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Pesome

Hecmotpst Ha akTMBHOE OOCYKIEHME B Pa3HBIX CTPAHAX MUPA BOIIPOCA O BO3MOXXKHOM CHIKEHUU 00beMa 0a3UCHOI Teparuu y MaiueHToB ¢ MyKO-
Buciao3om (MB) Ha (oHe puMeHeHNsT TapTeTHBIX TIPENapaToB, B YACTHOCTH MYKOJIMTHUYECKUX, MHOTHE MAIIUEHTHI ITPOIOIKAIOT MyKOJIUTHYE-
CKYIO0 MHTISILIMOHHYIO Tepanulo, BKItoyasi MaHHUTON. Llenblo nccienoBanus siBsiiachk peTpoCNeKTUBHAsI OLEeHKA NepeHOCUMOCTH TMpernapaTa —
uHramsnonHoro Manuutona (bponxuron ®apmakcuc, GEN llac, Typuusi) — y nereit ¢ MB. Marepuaisl u MeTombl. CTallnOHapHOE JieYeHUE
B IMenuarpudeckom otaeieHnn O00CcOoOIeHHOTO CTPYKTYPHOTO TMofapasneneHusi «Poccuiickas netckas KinmHW4YecKast 6onbHula» denepanbHoro
TOCY/IapCTBEHHOTO OIO/KETHOTO 00Pa30BATEIbHOTO YUPEKIEHHSI BBICIIIET0 00pa3oBaHust «POCCUIICKMI HAIIMOHATIBHBII NCCIIEI0BATETLCKUI MEIH-
nmHCcKuin yHuBepeuteT nMeHn H.W.TTuporosa» MuHmcTepcTBa 3npaBooxpaHeHust Poccniickoit Deneparm B 2021—2023 rr. osryvyanu neti ¢ MB
(n = 142; u3 HUX 62 — MyxcKoro rnoa; Bozpact — 6—17 niet). [IpoBonuaack TecToBast OlleHKA EPEHOCUMOCTH MEPBOHAYATBHOM 103bI MHTAJISILIOH-
Horo MaHHutosa (npenapat bpouxuron) — Bronchitol Inhaled Dose Assessment (BIDA). Pe3yabTaTel. B nonasisitoiieM OOJBIIMHCTBE CIIy4aeB Mpo-
TIEMOHCTPUPOBAHBI XOPOIIIAsi IEPEHOCUMOCTD Y BBIPAXKEHHBIN MYKOJTUTUYECKUY 3(h(dEKT PU UCTIONB30BAHUN UCCIESTyEeMOTrO TperapaTa, a Takke
enMHuYHbIe ciydan (6,3 %) HerepeHOCUMOCTH B BUIIE Pa3BUTHST OCTPOTO OPOHX00OCTPYKTUBHOTO CUHApOMA. 3akiodenue. [1o pe3yibrataM OlleHK!
adexra nepBoHaYAIBLHOM 103bI UHIAISLIMOHHOTO MAHHUTOJIA HA TOCTATOUHO OOJIBLION KOropTe IeTeil pa3HOro Bo3pacTa HarjIsiiHO TPOUJUTIOCTPU-
POBaH BBICOKUI TTPod1Th 6e30macHOCTH U (P GhEKTUBHOCTU UCCIETYEMOTO JTeKapCTBEHHOTO CPEeICTRA.

KnroueBbie ci0Ba: MyKOBUCIIUIO3, MHTAISIIMOHHBIII MAHHUTOJ, ETU, 00beM (hOPCUPOBAHHOTO BBIIOXA 32 1-10 CEKYHIy, caTypaiusi.
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Tolerability of inhaled mannitol in children with cystic
fibrosis: initiation dose assessment
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Abstract

Despite active discussion in different countries of the world about possible reduction of the amount of basic therapy of cystic fibrosis due to the use
of CFTR-modulators, in particular mucolytics, many patients continue mucolytic inhalation therapy, including mannitol. The aim. A retrospective
evaluation of the tolerability of the inhaled mannitol (Bronchitol Pharmaxis, GEN Ilac, Turkey) in children with cystic fibrosis (cwCF). Methods.
142 cwCF aged from 6 to 17 years (62 boys) who underwent inpatient treatment at the Separate Structural Unit Russian Children’s Clinical Hospital
of the Federal State Autonomous Educational Institution of Higher Education “N.I.Pirogov Russian National Research Medical University” of the
Ministry of Health of the Russian Federation from 2021 to 2023 were administered the initial dose assessment BIDA test. Results. Most cases
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demonstrated good tolerability and pronounced mucolytic effect when using the study drug. Isolated cases of intolerance (6.3%) in the form of acute
bronchobstructive syndrome were observed. Conclusion. The presented evaluation of the effect of an initial dose of inhaled mannitol in a sufficiently

large cohort of cwCF of different ages clearly illustrates the high safety and efficacy profile of the study drug.
Key words: cystic fibrosis, inhaled mannitol, children, forced expiratory volume in the first second, saturation.
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MyxkoBucuuao3 (MB) — onHO U3 caMbIX YacThIX B MO-
ITyJISILIM MOHOTEHHBIX 3a00JICBaHUI, HO 1 OHA U3 ca-
MBIX KypabeTbHBIX Op(aHHBIX HO30J10THi. B HacTosImii
MOMEHT [IJIs1 TaHHOU 00JIe3HU YCIeIIHO BHEAPEHbI MH-
HOBallMOHHBIC METOBI JICUCHMS, BKITIOUasT TAPTETHBIE
npenapatel — T. H. CFTR-Monynsaropsr [ 1], HoBbIe (hOpMEI
Y TPYMITBI MIPOTUBOMUKPOOHBIX IIPeNapaToB, MHTAJISIIII -
OHHBIX JIEKAPCTBEHHBIX CPEICTB.

Hecwmotpst Ha akTUBHOE 00CYKIIeHHE B pa3HbIX CTpa-
Hax MMpa BOIIPOCA O BO3MOXHOM CHIKEHU 00beMa 0a-
3uCcHOM Tepanmuu MB Ha (oHe mpruMeHeHUsT TapreTHBIX
MpernapaToB, B YaCTHOCTU MYKOJIUTUUYECKUX |2, 3], MHOTHE
MAlMEeHTHl MPOIOJIKAIOT IPUHUMATh B Ka4eCTBE MYKO-
JINTUIECKOI MHTAISIIMOHHON Tepalnu JOpHa3y aiabda,
TMIIEPTOHUYECKUE COJIEBBIC PACTBOPBI M MHTAISILIMOHHBIN
MaHHuTON (MIM) [4—6]. UM — 3T0 OBICTPOAEHCTBYIOIIMIA
MYKOJIUTUUECKUI MpernapaT U peruapaTaHT IbIXaTeb-
HBIX ITyTeli, KOTOPHIN CITOCOOCTBYET YIAJICHIUIO MOKPOTHI
13 IBIXaTeJIbHBIX MyTeH 1 IMMOBHIIIEHUIO 00BbeMa (popcupo-
BaHHOTO BbIoxa 3a 1-10 cekynny (ODB:) mpu MB [7, 8].
MexaHu3M IelCTBUSI MAHHUTOJIA CBSI3aH TIPEXIE BCETO
C YBEJIMYCHUEM TIPOAYKIINA MOKPOTHI M YITyUIIICHUEM MY-
KOIIMJIMAPHOTO KJIMPEHca (SIBISICTCST HE TOJbKO MYKOJI-
TUYECKUM TperapaToM, HO U peruapaTaHToOM), a y TUIep-
TOHUYECKOTO pacTBOpa — C CO3AaHUEM OCMOTHYECKOTO
rpagreHTa Ha moBepxHocTy armtenus [9, 10]. [To naHHBIM
pa3IMYHBIX UCclenoBaHuii, y neteii ¢ MB UM BbI3bIBa
CYIIECTBEHHOE yJaydyllleHUe (PYHKUMU JIETKUX U YBEJIU -
YeHUEe MacChl MOKPOTHI, HE3aBUCUMO OT COBMECTHOTO
HCTIOJIb30BaHUS JOPHA3HI ab(da, BO3pacTa WM TSKECTH
3aboseBanus [9, 10]. UM xopoliro mepeHOCHIICS 1 acCo-
LIMMPOBAJICSI CO CHUXKEHUEM YacTOThl HeXelaTeIbHbIX
SIBJICHUI TIpU JIETOUYHOM 00oCcTpeHuH [9].

Lenpro nccaemoBaHs SIBISIACH OLICHKA TIEPEHOCHUMO-
ctu nipernapara bponxuron @apmakcuc (MM) (koMmnaHus
GEN llac, Typuus) y neteit c MB, a Takxe nsyyeHue co-
XpaHEHUST KOPPEJISILIMOHHOM CBSI3W MEKITY ITOKa3aTeJITMU
HYTPUTUBHOTI'O CTaTyca MallMeHTOB (MHIEKC MACCHI TeJla —
HUMT) u dpynkuueit nerkux (ODB1) Ha (poHe coBpeMeH-
HOM Tepanuu.

MaTepMan bl U MeTOAbI

V nereit (n = 142; u3 HUX 62 — My>KCKOTO 110JI1a; BO3pacT —
6—17 neTt; cpeaHuii Bo3pacT — 13 + 3 roma) ¢ IMarHo3omM
MB (no MexnayHapoaHoii kinaccudukauuu 6oye3Hei
10-ro nepecmotpa (MKB-10) — E84.8), HabmonaBImnxcst
B 20212023 rr. B neguarpuyeckom otaeaecHuu O00co0-

JIEHHOTO CTPYKTYpHOTo mnoapasaeieHust «Poccuiickas
IeTCcKasl KIIMHNIecKast 6opHUIa» PenepasbHOro rocy-
JMApCTBEHHOTO OI0IKETHOTO 00Pa30BaTEIbHOTO YIpexkKIe-
HUS BhICILIETO oOpa3oBaHus «Poccuiickuii HauuMoHa b-
HBII MCCIeNOBaTENbCKUI MEAULIMHCKUI YHUBEPCUTET
nmenu H.U.[luporoBa» MuHucTepcTBa 3apaBooxpa-
HeHus Poccuiickoit @egepannu, mpoaHaIM3upOBaHbI
pe3yJabTaThl TECTOBOTO MCCIeN0OBaHUS MEPEHOCUMOCTHU
riepBoHavaibHoii 10361 UM (mipernapat bponxuron ®ap-
Makcuc) — Bronchitol Inhaled Dose Assessment (BIDA).
I'ernepHoe pacripeneneHe, CpeaHUe JTaHHBIE TT0 BO3pa-
CTy, aHTPOIOMETPUYECKUM TTOKa3aTeJsIM, HYyTPUTUBHO-
MY CTaTyCy y UCCIeoyeMbIX MallueHTOB, MPeACTaBICHbI
B TabI. 1.

B npoiiecce aHanu3a ObLIM MCIIOJIb30BaHbI MapaMeT-
PpUYECKHE CTATUCTUYECKUE METONBI, TAKME KaK t-KpUTe-
puit CTblofieHTa 111 CPABHEHMUS TPy U KO3 uiimeHTt
koppesuny [TupcoHa — 1 OIIeHKY B3aMMOCBSI3U MEXK-
ny nokasareasamu (MUMT u O®B,). [1pu ycraHoBieHUN
CTaTUCTUYECKOM 3HAUMMOCTH MPUIEPKUBATUCH TOPOTO-

Tabauua 1
Xapaxmepucmuka oocaedosannvix demeil
¢ mykoeucuudozom (n = 142); M = SD

Table 1
Characteristics of examined children with cystic fibrosis
(n=142); M + SD

Mapametp 3HaueHne

Mon pereit, n:

* Manb4uKku 63

* [1eBOYKM 79
Cpepnuii Bo3pact, rogsl (M  SD) 13£3
AHTponomeTpuyeckie AaHHble:

* pocT, cM 152,99 £ 16,96

* Macca Tena, kr 40,93 £ 13,44

o UM, kr [ m? 16,97 2,81
CpepnHue 3HaueHus:

< 00B,, %, 8520

* SpO, (npu AbixaHUM aTMOCHEPHBIM 9742

Bo3AyxoM), %

Mpumevarue: UMT — urpexc maccsl Tena; SpO, — HacblLueHve remMornoBiHa KNeriopoaom;
O®B, - 06bem (hopcuposarHoro BbigoXa 3a 1-10 CexyHay.
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Boro ypoBHs1 0,05. Bcst 00paboTKa JaHHBIX OCYILIECTBIIS -
Jlach ¢ MOMOLIBIO TporpaMmebl Excel. [Tpu npeanosoxe-

HMH HOPMAaJTLHOTO PacIIpee/ICHHS TIPUMEHSITACH CpeIHee

Y CTAHIAPTHOE OTKJIOHEHUS ISl OTIMCAHUSI JaHHBIX.

B nonasasioliemM OOMbIIMHCTBE Cy4aeB MUKPOOUO-
JIOTMYECKWI TTei3aXK TbIXaTeIbHbIX ITyTeH MallMeHTOB ObLT
TIpeNCcTaBIeH MOHOKYIIBTYpOil Staphylococcus aureus. Tax-
K€ B MICCJICIOBAaHUY MTPUHUMAIIM YIACTHE NETU C UICH-
TUULUPOBAHHBIMU He(hePMEHTUPYIOILMMU IPaMOTPU-
LaTeJIbHBIMU OaKTepUSIMU, TAKUMU KaK (POPMUPYIOLINE
TJIOCKYE KOJIOHUU ITaMMbl Pseudomonas aeruginosa, 6ax-
Tepum cemeiicTBa Burkholderia cepacia complex (puc. 1).
B ocHOBHOM OTMeYaIMCh MOHOKYJIbTYPabHbIE BHICEBHI,
MUKPOOHBIE aCCOIMAILIMK BCTPEYAIMCH C 3TUOJIOTUIECKU
HEe3HAYMMOU carmpo@UTHON (hIOpOiA.

Kpumepuu donycka x ipoBeaeHunio BIDA-TecTa:

* BO3pacT crapiuie 6 JIeT.

Kpumepuu uckarouenus:

* HaJIM4YMe MTPU3HAKOB XPOHUUYECKON TbIXaTeIbHOM He-
nmocratouyHocTH 1 creneHn (HachIleHEe TeMOTIIO0HA
kucnopoznom (Sp0O,) < 89 % npu npixanuu atmochep-
HBIM BO3AYXOM);

* KpalfHe TsKeJble HapyIICHUS BEHTWISIIUOHHON
(yHKLIMM JIETKKX, OLEeHnBaeMble 1o napameTpy ODB,
(<35 %ﬂm'; HEBO3MOXHOCTb ClIeJIaTh a€KBATHbBI
IIBIXaTeTbHBI MaHEBP TIPU UCCIICIOBAHNN).

OneHKa repBoHavanbHOU 10361 UM (BIDA-TecT)
MIPOBOIUTCS B CJACAYIOLINX CIyJasX:

* IUIS BBISIBJIGHUMSI MALIMEHTOB C BO3MOXKHOMI TUIIeppe-
AKTUBHOCTBHIO OPOHXOB TP BABIXaHWU TpeIapaTa;

*  TIpu 00yYeHUHU MAIIMEHTOB IPAaBWIBHOM TEXHUKE BIIbI-
XaHUS;

= MSSA
= Pseudomonas aeruginosa
Burkholderia cepacia complex

Puc. 1. CtpykTypa MUKpPOOMOJIOrMYECKOro reii3axa pecrnupaTopHOro
TpakTa y 00cjielyeMbIX MalueHToB; %

Mpumeuanue: MSSA (Methicillin Sensitive Staphylococcus aureus) — mMeTn-
IWUIMH-9yBCTBUTENbHBIN Staphylococcus aureus.

Figure 1. Structure of the microbiological landscape of the respiratory
tract in the studied patients; %

* 175 obecrieyeHUs MOOUIPEHUs U TUIAaHUPOBAHUS
yIIpaBJICHUSI TIPOTYKTUBHBIM KaIlIJIeM;

* IIpM y4eTe MHANBUIYATbHBIX OCOOCHHOCTEH MallueH-
TOB 1 OLIEHKE BOIIPOCOB, CBSI3aHHBIX C KOMITJIAaliEHCOM.
BIDA-TecT npoBoauTcst noa HabJoAeHUEM Bpaya,
00yYEHHOT0 COOTBETCTBYIOIITUM 00Pa30M, TIPU OCHA-
IIEHNY MOHUTOPOM AJisl u3mMepenus SpO,, cnupo-
METpOM, MperapaTaMu IJIsI YCTPAaHEHUSI OCTPOTO
OPOHXOOOCTPYKTUBHOTO CMHAPOMA M BO3MOXHOCTHU
KUCJIOPOIOTEepaTTiH.

ITpoananusupoBaHHbIe B HacTosIei cratbe BIDA-
TECTBI TIPOBOIMIIMCH TIPY TTIOMOIIM CJICAYIOIIETr0 MEIU-
LIMHCKOTO 000PYI0BaAHMSI:

*  MaJbYUKOBOTrO Myabcokcumerpa Nonin Onyx 9500;

* mopratuBHOro crimpomerpa MIR Spirolab New (Wta-
Jmsi) (MHOTO(DYHKITMOHAIBHBIN CMapT-CITUPOMETP
¢ dpynkuueit nyabcokcumeTpuu (Sp0,)).

BIDA-TecT npoBoaucsi ¢ usMepeHueM 06a30BOro 3Ha-
yenuss O®B, u SpO,, 3ateM NPOBOAMIIACH PEMEIMKALIS
nauyeHTa OpoHXoIMIaTaTOpoM 3a 5—15 MUH 10 uccie-
TIoBaHUs (Mepea TeCTaMU B MeIMaTPUIECKOM OTAeIeHUN
WCITOJIb30BAJINCh OPOHXOJUTHUYECKHUIA TIperapaT KOPOTKO-
ro netictBust — Canpoyramon 100—200 MKT, 1 OpOHXOJIH -
TUYECKUI MpenapaT IIUTeIbHOro aeiictBust @eHorepoi /
unparponus 6pomun 0,5 M / KT WM 2 Kariu Ha 1 kr
maccel Tena). Bee nusmepenus napamerpos O®B, u SpO,
BBIITOJIHSIIUCH B TedeHue 60 ¢ rmocie MHraasiuuu 1 go3bl
rpemnapara.

MeTtonuka npoBeaeHuss BIDA-Tecta coctout B clie-
TYIOLIEM:

* mar 1: 6asosble 3HaueHuss O®B, u SpO, y nauunenTa
U3MEPSIOTCS Tiepel BBeACHUEM -1 1036, 3aTeM IIpO-
BOIMUTCS MHTANSILMS OpoHxoaunaTaTopa (5—15 MuH
JIO UHTJISILIAN);

+ mar 2: nocne nHraxsiuuu 40 mr npenapara (1 kancyna

no 40 mr) usmepserca SpO,;

mar 3: nocie nHrajasuuun 80 mr (2 kancysbl o 40 Mr)
ouenuBaercs SpO,;

* mar 4: mocje uHraasguuu 120 Mr J1eKapCTBEeHHOTO
cpenctsa (3 kancyJel o 40 mr), ouenupaerca OPB,
u Monurtopupyercs SpO,;

mar 5: mocne uHranstiuu 160 mr (4 Karcyssl o 40 mr)
npou3BOAUTCs oleHKa nocT-OPB, u MOHUTOPUHT

SpO,;

mar 6: yepe3 15 MUH nocje HayajabHOM A03bI Y TALM-
eHra uzmepserca OPB,.

OO0yueHYe IMaleHTa MPaBUIbHOM TEXHNKE MHTAJISIIIAN
npoucxonuT Bo BpeMmst BIDA-Tecta, nmpu aToM Hanbosee
pacrpocTpaHEeHHOM MOOOUHOM peakiueil sSIBAsIeTCS Ka-
mestb. BaaskHbIi TPOAyKTUBHBIN KallleJTb CBUAETEIECTBYET

00 0XXKMIITaeMOM MYKOJIMTUYECKOM 3((heKTe UCCAENyeMOro

JIeKapCTBeHHOTO cpencTBa. KimmHumaecku Hambosee Baxk-

HBIM HeXeJlaTeJbHbIM siBieHreM Bo Bpemsi BIDA-tecra

SIBJISIETCSI pa3BUTUE OPOHXOOOCTPYKTUBHOIO CUHIPOMA.
[ManmeHTy HeMb3s MPEANTUCHIBATH PEXKUM TePATICBTH -

YEeCKOM O03bI IPU TUIIEPPEAKTUBHOM PEAKIIMU K BO3IEI-

CTBUIO MAHHUTOJIA B CJASAYIOLIMX CyJasx:

* ecau orMevaercs cHuxkenue SpO, > 10 %, B mo6oit
13 TOYECK OLICHKU,

* O®B, chuxaercsa Ha > 20 %, TIpu COBOKYITHOM 103€

1
npenapara 240 mr;
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* O®B, cumxaercs na 20—50 %, . B koHue BIDA-Tecta
U He Bo3Bpaluaercsd K 3HaueHuio < 20 % B TedyeHue
15 MuH;

* O®B, cumxaercs Ha > 50 %, B KOHLE OLEHKHU.
Ecnu ecTb OA03pEHME, YTO [IPY TEPANTUU UHIYLIUPO-

BaHa rMIeppeakTUBHAS peakiysl, MHTaISLUI MAHHUTO-

JIOM CJIEIYET IIPEKPATUTb.

Pesynbrarthl

Haubonee yacroii peakuueit mpu nposeneHun BIDA-Te-
CTa SIBJISTIOCH Pa3BUTHE TTPOMYKTUBHOTO KAIIIJISI C OTXOXK-
NIeHWeM OOMJIbHOW MOKPOTHI MOCJIe BAbIXaHUS KaIlCyJl.
3HaYNMBIiI GPOHXO0OOCTPYKTUBHBIN CHHIPOM C Pa3BUTH-
€M CTOIKOTO CYXOTO KaIllJIsT, SKCITUPATOPHOM ONIBIIIKH,
«CBUCTSIINX» TMCKAHTOBBIX M 0ACOBBIX XPUIIOB Ha BBIIOXE
HabJI01aJICsl B eIMHUYHBIX CTyJasix, IPU 3TOM UCCIen0-
BaHWUeE MTPEKPaIIaIoch.

Cpennue nokasarenn OPB, u SpO, nipu nposeneHnn
BIDA-TecTa cBUIETENBCTBYIOT O TTOJIOXKUTEIBHBIX pe-
3yJbTaTax MepeHOCUMOCTHU TepBOHavYaabHOI 10361 UM
B MOJABJISIIOLIEM OOJIBILIMHCTBE cydyaeB (Tadir. 2).

Hmoctpanust pe3yabTaToB UCCIEIOBAHNS — CPEI-
Hue nokaszatenu SpO, u O®B, B nuHamuKe Ha (oHe
BIObIXaHUS 1, 2, 3 U 4 KarcyJl MaHHUTOJIA TIPEACTaBICHbI
Ha puc. 2, 3.

Pe3koe cHIXKeHUE Oq)B1 nocie MM HabGmonmamoch
y 9 (6,3 %) nauuveHToB. B KauecTBe KPUTUUECKOIO IO-
kazaresist ODB, Ob110 TpUHSTO 3HaYeHMe < 35 %ﬂm. TS
Bcex caydaeB. B 3 (2 %) caywasix u3 9 nmorpeboBaioch
MMPOBeIeHNE SKCTPEHHON OPOHXOJUTUIECKON Teparun
[JIIOKOKOPTUKOCTEPONIAMHU — BBEICHNE IeKcaMeTa30Ha
4—8 MT BHYTPMBEHHO JIM0OO BHYTpUMbILLIeUHO. Kputnue-
CKOTO CHUXeHMs mokasaresis SpO, He BbISBIIEHO.

Sp0,, %
99
97
95
93
® e
91 o
o o
89 o
(-]
87 o
85
m 1Kancyna = 2 Kancynbl

Tabauua 2

Cpeonue noxazameau o6sema ghopcuposarnnozo evlooxa

3a 1-10 cekyHOy u HacolUeHUSA 2eMO02100UHA KUCAOPOOOM
npu npogedeHuu mecma oueHKU nepeoHauaibHou 003vt (M
+SD)

Table 2

Mean values of forced expiratory volume in 1 second and
hemoglobin oxygen saturation during the initial dose
assessment test (M + SD)

Mapametp 3Havenue

Sp0,, %:

* 1 kancyna 97%2

* 2 Kancynbl 97%2

* 3 kancynbl 962

* 4 kancynbl 962
O®B,, %,

* 1 kancyna 8520

* 2 Kancynbl 8520

* 3 Kancynbl 84119

* 4 kancynbl 83120

Mpumesarie: SpO, — Hackiuierve remornobuHa kicnioponom; OPB, — obbem hopcuposarHo-
10 BbIAOXA 33 1-40 CeKyHaY.

B kauecTBe BTOpUYHOIA 11€T1 UCClIeNOBaHMSI M3yvasiach
zapucumoctb Mexay UMT u O®B, y nereit, y KOTOpbIX
npoBonuics BIDA-Tecr.

DTU XapaKTepUCTUKN HA TIPOTSIKEHUU ITUTETbHO-
rO BPEMEHU paccMaTpUBAIOTCSI KaK OJHU U3 OCHOBHBIX
MPOTHOCTUYECKUX MoKa3aTeseil a1 6oabHbix MB [8,

e
@ 1]
=]
L]
=]
(-]
o
= 3 Kancynbl 4 kancynbl

Puc. 2. CpenHue moka3aTe M HACHIIEHUST TeMOTJIOONHA KPOBU KUCIIOPOIOM (%) B MiccieayeMoii BBIOOpKe Iocie MHTaIsImi 1, 2, 3 u 4 karcyn

MaHHUTOJIA
IMpumeuanue: SpO, — HackIEHNE TEMOTJIOOMHA KUCJIOPOIOM.

Figure 2. Average values of blood hemoglobin oxygen saturation (%) in the study sample after inhalation of 1, 2, 3 and 4 capsules of mannitol
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3 u 4 xarcyys MaHHUTOJIA
[pumeyanue: OPB, — 06beM HOPCMPOBAHHOTO BbIIOXA 3 1-10 CEKYHILY.

= 3 Kancynbl 4 kancynbl

H
%

) B MCClIeyeMOoii BBIOOPKE AeTeil rocyie nHraissuuii 1, 2,

NOTIK..

Figure 3. Mean values of forced expiratory volume in 1 second (%cxp_) in the study sample of children after inhalation of 1, 2, 3 and 4 capsules of

mannitol

11-13]. KoadbdbuuueHnt koppensunu [TupcoHa mexmy
HUMT n ODB, cocrasun 0,325. Takum obpasom, mosny-
YeHHBIC JaHHBIC TTO3BOJISIIOT CIeIaTh BRIBOI O HAIMUNU
cy1a0oii, HO CTAaTUCTUYECKM 3HAYMMOM MOJIOKUTEIbHOMN
cBs13u Mexay UMT u OCI)BI y nauueHToB. [ToaTBepxkae-
HBI TaHHBIC OTEYECTBEHHBIX M 3apy0esKHBIX MCCIeqoBa-
HUI 0 COXpaHEHUHU B3aMMOCBSI3M HyTPUTUBHOTO CTaTyca
Y BEHTWISILIMOHHOM (yHK1MM Jerkux. [TomuepkuBaercs
Takke, 4to nokasarein O®B, u UMT moryt npoxosokarh
HCTIOJIB30BAThHCS IJISI KOHTPOJIS 32 OIITUMAIbHBIM COCTO-
STHUEM 310pOBbst 00JIbHBIX MB [14].

O6c¢yxaeHue

MB — 3T0 MyJAbTUCUCTEMHOE 3a00JieBaHUE, TTIPU KOTO-
pPOM TpeOyeTcsl IIUTEbHOE, CI0KHOE U TOPOTOCTOSI-
mee JedeHue. st momaepxaHus 3MI0POBbs Y MalleH-
TOB ¢ MB exXXemHeBHO MCITOIb3YIOTCSI MHOTOUNCIICHHBIS
METOJIBI JICUCHUSI, BKIIFOUYass KWHE3UTEePaIinio, HalpaB-
JICHHYIO Ha OYMCTKY IbIXaTeJbHBIX MyTell, husndyeckue
yIIpakHEHUsI, MHTAISIIIMOHHBIC TTpernapaThl, 0a3uCcHBIC
TepopaibHBIC TIpeapaThl (AaHTHOAKTepUaIbHBIC TIpeTia-
paThl, MaHKpeaTuYeCKue 3aMeCTUTENIbHbIE (DEPMEHTHI),
KOppeKIUs ocjioxkHeHut. Kpome Toro, HoBble METOIbI
tapretHoro JieueHuss — CFTR-MoayasiTopsl, HanpaBieH-
HBbIE Ha YCTpaHEHUE MOJICKYJISIPHOTO IedeKTa, CeTOMHS
CTAHOBSITCS CTaHAAPTHOM uiu 6a3zoBoit Tepanueit MB
BO MHOTHX CcTpaHax, Bkitouas Poccuio [1, 8, 15].
YuuTeIBast BRICOKYIO Harpy3Ky OT eXXeIHEBHOM Tepa-
MU, BaXKHAsI pOJIb OTBOIMUTCS (paKTopaMm, OIpeaeIsTio-
LM 1 CHUKAIOINM Opemst jedeHus npu MB [16]. Taxk,
G.S.Sawicki et al. (2009) BbIsIBIEHO, YTO HE BO3PACT WU

TSDKECTh 3a00JIeBaHUST, a UMEHHO JiedeOHast e TeIbHOCTD,
B YaCTHOCTH, KOJIMIECTBO MHTAJISIIAI W BpeMsI, 3aTpa-
YUBAa€MOE Ha OYMCTKY IBIXaTeIbHBIX ITyTei, HEpa3phiB-
HO CB$I3aHBI ¢ 00Jiee BLICOKUM OpeMeHeM jedyeHus [17].
JlaHHBIE MCCIeIOBAHUIA, IIPOBEACHHBIX ITOC/Ie BHEAPEHUST
TapreTHOM Tepanuu, CBUICTEIBCTBYIOT O TOM, UTO TIPU
ncrnosib3oBaHUU BhICOKOA(PekTnBHBIX CFTR-Momy-
JIITOPOB CHU3UJIOCH OpeMs JieueHust moaeit ¢ MB 6na-
romapsl yYMEHBIIEHHUIO TTOTPEOHOCTH BO BHYTPUBEHHBIX
aHTUOAKTEePUAJIBHBIX TIpernapaTax, KMCIOPOIOTepariui
1 HEMHBA3MBHOM BEHTUJISILIMY J1eTKuX [ 15].

OmnHako HEOOXOAMMOCTb B MyKOAKTUBHBIX CPEICTBAX
B JIMHEIKE MpernapaToB 6a3MCHO CUMIITOMATUIECKOI Te-
parm MB octaeTcs B HacTosIee BpeMsT 0e3 M3MEHEHMIA,
YTO TIOAYEPKUBACTCS B TIOCTOSTHHO OOHOBJISIEMbIX MEXK-
JIYHAPOJIHBIX PEKOMEHAAIMSIX IO OpraHU3alK1 ITOMOILIN
nauueHTaM ¢ JaHHBIM 3a0osieBaHueMm [18, 19].

IIpenapat bporxuron ®apmakcuc (MM) (GEN llac,
Typuust) 3aHMMaeT BaXXKHOE MECTO B MEIMKAMEHTO3HOM
Tepanuy Hapsay ¢ FTeHHO-UHXKEHEPHBIM MYKOJUTUYE-
CKMM TpenapaToM JopHa3a ajibda [20]. B KoMmIiekcHY0
Teparuio OpoHXHUaabHON 00CTpyKUMY Tpu M B Hapsiny
¢ nopHa3zoii anbda u UM BKIIIoUeHO TTpUMEHEHUE TH-
MEePTOHUYECKOIO pacTBOpa HATPUS XJIOPUIA B KOHIICH-
tpauuu 3—7 % [21]. OnHako rumepTOHUYECKUIA colte-
BOIT pacTBOpP BBOAUTCS INIMTEIBHO Uepe3 HeOymaiisep,
YTO YBEJIMIMBAET OOIIYIO HATPY3KY Ha JICUCHUE U MOXET
CYILIECTBEHHO MOBJIMSTH Ha TIOBCETHEBHYIO XXU3Hb Mallv-
€HTOB. MaHHWTOJI BBOIUTCS C TIOMOIIBIO TTOPTAaTUBHOTO
CYXOTO TIOPOIIIKOBOTO MHTAJISITOpA ¢ (PYHKIIME BIoxXa, KO-
TOPBIII OTHOCUTEIIEHO OBICTPO MCITONIB3YETCsI M HEe TpeOyeT
PeryJsipHOM OYMCTKU, YTO CHUXKAET HArpy3Ky Tepanuu
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Ha MOBCEAHEBHYIO IeTeJIbHOCTb MAIlMeHTOB, YIyJlas
KOMILJIaeHTHOCTD [22]. TakxKe roTOBbI JO3UPOBAHHBI
TUIIEPTOHUYECKUI pacTBOp 7 %-To HATPpUSL XJI0pKaa C Tha-
JIypoHaTOM HaTpus B Poccum 3aperncTpupoBaH B BUIE
MEIULIMHCKOTO U3JEUsI, a He JIEKAPCTBEHHOTO CPEACTRA,
B OTJINYME OT JOpHa3bl aibda u UM.

WM npumensietcs y neteii ¢ MB B Bo3pacte crapiiie
6 JIeT ¥ B3pOCJIbIX B JIOMOJHEHNUE K Tepaluy JOPHA30M
anbda, a TakKXKe y MallMeHTOB, HE MEPEHOCSIIUX WU
He pearupymonmx Ha qopHa3y ajibda.

WM naznauvaercs o 400 mr (10 kancyn mo 40 mr)
2 pa3a B IeHb COTJIACHO MHCTPYKIINK B KOMIUIEKCE C ITpei-
BapuTEJbHON MHTaNSALMEe OPOHXOIUTUYECKOTO TIpera-
paTa KkopoTKoro aeiictBust. [Ipemapar BabIxaeTcsi B BUE
CYXOTo TopoIka B popMe 3-MUKPOHHBIX cep IS OIl-
TUMAaJILHOM MHTaISIINY, Yepe3 YIOOHbBII OJHOPa30BbIit
uHransTop. MHranstop BbiaaeTcst Ha 7 AHEl, 3aTeM 3a-
MEHSIETCSI Ha HOBBIA.

Ilepen nHauanom npuema MM o0s13aTeIbHBIM SIBJISIETCS
MpoBeJIeHME OLIEHKHU TIepBOHAaYabHOM 1036 — BIDA-
tecT. B knunnueckoii npaktuke BIDA-Tect ncnoab3y-
€TCsT B KaueCTBe CKPMHHTOBOTO MHCTPYMEHTA I MEPHI
06e30MacHOCTHU IJIsl BBISIBJICHUST TTAIIMEHTOB, KOTOPBIE
MOTYT OBITH MMOABEPKEHBI PUCKY PA3BUTHUS KIMHUIECKU
3HAYMMOI'0 OpOHXOCMa3Ma, a Takxke IJisl oOydeHus ma-
LIMEHTOB MPAaBUILHOM TeXHUKE MHTAISIIIUA U KOHTPOJTIO
HaJl BOZHUKAIOIINM KalllJieM, KOTOPBIA SBIISICTCST 9YaCThIO
TepaneBTUYecKoro apdekra manuuroaa [23].

Brisinennast ¢ nmomoiuisio BIDA-Tecta HenepeHo-
cumoctb UM (6,3 % ciyyaeB) comocTaBuMa ¢ pe3yiib-
tatamu, noixydeHHbIMU B. llladpunoii u coaem. (2024)
u O.U.Cumonosoii u coaem. (2022) (9,9 % n 7,1 % ciydaes
COOTBETCTBEHHO) [24, 25]. OnHaKo B yKa3aHHbIE UCCIIENO0-
BaHUS OBITN BKJTFOUECHBI 3HAYNTEIbHO MEHBIIINE KOTOPTHI
neteii ¢ MB 1o cpaBHEHHUIO ¢ YMCIIOM YIaCTHUKOB, TAaHHEIC
KOTOPBIX MIPOAaHAIM3NPOBAHBI B TIPEICTABICHHOI padoTe
(81]24], 42 [25] 1 142 manmeHTa cCOOTBETCTBEHHO). 10 pe-
3yJIbTaTaM MEXIYHApOIHOTO PAaHIOMU3UPOBAHHOTO Tie-
PEKPECTHOTO TIIale00-KOHTPOINPYEMOTO UCCICIOBAHMS
TecT 0e3 MPU3HAKOB rureppeakTuBHOCTA OpoHxoB Ha UM
npouutu 86,7 % neteii ¢ MB (n = 92; Bo3pact — 6—17 5ieT)
[9]. [Tomumo 6poHxocnasma, B padote O.H.Cumonogoii
U coaém. YIIOMSTHYTHI TaKIe HeXKeTaTe/IbHbIC SIBIICHMS, KaK
pBOTa, a TakKe 1 cimyuaii KpoBoxapkaHbs [23]. B ipencras-
JICHHOM paboTe TaKuX SIBJIE€HUI HE OTMEUEHO.

3akntoueHme

IMpencraBnena oueHka adekTa nepBoHaYaJIbHON J03bI
MM Ha noctaTouHO 00JBIION KOropTe AeTeil pa3HOro
BO3pacTa IIpU Pa3IMIHBIX TSDKECTH TeUeHUs 3a00JIeBa-
HUS Y1 MUKPOOMOJIOTUIECKOM TIeii3axKe pecIIMpaTOpHOTO
TpakTa. HarfisimHo mpouuirocTpupoBaH BBICOKUI MPO-
¢unb 6e3onacHOCTU U 3PHEKTUBHOCTU UCCIEAYEMOIO
JIEKapCTBEHHOTO CPENICTBA.

EnvHuyHbIe ciy9an HEIepeHOCUMOCTH B BUIE pa3-
BUTHUS OCTPOTO OPOHXOOOCTPYKTUBHOIO CUHIPOMA CBU-
JIETEJIBCTBYIOT O TUITMYHOM TUTIEpPEaKTUBHOCTH OPOHXM-
aJBHOTO JIepeBa, XapaKTePHOTO IS MalMeHTOB ¢ MB, uto
KOPPEIUPYET C TaHHBIMU PA3TUIHBIX MYJIBTUIICHTPOBBIX
MUPOBBIX UccaeaoBaHuit mo MM.

ManHuTOoN onpenesiercs Kak a(peKTuBHOE MyKOaK-
TUBHOE CPEIICTBO B COUCTAHNY C APYTMMU METOIAMMU Jieue-
Hust MB. Crrenyet yuecTh TakKe, YTO MAHHUTOJT BBOTUTCS
C MOMOIIIbIO ITPOCTOTO B UCIIOJIb30BAHUM, CYXOTO MOPOLI-
KOBOTO MHTaJISITOpa, He TPeOYIOIIEro JOMOJHUTEIbHbIX
MaHUMNYJISLUNA M0 CTePUIN3ALWN, TIPU 3TOM CHIKAeTCS
Harpy3Ka Tepaliieil 1 ITOBBIIIAeTCsI KOMIUTAGHTHOCTh T1a-
LIMEHTOB.
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