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Pesiome

BeepeHune. XpoHuueckuit puHocuHycut (XPC) Ha doHe MykoBucumaosa (MB) otHocuTca k Hanbonee Tskeno kypabenbHbIM BOC-
nanuTenbHbiM 3a60neBaHMAM 0KONOHOCOBbIX Nasyx (OHM). JleueHne MB B uenom u accouunposaHHoro ¢ HMM XPC ctpeMuTensHo
pa3BMBaNOCh: M306peTeHbl CneumanbHble CUCTEMbI JOCTABKM NEKAPCTBEHHbIX CPEACTB, MPUMEHSIOTCA NpenapaTbl, CNeLranbHo
paspaboTaHHble Ang neyenus 6onbHbix ¢ MB (mopHasa anbda), a pafnKanbHOCTb XMPYPryYecKoro fneyeHns Bo3pacraet. B nocnen-
HWe rofbl BHeApeHa MHHOBALMOHHAS TapreTHas Tepanus MB, OCHOBHOM LieNbio KOTOPOW SBASETCS YayylleHUe TedeHns 6POHX0-
JIErOYHOI0 MHMEKLMOHHO-BOCMANIUTENBHOMO MPOLECCa, HYTPUTUBHOTO CTaTyca M (YHKLMM MOAXKENYAOYHOM Kenesbl, OAHAKO
3 deKTUBHOCTL ee B OTHoweHUn coctogaHmsa OHI ocTaeTcs ManousyyeHHOMN.

Uenb. OueHuTb 3PPEKTUBHOCTL TEpanuM npenapaTtoM neakadtop / anekcakahtop / Te3akapTop B OTHOWEHUU CUHOHA3aNbHbIX
nposienexHnin MB y neteit n onpeaennTb BO3MOXHbIe napannenm guHamukn XPC ¢ opyrumu xapaktepuctmkamu Tedenms MB.
Matepuansl u MeToapl. B nepsyto ceputo HabnoaeHuin BknoydeHo 15 peteit ¢ MB, nonyyatowmx TpOMHYH TapreTHyt Tepanuio.
C nomouwbto wkansl Lund-Mackay (LMS) oueHnBanmcs komnbtoTepHble Tomorpammsl (KT) fo ctapTa Tepanum u yepes 7,6 + 3,0 mec.
nocne ee Hayana. Kpome TOro, yuuThiBanM AMHAMKKY YPOBHS XIOpUAOB NoTa M nokasatenu MB/I. KoHTponbHyto rpynny coctaBuiu
11 naumeHTOB C CONOCTAaBUMbIMU UCXOLHBIMU PEHTFEHONOTMYECKMMU IAHHBIMU, HE Nony4atolme nogobHoM Tepanmu.
Pesynbtathl M 06CcyXaeHue. Y nauMeHTOB OCHOBHOM rpynnbl KOHCTAaTUPOBAHO AOCTOBEPHOE yayyweHue coctosgHus OHI B Buae
CHWxeHus nokasartens LMS ¢ 15,6 + 4,5 no 2,1 # 3,0 6anna (p = 0,001) ¢ HepaBHOMEPHOM AMHAMUKOW B OTHOLIEHMUMU PA3HbIX
rpynn OHIM. OTMeueH onpeaeneHHbli napannenusm guHamMmukn KT-kapTuHbI M ypOBHS XN0pUAOB NoTa, nokasatene ®BJL. B kok-
TPONIbHOW rpynne oTMeYeHo HeaocToBepHoe yxyaweHue Tedyenns XPC (c 12,3 £ 6,3 po 14,6 = 4,9 6anna no LMS; p = 0,108).
BbiBoapl. VccnenoBaHve NpoAEMOHCTPMPOBANO BbICOKY 3MMEKTUBHOCTb TPOMHOM TapreTHoW Tepanun MB npenapaTtom vBa-
KadTop / anekcakadTop / Te3akapTop B oTHOWeHMM Tspkenoro XPC ¢ 6bICTpbIM HacTynneHnem sddekTa B BUAE BOCCTAHOBIEHUS
nHesmatuzauumn OHI no gaHHbiM KT.

KnioueBble cnoBa: KMCTO3HbIN GUOPO3, OKONOHOCOBbLIE NA3yxU, UBAKAMTOP, IneKcakadTop, Te3akadTop, KOMMNbOTEPHAs TOMO-
rpadws, wkana Lund-Mackay, aeTu
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Abstract

Introduction. Chronic rhinosinusitis (CRS) with underlying cystic fibrosis (CF) is one of the most challenging inflammatory
diseases of the paranasal sinuses (PNS). The treatment of CF in general and CF-associated CRS in particular keeps developing
exponentially: special drug delivery systems have been invented, drugs purpose-developed for the treatment of patients with
CF (dornase alfa) are used, and radicality of surgical intervention is increasing. In recent years, CF innovative targeted therapy
has been introduced. It aims to improve the course of the bronchopulmonary infectious and inflammatory process, nutritional
status and pancreatic function, but its efficacy in relation to the PNS condition is still insufficiently studied.

Aim. To evaluate the efficacy of ivacaftor/elexacaftor/tezacaftor therapy for CF sinonasal manifestations in children and
to determine possible parallels of the CRS course vs other characteristics of the CF course.

Materials and methods. A total of 15 children with CF receiving triple targeted therapy were included in the first series of obser-
vations. Computed tomography (CT) scans were assessed using the Lund-Mackay scores (LMS) before and 7.6 £ 3.0 months after
starting the therapy. In addition, the changes in sweat chloride levels and pulmonary function test results were taken into
account. The control group included 11 patients with comparable initial radiographic data who did not receive such therapy.
Results and discussion. The treatment group showed a significant improvement in the PNS condition in the form of a decrease
in the LMS scores from 15.6 = 4.5 to 2.1 * 3.0 (p = 0.001) with inhomogeneous changes vs different PNS groups. A certain
parallelism between changes in the CT view and the level of sweat chlorides and pulmonary function test results was report-
ed. In the control group, a nonsignificant deterioration in the course of CRS was observed (from 12.3 + 6.3 to 14.6 * 4.9 scores
according to LMS; p = 0.108).

Conclusions. The study demonstrated high efficacy of CF triple targeted therapy with ivacaftor/elexacaftor/tezacaftor in rela-
tion to the severe CRS with a rapid onset of effect in the form of PNS pneumatization restoration according to CT findings.

Keywords: cystic fibrosis, paranasal sinuses, ivacaftor, elexacaftor, tezacaftor, computed tomography, Lund-Mackay scale, children
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BBEAEHUE

XpoHuueckun  puHocuHycut  (XPC), passuBluniicS
Ha doHe MykoBucumaosa (MB), npencraBnseT cobol oTaenb-
Hbli PEHOTMN M OTHOCMTCS K Hambonee Taxeno kKypabenb-
HbIM BOCMaNnMTeNbHbIM 3aboneBaHMUsM  OKONOHOCOBbIX
nasyx (OHM), wnn Tak Ha3biBaeMbiM «pedpakTepHbIM,
«TpyaHbIMy» (“difficult-to-treat”) puHocuHycuTam [1, 2].

MNMopaxeHune camnsmcron obonoykn OHIT npu MB umeet
€[lMHbIN NaToreHes CO BCEM CMNEKTPOM MOAMOPraHHOM MaTo-
norum n obycnosneH mytaumen B reHe CFTR, npuoasLien
K HapylleHuto paboTbl MOHHOIO XJIOPHOTO KaHana Ha anwu-
KanbHOM MembpaHe GOAbWMHCTBA  3NWUTEAMOLMTOB.
Pe3ynbTaToM HapylweHus TpaHCMeMOpaHHOro TpaHcnopTa
MOHOB X/J10pa CTAHOBMTCS 3HaumMmoe (go 60 pas) cryweHue
cekpeTa CIM3nCTbix 060104eK BCero pecnMpaTopHOro Tpak-
Ta, NOKENYA0UHOW XeNe3bl U XeNyAo4HO-KMLWEYHOO TPaK-
Ta, NONOBOM cucTeMbl W T. A. PasBuBatowascs Bcneacreue
3TOr0 BTOPUYHAA LUMAMAPHAA [OUCKMHE3US MpUBOAMUT
K CTarHauuMu  CekpeTa, THKeNOMYy  XPOHUYEeCKoMy
MH)EKLUMOHHO-BOCNANUTENbHOMY npoueccy [3].

[aTonorus BepxHUX OTAENOB AbIXaTeNbHOM CUCTEMBI LOA-
roe BpeMs HefoOLEeHMBanacb, T. K. GaTasbHbIM MO MpaBy
CYMTAETCS nopaxeHue BPOHXONErOYHOro CerMeHTa (MMeHHO
nporpeccupytoLas AbixaTenbHas HefoCTaTOYHOCTb CTAHOBUT-
€ HenocpeacTBEHHOW MNPUYMHON CMepTU 6ONbLIMHCTBA
60MbHbIX), 0AHAKO UCCNEeL0BaHMS NOCNEAHUX IET NPOAEMOH-
ctpupoBanu  6eccnopHyto ponb OHIT kak pe3sepsyapa
M UCTOYHMKA NATOreHHOW MWKPOdIOPbI, XapaKTepUCTUKK
KOTOPOM HanpsiMyto ONpeaenstoT NporHo3 3abonesaHus [4, 5].

Jleyenne MB B LenoM 1 accoumMupoBaHHOro, ¢ HuM XPC
MpOWAO MHOrM0 3TanoB W CTPEMUTENBHO Pa3BMBANOCh.

B oTtHoweHun natonornm OHI 6binm n3obpeTteHsl cneumnans-
Hble CMCTEMbI AOCTABKU NEKAPCTBEHHbIX BELLECTB (MHIaNsTo-
pbl C NynbCUpytoLen Nojayen NekapCTBEHHOMO CPeacTBa),
NPUMEHSIOTCS Npenaparsl, CneuManbHo pa3paboTaHHble ans
neyeHns 6onbHbIX ¢ MB (gopHasa anbda), a XxMpypruyeckoe
NneyeHwe MpoLWNo NyTb OT NPOCTOM NOAMNOTOMWUM A0 Pafu-
KaNbHbIX 3HAOCKOMMYECKMX BMELLATENLCTB B 06beMe MOAM-
GUUMPOBAHHON MeaManbHOM Makcunnaktommn [6-8]. Tem
He MeHee peBO/IIOLMOHHbLIM LIAroM CTano BHeApeHue Tap-
reTHo Tepanuu (CFTR-mMopynsTopoB) - MCMNONb30BaHWe
MasiblX MONeKyA, CNOCOBHbIX YyBEANUYMBATL KONMYECTBO Benka
CFTR Ha noBepXHOCTM 3NUTENNANBHON KNETKU W/UnN yCUn-
BaTb ero MPyHKUMIO KaK xNopHoro kaHana. CFTR-mopynatopel
NoLpa3fensoTcs Ha HEeCKOMbKO BMOB, KaXAblih M3 KOTOPbIX
aKTMBEH B OTHOLWEHWWM OMpeAeNneHHbIX KNacCoB MyTaLMWA.
PasnuualoT noTeHumaTopbl, KOpPPEeKTopbl, aMnaudukaTo-
pbl (ycunutenwu), ctabunusatopbl. B knMHMYeCKoM npakTuke
Ha CEerofHAWHMI AeHb BO3MOXHO WMCMOAb30BAHWE TObKO
KOppeKTopoB W noTeHuuatopos, apyrne Buabl CFTR-
MOAYNSTOPOB MOKa HAXOAATCS Ha pa3HbIX CTaausaxX paspa-
60TKkK [2, 9]. CnenyeT n3beratb NOAMEHbI MOHATUI B OTHOLLE-
Hum TapreTtHon Tepanun XPC. MNpu UHbIX PEHOTUNAX PUHOCKU-
HycuTa (B 0COBEHHOCTM MOAMMO3HOrOD), He CBA3aHHbIX C MB,
nof TapreTHoW MOHMMAETCS NMPUMEHeHWe TakK Ha3blBaeMoW
61ONOrMyecKon Tepanum — MOHOKIOHANbHBIMK aHTUTENAMM
K peuentopaM OnpefeneHHbIX MHTEPNENKMHOB, UIPaoLLMX
K/TIOYEBYIO PO/b B MATOreHe3se HasanbHoro nonunosa [10].
[0BOpS MIMEHHO O TapreTHoW Tepanuu MB, nepBbIM 0f0-
6peHHbIM K npuMeHeHuto B 2012 r. npenapatoM sBnseTcs
noTeHuMaTop meakadTop, M3HAYaANbHO pa3paboTaHHbIA Ans
nauueHToB € MyTaumen G551D, a B HacToswee BpeMs AoKa-
3aHHO 3P EKTUBHBIM B OTHOWEHMM 97 NaATOreHHbIX
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BapuaHToB. OfHAKO KNMHMYeckas 3QdeKTUBHOCTb y NaumeH-
TOB C caMoW YacTov myTauueit B P® u mupe - F508del -
K coxxanenuto, otcytcrayeT [11]. BropeiM CFTR-MonynsTopoMm
M NepBbiM NpenapaTtoM A8 NaLMeHTOB, FOMO3WMTIOTHbIX
no mytaumn F508del reHa CFTR, cTana KoMbuHaums neakad-
Topa v nymakadTopa, KoTopas B CBOK O4Yepedb MO3BoAseT
KOppEeKTMpOBaThb AedeKT NPOLECCUMHIa, BbI3BAHHbIA LAHHOM
MyTaumen, U NONOXWUTENbHO BAMSIET HA MUIPaLMI0 3penoro
6enka K NoBEPXHOCTU KneTku [12].

Hakoneu, CFTR-MoaynsTopoM BTOPOro NOKOMEHWMS, 040~
6peHHbIM B psge ctpaH B 2019 r, aBnsetca TporMHas KoM6u-
Hauus Monekyn - uBakadTop / anekcakadtop / Tesakadrop.
[lobaBneHne HOBbIX MOMEKYN-KOPPEKTOPOB 3neKkcakadTopa
M TezakadTopa 3HAYMTENbHO MOBBLICMAO 3OOEKTUBHOCTb
TepanuM W MO3BOAMAO YNyYWuTb npoduab 6He3onacHo-
ctv [13]. B Poccun petn ¢ MB obecneunsatotcst KOMGUHMPO-
BaHHbIMM AOPOroCTOALWMMM NpenapaTaMu 3a cyeT 6naroTso-
putensHoro doHaa «Kpyr [lobpa» (npeacenartens npasneHms
¢oHpa - npotonepen AnekcaHap TkauveHko, npeacenatenb
MonNeyYymUTeNbCKOro COBETA — MaBHbIM BHELUITATHbIA OTOPUHO-
napwuironor M3 P® u ®MBA PO, aupektop ®OIeY HMULIO
®OMBA Poccuu, unen-kopp. PAH H.A. lavixec).

Bonblioe uncno nccnenoBaHuin B MMpe NpoLeMOHCTPUpPO-
Ba0 BbICOKYH 3((EKTUBHOCTb TPOMHOM TapreTHOW Tepanuu
B OTHOLWEHWM Hanbonee BaXKHbIX NposBaeHM MB: dyHKUMM
Nerkux, 4acToTbl PeCMPaTOPHbIX 0BOCTPEHMI, HYTPUTUBHOTO
cTatyca v GyHKUMM NooXenymoyHon xenesbl. [lpu 3TOM
BMAOTb A0 HACTOSLLEr0 BPEMEHW NULWb €AMHUYHbIe paboThl,
BbIMO/IHEHHbIE HA HEeDOMbLUMX U HEOAHOPOLHbIX BblBOpKaX,
NoCBSLLEHbl OLEeHKe 3MHEKTUBHOCTM MOA0OHOIO neYyeHus
B OTHOLWEHUWU COCTOSIHUSA CMHOHA3anbHOM 06nacTu, paccMa-
TPUBas 3TO AeWCTBME KaK YCIOBHO «Helenesoey [14, 15].

OnHO M3 MepBbIX UCCNEAO0BAHMI, MOCBSALLEHHBIX PUHONO-
rmyeckum 3ddekTamM MoOHOoTepanuu MBakadTopoM cpeau
nauneHToB-HoCKUTene xots 6Obl ofHOW MyTaumm G551D,
66110 onybnunkoBaHo rpynnon astopos m3 CLUA B 2019 1.
Cpenm 153 naumeHToB cTapwe 6 net 129 cmornu 3aBepLunThb
nccnenoBaHue, 3anonNHMB CTaHAAPTU3MPOBAHHBIA OMPOCHMK
SNOT-20 (Heob6x04MMO OTMETUTb, YTO OH BaSIMAMPOBAH TO/b-
Ko ans B3pocnbix [16]), KOTOpPbIA SBUACA €AMHCTBEHHbLIM
MHCTPYMEHTOM OLEHKM B 3TOM paboTte. ABTOpbI A3aHHOMO
Habno4aTeNbHOrO UCCNef0BaHMS NMPULLAKM K BbIBOLY O MOO-
XUTENbHOM BIMSIHMM TapreTHOM Tepanum Ha Ka4eCTBO XM3HMU,
CBS3aHHOE C CMHOHa3aNbHbIMK Xanobamu, kayecTBe CHa
M MCUXONOTMYECKOM COCTOSIHUM MaumeHToB. [pu 3ToM MeTo-
Obl 06bekTMBM3aumm coctosHus OHI (komnbloTepHas uau
MarHUTHO-pe30HaHCHas  ToMmorpadus,  3HAO0CKONMA)
He ucnonb3oBanuch [17]. B panbHedwem cneumanbHo ans
OTOPMHONAPUHIONOroB 6bln onybnMkoBaH 0630p, BKIKYMB-
WK 5 nMccnenoBaHUi aKTUBHOCTM MBakadTopa B OTHOLe-
Hum XPC Ha doHe MB, koTopbii 06beAnHMA MPUBEAEHHYIO
Bblle paboTy C TpemMs OMUCAHUAMMU eAUHUYHBIX KIMHUYe-
CKMX Cly4YaeB M 04HON cepuelt HabnwaeHuit (n = 12), B koTo-
pbiX BbIAN yXKe NPOAEMOHCTPMPOBAHbI PE3YNbTaThl KOMMbHO-
TepHoi Tomorpadun (KT) OHIM B anHamuke [9].

B 2022 r. B 04HOM M3 M3OaHWUIA, NOCBALLEHHBIX Ny4EBON
[MarHoCTuKe, NOSBASETCS onucaHue AnHaMmukn KT-kapTuHbl
148 B3poCNbIX NALMEHTOB, MONYYABLUMX TAPreTHY0 Tepanuio
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MB (6e3 yTtouHeHus npenapaTos). [lpoaeMoHCTpUpoOBaHa
BbICOKAs CTemneHb KOpPensuum KayecTBa XM3HM, OLEHEHHOM
c nomoubto onpocHunka SNOT-22, u peHTreHonorM4yeckom
xapaktepuctuku OHIT [18].

N3yueHmto 3pHeKTUBHOCTH TPOMHON (MBakadTop / anek-
cakadTop / Te3akadTop) TapreTHoW Tepanuu B OTHOLIEHWUM
XPC K cerogHAWHeMy AHIO MOCBAWEHO Bcero 2 pabotbl.
MepBas, BKAuUMBLIAS 34 naumeHTa (MOAPOCTKM CTaplie
12 neT v B3pocsibie) M OCHOBaHHAs Ha oueHke KT 1 3HA0CKO-
NMMYECKON KapTUHbI, NPOAEMOHCTPUPOBana bbicTpoe ynyylle-
HMe M cTonkocTb 3dbdekTa (Kak MUHUMYM B TeyeHue
180 gwHeit) [13]. Bo BTOpOE WCCnenoBaHWe, BbINMOMHEHHOE
B [epMaHuK, BbIAM BKAKOYEHBI TOMBKO B3pOC/ble MauMeH-
Tbl (OCHOBHas rpynna coctaeuna 19 naumeHToB, KOHTPOSIb-
Haa - 24 naumeHTa c MB), a MeTOLOM AMHAMMYECKOTO
HabnogeHMs cTana MarHWTHO-pe30HaHCHas Tomorpadws,
He ABNAIWAACS 30/10TbIM CTAHLAPTOM OLLEHKWM COCTOSIHMS
OHI1 3a ncknoyeHneM onyxoneBor NaToaorMu AaHHOM aHa-
ToMmyeckoi obnactu [19].

MepBoe KAMHMYecKoe HabnwaeHue BAWMSAHUS TPOMHOM
TapretHon Tepanuu Ha Teuenme XPC y pebenka ¢ MB
B Poccmmn Bbino onyb6nMKOBaHO HalUMM KOAEKTMBOM JIETOM
2023 r.[20].

HakoHeuw, B ceHTabpe 2023 r. B Cystic Fibrosis Journal
6b1n onybaMKOBaH MepBbIvi cuCTEMaTUYeCKMiA 0630p nybau-
KaUMit, NOCBALLEHHDbIM BNUSHWUIO TAPreTHOM Tepanuu Ha Tede-
Hue XPC, KOTOpbI Takke He BbISBM HM OAHOM paboTbl
006 3deKkTax TpoiHoM Tepanuu Ha coctosHue OHI ncknto-
ynTenbHO y aeten [21].

Takum 06pasoM, oyeBMAeH OeDUUMT MCCNenoBaHUM,
oTpaxawLmx 3ddekTbl NOA0OHON MHHOBALMOHHOM Tepanum
MB B OTHOLIEHUWN Er0 KBHENErOYHbIX» PECMMPATOPHbIX MPO-
SBNEHWUI, B CBA3M C YEM HaMu BbIIO MPUHATO peLleHne onu-
caTb NepByl Ceputo HabOAEHUM B KOropTe POCCUMMCKMX
nawuneHToB.

Llenblo mnccnenoBaHus ctana oueHka 3OdEKTUBHOCTU
Tepanuu npenapatoMm ueakadTop / 3nekcakadTop / Tesa-
KadTOp B OTHOLWEHMM CMHOHA3aNbHbIX MNposiBNeHUA MB
y OeTel M NOMCK BO3MOXHbIX napannenent guHamuku XPC
C OPYrMMM XapakTepucTukamu TedeHuns MB.

MATEPWUAJIbl U METOAbl

B ceputo HabnopeHuit Hbinn BKAOYEHbl 15 naumeHToB
C NOATBEPXKAEHHBIM, COMNACHO AeNCTBYOWMM KnMHUYeCKUM
pekoMeHaaunaM «KuctosHblt ¢unbpos (MyKOBMCLMA03)»
2021 r., pMarHo3oM M NoOAy4akLWmMxX Tepanui npenapaTom
nakadTop / anekcakadTop / TesakadTop, B BO3pacTe oT 6
o 15 net (cpepHuit Bospact 11 * 3,2 roga) Ha MOMEHT CTap-
Ta Tepanuu. OT60p KaHAMAATOB HA Ha3HAYeHWe TPOMHOM
TapreTHOM Tepanuu NpOM3BOAMAICS B COOTBETCTBUM
C MHCTPYKUMEN MO NPUMEHEHUIO (0eTU C NOLTBEPXKAEHHbLIM
AmarHo3om MB B Bo3pacTte ¢ 6 go 18 neT c HannymeM B reHo-
TMne xoTs 6bl oaHOM MyTaumu F508 del nnn ogHoro natorex-
HOro BapuaHTa n3 177 BapuaHTOB, BK/IOYEHHBIX B MHCTPYK-
uuto K npenapaty). KoHTponbHyto rpynny coctasunm 11 neteit
B Bo3pacTe oT 4 no 14 net (cpeaHun Bo3pact 7,3 + 3,6 roaa)
C aHaNOrMYHO YCTAHOBMEHHbIM W MOATBEPXKAEHHbLIM



[MarHo30M, KOTOpble He MoayyYanu Tepanui HU OOHUM
n3 CFTR-MopynaTopoB. YCNOBMSIMM BK/IOYEHUS B PETPO-
CNEeKTUBHOE ucCnefoBaHue ObinM HanuMuMe pesynbTaToB
MYNbTUCMUPANbHOM KOoMMbOTEpHOM ToMorpadpuu (MCKT)
[0 CTapTa Tepanuu v B AMHAMWKe MOC/e ee Hayana, a Ans
KOHTPONbHOM rpynmnbl BbinonHeHne napHbix MCKT; oTcyT-
CTBME B aHaMHe3e onepaTMBHbIX BMewaTenbcte Ha OHI.
TakKe Ang 0OCHOBHOW rpynnbl OLLEHWBaNacb AMHaMMUKa ypoB-
HS XJI0PMAOB MOTOBOM XMAKOCTM KaK OCHOBHOrO Mapkepa
GYHKLMOHMPOBAHMS XIOPHOIO KaHana, HapyweHue paboTbl
KOTOPOro NexuT B 0CHOBe natoreHesa MB. Takxe ong oueH-
K1 3OEKTUBHOCTM Tepanuu B OCHOBHOW rpynne OLeHWBa-
nacb AMHaMMKa MNPOBOAMMOCTM MNOTOBOM XMAKOCTM Kak
OCHOBHOr0 Mapkepa GYHKLMOHMPOBAHWUS XIOPHOIO KaHana,
HapyleHne paboTbl KOTOPOro NIEXMT B OCHOBE MaToreHesa
MB. AHanu3nMpoBanuCb pe3ynbTaTbl MOTOBOM MNpobbl Mpu
noMoLUM cucTeMsl cbopa v aHann3a NPoOBOAMMOCTU MOTOBOWA
xumakoctn Nanoduct (ELITechGroup Inc) (monoxwutenbHas
npoba - nokasatenb 6onee 80 MMOnb/N, NOrpaHUYHas -
50-80 ™mMonb/n, otpuuatenbHas - MeHee 50 MMmonb/n)
Ha CTapTe TPOMHOM TapreTHOM Tepanuu U yepes 6-12 mec.
nocne crapta. Kpome Toro, B 0OCHOBHOW rpynne 6bina otcne-
XeHa ¥ AMHaMKKa nokasarteneit QyHKUWMM BHELUHEro Ablxa-
Hus (PBL) B OTHOCUTENbHbIX 3HAUYeHUsX (% OT LOMKHOro) —
($hOopCcMpoBaHHas XM3HEHHas eMKoCTb nerkux (MXES, %)
n obbem GOPCMPOBAHHOIO BbIAOXA 33 MEPBYK CEKYH-
oy (O®B1%). Mokazatenn aHanM3MPOBANUCh Ha CTapTe Tap-
reTHov Tepanuu u yepes 6-12 mec.nocne crapta. PesynbraThl
MCKT oueHMBanucb No obLLENPUHSTON METOAMKE C noAacye-
ToM BannoB no cucteme Lund-Mackay (Lund-Mackay score,
LMS), roe kaxnon u3 nasyx / aHaTOMUYECKUX SN1EMEHTOB
cnpaBa M cneea (nobHas, BEpXHeEYentoCTHas, KIMHOBUAHAS
nasyxwu, nepeaHue u 3aflH1e KNeTKu peLleTyaToro 1abmpuH-
Ta, OCTMOMEATaNbHbIA KoMnekc) npuceamsatotcs O (MHes-
MaTM3aLms NONHOCTbIO COXpaHeHa), 1 (MHeBMaTM3aums Hapy-
WeHa YacTMYHO) uan 2 (MHEBMAaTM3aLMs NOAHOCTbIO OTCYT-
creyeT) 6anna. ng ocTMomMeaTanbHOro KoMnaekca BO3MOX-
Ha oueHka nuwb B 0 uam B 2 6anna (Npoxoamm unm 6aoku-
poBaH). MoOMMMO 3TOro paccuuTbiBanacb cymMma bHannos
no moamduumpoBaHHoi wkane Lund-Mackay (modified
Lund-Mackay score, mLMS), pa3paboTaHHOW MMeHHO Ans
nepuatpuueckor npaktuku. OHa npepnonaraet nenexHue
CyMMbl 6aNNI0B Ha YMCNO Pa3BUTbIX aHATOMUYECKUX INEMEH-
TOB B C/ly4ae BO3PACTHOrO OTCYTCTBMS PA3BUTMS NOOHBIX MK
KMMHOBWMAHbBIX Ma3yx WAW WX TMAOMNAA3nK, 4TO OCOBEHHO
XapaKTepHO ANs naumeHToB ¢ MB. 3To aenaeT AaHHbIN noka-
3aTeNb CPaBHMMbBIM Y MALMEHTOB C Pa3HOM CTENEHbIO Pa3Bu-
s OHI [22].

Cratuctuueckas o6paboTka AaHHbIX MNPOBOAMNACH
C MOMOLLbID NakeTa npuknagHbix nporpamMm IBM SPSS
Statistics 26. [na CpaBHEHMS CBA3aHHbIX COBOKYMHO-
CTen (aHanu3 «[o-nocsie») MCnonb3oBanca Kputepuu
YWnKokcoHa. Pasnnmums cuMTanucb CTaTUCTUHECKM 3HAYMMBbI-
mu npu p < 0,05. KoppengaunoHHas cBs3b OLEHMBANach
C noMouwbl KodddGULMEHTa PaHrOBOM Koppensumu
CnupmeHa. [lng conoctaBneHns 2 pasHbIX KONMYECTBEHHbIX
nMepeMeHHbIX Y OAHUX M TeX e MaLMeHTOB NpUMeHeHa nap-
Has NMHENHas perpeccus.

PE3YJIbTATbI

OnHOM 13 NPUHLMNMANBbHBIX CPABHUTENbHbIX XapaKTepu-
CTMK Tpynmn, NO3BONAOWMX 0BbEKTUBHO OLEHUTb AMHAMMKY
nameHeHmit B OHI Ha TpoiHOW TapreTHoW Tepanuu u 6e3
Hee, NpeaCTaBNSETCS CONOCTaBMMOCTb MO BPEMEHM, MpoLUes -
wemy mexay nHuumanbHorn MCKT OHIT (KTO) n noBTOpHOM
KOHTponbHOM (KT1). B OCHOBHOM M KOHTPOMBHOM rpynmnax
oHo coctaBmno 1,9 # 1,5 1 19 £ 1,3 roga COOTBETCTBEH-
Ho (p = 0,760, T. e. rpynnbl N0 AaHHOMY NapaMeTpy ConocTa-
BUMbI). MicxoaHble aaHHble MCKT OHIM B obeux rpynnax
TakXe COMnoCTaBMMbl (OuLeHka LMS B OCHOBHOW rpynne
coctaBuna 15,6 # 4,5 6anna, B KOHTponbHOM - 12,3 #
6,3 6anna; p = 0,134). YunTbiBass WM3BECTHblE TEHOTUM-
dbeHoTUNMYeCKMe Koppenaumm B TedyeHun MB, Heobxoaumo
OTMETUTb, YTO B OCHOBHOM W KOHTPONIbHOM rpynnax Aons
NauMEeHTOB, UMEHLWMX MUHUMYM OAMH NATOTeHHbIA BapuaHT
F508del B reHoTune, coctaBuna 86,7 n 72,7%, 4to no3BonseT
B HEKOTOPOM Mepe roBOPWTb O COMOCTAaBMMOCTM Ipynn
Mo TSXKECTM M MPOrHo3y TeyeHus 3aboneBaHus. [pu 3TOM
B OCHOBHOM rpynne nauueHTbl C FeHOTMNOM C MyTalMen
F508del npecbnaganw.

CpenHuin Cpok Mexzay CTapToM TapreTHOM Tepanuu
Y MaUMEHTOB OCHOBHOM rpynnbl U BbINONHEHUEM KOHTPO/b-
Hor MCKT OHIM (KT1) cocrasun 7,6 = 3,0 mec. B rpynne
nauneHToB, MoAyYaoLWMX MBakadTop / anekcakadtop / Tesa-
KadTOp, LOCTOBEPHAN MONOXKMUTENbHAS AMHAMMKA MOyYeHa
Kak no cymme 6annos LMS (p = 0,001) n mLMS (p = 0,001),
Tak M B OTHOLWEHMM BCEX TPYMM aHATOMMYECKMX 3/1EMEHTOB.
Kpome Toro, napannenbHbiid aHanu3 JUHaMUKK YPOBHS Mpo-
BOAMMOCTM NoTa U nokasatenei ®B[] Takxe BbISBUA CTaTW-
CTMYECKM JOCTOBEPHYIO AMHAMMKY BCEX OLLEHMBAEMbIX Napa-
MeTpoB. MHTerpanbHble faHHble, OTpaXatolme perpecc cre-
neun nopaxeHuns OHIT M AMHAMWKY YKA3aHHbLIX BbiWe
napaMeTpoB, NpeacTtaBneHsl B maba. 1. Heobxoaumo otme-
TUTb, YTO MONOXWUTENbHAA AMHAMMKa nokaszatenen LMS,
mLMS, ®B[ v notoBoro Tecta 6bina 3aperMctpMpoBaHa
y BCEX NALMEHTOB.

MHTepecHbIM HabntogeHWeM, CAENaHHbIM MPU MHOTO-
rpaHHOM CTaTMCTMYECKoM 06paboTke AaHHbIX B paMKax AaH-
HOrO MCCnefoBaHWsa Ha Hebonblioi BbIOOPKE MaLMEHTOB,
cTana npsMas [LOCTOBepHas ABYCTOPOHHAS Koppens-
umg (r = 0,562; p = 0,029) mexay ypoBHEM MPOBOAMMOCTM
nota u cymmon 6annos no Lund-Mackay y naumeHTOB
OCHOBHOM rpynnbl 40 CTapTa TapreTHOW Tepanuu, T. e.
[0 HacTynneHus Moaynupytouwero sgdekta Tepanum (puc. 1).
Mpu 3TOoM nofobHas Koppenaums He NpoCaexuBanachb
B KOHEYHOM TOuKe WuCCnefoBaHus — Ha (oHe Tepanuu
(r=0,120; p = 0,670).

TeM He MeHee Obl1 OTMeYEeH ABHbIM Napanienn3m Mexay
CHWXeHneM nokasatens notosoro Tecta (¢ 115,0 # 8,1 go
60,0 £ 20,3; p = 0,001) u uncna 6annos no Lund-Mackay
(c 15,6 £4,5 no 2,1 +3,0; p =0,001) c bonee «pe3ko HUCXO-
pawen» amHamumkon KT-kaptuubl OHI (puc. 2).

Hawwn HabnoaeHns no3Bonuam BblABUHYTb TMNOTE3Y, YTO
HopManu3aums CocTosiHMs pasHblx rpynn OHIM npoucxonmt
HEeo4MHaKoBO, A4 Yero Hbina npociexeHa oueHka no LMS
N9 BCeX aHaTtoMuueckux obpa3oBaHWi OTAeNbHO (puc. 3).
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® Tabnuua 1. JMHaMMKa peHTrEHON0MMYECKOM KapTUHbI OKOMO-
HOCOBbIX Na3yX, GYHKLUKU BHELIHEro AblXaHWs U NPOBOAUMOCTH
nota y fieteit ¢ MyKOBUCLMA030M, MOMYYAOLLMX TapreTHY
Tepanuio npenapaTtom ueakadTop / anekcakadprop / TesakadTop
® Table 1. Changes in the paranasal sinuses X-ray view, pul-
monary function test results and sweat conductivity in chil-
dren with cystic fibrosis receiving targeted therapy with iva-
caftor / elexacaftor / tezacaftor

JlobHble nazyxu, 0 2118
Ganibl ; 05%11 0,005 66,7
lepepHue knetku 0 22+11
peLIeT4aToro 0,001 86,7
NabupuHTa, bannsl 1 05%11
3aHue KNeTku 0 1,511
peLLeTyaToro 0,004 66,7
NabupHTa, Ganbl 1 0407
0 360,7
BepxHeueniocTHble 0001 1000
nasyxu, 6annbl 1 0406
0 21+15
X, 1 0306
i 0 400,0
(K)CTMOMeaTgﬂbeIM 0000 1000
OMNEKC, 6annbl 1 0,000
0 15,6 =45
gueHKa no LMS, 0,001 100,0
a/iNbl 1 2,1 + 3,0
OueHKa no mLMS, 0 15+04
Ganibl ] 02202 0,001 100,0
0 96,5 * 15,8
OXEN, % 0,033 85,7
1 104+11,9
0 95,1+20,4
0DB1,% 0,046 78,6
1 1049175
“ 0 1150+ 8,1
MoToBbIi TecT, 0,001 100,0
MMOfIb/n 1 | 600%203

lMpumeyarue. Toukn uccneposanus: 0 — 4o cTapTa TapreTHow Tepanuu, 1 - Ha GoHe TapreTHoMn
Tepanuu; M - cpeaee; SD - cpeaHekBaapaTUUHOE OTKNOHEHME.

® PucyHok 1. Koppensuns ypoBHS MpOBOAMMOCTM NOTa C OLEH-
KOM KOMMNbIOTEPHbIX TOMOrpaMM OKOJIOHOCOBbIX Ma3yX y naum-
€HTOB OCHOBHOW rpynnbl A0 CTapTa TapreTHoM Tepanmu

® Figure 1. Correlation between the sweat conductivity levels
and paranasal sinuses CT findings assessment in patients of
the treatment group before starting the targeted therapy
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® PucyHok 2. CpaBHUTENbHAS AMHAMMKA HOPMaNM3aL MK MHeB-
MaTM3aLLMM OKOIOHOCOBBIX Ma3yX MO AAHHbIM KOMMbIOTEPHOW
ToMorpaduu 1 nokasaTens NOTOBOro TecTa y NalueHTOB OCHOB-
HOM rpynnbl Ha GOHe TapreTHOM Tepanuu NpenapaTom neakad-
Top / anekcakadTop / TesakadTop

® Figure 2. Comparative analysis of changes in normalization
of paranasal sinuses pneumatization according to CT findings
and the sweat test results in patients of the treatment group
receiving targeted therapy with ivacaftor / elexacaftor / tezacaftor
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M MNoToBbIN TECT LMS

® PucyHok 3. [lnHammKa U3MeHeHUs COCTOSIHWS OKOMIOHOCOBbIX
nasyx / aHaTOMUYECKMUX 3NIEMEHTOB NO JaHHbIM KOMIbHOTEPHOM
TOMOrpaduu y nauMeHTOB OCHOBHOM rpynnbl HAa GOHEe TapreTHow
Tepanuu npenapaTom neakadTop / anekcakadtop / Te3akadtop
® Figure 3. Trends of changes in the paranasal sinuses / ana-
tomical elements condition according to CT findings in patients
of the treatment group receiving targeted therapy with iva-
caftor / elexacaftor / tezacaftor

4,0
3,5
3,0
2,5
2,0
1,5

OueHka no wkane
Lund-Mackay (LMS), 6annoel

1,0
0,5

0,0
KTO KT1
M Frontal Ethmoid pos

M Ethmoid ant.

Sphenoid

Maxillary Ostiomeatal c.

lpumeyanue. KTO - KT po crapta Tepanuu, KT1 - KT Ha doHe Tepanuu; Frontal - nobHble nasyxu,
Ethmoid ant. - nepeaHwue knetku pelwetyatoro nabupunta, Ethmoid pos. - 3agHue knetku
peweTyaToro nabupunTa, Maxillary - BepxHeyentoctHble nasyxu, Sphenoid - kIMHOBUAHbIE
nasyxu, Ostiomeatal c. - ocTMOMeaTanbHbIN KOMMEKC.

Hanbonee BblpaxeHHas MNONOXWUTENbHAs AMHaMuKa Obina
OTMEYeHa B OTHOLIEHWM NPOXOAMMOCTM OCTMOMEaTasbHOro
KOMNNEeKCa M BOCCTAHOBNEHMSI MHEBMATM3aLMM BepxHeye-
MOCTHBIX Na3yx. HanuMeHee BbipaxkeHHas — B 3aHMX KeTKax
peLleTyaToro n1abupuHTa U KAMHOBMAHBIX Na3yxax.

IOunnamuka KT-kaptuHbel OHI Ha doHe npuMeHeHus Tap-
reTHOM Tepanuu MpPOAEMOHCTPUPOBAHA Ha MpuUMepe [OBYX
nauneHToB (puc. 4, 5).

HecMoTps Ha o4eBMAHOCTb TepaneBTMUeckoro 3ddekTa
TPOWMHOM TapreTHOM Tepanuu B OTHOLIEHMM cocTosHMs OHIT,



® Pucyrok 4. MynbtucnmpansbHas KT oKONOHOCOBbIX Na3yx NauueHTKu ¢ MykoBucumao3oM 14 net (reHotmn delF508/3667insTCAA)
o (A-C, 17 6annos no LMS) n uepes 9 mecaues nocne crapta (D-F, 4 6anna no LMS) TpoiiHoi TapreTHow Tepanum
® Figure 4. Paranasal sinuses multislice CT scan of a 14-year-old patient with CF (genotype delF508/3667insTCAA) before

a-c, 17 points according to LMS) and 9 months after starting (d-f, 4 scores according to LMS) triple targeted therapy
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lpumeyanue. NMpoekumun: A, D - KopouapH.an; B, E - akcuanbHas; C, F - caruttanbHas.
® PucyHok 5. MynbtucnmpansbHas KT 0KOMIOHOCOBbIX Na3yx nauueHTa ¢ MykoBucumao3om 11 net (reHotun delF508/CFTRdele 2,3)
o (A-C, 20 6annos no LMS) un yepes 10 mecsiues nocne crapta (D-F, 3 6anna no LMS) TpoitHoi TapreTHO Tepanuu
® Figure 5. Paranasal sinuses multislice CT scan of an 11-year-old patient with CF (genotype delF508/CFTRdele 2.3) before
(a-c, 20 scores according to LMS) and 10 months after starting (d-f, 3 scores according to LMS) triple targeted therapy

!

lpumeyarue. Mpoekumnu: A, D - kopoHapHas; B, E - akcuanbHas; C, F - caruttanbHas.
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00bEKTUBM3MPOBATL €0 NMO3BOMWIO HANUUYME KOHTPONbHOWM
rpynnbl, OTPaXatolel YCNOBHO «eCTECTBEHHOE» TeyeHue
XPC 6e3 mopynupytouiero sddekta MHHOBALMOHHOIO npe-
napata. B rpynne cpaBHeHus, kak no cymme 6annos LMS
M mMLMS, Tak U B OTHOLIEHMU MOYTU BCEX aHATOMUYECKMUX
3M1EMEHTOB (33 UCK/TYEHMEM NEPEfHNX KNETOK peLleTyaTo-
ro NabupurHTa) 0TMEYaeTCs OTpULATENbHAS AMHAMMUKA B BUAE
HapacTaHus ctenenun nopaxenus OHI, ogHako He gocTurato-
LEero CTaTUCTUYECKM 3HAUYMMOM pasHMUbl (mabs. 2).
Hanbonee HarnsgHo amMHamumka KT-kapTuHbl BCeX nauu-
eHTOB 0benx rpynn npoLeMOHCTPUPOBAHA Ha AMarpam-

Max (puc. 6, 7). lNpocnexxunBaeTcs pe3ko HUCXOASALLMM TpeHa,
oueHku no wkane Lund-Mackay Ha dboHe TapreTHoM Tepanuu
C O[HOHAMpPaBNEHHOW MONOXWUTENbHOW AMHAMMKOM Yy BCEX 0 1518
MaUMEHTOB Tpynmbl, B TO BPEMS KaK TPEHO KOHTPOJbHOM JloGHble nasyxu, Ganbi = 0,131
rpynnbl NPaKTUYeCKU rOpMU30HTaNEeH C HeBONMbLIMM HapacTa- 1 23+1,7
HWeM yncia 6annos no LI:/IS (yxyowenunem KT-kapTuHbl OHIT) MepenHye KNeTKH peleTyaTaro 0 2210 0999
NpW pa3HOHAMNPaBNEHHOM AMHAMUKE Y OTAENbHbIX NauneH- N1abUpuHTa, 6anbl 1 77+11 ]
ToB. OgHako nofaenatolee HOMbLWMHCTBO AeTEN KOHTPOSb- ==
HOWM rpynnbl 4EMOHCTPUPYIOT NporpeccupoBaHmne XPC. 3afiH1e KNeTKH peluetyaroro 0 15+12 0.234
nabupuHTa, bannbl 1 1810 ’
OBCYXXAEHUE BepxHeuentocTHble nasyxu, 0 27+13 0332
. . . Gannbl 1 2917 ’
B nepBoe wccnenoBaHue BAMSIHWMS TPOMHOW TapreTHOM T
Tepanuu Ha TeyeHne XPC u coctogHme OHIT 66110 BKNOYEHO 0 1512
OTHOCUTENBbHO HEeBONbLIOE YMCIO MALMEHTOB, YTO CBS3aHO Knuosuawble nasyxu, 6o 1 70+13 0,161
C penkocTblo 3aboneBaHna U HefaBHUM HavyanoM MpuMeHe- —
o o o o ~ +
HWS TPOMHOM TapreTHOM Tepanuu B Hawew ctpaHe. C Lenbto OcToMeaTaNbHblif KOMNEKC, 0 2916 0,408
[0Ka3aTenbeTBa 3PMEKTUBHOCTM Tepanumn bbina chopMmpo- banne 1 35%13
BaHa KOHTpPONibHAg rpynna, BK/OYMBLIAS MALMEHTOB, 0 12363
He nonyyarwmx nomobHoro neverus. Tpynnbl OKasanucb Oueka no LMS, 6annbl 0,108
+
COMOCTaBMMbI N0 UCXogHOM KT-kapTuHe, BpeMeHU Mexay 1 146249
nByms MCKT OHI1 n cnekTpy MyTaumi4, BO MHOTOM Onpenens- 0 1,105
o o Ouenka no mLMS, 6annbl 0,119
owemy TeyeHne 3aboneBaHus. MHTepecHOW, He ONMMCAHHOM 1 12+04

paHee B AOCTYMHOM NUTEpaType, HAaXOLKOM SIBUNach [OCTO-
BEpHas KOppensauus Mexay MokKasaTeneM MpoBOAUMOCTU

nota u creneHbto nopaxenus OHII, oueHeHHONM MO wWKane
Lund-Mackay. Manbiit pazmep BbIGOpKM OUKTYET HEOOX0aM-
MOCTb M3YY€eHMsI 3TOM 3aKOHOMEPHOCTM B BOMbLIMX rpynnax.
BbisBneH SBHbIM nNapannenusM Mexay Hopmanusauuen
coctostiust OHIM 1 cHWXeHWEM nokasaTens NoToBOM Mpobsl,

® Tabnuya 2. lnHaMWUKa PEHTTEHONOMMYECKOM KapTUHbI OKOJIO-
HOCOBbIX Na3yx B KOHTPOJIbHOM rpynre feTeit ¢ MyKOBUCLMAO-
30M, He NOJY4aLLMX TAapreTHY Tepanuio

® Table 2. Changes in the paranasal sinuses X-ray view in the
control group of children with cystic fibrosis who did not
receive targeted therapy

lpumeyarue. Toukn nccneposanms: 0 — ucxoaras MCKT, 1 - koHTponbHas MCKT; M - cpennee;
SD - cpeiHeKBaApaTUYHOE OTK/IOHEHNe.

® PucyHok 6. [InHamuka oueHkn LMS y naumeHToB OCHOBHOWM rpynnbl Ha pOHe TapreTHOM TepanuM npenapaTtoM Meakadtop / anekca-

kadrop / Tesakadrop

® Figure 6. Changes in LMS scores in patients of the treatment group receiving targeted therapy with ivacaftor / elexacaftor / tezacaftor
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® PucyHok 7. JnHaMuka oueHkM LMS y naumeHToB KOHTPONbHOM rpymnnbl

® Figure 7. Changes in LMS scores in the control group patients
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yTOo, B C/ly4ae NOATBepXAeHMs B Honee MaclwTabHbIX uccne-
[LOBAHUAX, MOXET MCMOJb30BAThCS B KAYeCTBE MPOrHOCTUYe-
ckoro ¢aktopa TeueHus XPC Ha (oHe TapreTHoM Tepanuu.
MonyyeHHble pe3ynbTaTthl elle pa3 [LOKa3blBAKOT eAMHCTBO
natoreHe3a XPC npu MB c nopaxeHWeM [Lpyrnx OpraHos,
B OCHOBE KOTOPOrO NEXWT HapylleHue paboTbl XNOPHOrO
CFTR kaHana. BoipaxeHHas nonoxurenbHas AnHamMmnka boina
OoTMeYeHa Yy BCeX MaLMEHTOB, MOMyYaloLWMX UBakad-
Top / 3nekcakadrtop / TesakadTop, Npu Cpoke Habnwoge-
HWg (Neprof Mexay CTapToM Tepanuu U KoHTponbHo MCKT)
ot 3 po 12 mec. (7,6 £ 3,0 Mec.), UTO NO3BONSET rOBOPUTH
0 KparHe ObICTpOM HacTynneHun 3ddekTa B OTHOLUEHWUMU
TSKENOW cTeneHun nopaxenus OHTI. PasHag cteneHb BoccTa-
HOBNEHWUS NHeBMaTu3aumu otaenbHbix rpynn OHI (B Hawu-
bonblei cTeneHn BEpXHEYENOCTHbLIX Ma3yx, a Take Npoxo-
[MMOCTM OCTMOMEATasbHOrO KOMMAEKCA; B HaMMEHbLUEM —
33[HMX KIEeTOK peleTyaToro nabupuHTa U KIMHOBUAHBIX
nasyx), N0-BUAMMOMY, MOXET 06bACHATBCS aHATOMUYECKUMM
0COBEHHOCTAMM DYHKLMOHMPOBAHUS COYCTUM M NyTen Ape-
HaXa v BEHTUNALUMK. B CBA3M C 3TMM NOMHYI0 HOpManu3aumto
PEHTIreHO0rMYeCKoW KapTUHbI BEPOSTHO MOXHO OXWMAATb
B 6onee otaaneHHble Cpoku. B ntobom cryyae coxpaHstowm-
ecqa Ha ¢doHe TapretHon Tepanuu KT-uameHeHus OHII
MOXHO OXapaKTepu30BaTb Kak MUHMUMaNbHblE WU pe3nay-
anbHble. NonyyeHHas B OTHOWEHMU NOBHBIX MNa3yX OTHOCU-
TeNbHO Manas LONS NaUMEHTOB C MOMOXMUTENbHOW AMHAMM-
Kon (66,7%) He OTpaXaeT UCTUHHYK CUTyauMio B CBS3M
C HanuMuymeM xapakTepHoih ana MB wux runonnasuen
y 2 (13,3%) nauueHToB. JTOT aKTOp HMBenMpyetcs
npu  WMCNONMb30BaHUM  MOAMDUUMPOBAHHOM  WKANbI
Lund-Mackay (mLMS).

B pamkax Halwero uccnenoBaHus B o4yepeaHoit pas 6bin
NpOAEMOHCTPUPOBAH [OOCTOBEPHbLIA POCT MOKasaTenemn
OB (OXENT n ODB1) Ha hoHe TapreTHOM Tepanuu, YTo SBAS-
€TCS OJHWM M3 [NaBHbIX LeneBbix 3G dekToB neveHms MB.

Cpeav NaumMeHTOB KOHTPONbHOM rPYyNMbl, HE MONYyYaBLIMX
TapreTHyt Tepanuio, AMHAMMKa cTeneHn nopaxeHus OHII

B CpPeAHEM OKa3anacb cnabo oTpuLaTeNbHON (C He[OCTOBEp-
HbIM HapacTaHueM cyMmmbl Hannos LMS), ogHako 3 aua-
rpammbl (puc. 7) OTYETAMBO BMAHO, YTO 3TO CBA3AHO C Halu-
YMEM MONOXMUTENbHOM AMHAMUKK Y 3 (27,3%) naumeHToB
M OTYETAMBOW OTPULATENbHOM — Yy OCTanbHbiX. Hanbonee
BEPOSATHO, 3TO MOXHO O0BBACHUTbL IPHEKTUBHOCTBIO U CBOE-
BPEMEHHOCTbIO «CTaHAAPTHOr0» KOHCEPBATMBHOIO NIEYEHMS
XPC y HekoTopbIX nauneHToB ¢ MB (MppuraumoHHas Tepa-
NWs, UHTPaHa3asbHble [OKOKOPTUKOCTEPOUIbI, UHTANALM-
OHHas Tepanus C NOMOLLbK METOAA NYNbCUPYIOLLEN NOAAYM
BELWeCTBAa NpenapaToM [oOpHasa anbda U TOMUYeCKUMU
aHTMBMOTUKAMK). TeM He MeHee MOXHO TOBOPWTb O Hey-
KNOHHOM MNPOrpeccMpoBaHUM PUHOCKMHYCUTA NpU «ecTe-
CTBEHHOM» TeYeHuu 3aboneBaHus.

3AKNTIOYMEHME

NccnepoBaHne NnpoaeMoHCTPUPOBAN0 BbICOKYH 3ddek-
TMBHOCTb TPOMHOM» TapreTHOW TepanuMu MyKOBMCLMA03a
npenapaToM wuBakadTop / 3nekcakadtop / Te3akadTop
B OTHOWEHWM TKENOro XPOHWYECKOr0 PUHOCUHYCKTA
C BbICTpbIM HacTynneHneM 3ddekTa B BUAE BOCCTAHOBNEHUS
NMHEeBMAaTU3aLMM OKONOHOCOBBIX MA3yx MO AAHHbIM KOMMbiO-
TepHoi ToMorpadumn. OnucaHHasa cepus HabnoaeHWn 9Bns-
eTCs NepBOM B MMpe, BbIMOMHEHHOM TOMbKO B neguaTpuye-
CKOWM KoropTe naumeHtoB ¢ MB. BHeapeHue Bbicokosdbdek-
TMBHOW TapreTHOM TepanMmM 3TOrO TSXKENOro HACNeACTBEHHO-
ro 3abonesaHns OTKPbIBAET HOBblE NEpPCNeKTUBbl Ans 60/b-
Hbix MB u TpebyeT kapAuHanbHOro nepecmotpa obbema
Tepanuu, NokasaHMM W PagMKanbHOCTM XMPYPrUyecKoro
neyeHmss MB-accoummnpoaHHoro XPC. lMnaHupyetca npo-
LO/MKMTb @aHaNM3 AaHHbIX MO MEpe UX HAKOMNEHUS W yBenn-
YeHMst CPOKOB AMHAMMYECKoro HabnoaeHMs 3a NaLMeHTaMu,
noNnyyalLMMmK TapreTHyio Tepanuio Mykosucumaosa. (o
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