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Summary

The aim of the multicentre study was to set up the national register and evaluate survival of patients with
cystic fibrosis in Russia. Data were provided from the six special cystic fibrosis clinics and were used for national
register. Six hundred thirty three patients (292 females and 341 males) were analysed.

One hundred eighty two patients were over 15 years (17%). In the beginning of the analysis, 107 patients
(17%) were registered dead. Survival analysis has demonstrated that the mediana of expectant life is 25 years. It
has demonstrated that significant difference exists in expectation of life between sexes (p=0.045). The mediana
of expectant life in men is 29 years, whereas this parameter in women is 22 years. Our data have confirmed that
cystic fibrosis is actual problem of pulmonology and isn’t only paediatrics problem any more.

Peswome

LlensiMu JaHHOro MynbTULEHTPOBOro UccnepoBaHus 6biiv CoO3AaHUe HaUMOHANLHOrO PermcTpa U aHanus
BbIXMBaeMOCTU G0NbHLIX MyKOBMCLUMAO30M B Poccun. B AaHHOM uccneaoBaHUy NPUHSAAM yyacTue 6 LEeHTPOB.
MYKOBUCLMA03a, Ha OCHOBaHUM X AaHHbIX 6bln copmuposaHn pernctp na 633 6onbHbIX (292 60bHBLIX XXEHCKOro
nona n 341 myxckoro nona).

O6uiee yncno 6onbHbIX cTapwe 15 net coctasuno 182 (28,75%) wenoBeka. Ha MOMeHT aHanusa ymepau
107 GonbHbIX (17%). AHanu3 BbRKMBAEMOCTM NMoKasan, HTO MeAuaHa OXWUOAAEMOW NPOAOIXUTENBHOCTU XUSHU
cocTasuna 25 net. Bbino BbIBNEHO AOCTOBEPHOE Pasnuyve NPOAOIKUTENBHOCTU XUSHU Y MYXKHYUH U XEHLUH
(p=0,045). Meauana oxuaaemMoi NPOACIKUTENLHOCTU XU3HU Y MYXHUH cocTaBuna 29 neT, Toraa Kak y XeHLmH
aHanoruyHbI nokasarens coctasun 22 roga. Takum o6pa3oM, Halwm AaHHbIE NOATBEPXKAAIOT, YTO MyKOBUCLIMA03
CTAHOBUTCA aKTyanbHOW Npo6nemMoit COBpeMEHHOM NynbMOHONOrnu, nepecrasas ObiTh cyrybo neguaTpuyeckomn

npo6nemoi.

B teuenue nocneanux 30 JIeT B pe3ysbTaTe yJIydIIeHHs
JMATHOCTHKH, TOHHMAaHHUs W JIEUeHUs MYKOBHCLM03a
OTMeYaeTcsi 3HAUYHTEJbHBIE POCT MPOAOIKHTEIbHOCTH
JKH3HH OOJIbHBIX TIPH 3TOM TSXKEJIOM HACJeJICTBEHHOM
saboseBanuu [2,4,9,16]. dTH HoCTHXeHHs NpHBENH K
TOMY, UTO B HACTOSIIEE BPEMSl IE€TH C MYKOBHCLHIO30M
MMEIOT XOPOLIHH [IaHC JOCTHYb B3pocJoro Bospacta [14].
B 70—80-e roust XX Bexa B cTpaHax EBponel u CeBepHOH
AMepHKH CTajli aKTHBHO PasBHBAaTh CEThb CIELHANU3HPO-
BaHHBIX LEHTPOB MyKOBHCLM03a, KOTOpPble 06ecreyHBalH
LleHTPaJM30BaHHOE CHaGXeHHe MeIMKaMeHTaMH, KOMII-
JIEKCHBIH TOJIXOJl, B OCHOBE KOTOPOTO JIEXXHT B3aHMOJeli-
CTBHE CIEeLHAJIMCTOB-IPOdECCHOHANIOB, U 6ojiee aKTHBHOE
nedenre [12]. B 3THX cTpaHax CYIIECTBYIOT HaLHO-
HaJlbHble PErHCTPhl BCeX GOJMBHBIX MyKOBHCLHAO30M, YTO
N03BOJISIET BHISIBUTH JUHAMHMKY BbDKHBaeMocTH. OfHako,
NOCKOJILKY METOMBl JHarHOCTHKH, JIeKapCTBeHHoe obec-
neyeHHe M OXpaHa 3[I0POBbsl 3HAUMTENbHO PA3JIHYAIOTCS
B PasHbIX CTpaHaX Pas/MyYaloTCs M M0Ka3aTeH PONOIKH-
TEJIbHOCTH >KH3HH Fl5]. CpaBHeHHe MoKasaTeseH BBIKH-
BaEMOCTH 03BOJISIET BHISIBATH CTPaHHl ¢ HanGojee 3¢-

(heKTHBHOH OpraHH3alMel BelleHHsI 1 pa3paboTaTh OMNTH-
MaJIbHYI0O CXeMy JleueGHO-peaGHIUTaALHMOHHON MOMOLIM
60JbHBIM MYyKOBHcUHA030M. B Poccun Ha ceropHsiHui
JIeHb He CYILECTBYET eJMHOrO PperucTpa GOMbHBIX MYKOBHC-
LIU/I030M.

Llesp Haulero Hcc/eNOBaHUS — CO3JaHHE HALMOHAJIb-
HOTO PEerHcTpa M aHa/M3 BBIXKHBAEMOCTH GOJBHBIX MYKO-
BHcLMA030M B Poccun.

K 2000 r. B Poccuu 610 co3nano Gonee 30 LeHTpoB
MYKOBHCLMI03a, reorpadusi KOTOPHIX NpeACTaBjeHa Ha
puc.l. Msl o6paTHIHCE K KOJlJIeraM, paGoTaloiM B 3THX
LEHTPaX, C INpoCcbOOH MNpPHHSITh aKTHBHOE YydyacTHE B
CO3JJaHHH HAlMOHAJ/ILHOTO peructpa. B oTBer Ha Hauy
npochOy OTKJIMHYJIHCH Bcero 6 HeHTPOB MYKOBHCIHAO03a:
LleHTp MyKOBHCLH03a B3poc/biX Ha 6ase HUU nysbmo-
Holornn M3 P®, Mocksa (mof pyKOBOACTBOM akaf.
PAMH A.l'Yyuaauna), Pecny6JIuKaHCKUH LEHTP MYKO-
BHCUMA03a, Mocksa (oa pykoBoacTBoM npod. H.A.Kan-
parosa), Cankr-IleTep6yprekuil LEHTP MYKOBHCLHM03a
(mox pykosoactBom npod. T.E.embuykod), Lentp myko-
BHCIH03a Ha 0a3e O0O6JIACTHOH MAETCKOH KJIMHHUECKOH



Puc.1.

leorpadms LEHTPOB MyKoBUCUMA03a B Poccuu.

Kpyxkamu 0603HaYEHb! LIEHTPbI MyKOBUCUMA03a, 33KPALIEHHbLIMU KDYXKAaMK — LEHTPbI
MYKOBMCUWAO3A, NPUHABLUNE YHACTHUE B UCCNEAOBAHUN,

GousaubL, OMck (noa pykosoactoM E.JI. Tumosoi), Lientp
TIOMOLLH IETSIM-HHBAJIMIaM ¢ MyKoBHcuuao3om “Tepnenue”
(0.A.Coxonosa) u nerckasi KauHWYecKasi GosbHuLa Ne |
(saB.otnenennem M.K.Ameposa) Slpocnasib (cM.puc.l).

Bce GosbHble GBUIM BKJIOYEHb B 6a3y AaHHBIX, Ha
OCHOBE KOTOpOH M (hopMHpOBAJICs HALMOHAJIbLHBIH pe-
riucTp. HekoToprle W3 MalMeHTOB COCTOSWIH Ha ydyeTe B
HECKOJIbKHX LIEHTPaX, B 3TOM CJly4ae OHH OBUIH BKJIOYe-
HBI OfIHOKpaTHO. KpoMe Toro, Gbliii HCKJIIOUeHb! GOJIbHEIE,
JIaHHBIE KOTOPBLIX HE MOIVIH ObITH IOJBEPTHYTHl aHAJIHU3Y
(He comep»kanu AaTy poXKAeHHs M /WM ATy ONHOKpAT-
HOro BH3HTa). JlHarHo3 MyKOBHMCLHI03a OblJ yCTaHOBJIEH
Ha OCHOBaHHH CEMEHHOro aHaMHe3a, KIWHHKO-DEHTreHo-
JIOTHYECKHX JaHHBIX, YPOBHS XJIOPHAOB moTa Beile 60
MMOJIb /1 ¥/ UM pe3ysibTaTaM FeHeTHYECKOro HCCJeso-
Banusi. Ha 1 siuBapst 2001 r. o6umit perucTp comepxal
nauubie 0 633 GOMBHBIX MYKOBHCUHA030M (292 60oMbHBIX
)KeHcKoro nosa u 341 My»ckoro nosa).

XapakTepucTHKa GOJNBHBIX B 3aBHCHMOCTH OT MoJia H
BO3pacTa npejicTasjeHa B Tabu.l.

CraTucTHUECKYI0 06paboTKy MHaHHBIX MPOBOAMJH C
TIOMOIIBIO aHAJIH3a BEDKHBAaeMOCTH. [Tpolo/KUTeIbBHOCTD
YKH3HH OOJIbHBIX MYKOBHCLMJ030M OLIEHHBAJH C IMOMO-
b0 MHOXHTeNbHOH oueHkH Kansana —Meliepa, Tak
HasbiBaeMo# KpuBoil BekuBaemocTH [1]. Kpusasi BbDKH-
BAaEMOCTH 3aJlaeT BEPOATHOCTb GOJILHOTO JIOXKHUTh JI0 Of-
pelleJIeHHOrO BO3pacTa. DTy BepOSITHOCTb 0003HAYaloT
TepMHHOM “BblXKHBaeMocTh”. [TocKosIbKY pacnpeneneHue
M0 MPOAO/DKHTEJNBHOCTH JXKH3HH SIBJISETCS aCHMMETpHY-
HBIM, B KauecTBe 00O0OIIEHHOro Nnokasaredisi, XapakTepH-
3YIOILEro BbI)KHBAaEMOCTb, MCMOJb30BalH MeaHaHy. Me-

JIiaHa BLDKUBAEMOCTH, HJIH MeJIMaHa OXKHAAaeMOH NPOLOJI-
JKUTEJPHOCTH JKH3HH, ONpejiesiieTcsi KaKk HaHuMEHbLIHH
BO3pacT, AJISl KOTOPOro BhDKHBaeMmocTb MeHbiue 50%.
BinsiHMe moJsia Ha BBIXKHBAEMOCTb NPH MYKOBHCLIH/03€
6b1J10 OLIEHEHO € MOMOIIBIO JIOTapH(MHYECKOTrO PaHIOBOro
kputepusi [1]. JloBepurenbubiii untepsan Gosee 95%
CUMTAJICSl CTAaTHCTHYECKH HOCTOBepHBIM. CTaTHCTHYECKast
06paboTKa pe3yJbTaTOB BBITOJHEHA C HCIOJb30BaHHEM
nporpammHuoro o6ecneuenus STATISTICA for Windows
gepcus 5,0 (StatSoft, Inc.).

Buinto BhisiBAeHO, 4To 182 GonbHbIX ObLIM cTapuue 15
JIeT, T.e. IOJIsl B3pOCJibIX coctaBuaa 28,75% (cm.taba.1).
Axanua BeDKHBaeMOCTH 633 GOJNBHBIX MYKOBHCLHI030M
nokasai, uyto K 2001 r. 107 GoumbHbix ymepiu (uro
coctaBuiio 17%) u 526 60JbHBIX GBUIM YXHBHl MJIH LEH-
3ypHpOBaHbl, T.e. GOJIbLHEIE, O KOTOPHIX MOXHO CKa3aTb,
YTO K ONpENeJeHHOMY BpEMEHH OHH OBbLJIM JKUBHI, OJIHAKO
JaJbHEHLINHA KOHTAKT C HUMH NOTepsiH. AHa/IU3 BbIXKHBae-
MOCTH T10Ka3aJl, YTO MelHaHa 0XKHAaeMOi TPOAOJKHTEJb-
HOCTH XH3HH cocTaBuia 25 et (puc.2).

[Ipu cpaBHEHHH BBIXKHBAE€MOCTH MYXXYHH H KEHIUHH
GBLTIO BBHISIBJIEHO Pa3jIHyHe MpPONOJIKHTEJBHOCTH XKH3HH.
W3 341 GoabHoro MyxKckoro nosa x Hadamay 2001 r.
ymepau 44 (13%) uenoseka, ocranbhbie 297 (87%)
GOJIbHBIX OBIIM JKHBBl MJM LeH3ypupoBaHe. M3 292
GOJILHBIX MKEHCKOTO IoJia aHAJIOTHYHbIE TOKAa3aTeNH CO-
cTaBHJH cooTBeTcTBeHHO 63 (22%) u 229 (78%). Me-
IHaHa OXHAAeMOH NPOAO/KHTEJNBHOCTH YKH3HH y MYX-
YHH cocTaBHsa 29 JieT, Toraa Kak y JKeHIIWH aHaJorHy-
HBIH MoKasaTesb cocTaBud 22 roaa (puc.3). BuisiBienHoe
passiiyie 6bIII0 CTaTHCTHYECKH focToBepHEIM (p=0,045).

[IpoBeileHHOE HaMH MYJIbTHLEHTPOBOE HCCJIENOBaHHE,
B KOTOPOM NpPHHSIH y4yacTHe LeHTpbl MockBbl, CaHKT-
[Terepbypra, OMcka u SIpociiasiisi, IpoAEMOHCTPHPOBAJIO,
yto K 2001 r. MesHaHa 0XHJ2EeMOIt TPOJOIKHTENbHOCTH
XH3HH coctaBasier 25 jer. Torma kak B Hayase 90-x
CpenHsIsl MPOJOJKHTENBHOCTD XKH3HH GOJNBHBIX MYKOBHC-
LMA030M paBHsIach 16 ropam, a 10015t B3pOCJBIX NaLMEHTOB
cocrasasiia 10% [2]. Tlo-Bupumomy, sto cesisaHo c
pa3BUTHEM CETH CleLHaJH3HPOBAHHEIX LIEHTPOB JIeUeHHS
MYKOBHCIH/103a, KOTOPblE 06eCeYHBaIOT CHCTEMaTHYeCKoe
HabJIofIeHHe 3a COCTOSIHHEM MalMeHTa H ONepaTHBHOE
pacrmpocTpaHeHHe HOBEHIIHX CXeM aKTHBHOTO KOMILJIEKC-
Horo JieyeHust 6osbHbIX [11,21]. [TepBrie crenuanusupo-
BaHHBIE MEJMLMHCKHE YYpEXIEHHsi ObIH OTKPHLITH B
Cankr-Tlerep6ypre 1 MockBe, Kyla o6palianich GoJbHbIE
npakTHyeckH co Bcero Corosa. Ha ceropusitiuuil neHs B
Poccun yxe orkpeiTo Gosee 20 crnenuasH3npoOBaHHBIX
LIEHTPOB MYKOBHCLMA03a. PecnyGiukanckue (Mocksa,
Cankr-Tletep6ypr, Tyna, Bnagusoctok, CraBponoss, Kpac-
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Ta6bnuuya 1

Boapacr, roas! >5 5—10 10—15 15—20 20—25 25—30 > 30
Mon M X M I x M x* M x M x M x ™M x
Yucno 6onbHbIX 59 60 101 79 88 64 52 49 30 25 5 6 10
Bcero 119 180 152 101 55 10 16
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Puc.2. Kpueas BbixusaeMocTu GONbHbLIX MyKOBUCUMA030M. KaxXaoii cTyneHske
COOTBETCTBYET MOMEHT CMEPTU OHOIO MU HECKONbKUX BONbHBIX.

Homap, Bapnays, MpKyTCK) M peruoHasibHble ILEHTpHI
(MockBa, Cankt-Iletep6ypr, ApxaHresasck, BopoHex,
Kamuuunrpan, Huxxnnit Hosropon, HoBocu6upek, OMck,
Kasaub, Capartos, Exarepun6ypr, Camapa, Tomck, poc-
JIaBJIb M [Ip.) MPAIOT BaXKHYIO POJIb B YJIy4IIEHHH JHar-
HOCTHKH, JIEYEeHHH, peabUJIHTAllHH U MEHKO-COLHAIbHOM
nomory [3].

[Tony4yeHHble HAMH pe3yJbTaThl HE MOTYT OBITh 3KCT-
panoJIMpoBaHbl Ha BCIO CTPAHY, MOCKOJIBKY MHOTHE LIEHTPHI
He MDHHSJIM yYyacTHsl B 3TOM HccienoBaHuH. CyliecTy-
IOLIME pa3jiMuKsl B JIEKAPCTBEHHOM obecre4YeHHH G6OoJb-
HBIX B DAa3JIMYHBIX PErHoHaX CTpaHbl OOYCJIOBJIHBAIOT
pasjiiyHe B pPEeTHOHAJbHOH BBIXKHBA€MOCTH OOJILHBIX MYy-
KoBHcuHLo3oM. Ha 5-m HauuonanbHoM KoHrpecce mo
myxoBHcuuno3y B Hosiope 2000 r. B Cankr-IletepGypre
ObLJI0 YCTHOE COOOLIEHHE, YTO MEIHaHa IIPOJIOJIXKUTENBHOCTH
XKH3HU OOJIbHBIX MYKOBHCLHJ030M B ExaTepunGypre He
npeBbiaet 16 ser. [ToaTomy nosyyeHHble HAMH JIaHHEIE,
BEPOSITHO, SIBJSIOTCS 3aBBILIEHHBIMH, TaK Kak B Mockse
u Canxr-IleTepOypre LeHTPbl OTKPBIJIMCH MEPBEIMH, YTO
T03BOJIHJIO 3HAYUTEJbHO paHblle HalafuTh a/leKBaTHYIO
Jieue6GHYIO MOMOLIb 3THM OOJILHBIM, KDOME TOTO M JieKap-
CTBEHHOe ofecrnevyeHHe TaM 3HAYHTENbHO Jyylle, YeM B
JPYTHX perHoHax.

[To HawK¥M JaHHBIM, J0JIsI B3POCJIBIX GoMbHBEIX (cTapiie
15 siet) coctaBasier Ha ceromHswHuE feHb 28 %, Toraa
Kak B Hauaje 90-X rofoB oHa Gbiia He Gosnee 10%.
Pactyuwuii yieabHbBIH BeC B3POCHBIX GOJNBHBIX BO MHOTOM
CBSI3aH C LEHTPaJH30BaHHBIM MEAHLHHCKHM OOCJYKHBa-
HHeM U 6oJiee KOMIJIEKCHBIM TOAXOJAOM B JieUeHHH. TeH-
JEHLIUS K YBEJIHUEHHIO BLXKUBAEMOCTH U CABHT BO3PACTHOTO
pacnpefeieHHsi 60JbHBIX MyKOBHCLHIO30M 32 MOCJEAHHE
20 et Taxxe oTMeYaeTcsi B cTpaHax 3anaaHod EBpomnbl
u CeepHnoit Amepuku [9,15,16]. Ecau B 1938 r. 70%
3a60JIeBIIMX YMHpAJH B TeYEHHE NMEPBOTO Tojia XKH3HH,
To B 1996 r. MmeauaHa OXHAAeMOH MPOAOJKHTENBHOCTh
XKM3HH gocTHraa 29 Jiet, NpH 3TOM JOJSi B3POCJBIX
nanuenTos coctasiasia okoso 40%. Bonee nompoGHas
xapakrtepHcTHKa (1aHHble EBponefickoil KoH(pepeHIHH Mo
mykoBucuunosy 1997 r., Hasoc, IllBeiiuapus) stux mo-
KasaTeJiel npeacTaBlieHa B Tabs.2. Bosee Toro, nenaercs
TNPEANOJNOKEHHE, YTO I€TH C MYKOBHCLHI0O30M, POXKIEH-
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Puc.3. Kpusas sbixusaemocTy 60nbHbLIX MyKOBUCUMAO3OM.

1 — MYXHMHBI, 2 — XEHUWMHBI,

Hole B 1990 r. B BenukoGpuTaHMH, HUMEIOT OTJIMYHBIM
aHc noXuTthb o 40 jer [145). DTO NpUBEMET K TOMY, UTO
Bce 60oJblIe 60bHBIX MYKOBHCIHA030M IOCTHTHYT COBEP-
ILIEHHOMIETHSI, IEPEXOAST OT NMEAHATPOB MOJ HabMOeHHE
Bpauel “B3poc/ion” KIMHHKH. [ToaTOMYy Heo6XomuMO Ka-
YeCTBEHHOE yJlydllleHHe MeIULIHHCKOro 06C/yKHBAHHUS U
TICHXOJIOTHYECKOH alanTal{H B3POCJBIX GOJBHBIX MYKO-
BHCLHI030M [2,4].

Bonee HH3KHe UHPB NPOAOIIKHTENLHOCTH JKH3HH H
JIOJIA B3POCHBIX OOJBHBIX MYKOBHCIHAO30M B Poccuu
MOXXHO OOBSICHHTb TEM, UTO ClELHaNH3HPOBAHHEIE LIEHTPHI
6bl1H co3fansl Juilb B 90-X roax, Toraa Kak B 3anagHou
EBpore aHaJIOTHYHBIE MPOLECCH MOJYYHJH Pa3BUTHE B
70—80-x rozmax [12]. Henbssi cpaBHHBATH U JleKapcTBeH-
Hoe ofecriedeHHe 3THX 6OJbHBIX. B HEKOTOPBIX pernoHax
Poccuu OTCYTCTBYIOT KH3HEHHO BaXKHble MeJMKAMEHTBI
¥ /WM UX CTOMMOCTb BHICOKA, YTO 3aTPYHHSIET M3 Jeye-
Hue. Kpome Toro, ai1st 60bHBIX ¢ TEPMHHAJLHOM CTanuen
TeYeHHs 3a60JIeBaHHUs €JMHCTBEHHBIM LLIAHCOM MpPOMJIHTh
JKH3Hb SIBJISIETCS TPAHCIVIAHTALMS JIEFKHX HJIH KOMILIEKca
nerkue — cepaue [20]. Paspa6orarsl ueTKHe KpUTepHH
AJIsl JIETOYHOH TPAHCIVIAHTALUKK: BEPOSITHOCTb CMEPTH B

Tabnuuya 2

BbnkuBaemocTb 60sbHbIX MYKOBUCLUO030M

Crpese Bl veeosimsenl b o
Hupepnaxab! 954 27. 42
Fepmanus 2447 HU 38
LWseuus 408 >25 >43
Uranna 3046 >25 40
Hanus 330 >40 47
Benukobputanus 5200* 29 41
Poccus >633 25 28

MpumeyaHue HA — HenssecTHO, — pacyeTHoe YMcno
60NbHbIX.
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TeyeHHe ABYX JieT npesbimiaeT 50%, HU3KHe MOKa3aTeNH
KauyecTBa XXHM3HH M OTCYTCTBHE NMPOTHBONOKA3aHWUMH IS
NpPOBENEeHHs] TPAHCIJIAHTAlHU. B OIHOH TONBKO KJIHHHKE
Great Ormond Street Children’s Hospital B TeyeHnue
1998 r. 6bl1a npou3BejieHa TpaHCIIaHTauus 46 getam ¢
mykoBHcumaosom [6]. A BooGiue B Mupe, HaunHas ¢ 1997 r.,
ObIJIH TIPOBEJIEHB! OMepally MO TPAHCIVIAHTALHH JIETKHX
HaH Jierkue — cepaue 6osee yem 500 petsam (GoabIIHH-
CTBO AeTell ObUIM GOJIbHBIE MYKOBHCLHHO30M). TpaHc-
MJIaHTAUMs I[03BOJIHJIA TNPOMJHTh >XH3Hb M MOBBICHTb
KauecTBO JKM3HH TSDKesblX GosbHuIX. B Poccuu o cux
1op He GbIJIO MPOBEJIEHO HH OJHOH ONepaluH, HO TO, YTO
3TO HEOOXOAUMO, — HECOMHEHHO.

BuIIO BEISIBJIEHO CTAaTHCTHYECKH JIOCTOBEPHOE pasiinyKe
TNPONO/IKUTEIBHOCTH XKH3HH Y MYXXUHH H XKeHIMH. CpefHss
NPONOJIKHTEJLHOCTh JKH3HH Yy MYXYHH cocTaBHia 29
JIeT, TOTAA KaK y JKEHIIWH aHaJIOTHYHbIH MoKa3aTeJtlb
paBeH 22 ronam. Pasnnuusi BEBDKHBAEMOCTH B 3aBUCHMOCTH
OT 1noJia GBIIH MOJYYEHB! H B Psiie APYTHX HCCIeOBAHHIA,
nposesieHHEIX B EBpone m Amepuke. BosbliMHCTBO He-
cjefoBaTtesied MOATBEPXKAAIOT, YTO IJIS MKEHIIHMH PHCK
CMepTH Bhille, ueM st MyxxuuH [7,17,19]. IIponomku-
TEJBHOCTb JKH3HH JUIS XXEHUIMH Ha 3-5 JleT HHXKe, yeM
nast myxund [10,18]. Takoe pasmmume BBDKMBAaEMOCTH
CBSI3bIBAIOT C GoJiee BhIPAXKEHHBLIMH HapyLIEHHSIMH HYT-

uTHBHOrO cratyca [8,17], Gonee noamuel AHarHOCTHKOI

15], BeiceBaHHEM CHHErHOHWHON Ma/lOYKH y JeBOYEK B
Gosiee panHeM BoapacTe [13] u co cHuXeHHeM XKHu3Heco-
COGHOCTH XEHILUHH 110 CPABHEHHIO C aHAJIOTHYHLIM MOKa-
3artesieM y MyxuuH [4,5].

Menuana oxuaeMoH NPOLO/KHTENBHOCTH XKU3HH 6OJIb-
HBIX MYKOBHCIHI030M B Poccuu coctaBasieT 25 Jiet, npu
9TOM JI0JIs1 B3POCJIBLIX NalHeHToB cocTasiser 28 %. Haum
JlaHHBIE MTOJATBEPXKAAIOT OOLLYI0 TEHAEHLUHIO — MYKOBHC-
LIMJ103 CTAHOBUTCS aKTYyaJIbHOH NMpo6JIeMOH COBpeMEeHHOMH
Iy/IbMOHOJIOTHH, NepecTaBast 6bITh Cyry60 neaHaTpH4ecKo
npobJemMoH.

ABTOPEI BBIPAXAIOT I71yGOKYIO NPH3HATEILHOCTD H'aumm KoJuteraM, JitoGe3Ho npejo-
CTaBMBLLUMM CBOJ MaTepHall JUIsl HanMcaHua naHHoi crateu: A. K. Ameposoii (Sipoc-
nann), npod. 7. E. fembuyroii (Caukr-IlerepGypr), npod. H.H. Kanpanosy (Moc-
kBa), H.10.Kawupckoii (Mocksa), JI.A. Kponunoii (Mocksa), E.JI. Tumosoii (OMck),
B.A.Camoiineno (Mocksa), 0.4.Coxoaoeoii (OMCK). ABTOPB! CTaTh MPOCAT NpH-
HATH aKTHBHOE y4YacTHE KOJUICT M3 JIPYrHX perHOHOB B CO3JIJaHHH MOJIHOIO HAllMO-
HaIBLHOTO perneTpa GonbHBIX MyKoBHcUMA030M B Poccuu. Mo Mepe nonyuenus
HOBOI HHpOpMaLMK faHHBIe perucTpa GyayT npeacrarieHsl B MHTepHere Ha crpaHiy -

K€ PYCCKOSA3BIMHOTO 06LIECTBA Bpauei-1TyIbMOHONOTOB (www.mosmed.ru/pulmo) w Ha
HAUHOHANBLHEIX KOHIpeccax.
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