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Pesome

BrisiBJIeHUEe HaYaJIbHBIX MMPOSIBJICHUI (DYHKIIMOHAJIbHBIX HAPYIIEHUI JIETKUX Mpy MyKoBucLnao3e (MB) umeer orpoMHoOe 3HaueHUe Uik CBOE-
BPEMEHHOI KOPPEeKLIMU Teparuu 1 YydlleHusl MporHosa 3abosesaHus. Lleapio vccienoBaHus SIBUJIOCH BhisiBIeHMEe Yy aeteit ¢ MB Haubosee
YrpoXaeMbIX 10 CHMXXEHUIO (DYHKILIMM JIETKUX BO3PACTHBIX TIEPUOAOB MPU Pa3IMYHBIX reHOTUNax. Marepuansl U MeToabl. [IpoBeneH aHanu3
rokasateJieil pyHKIMK BHelTHero apixanus (PBJI), olieHeHHBIX C TTOMOIIBIO CITUPOMETPHH, Y TTallueHTOB ¢ M B B Bo3pacte 6—18 jieT 1o JaHHBIM
HanumonanbHoro perrcrpa 6o1bHbIX MB (2018). Pe3yabrarsl. YcTaHOBIEHO, yTO Bo3dpacTe 6—10 et mokasaTein oobeMa (hOpCUPOBAaHHOTO BbIIO-
xa 3a 1-10 cexynay (O®B,) pn «TXKeNbIX» TEHOTUTAX OBLTM CTATUCTMYECKM 3HAYMMO HIKE 10 CPABHEHUIO C TAKOBBIMU MTPH «MATKUX» T€HOTH-
nax. B panHem mompocTkoBoMm mepuose rnmokazareau B/l nmpomosKaiu CHUXKATHCS KaK MPH «TSDKENbIX», TaK U MPU «MSITKUX» T€HOTUIIaX 0e3
CTaTUCTUYECKM TTOATBEPKIECHHBIX pa3nuuii. B 11eJ10M B OapOCTKOBOM repuose 15—18 jieT coxpaHsieTcst TpeH A CHUXKeHus nokasareneit @B/
TIPU «TSDKEJTBbIX» TEHOTHITaX, B TO BPEeMsI KaK NP «MSATKHUX» BapuaHTaX HaOII0HaeTcsl MPUPOCT MO CPABHEHUIO C BO3PACTHBIMM TPYIIAMU
11—14 ner. 3akmouenune. [TokazaHo, 4TO «TsDKeIbIe» MaToreHHble BapraHThl CFTR OKa3bIBaIM HEraTUBHOE BIMsIHKE Ha Tokasatean @BJI Bo Bcex
BO3PACTHBIX Tpymmax. [Ipy «MITKux» TeHOTHUIAX Yy MallueHTOB B Bo3pacTe 15—18 et mokazatenn MBI ObuTH BHINIE, YeM y JIeTell B Bo3pacte
11—14 net. PekoMeHI0BaHO COBEPIIEHCTBOBATD MPOrpaMMbl HAOJIIOICHUS 3a IToipocTKamu ¢ MB.
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Abstract

Identifying the initial manifestations of pulmonary functional disorders associated with cystic fibrosis (CF) is essential for timely correction of the
therapy and improvement of the prognosis. The aim of the study was to identify the age periods with the highest risk of a decrease in lung function in
children with different CF genotypes. Methods. Lung function (LF) was analyzed using spirometry results in CF patients aged 6 to 18 years from the
Registry of patients with cystic fibrosis in the Russian Federation 2018. Results. The forced expiratory volume in one second (FEV,) was statistically
significantly lower in children aged 6 — 10 years with “severe” genotypes than in the children with “mild” genotypes. The lung function was reduced at
11 — 14 years of age in both “severe» and “mild” genotypes without any statistically significant difference. In general, the trend of a decrease in lung
function in “severe” genotypes persists in the adolescent period from 15 to 18 years. The lung function is better in adolescents aged 15 — 18 with the
“mild” variants of genotypes compared to the patients aged 11 — 14 years. Conclusion. The “severe” variants of CFTR negatively affect LF of CF
patients in all age groups. The LF values in patients with “mild” genotypes at the age of 15 — 18 years were higher than in children aged 11 — 14 years
with the same genotypes. There is a need for improved programs of medical care for adolescents with CF.
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Myxkosuciuno3 (MB) — HaciencTBeHHOE ayTOCOMHO-
pelieccuBHOE 3a00sieBaHKe, KOTOPOE MPUBOIUT K CHU-
XeHUto (yHKIMK BHelrHero nbixanus (OBJI) B pe3yiib-
TaTe HapyIIeHUs CMHTEe3a, CTPYKTYPHI M DYHKIINU OeIKa
TpaHCMEMOPAHHOTO PETyJIsITOpa MTPOBOINMOCTH MYKO-
Bucuuao3a (CFTR), uyto accolimupoBaHo ¢ HapyleHU-
eM paboThl XJIOpHbIX KaHaioB. ['eH CFTR xapTupoBaH
B xpoMocoMme 7q31, comepxut okono 190 kmnob6asz JTHK
¢ Kogupylolleit 001acTblo, cocTosieil 3 27 3K30HOB.
B HacTosiee Bpemst nzBectHo 6osiee 300 pa3aMyHBIX Ma-
ToreHHbIX BapuaHTOB CFTR, acCOLIMMPOBAHHBIX C pa3-
BUTHEM 3a00jeBaHus [1]. B 3aBUcUMOCTH OT MeXaHU3Ma,
Hapymamliero ¢pynknuio 6eaka CFTR, reHeTnueckue
BapuaHThl reHa CFTR noapa3aensitorcst Ha 5—7 KJiac-
coB [2]. 'enetuueckue Bapuanthl I—III kitaccoB oka-
3BIBAIOT TOpa3ao OoJiee CUIIbHOE BIUSIHUE Ha (DPYHKIINIO
6enka CFTR 110 cpaBHEHMIO C TAKOBBIMU TTOCIIEAYIOIINX
KJ1aCCOB 1 aCCOLIMMPOBaHbI ¢ Kiaccuueckum MB. [3]. [Tpu
HaJIMYWM y TIAIIMEeHTa TeHeTUIeCcKoro BapuanTta IV mim
V KJ1acca KIMHUYECKU 3a00JIeBaHUE MOXET IIPOTEKaTh
C «MSITKUM» (DEHOTUTIOM, T. €. COXpaHHOI (PYHKITME TTO/I-
XKenynouHoit xene3bl [4, 5]. CortacHO CTaTUCTUYECKUM
JMaHHBIM, B Poccnu malmeHThl ¢ «MATKUMM» TeHOTHIIa-
My CFTR BCTpedaroTCsT JOCTATOYHO YaCTO — 10 JaHHBIM
HanwmonansHoTO pernctpa naumeHToB ¢ MB (2018), BbI-
siBiieHbl y 23,0 % marmeHToB [6]. B TO e Bpemsi B HEKO-
Topbix peruoHax (ITpuBoOIXKCKUiA (heaepanbHbIE OKPYT)
ITOJIST TIALIMEHTOB ¢ TeHeTMYeCKUMHK BapuaHTamMu 1V mim
V knaccoB nocturaet > 30 % |7, 8]. [latoreHHOe BIUsIHUE
«TspKesbIX» BapuaHToB CFTR Ha MOIXKENyI0YHYIO XKee-
3y JOCTATOYHO XOPOIIO U3y4yeHo [1], omHako octatoTcs
CITOPHBIMU W AUCKYTA0CIHHBIMA BOIIPOCHI B OTHOIIICHUH
BJIMSTHUS TCHOTUTIOB Ha CTEIIEHD ITOPaXKeHMUST OPOHXOJIE-
TOYHOM CUCTeMbI, 0COOEHHO B IETCKOM BO3pacTe.
OueHka (pyHKIMU JIETKUX UMeET O0JIbIIOe TPOTHO-
CTUYECKOE 3HAUCHNE IPH HAOIIOACHNH ITaliueHToB ¢ MB.
CornacHo cTaHgapTaM OKa3aHUSI MEIUITMHCKON TTOMO-
1M MaldeHTaM ¢ 3a00J1eBaHUSIMU JIETKUX, OTIpene/ieHue
(YHKIIMOHAIBHBIX TTOKA3aTeJIei 110 JaHHBIM CITUPOMET-
pUU SIBIISIETCS «30JIOTBIM CTAaHOAPTOM», OTPaKAIOIINM
CTeIleHb CKOMITPOMETUPOBAHHOM JIETOYHOM (PYHKIIWU.
CrniupoMeTpusi — OAUH U3 MPOCTHIX U TOCTYITHBIX METO-

OB OLIEHKU (PYHKIIUM JIETKUX Y TTallMeHTOB, HAUMHAasI
¢ 5—6-y1eTHEro BO3pacTta, KOraa BO3MOXHO BBITTOJHEHUE
aZeKBaTHBIX IBIXaTeJIbHBIX ITATTEPHOB, MPEIyCMOTPEH-
HBIX MeTonuKoii [9]. 1o manHbEIM Poccuiickoro peructpa
naiueHToB ¢ MB nmokasaHo, 4yTo ¢ Bo3pactoM npu MB
(DYHKLIMS JIETKUX HEYKJIOHHO CHUKaeTcd [6]. Bapnabenb-
HocTh TIoka3areseir @BJI HeoqHOKpaTHO OlleHWBAJIaCh
B 3aBUCUMOCTH OT XapaKTepa pecIMpaTOPHON MUKPO-
OMOTHI, HYyTPUTUBHOIO CTaTyca, CPOKOB U 0ObeMa Tepa-
nuu, ogHako nsydeHre MBJI B Bo3pacTHOM acriekre mpu
MB y nmeteit B 3aBUCMMOCTH OT TeHOTHIIa B Poccuu paHee
HE IIPOBOIUIIOCH.

Llenbto paGoThl IBUIACH OLIEHKA CTENEHU U XapaKTepa
n3MeHeHuit nokasareseir ®BJI y nereit ¢ MB B 3aBucu-
MOCTU OT BO3pacTa U FTeHeTUYECKOTo Kjlacca BApUAHTOB
CFTR 1o naHHBIM CITUPOMETPHUM.

Matepuanbl U MeToAbI

B xome MHOTOLIEHTPOBOTO (BKIIFOUCHBI JaHHBIC IO T1a-
ureHTam ¢ MB u3 81 pernona Poccuiickoit Deneparinm)
PETPOCIIEKTUBHOIO UCCAEA0BaHMUS MPOaHATU3UPOBAHbI
JIyqIive nokasaTteim oobeMa (hOpCUpPOBAaHHOTO BbIITOXa
3a 1-10 cexynny (O®B)) u popcupoBaHHOI KU3HEHHOM
emkoctu jerkux (OXKEJ) y nereit (n = 880: 49,3 % —
JKEHCKOTO ToJ1a) B Bo3pacte 6—18 jieT 1o naHHbIM Peru-
cTpa 60JIbHBIX MyKOBUCIIMI030M Poccuiickoii Penepa-
uuu (2018) [6]. B kauecTBe IpyIIIbI CPABHEHUSI OLIEHMBA-
JINCH TIOKA3aTeJIM CIIMPOMETPHUH Y B3POCIBIX TTAIITMEHTOB
(n =496: 50,8 % — XeHCKOro 10JI1a; CPEIHUIA BO3pacT —
26,6 £ 6,7 rona; meauana (Me) — 25,3 (9,2) rona).

ITpoexTt «Peructp 60JbHBIX MyKOBUCIIUI030M Poc-
cuiickoii Penepaunn» 20.12.12 onodbpen Komurerom
1o Otuke MenepasbHOrO rocyIapCTBEHHOTO OI0KETHOTO
HayYHOTO YUIpeXKIeHUS «MeInKo-TeHeTUIeCKIIT HayYHBI
ueHTp umeHu akagemuka H.IT.boukoBa». YuacTHukamu
WCCIICAOBAHUS M / WY MX 3aKOHHBIMM TTPEACTaBUTEIISIMU
MOANKMCaHO MHDOPMUPOBAHHOE COTJIacHeE.

OlLieHKa CITUPOMETPUY MIPOBOAMIIACH C COOTIOIEHUEM
CTaHAAPTOB McclengoBaHmsT Poccuiickoro pecupaTop-
Horo obmecTna [10] n pekomeHaaLMii AMEpUKaHCKOTO
TopakayibHoro (American Thoracic Society) u EBponeii-
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ckoro pecrniupatopHoro (European Respiratory Society)
o6miects [11]. [Tokazarenn ®BJI onleHMBaINCh B 3 BO3-
pacTHbIX rpynnax — 6—10 (n = 426), 11-14 (n = 307)
1 oIpocTKoB 15—18 (n = 147) ner.

B uccnenoBaHue BOLLIM TOJBKO MaliMeHTsl ¢ MB
C MIEHTU(PUIIMPOBAHHBIM TEHOTUITOM. 3a «MSITKHIT» re-
HOTUII IPUHUMAJIOCh HAJTMIKE Y peOeHKa XOTsI OBl 1 Bapu-
anta CFTR IV umm V xnacca, 3a «tsekenbliii» — CFTR-an-
neneit knaccos I /1, 1 /11, 11 / 11, 11 / I1T wamu IXT / TIT [1].

CraTuctnyeckast 06padboTKa JaHHBIX TPOBOAMIACH
C TIOMOIIBIO TTaKeTa MPUKIATHBIX IporpamMmm SPSS
Statistics (Bepcus 26.0). B 3aBucuMocT OT Buaa pacrpe-
JIeJICHUST MepaMU LIEHTPaJIbHOM TEHAECHIIMU 1 PACCEeSTHUS
CIY>XWIU cpeaHee 3HayeHue (M) + craHgapTHOE OTKJIO-
HeHue (SD) wm Me, nHTepKBapTUIbHBIN pa3max (IQR).
CraTtuctuueckast oopaboTKa IpoBOAMIACH C UCITOIb30Ba-
HueM Kputepust ManHa—YuTtHu, Kputepusst ManHa—Yur-
HU ¢ nonpaBkoit bondepponu, kpurepust x> [upcoHa,
touHoro kpurtepus @uiepa, Kpurepust Kpackena—Yoi-
nmca. Pazmmauns camtanuch CTaTUCTUYECKHU 3HAYMMBIMU
mpu p < 0,05.

Pesynbrarthl

ITo pe3ynbTaTaM CpaBHUTEIIEHOTO aHAIN3a BEISIBJICHO, UYTO
ocHosHble nokaszatean PBJI, Takue kak OPB, u ®XKEJI
y neTeli ObUTM CTaTUCTUUECKU 3HAUMMO BBIIIE, YeM Y 00JTb-
HBIX B3pOCJI0it KOropThl (Tabu. 1).

[Mpu m3ydeHNU BAUSHUS TeHETUUECKUX KIACCOB
(CFTR) npu MB Ha nokasatenu ®BJI B o61iieii rpyiime
JeTeii B Bo3pacTe 6—18 J1eT BBISIBIICHO, UTO MPU «TSKEJIOM»
reHorurie rmokasateu @BJI ObIIM CTaTUCTUYECKY 3HAUM -
MO HIIKE, YeM y IeTel ¢ «MSITKUM» TeHOTHUIIOM (Ta0JI. 2).

ITpu ananuse nmokasareneit @B/ y nereii ¢ MB B pas-
JIMYHBIE BO3PACTHBIE MTEPUO/IbI BBISIBJICHO, YTO B BO3pacTe
6—10 net nokasarenn O®B, 1 ®XKEJI 66111 10CTOBEPHO
BBIIIIE, YeM B paHHEM U ITO3IHEM ITOAPOCTKOBOM IIEpUOJIEe
(p < 0,001 — cornacuo kpureputo Kpackema—Yommuca
MpY CpaBHEHUU 3 TPyIII).

CornracHo TTOTydeHHBIM JaHHBIM, TTALIMEHTHI C «TSKE-
JILIMU» TEHOTUIIAMU YK€ B Bo3pacTe 6—10 j1eT cTaTucTu-
YECKHM 3HAYMMO YCTYITaJI CBOMM CBEPCTHUKAM C «MSITKH-
mu» Bapuantamu (CFTR) no O®B, (tabmn. 3). CHuxenue

Tabauua 1

Cpasnumeavnas xapaxkmepucmura noxasameaeii 00sema hopcuposantozo evtooxa 3a 1-1o cexynoy

u hopcupo6annoii HusHeHHOU eMKOCMU Ae2KUX Y 0emell U 63p0CAbIX NAUUECHIMOE ¢ MYKOBUCUudo3om; %,

onoic.

Table 1

Comparison of Forced Expiratory Volume in one second and forced vital capacity in children

and adults with cystic fibrosis; %

‘pred.

Koropra | n o yma | 00B, | OXEN
| | | M£SD We (IQR) | MSD | Me (IQR)
fletn 880 1-a 85,9220 88,0 (28,1) 89,2+19,7 91,0 (25,0)
Bapocnbie 496 29 61,3 £26,7 59,1 (42,6) 78,0 23,8 80,0 (37,5)
P, <0,001 <0,001
Mpumeyarme: OGB, — ofbem hopcupoBaHHONO Bbifoxa 3a 1-10 cekyray; GIKEN — dopcuposarHas xu3HeHHas eMkocTb nerkix; IQR — MHTEPKBaPTUNbHbIA pasMaX.
Tabauua 2
Bausnue cenomuna na noxazameau pynxuuu enewnezo ovixanus y oemeii ¢ mykosucuyuoozom; % o,
Table 2
Influence of genotype on lung function in children with cystic fibrosis; %m .
Feworun C yma | o) | 00B, | OXEN
| | | M£SD | Me (IQR) | M4SD | Me (IQR)
«TsKenblity 1-a 725 (82,4) 84,6218 87,0 (29,0) 88,1+19,5 90,4 (25,0)
«Msrkuit» 21 155 (17,6) 92,4+21,8 92,0 (31,2) 94,1+19,8 95,0 (25,9)
[ <0,001 0,001
Mpumeyatme: OGB, — oGbem hopcuposaHHOro Bbifoxa 3a 1-o cekyHay; GIKEN — dopcuposarHas xu3HeHHas emkocTb nerkux; IQR — MHTEPKBaPTUNbHbIA pasmaX.
Tabauua 3

Bausanue eenomuna na noxazameau QyHKuyuu 6HeutHe20 0bIXAHUA Yy Oemeli ¢ MYKOBUCUUO030M

6 6ozpacme 6—10 aem; %,

10A4C.

Tabl
Influence of genotype on lung function in children with cystic fibrosis aged 6 to 10 years;a%;:;j
Fenorun Ty | o0 008, | OKEN
| | | M+SD | Me (IGR) | M£SD We (IGR)
«TAKenblity 18 346 (812) 89,8 19,1 91,0 (25,0) 91,5£17,8 94,0 (22,0)
«Msrkuit» 2 80 (18,8) 95,6+ 18,5 94,7 (28,4) 95,7166 95,5 (23,5)
by, 0,039 0,146

Mpumeyarme: OGB, - o6bem hopcuposaHHONO Bhifoxa 3a 1-10 cekykay, GKEN - dopcuposarHas xu3HeHHas eMkocTb nerkix; IQR — MHTEpKBapTUNbHBIA pasMaX.
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Puc. 1. Pacripenenenuvie nereit (%) ¢ «MSITKUMU» TeHOTUIIAMU B 3aBHU-
CHMOCTH OT ITOKa3areieii o0obeMa (popCHpoBaHHOTO BbIIOXA 3a 1-10 ce-
KYHIY B pa3InYHble BO3PACTHBIE TIEPUOIBI

Figure 1. Distribution of children (%) with “mild” genotypes by the
forced expiratory volume in one second in the different age groups

cKopocTHbIX 3HaueHui (OPB ) < 70 % oT HOpMaTUBHBIX
3HAYEHMI [IPU «MSITKUX» TEHOTUIIAX BCTPEYAIMCh 3HAUM -
Mo pexe — Yy 7,9 % neteii, yem npu «Tskenbix» (B 20,5 %
ciyyaeB) (puc. 1, 2).

V nereit B Bospacte 11—-14 net nokaszatenn OPB,
n OKEJI kak mpu «TSoKeI0M», TaK U TIPU «MSITKOM» Te-
HOTHUITaX CHIDKAIUCH, YTO CBSI3aHO C TIPOTPEeCCUPOBAHUEM
3a00J1eBaHMsI, ACCOLIMMPOBAHHBIM C pa3BUTUEM (hPUOPO3HBIX
U3MEHEHU, (POPMUPOBAHUEM OPOHXOIKTA30B U HEOOPATH-
MBIM OPOHXO00CTPYKTUBHBIM CUHIpPOMOM (puc. 3, 4). He-
CMOTPSI Ha TO, YTO aOCOITIOTHBIE TIOKA3aTe !, OTPaXKaoIIre
DB/ npu «MITKOM» TEHOTHIIE, ObIJIM 3HAUUTEIBHO BBILIE,
YeM TIPU «TSDKEJTOM», CTATUCTUIECKN 3HAYMMBIX Pa3IIIniz

100
80 84,9
72,1
60 59,0
40 32,5
24,1
20 145
06 38 85
] — [
6-10 net 11-14 net 15-18 net
Bospact
W<40% 40-70% m>70%

Puc. 2. Pacnipenenenue aeteii (%) ¢ «TsKeIbIMU» TEHOTUIIAMU B 3aBHU-
CHMOCTH OT TIoKa3ateJieil 00beMa (popcrpoBaHHOTO BbIIOXa 32 1-10 ce-
KYHIY B Pa3IMYHbIe BO3PACTHBIE MEPUOIBI

Figure 2. Distribution of children (%) with “severe” genotypes by the
forced expiratory volume in one second in the different age groups

MeXIy HUMU He nojydeHo (tabi. 4). Tlokasarenn ODB,
<70 %,,,, TIPU «MSATKUX> FeHOTUIaX oT™MeueHsb! y 20,9 %
JeTeit, pu «TsKeNbIx» — y 27,9 % (puc. 1, 2). UsBectHO,
YTO TOAPOCTKOBBI MEPUOI, ITOMUMO ITyOEpPTaTHOTO pa3-
BUTHSI, COITPOBOXIACTCST HApaCTaHUEM SMOLIMOHATBHBIX
U TIOBEJAEHYECKUX ITPOOJIEM, CBSI3aHHbBIX C CAMOYTBEPXKIE-
HUEM, CKJIOHHOCTBIO K SMOLIMOHAIbHOM JIAOUIBHOCTH,
KOHMIMKTaM C POAUTEISIMUA U APYTUMU U3MEHEHUSIMMU.
TToapocTKy ¢ XpOHNYECKIMU 3a00JIeBAHUSIMHU MOTYT TIepe-
JKUBATb JAHHBIA BO3PACTHOM IEPUOI 0OCOOEHHO TSKEIIO [ 12,
13]. B pabote L. Welsh et al. (2014) Taxke moka3aHo, YTO
HauboJbIIas ckopocTh cHkennss O®B, mpu MB Habio-
Jajach B MOIPOCTKOBOM Bo3pacte [14].

Tabauua 4

Bausanue zenomuna na nokazameau Qynkuyuu eHeuine20 0bIXAHUA Yy Oemell ¢ MyKoSUCUUA030M

6 6ospacme 11—14 aem; %,

Table 4
Influence of genotype on lung function in children with cystic fibrosis aged 11 to 14 years; %W .
Fewotun Fpynna nw | 00B, | OXEN
| ) | Me (IQR) | M4 SD Me (IQR)
«TRKENbIAY 1 263 (85,7) 80,6 + 21,1 84,0 (30,0) 85,2+ 20,1 88,0 (26,0)
«MsirKuit» 2 44 (143) 86,1+22,8 89,0 (27,7) 88,8+229 92,6 (31,3)
P, 0,124 0,175
Mpumeuaniue: OPB, — 06bem hopcupoBaHHOTO Bbifoxa 3a 1-o cekyHay, GKEN - dopcuposarHas KusHeHHas eMkocTb nerkux; IQR — MHTEPKBAPTUbHbIA pasMaX.
Tabauua 5

Bauanue zenomuna na noxasameau yynxuuu enemnezo 0vixanus y demeii

¢ mykoeucuudosom15—18 aem; %,

Table 5
Influence of genotype on lung function in children with cystic fibrosis aged 15 to 18 years; %m .
Feworun Tpynna nw | 00B, | OXEN
| M£SD | Me (IQR) | M4SD Me (IQR)
«TsKenblity 1 116 (78,9) 78,24268 79,5 (41,8) 84,8217 87,0 (32,3)
MKty 25 31 21,) 92,0+266 95,0 (36,0) 97,4+ 221 100,0 (24,0)
Pi, 0,007 0,006

Mpumeyarme: OGB, — ofbem hopcuposaHHOTo Bbifoxa 3a 1-o cekyHay; GKEN - dopcuposarHas xusHeHHas eMkocTb nerkux; IQR — MHTEPKBaPTUNbHbIA pasMaX.
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Puc. 3. [Noka3zarenu o6bema hopcrpoBaHHOTO Bbioxa 3a 1-10 cekyHy (Me, %) y neteit ¢ MyKOBUCLIMIO30M B pa3IMUHbIE BO3PACTHBIE MEPUOIbI
IMpumMeuaHue: cuHsis MyHKTUPHAas TMHUSE — Me roka3zaresis oo0beMa GopcupOBaHHOTO BbIIOXa 32 1-10 CEKyHy B 00Leil rpymie aeteit 6—18 et ¢ «Msarkumu» reHo-
TUINIAMU; KPacHasi MyHKTUPHas TMHUST — Me nokasaresist 06bemMa (hopcpoBaHHOTO BbI0OXa 3a 1-10 CEKyHy B 00LIeil rpyrnre aeteii 6—18 et ¢ «TsKeJIbIMU» FeHOTH-

namMu.

Figure 3. Forced Expiratory Volume in one second (Me, %) in cystic fibrosis children in different age periods
Note: blue dashed line — Me of forced expiratory volume in one second in the general group of children 6 — 18 years old with “mild”genotypes; red dotted line — Me of
forced expiratory volume in one second in the general group of children 6 — 18 years old with “severe” genotypes.
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Puc. 4. ITokaszarenu ¢hopcUpOBaHHOI KU3HEHHOM eMKOCTH Jierkux (Me, %) y neTeii ¢ MyKOBHUCLIMIO30M B Pa3IUYHbIE BO3PACTHBIE MIEPUOIBI
[Mpumeuanue: cuHsIsl MyHKTUPHAs IMHUSL — Me (hOpCUPOBAHHOI XKM3HEHHON EMKOCTH JIETKKX B 0011Ieit rpyre neteid 6—18 JeT ¢ «MSIrkuMu» reHOTUIIaMU; KpacHast
MYHKTUPHAsI TMHUS — Me GopCcupOBaHHOI XKU3HEHHOW eMKOCTH JIETKHMX B 00111eil rpyrre aeteil 6—18 J1eT ¢ «TsKeabIMU» TeHOTUIIAMU.

Figure 4. Forced vital capacity data (Me, %) in cystic fibrosis children in different age periods

Note: blue dashed line — Me of forced vital capacity in the general group of children 6 — 18 years old with “mild” genotypes; red dotted line — Me of forced vital capacity

in the general group of children 6 — 18 years old with “severe” genotypes.

CorylacHO MOJIYYeHHBIM pe3yJbTataM, B cTaplieM
noapocTkoBoM Bospacte (15—18 ner) nokasarenn OPB,
1 O®XKEJI ripu «TsKebIX» TeHOTUITaX OCTABAINCH 3HAYM -
TeJIbHO HUXe HOPMBI (TabJ. 5; puc. 3, 4). [1pu Hanuuumu
y AIIMEHTOB «MSTKOTO» TeHOTHITa okasate ®BJI Obuti
BBIIIIE TAKOBEIX B Bo3pacTte 11—14 J1eT 1 Tak ke CTaTUCTH-
YeCKH 3HAYMMO Pa3IMYaIMCh C TAKOBBIMU Y TIAIIMEHTOB
C «TsLKeNIbIMK» reHoTunamu (tabi. 5). [Mokaszarens ODB,
<70 %,,,, TPU «MSATKHX» TEHOTHIIaX OTMeYeH y 17,3 %
JeTeit, mpu «Tskenbix» —y 41,0 % (puc. 1, 2).

O6cyxaeHue

Chuxenue nokasareneit ODB, BripakeHO 06CTPYKTHB-
HBIM TUTIOM BEeHTWISIIMOHHBIX HApYIICHU, 00YCIOBICH-
HBIX 3aTPYIHEHUEM MPOXOXKAEHMS BO3AyXa IO IbIXaTe/Ib-
HBIM TMYTSIM BCJIEACTBUE a3pOAMHAMUYECKOTO COMMPOTUB-
neHus. [IpmauHBI HapyIIeHUST OpOHXUATBHOMN MIPOXOIH -
MOCTHU MOTYT OBbITh pa3HbIMU. Cpeyr OpraHNIeCKMUX IMpH-
YUH — pa3BUTUE NMepUOPOHXUATILHOTO (hrudpo3a, pyo110BOE
Cy:KeHUe 1 Ap., GYHKUIMOHAIBHBIX HAPYIICHUI — CIla3M
[JIAAKOI MyCKYIaTypbl OpOHXOB, YBETNUCHHUE KOJIMIECT-
Ba BSI3KOW MOKPOTHI B OpOHXaX, BOCHAJIMTEILHBIN OTeK
CJIMBUCTOU OPOHXOB, IKCIIMPATOPHbBIN KOJIJIANC MEJIKUX

OponxoB [15]. BeposiTHee Bcero, Mpu «TSIXKebIX» TeHOTH -
ax, B cBsi3u ¢ TeM, yro P BJI yxyaimranack ¢ Bo3pacToM 0e3
TEHJIEHIIMN K BOCCTAHOBJICHUIO, OBICTpee (DOPMUPOBATICH
OpraHmyeckue rnopaxeHusi OpOHXOB B paHHEM MOJIPOCT-
KOBOM BO3pacTe, MpU «MITKKX» TeHOTUIAaX U3MEHEHUsI
MOTYT COXPaHSITh (DYHKIIMOHAJIBHBIN XapaKTep 1 CII0C00-
HOCTh K BOCCTAaHOBJICHUIO.

B uccnenoBaHuy He yUUTHIBAIUCH (PAKTOPHI, KOTO-
pBle MOTJIM OKa3aTh BiausHre Ha @B/, Takue KaK HyTpu-
TUBHBIN CTaTyC, XpOHWYecKass MH(MEKIINsI, BhI3BaHHAS
Pseudomonas aeruginosa, HemOCTaTOYHOCTh MOIXKETY-
IOYHOM XeJjie3bl, caxapHblii 1uabdet [16]. Kpome Toro,
MOKa3aHa BO3MOXHOCTb HeJIMHeiHoro cHuxenns OPB,
npu MB [3].

ITpomeMOHCTPUPOBAHO HETaTUBHOE BIWSIHUE Bapy-
anToB reHa CFTR I u Il knaccoB Ha ®BJI [17]. OnHa-
KO BKJIad «MITKux» BapraHtoB CFTR B ®BJI ocraercst
HeusydyeHHBIM. Hammpumep, B uccnenoBanuu G.J. Leung
(2019) ckopoctb cHmkenus ODB, y neTeii ¢ «MATKUMN»
TEHOTUIIaMU OblJIa COMOCTaBUMAa C TAKOBOI y HOCUTEei
F508del B roMO3UTOTHOM COCTOSTHUU, a y B3POCJIbIX Ma-
LIUEHTOB C «MSITKUMM» TEHOTUTIAMH OTMeUcHa 0oJiee H13-
Kas CKopocTh cHuxeHuss ODB, B cpaBHeHMM ¢ TAKOBOM
y Hocuteneit F508del B romo3urorHoM coctosiiuu [18].
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IMonyuenHsle naHHbIe 0 cHIKeH @ BJI B moapocTKo-
BOM BO3pacTe MMeIOT ocoboe 3HaueHue. [1o pesyabraram
uccinenoBanus T.GLiou et al. (n = 20 664) mokazaHo, 4TO
MakcuMabHoe cHkenne O®B, Habmonanock y noa-
pocTtkoB ¢ MB B Bospacte 14—15 jet [19]. [IpoBeneHHoe
HCCIIeIOBaHWE M TaHHBIE JIUTEPATYPhl CBUICTEILCTBYIOT
0 HEOOXOIMMOCTH COBEPIICHCTBOBAHMS IIPOrpaMM Ha-
OJII0[ICHUS MAILMEHTOB B MOAPOCTKOBOM BO3pacTe.

3aknioyeHue

ITo pe3ynabTaTam aHajiM3a perucrtpa nauueHToB ¢ MB
YCTaHOBJIEHO Clieaylolee:

* mnokasarenu O®B, y neTeii ¢ «TsKebIMU» TEHOTUITAMU
B Bo3pacTe 6—10 JjieT ObLIM CTATUCTUYECKM 3HAYMMO
HUXKE, YEM Y CBEPCTHUKOB C «MSTKUMK» TEHOTUITAMMU;

* yAeTell KaK C «TSKeJIbIMU», TaK U C «MSITKUMU» Te€HO-
TUIIAMU B paHHEM IMOJAPOCTKOBOM IMepuoje Hadaoaa-
JIOCh CHMZKEHUE TTI0Ka3aTeeil O(I)B1 u ®XKEJI. Onnako
B Bo3pacTte 15—18 et mpu «MsITKUX» TeHOTHUITaX ITOKa-
3atesin ®BJI ObIIM BBILLIE ITO CPABHEHUIO C TAKOBBIMU
B 11—14 net. I1pu «TsKeIbIX» TEHOTUITAX MOKA3aTEIN
@B/l B Kaxmoii ITOCIeayIoIIeil BO3paCTHON TpyIIIe
CHIKAJIUCh.

ITo pe3ynbraTaM ucciaenoBaHus mokazaHa HEOOXOIM -
MOCTb PETYJISIPHOTO AMHAMUYECKOTO HAOI0IeHWS Taliy -
eHTOB ¢ MB ¢ perysipHbIM KOHTPOJIEM PECITUPATOPHOI
(GYHKLMM JIST CBOEBPEMEHHOM KOppeKlveil Tepariu,
B OCOOEHHOCTHU B IMOJAPOCTKOBOM BO3pacTe.
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