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A role of Moscow regional register for management of cystic

fibrosis patients

Summary

This study was aimed at development of cystic fibrosis (CF) patient register for those living at Moscow and Moscow region. The CF patients living
in Moscow region were found to have some clinical, genetic and bacteriological differences from CF patients living at the Western Europe. The
median survival in 2003—2012 was 39.5 years. Aging of CF patients was associated to reduction in respiratory function, occurrence of more aggres-
sive respiratory pathogens, increase in respiratory and gastrointestinal complication rate.
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Pesiome

Llenbto uccaenoBaHus SIBUJIOCH CO3IaHKE PerrcTpa 00IbHBIX MyKoBUCLIMI030M (M B), npoxuBatoiiux B Mockse 1 MockoBckoii oosactu. [Toka-
3aHO, YTO G0JIbHbIe MB MOCKOBCKOTO perMoHa MMEIOT sl KIMHUKO-TeHETUUECKUX U MUKPOOHMOJOTUYECKUX OCOOCHHOCTEN MO CpaBHEHUIO
C TAIMEeHTaMU psifia 3aMaJHbIX CTpaH. Meanana BepkuBaemMocT 3a iepuon 2003—2012 rr. coctaBuia 39,5 set. [IpogeMoHCTpUpOBaHO, UTO B3pOC-
JieHre 6osibHOro MB conpoBoXIaeTcsi CHUXKEHUEM PeCUpaTOpHOi (hyHKLIMU, CMEHO MUKPOMJIOPHI IbIXaTeIbHBIX IyTei Ha 0oJiee arpeccuB-
HyI0, HapacTaHNEeM YaCTOTHI OCJIOKHEHUI CO CTOPOHBI OPTaHOB JIBIXaHUST U TINIIEBAPEHUSI.

KitroueBbie cji0Ba: MyKOBUCIIMIO3, PETUCTD, BO3PACTHBIE OCOOEHHOCTH.

Yenexu B neyenun mykosucuunosa (MB) — tsxesnoro
MOHOTE€HHOT0 3a00JI€BaHUs C AyTOCOMHO-PELIECCUBHBIM
THATIOM HACJIEMOBAaHUS JaJIM BO3MOXHOCTDb 3HAUNUTEIIHHO
YBEJIMYIUTD TTPOAOIKUTEIBHOCTD U KaU4eCTBO KU3HU TTa-
LIMeHTOB. MenuaHa BbIXKMBAeMOCTM B OOJBLIMHCTBE
ctpaH 3anagHoii EBpomnbl u AMepuKu NpubIMKaeTcs
K 40-71eTHEMY ITOPOTY WX IIPEBBIIIACT er0. Y OOJTbHBIX
CTapIIlero Bo3pacTa BO3POCIM YacTOTa JETOYHbBIX U BHE-
JIETOYHBIX OCJOXHEHUIA, BOZHUKIU IMCUXOCOIMAIbHbIC
npo0sieMbl, CBSI3aHHbIE C OpeMEHEM XPOHUYECKON maTo-
JIOTWU. AKTyaJIeH BOIIPOC M O PEeIPOAYKTUBHOM (hyHK-
muu npu MB. Pan xnmuHnyeckux mpo6jemM, OOJbInoi
00beM MEIMKAMEHTO3HON M HeMeIWKaMEHTO3HOM Te-
panuu, TpeOyloleil OOJBIINX MaTepualbHbIX 3aTpar,
oIpeelisiecT HeOOXOMUMOCTh CO3IaHNsI MH(POPMALIMOH-
HOM 0a3bl, MO3BOJISIOIIEH OLEHUTh JUHAMUKY KIMHU-
YECKOro TeUeHusl 00Je3HU U Pe3yabTaThl JJEUSHMS.

B ctpanax, raoe yacrota MB npu poxaeHuu u nepe-
pacueTe Ha €OMHUIIY HaceJIeHUs BBICOKA, CYIIECTBYIOT
HalMOHAJIbHBIE perucTpbl 00abHBIX MB [1—6]. HeoGxo0-
JUMOCTb BefeHUsT peructpa 6oabHbIXx MB Ha oOlieHa-
[IMOHAJIBHOM YPOBHE OYEBHUIHA: 3TO HAKOTUIEHUE TaHHBIX
Y MOHUTOPUHI BaxKHEWIleld KIMHUYEeCKOW uH{opma-

LMY, Kacarolueiics 6oabHbIX MB. B pesynbrare coznanust
M €XErogHOrO aHajn3a JAHHBIX PETHCTPA MOSBIISIETCS
BO3MOXHOCTb PACCYMTATh BaxKHbIE SIMAEMUOJIOTHYEC-
KUe 110Ka3aTe/Ii: YUCIO0 O0IbHBIX, B T. Y. YMEPILIUX, YKC-
JIEHHOCTD I10 PETMOHAaM BHYTPU CTpaHbI, BO3pACT Mally-
E€HTOB, MX pacripenesieHrue mno Iony. CyMMHpPYIOIIAM
PE3yJIbTaTOM 3TOM OLEHKU SIBJISIETCS IIOKA3aTe/Ib BbIKI-
BaeMoCcTH (MeauaHa BbikMBaemoctu Kamnana—Maiie-
pa), KOTOPYIO MOXHO pacCYMTHIBATh KaK IO CTPaHe B 1ie-
JIOM, TaK ¥ 10 KaXXIOMY PETHOHY B YaCTHOCTU. VIMEHHO
BbIKMBAEMOCTb orpenessieT 3¢ (GeKTUBHOCTh JeueOHbIX
M OPraHU3alMOHHBIX MEPOIPUSITUI, MPOBOIMMbIX 3a
onpeneeHHblil nepuoa. OueHKa AMHAMUKM MEAMAHbI
BBDKMBACMOCTH, CPAaBHEHHME 3TOTO ITOKA3aTellss MEXIY
peruoHaMy BHYTPUY CTPaHbI, a TAKXKE C APYTUMM rocyaap-
CTBaMM IIOMOIaeT B ONTUMU3ALUKU TAKTUKU BEICHUS
oonbHbix MB [7]. He MeHee BaxkHOII MpeacTaBJsieTCs
OlLIEHKA HEKOTOPBIX KIMHMYECKUX ITOKa3aTelleii, OTO-
OpaxkaeMbIX B PETUCTPE — YaCTOThl Pa3IMYHBIX JIETOY-
HBIX ¥ BHEJIETOYHBIX OCJIOXHEHUI, TeHETUYECKOro CTa-
Tyca, COLIMAJIbHOIO M CEMEMHOIo IOJOXEeHUs, YPOBHS
00pa3oBaHUsI, HAIMYNS BPEAHBIX IIPUBBLIUEK, OObeMa Me-
JUKAMEHTO3HbBIX Y peabUINTALIMOHHBIX MEPOIIPUSITHUIA.
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Ha caiite MunwucrepctBa 3apaBooxpaHeHUust Poc-
cuiickoit Denepaliiy MOMEILEH MPOEKT MpuKa3a MuH-
3apaBa Poccum ot 14.02.13 3a moamuchlo MUHHCTpa
B.U.Ckeopuyosoii "O Mepax 1o peali3aliii ITOCTaHOBIIC-
Hug "06 yreepxnenuu [pasun Begenns PenepaibHOTO
perucTpa Juil, OOJIbHBIX reModuIneit, MyKOBUCIIUIO-
30M, TUMogu3apHbIM HAaHU3MOM, Oosie3Hblo Tolle, 3710~
KauyeCTBCHHBIMU HOBOOOPa30BaHUSIMH JTUMMOUTHOM,
KPOBETBOPHOI M POICTBEHHBIX MM TKaHEH, pacCesTHHBIM
CKJIEPO30M, JIMII IIOCJIe TPaHCILUIAHTAIlMKY OPTaHOB U / WIN
TKaHen".

K coxanenuto, PenepanbHbIil perUCTp, KaK U PaHb-
e, IPOBOMMT PETUCTPALINIO TAIMEHTOB TOJBKO IUIS
yyeTa IOJIYyYEeHUS TOCYIapCTBEHHOM COLIMAaIbHOM TOMO-
LM U JIbTOTHBIX MPEIapaToB 3a CUeT CPENCTB (heaepaib-
HOro Oromxkera (KO KaTeropuu TpaxkaaH, yKa3aHHBIA
B PenepanpHOM 3aKoHE). Kpome ykazaHmst Koma 3a00-
JIeBaHUSI, MACIIOPTHBIX JaHHBIX IMAllMEHTa U CTPAXOBBIX
CBEIIEHUIi, 3TOT PETUCTP HE HEeCeT HMKAKOU JOMOJIHU-
TeabHOM MHMopManuyn. UMeHHO MO3TOMY TaK BaXkeH
npoekT OO0 "Bcepoccuiickas acconpauys st 007b-
HBIX MYKOBMCIIMIO30M" IO CO3JaHUIO U BEACHUIO
Poccuiickoro peructpa OOJBHBIX MYKOBUCIMIO30M
C BKJIFOUCHUEM ITOAPOOHBIX MTAHHBIX O T€HETHMYECKOM,
MUAaTHOCTMYECKOM, KIMHMYECKOM M TepareBTUUCCKOMU
MH(POpPMaLIMH.

B Haeit ctpaHe oOlLIeHaLIMOHAIBHBIN PETUCTP 00Jb-
HbiIXx MB HaxoauTtcst B ctanuu ()OpMUPOBaHUS, B CBSI3U
C 3TUM aKTyaJIbHbIM TIPEICTaBIISICTCSI aHAIW3 JaHHBIX
6onbHBIX MB, mpoXuBaloyx B OTACIbHBIX CyObEeKTax
Poccuiickoit ®enepannm.

Llenblo HACTOSIETO UCCIENOBAHUS SIBUJIOCH CO3/a-
Hue peructpa 6osbHbIXx MB B MockBe 1 MOCKOBCKOI
o0JilacTu, a TakxKe BBISIBJIEHHME OCOOCHHOCTEH TeyeHMs
MB B pa3zHbIe BO3pacTHbIE MEPUOIbI.

Matepuansi u MeToabI

Ha 31.12.12 B MockBe 1 MOCKOBCKO#1 00JJaCTH COCTOSI-
Ji1 Ha yuete 400 mauueHToB (208 My>XuuH 1 192 xeHIu-
HBI) C TTOATBEPXKICHHBIM IHarHo3oM MB, ycTaHoBiIeH-
HBIM Ha OCHOBaHUM KJIMHUYECKON KApTUHBI U JaHHBIX
TOJIOXKUTETLHOM MOTOBOM MTPOOKI U / MW TEHETUIECKOTO
uccaenoBaHus. Bce 60bHbIE HA MOMEHT HCCJIEOBAHUS
obutn xuBHL. [lammmeHTsl HaOMOmaIch B MOCKOBCKOM
LEHTpe MYKOBUCIMI03a Ha 0Oase JleTcKoil ropoackoii
kiauHndeckoir 6ompHULBI Ne 13 uMm. H.D.Dunartosa,
DI'BY "Poccuiickas neTckast KIMHUYecKas 0oabpHUIA",
®I'BY "Hayunbiii ueHTp 370poBbst aeteil” PAMH
n OI'BY "HUUW nynsmononorun" ®MBA Poccun. s
omnpeaesieHUs] MeIuaHbl BbIXKMBAEMOCTU 3a IePUOI
2003—2012 rr. B aHaIU3 JOMOJHUTEIBLHO BKIIIOUCHBI 48
nanueHToB 13 MockBbl 1 MOCKOBCKOI1 00J1aCTH, yMep-
1IMX 32 0003HAYEHHbIM NEepUO.

AHaMHECTUYECKU OLIEHUBAJIUCH CAEAYIOIIE KIUHU-
YeCcKHe JaHHBIC: BO3PACT YCTAHOBJICHUS JUATHO3a, XJI0-
PUIBI TTOTA TIPU TIPOBEIEHUM TTOTOBOTO TECTa, HaJTUYNeE
MaHKpeaTu4eCcKoi HeIOCTATOYHOCTU, JIETOYHBIX (T'v-
MOKCeMUYecKasl abIXaTeJabHasi HeIOCTaTOUHOCTh, KpO-
BOXapKaHbe / JIETOYHOE KPOBOTECUCHME) 1 BHEJICTOUHBIX
OCJIOXKHEHMI (caxapHblii 11abeT U MeKOHEeaJIbHbIN 1Jje-

yc B aHaMHe3e). Cpenu ImokasaTeseil yHKIIUKY BHEIITHE -
ro JbIXaHWSI YYUTBHIBAIUCH 00BeM (OPCHUPOBAHHOTO
BeImoXa 3a 1-10 cekyHmy (O®B,) m dopcupoBaHHass
KM3HeHHasg eMKocTh JeTknx (P2KEJI) Kak mpoleHT oT
MOJDKHBIX BenunH. [1py HaInIuy B MEIMIIMHCKOM 10~
KyMEHTALIMY 32 TOCIEeIHUI TO1 HECKOIbKUX CITMPOMET-
Ui B pETUCTP 3aHOCUIUCH Pe3yJIbTaThl TOrO UCCIeN0Ba-
HUsI, B KOTOPOM OBUIM OOCTUTHYTHI MaKCHUMAaJbHBIC
BEJIMIMHEI, YYUTHIBAJICS TAKKe TTOKA3aTeNIb HACHIIIICHMS
reMOIJI00MHA KUCIOPOIOM 3TOro Xe aHs. M3 MeauimH-
CKOIf TOKYMEHTALIUY BBISICHSUICSI Pe3yJIbTaT FreHeThyec-
KOT'O MCCJIEOBaHUS Ha TTOMCK YacThiX MyTauuiit M B, Ko-
TOPBI OBUT TIPOBEACH Y IOMABIISIONIETO OOJIBITMHCTBA
MalMeHTOB B TeHETUYECKMX JadopaTropusx Memnko-
reHeTuyeckoro HayyHoro ieHtpa PAMH: s uccneno-
BaHUS MHCEPLUMOHHO-AEICIIMOHHBIX MyTallUi MCITOJIb-
30Bajild METOAMKY MYJIBTUIUICKCHOM aMIUTM(pUKAIINH,
a JUIsl perucTpaldy TOYKOBBIX MyTalldii — MeTon all-
JieJib-crielIM(UYHOr0 JUTUPOBAHUSI C MOCeAYIONIEi
amriupukanueint. HeckoabkuM OOJIbHBIM MPOBEAEHO
oIpesiesIeHNe HYKJICOTUIHOM ITOCIeA0BATEIBHOCTH Me-
TOIOM IMPSIMOTO aBTOMAaTMYECKOTO CEKBEHUPOBAHUS Ha
npuodope dupmbl Applied Biosystems (CILIA) corinacHo
IIPOTOKOJTY (ppMEBI-TIpou3BoauTelisd. Otpenesnsiach al-
JIeJIbHAsT 9acTOTa BCeX BBISIBICHHBIX MYyTallMii, WICHTH-
¢duumpoBanach "TSKeCThb" T€HOTUIIA: JJIsT "TSKenaoro” —
obs13aTenbHoe Hanumuue mytauuu I—III kmacca, s
"MITKOro" — XoTs1 061 1 Mmyramuu IV-V xiacca. OueHu-
BaJICSI MUKPOOMOJIOTMUECKHI MTPpO(PUITb HUKHIX JTbIXa-
TeJbHBIX ITyTeH, MOI XPOHUYECKUM HUHOUIIMPOBAaHUEM
pecnMpaToOpHOTO TpakTa IMOHMMAaJIW YacTOTy BbICEeBa
ITaTOJIOTUYECKOM (PJIOPHI, COOTBETCTBYIOIIYIO KPUTEPH-
sM LleHTpa MykoBrcimao3a B Jluace (Bemmkoopuranus).
YyuteiBasicst 00beM Teparnuy CASIYIOIIMMU JIEKapCTBEH-
HBIMU MpernapaTamMu: JOPHA30i-¢, WHTISIUOHHBIMU
AHTUOMOTUKAMHM, OPOHXOJUTUKAMU, IMAaHKPEATUICCKU-
MU (pepMEeHTaMM U TIpelrapaTaMu ypCoIe30KCUX0IeBOM
KHCJIOTHI.

IIpoBeneH cpaBHUTEIbHBIN aHATU3 MEPEUUCICHHbBIX
KIIMHUKO-TEHETUIECKIX,, (PYHKIIMOHAIBHBIX, MUKPOOHO-
JIOTMIECKMX JAHHBIX, a TaKKe 00beMa MEIMKaMEHTO3-
HOTO JICYECHUST MEXIY I'PyMIIaMU B3POC/bIX U JIETEi.

CrartucTuyeckas 06p360TKa AaHHbIX

Craructdeckass o0pabOTKa IMOJYICHHBIX Pe3yJIbTaTOB
MPOBOAMIACH C TOMOIIBIO TaKeTa MPUKIAIHBIX IPO-
rpamm SPSS (SPSS Inc., CIIIA). B 3aBUCHMMOCTH OT BUaa
pacrpeneseHus MepaMu LIEHTPaTbHOW TeHIEHIIMU 1 pac-
CesTHMSI CITY>KWIIM cpeTHee 3HaueHue (M) + ctaHgapTHOE
otkiioHeHue (SD) unu menuana (Me) (MHTepKBapTUIb-
HbI pasmax). [Ipu cpaBHeHUU cpenHUX 3HAYSHUI WIU
MeIWaH MPUMEHSIINCH t-Kputepuii CTBIOIEHTA WA
Kputepuii ManHa—YutHu. sl OUEHKM pa3Inyuii Ka-
TEeroOpUaIbHBIX MEPEMEHHBIX B IOATPYIIIaX MCIIOIb30-
Bajics ¥2. AHalu3 BBDKMBAEMOCTU OMpEAENSUICS C TMOo-
Mollbio KpuBoi Kamnana—Maiiepa.

Pesynbtathl

CpenHuii Bo3pacT nmauueHToB coctaBui 13,3 = 10,1 ro-
Ja; MearaHa Bospacta — 11,6 (16,0) roga. Josst B3poc-
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Puc. 1. Bo3pactHas cTpykTypa 00JIbHBIX

JIbIX GosbHbBIX (cTapiie 18 jet) — 32,0 %. MeauaHa Bo3-
pacra ycraHoBjeHUs1 auarHosa y 4,3 % o0Oiero umucia
6onbHBIX coctaBuiaa 1,0 (5,0) roma, y 13,3 % B3pocibix
OOJIbHBIX IMArHo3 ycraHaBiauBaics rocie 18 net. Bos-
pacTHast CTpyKTypa OOJIbHBIX IIpeACTaBlIeHa Ha puc. 1.
CpenHuii ypoBeHb XJIOPMUIOB IIOTa IIPU IPOBEACHUU
IIOTOBOTO TeCTa BO BpPeMsI YCTAHOBJIEHUU IUarHo3a —
87,8 + 28,3 mmoub / 1.

AJienbHast yactoTa MyTanuii MB 1o rpymne ¢ Bctpe-
yaeMocThio > 0,5 % IpencrapieHa B IOPSIAKE YObIBAHUS
B TabJ. 1. TakxKke ObLIM BBISIBIEHBI OOJiee peaKKUe MyTa-
mmu ¢ yacrotoir < 0,5 %: 394delTT, Y569D, W1282R,
604insA, R1162X, S466X, K710X, D579Y, S1159P,
3677insTAAA, G461E, D572N, R553X, 2789 + 5G > A,
Q493R, 4015delA, 3272-16T > A, G85E, 4428insGA,

Tabauua 1
Aaaeavhasn wacmoma mymauuii ¢ 6Cmpe*aemMocnvio
= 0,5 % (eenomunuposanvt 369 6oavHbIX)

MyTauus ‘ AnnensHas yactora, %
F508del 52,3
CFTRdele2,3 8,8
3849+10kbC>T 3,5
2143delT 2,3
2184insA 2,0
w1282X 2,0
L138ins 1,5
G542X 1,5
1677delTA 1,4
E92K 1,4
N1303K 1,1
$1196X 1,1
R334W 0,5
3821delT 0,5

1898 + 1G > C, 1219delG, 4095 + 1G > T, 3659delC,
R1070Q. O61iasg yacTora MASHTUDULIMPOBAHHBIX ajljie-
nei coctaBuia 85,4 %. OtMedeHa JHoCTOBepHast OOJIb-
Iasi BCTPEYAeMOCTh "MSITKHMX' TEHOTHIIOB Y B3POCIBIX
(27,3 %) 1o cpaBHEHMIO C AETbMU, IJie OHA COCTABUJIA
5,1 % (p<0,001).

IIpu oLieHKe MUKPOOUOJIOTNUYECKOTO MPOoduIs pec-
IMMPATOPHOTO TPaKTa BBISBICHO MPOTPaIleHTHOE CHU-
JKeHUe C Bo3pacToM WHUIIUpoBaHUS Staphylococcus
aureus 1 CUMMETPUYHOE BO3pacTaHUE YaCTOTHI BhICEBA
rpamMoTpulaTebHOI (hyiopbl. B HeKOTOpbIe BO3pacTHbIE
rnepuoabl, B yacTHoCcTU 18—24 roga, MMeeT MECTO OUY€Hb
BBICOKASI YacToTa MH(pEKINU, BhI3BaHHOI Burkholderia
cepacia complex (puc. 2). B 1eroM mo rpyrme 4acto-
Ta UHOULMPOBAHUS JbIXaTeAbHBIX IMyTel pa3auyHOM
(byopoii nipencraBieHa B mopsiake yobIBaHUS: S. aureus
B MOHOKYJbTYpe — 54,5 %; Pseudomonas aeruginosa
B MOHOKYJIBTYpE WU B coueTaHuu ¢ S. aureus — 27,3 %;
B. cepacia complex B MOHOKYJBETYpe WJIM B COYETAaHUU

100 -
P. aeruginosa

S. aureus

B. ceracia

S. maltophilia
Achromobacter spp.

90 -~
80 1
70 A
60 -
50
40 A
30 A
20 1

3 6 9 12 15 18 2 24 21 30 >30
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Puc. 2. MukpoOuoornyeckuii npoduib B 3aBUCMMOCTH OT Bo3pacTta
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Tabauuya 2
Yacmoma pazauMHbIX 0CAONCHEHUT 3a601e6anus
6 3a6UCUMOCHIU OM 603PACMA

OcnoxHeHue ‘ <18 net ‘ > 18 net ‘ p
CaxapHbiil gua6ert ¢ runeprakemmeit
HaTowak, % 1,5 12,5 <0,001
Limppo3 neyeHu ¢ nopranbHoii
runepTeHaueit, % 4,8 6,3 0,82
MekoHeanbHbIN uneyc B aHamHe3se, % 7,0 0,8 <0,001
KposoxapkaHbe / nero4yHoe
KpoBoTeyeHue, % 1,8 10,2 <0,001
TMnokcemuyeckas abixatenbHas
HEef0CTaToO4HOCTh, % 0,4 7,8 <0,001

Tabauua 3

O6sem meduxamenmo3Holl mepanuu
6 3a6UCUMOCHIU OM 603PACMA

JlekapcTBeHHOE CpeACcTBO ‘ <18 ner ‘ > 18 ner ‘ p
DopHa3sa-a, % 96,3 92,2 0,9
Bponxonutuku, % 41,9 80,5 <0,001
WHransumoHHbie aHTUOMOTHKY, % 31,3 54,7 <0,001
Maxkpeatuyeckue pepmeHTbl, % 95,6 81,3 <0,001
Mpenapatbl ypcoae30KcUXoneBoi
KMcnotol, % 93,8 85,9 0,87

¢ S. aureus v / WM ApYyroil rpaMoTpuLaTeabHO diio-
poit — 8,5 %; Achromobacter spp. B MOHOKYJIBTYPE, WK
B couetaHuu ¢ S. aureus, u / unu P. aeruginosa — 2.5 %,
Stenotrophomonas maltophilia B MOHOKYJIBTYpe WU B CO-
yeTaHuu ¢ S. aureus n / wia P. aeruginosa — 1,8 %.
W3penka mpIxaTeIbHbIC IMyTU OOJBHBIX XPOHUYCCKI WH-
¢uLmpoBaHBl APYroii rpamMoTpULIATEILHONM (JI0opoii,
MPEeUMYIIEeCTBEHHO IPYTUMU BUIaMU TICEBIOMOHA]I.

Cpennue nokaszarean O®B; nu ®XKEJI y B3pocbIxX
coctaBwm 58,4 + 26,9 % u 77,4 £ 22,9 %01x., UTO O-
CTOBEpPHO HIKE, YeM y AeTeil, rae OHU paBHHI 79,8 *
20,5 % n 88,9 £ 19,6 %s0mx. (p < 0,001 1 p = 0,004 coor-
BETCTBEHHO).

B Tabs1. 2 npencrapiieH CpaBHUTEJbHBIN aHAIA3 Yac-
TOTBI OCJIOKHEHUIA, a B Ta0JI. 3 — CpaBHUTEIbHBINM aHa-
JIN3 00beMa MEIMKAMEHTO3HOM Teparuu.
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Puc. 3. Kpusas BbikuBaeMocTu 3a nepuon 2003—2012 rr.

AHam3 BBDKUBAEMOCTU (pHUC. 3) TIPOIEMOHCTPUPO-
BaJI, 4YTO MeIMaHa BbKUBaeMOCTH 3a repuof 2003—2012 1.
coctaBwia 39,5 roma (cpemHuil Bo3pacT 48 ymepliux
0OJIbHBIX 32 3TOT xXe nepuoa — 17,0 + 9,5 roga).

00cyxneHue

Bnepsbie B Poccuu co3naH perucTp Ha OCHOBE OOJIbIION
BbIOOpKM O0JIbHBIX M B, npoXunBaoimx B OGHOM peru-
oHe. Ha ocHoBe aHayim3a uctopuii 60je3Hn 53 nauneH-
ToB ¢ MB B fIpocnaBckoii 00JacTu MOXOXKUI PETUCTP
co3naH U.K.Aweposoii [8]. TTonbITKU CO30aHUST aHAJIO-
TUYHBIX MHOOPMAIIMOHHEIX 0a3 OCYIIECTBIISUIMCH U pa-
Hee [9, 10].

ComnoctaBiieHUe € JaHHBIMU PETrMCTPOB OOJbHBIX
MB 3amagHBIX CTpaH BBISIBIIIO JOCTATOYHOE OTCTaBaHUE
o MHOTHM MapaMeTpaM, HECMOTpPSI Ha KaXyIIylocs
OpUOJMKEHHOCTh LU(P MeIMaHbl BBIXKMBAaEeMOCTHU
(tabn. 4). [IpnunHO TaKUX pa3IMYMii SIBUIOCH 3HAUU-
TeJbHO OOJiee paHHEe Hayajao padoThl CIELUATU3UPO-
BaHHBIX LIEHTPOB MB B 3TuX cTpaHaX, MO3BOJUBIINX
co37aTh KOMILJIEKCHYIO CIYKO0y ITOMOIIM OOJbHBIM,
aZieKBaTHOE JIeKapCTBEHHOE CHabXeHUe, 3¢ (hEeKTUBHbIE
HEMEINKAMEHTO3HbBIC MEPOIPUATUS, MTPOGUIAKTUKY
MepeKpeCTHOTO MHGUIIUPOBAHUS U T. 1.

OCO0EHHOCTBIO T€HETUYECKOro MpopuiIsi OOJbHBIX
MB MOCKOBCKOIO pervoHa sIBJsIeTCsl CIIeKTp MyTalluid,
HECKOJIBKO OTJIMYAIOLIMICS OT aJIeJIbHOM 4aCTOThI MY-
tauuii MB namueHToB 3anagHbIx cTpaH. MeHbliast yac-
tota F508del cooTHOCHTCS ¢ MaHHBIMM TPEIbLIYIIUX
paboT, rae nokaszaHa 6ojee HU3Kasi BCTPeYaeMOoCThb JaH-
HOI MyTalluM Ha TeppuTOprun Poccum, 9to omnpenesser-
csl BEKTOPOM €€ pacIipelieJieHHs C ceBepo-3amama Ha
oro-Boctok [11]. Takum oOpa3oM, pacrmpocTpaHeH-
HocTh F508del 6osble comocTtaBUMa C MOKa3aTeIsIMU
crpaH Cpean3eMHOMODPBSI M 3HAYUTEIBHO HITKE, YeM
B TOCYIapCcTBax ceBepHO-3amagHoi EBpomsr. Cpenu apy-
TUX OCOOEHHOCTEH TEeHETUYECKOro Mpoduis pocCuii-
CKHUX OOJIbHBIX CJIeAyeT BbIAEIUTbh OTHOCUTEJBHO BBICO-
KYI0 4YaCTOTY OOLLUMPHOM JeJiellM, 3axXBaTbIBalOIIEH 2-i
¥ 3-#1 3K30HBI T. H. CIaBSHCKOW MyTalluM, aJUTeJIbHAas
yacToTa KOTOPOM Cpear MOCKOBCKMX IMAIIMEHTOB COCTa-
Bwia 8,8 %. K yacto BcTpevatommmMces B LleHTpasibHOIM
Poccuu 1 HamHoro pexe — B 3anagHoil u LleHTpanbHOI
EBpornie MoxHo otHecT! MyTanuu 2184insA u 2143delT,
CyMMapHas ajuiejibHasi yactorta > 4 % cO CIBUIOM paM-
KU cuuThiBaHus. ClaencTBUEM ONpeneeHHbIX MUTpaLli -
OHHBIX TIPOLIECCOB SIBUJIACH OTHOCHUTENIBHO BBICOKAsI
BcTpeyaeMocTh MyTtauny W1282X, aBisioleiicss 5THU-
YeCcKOit 151 eBpeeB-amKeHa3u. Cpeay Apyrux MyTalluid,
XapaKTePHbIX JISI ONpeneeHHbIX HApOAHOCTE! 1 3THO-
COB, MOXHO BbIAEINUTh MyTauuio 1677delTA, BcTpevaro-
mytocst Toiibko y kuteneid Kaskaza, m E92K — 1. H.
yyBalckyoo. BeisaBienue myrauuu E92K cienyer otme-
TUTb KaK OCOOBII yCIIeX 0TeUeCTBEHHBIX TEHETUKOB. DTO
COOBITHE HE TOJIBKO OTKPBUIO TalfHYy CKPBITON MyTallluyn
cpenu gyBaiieii [12], HO 1 TTO3BOJIMIIO YAYYIIUTD UIEH-
TU(UKaLMIO MyTaLlUil B APYTUX PETMOHAX, IPKUM IpU-
MEpOM 4Yero SIBJIsIeTCsl ajuieibHas yactora > 1 % cpenu
6osbHBIX MB MockBuueit. BaxkHoi 0COOEHHOCTBIO Te-
HeTndeckoro npoduisg 00JbHBEIX MB B MOCKOBCKOM
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Moka3zatenn MockBa n MockoBckas 06n., 2012 . ‘

Yucno 6onbHbIX 400

Dons B3pocnbix, % 32,0

CpepHuii BO3PaCT XMBbIX, FOfbI 13,3+10,1

CpepHuit BO3pacT yMepLUnX, roabl 17,0+£9,5

MepnuaHa BbXMBaEMOCTH, rofbl 39,5

O0DB1, %0nx. 67,5+27,0

B. cepacia, % 8,5

Mpumeyatne: * - nons 6onbHbIX cTapiue 16 net; HL - HeT AaHHbIX.

peruoHe sIBUJachb OTHOCUTEJbHO BbICOKAasl BCTpeuyae-
MOCTh "MSITKMX" MYyTallMii: MX CyMMapHasl ajuleibHast
yacToTa coctaBwia 7,5 %. Y4uTeiBast 1OCTATOYHOE YKC-
JIO OOJIbHBIX, Y KOTOPBIX OTCYTCTBYET IMMaHKpeaTudecKast
HEIOCTaTOYHOCTb W HE BBISIBICHBI 2-51 UM 00e MyTa-
MU, MOXHO TIPENITOJIOXNTh, YTO CyMMapHasl aJijieib-
Hag vacToTa "MATKMX' MyTalUMid TIpUOIMKAeTCs WA
npesbiaet 10 %. Yacrast BCTpe4aeMOCTb 3TUX MyTallyid
MOXET OIpeaeisiTh BBICOKYIO TUIIOAMArHoctTuky MB
B LleHtpanbHoit Poccuu. UMeHHO MO3IHUM AMarHO30M
(3auacTyro BO B3pOCJIOM BO3pAacCTe), a TAKIKE JIyUIIe BBI-
JKMBAa€MOCTBIO TMAIIMEHTOB ¢ "MSATKUM" T€eHOTUIIOM O0b-
sICHUMa 0oJiee BbICOKasl BCTPEYaeMOCTb 3TUX T€HOTUITOB
Cpeny B3pOCIBbIX OOJIbHBIX.

PesynpraThl OIIeHKM BCTPEYaeMOCTH OCHOBHBIX ITa-
TOT€HOB JIBIXaTeJIbHBIX MyTei COIMOCTaBUMBI C TaHHBIMU
PErucTpoB 3aMaJHbIX CTpaH, KOTOPbIE NEMOHCTPUPYIOT
HEYMOJIMMOE TTOBBIIIIEHNE C BO3PACTOM YacTOThI MH(U-
OUPOBaHUS TPaMOTPUILIATEIBHON (IOpOM U CHUMMET-
PUYHOE CHIDKEHUE KOJOHMU3aLuU S. aureus. BoisiBIeH-
HOIl OCOOEHHOCTBIO B HallleM MCCJIENIOBaHUM SIBUJIACH
BBICOKAs yacToTa WMHMEKUMU, BBI3BAHHOU B. cepacia
complex, 9TO B HECKOJIBKO pa3 BBIIIE, YeM B OOJIBIIH-
ctBe cTpaH EBpornbl, CeBepHOIT AMEpUKU U ABCTPaIUU.
DTO BbI3bIBAET TPEBOTY B CBSI3U C TEM, UYTO UMEHHO JaH-
Hasi UH(EKLMS acCoLMUpYyeTcs ¢ 6osiee ObICTpOIt aerpa-
Jalrell JITOUHO# (bYHKIIMHM, a B psAe CAydaeB — CO
CTPEMUTEIbHBIM YXYILIEHUEM COCTOSIHUS U Pa3BUTHUEM
T. H. cenauusi-CUHIPOMa, COIMPOBOXKIAIONIIETOCs OYeHb
BBICOKOW JIETAJIbBHOCTBIO.

PesynpraTtel CpaBHUTEIBHOIO aHAINW3a KIMHUKO-
(byHKIIMOHAIBHBIX JAaHHBIX, YAaCTOTHl OCJIOXHEHMI,
a Takxke oObeMa MEOUKAMEHTO3HOTO JIeUCHUS] MEXIY
rpynmamMu B3pOCTIbIX W IETeil TOBOPSIT O MPOTPaIUEHT-
HOM VXYAIIEHUM OOIIECOMAaTHICCKOTO COCTOSHUS
C B3pocyieHreM TaiueHToB. Co CTOPOHBI OPraHOB JIbIXa-
HUS — 3TO OoJiee HU3KHME MOKa3zaTeau pecrnupaTOpHOM
(GyHKIIMM U1 OGoJiee BBICOKAsI 4acTOTa JIETOYHOTO KPOBO-
XapKaHbsI M TUTIOKCEMWUYECKOU NbIXaTeJbHOI HeaocTa-
TOYHOCTH, CO CTOPOHBI OPTaHOB IMIIIEBAPEHUST — 3HA-
YUTEJIbHO BO3pOCIIas 4YacToTa caxapHoro nuabera.
WMHTepecHOl OCOOEHHOCTBIO SIBISIETCS JTOCTOBEPHO
MEHBIIIee YMCIIO OOJBHBIX, KOTOPEIC B aHAMHE3¢e Iepe-
HEeCJI1 MEKOHEaJIbHbII WJIeYC CPeNU B3pOCibiX. Bo3mox-
HO, 3TO OOBSICHUMO TEM, UTO TaHHBIE MALIUEHTHl UMEIOT
OoJtee TSKebli 001IeCOMaTUYECKU I CTaTyC U, COOTBET-
CTBEHHO, 00JIee HU3KYIO BBLKMBaeMOCThb. C Ipyroii cTo-

OpurnHanbHble MccnepsoBaHms

Tabauua 4
Cpasnenue ¢ 0CHOGHBIMU pe2ucmpamu

CLLA, 2011 T. ‘ Benukobputanus, 2011 r. Kanapa, 2010 .
27111 9749 3849
48,3 56,8* 57,2
HA 18,0 21,6
HA 26,0 30,9
36,8 41,5 48,1
i)l 74,7 72
2,6 3,8 5,0

DPOHBI, TOJIbKO C BOSHUKHOBEHMEM B 1991 . MOCKOBCKUX
JIETCKUX IIEHTPOB MYKOBMCIIMI03a MOXKHO CBSI3aTh 0O-
Jiee MpodecCUOHAIbHOE JICUEHUE ITOTO TSKEIOTO XKU3-
HEYTrpOKAaIOLIEro OCJIOXHEHUsI IEPBbIX MHEH >KU3HU.
B cBs3u ¢ atum toabko B 2010 1. 1-i1 malueHT npu A0-
CTIDKEHUN B3pPOCJIOTO BO3pacTa Iepelres Mo Ha0JIo-
JleHue TepareBTOB. bojiee BbIpaxkeHHOE IOpaxkKeHUe
JIETKUX 1 OOJIbIIIAst YaCTOTa MHMUIIMPOBAHUS IPaMOTPH-
LaTeJbHOi (hJIOpOil Mpenorpeneanao 0ojiee dacToe
IIpUMEHEHNE OPOHXOJIMTUKOB U MHTAISIIIMOHHBIX aHTHU -
OMOTHKOB CpeIM B3POCJbIX OOJIbHBIX. MeHbIIee YKCII0
MalMEHTOB, MOJYYaloIIX TaHKpeaTu4ecKue (hepMEHThI
BO B3pOCJIOM BO3pacTe, OOYCIOBAEHO OOJbIIEH moJeit
OOJIBHBIX, Y KOTOPBIX OTCYTCTBYET ITAHKpeaTnIecKast He-
JIOCTATOYHOCTb.

3aknioueHue

B3pocnenue 6onpHOro MB comnpoBoxkaaeTcss CHUXKEHU -
€M PEeCIUpaTOpHOil (PYHKILIMU, CMEHOI MUKPOMIOPHI
JIbIXaTeJIbHBIX MyTell Ha 0OoJiee arpecCUBHYO0, HapacTa-
HHEM YaCTOThI OCIOKHEHHI CO CTOPOHBI OPraHOB JIbIXa-
HUS 1 TIAIIeBapEHMSI.

AneKkBaTHasl Teparus U CBOEBPEeMEHHOE YCTaHOBJIE-
HUEe auarHo3a B MOCKOBCKOM peruoHe OOYCIOBUIU
3HAUYUTEJbHOE YBEJIMYEHUE CpelHeill MpOoa0IKUTEb-
HOCTH XKU3HU 00JIbHBIX M B, corocraBuMoii ¢ 3amaaHo-
eBporneiickumu ctpaHamMu U CeBepHO AMEPUKOIA.

bonbusie MB MockBel 1 MocKOBCKOI 00yacTu
UMEIOT DS KIIMHUKO-TEHETHYECKNX M MUKPOOMOJIOTH -
YEeCKUX OCOOCHHOCTEH IO CPaBHEHUIO C IAallMEHTaMU
psina 3amagHbIX CTPaH.

Jlutepatypa

1. Cystic Fibrosis Foundation, Patient Registry 2011 Annual
Report. Cystic Fibrosis Foundation, Bethesda, Md, USA;
2012. www.cff.org

2. UK CF Registry. Annual data report 2011. Cystic Fibrosis
Trust 2013. www.cftrust.org.uk

3. Canadian Cystic Fibrosis Patient Data Registry Report
2010. www.cysticfibrosis.ca

4. Cystic fibrosis in Australia 2010. 12th Annual Report from
the Australian Cystic Fibrosis Data Registry. www.cysticfi-
brosisaustralia.org.au

5. Cystic Fibrosis Registry of Ireland Annual Report 2011.
Woodview House, University College Dublin Belfield,
Dublin 4, Ireland. www.cfri.ie

http://www.pulmonology.ru

31



Kpacosckuii C.A. u dp. Poiib perucTpa MOCKOBCKOI'O PerMOHa B BEACHUM OOJIbHBIX MYKOBUCLIMI030M

6. The French Cystic Fibrosis Data Registry. Annual Data
report 2009. www.vaincrelamuco.org

7. Kpacoeckuii C.A., Yepuax A.B., Ameauna E.JI. u dp. Nuna-
MMKa BBIKMBAGMOCTU OOJBHBIX MYKOBHCIIMIO30M B Moc-
KBe U MocCKOBCKOI obnactu 3a mepuonabl 1992—2001
u 2002—2011 rr. ITyaemononorust 2012; 3: 79—86.

8. Aweposa H.K., Kanpanoe H.H. Peructp Kak cpencTBo
YIAYYIIeHUs] KauecTBa MEAMIIMHCKOIW TMOMOIIN OOJBbHBIM
myKoBucuuaosoM. Ileauarp. hapmakos. 2012; 3: 96—100.

9. Bacuavesa I0.U., Kawupckas H.IO., Musepnuyxuii FO.JI.
u dp. PeTpoCcTrieKTUBHBINM aHaAN3 KITMHUKO-(DYHKIIMOHAITb-
HOI U (hapMaKOIKOHOMUYECKON 3(PHEKTUBHOCTU COBpE-
MEHHOI1 Tepanuu MyKOBUCIIUA03a y neteii. [TyapmoHomM0-
rust 2006; TpUIIOXK. MO MYKOBHCIIMIO3Y: 72—77.

10. Kanycmuna T.1O., Yecnokoe C.B., Kawupckas H.IO. u op.
Poccuiickuii peructp GOTBHBIX MyKOBUCIIO30M. [1yib-
moHojorus 2006; mpuioxX. Mo MykoBucLuaosy: 78—80.

11. Ilemposa H.B. MoneKynasipHO-TeHETUYECKUE U KIMHUKO-
TEHOTUMUYECKUE OCOOEHHOCTUM MYKOBMCUMAO3a B POC-
CUICKUX TIOMYNIAUsIX: ABToped. AuC. ... I-pa Meld. HayK.
M.; 2009.

12. Toayoyosa O.H., Kpacosckuii C.A., Koxcesnuxosa C.JI. u op.
Kiaundeckne 0cOOEHHOCTU TIOpaXKeHUSI OPTaHOB JbIXa-
HUS y JeTeil ¢ MyKOBUCLIMA030M B UyBalckoii pecnyoim-
ke. Borp. coBpem. menuatp. 2012; 4 (11): 54—59.

Undopmaumsa 06 aBTopax

Kpacosckuii CtaHvucnaB AnekcaHapoBud — K. M. H., Hay4HbIi COTPYIOHUK
nabopatopun mykosucumaosa ®rey "HUW nynsmoHonorumn™ ®MBA Poc-
cun; Ten.: (495) 465-74-15; e-mail: sa_krasovsky@mail.ru

AmenuvHa Enena JlbBOBHa — K. M. H., 3aBefyioLlas nabopaTtopvieii MykoBUCLM-
nosa ®rey "HNW nynemoHonorun” ®MBEA Poccuu; Ten.: (495) 465-53-84;
e-mail: eamelina@mail.ru

YepHsik AnekcaHap BnaaummpoBud — K. M. H., 3aBeayomin nabopaTtopuen
PYHKLMOHANBHBIX 1 YNIBTPAa3BYKOBLIX METOAOB MUccnenoBaHus Orey "HUM
nynbMoHonornn” ®MBA Poccuu; e-mail: achi2000@mail.ru, ten.: (495)
465-53-84;

Kawwmpckass Hatanus lOppeBHa — A. M. H., Npo®d., rMaBHbIA Hay4HbI CO-
TPYOAHUK Hay4YHO-KIMHMYECKOro otaena mykosucumposa Y "Mepguko-re-
HETUYECKNIA Hay4yHbli ueHTp PAMH; Ten.: (499) 254-90-49; e-mail:
kashirskayanj@mail.ru

HukoHoBa Buktopusi CepreeBHa — K. M. H., Bpay-reHeTUK Hay4HO-KJIMHU-
yeckoro otgena mykosucumposa Y "Mepuko-reHeTUYECKUA Hay4HbI
ueHTp PAMH; Ten.: (499) 254-90-49; e-mail: nikonovavs@mail.ru
BopoHkoBa AHHa lOpbeBHa — K. M. H., Bpay-reHeTuK Hay4HO-KJIMHUYECKOro
otoena mykosucumposa Y "Menuko-reHeTUYEeCKUd Hay4yHblA LEHTP
PAMH; Ten.: (495) 936-93-93; e-mail: voronkova111@yandex.ru
KoHppatebesa EneHa ViBaHoBHa — A. M. H., NpO@d., rMaBHbIA Hay4HbIA CO-
TPYOHWK HAY4YHO-KJIMHUYECKOro oTaena mykosucumposa Y "Mepuko-re-
HETUYECKMI Hay4Hbl LeHTp PAMH; Ten.: (499) 254-90-49; e-mail: elenafpk
@mail.ru

CamoliineHko BukTop AnekcaHapoBuy — Hay4HbI COTPYAHMK nabopaTopumn
MykoBucumnaosa OreyY "HUU nynemoronorumn™ GMBA Poccuu; Ten.: (495)
465-74-15; e-mail: samoilenkov@mail.ru

Lepman BukTtopua [JaBupooBHA — K. M. H., 3aBeayLlas OTAENEHNEM
MykoBUCLMAO3a [eTckoi ropoAckon kamHuydeckoin 6onbHuubl Ne 13
M. H.®.®unaTosa; Ten.: (499) 254-90-49; e-mail: tovika@yandex.ru
Kanpa+HoB Hukonai MiBaHOBMY — f. M. H., NPOd., PyKOBOOUTENb HAy4YHO-
KJIMHMYECKOro otaena mykosucumaosa Y "Meomnko-reHeTuyeckunii Hayy-
Hbli ueHTp PAMH; Ten.: (499) 254-90-49; e-mail: nikolay.i.kapranov
@gmail.com

YcayeBa Mapusi BanepbeBHa — MNaalumin Hay4HbI COTPYOHUK nabopaTo-
pun mykosucupmposa ®rey "HUM nynbmoHonorun™ ®MBA Poccuu; Ten.:
(495) 465-74-15; e-mail: usa-mariya@yandex.ru

HaymeHko XKaHHa KOHCTaHTUMHOBHA — K. M. H., CTapLUMiA Hay4HbIA COTPYA-
HUK nabopaTopun GYHKUMOHANBHBIX 1 YNIbTPa3BYKOBbLIX METOA0B UCCNENO-
BaHua PreY "HUM nynemoHonorun™ @MBA Poccuu; e-mail: naumenko_janna
@mail.ru Ten.: (495) 465-53-84;

lopuHoBa KOnvsi BUKTOPOBHA — K. M. H., CTapLUNiA Hay4HbIi COTPYAHWK OT-
[eneHunst nynbMoHonornum n annepronorun ®OreyY "HayuHbiii LeHTp 340-
poBbst aetenn” PAMH; e-mail: ygorinova@yandex.ru, Ten.: (499) 134-93-31;
YyyanuH AnekcaHap puropbesuy — A. M. H., akag. PAMH, npod., aupek-
Top PreyY "HUM nynbmoHonormum™ ®MBA Poccuu; Ten.: (495) 465-52-64;
e-mail: chuchalin@inbox.ru

Moctynuna 01.04.13
© KonnexTns aBTOpOB, 2013
YAK 616.24-003.4-07

32

MynbmoHonorus 2'2013



