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Pesiome

BBepeHue. MykoBMCLMA03 — HAaCNeACTBEHHOE 3aboneBaHune, XxapakTepu3syoLLeecs MOpaXxeHWEM BCEX IK30KPUHHbIX XKenes, Xu3-
HEHHO BaXXKHbIX OPraHoB W cUCTeM. B HacToswee BpeMs NPOAOIKUTENBHOCTb XMU3HWM MALMEHTOB C MyKOBMCLMAO30M yBENNYMBa-
eTCca B CBA3M C pa3paboTKoW HOBbIX METOAOB TEpPanuM.

Lenb. MNpoaHanu3npoBaTb pe3ynsTaTbl KOMMEKCHOTO 06C1ef0BaHUS NAaLMEHTOB C MyKOBUCLMA030M, HAXOASLMXCS NoL, Habnto-
fLennem nynbMoHonora B TAY3 «PecnybnunkaHckas knnHuyeckas 6onbHuua» M3 Pecnybaunkm Tatapctan (PKB M3 PT).
Martepuanbl u MeToabl. [TpoBeneH aHanun3 6asbl AaHHbIX NALMEHTOB C MYKOBMCLMAO30M, cTaple 18 neT, cocToawmx Ha yyeTe
B PernoHanbHOM LeHTpe MykoBucumao3sa PT.

Pesynbratbl. Ha anpenb 2023 1. 8 TAY3 «PKb» M3 PT Ha yuyeTe coctosno 47 naumeHToB cTapwe 18 neT ¢ AMarHo30M «MyKOBWC-
unao3». [InarHo3 ycTaHOBNEH HAa OCHOBAHWW MONOXWTENbHOM MOTOBOM MpObbI M/MNU FeHeTUYEeCKoro nccnenosaHus. Bospacrt
naumenTos ot 18 no 39 net (26,1 = 1,1 neT). XeHwuH - 49%, myxunH - 51%. Meanara maccol Tena — 51,5 kr, pocta - 165 cm,
MMT - 18,05 kr/mM2. 25 naumenToB (53,2%) umenn UMT menee 18,5 kr/m2. Cpeaum naumeHTos B PT HauGonee yacton MyTtaumen
asnsetca F508del. Mpu oueHke MMKpobMonorMyeckoro Npoduns pecnMpaTopHOro TpakTa XpoHuuyeckas MHDEeKLMS BbisBNEeHa
y 37 naunenTos (78,7%). Hanbonee vacto BbiceBanu Ps. aeruginosa (66,0%) v S. aureus (35,6%). Cpearune nokasatenun OXE
coctaBunm 72,6 = 4,3% nomkHoro, cpegHue nokasatenu OOB1 61,6 = 28,1% ponxHoro.

3akntoyeHune. Ha tepputopun PT y naumeHToB ¢ MykoBmcumaosom mytaumna F508del soigsneHa y 30 (66,7 %) B3pocnbix NauueH-
TOB, 9 M3 KOTOPLIX MOAYHAIOT TapreTHyt0 Tepanuio anekcakadTop / Te3akadtop / uBakadTop + MBaKadTOp C BbIpaXKEHHbIM NONO-
XutenbHbIM 3ddekToM. Beicokasg yactota uHduumpoanusa Paeruginosa (66,0%) U CHWxXeHWe pecnuMpaTopHOM QYHKUMU Cpeau
B3POC/bIX MALLMEHTOB YKa3bIBAKOT HAa Honee TsKenoe TeyeHne MyKoBMCLMAO3a.

KntoueBble cnoBa: MykoBUCLMAO03, pernctp, reH CFTR, nopHasa anbda, TapreTHas Tepanus

Ans umtnpoBanus: Laknposa P, [M3aTynnunHa 3. XapakTepucTuka NaumeHToB ctaplue 18 neT ¢ MykoBMCLMA030M
B Pecnybnuke TatapcraH. Meduyurckui cosem. 2023;17(20):122-127. https://doi.org/10.21518/ms2023-381.
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Abstract

Introduction. Cystic fibrosis is a hereditary disease characterized by the defeat of all exocrine glands, vital organs and systems.
Currently, the life expectancy of patients with cystic fibrosis is increasing due to the development of new therapies.

Goal. Analysis of the results of a comprehensive examination of patients with cystic fibrosis under the supervision of a pulm-
onologist of Republican Clinical Hospital (RCH) of the Ministry of Health of the Republic of Tatarstan.

Materials and methods. The analysis of the database of patients with cystic fibrosis, older than 18 years, registered in the
Regional Center of cystic fibrosis of the Republic of Tatarstan (RT).

Results. As of April 2023, 47 patients over the age of 18 with a diagnosis of cystic fibrosis were registered in the RCH of the
Ministry of Health of the Republic of Tatarstan. The diagnosis was made on the basis of a positive sweat sample and/or
a genetic study. The age of patients is from 18 to 39 years (26.1 £ 1.1 years). Women - 49%, men - 51%. Median body weight -
51.5 kg, height - 165 c¢m, BMI - 18.05 kg/m?2 25 patients (53.2%) had a BMI of less than 18.5 kg/m2. Among patients in RT,
the most common mutation is F508del. When assessing the microbiological profile of the respiratory tract, chronic infection
was detected in 37 patients (78.7%). Ps. aeruginosa (66.0%) and S.aureus (35.6%) were the most frequently sown. The average
FVCindicators were 72.6 = 4.3% predicted values, the average FEV1 indicators were 61.6 * 28.1% predicted values.
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Conclusion. On the territory of the Republic of Tatarstan in patients with cystic fibrosis, the F508del mutation was detected
in 30 (66.7%) adult patients, 9 of whom receive targeted therapy elecsacaftor / tezacaftor / ivacaftor+ ivacaftor with a pro-
nounced positive effect. The high incidence of P. aeruginosa infection (66.0%) and a decrease in respiratory function among

adult patients indicate a more severe course of cystic fibrosis.
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BBEOEHWE

Mykosucumnpos (MB) - ayToCOMHO-peLeccMBHOE MOHO-
reHHoe HacnefCTBEHHOE 3ab0oneBaHMe, XxapakTepusytoLeecs
MOpaXXeHMEM BCEX 3K30KPUHHbIX XeNe3, XM3HEHHO BaXXHbIX
opraHoB u cuctem [1, 2]. MB pacnpocTpaHeH cpenum Hacene-
HWS BCeM 3eMnu, B HACTOsLLEe BPEMS HAaCUMTLIBAETCS OKOMO
70 000 nauueHTOB C MyKOBMCUMAO30M B Mupe [3].
3aboneBaHune 06yCNOBNEHO MyTaLMe reHa, pacnonoXeHHO-
ro B [AMHHOM nneye 7- XPOMOCOMbI, Mepenaetcs
Mo ayTOCOMHO-PELLECCUBHOMY TUMY NPU HACNELOBaHWUM ABYX
MYTaHTHbIX annenei. 3aboneBaHWe pas3BMBaeTCa y AuL,
NoNyYMBLWIMX OT poauTenei no ofHoMy reHy MB, BeposT-
HOCTb POXAEHUS Y HUX BoNbHOro pebeHka coctaBnset 25%.
[eTepo3nroTHble HocuTenu reHa MB — kKAMHMYECKM 340POBbI.
len CFTR (MBTP,Cystic Fibrosis Transmembrane conductance
Regulator - CFTR) 6611 oTkpbIT B 1989 1. Benok MBTP (TpaHc-
MeMBpaHHbIA perynsatop nposogumoctn MB) nokanusyetcs
B anMWKanbHOW YacTM MeMOpaHbl 3MUTENMANbHBIX KNETOK,
BbICTUNAIOLWMX BbIBOAHbIE NPOTOKM XXenes BHELUHEN cekpe-
LMK (MOTOBbIX, CITHOHHBIX, Xene3 B HpoHxXax, NomKeNya04HOM
Xenese, KUWeYHUKe, yporeHUTaNbHOM TPaKTe), OH peryampy-
€T TpaHCMopT 3NeKTPONWUTOB (rnaBHbIM 06pa3oM Xxnopa)
Mexay 3TUMM KNeTKaMU U MEXKNETOYHOW >KMAKOCTbIO.
MpuunHont MB sBngiotca myTtaumu B reHe CFTR. Mytaumu
reHa CFTR HapyLWwakT He TONbKO TPAHCMOPT, HO U CeKpeLMIo
MOHOB xJiopa. lpu 3aTpyaHeHWM MX NPOXOXKAEHMS Yepes
KNeToYHYyH MeMbpaHy yBenuuneaetcs peabcopbums HaTpus
XKENe3UCTbIMK KNeTKaMu, HapyLIAeTCs 3N1eKTPUYeCKunii NoTeH-
Luan npocBeTa, YTO BbI3blBAET M3MEHEHMWE 3MEKTPONUTHOIO
COCTaBa M Aernapartauuio CeKpeTa Xenes BHellHel cekpe-
unun. B pesynbraTe BbloensieMblii CEKPET CTaHOBWUTCS TYCTbIM
1 BA3KUM. [TpU 3TOM CTPAfAtOT NNErKUe, KeNyA04HO-KULLIEYHbI
TPaKT, NeYeHb, NOAXKeNyA0YHas Xenesa, Mo4YenonoBas cucre-
Ma [4, 5]. B HacToswwee Bpems onucaHo bonee 2200 myTaumi
WM BapUaHTOB HYKNEOTMAHOW mnocnepoBatensHoctu! [6].
Hanbonee yacto BcTpeyaroTcs MyTauum (Mo AaHHBIM HALLMO-
HanbHoro perncrpa): F508del (52,61%), CFTRdele2,3 (6,15%),
E92K (3,25%), 1677delTA (2,12%), 3849+10kbC>T (2,11%),
2143 delT (2,02%), 2184insA (1,93%), W1282X (1,73%),
L138ins (1,53%), N1303K (1,53%), G542X (1,46%) [7].
Mo coctosHuio Ha 24 ceHTabpsa 2021 r. Ha canTe MexayHa-
poaHoro npoekta CFTR2? npeactaBneHo 382 naTOreHHbIX
reHeTUYeCKUX BapuaHTa HYKNEOTUAHOW MoCnefoBaTenbHO-
ctv reHa CFTR.Ymcno naumMeHToB, BKIOYEHHbIX B Poccuitckmin
pernctp Ha 2021 r, coctaBnser 3969, HO MO AaHHbIM

1 The Cystic Fibrosis Mutation Database. Available at: https://www.genet.sickkids.on.ca.
2 MexxayHapoaHbii npoekt CFTR2. Pexxum poctyna: https://cftr2.org.

nporpammbl «14 BbICOKO3aTPaTHbIX HO30/10MMI» MUH34paBa
Poccun npuMmepHoe ymaio naumeHtoB ¢ MB B Poccuiickoi
Menepaumnn - 4230 [8].

Lenblo HacTOALWErO UCCIEL0BaHNS CTan aHanmn3 pesynb-
TaTOB KOMMNIEKCHOro o6cnenoBanns nauneHTos ¢ MB, Haxo-
nawmxca  non  HabnwgeHuwem  nynbMoHonora  [AY3
«PecnybnvkaHckas knnHuyeckas 6onbHuLa» M3 Pecnybnnkum
TatapcraH (PT).

MATEPWAJIbl U METOAbI

MpoBeneH aHanu3 naumeHToB ¢ MB, cocTosawmx Ha yyeTe
B PernoHanbHOM LeHTpe MykoBucumaosa PT. Ctatuctuyeckas
06paboTka NpoBOAMNACL C MOMOLLBID KOMMbOTEPHOM Mpo-
rpammbl SPSS 23 B cpepe Windows 10. [laHHble npeacraBne-
Hbl B BUAE CPEAHEr0 3HAYEHWUS M CTAHLAPTHOIO OTKIOHEHMS.
B kayecTtBe noporosoro 3HayeHus npuHsato 0,05.

PE3YNbTATbl U OBCYXXKAEHUE

CornacHo npukasy M3 PT Ne 2163 or 08.12.2020 r.
«O BeneHwnn MepgepanbHOro perucTpa, lekapctBeHHOro obe-
cneyenuns nuu, 60nbHbIX 14 BbICOKO3aTPaTHBIMKM HO30/10TUS-
MU» B YCNOBMAX MHOrONpo®uIbHON PecnybamkaHCKom Kam-
HWYeckow BonbHULBI opraHn3oBaH KabuHeT MyKoBMCLIMA03a.
B PT 134 nauueHTa ¢ MyKOBMUCLMAO30M, U3 HUX 47 NaumMeH-
ToB (35,1%) ctapwe 18 net (naHHble Ha 27.04.2023). Bo3pacTt
nauuneHTos ¢ MB coctaBun B cpegHem 26,1 # 1,1 ropa (Bapbu-
poBan ot 18 no 39 neT), MeamaHa Bo3pacta - 25 net. Cambli
CTapwuit  Bo3pact - 39 neT. XXeHWwMHbl COCTaBUIU
49% (23 naumeHTKM), MyxuuHbl — 51% (24 nauumeHTa).
CpenHuii BO3pacT MOCTaHOBKM AmarHoza — 7,99 = 8,6 ropa
(MeguaHa - 5,0 net, o1 1 Mec.no 38 net). Bo3pact noctaHoBKM
omarHosa: go 1 roga »u3Hu gmarHo3 ycraHosneH B 42,5%
cnyyaeB (20 naumenToB), oo 10 net - 36,2% (17 naumneHToB),
no 18 net - 14,9% (7 naumeHTOB), 3 NnauneHTam (6,4%) ouma-
rHo3 MB yctaHoBneH B Bo3pacTe ctapwe 18 net. 6 nauueH-
TOK (26,1%) n 2 naumeHTa (8,3%) umetoT 1 1 Gonee peTen.
Cpeav conyTCcTBYHOLWMX COCTOSHMI Hanbonee 4acTo BCTpeya-
nmcb 6poHxo3kTasbl - 93,6% cnyyaes, XpOHMYECKas NaHKpe-
aTMyeckas HepocTaTodHoCcTb — 68,1%, cuHycut - 66,0%,
6enKOBO-3HepreTMyeckass HedoCTaTOMHOCTb — 36,2%, pexe
bpoHxManbHas actMa — 12,8%, caxapHblii amvabetr - 8,5%.
MoTpebHOCTb B KMCNOPOAHONM Noaaepxke Obina y 4 naumeH-
ToB (8,5%), ractpoctoMa -y 1 maumeHTa.

lNoToBbIM TeCT NpoBeaeH BceM naumeHTaM. CpenHue noka-
3atenn 1 notoBor npobel 95,7 = 3,7 mmonb/n (MeamaHa — 93,0),
2 notoBoi npobbl - 99,01 = 3,4 mmonb/n (MegnaHa - 98,0).
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HyTpUTUBHbIA CTaTyC OKa3blBAaeT 3HAUYMTENIbHOE BO3AEN-
CTBME Ha PeCnupaTopHyto GYHKLMIO U MPOLOSIKUTENBHOCTb
XM3HKM 60MbHBIX MB [9-11]. HyTpMUTMBHBIN CTaTyC naunex-
ToB ¢ MB oueHmBanu c noMoLLbo MHAekca maccbl Tena (MMT)
no Quetelet (Macca (kr) / poct (M?) [12]. Cpean naumeHTOB
ctapwe 18 net mMeamaHa maccel Tena coctasuna 51,5 kr,
mMeamaHa pocta - 165 cM, meamaHa MMT - 18,05 kr/m?
(ans myxumH - 19,0 kr/M2, ang xeHwuH — 17,9 kr/m?). Mpu
3ToM 25 nauuentos (53,2%) umenun UMT MmeHee 18,5 kr/m2.
Mo paHHbIM Pernctpa nauMeHTOB C MYKOBMCLWMAO30M
B Poccuiickon Mepepaumu, nokasaTenn HyTPUTUBHOIO CTa-
Tyca B3pOC/bIX COCTaBMNIU: MeamMaHa maccel Tena — 54 «r,
pocta - 168 cm, Meamana UMT - 19,1 kr/M? (N My>KUMH —
19,4 kr/M2, ang xeHwmH - 18,7 kr/m2).

l[eHeTMYeckoe UccienoBaHWe nposegeHo B 95,7% cny-
4yaes (He MpoBefeHo 2 naumeHTam). YacToTa reHeTUYecKmx
BAapMaHTOB Yy B3poC/bix nauneHToB ¢ MB B PT npeacrasne-
Ha B mabs. 2. [poBeAeHHbIM aHanu3 nokasan, Y4To cpeau
o6cnenoBaHHbIX nauneHToB B PT, Kak M B OONbLIMHCTBE
perMoHoB, Hanbonee yacton MyTaumen asnsetca F508del.
YacToTa naToreHHOro BapMaHTa HyKNeoTMAHOW NocneaoBa-
TenbHoCTU F508del reHa CFTR B PT cpeau B3poC/biX NaLu-
eHToB ¢ MB coctaBuna 66,7%, no ctpaHe - 52,61% [7, 8].
BropbiM no uactote B Poccum sBngeTcs BapuaHT
CFTRdele2,3 - 6,15%, Ha TpeTbeM — E92K (3,2%), B TO BpeMS
KaK B HalleM MCCneaoBaHWM BTOPOE MeCTO MO 4acToTe
3aHMMatoT MyTaummn E92k v 3849+10kbc->T (no 8,8%), uto
COMOCTaBMMO C AaHHbIMK Mo [TpUBOMXKCKOMY OKpyry (MyTa-
umsa E92K - 8,6%) [7].

XpoHMYECKas MHOEKUMS HUMXKHUX AbIXaTeNbHbIX MNyTen
SABNSETCS KNOYEBbIM NPW3HAKOM Yy naumeHToB ¢ MB. OHa
ABNSeTCS BeAyWwMM GdaKTOpoM, OnpeaensitoliMM TIXKeCTb
KNMHMYECKOro TevyeHus, NporHo3 3aboneBaHMs, KavyecTBO
XU3HU, 0Byl BbbkuBaeMocTb [13, 14]. MHbeKuMOoHHble
npouecchbl B Ierknx € reHepanmsaunen UHOEKUUN U pas3su-
TMeM cencuca B 95% cnyvaes SBNSKOTCS MPUYMHOM NeTanb-
HbIX MCx0d0B Yy BonbHbix MB [15]. Beoywum natoreHom,
onpeaenaWwmnM nporpeccupytollee nopaxeHue dpoHxone-
rOYHOM CMUCTEMBI M NMPOTHO3 3ab0N1EBaHMS B LLEJIOM, OCTAeTCS
P. aeruginosa [16]. C yBenuyeHnem BO3pacTa MaLMEHTOB
BO3pacTaeT 4acToTa BbiceBa P aeruginosa v pocTuraet
k 18 rogam 60% [15]. MokasaHo, YTO paHHee MHOULMPOBA-
Hue P.aeruginosa NpuBOAWT K CTaTUCTUYECKM LOCTOBEPHOMY
CHWXEHWIO BbIXXMBAaeMOCTH naumerTos [17]. Hago otmMeTuts,
yTo P ageruginosa Tak e, Kak u S. aureus, BCTpevaeTcs
y naumeHToB ¢ MB B pa3Hbix permoHax Poccun ¢ HeoamHa-
KoBOK 4acTtoToi [18]. B HaweM nccnenoBaHum nNpu oLeHke
MUKpOBMONOrMYeckoro nNpoduag pecnupaTopHOro TpakTa
XPOHMYeCKas nHPekuns BoiseneHa y 37 nauneHTos (78,7 %),
y 16 naumneHTOoB covyeTaHHas nHekuns — 2 n bonee MUKpo-
6a, y 10 nauumentoB (21,3%) XpOHM4YECKOM WHPEKLMM
He BblfiBSeHO. Mnkpobuonormyeckuii npodunb pecnupatop-
HOro TpakTa B3poCibix naumeHToB ¢ MB B PT npencrasneH
B ma6bs. 3. B PT Hanbonee yacto y nauneHToB ¢ MB BbiceBa-
m Ps.aeruginosa (66,0%) u S.aureus (35,6%). B To Bpems kak
L1004 B3pOC/bIX MALMEHTOB, UHDULMPOBAHHbIX Ps.aeruginosa
W S.aureus, no cTpaHe coctaBuna 59,8 u 53,0%
COOTBETCTBEHHO [7].
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Ta6nuuya 1. XapakTepucTMKa NaLMEHTOB C MYKOBMCLMLO30M
ctapwe 18 net B Pecny6nuke TatapcTaH

Table 1. Characteristics of CF patients over 18 years of age
in the Republic of Tatarstan

CpenHuit BO3pacT, rofbl 26,111
HaumnoHanbHoOCTb:

* pycckue, % 43

* TaTapel, % 51

* apyrue, % 6
Bo3pact ycTaHoBNEHMS AuarHosa:

« [lo roga, % 42,5

« [lo 10 net, % 36,2

* [lo 18 net, % 14,9

+ Crapue 18 net, % 6,4
Motosas npoba, % 100
CpegHue 3HaveHus 1 noToBoi Npobbl, MMONb/N 95,7%3,7
CpenHue 3Ha4eHns 2 NOTOBO¥ NpOBbI, MMONL/N 99,0134
[eHeTyeckuit aHanms, % 95,7

Ta6bnuya 2. Yactota reHeTUYECKUX BapUAHTOB Y B3pOC/IbIX
nauMeHToB C MyKOBMCLMA030M B Pecnybnuke TatapcraH

Table 2. Frequency of genetic variants in adult CF patients
in the Republic of Tatarstan

YacTble MyTaLmuu He BbiBNEHDI 8,9% (4 naumeHTa)

F508del 66,7% (30 naumeHToB

* romMo3urota F508del 26,7% (12 naupenToB

* reTepo3urota F508del 40,0% (18 naumenToB

)
)
)
)

[eTeposurora 6e3 F508del 33,3% (15 naumenToB

o 3849+10kbc->T 8,8% (4 naumenTa)
o E92k 8,8% (4 naumenTa)
» CFTRdele2,3 4,4% (2 naumenTa)
o L138ins 4,4% (2 naumeHTa)

* 3944delGT 2,2% (1 naupenr)

Tabnuya 3. XapaktepucTuka MMKpodaopbl pecnnpaTopHOro
TpaKTa B3pOC/iblX MALMEHTOB C MyKOBMCLMA030M B Pecnybnuke
TatapcraH

Table 3. Characteristics of the respiratory tract microbiota in
adult CF patients in the Republic of Tatarstan

Ps. aeruginosa 66,0% (31 nauueHr)

S. aureus (MRSA 1 naumeH) 35,6% (16 naumeHToB)

Achromobacter xiloxidans 12,8% (6 naumeHToB)

Bugpl Acinetobacter 2,1% (1 nauueHr)

Aspergillus fumigatus 2,1% (1 nauueHr)

Burkholderia cepacian 2,1% (1 nauueHr)




CnupomMeTpus 6bina nNpoBeAeHa BCEM MalLMeEHTaM.
Hanunune HapyweHuin ®BL oueHmBanu, ecnn OXEST u/man
O®B1 n/mnu OPB1/DXEN MmeHee 80% OT AOMKHbBIX BEU-
ymH. CnupoMeTpuyeckmMe [AaHHble B3pOCIbIX MALMEHTOB
¢ MB B PT npenctasnensl B mabsn. 4. CpeaHue nokasatenu
OXEJ coctaBunu 72,6 £ 4,3% ponxHoro, cpegHue nokasa-
Tenn OOB1 - 61,6 = 28,1% ponxHoro, ®XE/T < 80% ot
0.B. -y 65,9% naunentos, OOB1 < 80% ot a.B. -y 72,7%
naunenToB, OMB1/MXENT < 80% - y 72,7% nauMeHTOB.
Mo paHHbIM LEeHTpoB MB r. MockBbI, NOKasaTenu cnmpome-
TpUM B3pOCAbIX NauueHToB ¢ MB: cpeaHue 3HauveHus
O®B1 - 58,7 * 26,9% p.B., ®KE/1 - 79,4 £ 24,7% n.8.,
O®B1/DXEN - 61,4 = 13,8%; 06CTPYKTUBHbIE HAPYLIEHUS
BbISIBNEHbI Y NOAABASIOWEr0 60NbWMHCTBA B3POC/bIX NALM-
enToB ¢ MB (86%) [19].

B HacTodliee BpeMsa NPOAOKUTENBHOCTb XM3HU MaLu-
eHTOB C MB yBenununBaeTcs B CBA3M C pa3paboTKOM HOBbIX
MeTOAOB Tepanuu M UX CoBeplueHcTBoBaHueM [2]. B PT
9 (19,1%) naumneHToB c MB cTapwe 18 net nonyyatoT TapreT-
HYl Tepanuto anekcakaptop / Tesakadrtop / nBakadTop +
nBakadtop (TH Tpukadta). B mabs. 5 otMeyeHbl KNMHUKO-
(dyHKUMOHANbHbIE NMapameTpbl 5 NauMeHTOB, MOMYYAOLLMX
TapreTHyto Tepanuio 6onee 5 Mec. Hu y ogHoro naumeHTa
33 nepuog, nevyeHns He 6ObIO0 0B6OCTPEHUIN XPOHUYECKOWM
6pPOHX0NIEroOYHOM MHbeKLMK. Y BCeX MALMEHTOB OTMEYEHO
CHWXeHne noToBoM npobbl, NnpubasBka B Bece U NpuUpoCT
rnokasaTenein CnMpoMeTpum.

C uenblo yMeHbLIEeHMs BA3KOCTM MOKPOTbI M 0bneryeHums
ee 3BaKyauuu BCeM naumeHTam ¢ MB pekoMeHA0BaHO npo-
BeAeHune mMykonutuyeckon Tepanuu [1, 20]. OLHUM U3 Takmx
npenapatoB SBNSeTCs AopHasza anbda. Jons nuu, KoTopble
nNpuUHMMalOT AopHasy anbda B P®, coctasnger 95,1% [8].
B HaweM pernoHe popHasy anbda nonyyator 93,6% 6onb-
HbiIx MB (He monyyatT npenapat 2 nauMeHTa C OTCYTCTBUEM
KNMHMYECKMX nposieneHnii MB 1 1 nauneHT c nekapcTBeH-
HOM HenepeHOCMMOCTbID [aHHOro npenaparta). [penapat
Turepasa® (LopHa3a anbha) XOpoLWo NePEHOCUTCS NaLUeH-
TaMK, HexenatenbHas peakuus Oblna OTMeYeHa TONbKO
B OQHOM C/lyyae, KOTopas CONPOBOXAANACh NPOAOSIKUTENb-
HbIM CYXMM KallJeM, KOTOpbIA He npekpalianca 6onee 2 v
M He COMPOBOXAANCA OTXOXAEHMEM MOKPOTbl. Hago otMme-
TUTb, YTO AOpHa3a anbda 3aHMMaeT ocoboe MecTo cpeau
npenapatoB rpynnbl MyKONIUTUKOB, T. K. NOMUMO MYKONWUTHU-
Yyeckoro CBOMCTBa Mpenapat obnafaeT ele NpoTMBOBOCHA-
AUTENbHBIM W aHTMbakTepuanbHbiM 3ddektamun [21].
[opHasa anbda OENCTBYET Ha BCe TpM 3BEHA MOPOYHOrO

Ta6nuua 4. CnupomeTpuyeckme faHHble B3pOCbIX NaLueH-
TOB C MyKOBUCLMA030M
Table 4. Spirometry results in adult CF patients

OXE, n 3,07+0,18
OXEN, % 72,643
0®B1,n 2,31+0,19
0mB1, % 61,6 4,7
OMB1/DXEN, % 71,723

Kpyra MykoBucLmMao3a — 06CTpyKUMIO, MHDEKLMIO U BOCMA-
nenue. Mpenapat cnegyeT cumTath 6a30BbIM MYKOMIUTUKOM
M HasHavaTb BceM 6onbHbIM MB cpasy nocne NOCTaHOBKM
AMarHosa [2, 22]. HakonneHo 60/blloe KOMYEeCTBO AAHHbIX,
KOTOpble MOATBEPXKAAIOT BbICOKYO 3DdEKTMBHOCTb LAHHOMO
npenapata B BUAE YAyULWeHUS QYHKLMM NErknX, CHUKEHUS
ymcna obocTpenuii y naumernTtoB ¢ MB [23]. B cootBeTcTBUM
C TpebOBaHUAMM, NpenbsBAsSEMbIMU K OMOAHANOrMYHbIM
NeKapCcTBEHHBIM CPeacTBaM, MPOBOAMIOCH M3yYeHne Kade-
cTBa,6€30MacHOCTM U 3 HEKTUBHOCTM NpenapaTa Turepasa®.
B xone CpaBHWTENBHOrO MCCNEAOBaHWUS YCTAHOB/IEHO, YTO
npenapat Turepasza® (AO «leHepuym», Poccus) siBnsieTcs
buonornyeckum aHanoromM pedepeHTHOro npenaparta
MynbMo3um® (®. XoddmanH-NIa Pow JlTa., Weeliuapus)
no nokasartensam GapMakokMHETUKU U 3DDEKTUBHOCTM Npwu
LANWTENbHOM MPUMEHEHWUM B COCTaBe KOMMIEKCHOM Tepanuu
nauveHToB ¢ MB. Mo pe3ynstatam uccnenosanuns Il dasbl
6bI710 MOKA3aHo, YTo Npenapart Turepasa® 6esonaceH 1 Xopo-
WO nepeHocuTCs nauneHTamum ¢ MB [24, 25].

3AKNKOYEHUE

Ha tepputopun PT y naunentoB ¢ MB Hamnbonee yacto
BCTpeyatoTcs MyTaumm F508del, 4yto coOTBETCTBYET CneKTpy
MyTalUMii, 3aperMcTpupoBaHHOMY Ha Tepputopun PO.
B 95,7% cnyyaes amarHo3 MB noaTBepxaeH reHeTuyecky,
y 73,3% — HOCUTENBCTBO reTEPO3UTOTHLIX MyTauui. MyTtaums
F508del BbisBneHa y 30 (66,7%) B3poC/ibIX MNALMEHTOB,
9 M3 KOTOPbIX Ha CErofHAWHWA AEeHb MOMYYalOT TapreTHYIo
Tepanuio anekcakadTop / Tesakadptop / uBakadTop + MBa-
kadpTop (TH TpukadTta) C BbIpaXKEHHBIM MONOXKUTENbHBIM
3bdekToM. OTMEYeHa Xopollas NepeHoCMOCTb NpenapaTa
Turepasa®, B HalWeM UCCNeA0BaHUM HexenaTeNbHas peakLums

Ta6nuya 5. KnvHUKo-OYHKLUMOHANbHbIE NAapaMeTpbl NaLMEHTOB, NONYYAOLWMX TAPreTHYI0 Tepanuio
Table 5. Clinical and functional parameters of patients receiving targeted therapy

1 9 +7 +1100 +600 110...52
2 9 +4 +230 +200 105...59
3 6 +4 +540 +440

4 5 +2 +1500 +800 94..43
5 17 +10 +700 +1220 130...82
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nocne npuema npenapata B BMAE MPUCTYNa BbIPAXKEHHOTO
Kalng oTMeYyeHa y OAHOro nauueHTa. Bbicokas uyactoTa
nHdmumposanua Paeruginosa (66,0%) 1 CHUxXeHne pecnupa-
TOpHOW QyHKUMK (B 72,7% cnyyaeB) cpefm B3pOCIbIX NaLu-
€HTOB YKa3blBaloT Ha bonee Taxkenoe Teyenne MB. B PT
93,6% 60nbHbIX MB nonyyatoT npenapat Turepasa®. Mpenapat
Turepa3za® 6e3omaceH M XOpoWO nepeHocuTcs. B Hawem
MCCNefoBaHMM HexenaTenbHag peakuus nocne npuema

npenaparta B BUAE NPUCTYNa BbIPaXXEHHOMO Kallfis OTMeYeHa
TONbKO Y OAHOTO MauMeHTa. B ycnoBuax BesyLiero MHoronpo-
dunbHOro yupexaeHns - PecnybnmkaHCKOW KIMHUYECKOWM
6onbHMLBl M3 PT — uMetoTCs peanbHble YCI0BUS NS AMATHO-
CTUKM U NeYeHus B3poC/bIX NaumeHToB ¢ MB.
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