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Pesome

MykoBucuunos (MB) xapakrepu3syercs: mopaxeHHUeM MHOTUX OPraHOB, HO B OOJIBLIMHCTBE CJIy4aeB JOMUHUPYET MaTOJIOIUsI PECIIMPAaTOPHOTrO
TpakTa. ObI1ee urcio 60IbHBIX M B B TeueHMe MOCIIENHETO NeCATUICTHSI 3HAYUTEIBHO YBEJTMUMIOCH, BO3POCITH TAKKE JOJISI B3POCIIBIX MTAIUCH-
TOB M BBKMBAEMOCTb, YIy4YIIUIOCh KA4eCTBO XKU3HU 60abHBIX M B. Llebio ccienoBaHust SIBUIICS CPABHUTEIbHBIN aHAIN3 TIOKa3aTesIeil TeueHus1
MB y 60oibHBIX, MpokUBatoux B MockoBckoM perrone (MP) (MockBa u MockoBckast objiactb) u Pecriyoninke benapycs (PB) (MuHCcK 1 pervo-
HBI), a TAKXXe 00beMa MeAMKAMEHTO3HOTO JieueHus. Marepuaisl 1 MeTonsl. HacTosiiast pabora nmpencTasisieT co00it cpaBHUTEIbHBIN aHATN3 JaH-
HbIX TaureHToB ¢ MB, npoxusatommx B MP (n = 197) u PB (n = 110). AHaMHeCTHYeCKU OLICHUBAIUCh CJENYIOLIMEe KIMHUYECKUE TaHHbIE: XJ10-
PUIIBI TIOTA TIPY TIPOBEICHUM ITOTOBOTO TECTa, MUKPOOHBIN Teii3aX, HyTPUTUBHBIN CTAaTyC, OCTOXHEeHMs TeueHUus1 M B, mpoBoaumast Teparmus.
PesyabtaTsl. Beibopku obcnenoBaHHbIX 601bHBIX MB (7 = 307), nmpoxusaiouux B MB u PB, nmpakTiuecku He pa3nnyainch 10 YacTOTe BCTpe-
yaemoctu mytauuu F508del u CFTRdele2,3, cuHerHoiiHoit uHdekunu B rpymnmnax aereit, moxkasareasiM (yHKUMM JIETKMX, MOJIY U BO3PACTY
(mo 18 net). [IpumeHsIMCh eAMHBIE METOABI AMATHOCTUKU 3a00neBaHus (moToBbie TecTbl, JIHK-auarnoctuka). Paznuuust oTMeueHsI o 4actote
Staphylococcus aureus, Burkholderia cepacia complex, HeTyOepKyIe3HbIX MUKOOaKTepuit. OTMeueHbI 60siee HU3KUE TToKa3aTeau (HyHKIIMU JIETKUX
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OpM allbHbleé UCcnegoBaHuA

1Mo 00beMy (hOPCUPOBAHHOTO BhIIOXa 3a 1-10 CEKYHIY CpelM B3pOCIbIX, MpoxuBawimx B MP. ¥V nereit mosoxe 18 jer, mpoxkusatomux B8 MP,
OTMeueHO 0oJiee BLICOKOE 3HAaUe€HUEe MHAEKCA Macchl Tesa. LlMppo3 U MoiMo3Hblii pUHOCUHYCUT Yallle perucTpUpoBaIucCh cpeau xuteneil Pb.
3akimouyenue. Y 60ibHbIX M B, nipoxxuBatoiux B MP u PB, BbIsSIBIIEHBI CXOIHbBIE XapaKTEPUCTUKU 3T0POBbs. Pasinmuuii o mokasartesisiM, orpene-
JISTIOIIUM Ka4eCTBO U MPOIOKUTEIBHOCTD KU3HU pu M B, y neTeit 1 moapocTKOB 000MX PETMOHOB HE YCTAHOBJIEHO. 3aperiucTPUPOBAHbI pa3-
JINYMST B OTHOLLIEHUM LMPpO3a MeYeHHU, Moaumno3a u ocreonoposa. [IpumeHeHre amMOy1aTOpHOI TaKTUKU BeAEHUSI OOJbHBIX, TMUHAMUYECKOTO
HabmoneHus (1 pa3 B 3 Mec.) ¢ UCMOMB30BAHUEM COBPEMEHHBIX MHTAISIIMOHHBIX MYKOJIUTUUECKUX U MHTAISAIIMOHHBIX aHTUOAKTePUATbHBIX TIpe-
1apaToB AaeT BO3MOXHOCTb MOLIEPXKUBATh (DYHKIMIO JIETKUX U YacToTy Pseudomonas aeruginosa Tak xe, Kak U MpU BHYTPUBEHHOI aHTUOAKTe-

pMaJIbHOﬁ n FOpMOHaJTbHOP’I TE€paIriMu B YCJIOBUAX CTallMOHapa.

Kurouebie cioBa: mykoBucunaos, JJHK-nuarHoctrka, GyHKIMs BHEIITHETO AbIXaHHsl, TOTOBast poba, Pseudomonas aeruginosa, amoynaTopHas

ciryk06a, LIEHTP MYKOBUCIIMI03A.
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Abstract

The aim of this study was a comparative analysis of course and treatment of cystic fibrosis (CF) in patients living at Moscow Region or at Republic

of Belarus’. Methods. This was a comparative analysis of CF patients living at Moscow region (n = 197) or at Republic of Belarus’ (n = 110). The fol-
lowing clinical data were evaluated: sweat chloride test results if available, sputum microflora, nutritional status, complications of CF, and the cur-
rent treatment. Results. The patient samples did not differ in gender, age, and lung function and had similar rates of F508del and CFTRdele2,3 muta-
tions and Pseudomonas aeruginosa infection. Similar methods were used in both groups to confirm the diagnosis. The groups differed significantly

in prevalence of Staphylococcus aureus, Burkholderia cepacia complex, and non-tuberculosis mycobacteria infections. Adult patients living at
Moscow Region have lower forced expiratory volume for 1 sec compared to those living at Republic of Belarus’. CF patients younger 18 years of age
who lived at Moscow Region had higher body mass index that those living at Republic of Belarus’. CF patients living at Republic of Belarus’ had
hepatic cirrhosis and nasal polyps more often that those living at Moscow Region. Conclusion. CF patients living at Moscow Region and at Republic

of Belarus’ had similar health status. Children and adolescents from those regions did not differ in key parameters predicting life expectancy and qua-

lity of life in CF. The groups differed in the prevalence of hepatic cirrhosis and nasal polyps. Modern ambulatory management using novel inhaled

http:/ljournal.pulmonology.ru/pulm
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mucolytic and antibacterial agents, and regular follow-up every 3 months allow maintaining the lung functional status and P. aeruginosa infection
rate close to that of the patients managed with regular in-hospital intravenous antibacterial and steroid therapy.
Key words: cystic fibrosis, molecular diagnostics, lung function, sweat test, Pseudomonas aeruginosa, ambulatory management.
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MyxkoBucunno3 (MB) — Tsxemoe HaclIeACTBEHHOE
MoJIMopraHHoe 3abojieBaHue, OOYCIOBIEHHOE CHUCTEM-
HOUM mMCOYHKIIMENH 3K30KPUHHBIX Keje3. 3a Mociel-
HUE JECATUIETUS] JOCTUTHYTHI YCIIEXW B ITUArHOCTUKE
" JedyeHnu MB: 3HAUUTEIBPHO YBEIMUYMIIOCH HE TOJBKO
o011iee Yuciao OOJNbHBIX, HO U J0JIsSI B3POCIbIX MallUeH-
TOB, BO3pOCJIa BBDKMBAEMOCTb, YIYYIIUIOCH KauyeCTBO
ux xu3Hu [1]. Tlo gaHHBIM HAUMOHAIBHBIX PETUCTPOB
Poccuiickoit ®enepannu (PP®) u Pecniyommku benapych
(PB), B 2015 r. yucno 6onpHbix MB B MoOCKOBCKOM
pernone (MP) u Pb cocraBmiio 533 1 196, a monst B3poc-
JIBIX MMAllMEHTOB B KaxiaoM u3 Hux — 31,1 u 31,9 % coor-
BETCTBCHHO.

Matepuansl n metoabI

Hacrosimast paborta mpencrasisieT co0oii CpaBHUTEIb-
HBII aHaJIM3 TaHHBIX MalueHTOB ¢ M B, mpoxuBalonmx
B MP (MockBa u MockoBckas obnacte) (n = 197) u Pb
(MuHck u peruonsl) (n = 110) u moanucaBuIMx 106po-
BOJIbHOE MH(MOPMUPOBAHHOE COTJACUE IS Y4acTHs
B uccienoBaHuu. CpaBHEHUE TMPOBOAWIOCH MO KJIU-
HUKO-UHCTPYMEHTAJIBHBIM 1 JIAOOPATOPHBIM JTAHHBIM,
OoTBeYaIM TpeboBaHUsM EBporeiickoro perucrpa
oosnbHBIX MB!. [Tatmments! n3 Pb Habmonanucey Ha 0aze
YupexneHus 3apaBooxpaHeHus «3-s ['opomckas meT-
cKasl KJIMHUYecKast OonbHULIAa T. MuHcka», uz MP —
B Poccuiickom 11leHTpe MyKOBUCIIMIO3a Ha Oa3e oTaese-
HUST MyKoBuUcCLMI03a ['OCynapcTBEHHOTO OIOIKETHOTO
yupexXaeHus 3apaBooxpaHeHusT MOCKOBCKOI 00JacTu
«MoCKOBCKUIT 0071aCTHOM KOHCYJIbTaTUBHO-ANAarHOCTH-
YeCKUi LeHTp i neTeit» u MenepaabHOrO ToCymapcT-
BEHHOTO OIOIXETHOTO yupexnenusi «HayuHno-uccieno-
BaTEeIbCKUI MHCTUTYT MyJIbMOHOJOTUN» PeneparbHOro
MeIUKO-0rosiornueckoro areHTcTna. Jluarnos MB ycra-
HaBJIUBAJICS COTJIACHO €BPOIEUCKUM CTaHIapTaM [2].

AHaMHECTMUYECKHU OLIEHUBAIUCH CICAYIONINE KITUHU-
YyecKue NaHHbIe: XJIOPUIBI MOTa MPU MPOBEACHUM MTOTO-
BOT'O TeCTa, MUKPOOHBII Teli3ax, HyTPUTUBHBII CTaTyC,
ocnoxHeHus: TeueHus MB (MB-3aBucuMblii caxapHbIit
nrabeT, TMppo3 TeYeHU, Ha3adbHbIC TOJUIBI, KPOBO-
XapKaHbe U JIETOYHbIE KPOBOTEUEHMSI, IMU30/Ibl THEBMO-
TOpakca).

HytputusHsbiii ctatyc 0oibHbIX MB onieHuBanics
¢ momoibio nHIekca Mmacchl Tena (MMT) mo Kerene
(macca (kr) / poct (M)?) [3]. I1pu olLieHKe HyTPUTUBHOIO
cratyca (UMT) meteil ucronbp3oBajiach cUCTeMa Tep-
LIeHTWIel. 3a HOpMaJIbHbIe BETMIWHBI OBLTU TIPUHSITHI
3HAuUeHHUs B MHTEpBajie OT 26-T0 10 75-TO MEepLEHTUIIS.
LleneBbIM 3HaYeHUEM IJig OeTe M TOApPOCTKOB ¢ MB

I ECFS patient registry. Available at: attps.//www.ecfs.eu/ecfspr

SIBJISUTMCH TIOKA3aTe M, COOTBETCTBYIOIINE HOPMATbHBIM
udpam 1 310pOBBIX AeTeit TeX ke IMojia U Bo3pacTa —
50-i mepueHTUIb [4]. s oleHKU moKasaTesiell pocTa
U MaccChl IeTeli paHHEro Bo3pacTa (10 2 JIeT) UCHOJIb30-
BaJICSl MacCOpPOCTOBOM WHACKC ((hakTuyeckas macca /
naeajgbHas Macca 1o pocty u oy X 100 %)2.

CocrostHue (DYHKIIMM JIETKUX aHAJIM3UPOBAIOCH T10
rokasareso oobeMa (hOpcCUpOBaHHOTO BBIIOXA 32 1-10
cekyany (O®PB,). MccrengoBanus MpoOBOIUINCH B COOT-
BETCTBUU C KpuTepusiMu EBporeiickoro pecnmpaTopHO-
ro obuecTBa 1 AMEPUKAHCKOTO TOPAKaJIbHOTO OOIIe-
CTBa B TPYIIIIE IETE, CTIOCOOHBIX CACIATh bIXaTeTbHBII
MaHeBp TIPU MPOBEICHUN CITUPOMETPHUU.

I'enetnyeckne wuccnegoBanus reHa CFTR mpoBo-
nunck cormacHo KonceHcycy mo MB; crparerusi Mo-
JIEKYJISIpHO# muarHocTuku MB BKITIouasa HeCcKOJIbKO
sTtanoB [5]. Omnpenensnach ajieibHasE 4acToTa BCEX
OOHapYXEHHBIX MyTallMii, WACHTU(PUIMPOBATIACh CTE-
MEeHb TSKECTU TeHOTHUTIA (TS «TSDKEJIOTO» 00s13aTeIbHO
Hanmuue mytanuu [—I11 knacca, s «MsrKoro» — XoTst
661 1 myraumu IV-V kimacca).

YuuthiBaauch 00beM Tepanuu (HopHa30ii alb(da
U IPYTUMU MYKOJTUTUYECKUMM TIperiapaTamMu), aHTUOaK-
tepuaibHas tepanusi (ABT) — B 3aBUCUMOCTU OT MyTHU
BBEICHUS TMperapaTa, TOpMOHAIbHAS TepaIinsl, a TaKKe
MpreM OPOHXOJUTHYECKUX TperapaToB, MaHKpeaTuye-
CKUX (bEPMEHTOB M TIPENapaToB YPCOAE30KCUXOJIEBOM
KUCJIOTHI.

HccnenoBanue ogo0peHO JTOKAIbHBIM 3TUYCCKUM
KoMmuTeToM ['oCcymapCTBEHHOTO OIOIKETHOTO YYpexKIe-
HUs 3apaBooxpaHeHuss MockoBckoil obyactu «Moc-
KOBCKUI 00JJaCTHON KOHCYJbTaTUBHO-IUATHOCTHUYE-
ckuii neHtp g geteit» (ITporokosa ot 22.12.15 Ne 9)
U YUpexXIeHUsT 3ApaBOOXpaHEHUS «3-51 TOPOACKAs OeT-
cKasl KiIMHu4Yeckass 6oibHuULAa T. MuHcka» (ITpoTokon
ot 26.11.15 Ne 5).

Ha mepBoHauanpbHOM 3Tarie IMPOBOIWICS aHAIN3
COOTBETCTBUSI BHUAA pacCIpeleeHNus] KOTUYECTBEHHBIX
rokasarejieil 3aKOHy HOPMaJIbHOTO pacIipeeeHMsI,
KOTOPBII BBITIOJHSIICSI C WMCIIOJIb30BAHUEM KPUTEPUST
Ilanupo—Ywuika [6]. B 3aBUCUMOCTH OT COOTBETCTBUSI /
HECOOTBETCTBMSI BUAA paclipelesieHus aHaJu3upye-
MBIX TPU3HAKOB 3aKOHY HOPMAJbLHOTO paclpene/ieHusI
B pacyueTax MCIIOJTb30BaHbI ITapaMeTpUUECKre U Herapa-
METPUUYECKNE METOHBI OINMMCATCIIPHOM CTaTUCTUKM |[7].
KonuyecTBeHHbIE TTOKa3aTen UCCIeI0BaHUs MPeaCTaB-
JIEHBI MEIMAaHOW M pa3MaxoM, B cllydae HOPMaJbHOTO
pacripenieJieHus — CpeIHUM U CTaHAAPTHBIM OTKJIOHE-
HueM. CpaBHEHHE KOJIMYCCTBEHHBIX ITOKAa3aTeNIeil Tpo-
BOJMJIOCH C TIOMOIIBIO KpuTepusi MaHHa—YUTHU 11

2 IIporpammuoe obecieuenne WHO Anthro. loctynHo Ha: http.//www.who.int/childgrowth/software/en/; http.//www.who.int/growthref/tools/en/
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2 rpyni. s HOpMaJdbHO pacIpelesIeHHBIX BEIMYUH
UCTIONBb30Baicsl KpuTepuii CThloneHTa WM Yamua (s
HepaBHBIX Oucriepcuil) mis 2 rpymnmn. KadyecTBeHHBbIE
ITOKA3aTe/IN TIPEACTABICHB YacTOTAMU U TIPOIICHTAMM
B rpyrmax. [1pu nccienoBaHNY TaOIUIL COMPSIKEHHOCTH
HCIIONIb30BaJICI TOYHBIN KpuTepuii @uiepa. Bee pacue-
Thl MIPOBOAUJIUCH B CTaTUCTUYECKOM TakeTe R, Bepcus
3.4.2. Pe3ynbTaThl aHaiuM3a CYUTAIUCH CTATUCTUYECKU
3HaYUMbIMU TipHu p < 0,05.

Lenbro uccaenoBaHus SIBUJICS CPaBHUTEIbHBIN aHa-
JIu3 mokazaTesieil TedeHust MB y GolbHBIX, TTPOXMBaO-
mux B MP u PB, 1 o0beMa MeAMKaMEHTO3HOTO JICUEHUS.

opVII'VIHaﬂbeIe nccnenoBaHuaA

PesyntTathl U 06CYxAeHMe

B naHHOM McCIeI0BaHUM MPUHSIIN ydacThe MalueHThI
(n=307: 150 (48,9 %) xenuuH, 157 (51,1 %) MyXuuH),
npoxuBatome B MP (n = 197) u Pb (n = 110); u3 Hux
Ha ceromHsmHuii neHb xxuB 301 6oabHOI: 13 MP — 193,
n3 Pb — 108. Cpexnwuii Bo3pacT coctaBui 9,6 = 7,5 rona
(9,8 £8,3roma — u3z MP; 9,2 = 6,0 rona — u3 PB). Yucio
nanueHToB crapiie 18 jget cocraBumiio 46 (15,3 %) ueno-
Bek: 35 (18,4 %) — u3 MP u 11 (10 %) — u3 Pb. ITonoBoii
COCTaB B 3aBUCHMOCTH OT BO3pacTa CJICIYIONINIA: B TPYII-
ne no 12 yjet — 6e3 pasnuuuii B Bo3pacte; 13—19 jet —

Tabauua 1

Ocnoenbte nokasameau, ompaxcarnuiue opeanu3auuio nomMmouiu U nokasameau me4eHus Mylcoeucuudwa y 004bHBIX

Mockoeckoeo pecuona u Pecnybauxu beaapyce
Table 1

Main parameters of healthcare provision and cystic fibrosis course in patients living at Moscow Region

Mokasatenb ‘ MP

O6Lwee yucno, n 197
Cratyc 6onbHbIX:

* XMBbI 193

* ymepnu 4
Bo3pacr, roabl

M £ 8SD 98+83

Me (IQR) 7(9,8)
[lons naumenToB B Bo3pacte 2 18 neT, n (%) 35 (18,4)
Bospact ycTaHOBNeHUs AuarHo3a, rogbl:

M+ SD 1,840

Me (IQR) 0(1)
MekonueBbiii uneyc, n (%) 17 (9 %) n3 188

[lnarHo3 no HeoHaTanbHOMY CKPUHMHTY:
BCEro, n 107
13 HUX NO3NTUBHBIN, N (%) 101 (94,4 %)

Mpumeyanne: MP — Mockosckuit pervor; PB — Pecnybrika benapyce.

vs Belarus’ Republic

Xapaxmepucmurxa nomoeozo mecma 604bHbix MyKosucuuoozom Mockosckozo pecuona u Pecnyoauxu beaapyco

MNoka3atenb MP
XapakTepucTuka notoBoro Tecta-1

Yucno obcnenoBaHHbIX, N 177

TutpoBaHue 53 (29,9)

NpoBoaumocTb 124 (70,1)
XapakTepucTuka noToBoro Tecra-2

Yucno obcnesoBaHHbIX, N 63

TutpoBaHue 22 (34,9)

MpoBoanmocTL 41 (65,1)
YpoBeHb XnopuaoB noToBoro TecTa-1, Monb / n

Yucno usmepeHmit, n 173

TutpoBanne 100 + 28

MpoBoanmocTb 108 £19
YpoBeHb XNopKUA0B NOTOBOrO TecTa-2, Monb / N

Yucno nsmepenun, n 59

TutpoBaHue 89+ 25

MpoBoAMMOCTL 106 * 25

PB O6was rpynna p
110 307
108 301
2 6
9,2+6,0 96175
8(9,9) 7(1,5) 0,731
11 (10) 46 (15,3) 0,067
1,5£29 1,7£3,7
0(2) 0(1) 0,988
21 (19,1 %) 3 110 38 (12,8 %) n3 298 0,018
10 - <0,001
10 (100 %)
Tabauua 2
Table 2
Sweat test results in patients living at Moscow Region vs Belarus’ Republic
PB O6was rpynna p
<0,001
102 279
88 (86,3) 141 (50,5)
14 (137) 138 (49,5)
<0,001
38 101
36 (94,7) 58 (57,4)
2(53) 43 (42,6)
102 275
85+18 90£23 0,001
110£24 108 £20 0,825
33 101
87£18 88121 0,778
97 +20 (2 pts) 106 + 25 0,628

Mpumevanue: MP - Mockosckuit pernot; Pb — Pecnybnnka Benapych.
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80

Puc. 1. U3meHeHue xapaktepa
MHGUIMPOBAHUS peCIUpaTop-
HOTO TpakTa y OOJBHBIX MyKO-

0 / ~B- XpoHnyeckas MHdekums
60 —ﬁ@j Pseudomonas aeruginosa
50 / VIHTEpMUTTUPYIOLLAN MHDEKLMS

BUCIIUI030M B 3aBUCUMOCTHU

¥

OT BO3pacTa

Pseudomonas aeruginosa .
[Mpumeuanue: MRSA (methicillin-

MRSA resistant Staphylococcus aureus) —

¥4

METULIMUINH-YCTOMYMBBIH
S. aureus.

Hety6epkyneaHble MukobakTepum

0 / \
ol / \

13-16
Bospacrt, rogpl

17-20 21-24 2

Mpeo01agaoT My>KUnHBI; oT 20 JIeT — peobaaaaloT XKeH-
IMWHEI. MeKOoHMEeBBII mieyc otMmevaics y 38 (12,8 %)
obcnenoBaHHbIX: ¥ 17 (9 %) — uz MP, y 21 (19,1 %) —
u3 Pb (ta6m. 1).

HeoHaTtanbHbIll CKpUHUHT mpoBoauics y 107 ma-
HueHToB 13 MP, nonoxuteabHbIM OH okazajicsa y 101
(94,4 %). B PB (Mwunck, 1995 u 1996 tr., Mo mokasa-
HUSIM) HEOHATAIbHBIN CKPUHUHT TIpoBoamics y 10 6071b-
HBIX U Y BCEX OBLT MOJOXUTEIbHBIM. OXBaT TeHETUYE-
cknM mcciemoBanreMm coctaBwi 300 (97,7 %) cnydaes
B o6meit rpymire (190 (96,4 %) — 8 MP u 110 (100 %) —
B PB).

IToTtoBblit TecT B MP yaliie onpenessics ¢ TOMOIIbIO
MeToJla MPOBOAMMOCTH, B Pb — TuTpoBaHuem Kiaccude-
ckum metoaoM (p < 0,001) (tad. 2). CornacHo TpeboBa-
Husim EBpomneiickoro perucrpa um auarHoctuku MB,
TecT npoBonwiica aBaxasl 2 [2]. TonbpKo mpu mpoBese-
HUU 1-ro TOTOBOTO TECTa METOIOM TUTPOBAHUSI BBISIBIIC-
HBl Pa3INuMs TI0 YPOBHIO XJIOPUIIOB TTOTOBOTO TECTa
y nauureHToB u3 MP u Pb (p < 0,001). ITpu npoBeneHun
MOTOBOTO TeCTa METOAOM M3MEPEHUSI MPOBOAUMOCTU
pa3auyus Mo JaHHOMY II0Ka3aTello OTCYTCTBOBAJIM
(puc. 1). Crnenyer OTMETUTH, 4TO 00a METOma MpUMeE-
HSIIOTCSI COIVIACHO CTaHIapTaM ITMAarHOCTHKHU 3aboJieBa-
HUS.

Hons BeisiBieHHBbIX MyTauuit B reHe CFTR cienyro-
masi: obe MyTalu BBISIBJICHBI 256 (85,3 %) ciydasix
B o6ueit koropte (y 177 (93,2 %) GonbHbIx 13 MP u 79
(71,8 %) — u3 PB); 1 myrauus — y 33 (11 %) GoJabHBIX
(13 (6,8 %) n 20 (18,2 %) cnyuaeB B MP u Pb coorBet-

Mokasatenb MP

OXBart reHeTU4eckUM UccreaoBaH1eM 190 (96,4)
[lons BbIABNEHHbLIX MyTaLui:

02 177 (93,2)

o1 13 (6,8)

* 06e He BbIsIBNEHbI 0
F508del/F508del 88 (46,3)
F508del/He-F508del 72 (37,9)
He-F508del/He-F508del 30 (15,8)

F508del, annensHas Yactota

20

N \-\_ §
10 ~m~ Stenotrophomonas maltophilia
. " ./:>.d?%—|

25

Achromobacter spp. . .
2 Figure 1. Age-adjusted changes

in respiratory infection spec-
trum of patients with cystic
fibrosis

cTBeHHO). O6e MyTaumu He BeisiBlIeHB y 11 (10 %) nmanm-
eHToB 13 Pb, nockoabky B Pb Ha naHHBIIT MOMEHT orpe-
nessieTcs 8 4acThIX MyTauuit (Tabi. 3).

B o6eux rpymnmnax HauboJjiee 4acTo BCTpedyajach My-
tauuss F508del (p.Phe508del). AnnenpHasg vacTtoTta
cocraBwia 379 u3 600 (248 (65,3 %) n3 380 — B MP n 131
(59,5 %) u3 220 — B Pb). B roMO3UTrOTHOM COCTOSIHUU
mytauust F508del BoisiBieHa y 132 (44 %) nui oOiueit
rpyrnbl (B MP u PB maHHBIM TIOKa3aTenb cocTaBUI
88 (46,3 %) n 44 (40 %) cooTBeTCTBEHHO). B TeTepo-
3UTOTHOM cocTtosiHun MmyTtauust F508del ycraHoBieHa
y 115 (38,3 %) nauuentoB o6uieit rpymnmsl (B MP u Pb
TaHHBINA MoKa3aTeb coctaBuia 72 (37,9 %) n 43 (39,1 %)
cooTBeTcTBeHHO). MyTtauus F508del He BbIsiBIeHA
y 53 mauwmenTos (30 (15,8 %) u 23 (20,9 %) B MP u Pb
COOTBETCTBEHHO). Takum o0pa3om, paclpenaeieHne
yacToThl BeTpeuaemoctu mytanuu F508del He pasnuua-
JIOCh MEXIy CpaBHMBAaeMbIMU BBIOOpKAMU IAIlMEHTOB
u3 MP u Pb.

B 006eux BbIOOpKax oTMeYeHa OJMHAKOBasl yacToTa
BcTpeyaeMocTtu mytauu CFTRdele2,3 — Ha 2-Mm MecTe
nocie F508del. Mytanuu 2184insA u N1303K obHapy-
XKUBAJIUCH vale cpeau maunueHtoB u3 Pb (p = 0,002
u 0,042 coorBercTBeHHO). MyTtamus N1303K B mormysi-
uuu MP He mpeBwiumana 1,0 %. Myramus G542X
BBISIBJIEHA CO CXOJIHOM yacToToii Kak B MP, Tak u B PB.
OcranpHble MyTallMK, IPEACTaBICHHbIE B Ta0a. 4, B MP
BCTpevauch vaie, yeM B 1,0 % cityyaeB, HO He BCTpeya-
JINCh B BhIOOpKeE mpenactaButeneit Pb unu He onpenensi-
JIUCB.

Tabauua 3
Tenemuueckoe o6caedosanue nauuennos ¢ Mykosucuuoozom uzynaemuix epynn; n (%)
Table 3
Genetic testing of patients with cystic fibrosis; n (%)
PB ‘ O6was rpynna ‘ ]
110 (100) 300
79 (711,8) 256 <0,001
20 (18,2) 33
11 (10,0) 1
44 (40,0) 132 0,436
43 (39,1) 115
23(20,9) 53
131 (59,5) n3 220 379 3 600 0,188

248 (65,3) u3 380

Mpumevanue: MP - Mockockuit pervot; Pb — Pecnybnunka benapych.
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Tabauua 4

Anneavnas wacmoma mymauui 2ena CFTR (npeocmasaenvt mymauuu, écmpeuarouguecs ¢ wacmomou > 1,0 %
xoms 6ot 6 Mockoeckom pezuone uau Pecnybauxe beaapycs); n (%)

Table 4

Allele frequencies of CFTR gene mutations (mutations with frequency > 1.0 % either in Moscow Region

Myrauns | MP (n = 380)
F508del 248 (65,3)
CFTRdele2,3 23 (6,1)
2184insA 5(1,3)
N1303K 3(0,7)
G542X 5(1,3)
2143delT 13 (34)
3849+10kbC->T 6(1,6)
E92K 6(1,6)
W1282X 6(1,6)
1677delTA 4(1,1)
S1196X 4(1,1)
He ycTaHoBneHo 13 (3,4)

Mpumevanue: MP - Mockosckuit pernow; Pb — Pecnybnuka benapych.

XapakTepucTrKa MUKPOMIIOPHI IbIXaTeJIbHOIO TPaK-
Ta TipeAcTaBieHa B Tabin. 5. MHGULIUpPOBAHHOCTHL
S. aureus coctaBwia 130 (74,3 %) cnydaeB u3 175 00-
cienoBaHHbIX U3 MP, 66 (60 %) u3 110 — B Pb u 196
(68,8 %) u3z 285 — B oGuieir rpymnne. Mupuumupo-
BaHHOCTb METULIMJUTMH-YCTOMUMBBIM S. aureus (methicil-
lin-resistant S. aureus — MRSA) cocrasuia 29 (15,9 %) ciy-
yaeB B obO1eit rpynne, 8 (72 %) — 8 MP u 21 (19,1 %) —
B PBb. Xponuueckas nHUUIMPOBaHHOCTL Pseudomonas
aeruginosa cocraBuia 76 (26,7 %) u3 285 ciayyaeB
B obuieit koropre, 43 (24,6 %) u3 175 u 33 (30,9) us
110 — B MP u Pb cootBeTcTBeHHO. MITHTEpMUTTUPYIO-
it BeiceB P. aeruginosa otmedancs y 54 (18,9 %) nauu-
€HTOB, UTO cocTaBisio 28 (16 %) u 26 (23,6 %) GONBHBIX
u3 MP u Pb cooTBeTCTBEHHO.

Burkholderia cepacia complex Boinenena 'y 12 (7,2 %)
i u3 MP u 1 (0,9 %) 6ombHOTO U3 PB, 9TO cocTaBmiio
13 (4,7 %) cinyyaeB B oOliueii rpymie, MHOUIMPOBAH-
HOCTb Stenotrophomonas maltophilia — 8 (2,7 %) cnydaeB

or in Belarus’ Republic are given); n (%)

PB (n = 220) | Obuanrpymna(n=600) | p
131 (59,5) 379 (63,2) 0,188
14 (6,4) 37(6,2) 0,862
13 (5,9) 18 (3,0) 0,002
7(3.2) 10 (1,7) 0,042
5(2,3) 10 (1,7) 0,510

He onpepensnacb 13 (2,2) -
0 6(1,0) 0,091

He onpepensnacb 6(1,0) -
0 6(1,0) 0,091

He onpepensnacb <1,0% -

He onpegensnacb <1,0% -

42 (19,1) 55(9,2)

B obweii rpymme (7 (3,8 %) u 1 (0,9 %) 6oabHbIX 13 MP
u Pb cootrBercTBeHHO). Achromobacter spp. BblAcIeH
y 7 (3,9 %) manuenToB u3 MP, 3 (2,7 %) — u3 PB, uto
cocraBuiio 10 (3,5 %) ciydaeB B o0l11ieit rpyrIe.

HenceBnoMoHamHOM TIpaMOTpULIATENILHON (IIOpOit
uHbumponanbl 19 (6,5 %) obcnenoBaHHbIX: 9 (4,9 %)
u 10 (9,1 %) uz MP u PB cooTBeTCTBEHHO.

Hetyb6epkyne3Hble MUKOOAKTEPUH BBISIBJICHBI Y 2 TIa-
uueHToB M3 MP, yto cocraBmio 1,3 % oOuiero yucia
u 4,5 % — u3 uucina obcienyeMbix 3 MP. Mccrneno-
BaHUE Ha HaJu4ue HETyOepKyJe3HBIX MHKOOAKTepUid
B Pb He mpoBoAUIOCH.

[Ipu olieHKe MUKPOOMOIIOTMYECKOTO CTATyCa PeCTu-
paToOpHOro TpakTa OTMEYEHO BO3pacTaHHWE YaCTOThI
BBICEBA TPaMOTPUIIATEIbHOM (DJIOPBHI C YBeIMYCHUEM
BOo3pacTa OOJBHBIX, TaKXKe OTMEUYeHa Bemyllas OIS
nHpumupoBanHoctu P. aeruginosa (cM. puc. 1). B 06-
et rpymnmne OTMEeYaeTcsi MOBBIIIEHUE XPOHUYECKOTO
MHOUIIMPOBAHMUS TaHHBIM MUKPOOPTaHU3MOM C BO3-

Mukpoobuoaoeuneckuii cmamyc 60.16HbIx MyKogucuyudozom ¢ Mockosckom pecuone u Pecnybauxe beaapyco; n (%)

Microbiological status of patients cystic fibrosis with living at Moscow Region vs Belarus’ Republic; n (%)

MNokasatenb ‘ MP
Staphylococcus aureus 130 (74,3) 3 175
MRSA 8 (11,1) u3 72
Pseudomonas aeruginosa:

* XPOHUYECKoe MH(ULIMPOBaHMe
* MHTEPMUTTUPYIOLLMIA BbICEB
Burkholderia cepacia complex

43 (24,6) 3 175
28 (16) u3 175
12 (7,2) w3 166

Stenotrophomonas maltophilia 7(3,8) n3 183
Achromobacter spp., % 7(3,9) 3179
HencesgomoHagHas rpamoTpuuatensHas ¢nopa, % 9 (4,9) n3 183
HetybepkynesHble MukobGakTepun 2 (4,5 n3 44

Tabauua 5
Table 5
PB O6was rpynna ‘ p

66 (60) u3 110 196 (68,8) u3 285 0,013
21 (19,1) u3 110 29 (15,9) 0,214
33(30,9) 3 110 76 (26,7) u3 285 0,337
26 (23,6) 3 110 54 (18,9) u3 285 0,122
1(0,9) u3 109 13 (4,7) u3 275 0,018
1(0,9) u3 109 8(2,7) u3 292 0,266
3(2,7) 3 110 10 (3,5) 13 289 0,747
10 (9,1) 3 110 19 (6,5) u3 293 0,220
0u3 110 2 (1,3) u3 154 0,080

Mpumeyanue: MP — Mockosckuit pervon; PB — Pecny6niuka benapyce; MRSA (methicillin-resistant Staphylococcus aureus) — MeTUUUNNNH-YCTORMBBIA S. aureus.
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Puc. 2. U3meHeHue xapakrepa
MH(ULPOBAHMS peCIpPaToOp-

~B- XpoHu4eckas nHpekuns
HOTO TpaKTa 00JIbHBIX MYKO-

Pseudomonas aeruginosa

BUCLUI030M MOCKOBCKOTO
—&= [HTepMUTTUpYIOLLas MHDEKLMA

pE€ruoHa B 3aBUCUMOCTHU OT

Pseudomonas aeruginosa
BO3pacTta

—# MRSA [Mpumeuanue: MRSA (methicillin-

13-16
Boapact, rogl

17-20 21-24

pacta 0—4 et ¢ JocTUXKEHUEM MUKa B Bo3pacTte 5—8 JieT,
mwiato 10 9—12, 3ateM pe3koe cHMXeHue K 13—16
U TIOCTETICHHOE TIOBBIIIEHWE C TOCTVKEHUEM HOBOTO
ImMKa B Bo3pacTe crapiie 25 ier. KaptmHa MHTepMUTTH -
pymoliero BbiceBa P. aeruginosa pOTUBOIMOJIOXHA XPO-
HUYECKOMY BBICEBY: IIOCTENIEHHOE CHIUKEHHE ¢ BO3pacTa
0—4 roma K Bo3pacty 5—8 JeT, 3aTeM BHOBb IOJBEM
B Bo3pacTe 9—12 JieT ¢ JOCTUKECHUEM YCTONIMBOM MO
WHTEPMUTTUPYIOLIel uH(eKIuu 1o Bo3pacta 17—20 net
Y TIOCTETIEHHOE CHIDKEHME C YBEJIMYeHNEM BO3pacTa.

B rpynne manuenTtoB uz MP oTMeuaeTcs HU3KUIA
YPOBEHb XPOHWYECKOI MHGUIIMpOBaHHOCTU P. aerugi-
nosa B Bo3pacte ot 0 10 4 jeT, 10 8 JeT — MOCTeNeHHOoe
yBeJIMYEHUE, PE3KUi TOAbEM U MOCTHKEHHE TEPBOTO
MmiKa — K 16 rogam, 3aTeM HEKOTOPOE CHMKEHUE K BO3-
pacty 21—24 roma, 3aTeM BHOBb PE3KMil IOTBEM M JOCTH -
JKeHMe HOBOTO TIMKa B Bo3pacTe crapiie 25 jeT (puc. 2).
NuTtepMuTTUpytomnii BeiceB P. aeruginosa B Bo3pacte
0—4 rona siBnsieTcst HAMOOJBIITNM M3 BCEX MCCIIEAYeMbIX
MHKPOOPTaHW3MOB; TAHHBII TOKa3aTejlb HECKOJIbKO
yBeJIMUMBAeTCsI K 5—8 romam, 3aTeM MOCTETIEHHO CHIKA-
ercsa U B Bo3pacte 17—20 jiet ctpeMuTcs K Hymo. B Bo3-
pacte 21—24 j1eT MHTEpMUTTUPYIOLIUI BbiceB P. aeru-
ginosa TOBBIIIACTCS W CPaBHUBACTCS C XPOHUUYECKUM
BbIceBOM, gocturas 40 %; 3aTeM BHOBb CHIKaeTcs. CHU-
KEHUE WHTEPMUTTUPYIOIIETO BBbICEBA M IOBBIIICHUE
XpPOHWYECKOTO WH(MUIINPOBAHUSI CBSI3aHO, BEpOSTHEE
BCETO, C TEPEeXOIoM WHTCPMUTTHpPYIONICH MHMEKIINN
B XPOHUYECKYIO.

NubunupoBanue MRSA orMeuaercsi ¢ Bo3pacra
5—8 et ¢ mukamu B 9—12 n 17—20 net. [logooHast nmHa-
MHKa OTMeEYacTCs ¢ WHGHUIHMpoBaHUEM Stenotropho-
monas maltophilia ¢ TIOCTETIEHHBIM TTOABEMOM 10 THKa
B 17—20 et ¥ mocTeneHHbIM CHUXKEHUEM.

9
QOA7

resistant Staphylococcus aureus) —
METULMJIUIMH-YCTOUYUBbIN

S. aureus.

Figure 2. Age-adjusted changes
in respiratory infections in
patients with cystic fibrosis

at Moscow Region

—- HetybepkyneaHble MukoGaktepum
Achromobacter spp.
~=- Stenotrophomonas maltophilia

WHpummpoBaHHOCTh HETYOEPKYIE3HBIMU MUKOOAK-
TepUsIMM OTMEUYeHa ¢ Bo3dpacTa 9—12 jeT ¢ nmoabeMoM
U JOCTMKEHUEM ILIaTO K Bo3pacty 13—16 yer. C Bo3pac-
Ta 17—20 JIeT IPOMCXOIUT pe3Koe CHIKEHUE W JOCTUXKE-
Hue 0 % x Bospacty 21—24 roma, 4YTO CBSI3aHO
C TSDKECThI0O MH(EKIIMOHHOTO ITIpoliecca, BHI3BAHHOTO
JTAaHHBIMY MUKPOOPTaHNU3MaMHU.

MuKpoOHOIOTHIECKMI TTPOMUIL TPYIIIIH MalleH-
toB U3 Pb umeer psan ortnuuuit (puc. 3). Ormevaercs
MMOCTENEHHOE YBEIMUCHIE XPOHMIECKOTO MHOUIIMPOBA-
Hust P. aeruginosa 1o Bo3pacta 13—16 net, 3aTeM — pes-
KU1 TOMbeM M TOCTMKEHME TTUKa K Bo3pacTy 17—20 er,
3aTeM — IIOCTeNeHHOe CHIDKeHue. MHTepMUuTTHpyo-
muit BeiceB P. aeruginosa B Bo3pacte 0—4 roma B mpo-
IICHTHOM OTHOIIICHWU 0OoJjice YeM B 2 pasa BBIIIEC, YeM
B Tpy1mmne 0oiabHbIX U3 MP, 3aTem ero ypoBeHb IOCTe-
MEHHO CHMXKAETCs U JOCTUTAET YCTOMUMBOM J0au ¢ 13—
16 ner. MaduuumpoBanHocTh MRSA moBTOpsieT Tako-
BYIO B rpymnre 60JbHbIX U3 MP.

WNHpunmpoBaHHOCTh HETYOEPKYJIE3HBIMU MUKOOAK-
TepUSIMU He OTMeUYeHa, a UH(PUIUPOBAHHOCTD Stenotro-
phomonas maltophilia ycraHoBjleHa JWIIbL B BO3pacTe
9—12 mer.

IIpu omeHke (GYHKIMU BHEITHETO IbIXaHMS ITOKa-
3aHO, 4To cpenHue nokasatenau ODB; B rpymme cocra-
BN 75 £ 26 %0nx. (72 £ 27 1 80 + 22 % — y manveH-
T0B 13 MP u Pb coorBerctBeHHO (p=0,029) (Tabm. 6).
Takoe pazaumyme TOCTUTHYTO 3a cueT OosbIneit (B 1, 8
pasza) D01 B3pOCHBIX U3 monyasaiuuu MP (cM. Ta6m. 1;
p = 0,067), y KOTOpBIX 3a00JIcBaHNE HOCUT OOJIee TSKe-
JIBII Xapakrep.

B Bo3pacrte mo 18 mer mokaszatenu (yHKIIMM BHEII-
Hero npixanus (OMB;) B cpaBHMBaeMbIX permoHax Obl-
J cooTBeTcTBYommMu: > 70 % — y 74,7 % mmu us MP

80

Puc. 3. U3meHeHue xapakrepa

XpoHuyeckas uHdekuns MHOULIMPOBAHUS pecriipaTop-

70

60

Pseudomonas aeruginosa HOTO TPAKTa GOIBHBIX MYKO-
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resistant Staphylococcus aureus) —
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HetybepkyneaHbie MukobakTepum

30
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opVII'VIHaﬂbeIe nccnenoBaHuaA

Tabauua 6

Pecnupamopnas yynkuus y 6046Hb1x MYKOGUCUUOO030M O OAHHBIM CRUPOMEMPUU
(nokazameav o6sema ghopcuposannozo evtooxa 3a 1-ro cexyrnoy)

0¢B|, %nonx. ‘ MP (n = 108)
CpenHee £ SD T2£27
Meawuana (IQR) 76 (41)

Mpumevanue: MP - Mockosckuit pernot; Pb — Pecnybnnka benapych.

Cocmosanue HympumugHo2o cmamyca no 0aHHbIM nepyenmu.ieli uHoexca maccol meaay demeii om 2 0o 18 aem

MP (n = 148)
451312

WMT, nepueHTtMnb

CpepgHee £ SD

Table 6
Respiratory function (forced expiratory volume for 1 sec) in patients with cystic fibrosis
‘ PB (n = 65) ‘ O6was rpynna (n = 173) ‘ p
80 22 7526 0,029
82 (27) 79.(39)
Tabauua 7
Table 7
Nutritional status (body mass index percentiles) in children 2 to 18 years of age
‘ PB (n=97) ‘ O6was rpynna (n = 246) ‘ p
36,9 29,1 41,8 30,6
30,1 (11,5; 60,6) 37,9 (14,2; 67,6) 0,05

40,4 (15,9; 69,8)

Mpumevanue: MP - Mockosckuit pernot; Pb — Pecnybnnka benapych.

u 74,1 % — u3 Pb; 41-70 % — y 21,3 u 22,2 % u3 MP
u Pb coorBerctBeHHO; < 40 % — y 4 % NalueHTOB U3
MP u 3,7 % — u3 Pb.

Y B3pOCTBIX JaHHBIE HECKOJBKO pa3IMJaliiCh. Tak,
nokasaresib O®B, > 70 % ormeued y 9,1 % nuu uz MP
n 54,5 % — u3 PB; 41-70 % — y 54,5 60oabHbIX 13 MP
n 36,4 % — n3 Pb; < 40 % —y 36,4 % nauuentoB u3 MP
n 9,1 % — wu3 Pb. PasHuiia oGyciioBlieHa pa3TuIHbIM
YHCIIOM B3POCJIBIX B BEIOOPKaX.

HyTpuTuBHBII cTaTyc OLIEHUBAJICS B TpyIIIe AeTei
U TIOAPOCTKOB OT 2 1o 18 jer (taba. 7). MenuaHa rep-
uentuiss UMT cocrasuia 40,4 (15,9; 69,8) y nui us
MP n Oblna BblllIe TaKOBOI y mauneHToB U3 Pb — 30,1
(11,5; 60,6) (p = 0,05).

Teuenue MB ocoXHsIIOCH alyiepruyecKuM OpOHXO-
JIeTOYHBIM acriepruie3oM y 5 (1,7 %) manueHToB 13
o6weit rpymibl 1 2 (1,1 %) nauueHToB u3 MP, KoTopblii
y 6osbHBIX U3 Pb He Obl1 auarHoctupoBaH. MB-acco-

MeauaHa (Qzs; Qzs)

LIMUPOBAHHBIN caxapHbIil [uabeT ObUT TUAarHOCTUPOBAH
y 2,4 % nanueHToB 00111eil BHIOOPKH, 6 (3,2 %) 0OIbHBIX
3 MP u 1 (0,9 %) — uz Pb. [THeBMoTOpakc pa3Buics
y 2 (1,1 %) mauuentoB u3 MP, uto coctaBuio 0,7 % ciy-
yas B 0011Ieli TpyTITe.

Luppo3 meyeHU C MOpTaIbHON TUIlepTeH3UEit /
TUIIEPCTUIGHU3MOM BBISIBIIEH ¥y 5 (2,7 %) manueHTOB
u3 MP u 5 (4,5 %) — u3 Pb. Teuenne MB ocioxHu-
JIOCh IIMPPO30OM TIeYeHU 0e3 MOpPTaTbHON TUTIEPTEH-
3un / runepcruienusma y 10 (5,4 %) nauuenroB uz MP
u?2 (1,8 %) —u3 Pb.

Jlerounoe kpoBoTeueHME OTMEUEHO y | TanMeHTa u3
MP, uto cocraBuiio 0,3 % o61ieit Koroptbl. OcTeonopos
ormeuascsa y 11 (24,4 %) nuu u3z MP, 4yro cocraBuiIo
7,1 % o6meit rpynmbl (B PBb TakoBoit He BBISBIISLICS).
[Monuio3 BepXHUX ABIXATEIBHBIX MyTeil pa3Buics B 48
(16,1 %) cayuasix — y 25 (13,3 %) 60nbHBIX 13 MP 1 23
(20,9 %) — u3 Pb.

Tabauua §
Ocaoxcnenus mykosucuudosa é usyuaemwix epynnax; n (%)
Table &
Complications of cystic fibrosis in patient groups; n (%)
Mokasatenb MP PB ‘ OGwas rpynna ‘ p
Annepruyeckuii GpOHXONEroYHbIN acneprunnes 2(1,1) n3 185 0u3 110 5(1,7) n3 295 0,531
CaxapHblii AnabeT MHCYNNHO3aBUCUMBIIA 6 (3,2) u3 187 1(0,9) u3 110 7(2,4) n3 297 0,266
lHeBMoTOpaKc, noTpeboBaBLLMiA APEHUPOBAHNS 2 (1,1) n3 187 0u3 110 2(0,7) n3 297 0,532
Liuppo3 neyenu:
* C MopTanbHOW runepTeH3ued | runepcnneHn3Mom 5(2,7) 5(4,5) - <0,001
* 0e3 nopranbHOiA rMnepTeH3um | runepcnneHu3ma 10 (5,4) 2(1,8) -
MopaxeHue neyeHn 6e3 Lmpposa 9(4,8) 29 (26,4) -
Jlero4Hoe kpoBoTeyeHNe 1(0,5) n3 187 0u3 110 1(0,3) 3 297 >0,99
OcTeonopo3 (HM3kas KOCTHas Macca) 11 (24,4) n3 45 0 u3 110* 11 (7,1) u3 155 <0,001
Monunos BepXHux AbIxaTenbHbIX NyTen 25 (13,3) n3 188 23 (20,9) m3 110 48 (16,1) n3 298 0,102
OneKTponuTHbLIE paccTporcTea 9 (4,6) n3 197 3(2,7)u3110 12 (3,9) n3 307 0,548
Hanuuue oHkonoruyeckoro 3abonesaHus 1(0,5) u3 187 0u3 110 1(0,3) u3 297 >0,99

Mpumevanue: MP - Mockosckuit pervot; Pb — Pecnybnunka benapych; * - B Pb geHcutomeTpus He npoBoguTes.

Note. *, densitometry was not done in Belarus” Republic.

http:/ljournal.pulmonology.ru/pulm
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Bup tepanum MP
[MnepToHnYeckuit pacTBop HaTpus xnopuaa 139 (74,7) n3 186
ABIN:

* WMHranfiLMOHHbIE 79 (42,5) n3 186

* BHYTPUBEHHbIE 67 (36) n3 186

* nepoparnbHble 152 (81,7) u3 186
BpoHxogunararopbl 103 (55,4) n3 186

» urkC 33(17,7) n3 186

+ clKC 9 (4,8) n3 186
[lopHasa anba 178 (95,2) n3 187
A3UTPOMULIMH B CyGUHTMOMpYtoLel fo3e 39 (21) u3 186

Ypcope3okcuxoneBas kucnora
MaHkpeaTnyeckue hepmMeHTbI
XupopacTBopuUMble BUTaMUHbI
Knnesutepanus

185 (98,0) n3 187
170 (91,4) n3 186
180 (96,8) n3 186
153 (82,3) n3 186

Tabauua 9

Cpasnumeabnas xapaxmepucmuxa noayuaemoi mepanuu 6 uzyvaemoix epynnax; n (%)

Table 9

A comparison of therapies in groups; n (%)

PB ‘ O6was rpynna ‘ p

30 (27,5) uz 109 169 (57,3) u3 295 < 0,001
22 (20) 3 110 101 (34,1) u3 296 <0,001
77 (70) u3 110 144 (48,6) u3 296 < 0,001
94 (85,5) 3 110 246 (83,1) na 296 0,428
64 (58,7) n3 109 167 (56,6) n3 295 0,627
45 (40,9) u3 110 78 (26,4) u3 296 < 0,001
15 (13,6) n3 110 24 (8,1) n3 296 0,014
12 (10,9) 3 110 190 (64) u3 297 <0,001
32 (29,1) u3 110 71 (24) n3 296 0,123
103 (93,6) 3 110 288 (97) u3 297 0,015
109 (99,1) u3 110 279 (94,3) n3 296 0,004
110 (100) u3 110 290 (98) 13 296 0,088
110 (100) n3 110 263 (88,9) n3 296 <0,001
013110 7 (2,4) n3 296 0,049

Knucnopopotepanus 7(3,8) n3 186

Mpumeyane: MP — Mockosckuit pervon; PB — Pecny6nika benapyce; ABI - anTubakTepuansHble npenapartsl; uKC — urransumonHble; cIKC — cucTemHble rioKoKOpTUKOCTEPOUAI.

DJIeKTPONIMTHBIE pacCcTpoiicTBa BhIsIBIEHBI Y 12 (3,9 %)
MaLueHTOB U3 obuieit rpynisl, 9 (4,6 %) xureneit MP
u3 (2,7 %) — Pb (tabmx. 8).

Y nauuentoB ¢ MB mnpoBomutcs MaccuBHas
Tepanusi: uHransuuoHHasi, AbBT, depmeHTamu, BuUTa-
MHUHAMM, KWHE3WTepanus, Tepamnus OCIOXHECHUN
(Tabma. 9).

WHransaiyuoHHas Tepanusi TMIIEPTOHUYECKUM pac-
TBOPOM XJIOpUIA HaTpusi mpoBomwiack y 169 (57 %)
nanueHToB obueit rpymmnel: 139 (74,7 %) — u3s MP,
30 (27,5 %) — w3 PB (p < 0,001). JopHasy anbta mojy-
yaiu vamie 6osbHbie MP (95,2 %), yem PB (10,9 %)
(» < 0,001). BpoHxomuiataTopbl MPUMEHSITUCH Y 167
(56,6 %) obcnemyemeix (103 (55,4 %) — u3s MP u 64
(58,7 %) — u3 PBb). Tepanuio WHrajassiMOHHBIMU
(uI'KC) / cuctemupimu (cI'KC) rimoKoKOpTUKOCTEpOU-
namu orygamu 78 (26,4 %) / 24 (8,1 %) marmieHToB:
33(17,7 %) / 9 (4,8 %) — u3 MP (45 (40,9 %) (Bxiiouast
HazanbHbie [KC), 15 (13,6 %) — u3 MP u Pb (p < 0,001
u p = 0,014) cCOOTBETCTBEHHO.

WNHranaimoHHble aHTUOAKTEpUaTbHbBIE TIpeTiapaThl
(ABIl) npumensuiuch y 101 (34,1 %) obGcnenyemMoro —
y 79 (42,5 %) u 22 (20 %) nanuentoB u3z MP u Pb coot-
BerctBeHHO (p < 0,001). BHyrpuBenHo ADBIT Ha3zHaya-
nach 144 (48,6 %) GONBHBIM M3 MCCIIEIYEMO BBIOOPKH
(67 (36 %) — u3 MP u 77 (70 %) — u3 Pb; p < 0,001).
[MepopanbHas ABT mpoBomunach y 246 (83,1 %) na-
ureHToB — 152 (81,7 %) — u3 MP 1 94 (85,5 %) — u3 PB.

VYpconesokcuxoneBass KUCIOTa MpUMeHsIach y 185
(98,9 %) 60abHbIX 13 MP 1 103 (93,6 %) — u3 MP u Pb,
41O coctaBuiio 97 % nuil OO0I1IEit TPYIIIIbI.

[Mankpearnyeckue hepMeHThI TTosryamu 279 (94,3 %)
6ombHBIX: 170 (91,4 %) — u3 MP, 109 (99,1) — u3 PB.

Kunesurepanus npumeHsuiach y 153 (82,3 %) na-
ureHToB 13 MP u 110 (100 %) — u3 PB, yTo coctaBuiio
98 % nu1L OOLLIEH TPYITIIHI.

Kucnoponoreparnus mpoBoauiach y 7 malieHTOB U3
MP, uro cocraBuiio 2,4 % o61iero yucia.

Taxum obpaszom, obcnenoBaHHbIe ua ¢ MB uz MP
u Pb (n = 307) mpaktndecku He pa3anJalich MO MOy
U BO3pacTy 1o 18 jeT, omHaKo 10151 B3POCbIX OOJIbHBIX U3
MP cocrasuna 18,4 %, u3 Pb — 10 %. [IpumeHsuCh enn-
HBIC METOIBI TMATHOCTUKM 3a00jeBaHMs, HO B Pb uarme
IIPOBOIMJIACH TTOTOBAs TIPO0a ¢ MCIIOIb30BaHMEM METOIA
tuTpoBaHus. JIBe Hambosee yacteix Mytamuu (F508del,
CFTRdele2,3) nmo yacTtoTe He pasziuyaiuch B 00OUX
pernoHax. YacTora CHHETHOMHONW MHMEKIINU B TPYIIIIax
He pa3nJanach (pa3Inursi OTMEUCHEI B YacTOTE S. aureus,
B. cepacia complex, HeTyOEpKyIe3HBIX MUKOOAKTEPUIA,
YTO MOXKET OBITh CBSI3aHO ¢ OCOOEHHOCTSIMU PabOTHI OaK-
TEPUOJIOTMUECKUX JTA0OPATOPUIA 1 ITOAXOHAMU TIPH JIeue-
HUU 1 TocrTaam3anun). OyHKIMS JeTKUX 110 TaHHBIM
CIIMPOMETPUM Y JIeTeil He pas3inyanach, HO Y B3POCIbIX
MP Obl1a HMKE, YTO MOXKET OBITh CBSI3aHO C OOJIBIIMM
KoymmyecTBoM TtociieqHmux B MP. Omnako UMT ObL1 cTa-
TUCTUYCCKHU 3HAYMMO BBIIIE Y TaleHToB u3 MP B met-
ckoM Bospacte (Monoxe 18 jer; p = 0,032). BepositHo,
TAHHBIE Pa3JIMYMS CBSI3aHBI C TEM, YTO B COOTBETCTBUM
¢ pacriopsckenrieMm IlpaBurtenbctBa Poccmiickoit Deme-
patu ot 08.11.17 Ne 2466p, netu ¢ MB nomnoinHUTE IbHO
MOJIYYaloT MPOAYKTHl CHEHNATU3MPOBAHHOTO ITUTAHUSI.
Taxke B MP corpynaukamu PenepaibHOTO TOCYIapCT-
BEHHOTO OIODKETHOTO HAyYHOTO YUPEXKICHUS «MeInKo-
TeHETUYECKUI Hay4yHbIA LIEHTP» padpaboTaHa U BHEApPE-
Ha TiporpamMMma «MOHUTOPUHI HYTPUTUBHOIO CTaTyca,
pallioHa MUTaHUS W (DePMEHTHOM Teparuy MPU MYyKO-
BUCLIMIO3e» (TocymapcTBeHHas perucTtpanus B Deme-
paJIbHOM TOCYIapCTBEHHOM OIOIKETHOM YUPEKICHUHN
«@enepa’abHbIil MTHCTUTYT MPOMBIILIEHHON COOCTBEHHO-
ct» ot 21.09.16 Ne 2016660762).

Lvppo3 1reueHN 1 TTOJIUTIO3HBIN PUHOCHHYCHUT Yallle
peructpupoBanucsk y xkuteieit Pb. B cBsizu ¢ oTcyTcTBU-
€M BO3MOXHOCTU TIPOBEIECHUSI TEHCUTOMETPUM OCTEO-
nopo3 B Pb He nuarHoctupoBaics.

CiemyeT OTMETUTD, YTO OTCYTCTBUE Pa3IMUMii B pe-
3yJibTaTax TaKUX IokKazateseit TeueHuss MB, kak pyHK-
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LIWST JIETKUX, YaCTOTa BBIceBa P. aeruginosa mocTuranach
B MOCKOBCKOI MOMYJSLIMY MPUMEHEHUEM UHTISIIOH-
HbIX ABIT, MTHHOBAaLIMOHHBIX MYKOJIMTUUYECKUX Mpernapa-
TOB B BUJI€ TOPHA3HI ajabda, BEICOKOI YaCTOTOM TTpUME-
HEHUSI TUIIEPTOHMYECKOTO pacTBopa (HATPUS XJIOPHUI
3—7 %) n opraHM30BaHHON aMOYJATOPHOI ITOMOIIIbIO,
a B 0€JOpYCCKO — OoJbllieli YacTOTOI BHYTPUBEHHOM
ABT u npumenenueM c['KC, ul'KC u depmeHTHOI
TEparuu B yCJIOBUSIX CTALIMOHAPHON TOMOLIH.

B MP B Teuenue 27 netT opraHu3oBaHbl aMOyJIaTop-
Hasg ciayx0a M OIUHaMUYeckKoe HabJoneHue OOJIbHBIX
B CIeIIMAJIM3UPOBAHHBIX IIEHTpax. BHeapeHue coBpe-
MEHHOM CTallMOHap3aMellaloleil TeXHOJIOTUM (BHYTPH-
BeHHass ABT Ha goMy) Hapsmy € TICMXOJOTMYECKUMM
(oTcyTCTBME CTpecca OT FOCIUTATIU3ALMN) U KIMHUYE-
ckumu (yBenmyenne MMT, MeHblasg 4acToTra MOJM-
1103a) IMPEUMYIIeCTBAMU SKOHOMUYECKU BBITOIHO, T. K.
COKpaIaeT CTOMMOCTb MEIUIIMHCKUX YCIYT B 4 pa3a 1o
CPaBHEHUIO CO CTOMMOCTBIO MpPeObIBaHUSI B CTallMOHA-
pe?[8]. B Pb ¢ 2003 r. pa3zpaboTaHbl, yTBepXKIEHBI U TIPU-
MCHSIIOTCS KIMHUYECKHUE IIPOTOKOJBI AUATHOCTUKM,
JIEUeHUST U OUCITaHCepPHOro HaOIIoAeHUsT B aMOyJIaTop-
HBIX U CTallMOHAPHBIX YCIOBUSIX; Ha 6a3ax Bcex 00JacT-
HBIX OOJILHUII Pa3BEPHYTHI OMHOMECTHBIE TalaThl WIN
O6okchl st 60abHBIX M B, Benercst pa3nenabHbI TpUeM
MalUEeHTOB JUISI TpeaynpexXAeHUs] TMepeKpecTHOTro
UHMULIMPOBaHUS.

CrenyeT OTMETWUTh, YTO HE WMMEIONINI aHaJIOToB
MYKOJUTHUYCCKMIT mpemnapaT mopHasa anbda ([lympmo-
3uM, @.Xobdman JIa Pou, IBeitapus) siBiasieTcst 0um-
IIEHHBIM PAacTBOPOM PEKOMOMHAHTHOI YeI0BEYECKOM
JIE30KCUPUOOHYKJIEa3bl U pa3paboTaH CIEUaIbHO IS
6onmbHBIX MB; mipenapar ucnonn3yercss B PO ¢ 1998 .
MexaHu3M JIelCTBUSI AOPHA3bl alib(pa 3aKIovaeTcs
B paclleruieHuu (TUAPOIU3€e) MOJIEKYJ BHEKJIECTOYHOM
JHK, KoTopble HaKaruiMBalTCSI B OPOHXUAIBHOM CEK-
peTe OOJBHBIX BCIICACTBUE pacrana HeUTpoduioB, Mak-
podaroB u OakTepuaJbHBIX KJIETOK W IOBBIIIAIOT €ro
Bs3KoCTh. [Ipu mpuMeHeHWUW Mpemnapata JOCTOBEPHO
YAYYIIAIOTCS BSI3KORJACTUYECKUE CBOMCTBA MOKPOTHI
1 MYKOLIWUIMAPHBIN KimpeHe. Kpome Toro, 11s1 mopHa3bl
anbda Hapsay ¢ MYKOJTUTUYECKUM XapaKTepHBI ITPOTH-
BOBOCTIAJIMTEIbHbIE W aHTHUOAKTEepUabHbIE CBOMCTBA.
B nenom sti 3dhdeKThl OTpaxarOT yMEHbIIEHUE Ne-
CTPYKIIMH JICTOYHOM TKAHU BCJICICTBUE BOCIAJICHMUS [9,
10]. ITo pe3ynpratam aHanu3a ToKa3aTesieil MalyeHTOB
(n = 12 740) u3 peructpa 6oabHbix MB B CIIA
(1996—-2008), a Takxke ciaydaeB cMmeptd (n = 2 538)
B TeueHue 6 jieT HabIIoeHUI ceIaH BBIBOLI O TOM, UTO
MPU MHTAJISIIUM C JOPHA30i ajibda JeTaIbHOCTh COKpa-
maercsd Ha 15 % [11]. IMTaunenTtsl 13 PB manHbIi pena-
paT He MoJyyvaror.

HMmMeroTcst maHHBIE 00 YCIIEITHOM JICYCHWH CUHYCH-
TOB y OoibHbIX MB mnpu ucrnonb3oBaHUM JOpHAa3bI
anbda [12]. Bo3aMoxHO, yTo Oosiee HU3Kas 4YacToTa
MOJIMTIO3HOTO MaHCUHYycuTa y 0oJabHbIX MP cBs3aHa
C TeM, 9TO JOopHAa3a ajabda cuuTacTcss 6a30BBIM MYKOJIM-
TUYECKUM TpernapaToM, MPUMEHSIEMbIM UHTAJISIIIMOHHO

allbHbleé UCcnegoBaHuA

yepe3 unransatop [lapu cunyc. Kpome toro, ona HazHa-
yaercst 60bHBIM B PD cpasdy mociie mocTaHOBKU auar-
Ho3a [13]. JlopHa3a anbda nmokazaHa BCEM OOJBHBIM CO
CMEIIaHHO U JierouHoil hopmoii MB, He3zaBucumo ot
cocTossHUs (DYHKIIMM BHEIIHETO ABbIXaHWSI W BO3PAcCTa,
a TaKXe MallMeHTaM B NOKJIMHUYECKOM Iepuole, BbI-
SIBJICHHBIM MO MPOrpaMMe HEOHATaJbHOTO CKPUHWHTA.
IMporpamma ckpuHuHra BHenpeHa B P® B 2007 r.,
aB MP — B 2006 r., mpy 3TOM OTMEYEHA €€ BBICOKAs
3 deKkTUBHOCTD [14].

[loBblllIeHWE YacCTOThl MPUMEHEHHUS] WHTaIsSIUOH-
Hbeix ABII npu unbuuMpoBanuu P. aeruginosa mMo3BoO-
JISIeT pexe Ha3HayaThb BHYTPUBEHHYIO TeParuio U KOHT-
posipoBaTh WH(MEKIMOHHO-BOCIIATUTENbHbBIN MpoLiece
B Jierkux. MHransimoHHbie (hOpMbl BHICOKOKOHIIEHTPU -
POBaHHBIX pacTBOpoB ToOpamuurHa (300 Mr Tobpamu-
uvHa B4 1 5 MJT (PU3MOJIOTMYECKOTO pacTBOPA) MIJIsT Jieue-
Hus uHbekuu P. aeruginosa craia npuMeHsITbcsi B MP
¢ ssuBaps1 2009 r., a UHTaNISILMOHHBIN KOJIMCTUMETAT HaT-
pust — c¢ 2010 r. B HacTosIee BpeMs HUCHOJIb3YIOTCS
2 cXeMbl BeIEHUS MAlMEeHTOB MPU CUHETHOWHOM KOJOo-
HU3aLMU: C TIPUMEHEHUEM WHTAISIIMOHHBIX TOOpamMu-
IIMHOB WJMU KOJMCTUMETaTa HaTpus B COYETAHUU
C OpaJbHBIM LUMNPOGIOKCAMHOM COTJIACHO €BpOIeii-
CKUM COTJIAaCUTEJIbHBIM JOKYMEHTaM U HAllMOHAJIbHOMY
KOHceHcycey [1].

ITo pe3ynbraTtam rccieqoBaHus MOKa3aHO, YTO aMOy-
JlatopHas (hbopMa opraHU3alMy MOMOoIIU 0obHEIM MB
C TIpUMEHEHHeM HOBBIX JieKapCcTBeHHBIX (opm ABII
U METOJIOB UX IOCTaBKH, a TaKxKe MYKOJUTUYECKUX Mpe-
MapaToB MO3BOJISIET COKPATUTh KOJIMYECTBO MpernapaToB
111 nmapentepanbHoro BBeneHus (ABIL, I'KC) u cpokoB
TOCTIMTAN3AIUN.

3aknioyeHune

ITo pesymbpraTaM HM3IIOKEHHOTO CHCTAHBI CIICHYIOIINE

BBIBOJIbI:

* ©0oabHbie MB 13 MP u Pb B 0CHOBHOM MMEIOT CXO/-
HBIE XapaKTEePUCTUKH TTOKa3aTelieii 3M0POBbS;

* TIpu auarHoctuke MB ¢ momolibio moToBoi Tpoobl
B MP uale ucnoab3yeTcs MeTod IPOBOIUMOCTHU,
a B Pb — knmaccuyeckuii MeTo TUTPOBAHUS;

* IEeTH U MIOAPOCTKY 00OUX PETMOHOB HE Pa3IMJaIiCh
IO TTOKA3aTeNISIM, OMPEICISIONIMM Ka4yeCTBO U TIPO-
TOJKUTENIbHOCTD XK13HU nipu MB (O®B, u yacTtore
uHpupoBanust P. aeruginosa). OTINYUS OTMEYe-
Hel o UMT (Menuana niepuentunst: 40,4 — 8 MP;
30,1 — B PB);

*  3apPEeTUCTPUPOBAHBI PA3IMYMS TI0 PETMOHAM B OTHO-
meHuu upposa nevyenu (2,7 % — 8 MP u 4,5 % —
B PB) un monumo3a (13,3 % — 8 MP u 20,9 % — B PbB);

* IIpUMCHEHHE aMOYJIaTOPHOI TAKTUKU BEICHMS 00JThb-
HBIX, IMHAMU4YecKoro HabmoneHus (1 pa3 B 3 Mmec.)
C TIpUMEHEHWEM WHTAISIIIMOHHBIX COBPEMEHHBIX
MYKOJIMTUUECKUX TIperapaToB M WHTAJISIIMOHHBIX
ABII maeT BO3MOXHOCTh MOMIEPKUBATH (PYHKIINIO
JIETKUX W CHIXAThb 4acToTy P. aeruginosa — aHajo-

3 BmuctuHoBa 3.A., Jlemkesuu M.A., Ipomun B.A., pen. Metoauueckue pekomeHmammu Ne 18 «Meauko-colnanbHas MOMOIIb OOJTbHBIM

MYKOBUCLIMIO30M B I'. MockBe». M.: Mennpaktuka-M; 2001.
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TMYHO mpuMeHsiemoil BHyTpuBeHHO ABT u tepa-
muu 'KC B ycoBusx cTalimoHapa.
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