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Pesrome

JIymakadTop/uBakadTop nmpepfcTaBiageT Co-
6011 KOMOMHALIMIO JBYX HU3KOMOJIEKYIISPHBIX
IIpenaparoB, HallpaB/JIeHHbIX Ha yCTPaHeHUe
OCHOBHOrO fiedexTa MykoBuciugosa (MB) na
KJIeTOYHOM ypoBHe. BoccTaHOBIeHMe PyHKIINM
xnopHoro (CFTR) kanana npu MB Heo6xopnmo
/I HOpMa/IM3aluy MYKOLM/INaPHOTO K/IMPeH-
ca, HYTPUTUBHOTO CTaTyca IHalMeHTOB, yIy4-
LIeHV A APYIUX KIVMHUYECKUX U 1abopaTtop-
HbIX ntokasateneit. Janusiit CFTR-mMopynarop
ofobpeH st medeHnst romosurot o F508del
BapUaHTYy, Hanbojlee YaCTOMY Cpefy HalueH-
TOB ¢ MB.

Ienb: n3yunTdb 9P eKTUBHOCTD Tepanun
CFTR-mopynaropom nymaxkadTop/mBaxaprop
y JieTei ¢ MyKOBUCIMIO30M Yepes 12 Mecsales
JIeYeHMsI ¥ HaOTI0IeH .

Marepuansl 1 MeToAbl. bpiiy npoananusu-
poBaHbI faHHbIe 50 ManMeHTOB U3 4ucna 135
ZeTeli cTaplie 6 JIeT, I0My4YaBIIX TyMaKapTop/
nBakadTop, HpeicTaBIeHHBIX B «Perucrpe 6071b-
HBIX MyKoBucHuzo3oM Poccniickoit Pemeparum»
32 2021-2022 rop,.

AHanu3upoBaauch MokazaTenn GyHKIUN
BHemHero abixanusa (PBI) - O®B1, OXKEJI,
MIPOBOAVMOCTH TI0TA, AHTPOIIOMETPUYECKIE
TaHHbIE Ha CTapTe TAPTeTHOM Tepalun I Yepes
12 mecs1eB neyeHum .

Pesynpratpl. 3a 12 MecAlleB IPOBOJAUMOTO
JIedeHsI OTMEYEHO yBeIueHe Macchl Tena ¢ Me
(Q1-Q3) 36,2 (27,5-46,1) mo 40,5 (30,8-50,0) kT,
p<0,001, pocta - co 148,8 (134,8-159,3) o 155,0
(137,9-162,5) cm, p<0,001. Vingekc maccer Tena
(MIMT) (xr\m?) Ha cTapTe Tepanuu COCTABIISII



16,4 (14,7-17,8), a uepes rop — 17,4 (15,9-19,1),
p<0,001. ITpoBoAMMOCTD IOTA /IO Hayaja Tepa-
nuu Obl1a sKBUBasedTHa 113,0 (104,0-122,0)
Mmonb\1 NaCl, a gepes 12 MecsLieB Tepanmm 1y-
Makadropom/uBakapropom - 90,0 (75,5-103,0)

ApxuB neguarpum u geTckoi xupypruu Nel, mionb 2023 ropa @

3akmrodeHne: yepes 12 MecsIeB Tepannn
nymakadpropom/uBakapTopoM y gereit ¢ MB
crapie 6 jieT OTMedeHa CTaTUCTUYECKY 3HAYN-
Masl TOJIOXKNUTeNbHAsI AMHAMMKA Beca, POCTa,
VIMT u moToBOTO TecTa IT0 CPaBHEHMIO C ITOKa-

mmonb\1 NaCl, p<0,001.

He mony4eHo cTaTMCTHYeCKY 3HAYMMBbIX U3-
MeHeHM1 IoKa3aTesIell yHKI[MM BHEIIHETO bl
XaHU 110 JaHHBIM CIIPOMETPUMN.

3aTe/IAMMU IO Hadajla TApTeTHON TepaI.

Efficacy of targeted therapy with lumacaftor/ivacaftor
in children with cystic fibrosis (12-month follow-up)
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Summary

Lumacaftor/ivacaftor is a combination of two
low-molecular-weight drugs aimed at elimi-
nating the main defect of cystic fibrosis (MV)
at the cellular level. Restoration of the func-
tion of the chlorine (CFTR) channel in MV is

necessary for normalization of mucociliary
clearance, nutritional status of patients, im-
provement of other clinical and laboratory
parameters. This CFTR modulator is approved
for the treatment of homozygotes according to
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the F508del variant, the most common among
patients with MV.

Objective: to study the effectiveness of luma-
caftor/ivacaftor CFTR modulator therapy in
children with cystic fibrosis after 12 months of
treatment and follow-up.

Materials and methods. The data of 50 pa-
tients from among 135 children over 6 years of
age who received lumacaftor/ivacaftor, presented
in the “Register of patients with cystic fibrosis
of the Russian Federation” for 2021-2022, were
analyzed.

The indicators of external respiration function
(FVD) -FEV]1, FVC, sweat conductivity, anthro-
pometric data at the start of targeted therapy
and after 12 months of treatment were analyzed.

Results. During 12 months of treatment, there
was an increase in body weight from Iu (Q1-Q3)

BBenenue

MyxoBucnuznos (MB) - Tsxenoe mporpeccupy-
Iolllee HAaCJIeICTBEHHOE 3a00/IeBa e, CBA3AHHOE
¢ myranuamu B reHe CFTR, xapakTepusyio-
Iieecs MOJIMOPTaHHOM ITAaTOIOTHel, BK/II0YAT0-
1Ieil BepXHMe 1 HIYDKHIE TbIXaTe/lbHble Iy TH,
JKeTyJOYHO-KNIIEYHBIN U perpORyKTUBHBIN
TPaKTbI, SHTOKPUHHYIO CHCTEMY.

lsBecTHO 60mMee yem 2000 pasTMIHBIX MyTa-
LMt VIV TeHe T 9eckux BapuaHToB B reHe CFTR
C IIMPOKUM JIMANIA30HOM TSAXKECTH, KOTOPBIE yC-
JIOBHO Je/ATCA Ha 6 QYHKIMOHATBHBIX KJIACCOB
[https://cftr2.org/mutations_history]. Kmaccer I-
III xapaKTepu3yoTCs «TSXKeNbIM» (HEeHOTUIIOM
U XYM IPOTHO30M, B TO BpeMs Kak IV, V,
VI kmacchl BKIIOYaIOT BApUAHThI C OCTaTOYHO
akTuBHOCTBIO Oentka CFTR, a ciegoBaTenbHoO,
C JIy4IIMM IIPOTHO30M 3abomeBaHuA [1].

HapymeHne BclrefcTBUE TEHETUYECKOTO
nedekra skcupeccun CFTR Ha anukanpHOMI
MeMbOpaHe CeKpPeTOPHOTO SINUTeNNA IPUBORNUT
K HapyureHuto cekpenyy Cl- n 6uxapboHaTa B co-
YeTaHMM C IIOBBILIEHHOI abcopbumert Na+ u ce-
Kpelye clIm3M, YTO IPUBOJUT K 00e3BOXKIBa-
HUIO ¥ 3aKJIC/IEHIIO TIOBEPXHOCTHOM XUAKOCTI
IbIXaTeNbHbIX myTell [2]. Hapymenne MyKonuim-
apHOTO K/IMPeHca IIPOBOLMPYeT pelyAuBUPYIO-
I1y10 MH(QEKIVIO ¥ BOCIIa/IeHVe, Ky/IbMUHAIIMel

36.2 (27.5-46.1) to 40.5 (30.8-50.0) kg, p<0.001,
height — from 148.8 (134.8-159.3) to 155.0 (137.9-
162.5) cm, p<0.001. Body mass index (BMI) (kg /
m?) at the start of therapy was 16.4 (14.7-17.8),
and a year later - 17.4 (15.9-19.1), p<0.001. The
conductivity of sweat before the start of therapy
was equivalent to 113.0 (104.0-122.0) mmol /1 NaCl,
and after 12 months of therapy with lumacaftor/
ivacaftor-90.0 (75.5-103.0) mmol \1 NaCl, p<0.001.

There were no statistically significant changes
in the indicators of external respiration function
according to spirometry data.

Conclusion: after 12 months of lumacaftor/
ivacaftor therapy, statistically significant positive
dynamics of weight, height, BMI and sweat test
were observed in children with MV older than
6 years compared with the indicators before the
start of targeted therapy.

KOTOPBIX SABJIAETCS MOBPEX/IEHNME JIETKIX, YTO
SIBJISIETCSI OCHOBHOJ IIPUYIHO 32060/1€BAEMOCTH
u cMepTHOCTY IIpu MB [3]

C momeHTa npentuduxanuu resa CFTR
B 1989 rony 6osnplune Haie>KAbI BO3/Iaranch Ha
Pa3paboTKy peBOJIIOLMOHHBIX METOMIOB JIede-
Hust 3a06071eBaHNs, TIPEXK]IE BCETO, TEHOTEPAIINIL.
Opnako aTa peBononus norpebosana Bpeme-
HU. Enlle OTHOCUTENTPHO HETaBHO JIeUeHe BCeX
nanueHToB ¢ MB Hocumo cmMIToMaTyecKmit
VM 3aMeCTUTENbHBIN XapakTep. [Ipu aToMm yia-
TIOCh JOCTUYD YAy4IIEeHNA KauyecTBa 1 OXKIJa-
€MOJ1 IPOJO/KUTEIBHOCTY XKM3HMY TTal[VIeHTOB.
QaxTnuecKy, CpeJHUI BO3PACT BbIXKMBAEMOCTHI
npu MB BbIpoc ¢ paHHETO JIETCKOTO BO3pacTa
B 1960-x romax 1o 40-50 et B HacTOALEE BpEMA
B psfie CTPaH, XOTS B HEKOTOPBIX PETTIOHAX MUpa
OH Bce ellle HaMHoOro Hipke. ITapannenpHo ¢ pas-
paboTKoit reHOTepanuy 1a paboTa B HAIIPaB-
neHnu Boccranopnenus gpynxuym 6enka CFTR,
C TIOMOIbI0 HU3KOMOTIEKY/ISAPHBIX IIPENaparos,
HAa3HauaeMbIX [IepOPA/IbHO, KOTOPbIe Ha3bIBAIOTCS
CFTR-mopynaropamu [4, 5]. CFTR-mopynaropsl
MPeCTaBsI0T COOO0I KIacc IeKapCTBEHHBIX
CPEfICTB, KOTOPBIE IEMICTBYIOT Ty Te€M YTy 4YIIeH U A
MTPOU3BOJICTBA, BHYTPUK/IETOYHOTO IPOL[ECCHHTA
u/mmn pynkuyn gepexrroro 6enka CFTR.



ITH mpemnaparhbl IpefCTaBAA0T c000i1 KO-
JIOCCAJIBHBIIT IIPOTPECC B JIEYEHNN MYKOBUCIIV-
71034, TOCKOJIBKY OHU HalleJIeHbl Ha BBIPAOOTKY
w pynxiuio myrantHoro 6enka CFTR, a He
Ha ITOC/IefICTBIA HapylueHus ero GyHkuum [1].
Hanboree mmpoko 1cronp3yeMsIM 0500 peHHBIM
MOJY/ISITOPOM SIBJISIETCSI TPOITHASI KOMOWHA-
uus anekcakadprop-resakaprop-usaxkadTop.
Jlpyrue ogo6peHHbIe CXeMBI TAPTeTHOI TepaInm
BK/IIOYAI0T MOHOTEPATINIO BAKA(QTOPOM I J{BOIL-
Hble KoMbuHanuu Tesakaprop-uBakapTop
u nyMakadrop-nBaxadrop.

F508del siBnsieTcss Hambonee pacupocrpa-
HEHHBIM reHeTH4ecKnM BapranTom reda CFTR
(MyTaimeit), KOTOPBIIT PETUCTPUPYETCS B TEHO-
THIIE IPUMEPHO Y 82% manyeHToB. DTa My TaIs
MPUBOJUT K HENIPABMUIBHOM KOHQUIYpaLUL
6enka CFTR, xoTopbIil 6I0KMPYeTCs B 9HTO-
[/Ia3MaTUYeCKOM PETHKYIyMe, TeM CaMBIM Ha-
PYILIAETCs er0 TPAHCIIOPTUPOBKA B AIMKA/TBHY IO
MeMOpaHy. BMmecTo aTOro 6e/10k cTaHOBUTCA
MUIIEHBIO U IPeXAeBPEMEHHO Pa3pyIIaeTcs
nporeacomamu [6, 7].

Marepuanbl 1 METOMBI

Ananusuponanach basa ganabIX «Perncrpa
IIaIVIEHTOB ¢ MYKOBUCIII030M B Poccuiickoir
®enepanun», pasgen «TapreTHas Tepannsi»,
BK/TIOYAIOI[MIT CBeJIeHMsI O marjneHTax ¢ MB us
39 pernonos Poccuiickoit Pegepanun B BO3-
pacre ot 6 o 18 sieT, KOTOphIE IONYYaAKOT Tap-
TeTHYIO Tepaliio MyKOBIUCIMI03a IIperapaToM
nymaxkadrop/uBakadpTop (3aperucTpupoBaH
B P®, 02.12.2020). ITareHTHI 00€CIIEYNBAIOTCS
npenaparoMm yepe3 brarorBoputenbuslit poH
«prr I[06pa».

JIymakadptop/uBakapTop monyyanu 135
IalMeHTOB TOMO3UTOT 110 BapuaHTy F508del,
C TIOATBEP>K/IEHHO TOMO3UTOTHOCTBIO U C MC-
K/II0YeHVeM HOCUTENbCTBA KOMIIJIEKCHOTO aJl-
nens F508del; L467F. (Ta6n. 1) [9]. K MomeHTY

[lo31poBKa, peXkum npuema

JIymaxadrop 100 mr/nBakadTOop 125Mr B TabneTKaX,
1o 2 TabneTky 2 pasa B leHb
JIymaxadrop 200Mr/uBakadrop 125Mr/ B TabIeTKax,
1o 2 Tab1eTKy 2 pasa B IeHb

ApxuB neguarpum u geTckoi xupypruu Nel, mionb 2023 ropa @

Ilepspim CFTR- MopynaTOopoM Aid romo-
surot F508del cran npenapar -nymakadrop/
nsakadrop (VX-809+VX-770), omoOpeHHBI
FDA B 2015 ropy, sapernctpupoBaHHbIii B PO
B mekabpe 2020 ropa. JlymakadTop yryuuaer
KOH(pOpMalMOHHYI0 cTabunibHOCTh F508del-
CFTR, Bausiouiei mOnM0XUTENbHBIM 00pa3om
Ha IPOLeCCHHT M MUTPALINIO 3peIoro benka
K IIOBEPXHOCTM 3NN TE/IMATbHBIX KJIETOK, & aKTH-
BaTOp MBaKa(TOP y/Iy4IIaeT MOHHBIV TPAHCIIOPT
Yyepes allMKaJIbHYI0 MeMOpaHy [3,5].

Kinmuuyeckne uccnegoBanms MpofeMOHCTPHU-
poBay, 4TO IIpUMeHeHMe TyMaKadTopa/uBa-
KaTopa IPMHOCUT [IO/Ib3Y MAL[MEHTaM B BUJIE
YIYYLIeHV A HYTPUTUBHOTO CTATyCa, CHVDKEHIA
YaCTOTBHI JIETOYHBIX 000CTPEHMIT ¥ rOCIIUTA-
U3alNil, a TAK)XKe CTaOMIN3anuIo GyHKIUI
nerkux [8].

ITens uccnegoBaHuA: U3y4UTh 3P PexTus-
HocTb Tepanuu CFTR-mopynaropom nymakag-
Top/uBakadTOp y HeTeil ¢ MyKOBUCLIMI030M
B TedyeHUN 12 Mecs1ieB HaOIogeHns.

HOATOTOBKY CTAaTby 50 MalMeHTOB MOJIyYaIn
Ipernapar B TedeHMe 12 MecsleB, CTaTUCTUYe-
cKas1 06paboTKa IIpOBefieHa /1A JAHHOV IPYIIIbL
HaIMeHTOB. B ¢BA3M c mpobieMaMy ¢ pacXOLHBI-
MU MaTepuagaMy A1 IOTOBOI'O TeCTa OLIeHUTD
€ro pes3yybTaThl yepes 1-2 MecsAleB Tepanun
Y/AJIOCh TONBKO Y 29 ueloBexK.
s onenky 9 deKTHBHOCTI Tepanun uc-
HO/Ib30BAJIVCD CIIEAYIOLIVIe MEeTOJbL:
e OCMOTp IaLlMeHTa
o U3MepeHMe aHTPOIIOMETPUYECKIX IT0Ka3aTe-
neit (pocr, Bec, mujekc maccel tena (VIMT) o
Quetelet (macca (kr)/poct (m)2) mkana Anthro
plus, BO3);

o cHupomerpusA: uaMepeHue popcuposaH-

HOM >XM3HeHHo eMKocTu nerkux (OXKEJT)

=

6-12 ner 72 F508del/F508del mocne
VICK/TIOUEHIST HOCUTETHCTBA
>12 et 63 KOMIIJIEKCHOTO aJI/Ieisd

F508del; L467F

Ta6bnuua 1.
PacnpegeneHne na-
LIMEHTOB MO BO3PacTy
11 JO3MPOBKe Npe-
napata nymakadrop/
nBakapTop
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Ta6bnuua 2.
[uHamuka aHTpono-
MeTpuyeckux, nabopa-
TOPHBIX Y UHCTPYMEH-
TanbHbIX NOKa3aTenen
NaLMeHTOB C MyKOBUC-
LMA030M OT CTapTa fj0
360 aHA Tepanuu npe-
napaTtom nymakadrop/
nBakadTop.
MpumeyaHme:

P- t-xkputepui Crbio-
JeHTa

54

u o6beMa GOpPCUPOBAaHHOTO BBIIOXA 3a Iep-
By1o cekyHay (O®B)) 8% oT OMKHOr0; B CO-
orBercTBuM ¢ Kputepuamu ERS/ATS;

o IIOTOBas IIpoba METOLOM OIIpefie/IeHNs IPO-
BOAMMOCTHM ToTa Ha anmapare “Nanoduct”
(Beckop, CIIIA) [10].

Cratuctuyeckas o6paboTKa JaHHBIX IIPO-

BOJMJ/IACh € MOMOIBIO ITaKeTa IPUKIafHbIX

Pesynbrarnl

V3y4denue s exTrBHOCTY IpemapaTa TyMaKad-
Top/mBaKadTOp MOKA3a/M0 CTATUCTUIECKN 3HAYN-
Moe yIy4llleHue NoKas3areeil pU3M4eckoro pas-
BUTYSI TAL[MEeHTOB (Tab7. 2). 3a rof IpoBOMMOro
Jle4eHVsT OTMEYEHO yBemueH e Macchl Tema ¢ M
(xSD) 36,4 (£11,1) 1o 40,8 (+12,2) k1, p<0,001, po-
cra—-co 147,6 (£15,4) mo 151,8 (+14,5) cm, p<0,001.

VIMT (xr\m?) IpoeMOHCTPUPOBAJI CTaTUCTH-
YecKM 3HaYMMble u3MeHeHMst. Ha cTapre Tepanuu
OH cocTaBysin 16,3 (£2,2), auepesron— 17,3 (£2,5)
(p<0,001).

O6c¢cyxaenne

Kak moxasanm pe3y/nbTaThl IIPOBEJEHHOTO NC-
CJIefloBaHMA, IIpemapar TyMakadrop/usaxkadrop
BbI3BaJI 3HAUNTE/IbHbBIE I3BMEHEHVSI HY TPUTUBHOTO
craryca (Macca Tena, poct, MIMT) y romosuror
F508del 6-18 net yepes 12 mecsLeB IPOBOAVMOIL
teparn. ITokazaresnb MOTOBOTO TeCTa, ABJIAO-
IIMICS BaXKHENIINM TOKa3aTesleM BOCCTaHOBJIe-
H1A1 GYHKIMY XJIOPHOTO KaHasIa Ha (JOHe Tepanuu
CFTR-mopynaTopaMu, TakXe IPOREMOHCTpPUPO-
BAJI CTaTUCTUYECK! 3HAYVMBbIE MI3MEHEHVIA.

nporpamm IBM SPSS Statistics 26. B cBAsu
C HOpMaJIbHBIM pacIpefieleHeM IToKa3aTesnei
MepaMIU IIeHTPATbHOM TeHIEHIIUI U pacCesHNA
CILy>KUJIO cpenHee 3HaYeHMe (M) * craHmapr-
Hoe oTkoHeHMe (SD). VMcnonp3oBancs Kpu-
tepuit Konmoroposa-CmupHoBa. Pasnuuns
CUNTANNCH CTATUCTUYIECKU 3HAYMMBIMU IIPU
p<0,05.

VI3MeHeHMsI TTOKa3aTeeil IIOTOBOM MPOOLI
TAK)Ke MOYKHO OTHECTM B PA3PSIJ| CTATUCTUYECKU
3HAYMMBIX MTOKasaresneit. Jlo Havaaa Tepanun
nymakadTopoM/uBakapTOPOM IPOBOJVMOCTD
moTa 6bi1a skBrBaneHTHa 112,3 (£18,2) MMoOIb\1
NaCl, a uepe3 12 mecsinjeB repanuu—91,2 (£16,9)
mmonb\t NaCl, p<0,001.

He mony4eHo cTaTMCTUYeCK) 3HAYMMBIX U3-
MeHEHMIT ToKa3areell GYHKI[MI BHEIIHETO [bl-
XaHUS 10 JAHHBIM CIIMPOMETPUIL.

K coxxanmeHnuro, aHaTOTUIHON MO3UTUBHON
IVIHAMUKY II0Ka3aTeseil QyHKIUY BHELIHETO
npixanus (O®B1, OXXEJI) He 6b110 moyde-
HO. PesynbTarhl nccnefoBaHNsA Ha PpOCCUIICKON
MONY/IALMM NePEeKINUKAITCS C paHee IOIy-
YEeHHBIMMJ MEXIYHAapOLHBIMY JaHHBIMMU. Tak
MHOTOIIEHTPOBO€E aMePUKAHCKOE NCCTIeIOBAHIe
a¢pdexTUBHOCTU U 6E30MACHOCTU TEPAIINY Y-
MakadTOpoM/uBaKaGTOPOM Y ieTelt ¥ B3POCTIBIX
C MYKOBYCIIMZ030M II0Ka3aJIo, YTO IedeH1ie ObIIo

flokasarent neHb Tepanim —““—

1 mens (Crapr) 50
Macca tena (Kr)
360 meHp 50
1 gensp (Crapr) 50
Pocr (cm)
360 meHb 50
1 gensp (Crapt 50
VIMT Aemd (Crapr)
360 meHb 50
TToTOBBII1 TECT 1 genp (Crapr) 29
(MMmomp\m) 360 meHb 29
D)KEI,% 1 genp (Crapr) 44
OJDKH. 360 meun 44
1 gens (Crapt 44
ODB ,% mOMmKH. PT)
1 360 meHb 44

36,4 11,1

0,001
40,8 12,2
147,6 15,4

0,001
151,8 14,5
16,3 27

0,001
17,3 2,5
112,3 18,2

0,001
Ol 16,9
73,5 22,6

0,292
76,1 23,5
69,9 24,3

0,95
70,1 25,1




CBAI32HO CO 3HAYNTE/bHBIMMI YITy4IIeHUAMMA
PpOCTa MalMIEHTOB U CHIDKEHVEM COIep KaHU
XJIOPUJOB B IIOTOBOJI XXUAKOCTU Oe3 CTaTUCTU-
YeCKY 3HAYMMBIX VIIM KIMHIYECK) 3HAaYMMBbIX
u3MeHeHUIT QyHKI Y TerknX. OyHKIVA IerkIx
B JJAaHHOM CC/Ie[IlOBAaHNM OLIEHNBA/IACh TAKOKE 110
yposnio ODB [11].

B nccnegopannn PROSPECT MCC mo us-
Y4eHUIO BIUAHNA TyMakadTopa/uBakadTopa
Ha MYKOIM/IMAPHBIN KIMPEHC ¥ KIMHNYIeCKe
nposasneHua MB kpome yMepeHHOTO BOCCTa-
HOBJIeHV A GYHKLIMM XJIOPHOTO KaHaJjIa 110 iU Ha-
MUKe II0TOBOI ITPOOBI, He 661710 3ahMKCHPOBAHO
BmuAHNA ganHoro CFTR-MopynsaTopa Ha Kin-
HU4ecKle IoKasaTeny M (PyHKLNIO BHELTHETO

3akaouyeHne

OcHoBHBIMK TOKa3aTensimu 3¢ dexTuBHO-
CTU TapreTHOI Tepanuu npu MB, koTopslie
M3y4alOTCA HAa NPOTAXKEHUUM MHOTUX JI€T
B KJIMHNYECKUX UCCIeJOBAHNIX, B TOM YUCTIe
MHOTOLIEHTPOBBIX U JJONTOCPOYHBIX, ABJAIOT-
Cs1 U3MEHEH I [T0Ka3aTensi HOTOBOI IPOOHI,
HYTPUTUBHOTO CTaTyca, PYHKIMM BHEIIHETO
gbixaHus. Hamu npoaHanusupoBaHa AMHA-
MMKa KJIMHUYECKUX U TabOpaTOPHBIX [TOKa3a-
Tejel ieTeil ¢ MyKOBUCIMI030M Yepes 12 mec.

OVIHAHCUPOBAHVE
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fibIXaHuUA Kak no yposuw O®B , tak u mo uH-
nexcy nerouHoro kmypenca (LCI -lung clearance
index). VccmegoBaTeny NpyuIIN K BBIBOAY, 4TO
TepanusA TymMakadpTopoM/uBakapTOPOM B OT-
JmM4ue oT Apyrux BoicokoapdexruBubix CFTR-
MOJY/ISITOPOB He BBI3bIBAET Y/Iy4IIeHUsI MYKO-
LMIMAapHOro KiupeHca [12].

B T0 ke BpeMsi B IPYyroM MHOTOLIEHTPOBOM
uccnenoBannu apdexruBHOCTN 1 6€30MACHO-
cty myMakadropa/uBakadropa y gereii ¢ 6 et
B Te4eHue 96 Hefle/Ib HapALy CO 3HAYUTEIbHbIMU
M3MEHEHMAMM KOHI[EHTPAIUU XJIOPUIOB, 110~
KaszaTesieil GU3MIECKOTO Pa3BUTHUSL, OBUIN TI0-
JIyYeHBI CTATUCTUYECKN 3HAYMMBbIE I3MEHEHVIsI
MHJIeKCa JIeTOYHOTO KampeHca [13].

npuMernenns CFTR-mopynaropa nymakadrop/
uBakadTop. IlonryuyeHHble JTaHHBIE CBULETE/Ib-
CTBYIOT O IIOJIOXKMTETbHOM BIVIAHUN Tepanuu
nyMakapTOpoM/MBaKapTOPOM Ha IIOTOBBII TECT
Y HYyTPUTUBHBII CTaTyC Y OTCYTCTBUU BIIUAHUA
Ha MYKOLVUIMAPHBII KJIMPEHC.

KonnexTus aBTOpOB BbIpa’kaeT Graropap-
HOCTb BpaydaM, IPYHMMAaBIIM y4acTye B 3aI107I-
HEHUU PeTUCTpa NalVIeHTOB C MYKOBJCII/I030M
B 2021 ropy.

PaboTa BbINOHEHa B paMKax rocyapcTBeHHOrO 3afaHna MinHobpHaykm Poccum ana OTBHY «MIHL» Ha BbinosHeHe
Hay4YHO-MCCNeaoBaTeNbCKIX PaboT N 122032300396—1 «KoMmneKCHbIN aHanm3 reHo-GeHoTUMUECKUX Koppenaumui

npwn Mykosmcumaose n !'IepBl/quOVl LI,I/IJ'II/\apHOIZ OVNCKUHE3NN».
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