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Pesome

J171s1 IedeHusl MAlMEHTOB ¢ MyKOBUCIIMI030M (M B) pekoMeHIyeTcst MAaHHUTOI Utk MHTAIsIIWid. [lepen Ha3HaYeHWeM MHTAISIIIMOHHOTO MaHHU -
tosia (MM) u3-3a pucka pa3BuTHsi OGpOHXOCIIa3Ma HEOOXOAMMO MPOBECTH MPOOY Ha MEPEHOCHMOCTh Mpernapata. Llenblo ucciaenoBaHus siBUIach
olleHKa repeHocuMocTH 1-it mo3er UM y neteit ¢ MB. Marepuaist u Meroasl. Y natmeHToB ¢ MB (n = 81; Bospact — 6—18 (11,6 + 3,2) mer)
MPOBEJIEH TECT Ha TUIepPeakTUBHOCTb K UM (coriacHO MHCTPYKILIMM K TIperapaty BpoHXuTo1 (MaHHUTOJ, TOPOIIOK JIJIsl MHTAISIIIUI 1O3UPO-
BaHHbIi 40 Mr; Pharmaxis Ltd, ABctpanust). BoibHble HabMI0AaTUCH B CIELIMATM3UPOBAaHHBIX LIeHTpax HoBocubupckoit 1 MockoBckoii obnacteit
u Iepmckoro kpas. KoHTponupoBain cocTossHue 601bHOr0, 06beM (GOpCHPOBAHHOTO BbIIOXa 3a 1-10 cexynnay (ODB)) n nepudepuueckyro
carypauuio kucioponoM (SpO,). Pesyabrarel. Micxonubie nokasarean OPB, y nanuentos coctasnsnu 30—146 (87,8 £ 25,7) %, SpO, — 94-99
(97,7 £ 1,3) %. Tecr nporuu 73 (90,1 %) manmenra. Y 8 (9,9 %) GobHBIX HAOTIOAAINCH CIISAYIOIIME CUMITTOMBL: OPOHXOCIIA3M (1 = 6), TapuH-
rocrnasm (n = 1), ppora (n = 1). BpoHxuaabHast 0OCTPYKIIMSI KyUPOBaIach MHIAISLIMSIMU OPOHXOJIUTUUECKOTO Mperaparta, 1eTH HaXOAUIUCh MO/
Hab1I0IeHMeM 10 BOCCTaHOBIeHUs HopMaibHOro OMB,. V GonbHbIX, MpOLeauX TecT, nokasatenb ODB, cocrasnsn 33—149 (85,4 £ 24,5) %,
Sp0O, —95-99 (96,7 £ 1,7) %. IIpoBonnioch TakKe IMHAMUYECKOE HAOIONEHHE 38 IETbMU, HE TIPOLIEAIIMMU TECT, IPU 3TOM | TTALMEHT B Aajib-
HEHIIIeM MpPOIIeN TeCT Mmociie 100aBIeHus] TapreTHoi Tepanuu. HermepeHOoCMMOCTb IPYriMX MYKOJIUTHYECKUX MPErnapaToB oTMeuYeHa y 2 meteit
(y 1 peberka — pactBopa NaCl B pa3nuyHbIX pa3Be/IeHUsIX, y 2-TO TAIIUeHTa, CTPAIAIoNIero OPOHXUATbHOI acTMOI, — TOpHa3bl alibda). B xone
JNIMHAMUYECKOro HabuoeH s y 1 mauueHTa B 12 JIeT yCTaHOBJIEH IMarHo3 aJulepruyeckuii OpOHXOJIErOYHbIM acrieprusuies, a B 13 et — 6poHxu-
aJlbHasT aCTMa, YTO, BO3MOXKHO, ITOBJIUSIIO Ha CHUKEHME TTEPEHOCMMOCTA MAaHHUTOJIA B pe3yibTaTte (hOPMUPOBAHUS TUTIEPPEAKTUBHOCTU OPOH-
x0B. TakuM 006pazom, UCTMHHBIE HexkenaTeabHbie peakiinu (HP) B Bume 6ponxocma3ma otmedeHsl y 3 (3,7 %) neteit u3 81. 3akmovenue. Tect Ha
nepeHocumocts UM nipouutu 90,1 % nauuentos, He nipouuin — 9,9 %. [pu ananuze HP uctunnbie HP B Buse 6ponxocmnasma otmeveHsl y 3,7 %
nanueHToB. Bo Bpemst mpoBeieHUst TeCTa MallueHTOB 00yYali MPaBUIIbHOW TeXHUKE UHTAJISIIINY Mperapara. J{jist mpoBeneHus Tecta HeOOXOIUMO
HMMETb BCe HEOOXOAMMOE /ISl KYITMPOBaHUsI OpoHXOCa3Ma.

KnroueBbie ci0Ba: 1TV, MHTAJISIIIMOHHBII MAHHUTOJ, HEXeJIaTeIbHbIE SIBJIEHUSI, MyKOBUCIIUIO3.
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Abstract

Mannitol for inhalation is recommended for the treatment of cystic fibrosis in children over 6 years of age and adults. Because of the risk of
bronchospasm, a challenge test to assess the drug tolerability should be performed prior to prescribing inhalation mannitol. Aim. To evaluate the
tolerability of the first dose of inhaled mannitol in children with cystic fibrosis. Methods. The mannitol challenge test (according to the instructions
for use of the Bronchitol (inhaled mannitol), Pharmaxis Ltd, Australia) was assessed in 81 children aged 6 to 18 years (11.6 £ 3.2 years). The patients
were observed in the centers of the Novosibirsk region, the Moscow region, and the Perm region. The patient’s general state, forced expiratory
volume in the first second (FEV,), and SpO, were monitored. Results. Baseline FEV| data in patients ranged from 30 % to 146 % (87.8 + 25.7%),
and SpO, was 94 — 99% (97.7 £ 1.3%). 73 (90.1%) patients passed the test. In 8 (9.9%) patients, the following symptoms were observed:
bronchospasm (6), laryngospasm (1), and vomiting (1). Bronchial obstruction was treated by inhalation of a bronchodilator, and the children were
under observation until the restoration of FEV,. In patients who passed the test, FEV, ranged from 33 to 149 % (85.4 £ 24.5%), and SpO, spanned
from 95 t0 99% (96.7 £ 1.7%). The children who did not pass the test were monitored. One patient passed the test later when targeted therapy was
added. Two children did not tolerate other mucolytic drugs (one child — NaCl solution in various dilutions, and the second patient suffering from
asthma — dornase alfa). During follow-up, one patient was diagnosed with allergic bronchopulmonary aspergillosis at 12 years of age and with
asthma at 13 years of age, which may have influenced the decrease in mannitol tolerability through formation of bronchial hyperreactivity. Thus,
true adverse drug reaction in the form of bronchospasm occurred in three children out of 81 (3.7%). Conclusion. 90.1% of patients passed the
inhalation mannitol challenge test, and 9.9% of patients did not pass the test. Analysis of adverse drug reactions revealed that only 3.7% of patients
experienced true adverse reactions in the form of bronchospasm. During the test, patients were taught the correct technique for inhaling the drug.

All the supplies to relieve bronchospasm should be readily available during the test.
Key words: adverse drug reactions, children, cystic fibrosis, inhaled mannitol.
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MyxoBucuunos (MB) sBasieTcs TSXeJIbIM HAacleICTBEH-
HBIM 3200JIeBaHUEM, TIPY KOTOPOM B pe3y/IbTaTe HapyIle-
HUSI MyKOLIMJIMAapHOTO KJMpeHca U (popMUpOBaHUS Ty-
CTOTO U BSI3KOTO CEKpeTa MmopaxkaeTcst IpeuMyIeCTBEHHO
O6poHxoerouHas cucrteMa. [IprcoennHeHne MHMEKIINN
1 HaKOIIJICHNE THOMHOI MOKPOTBI B IbIXaTEeJIBHBIX ITYTSIX
MPUBOAUT K OOTypallMu MEJIKUX OPOHXOB U Pa3BUTUIO
JIbIXaTeJIbHON HEAOCTaTOYHOCTH [1].

MB 10 HacTosIIero BpeMeH! CUMTACTCSI JIETATbHOM
60:1e3Hb10. [1o nanHbIM HanimoHansHOTO peructpa 60Jib-
HeiXx MB Poccuiickoit @enepaunu, B Tedenne 2021 r.
ymepau 46 mauueHToB ¢ MB, npuunHoii cmeptu 39
13 HUX SIBJISIIIOCH OpOHXOJIErOYHOE TTopaxkeHne. CpeaHuii
Bo3pacT ymepiuux coctasui 23,7 = 10,3 roga, MmeaguaHa
Bo3pacTa cMeptH — 25,8 (18,3—30,9) rona [2].

C 1IeTbI0 OYMCTKHM IBIXaTeIbHBIX MyTeil ipu MB pe-
KOMEHIIOBaHO ITPpMMEHEHNE BEICOKO3(POEKTUBHOI KOM-
OMHUPOBAHHOI MYKOJUTUUYECKOI Teparuu ¢ IMocaeayo-
1M TIpOBeAeHEeM KruHe3uTepanuu. [1o nTaHHbIM HallKO-
HaJIbHBIX PETUCTPOB OOIBHBIX M B, B TToc/IenHME TOIBI
B KOMIUIEKCHOM TepaItiy IMIPUMEHSICTCST MHTAIISIIIMOHHBIN
ManHuTos (MM). B ctpanax EBpornisr UM nmpuMeHsiics
y B3pOCJIbIX MalMeHToB B ABcTpuu, Yexuu, Januu, I'ep-
Manuu, ['perun, Utanum, Benukodpuranum, ¢ 6 JeT —
B Cnosenuu u Typuuu [3]. B Benuxkoopuranuu 3,51 %
nanueHToB ¢ MB nmonyyanu manuuTon B 2020 r. [4].
B Ascrpanuu B 2020 r. MaHHUATOJ IIpUMeEHsIC Y 6,2 %

OOJIbHBIX, B T. 4. Y 15,7 % maluueHTOB NOAPOCTKOBOIO
Bo3pacTa (12—17 ner) [5].

CornacHO TaHHBIM HallMOHAJIbHBIX PETUCTPOB, B MO~
cienHue rogsl UM mpumeHsieTcs y nanueHToB ¢ MB
B Poccuiickoit @enepatmu, mpuyeM ¢ KaxKIbIM TOIOM I0-
TpeOHOCTh B JAHHOM ITIperiapaTe MOBbIIIAeTCsI, B 0COOEH-
HocTH y B3pocibix nll. Hanpumep, B 2018 r. unransiuuu
MaHHUTOJA rojaydanu 1,2 % nauuenTos (1,5 % — nertu,
0,66 % — B3pocinsie) [6], B 2019 1. — 3,19 % (3,59 % —
neru, 2,01 % — B3pocasie) [7], 82020T. — 3,9 % (3,6 % —
net u 5,3 % — B3pocasbie) [8], 82021 . — 5,8 % (5% —
netu u 7,7 % — B3pocibie) [2].

MaHHUTOI — IPUPOTHBIN IIECTUYTIICPOTHBII MOHO-
caxapun (caxapHBIii CITUPT), KOTOPBIN aKTUBHO HE TpaHC-
TMOPTUPYETCS U TUIOXO BCACHIBACTCS MPU MHTAIMPOBAHUU.
ITpu TortagaHu MAaHHKUTOJIA B IIPOCBET IbIXaTeIbHBIX ITy-
TeU TIPOMCXOAUT YIyUIIeHUe THApaTaIlliM CeKpeTa IbIXa-
TEJIBHBIX MyTE, CHIKCHUE BI3KOCTA MOKPOTHI M YITydlIle-
HUE MyKOLMJIMAPHOTO KiIMpeHca. Bce MexaHU3MBbl AeiCT-
BMSI MAHHUTOJIA IO KOHIIA He u3yueHbl. [1pennonaraercs
CTUMYJISILIVST BBICBOOOKIEHUST METUATOPOB, TIPY IIOMOIIN
KOTOpPBIX YBEJIMUMBAETCSI YacToTa OueHus pecHudek. He-
3aBMCHMO OT TOYHOT'O MEeXaHU3Ma, C TIOMOIIIbI0 KOTOPOTO
3TO MOCTUTAETCS, NP MTpUeMe MaHHUTOJIA Y TIallMeHTOB
¢ MB yBenmmumBaeTcss MyKOUIMJIHApHBIN KimpeHc [9].

WMHransmmy MaHHUTOJIA B OOJIBIITMHCTBE CITy4aeB XO-
poiro nepeHocsTes. OnHako Kailiejib, KpOBOXapKaHbe,
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OpoHxocra3M, 60716 B ropJjie U MocTKallaeBasi pBoTa OT-
MEUeHBI KaK HanboJiee YacThle HeXeJlaTeIbHbIC PeaKIIu
(HP) mocne mpumenenus UM [10].

B cBsi3u ¢ TeM, 4TO P MHTAIMPOBAHUY MaHHUTOJIA
BO3MOXHO pa3BUTHE OpOHXOCIa3Ma, repe Ha3HaueHU -
€M TaHHOTO TIperapaTa M MoJydeHueM |- 103bI peKo-
MEHJIyeTCs IIPOBECTH TECT Ha TUIIepPeaKTUBHOCTh K UM
B YCJIOBUSIX JiedeOHOro yupexaeHus [11].

JlaHHbIX 0 mepeHocuMocTu MM y neteil B KuHu4e-
CKOI MPaKTHKEe, B OCOOCHHOCTH TIPH TIPOBEICHNY TECTa
Ha TIepeHOCHUMOCTb 1-1i MO3HI TIpenaparta, B JIUTepaType
HEeI0CTaTOYHO. Bpayam, KOTOPBIM MPEACTOUT ITPOBOIUTH
JIaHHBIN TECT, BaXKHO 3HATh O BO3MOXHOM pa3Butuu HP
U ObITh TOTOBBIMU K OKa3aHUIO TEePBON MEIULIMHCKOM
TTOMOIIY TIPY UX BOSHUKHOBCHUU.

Llenbio nccaenoBaHus SIBUIACH OILICHKA TIEPEHOCUMO-
ctu UM y neteii ¢ MB.

MaTepMan bl U MeTOAbI

[Tpu nonydyeHMU MepBOt 103bl MAHHUTOJIA Y TTAIIMEHTOB
¢ MB (n=81; Bo3pact — 6—18 (11,6 £ 3,2) j1eT) npoBeaeH
TECT Ha TUIIePPeaKTUBHOCTh K M corilacHO MHCTPYK-
1IMU K mpernaparty «bpoHxuTon» (MaHHUTOJ, TTOPOIIOK
DTSl UHTaISIUUi Jo3upoBaHHblii, 40 mr, Pharmaxis Ltd.,
ABcTpanus).

IMauueHTH HabOMOOANUCH B LIeHTpax MOCKOBCKOIT
(T'ocymapcTBeHHOE OIOMKETHOE YUPEXKICHNE 3IPaBOOX-
paHeHus1 MockoBckoii «HayuHo-ucciaenoBaTeabCKUi
KJIWHWYECKUI MHCTUTYT IeTcTBa MUHUCTEPCTBA 31pa-
BooXpaHeHMsT MOCKOBCKOI1 00acti»), HoBocmubmpckoit
(TF'ocymapcTBeHHOE OIOMKETHOE YUPEXKICHNE 3IPaBOOX-
panenust HoBocubupckoii oonactu «HoBocubupckas
KJIMHUYeCKasl paitoHHast 6ombHUIAa Ne 1», TocymapcTBeH-
Hoe OI0IKETHOE YUIpeXKIeHNE 3npaBooxXpaHeHnst HoBocu-
oupckoii obnactu «l'ocynapctBeHHast HoBocubupckast
obJyiacTHasl KJIMHUYecKasl boyibHUIIa», ['ocymapcTBeHHOE
O10KETHOE yupekjaeHue 3apaBooxpaHeHnst HoBocu-
oupckoii obnactu «I'opoackast neTckasi KIMHUYECKast
0OJBHUIIA CKOPOI MEIMIIMHCKOM MOMOIIN») 00J1acTeil
u Ilepmckoro kpas (I'ocynapcTBeHHOE OIOIKETHOE YU-
pexneHnue 3apaBooxpaHeHus [lepmckoro kpast «Kpaepast
JeTcKasl KIMHU4YecKast 00JbHULIA»).

[lepen HavamoM KccaenoBaHMS 3aKOHHBIE TIPEICTABH -
TeJIX BCeX JeTei U AeTH B BO3pacTe OT 15 JeT mucbMeHHO
TTOJATBEPANIN CBOE y4acTHe, TIOAMUCaB 100POBOJBHOE
nH(GOPMUPOBAHHOE COTIacue Ha TIPOBEICHUE TECTa.

I1pu npoBeneHnun TecTa Ha TUTIEppeakKTUBHOCTL K UM
KOHTPOJIMPOBAJIOCH COCTOSIHUE O0JBbHOTO, OLIEHUBAIMCH
rnokasaTejaud CIupoMeTpun (00beM hOopCUpPOBAHHOTO
BbIIOXa 32 1-10 cekyHay (ODB)) u yposeHb nepudepu-
yeckoit carypauuu Kposu (SpO,)). I1pu BeinonHeH™
TecTa IMalyeHT o0yJasics MpaBUIbHON TeXHUKE MHTaNsI-
LIMY TIperrapara.

ITon xoHTpoJEeM Bpauell MallMeHTH IMIPUHUMAIN
1-10 mo3y (400 mT) UM. B xabuHeTax, rue mpoBOIMUIOCH
uccliefoBaHue, ObIO BCE HEOOXOAUMOE IJIsl CHATUS
OCTpOro OpoHXOCIa3Mma, BKJIoYasi peaHMMallMOHHOe
obopynoBaHue. [TareHTH MpeaBapuTeILHO TTOTYJIaIn
OpOHXOJIMTUYECKME TIperapaThl 3a 5—15 MUH 10 npruemMa
MM u B npouiecce HaOMIOAESHUS 32 €r0 MEPEHOCUMOCTHIO

nocpeacTsoM usmepenus ucxoanoix O®B, u SpO,. Bee

usmepenuss OPB, 1 koHTposib SpO, IPOBOAMIUCE Yepe3

60 ¢ mocite BObIXaHUS JO3bI MAHHUTOJIA.

O1ieHKa TIpy MpUeMe HavaabHOM T03bI IPOBOAMIIACH

MO3TaIHO:

+ oram I: 70 mprueMa HayaJIbHOM JO3BI TTIPOBOIUIIOCH U3-
mepenue ucxonneix OO®B, u SpO,;

+ otan II: maumenTs! Bobixanu 40 mr (1 karicyina MaHHU-
Tona 40 Mr), Imocie 4ero nNpoBoauicsa KoHTponb SpO,;

+ oran III: mauuenTts Basixanu 80 Mr (2 kancysnst 40 Mr),
0CJIE YETO TPOBOAMIICS KOHTPOJIb SpO,;

* otan IV: manueHTH Babixanu 120 mr (3 Karcyusl
40 mr), nocye yero usmepsica O@B, u npoonuics
KOHTpPOJIb SpO,;

* oran V: nauuMeHTsl Basixanu 160 mr (4 xamncyJsl 1o
40 mr), nocsie yero usamepsiica O®B, u nmposoaucs
KOHTpPOJIb SpO,;

+ oran VI: uepe3 15 MuH noce rnpueMa HadyaJabHOM T03bI
usmepsica ODB,.

Tect He cuuTancs NMPoMaAeHHBIM IPU JIDOOM U3 Clie-

NYIOLIMX YCIIOBUM:

* cumxenue SpO, > 10 %, B 1000 MOMEHT BO BpeMst
IIPOBEICHNS OLICHKU,

* cHuxenne O®B > 20 %, npu cymMMapHOii 103e
240 mr;

* cHuxenne O®PB, > 20 % B KOHLE OUEHKH U OT-
cyTcTBUE BoccTaHoBieHus 10 < 20 %, B TedeHue
15 MuH;

* cHmxeHue ODB, > 50 %, B KoHLe oueHKu [11].

X

Pesynerarthl

Tect Ha nepeHocumocTbh UM 11pu miepBoM Npueme mpe-
napata npouuiu 73 (90,1 %) nauuenta (puc. 1).

Hcxonnbie nannpie O®B, (sran I) y mauneHTOB,
y KOTOPBIX MPOBOAUIOCH UCCIIeI0BaHUE, KOJIebaauch
ot 30 mo 146 (87,8 £ 25,7) %, nannsie SpO, — ot 94 10 99
97,7+ 1,3) %.

V nauMeHTOB, KOTOPbIE MPOLUIKM 3Tal V TecTa, ypo-
BeHb O®B, cocrapysan ot 33 1o 149 (85,4 + 24,5) %, no-
kazarenu SpO, — ot 95 10 99 (96,7 + 1,7) %.

V6 (7,4 %) nauyeHTOB OTMEYAIOCh pa3BUTUE OPOH-
xocnasMa. Kpome toro, 3apeructpupoBanbl aApyrue HP —
napunrocnasm y 1 (1,2 %) u psoray 1 (1,2 %) naimeHra
(puc. 2). ¥ mauneHToB, Y KOTOPBIX HAOIIOAAINCh JJapUH-
TOCITa3M M PBOTA, TECT TAaKXKe CUUTAJICS HETIPOWICHHBIM,
T. K. ObLJI TIpepBaH.

ABnennst OpoHXMATBbHOM OOCTPYKIIMY ObUTH JIETKUMU
1 OBICTPO KYIUPOBAIUCH MHTAISLUSIMI OPOHXOJIUTHYE -
CKUX MpEIapaToB y Bcex MalMeHToB. JleTh HaXomuInch
[oJ HaOJIIOAeHUEM 10 BOCCTAHOBJICHUSI MOKa3aTesIeii
criupomerpun (OPB ).

3a 1eTbMU MPOBOAMIIOCH IMHAMUYECKOe HabIoAeHe
(cM. Tabnuiy). B nanpHeiiem 1 mauueHT mpoluesa TecT
Ha rurneppeakTuBHOCTb K UM. TecT y ITaHHOrO MaiLueHTa
IIPOBOIMJICS ITIOBTOPHO, KOIra ObUIa 100aBjieHa TapreTHast
Tepanusi. B HacTosiee Bpemsi pedbeHoK nmoayyaeT UM
B COCTaBe KOMILJIEKCHOM Tepanuu MB.

V 2 neteit oTMeUeHa HEIIEPEHOCUMOCTD U IPYTUX MY-
KOJUTUYECKUX MperapaToB. Tak, y 1 pebeHka Habmoga-
JIaCh HEMEPEHOCUMOCTb MHTAJISIIMOHHOTO TMIIEPTOHNYE-
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= Tect npoiipeH, 73 (90,1 %)
= Tect He npoiineH, 8 (9,9 %)

Puc. 1. OueHka Tecra Ha IEPEHOCUMOCTb MIEPBOM 03bI MHTAJISIINOH-
HOTrO MaHHUTONA y AeTei (n = 81) ¢ MmykoBucLMI030M; %

Figure 1. Evaluation of the first dose of inhaled mannitol tolerance test
in children (n = 81) with cystic fibrosis; %

S

= BpoHxocnasm = [lapunrocnasm = PBota

Puc. 2. HexenarenbHble peakiliy MPH MPOBEAEHUN TeCTa Ha TIEPEeHO-
CHUMOCTb [E€PBOI 103bl UHTAISLIMOHHOIO MaHHUTOJA (1 = §)

Figure 2. Adverse drug reactions during the inhaled mannitol challenge
test (n = 8)

Tabauua

Kamamnes nauuenmoe, y Komopbslx ObL1Uu omMmeuenbl HedceaaneabHble peaxuuu npu npoeet)enuu mecma

Ha 2uneppeaKxmueHoOCIb K UH2AAAUUOHHOMY MAHHUMOAY
Table

Follow-up of patients who had adverse reactions during the inhaled mannitol challenge test

KaramHes

Ha choHe Tepanuu npenapatom uBakadTop / nymakadtop pebeHok npoLuen TecT Ha runeppeakTUB-
HocTb k M. B HacTosiee Bpems nonyyaet UM B cocTaBe KOMNIEKCHO Tepanii MyKOBUCLMAO3a

Tect Ha runeppeakTuBHOCTL kK UM He noBTopsncs
Tect Ha runeppeakTuBHocTb k M He noBTopsncs

B xope aHammnyeckoro HabnoaeHus YCTaHOBIEH AuarHo3 anneprmecxuﬁ GPOHXOHGFO‘IHblﬁ acnep-
TUnnes, B AanbHeuwwem — 6pouxuanbuaa actma. TecT Ha runeppeakTUBHOCTb K UM He noBTopAnca

PebeHok He NepeHoCUT UHranALuM runepToHUYeCcKoro pacteopa NaCl B PasHbIX pa3BedeHunsax. Tecr

MlauveHT Bospacr, HP, oTMey4eHHbIe Npy NpoBeAeHNUM
u rogbl TecTa Ha runeppeakTuBHOCTb k UM
1 8 BpoHxocnasm
3 8 BpoHxocnasm
2 10 BpoHxocnasm
4 12 BpoHxocnasm
5 7 Naputrocnasm
6 13 BpoHxocnasm
7 15 PBora
8 17 BpoHxocnasm

Mpumeyanme: HP — HexenatenbHble peakuu; VIM — MHranswuvoHHbI MaHHTON.

CKOTO pPacTBOpa B pa3IMUHBIX pa3BeICHUSIX. Y 2-TO Mall-
eHTa, CTpaJaloliero OpOHXMaIbHONM aCTMOM, OTMeUeHa
TakxKe HerepeHOCUMOCTb JopHa3bl anbga (Turepasa).

B xome mmHaMm4yecKoro HaOJIOACHUS y TTallieHTa
12 7eT OB YCTAaHOBJICH AMArHO3 aJUIEPTHIeCKUil OpOH-
XOJIETOYHBIN acIepruiijie3, 9YTo, BO3MOXKHO, MTOBJIUSIIO
Ha CHIDKEeHHE NMepeHOCUMOCTY MaHHUTOJIa B pe3yJibTaTe
dopMUpoOBaHUS TUNIEPPEAKTUBHOCTA OPOHXOB; B 13 j1eT
y HEero ObUT YCTAHOBJIEH MUAarHO3 OpOHXUAbHAS aCTMa.
Takum obpazom, uctuHubie HP HaGmonanucs y 3 (3,7 %)
neteit u3 81 (cM. TabnuLy).

Ha runeppeakTuBHocTb k UM He noBTopsncs
Tect Ha runeppeakTuBHOCTL kK UM He noBTOpsAncs
Tect Ha runeppeakTuBHOCTL kK UM He noBTopsncs

OpHoBpeMeHHO nonyyan AopHasy anbaa (Turepasa), Ha kotopyio 3admkcupoBaHa HP B Buae 6poH-
xocnasma. CTpapaeT 6poHxuanbHoi acTMoid. TecT Ha runeppeakTuBHocTb k M He noBTopsncs

O6cyxneHue

HP B xone nccienoBaHust 0butH 3a(pMKCUPOBAHBI Y 8§ Ta-
uueHToB. ITo pesyabratam aHanu3za npuuuH HP nmokasa-
HO, YTO 2 MalleHTa He TIePEHOCT IPYTUe MHTATSILINOH -
HbIe MYKOJIUTUYECKHE TIpenaparsl. [1pu aHanmm3e mpuamnH
OpoHxocna3May | malyeHTa yCTaHOBJIEH TUarHo3 ajijaep-
TUYECKUI OPOHXOJIETOUHBIN acTiepTUIIe3, a B TaJIbHEl-
eM — OpOHXHMAaJIbHASI aCTMa, YTO, BO3MOXKHO, TTOBJIUSIIIO
Ha CHMXeHMe nepeHocumoct UM B pesynbrarte (op-
MUPOBaHUs TUIIEPPEaKTUBHOCTA OPOHXOB MPU JaHHBIX
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3aboneBaHusiX. MHdopMalimsg o maHHBIX peaKLUsIX OT-
paxkeHa B MHCTPYKLIHH.

V 1 nanuenTta Ha (hoHE TapreTHOM Tepanuu MOBTOP-
HBI TECT Ha TUNeppeakKTUBHOCTb K UM ObLI npoiiaeH,
YTO TMO3BOJUIO0 BKIOUUTh UM B cocTaB KOMIJIEKCHOM
tepanuu MB.

ITo maHHBIM MOTOOHOTO MCCIIEAOBAHYS, IIPOBEICHHO-
ro Ha 6a3e ['ocymapcTBEHHOTO OIOMKETHOTO YUPEKICHUST
3npaBooxpaHeHus1 Topoaa MockBbl «Mopo3oBcKast aeT-
cKasl ropoJickasl KIIMHru4eckasi bosbHMLIA lenapTameHTa
3IpaBOOXpaHeHNUs Topoaa MOCKBEI», U3 42 MPOBeIeHHBIX
TecToB pBoTa Habmonanack y 3 (7,1 %) nereii, a GpoHXO-
crasM — TobKo y 1 pebenka [12]. ITo naHHBIM MccenoBa-
HUSI, TIPOBEICHHOTO B MYJIbMOHOJIOTMYECKOM OTHEJICHUH
DepnepabHOTO TOCYTapCTBEHHOTO aBTOHOMHOT'O YUIPEIKIIe-
Hus «HarmmoHanbHBIN METUITMHCKUN UCCIIeI0BaTEIbCKIA
LIEHTP 30POBbs AeTeil» MUHUCTEPCTBA 31PaBOOXPAHEHNS
Poccuiickoit Denepanyu, y 45 nereit GpoHXOCIIa3Ma He Ha-
6monanoch, HO y 1 (2,2 %) nalMeHTKA B MOMEHT TPOBe-
JIEHUS TecTa OTMEUEHO KpoBoXapKaHbe (00beM < 2 M),
MpUYEM paHbllie KPOBOXapKaHbs Y AEBOYKU He ObLIO [12].

B npyrux viccienoBaHMSIX MPEACTABICHBI B OCHOB-
HoMm HP, pasBuBIIMecsa y mallMeHTOB MPU IUTUTEIHHOM
MIPUMEHEHUM TIperiapara, a He TIpy BBEICHUM 1-i MO3HlI,
yalle — y B3pOCJIbIX MauueHToB [13, 14].

ITpu npoBeaeHUN MHOTOLIEHTPOBOTO ABOMHOTO CJie-
ITOT0 PaHIOMU3UPOBAHHOTO KIMHUYECKOTO UCCIIeI0BA-
HUS B ITapaJuIeIbHbIX IPYIIIaX OTMEUEHO, UTO Y B3POCIIBIX
nauueHToB ¢ M B nociie npumenenust UM 400 mr 2 paza
B CYTKM B TeueHue 26 Hen. noxkasaren OPB, 6bum cTatu-
CTUYECKU JOCTOBEPHO BEIIIIE, YeM B TpyIIIie KOHTposst. HP
OoTMeueHbl y 15,5 % nauueHTOoB, OJy4aBLIMX MAHHUTOJI
400 mr 2 pasza B CyTKH, a Takke y 12,2 % cyObeKTOB KOHT-
poabHO# rpymnbl. OTMeyeHHble HP OblIM B OCHOBHOM
JIETKOW WJIM CpeHel cTeneHu Tskectu [15].

Bo3mozkHo, 6osee yacToe pa3BUTHE OpOHXOCITa3Ma
y naeteii, npuHuMmaBiiux UM, oOycinoBlieHO aHaTOMU-
YEeCKUMU U / WIH (PU3NOJIOTMISCKUMU 0COOCHHOCTSIMU
OPTaHOB JBIXaHUS B IETCKOM BO3pacCTe, WJIM OCOOCHHO-
CcTsIMU BBIOOPKHU. boliee yactoe pa3BuTre KpoBOXapKaHbsI
y B3pOCJIbIX HAOJII0AATOCh B CBSI3U C ITPOTPEeCCUPOBAHUEM
O6poHxoJieroyHoro npoiecca npu MB. Takum obpasom,
HEeOOXOIUMBI JaTbHEHUIIINE NCCIIeI0BAHUS B OTHOIICHUHT
nepeHocumoctu MM kak y neteit, Tak U 'y B3pOCIIbIX.

ITo naHHBIM POCCUIICKUX PETMCTPOB MaiMeHToB ¢ MB
rnmokasaHo, 4tTo UM TNpuMeHsIJICS 3HAaUYUTEIbHO PeXxe
(6,8 % ciyyaeB), yeM apyrue MyKOJUTUYECKUE Mpera-
paTbl, B OCHOBHOM B TIOJIPOCTKOBOM Bo3pacTe [2], oxa-
Hako ¢ 2018 r. ero mpuMeHeHue Bo3pocio ¢ 1,510 5,8 %
B 2021 1. [2, 6]. B 2021 T., MO JaHHBIM €BPOIIEIICKOTO
perucrpa, B BemrnkoOpuTaHUM MaHHUTOJ TIPUMEHSIICS
y 5,6 % B3pocibIx naueHToB ¢ MB [16], o gaHHbIM poc-
cuiickoro peructpa —y 7,7 % [2], a mo JaHHBIM perucrpa
nauueHToB ABctpanuu (Australian Cystic Fibrosis Data
Registry, 2022. Annual Report: https.//www.cysticfibrosis.org.
au/wp-content/uploads/2024/02/ACFDR_2022 Annual-
Report.pdf), B 2020 r. Hanboee BOCTpeOOBaAaHHBIM OKa-
3ayioch mpuMeHeHre UM y moapocTKoB B Bo3pacte 12—
17 net (13,0 % cnydaes).

CriemyeT OTMETUTh TaKKe, YTO Ha3HAYeHNE MYKOJTUTH -
YEeCKHUX MpernapaToB B pa3IMYHBIX peruoHax Poccuiickoii

@enepaliny CUIBHO pa3inyaercs. Tak, mpy aHaIM3e JaH-
HbIX perucTpa (2021) ycTaHOBJIEHO ciieayoliiee:
* nopHasy anb®da noaydanu 87,8—97,8 % mauneHTOB
denepaabHBIX OKPYTOB;
+ uHransuum pactBopa NaCl — 52,9—87,6 % nauueH-
TOB;
*  MaHHUTOJ 1j1st uHransuuii — 1,46—10,18 % GONbHBIX.
Takum oOpa3oM, MAHHUTOJ OCTAETCSI MyKOJUTHUYE-
CKUM MpernapaToM ObICTPOro IeiCTBUS U peKOMEHIOBaH
K MCTIOJIb30BaHMIO Ha (hoHE HA30BOTO MyKOJIMTUUECKOTO
npernapara nopHasa anbda uim 6e3 takosoro [17]. Tlpe-
rmapat 0COOCHHO YIOOEH MJIST TIOIPOCTKOB, T. K. TIPHU €T0
MPYMEHEHUY MOBBILIAETCS MX MPUBEPKEHHOCTD JICUYSHUIO
3a CYET COKpAIeHUsT BpeMEHU WHTAJISIIWIN 1 OTCYTCTBUS
HEOOXOIUMMOCTH MCIIOJIb30BaTh TPEOYIOIINE CTSPUIIH -
3allMY WHTAISIIIUOHHBIC TTPUOOPHI, PEKOMEHIOBAHHBIE
npu MB.

3akntoyeHue

ITpu nepBom npumeHenuu UM npu MB HeoOxoaumMo
MPOBOUTH TECT Ha IIEPEHOCUMOCTD TipernapaTta. [Tpu Ha-
JIMYUM OPOHXOCITa3Ma CJIeIyeT IMIPOBECTH TIIATEIbHBIN
aHaJIM3 Ha €ro BO3MOXHBIC TIPUYMHBI, 3TO MOTYT OBITh,
HampuMep, CONMYTCTBYIOIINE 3a00IeBaHMS, TOBBIIAIOIINE
TUIIepPPEaKTUBHOCTh OPOHXOB, — OpOHXMAJIbHAST acTMa
WJIY aJUIePTUYeCKUiA OPOHXOJIECTOYHBIN acTIepTIIIIC3.
B penkux ciayvasix y meteil MOXeT OTMedaTbCsl Helepe-
HOCUMOCTb BCEX BUIOB MYKOJIUTUYECKOI Teparuu.

Hetsam, y KoTtopbix Habmonanuce HP k npyrum uHra-
JISIUOHHBIM MYKOJIUTUIECKIM TIperrapaTaM, CTPaTalonIiM
OpOHXMAJIBHOI aCTMOM WU aJlJIeprUueCcKUM OPOHXO0JIerou-
HBIM acTeprujjie3oM, TECT Ha TUTNIEppeakTUBHOCTL K UM
PEKOMEHIOBAHO IMPOBOAUTH C OCTOPOKHOCTHIO.

J71s1 TIpoBeIeHNsT TeCTa HEOOXOIMMO UMETh BCe He-
ob6xomuMoe 000pymoBaHUE IJIsT KYITMPOBaHUSI OPOHXO-
cna3Mma u apyrux HP. Bo BpeMst mpoBeaeHus Tecta eCcTh
BO3MOXHOCTb 00YyYUTh MALIMEHTOB MPABUJIbHON TEXHUKE
MIPOBEICHNUS MHTAIISIIINI TIpeTapara.

Takum oOpa3oM, HEOOXOAMMO MOBHILLIATH OCBEIOM-
JIEHHOCTb Bpayeil pOCCUNCKUX PETMOHOB O IOJIb3€ IIPU-
MEHEHMST MyKOJTUTHUECKHX IperiapaToB M MX BBIOOPE.
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