IPOEKIHs; 6 — CarUTTalbHAast IPOEKIINS; 8 —
aKCHaIbHAsA TIPOEKITHSA
Fig. 1. CT-scans of paranasal sinuses before starting of target therapy: a — coronal view; 6 — sagittal view; 8 — axial view

Puc. 2. KT-KapTHHa OKOJIOHOCOBBIX T1a3yX depe3 6 MeCsLeB [OC/Ie CTapTa TapreTHOM Tepaliu: a — KOpOHapHas MPOeKLHs; 6 — carut-
TalbHast IPOEKIINS; 8 — AKCHAIbHAS IPOEKIINA; IPUBEAEHBI CPE3HI, aHATOTUYHBIE PHC. 1
Fig. 2. CT-scans of paranasal sinuses 6 months after starting of target therapy: a — coronal view; 6 — sagittal view; e — axial view; cuts
similar to fig. 1

BU3yalU3UPYIOTCA, obpaliaioT Ha cebs BHUMaHUE
pacIIupeHHbIE COYCThSI BEPXHEUETIOCTHBIX IIa3yX,
MTOJTHOE OTCYTCTBHE Ha3aJbHOTO MMOIUIIO03a.

Ha KT OHIT ot 13.05.2022 KOHCTaTUPOBaHO IOJI-
HO€ BOCCTAaHOBJIEHWE ITHEBMATHU3allMU BCEX T'PYIII
OKOJIOHOCOBBIX T1a3yX, 38 UCKIIOUeHUEM JIEBOU KJTH-
HOBU/HOH, ¥ COXpaHeHWe MPUCTEHOYHOTO cybeTpa-
Ta B BEPXHEUETIOCTHBIX Ta3yxXax TOJIUHONU MeHee
6 MM (4 6amna o mkane Lund—Mackay). Takxe oT-
YETIIUBO MPOCIEXUBAIOTCS MUpokue (6osee 10 MMm)
COYCThSI BEPXHEUETIOCTHBIX Ma3yX.

dopMHUpOBaHUE CTONMh PACHIMPEHHBIX COYCTHH
BEPXHEUENIOCTHBIX Masyx (Hamozobue Xupypru-
YeCKOW MeraaHTpOCTOMWH) y TMalMeHTKH, He TOf-
BEpTaBIIErocss XUPyprudecKoMy JieUeHHUIo, TIO-
BUZNMOMY, CBSI3aHO C UCTOHUYEHHEM U HEKPO3OM UX
MeIUaNbHBIX CTEHOK B pe3y/IbTaTe BOCTIAJEHU U Me-
XaHUYECKOTO CAABIEHUS.

TakuM o6pa3oM, JaHHOe KIMHUYEeCKoe HabJIto-
JieHUe TPOAEMOHCTPHUPOBAIO BBICOKYIO dbdeKTUB-

90

HOCTb «TPOUMHOU» TapreTHON Tepaluy MYyKOBUCLIU-
[l03a, B OTHOIIEHUU He TOJIBKO ee IepBOCTelIeHHBIX
1esteit — QYHKIIVH JIETKUX U TTO/PKETYA0OUHOH JKeJIe3bl,
HO U TedueHUA XPC ¢ IOJHBIM perpeccoM Ha3aJabHOI'o
MIOJIUIIO32 Y BOCCTAHOBJIEHWEM WIM 3HAYUTENbHBIM
yAydlleHrneM IHeBMaTtusanuu Bcex rpymm OHIL
Otu KIMHUYecKre 3G eKTH MOXKXHO TUIIOTETUYECKU
CBSI3BIBATD C BOCCTAHOBJIEHUEM QYHKIMHM CIU3UCTOMN
000JI0YKY, BKJIIOYAs KYMAPOBAaHUWE BTOPUYHOHN IIH-
JIUApHOM AWCKUHE3UHU, YTO TpebyeT AaybHEeUIIero
IIpUCTaJIbHOTO U3ydeHUA. BHezpenue B Poccuu Tap-
TeTHBIX IIpenapaToB /i JieYeHUd MYyKOBUCIHZO03a
OTKpBIBaeT HOBYIO CTPAHUIy UCTOPHUU JIeUeHUs 3TO-
'O TSDKEJIOTO TeHETUYECKOT0 3a00IeBaHus U TpebyeT
mepecMoTpa nokaszaHuil k xupypruu XPC u o6bema
6a3MCHOM UHTpaHa3aIbHOU TEPAINY Y STOU TPYIIIHI
MaleHTOB.

ABTOPBI 3a5IBJIAIOT 00 OTCYTCTBUY KOHQIUKTA
HHTEPEeCoB.

2023;22;3(124)
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