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PerucTp 001bHbIX MYKOBUCLIM030M
B Poccuitckoi @epepauun

2011 rop

VBazkaemble Koyuieru!

IIpencrasisieM BallleMy BHMMAHHWIO IIEpBBINA TomoBoii otueT (Perucrp) o GOJBHBIX MYKOBHUCILMZO30M
B Poccuu.

3apaueit co3gaHus Peructpa siBiasieTcss coop MHGOpMaALMU O O0JIbHBIX MYKOBUCLIMA030M, XXUBYILIUX Ha
teppuropun Poccuiickoit Menepanun. I[Ipu ero moaroroBke ObLIM cOOpaHbl CBeAeHUSI (AHOHMMHBIE)
0 BO3pacTe, I0Jie, pOCTe, Macce TeJia OOJbHBIX, a TakxKe 0 MyTauusix reHa MBTP, mokasarensix pecru-
paTopHOI (PYHKIIMU, OCTOKHEHHUIX 3a001eBaHUS U TPUMEHSIEMON Teparnuu.

Peructp comepxut nHpopmalrio, KOTopas IMo3BOJUT BpadaM:

* 00BEKTUBHO OLICHUBATH COCTOSIHME OOJIbHBIX MYKOBUCLIMIO30M M 00bEM JOCTYITHON MEIUIIMHCKOMN
MMOMOIIM B pa3HbIX pernoHax Pd;

* COBEPILEHCTBOBATH OPraHM3aIMIO JIeUeHUs NallueHTOB;

* oleHMUBATh 3(P(HEKTUBHOCTb Pa3HBIX METOIOB TEPAllMM MYKOBUCILIMI03A;

* pa3pabaThIBaTh KIMHUYECKIEC PEKOMEHIAIINN;

* co3laBaTh IIPOTOKOJIBI MCC/IEIOBaHMS HOBBIX IIpenapaToB M HEMEAMKAMEHTO3HBIX METOMIOB Jieue-
HMUSI.

dopMmar JOKyMEHTa BO MHOIOM COOTBETCTBYeT Permctpy EBporieiickoro o01ecTBa 110 MyKOBHCIIO3Y
(European Cystic Fibrosis Society), 4To 1o3BosieT 3¢ GeKTUBHO 00MEHUBATLC MH(GOpMaILeil ¢ 3apydexK-
HBIMM KOJIJIETAMM U MCIIOJIb30BaTh MEXIYHAPOIHbIE JAHHbIE KaK B HAYYHOI, TaK U ITPaKTUYECKO pado-
Te Poccuiickoro M permoHaJIbHBIX LIEHTPOB MYKOBHCIIMIO3A.

Co60p nHpopManmu mpoBoauTcs O0IIEpoCcCUiiCKo 00IIeCTBEHHOM oprann3aiyeil "Poccuiickas accorma-
LS IUTSE OOJIbHBIX MYKOBUCIHMI030M" (IIPE3UACHT OpraHu3alny — I. M. H., ipod. H. 1. Kanpanos). Ucnion-
Hutenamu spistiorcst @I'BY "HUU nynemononorun” @MBA Poccun nu @I'BY "Meanko-reHeTHIeCKUiA
HayuyHbIi LIeHTp" PAMH. OGHoBIsIt01asICsl MH(OpMaIIvs pa3MelliaeTcst Ha cailte www.mukoviscidoz.org.

BoisiBisist mpoGieMbl M JOCTUXKEHUST B JIeUEeHUU MYKOBMUCIIMIO3a, Peructp mpemocrapiseT BpayaM BO3-

MOKHOCTb IIPUOJIM3UTHCSA K JOCTVKEHUIO CIEIYIOIINX TJIaBHBIX 1LIeJiell BeIeHNST OOIbHBIX:

1) HopManu3alys HyTPUTUBHOTO CTaTyca AeTel, TOJAPOCTKOB U B3POCIIbIX, OOJIbHBIX MYKOBUCIIUIO30M;

2) cTabuamn3auus pecrupaTopHoOl (YHKINN, paHHSS IMarHOCTHUKA, CBOEBpEeMEHHOE U afeKBaTHOE Jieue-
HUe 000CTpPEeHMIT pecIpaTOpHON NH(PEKIINHN;

3) oObenuHEHUE YCUIMiA OOJbHBIX, UX CEMel, a TakKe BCero MeAMIIMHCKOro nepcoHaa JIjisi orpaHuve-
HUSI MHOUIMPOBAHHUS IMAlIMEHTOB BBICOKOINATOI€HHBIMM MMKPOOpPraHM3MaMM, TaKUMM KakK
Pseudomonas aeruginosa u Burkholderia cepacia complex;

4) paHHSISI AMarHOCTUKA U JieYeHHe OCTOXKHEHU I MyKOBUCILIMI034, B T. Y. MyKOBUCLIMI0303aBUCUMOTO ca-
XapHoro auabera U OCTeonopo3a;

5) pocT 4ymcia TpaHCIDIaHTauMi y OOJIbHBIX MyKOBHCIIMI030M IIPH JICUCHUM ObIXaTeIbHOM, IIEUeHOTHOM
U JIETOYHOW HENOCTATOYHOCTH.



[lpuBeTCTBEHHOE C/I0BO

MyKOBHCIIUI03 — MHOTrO(aKTOpHOE W MYJBTUCHCTEMHOE 3a00JIeBaHME.
HecMoTpst Ha TOCTOSSHHOE COBEPIIEHCTBOBAHIE METONOB JICUCHUS 1 peadm-
JINTALMKU OOJIbHBIX MYKOBUCILIMIO30M, YPOBEHb MX BHKMBAEMOCTH B Pa3BU-
TBIX CTpaHax JOCUT CTaAuM IIaTo. TpedyeTcsl cepbe3HOe MePeOCMbICICHUE
CJIOXKUBIIICICSI CUTyalliM B PErMOHAJIBHBIX IIEHTpaX, IMMOWCK PE3epPBOB IS
paHHE} OWarHOCTUKH 3a00JieBaHUS, TPOMDUIAKTUKI M CBOCBPEMEHHOM Te-
panuy MopaxKeHUsl JIETKUX, OpraHMu3alul MEeXIUCIUIUIMHAPHOIO MOAX0Aa
K peIIeHUIO ITPOOJIEMBI.

B Poccum B Hacrosiimee BpeMs co3IaHa CeTh MEIWIIMHCKUX YIPEKICHUIA,
COCTOSIIAs U3 57 pernOHAIBHBIX IICHTPOB UIST IUATHOCTUKM 1 JICICHUS Je-
Teid 1 10 — 111 B3pOCIIBIX OOJIBHBIX MYKOBUCLMAO30M. B 3HaYMTEIBHOM MX
YacTH CO3/IAl0TCS PETUCTPhI, coAepKaliue NHhOPMAaIio KaK 00 OCHOBHBIX
IHATHOCTUYECKUX KPUTEPHSIX 1 TTIEPBBIX CUMIITOMAX 3a00JIeBaHMs, TaK U OT-
pakarolre TeKyIIre IToKa3aTeIn HyTPUTUBHOTO M MH(EKIIMOHHOTO CTaTy-
ca, JerOYHOM (PYHKIIUM, YaCTOThI 000CTpeHMIT, 00beMa 0a3MCHOI Tepanmu,
HaJM4usl OcjIoXHeHuil. KpoMme Toro, peructpbl BKJIIOYAIOT B ce0sI, OCHOB-
HbIE BIMUIEMHUOJOTUIECKIE TI0Ka3aTeIn, TaKue KaK CPeTHUIT BO3pacT 00JIb-
HBIX, KOJIMIECTBO MALMEHTOB, B T. 4. cTapiie 18 jieT, BO3pacT MOCTaHOBKU

—_—

Kanpaunos Hukouaii Banosuy
1. M. H., Tpoeccop, pyKOBOAUTEIb HayYHO-
KJIMHUYECKOTo oTaea Mykosucuuaosa by JuardHosa u ap.

"Meiko-reneruieckuii Hayunbiii uentp” PAMH,  Perpctp 00JBHBIX TOMOTAeT MPEACTaBUTh Hauboiee 3HAUMMbIE CUMITTOMBI,

PYKOBOOUTEITb Poccuiickoro 1 MockoBcKOro 6 A

LLEHTPOB MYKOBHCIIUJI034, 3ACITYKEHHbIi KOTOPBIMM MaHH(eCTUPYET 3a00IeBaHNe. AHAIN3 BhIIIEYKa3aHHBIX JaHHBIX

nesitenn Hayku PO ITO3BOJISIET TPAMOTHO BBICTPOWUTH OPraHM3aLMOHHO-METOINIECKUE MEpO-
MPUSTHUSL, MEAUKO-COLIMATbHYIO TTOMOIIb JaHHOMY KOHTUHIEHTY OOJIbHBIX,
a TaKe CIIOCOOCTBYET MEXIYHAPOIHOMY COTPYIHUYECTBY U HAyYHBIM MC-

CJICAOBAHUAM I1O0 Hp06neMe MYKOBHCLIMIO3A.

YBazxaeMmble ynuTaTEIN!

CrienMaabHbIN BITYCK XXypHaia "[lyJ1bMoHOI0THS " TOCBSIIEH YHUKATBHOMY
mpoekTy OOIIepoCcCHiicKoi OOIEeCTBEHHON OpraHM3alny "Bceepoccuiickast
acconuanus st 00IbHBIX MYKOBUCIIMI030M " 1 Poccuiickoro pecmmuparop-
HOTO OOIIECTBA, B OCHOBE KOTOPOTO JIEKUT (DOPMHUPOBAHKE HAITMOHATHLHOTO
Perucrtpa 601bHBIX, CTPAgAIOIINX MYKOBUCIIUIO30M.

He6onab1roii rpynmnoii Bpaueit Poccuu Bo riase ¢ mpodeccopom H.HU. Kanpa-
Hogbim (TIeAVATpus) U BEAYIIMM HaydyHbIM coTpynHukoM HUUW mynbmo-
Hosoruu PMBA Poccuu E.JI. Ameaunoii (ITyTbMOHOJIOTHSI) cchOpMHUPOBaHA
HallMOHaJIbHAsl MporpaMMa IO AUArHOCTUKE, JICYEHUI0 U MPOGhUIAKTUKE
000CTpEeHNIA MYKOBHCIIAI03a. 3aMETHBIM YCIIEXOM JaHHOM ITPOTrpaMMBbI SIBH-
JIOCH TIOBBINICHNE KAaYeCTBA XXU3HU OOJIBHBIX M YBEIMUCHHE OXMIACMOU ee
mponookuTeabHoCcTH 10 40 1eT u 6o1ee (MOCKOBCKMIT PETHOH).
CoBpeMeHHbIl Bpad A0KEH ObITh XOPOIIIO ITOATOTOBIECH MO BOIPOCAM M-
ArHOCTUKM M JICYEHUST MYKOBHCIINI03a, KIMHUIECKUE MPOSBICHNUS KOTOPO-
TO B pa3HbIX BO3PACTHBIX TPYIIITaX UMEIOT CBOM OCOOEHHOCTH. Tak, eciu st

Hyuamun Anexcarip [puropsesuy HEOHAaTaJILHOTO TTepro/Ia XapaKTepeH MEKOHUEBBI MIIEYC U IpyTHe TTpooIie-
II. M. H., akanemuk PAMH, nupekrop 6 .

®FY "HUH nymswotiororm” ®MBA Poccin, MBI TIMILIEBAPEHUS, TO JJISI B3POCIBIX MTALIMEHTOB 00Jie€ CBOMCTBEHHBI JIETOU-
IJIaBHblit TepanesT Munsapasa Pocen, HbIe MposiBiaeHus 3a0oneBaHus. CoznaHue Perucrpa nmpuxoauTcss Ha Mepu-
npogeccop, 3a8. Kabenpoi rocuTanLHoM Oll, KOrma IMpoBeAeHa OoJibllas paboTa 1O TEHETWYECKOW JIMarHOCTUKE
Tepanuu neauaTpuyeckoro axkynsrera PIMY,

npescesaTeh npasieHus Poccuiickoro 00JIbHBIX MYKOBUCIIMI030M. BriepBbie Bpauu Poccuu MOTYT aKTMBHO 00CYX-
PecrupaTopHoro obliecTBa JlaTh COOTHOIIEHUSI F€HOTUIIa U (PEHOTUIIa MYKOBMCIIMA03a, BBISIBISAS Kak

KJIaCCUYECKHE TSKeIbIe (hOPMBI 3a00JIeBaHUS, TaK M T€, KOTOPBIC ITUTEIThb-
HOE BpeMsI IMPOTEKAIOT CYOKITMHIIECKH.

CrnenmanbHBIN BBITYCK XypHania "[lyapMoHoI0rua" oTpakaeT TOCTUKEHUS
POCCHUIICKOM TyIbMOHOJIOTUM U MEAUATPUM B 00pb0e ¢ 00IEe3HbIO, KOTOpast
ellle HeTaBHO YHOCWIIA XXU3HU JeTel paHHETO M ITOJPOCTKOBOTO BO3pacTa.
Kak Bcerma, Mbl oOpalaemMcst K KaxKIoMy M3 Bpadyeid ¢ HaeXk a0 Ha COTpYI-
HUYECTBO M JaJIbHEUINEe YIyJIIeHNe ITOMOIIN OOJBHBIM MYKOBUCIIAI030M
1 MBTP-3aBucumMbIiMu 3a00JI€BAHUSIMMU.




OpraHn3aLyuoHHbI KOMUTET

Kpacosckuii CtanncaaB AeKCaHIPOBHY

K. M. H., HAy4HbI{l COTPYAHUK J1aOOpaTOpUM
mykoBuciinno3a @PrbY "HUU nynemoHomorun"
D®MBA Poccuu. Anpec: 105077, Mockga, yi.

11-s MapkoBast, 32, koprt. 4; Ten.: (495) 465-74-15;
e-mail: sa_krasovsky@mail.ru

Yepusak Anekcanap Baagumuposna

K. M. H., 3aB. Tabopatopueii yHKIIMOHATBHBIX

M YJIBTPa3BYKOBBIX MeTONOB uccienoBanus OI'BY
"HUW nyaemononoruu" ®MBA Poccun. Anpec:
105077, Mocksa, 11-g IMapkosas, 32, kopri. 4;
Ten.: (495) 465-53-84, e-mail: achi2000@mail.ru

Amenuna Enena JIbBoBHa

K. M. H., 3aB. TabopaTopueit MyKOBUCIIUA03a
®IreY "HUU nynemononorun” @®MBA Poccun.
Anpec: 105077, Mocksa, 11-s [Tapkosas, 32,
Kopr. 4; Ten.: (495) 465-53-84;

e-mail: eamelina@mail.ru

Kammpckas Haraaus IOpbeBHa
1. M. H., poceccop, TIaBHbII HayYHbII
COTPYIHUK HayYHO-KIMHUYECKOTO OTAea

Konaparbesa Enena ViBaHoBHA
1. M. H., ipoeccop, TIaBHbII HAyYHbBII
COTPYIHUK HAyYHO-KJIMHUYECKOTO OTea

mykoBucino3a GI'BY "Meanko-reHeTHIeCKUiA
HayuHbii 1ieHTp" PAMH, unen pabouunx rpymim
3KCIEPTOB MO0 HEOHATATTEHOMY CKPHUHUHTY,
MarHoCcTUKe 1 peructpy EBporneiickoro obuiecTsa
o mykoBuctnno3sy (ECFS). Aapec: 115478,
Mockaa, yi1. MockBopeusbe, 1 ; Tein.: (499) 254-90-49;
e-mail: kashirskayanj@mail.ru

MykoBucinnosa, PI'BY "Meanko-reHeTHIECKUi
HayuHblil ueHTp" PAMH, Bpau-nenuarp 'BY3
"JleTckast FOpOACKast KIMHUYeCcKasi 60JbHUIIA

Ne 13 um. H.®.®unatosa" [I3M. Anpec: 115478,
Mockaa, yi1. MockBopeuse, 1; Tesn.: (499) 254-90-49;
e-mail: elenafpk@mail.ru




ABTOpbI

IIlepman BukTopusi JlaBuioHa

K. M. H., 3aB. OTJeJeHueM MyKoBucuuaosa K/ L[
I'BY3 "[leTckasi ropojackasi KIMHUYECKast
6oabHuIa Ne 13 um. H.®.@unarosa" JI3M,
CTapllIMii HayuYHbII COTPYAHUK HAYYHO-
KJIMHUYECKOro oTaesa Mykosuciraosa ®TBY
"MenuKko-TeHeTUYeCK1il HayuHbli 1ieHTp PAMH"
Anpec: 115478, Mocksa, yi. MockBopeube, 1;
Tent.: (495) 936-93-93; e-mail: tovika@yandex.ru

k"t

ITabanosa JIuaus AopamoBHa

K. M. H., CTapIINi HAYYHbII COTPYIHUK OTAEICHUS
mykoBuciiao3a GI'BY "Meanko-reHeTUIECKU I
HayuHbiii ieHTp PAMH", Bpau-nenuatp [BY3
"JleTckasi TopoacKasi KIIMHU4YecKast 0obHILIa No
13 um. H.®.®Ounarosa" J13M.

Anpec: 115478, Mocksa, yi1. MockBopeube, 1;
Test: (495) 936-93-93; e-mail: shabalova@list.ru

IlleBasikoBa AHHA AJleKCAHAPOBHA
Bpay-OPAMHATOP ITYJIbLMOHOJOTMYECKOTO
otaenenust BY3 OO "O6nactHast neTckast
KJIMHUYecKasi GoJIbHUIIA" .

Anpec: 644001, Omck, yi. KyiiGbiesa, 77; Te.:
(3812) 37-30-68; e-mail: aashevlyakova@mail.ru

Bop Amnna IOp a

K. M. H., CTapLIMiA HAYYHBII COTPYIHUK HAyYHO-
KJIMHUYECKOro oT/ieia MykoBuciunoza PTBY

"Menuko-reHeTnueckuit HayuHblii neHtp" PAMH,
Bpay-neanarp Beiciueil kareropuu 'BY3 "[letckas

ropojickasi KiiuHuueckast 6osbHua Ne 13
uM. H.®.@unarosa” I3M. Anpec: 115478,

MockBa, yi1. MockBopeuse, 1; Ter.: (495) 936-93-93;

e-mail: voronkoval 1 | @yandex.ru

IITenennesa Hatanbs EBrenneBHa
CTaplUMii HAyYHbIN COTPYIHUK HayYHO-
KJIMHUYECKOTO oTesia MykoBucimnosa @'Y

"Menuko-reHeTnueckuii HayaHbli neHtp" PAMH,

Bpau-neanarp, Bpayd (GPyHKLMOHATbHON
JIMarHOCTUKM OTaesieHus: MykoBucimmosa KJL]
®I'BY "[erckas ropoackasi KIMHUYECKast
GosnpHuIa Ne 13 um. H.®.®Dunatosa" [I3M.
Anpec: 115478, Mocksa, yi1. MockBopeube, 1;
Tei.: (495) 936-93-93; e-mail:
shelepneva@yandex.ru

Cad Tarpsina W

3aB. MYJbMOHOJIOTUYECKUM OT/IEICHUEM
¢ Llentpom mykoBucumunosa bY3 OO "O6nactHast
JieTcKasl KIIMHUYecKast 60bHULA", Bpayd BBICILIEH
KaTeropyu, IIaBHbIM BHEIUTATHBIN AETCKUI
nyasMoHostor OMckoit obmactu. Anpec: 644001,
OMck, yi1. Kyiiobimesa, 77; ten.: (3812) 37-30-68;
e-mail: tatyanasafonova66@mail.ru

b

Hukonosa Bukropusi CepreeBHa

K. M. H., CTapLIMii HayYHbI COTPYAHUK HAYYHO-
KJIMHUYECKOro oT/aea MyKoBuciunoza PIBY
"MenuKko-reHeTuuYecKuii HayuHblit eHtp” PAMH,
Bpay-reauarp, Bpad hyHKIMOHAIBHON
JIMAarHOCTUKM OTIesieHUs MyKoBucuuaosa [bY3
"JleTckasi ropoJcKasl KIMHUYecKasi 60JbHUIA

No 13 um. H.®.®unarosa" I3M. Anpec: 115478,
Mockaa, yi1. MockBopeube, 1; tei: (495) 936-93-93;
e-mail: nikonovavs @mail.ru

Top Oms Bukr
K. M. H., CTapIINA HAYYHBI COTPYTHUK OTIEICHMUS
TyJbMOHOIOTHY 1 ajuiepronoruu ®IrBY
"HayuHbliit ieHTp 300poBbs aeteir” PAMH.

Anpec: Mocksa, 119991, JlJoMmoHOCOBCKMIi TIP-T, 2,
ctp. 1; Ten.: (499) 134-93-31; e-mail:
ygorinova@yandex.ru

P

aF

Kopueesa Tatbsina IOpbeBHa

Bpay-oparHarop Il kareropun
yJIbMOHoJIornyeckoro oraeneHus bY3 OO
"O6sacTHas IeTCKast KIIMHUIecKasi 6oIbHULIA",
ny6uiep 3aBeaylolieii otneaenuem. Anpec: 644001,
OMck, yii. KyiiGbrmesa, 77; ten.: (3812) 37-30-68;
e-mail: energizer357@yandex.ru



ABTOpbI

IIporacosa Tarbsina AjleKCaHAPOBHA

3aB. OTACJIICHUEM OCTPBIX PECITUPATOPHBIX
uHbexkumii TAY3 "KemepoBckast obaactHast
KJIMHUYeCcKast 00JIbHUIIA", TIaBHBIM CIIELIMATUCT
JlenapraMeHTa OXpaHbl 310POBbsI HACEIEHUSI
KemepoBckoii o6actul, pykoBoautesb LieHTpa
MYKOBMCLIMI03a Ist neTeit KeMepoBcKoit
obJacTu, 3aciayxXeHHbIi Bpau PD. Anpec: 650066,
KemepoBo, OKTsI0pbCKMii 1p-T, 22; Teu.: (3842)
39-64-21; e-mail: protasova@coltel.ru

i
Ameposa Hpuna Kapiosna
1. M. H., 3aB. OTJIe/IeHUEM IyJibMoHooruu ['BY3
510 "[erckas kmHUYecKast 6ombHMLa Ne 1"
Agpec: 150003, Spocnasib, np-t Jlenuna, 12 / 76;
Teu.: (4852) 25-24-43;
e-mail: irina_asherova@mail.ru

Konnakosa I0aus AnekcanapoBHa
Bpau-nieauarp ropoackoro LeHrpa
mykoBucuunos3a 'bY3 HO "lopoxckas nerckast
KJIMHMYeCcKast 00JbHULIA CKOPOI MEIMLIMHCKOM
nomoriu”. Anpec: 630007, HoBocuGmpcek,
KpacHbtii nip-T, 3; Ten.: (3832) 23-16-94;
e-mail: yulakondakova @rambler.ru

Xauusn Marna MencukoBHa
Bpau-kKiIMHuYeckuit hapmakosor 'BY3 "/leTckas

Kpaesas kiauHnueckas 6ompHuIa" 13 KK. Anpec:

350000, Kpacnonap, Inomans [oGensr, 1;
Tent.: (861) 262-64-54; e-mail: magda 16@mail.ru

Toay6uosa Oubra ViropeBnHa

K. M. H., 3aB. OT/JEJICHUEM ITyJIbMOHOJIOTHU

u ajuteprosiornu BY "Pecrybimkanckas neTckast
KJIMHMYecKasi 6osibHMIa" MUH31paBCOLPa3BUTHS
Yysawuu. Anpec: 428020, YeGokcapsl,

yi. Ocuriosa, 5; Tenr.: (8352) 55-01-26;

e-mail: vakcina2007@mail.ru

ITagsos ITetp MBanoBHY

3aB. OTJCJICHUEM ITTyJIbMOHOJIOTUH

BY "PecrnybnmkaHckast KIMHUYecKast 0obHULA"
MuHn3zpaBcolpasBuTs YyBalu, BHEIITATHBII
CIELUATNCT SKCIEePT-ITyTbMOHOJIOT

Munsapascoupassutust YyBammu. Anpec: 428018,

YebGokcapsl, MocKOBCKuMIA TIP-T, 9; Teu.: (8352)
58-29-89; e-mail: pi_pavlov@mail.ru

Pomanenko Haramus MBaHoBHA

K. M. H., 3aB. NleiMaTpuiyeckum otaeieHuem 'bY3
HO "Toponckast geTckast KIMHU4ecKasi 601bHULA
CKOPO#1 MEIULIMHCKOM MOMOLIK".

Aaxpec: 630007, HoBocubupck, KpacHsiit np-T, 3;
Ten.: (3832) 23-16-94; e-mail: cfcenter@ngs.ru

Bpucun Bukrop IOpbesnu

3aB. TyJIbMOHOJIOTUYECKUM OTAEJICHUEM

I'BY3 "[letckast KpaeBasi KIMHUYeCKast 00TbHUIA"
J3 KK. Anpec: 350000, KpacHomap, [Tiomians
[Mo6Gens, 1; Ten.: (861) 262-64-54;

e-mail: brisin@inbox.ru

/.

Wavenkosa Hataims AnarosibeBHa

IL.M.H., poeccop 'BOY BITO "KpacHosipcKuii
TOCYIapCTBEHHBI MEAULIMHCKUI YHUBEPCUTET
M. ipod.B.dD. BoitHo-Scenenkoro” MuH3npasa
Poccun, 3aB. kadenpoit 1eTckux 6o1e3Hei

¢ xypcoMm I10. Anpec: 660022, KpacHosipck,

yi. INaptuzana 2Kenesusika, 1; tein.: 8-902-940-48-71;
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Perucrp 6o1bHBIX MyKOBUCLIMI030M B Poccuiickoit @enepanuu. 2011 rox

B Peructp Bouuta nHdopMaius 0 60JbHBIX MYKOBUCLUAO30M U3 16 permoHOB-CYObEKTOB
Poccuiickoit ®eneparum u . HoBocnbumpcka.

Yucio 60IbHBIX B PETMOHAX, A0S B3POCIbIX MAIIUEHTOB B KaXkIOM M3 HUX, a TaKXkKe
OTHOIIIEHNUE YNCIIa TTAIIMEHTOB ¢ MYKOBUCIIMIO30M K O0IIIel YMCIeHHOCTH HaCeIeHUS,
MPOXUBAIOIIETO B KaXK/IOM PETMOHE, OTPaXeHbI B Ta0. 1.

Tabauua 1
Yucaennocmo 601bHHIX MYKOBUCUUO030M, 00451 63POCABIX U HACIMOMA CIMPEHACMOCTU MYKOGUCUUI03A
¢ pazauunsix pecuonax PD

U3 Hux
B3POCHbIX, N

Yucno
60/bHbIX, N

Dons
B3pOCHbIX, %

YactoTa BcTpeyaemocTu
Ha 100 Tbic. HaceneHus

Pernox Hacenenune
peruoHa, n
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

B Peructp 0butn BKitoueHs! 1 026 6onbHBIX. [IpeactaBiaeHsl pernonbl LlienTpansHoii Poccnn,
CeBepo-3anana, FOra, [ToBosxbs, 3anagHoit u LlentpanbHoit Cubupu u JlansHero BocToka.
O6umasa cymmupytoas nHbopMaiug no Peructpy npuseneHa B Tabi. 2.

Tabauua 2
Obwasn cymmupyrowas ungpopmauus no Pecucmpy
Mokasatensb ‘ 3HayeHue
XMBbI, N 1011
ymepau, n 15
Bospacr, rogpl
M=SD 11,5+8,9
MepauaHa (MHTepKBapTMNbHbLIA MHTEPBanN) 9,5 (14,0)
[Lons naumeHToB B Bo3pacte > 18 net, % 25
M +SD 3,3+5,5
Mepawana (MHTepKBapTUAbHbLIA MHTEpBan) 1,0 (4,0)
MekoHueBblii uneyc
BCEro, % 5,4
* Xupypruyeckoe nocooue, % 4,8
* KOHcepBaTUBHas Tepanus, % 0,6
32 OTYETHbIN rog, % 8,7
* xupypruyeckoe nocooue,% 8,7
* KOHcepBaTuBHas Tepanus, % 0
Xnopugpl nota, Monb / n 98,9 + 26,3
[narHo3 no HeoHaTanbHOMY CKPUHMHTY
Bcero, % 28,8
B OTYETHOM rogy, % 78,3
oxear, % 91,8
[D0NSl BbISIBNIEHHbIX MyTaumit, %* 80,0
¢ 2 BbiIBNIEHHbIE MyTaumum, %* 69,1
¢ 1 BbisiBNEHHas myTauus, %* 21,4
o 00e myTaLum He BbiBNIEHbI, %* 9,5
F508del / F508del, %" 32,1
F508del / ne F508del, %* 41,2
He F508del / He F508del, %* 26,7
F508del, annenbHas yactora, %* 52,7
CFTRdele2,3, annenbHag yactota, %* 96,3
E92K, annenbHas yactota, %* 22,65
MwukpoGuonoruyeckoe nccnefoBaque
Staphylococcusaureus, % 58,4
Pseudomonas aeruginosa, % 32,3
Burholderia cepacia complex, % 7,0
Stenotrophomonas maltophilia, % 3,4
[pyras rpamoTpuuatenbHas ¢pnopa, % 13,4
HeTybepkyneaHblit MukoGakTepnos, % 1,6
GXEN, %gz0nx. 84,6 + 30,1
ODB1, %o0mx. 74,6 +29,4
WUMT, kr / M2 16,5+3,0
Annepruyeckuit GPOHXO0NEroYHbIN acneprunses B 0TYETHOM rogy, % 1,3
CaxapHbiil auabeT ¢ runepravkemmeii Hatowwax, % 3,2
MHeBMOTOpaKC, NOTPeGOBABLLMIA APEHMPOBAHMS B OTYETHOM roay, % 1,5
Linppo3 neyexn
* C nopTanbHOi rUnepTeHaueil / runepcnneHusmom, % 4,2
¢ 0e3 nopTanbHOIi rMnepTeH3un / runepcnnexduama, % 4,3
® 0 HaNIU4MM TUNEPTEH3UN HEU3BECTHO, % 0,32
MopaxeHue neyexn 6e3 umppo3a, % 3,2
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[TosoBo3pacTHast CTpyKTypa 00JbHBIX MYKOBUCLIAA030M

JleroyHoe KpoBOTEYEHME B OTYETHOM roay, % 2,6
Hanuuue oHkonoruyeckoro 3aboneBaxus, % 0,4
OcTteonopos, % 14,5
Monuno3 BepxHuX AbixaTeNbHbIX nyTei, % 15,0
OneKTPONUTHbIE PaccTpoiicTBa, % 4,0
Amunounpos, % 0,2
Tepanus
TMnepToHMYecKuii pacTBOp HaTpus xnopuaa,% 8,7
AHTMOUOTUMKM

* UHransLMoHHbIE, % 41,3

¢ BHYTPUBEHHbIE, % 70,9

* nepopanbHbie, % 69,1
Bponxoaunararopel, % 63,0
niokokopTMKOCTEPOMADI

* UHransLMOoHHbIE, % 26,8

* cMCTeMHble, % 8,3
[LopHasa-anbda, % 93,4
AsutpomuumH, % 34,7
Ypcoaesokcuxonesas kucnora, % 93,2
MaHkpeaTuyeckue pepmentbl, % 94,2
XupopacTeopumble BUTaMUHbI, % 88,1
Kunesutepanus, % 79,9
Kucnopopotepanus, % 6,2

® nierkux, n 1

* MeyeHu, n 0
CmepTb
Yucno ymepLunx 15
M £ SD, rogbl 15,9+12,7
Me (IQR), roab! 17,4 (25,0)
MprynHbl cMepTH

* GpoHXoneroyHas, n 13

® BOAHO-3/1EKTPO/NNTHBIE PAacCTPOIACTBA, N 1
MpuynHa cMepTH Hen3BecTHa, n 1

Mpumeyatme: * - nons T Yucna 6oMbHbIX, KOTOPLIM MPOBEAEHO FEHETUHECKOE McCnenoBarme; M + SD - cpefHee + cTaHmapTHoe oTknoHewue; Me (IQR) - Meanaxa (MHTepKBapTbHbIA
pa3max); ®XEJT - dopcuposaHHas xu3HeHHas emkocTb nerkix; ODB; - 06bem GopcrpoBaHHOro Bbifoxa 3a 1-10 cekyHay; UMT - nHzexc Maccsl Tena.

MonoBo3pacTHas CTPYKTYpa 00/bHbIX MyKOBUCLUA030M

Bo3spactHas cTpykTypa 00JBHBIX MYKOBHUCIIMI030M OTpakKeHa Ha puc. 1.

80 r 100
70 r 90
80
60 =
‘ rn g
o
_ 50 ‘ L 60 B
40 ‘ L 50 &
E
%0 0z
pv4
‘ r 30
20
‘ r 20
10 ‘ | 10
0

13 5 7 9 11 13 15 17 19 21 23 25 27 29 31 33 35 37 39 41 43 45
Boapacrt, rogbl

Puc. 1. Tucrorpamma Bo3pacta 60JIbHBIX MYKOBUCLIMI030M

http://www.pulmonology.ru



Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

CaMmpblii cTaplluii MalMeHT B OTYUETHOM roay Habmoaancs B Mockse. Ero Bo3pact — 44,2 ropa.
ot B3pOCIbIX MalMeHToB (= 18 jier) B 1eJioM 1o cTpaHe coctaBuia 25,0 %. Cpenn 6OJIbHBIX
npeobanaan MyxkdrHbel — 551 (53,7 %). Pacnipenenenue 00OJIbHBIX 110 4-JIETHUM BO3PACTHBIM
IIPOMEXYTKaM IIPeICTaBIeHO Ha puc. 2.

300 -

v * 1100
r 90
80
r 70
r 60
50

40

KymynstuHas yactota, %

30

0-3 4-7 8-11 12-15  16-19  20-23  24-27 28-31 32-35 36-39  40-43 44-47
Boapacr, rog!

Puc. 2. PacnipesnenieHue 60JIbHBIX MYKOBUCIIMIO30M 110 4-JIETHUM BO3PACTHBIM IMPOMEXYTKAM

JunarHocTuka
00Las xapaKTepucTUKa rpynbl

[ncTorpaMma Bo3pacTa yCTaHOBIICHUS TMAaTHO3a B 00IeM IT10 TpyIIIie IIpeAcTaBicHa Ha puc. 3.
CpenHuii Bo3pacT MOCTaHOBKM AuarHo3a coctaBui 3,3 £+ 5,5 rojga, MearaHa Bo3pacTa yCTaHOB-
neHust auarHo3a — 1,0 (4,0) roma. B Bo3pacte = 18 jiet 3a60s1eBaHKe IUATHOCTUPOBAIOCH Y 2,6 %
OT 00111eT0 yKcia 60NbHBIX U Y 11,4 % — OT unciia B3pociibiX. MUHUMAJIbHBII BO3PACT YyCTAHOB-
JICHUS IarHo3a — Ipyu poKIeHWN, MaKCUMalbHBIN — B 41,0 roma. MeKOHUEBHI UJICYC pa3-
BUJICS Y 55 60JIbHBIX (5,4 % OT 0611ero uncia 60abHbIX), 49 U3 HUX MOTPeOOBaIOCh XUPYPIH-
yeckoe rocobue. CpenHuii ypoBeHb XJIOPUAOB IIOTa IIPU IPOBEIEHUM IIOTOBOIO TeCTa
coctaBuia 98,9 + 26,3 MMoub / 1. J107151 60IbHBIX, KOTOPBIM AMArHO3 ObLI YCTAHOBJIEH 10 HEO-
HaTaJIbHOMY CKPUHUHTY, — 28,8 %.

600

0 1t 2 3 4 5 6 7 8 9 10 11 1213 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 31 32 33 34
Bospacr, rogl

Puc. 3. [ucrorpamma Bo3pacra yCTaHOBJIEHMS IMarHo3a B 00ILEM IO Tpyrire
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Jluarnoctuka

Ha puc. 4 npencrasieHbl 101 OOJbHBIX C YCTAHOBJICHUEM IMAarHo3a 1o HeOHATaIbHOMY

CKPHUHUHTIY B IICJIOM 11O CTpaHE. B3 PETMOHAX O0JId AMarHo30B, YCTAHOBJICHHBLIX I10

HEOHATaJbHOMY CKpUHUHTY, cocTaBisieT > 40 %, B 5 cyobektax PO — < 20 %.

Tpumopckmit Kpaii
OpeHbyprckan obnactb
ActpaxaHckan 06nacTb
Tepmckuit Kpait
Pecnybnvka bawkoprocTaH
Tomckas 06nactb
Huxeropoackan obnactb
JleHuHrpapckan obnactb
KpacHospckuit kpait
Pecnybnuka Yysawwa
KpacHopapckuii kpait
fipocnasckas obnactb

r. HoBocubmpck
Kemepockas obnactb
Omckas obnactb

Mocksa 1 MockoBckas 0bnactb

Puc. 4. Jost GOJBHBIX C YCTaAaHOBJICHUEM JHUArHo3a 1o HeoHaTaIJbHOMY CKPUHWHTY B PETUOHAX

20

30

40

50

60

CpenHuii BO3pacT U MeIMaHa BO3pacTa YCTAHOBJICHMS AMAarHo3a B PErMOHAX IMPEICTABICHBI

B Ta0OII. 3.

Tabauua 3

Cpeonuii 6o3pacm u meduana 603pacma yCIanogAeHus OUazHo3a 6 pecuoHax

Pernox

Mocksa 1 MockoBckas 06nacTb
Owmckas obnactb
KemepoBckasi o6nactb

r. Hoeocubupck
fipocnasckasi o6nactb
KpacHopapckuii kpan
Pecny6nuka Yysawms
KpacHosipckuii kpaii
JlenuHrpapckas obnactb
Huxeropogackas o6nactb
Tomckas oGnactb
Pecny6nuka BawkopTocTaH
Mepmckuii kpaii
ActpaxaHckas o6nactb
OpeHGyprckas obnacTb

Mpumopckuii kpai

3,6%6,4
2,2+3,4
1,8£3,7
1,0%4,2
2,6+3,8
3,3%5,0
5,3+6,1
2,1%4,1
2,335
1,6%4,1
2,8+6,8
3,7+4,4
5,1%6,0
4,0+4,9
3,135
3,8+6,1

M £ SD, roppi

1,0(5,0)
1,0(3,0)
0,0 (2,0)
0,0(2,0)
0,8(2,5)
0,8(3,7)
2,0(9,3)
0,0 (3,0)
1,0(3,0)
0,4(0,9)
0,2(2,1)
1,5(6,6)
3,0(8,6)
2,5(4,0)
1,1(4,5)
1,0(3,7)

Me (IQR), roab
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

Jlonu 60JbHBIX ¢ MEKOHUEBBIM MJIEYCOM B PErMOHAaX MpeICcTaBIeHBI HA pUC. 5.

B 4 pernonax 0oyibHbIe ¢ MEKOHUEBBIM MJIEYCOM HE 3apeTrMCTPUPOBaHbI, a B 3 cyobekTax PO

nx nosst cocrasisteT < 10 %.

Tpumopckwii Kpait
OpeHbyprckas obnactb
ActpaxaHckas 06nacTb
IMepmckwit Kpait
Pecny6nuka balwkoptocTaH
Tomckas obnactb
Huxeropopckas obnactb
JleHnHrpapcKan 0bnactb
KpacHoapckwit kpait

Pecnybnvka Yysawma

KpacHogapckuii kpait
fipocnasckas o6nactb
r. HoBocnbupck
KemepoBckas obnactb
Omckas obnactb

Mockga 1 MockoBckas 0bnactb

Puc. 5. J1o7s1 60JIbHBIX C MEKOHUEBBIM MJIEYCOM B PETHMOHAX

[unarHocTuka B OTYETHOM rogy

3a OTYETHBIN roA NUArHO3 MYKOBUCLIMIIO3 BIIEpBbIe yCTaHOBIEH 92 manueHtam (91 peGeHKy
u 1 B3pociiomy). [1o HeoHATAIBHOMY CKPUHUHTY — 72 GOJIBHBIM, 4TO COCTaBMIIO 78,3 % OT Bcex
YCTAaHOBJIEHHBIX TUArHO30B 32 OTYETHBIN roJl. MeKOHUEBbII Wieyc pa3Buics y 8 MalueHTOB
(8,7 % ot uncia yCTaHOBJICHHBIX IUATHO30B B OTYECTHOM TO/Y), BCE OHM ObLIN MPOOIEPUPOBa-
Hbl. CpelHUI BO3paCT YCTAHOBJICHMS TUArHO3a 3a OTUETHBIN Ton cocTaBui 1,6 + 4,1 rona, me-
nuanHa Bodpacta — 0,1 (0,6) rona. MUHMMAJIbHBIA BO3PACT YCTAHOBJIEHUSI IMATHO3a B OTYCTHOM
roay — 0,0 roga (rpu poxXaAeHUM), MaKCUMalIbHbINA — 22,9 rona. [Mcrorpamma Bo3pacra ycra-

HOBJICHUS TMAarHO3a B OTYETHOM TOJy OTpakeHa Ha puc. 6.

80

| TR —
0 1 2 3 4 5 6 7 8 9 1011 12 13 14 1516 17 18 19 20 21 22 23 24

Boapacr, rog!

Puc. 6. Tucrorpamma Bo3pacra yCTaHOBJIEHUS IMarHO3a B OTYETHOM IOy
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[eHeTnka

leHeTMKa

[eHeTnUeckoe nccaenoBaHue GbIT0 MpoBeneHo y 942 GosbHBIX (91,8 % OT o6IIero uncna).
AJnenbHast 4acToTa MyTallvii 10 CTpaHe B 11eJIOM (B TIOpsIIKE YObIBAHUST) TIPeCTaBIeHa B Ta0J. 4.

Tabauua 4
Anneavnas wacmoma mymauuii MyKosucuudosa ¢ ueaom no P@®
n Myraums Yacrota, % n MyTauus Yacrota, % n Myraums Yacrota, %

1 F508del 52,79 2 CFTRdele2,3 6,32 3 E92K 2,65

4 2184insA 2,02 5 3849+10kbC>T 1,65 6 2143delT 1,65

7 G542X 1,33 8 N1303K 1,33 9 W1282X 1,11
10 L138ins 1,06 11 394delTT 1,06 12 1677delTA 0,64
13 R334W 0,58 14 $1196X 0,53 15 3821delT 0,32
16 S466X (TAG) 0,32 17 3272-16T>A 0,21 18 R553X 0,16
19 1898+1G>A 0,16 20 2789+5G>A 0,16 21 R347P 0,16
22 W1282R 0,16 23 3849G>A 0,16 24 1367del5 0,16
25 3601-65C/A 0,16 26 4015delA 0,16 27 W1310X 0,11
28 624delT 0,11 29 L1335P 0,11 30 R10170Q 0,11
31 604insA 0,11 32 S$1159P 0,11 33 4428insGA 0,11
34 R1162X 0,05 35 R117H 0,05 36 11226R 0,05
37 1898+1G>C 0,05 38 3659delC 0,05 39 4382delA 0,05
40 CFTRdele19-22 0,05 41 2183AA>G 0,05 42 D572N 0,05
43 175delC 0,05 44 Y569H 0,05 45 G480S 0,05
46 3272-11A>G 0,05 47 Q493R 0,05 48 K710X 0,05
49 K329X 0,05 50 G461E 0,05 51 2114delT 0,05
52 R1066C 0,05 53 4025delG 0,05 54 L812X 0,05
55 3457delA 0,05 56 3532_3535dup 0,05 57 4005+1G>T 0,05
58 W401X 0,05 59 G85E 0,05 60 621+1G>T 0,05
61 R75X 0,05 62 Y84X 0,05 63 712-1G>T 0,05
64 R709X 0,05 65 622-1G>C 0,05 66 L863R 0,05
67 4022insT 0,05 68 1530T 0,05 69 3944delGT 0,05
70 3272-26A>G 0,05 4l 4095+1G>T 0,05 72 S945L 0,05
73 A141D 0,05

OO611asg cymMMapHast 4acTorta uaeHTUGUIMPpOoBaHHbIX ajutesneit coctasuia 80,0 %; B 20,0 % cuy-
YyaeB MaTOJIOTMYECKUIT aJlJie/Ib BBIIBUTh HE YAAIOCh. JIBe MyTalimu ObUIH OIpeaesieHbl y 651 ma-
mueHTa (69,1 % oT uncia 00JIbHBIX, Y KOTOPBIX ITPOBOIMIOCH TEHETHIECKOE MCCIIeIOBaHNIE),
onHa —y 202 (21,4 %), HY OJHOI MyTallMy BBISIBUTh HE ynanochk y 89 60JbHBIX (9,5 %).

B MockBe 1 MOCKOBCKOIi 00/1aCTH ObLIM F€HOTUITUPOBaHbL 96,5 % 6osbHBIX (Tabi. 5). B 11,2 %
cJIyJaeB MaToJOTUYECKUM ajljieb He ObLT MASHTU(MDUIIUPOBAH.

Tabauua 5
Anneavnasn wacmoma mymauuii myxosucuudosa ¢ Mockee u Mockoeckoii o6aacmu
n MyTtauus Yacrora, % n Myraums Yacrora, % n Myraums Yacrora, %
1 F508del 52,18 2 CFTRdele2,3 9,51 3 3849+10kbC>T 3,21
4 2184insA 2,7 5 2143delT 2,31 6 w1282X 1,93
7 L138ins 1,8 8 N1303K 1,67 9 G542X 1,54
10 1677delTA 1,41 11 E92K 1,29 12 S1196X 0,9
13 S466X (TAG) 0,77 14 3821delT 0,64 15 394delTT 0,51
16 W1282R 0,39 17 3272-16T>A 0,39 18 R334W 0,39
19 1898+1G>A 0,39 20 3601-65C/A 0,39 21 R1162X 0,26
22 R1070Q 0,26 23 2789+5G>A 0,26 24 604insA 0,26
25 4428insGA 0,26 26 4015delA 0,26 27 1367del5 0,26
28 1898+1G>C 0,13 29 3659delC 0,13 30 4382delA 0,13
31 CFTRdele 19-22 0,13 32 2183AA>G 0,13 33 175delC 0,13
34 Y569H 0,13 35 G480S 0,13 36 S1159P 0,13
37 3272-11A>G 0,13 38 3849G>A 0,13 39 Q493R 0,13
40 K710X 0,13 41 K329X 0,13 42 G461E 0,13
43 1530T 0,13 44 3944delGT 0,13 45 2790-2A>G 0,13
46 4095+1G>T 0,13 47 4022insT 0,13
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Peructp 60sbHBIX MyKOBHCLIMI030M B Poccuiickoii Deneparmu. 2011 roxa

B Omckoit o6mactu reHoTUIMpPOoBaHbl 97,6 % 601bHBIX (Tabu. 6). B 17,1% ciay4aeB
[TATOJIOTMYECKWIA aUIe)ib He ObUT MIEHTU(UIIMPOBAH.

Tabauua 6
Anneavnas wacmoma mymauuii mykogucuudosa ¢ Omckoii obaacmu
n Mytauus Yacrora, % n MyTtauus ‘ Yacrora, % n Myraums Yacrora, %
1 F508del 53,66 2 CFTRdele2,3 9,76 3 2184insA 6,1
4 G542X 6,1 5 2143delT 1,22 6 N1303K 1,22
7 L138ins 1,22 8 2789+5G>A 1,22 9 S$1159P 1,22
10 R347P 1,22

B KemepoBckoii o6acTu reHoTunpoBaHbl 91,7 % GonbHbIX (Tabd. 7). B 22,7 % ciydyaeB
MaTOJIOTMYECKUIA ajlie/ib HE ObLT MAEHTU(MUIMPOBAH.

Tabauua 7
Aaneavnasn wacmoma mymauuii myxosucuudosa ¢ Kemepoeckoii o6aacmu
n Mytauus Yacrora, % ‘ n ‘ MyTtauus ‘ Yacrora, % ‘ n ‘ Myrtaums Yacrora, %
1 F508del 57,58 2 G542X 4,55 3 2184insA 3,03
4 W1282X 3,03 5 394delTT 3,03 6 CFTRdele2,3 1,52
7 E92K 1,52 8 R553X 1,52 9 R334W 1,52

B HoBocubupcke reHoTumnpoBaHbl 58,8 % GonbHbIX (Tab. 8). B 22,5 % ciyuyaeB
MaTOJOTUYECKUIA aiellb He ObLT MASCHTU(MUIMPOBaH.

Tabauua 8
Anneavnas wacmoma mymauuii mykogucuuoosa 6 2. Hosocubupcke
n Mytauus Yacrora, % ‘ n ‘ MyTtauus ‘ Yacrota, % ‘ n ‘ MyTtaums Yactota, %
1 F508del 62,5 2 W1282X 5,0 3 CFTRdele2,3 2,5
4 G542X 235 5 L138ins 2,5 6 R334W 235

B fIpocnaBckoit o6mactu reHotunupoBaHbl 100 % 6onbHBIX (Tadi. 9). Bee ayutenu
y MaIMeHTOB BBISIBJICHBI.

Tabauua 9
Anneavnas wacmoma mymauuii Mykogucuudosa ¢ fHpocaaeckoil o6aacmu
n Mytauus Yactora, % n MyTtauus ‘ Yactota, % n MyTtauus Yactota, %
1 F508del 48,65 2 394delTT 6,76 3 N1303K 5,41
4 2143delT 4,05 5 S$1196X 2,7 6 W1310X 2,7
7 3849G>A 2,7 8 624delT 2,7 9 2184insA 1,35
10 CFTRdele2,3 1,35 11 G542X 1,35 12 L138ins 1,35
13 3849+10kbC>T 1,35 14 R553X 1,35 15 A141D 1,35
16 1367del5 1,35 17 2114delT 1,35 18 3272-26A>G 1,35
19 3272-16T>A 1,35 20 R1066C 1,35 21 4025delG 1,35
22 L812X 1,35 23 3457delA 1,35 24 32_3535 dup 1,35
25 4005+1G>T 1,35 26 G85E 1,35

B KpacHomapckom kpae reHoTunrpoBaHbl 86,1 % 6onbHBIX (Taba. 10). B 16,9 % ciyuaes
MaTOJIOTUYECKUI aJUTeib He ObLT MACHTU(MUIIMPOBAH.

Tabauua 10
Anneavnas wacmoma mymauuii myxosucuudosa ¢ Kpacnooapckom xpae
n Mytaums Yacrora, % ‘ n MyTtauus ‘ Yacrora, % ‘ n ‘ MyTtaums Yacrorta, %
1 F508del 66,94 2 CFTRdele2,3 5,65 3 3849+10kbC>T 2,42
4 2184insA 2,42 5 G542X 1,61 6 R117H 0,81
7 R334W 0,81 8 3821delT 0,81 9 R347P 0,81
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B Pecnyonuke YyBaiusi reHoTunupoBaHbl 83,7 % 6onbHbIX (Tabi. 11.). B 13,9 % ciydaes
MaTOJIOTMYECKUIA ajlie/ib HE ObLT MAEHTU(MUIIMPOBAH.

Tabauua 11
Anneavras wacmoma mymavuii mykosucuudosa ¢ Pecnyoauxe Yysawus
n Mytaums Yactora, % n Myraums ‘ Yactota, % n MyTauus Yactota, %
1 E92K 51,39 2 F508del 31,94 3 N1303K 1,39
4 W401X 1,39

B KpacHosipckom kpae reHotunupoBanbl 100 % 6onbHBIX (Taba. 12). B 21,1 % ciyvaes
MaTOJIOTMUECKUIA ajliesIb He ObLT MIEHTU(MOUITMPOBAH.

Tabauuya 12
Anneavnasn wacmoma mymauuii myxoeucuudosa ¢ Kpacnosapcrkom kpae
n MyTtaums ‘ Yacrora, % ‘ n ‘ MyTtauus ‘ Yacrora, % ‘ n ‘ MyTtaums ‘ Yacrora, %
1 F508del 71,05 2 CFTRdele2,3 2,63 3 394delTT 2,63
4 2143delT 1,32 5 N1303K 1,32

B JlennnTpanckoit 06j1acTi TeHOTUITMPOBaHbBI 95 % 60bHBIX (Tabm. 13). B 7,9 %
MTATOJIOTUUECKUI ajlteib He ObLT MACHTU(MUIINPOBAH.

Tabauua 13
AnaeavHas wvacmoma mymauuil mykogucuuoosa 6 Jlenunzpaockoii oo6aacmu
n Mytauus Yacrora, % n MyTtauus ‘ Yacrota, % n MyTtaums Yactota, %
1 F508del 71,05 2 2184insA 2,63 3 1677delTA 2,63
4 2143delT 2,63 5 394delTT 2,63 6 N1303K 2,63
7 L1335P 2,63 8 621+1G>T 2,63 9 R75X 2,63

B Huxeropopackoit o6actu reHoTUnupoBaHbl 88,4 % 6osbHbIX (Tab1. 14). B 24,6 % ciyyaeB
[aTOJIOTMYECKUI ajUle/ib He ObLT MACHTU(MUIIMPOBAH.

Tabauuya 14
Anneavnasn wacmoma mymauuiti myxoeucuudosa ¢ Humxcezopoockoii o6aacmu
n MyTtaums ‘ Yacrora, % n MyTtauus ‘ Yacrora, % n Myrtaums ‘ Yacrora, %
1 F508del 59,84 2 CFTRdele2,3 5,74 3 2143delT 4,1
4 394delTT 1,64 5 G542X 0,82 6 L138ins 0,82
7 R334W 0,82 8 712-1G>T 0,82 9 Y84X 0,82

B Tomckoii obmactn reHotunpoBaHbl 100 % 6ombHBIX (Tabi. 15). B 12,5 % cinyyaes
MTATOJIOTUYECKUI aJIeIb He ObLT MACHTU(UIINPOBAH.

Tabauua 15
Anneavnasn wacmoma mymauuii myxogucuudosa 6 Tomckoii obaacmu
n Mytaums Yactora, % ‘ n ‘ MyTtauus ‘ Yactota, % ‘ n ‘ MyTtauus Yactota, %
1 F508del 66,67 2 CFTRdele2,3 12,5 3 N1303K 4,17
2 R334W 4,17

B Pecnybiuke baimikoproctan reHotunupoBaHbl 100 % 6onbHbIX (Tabi1. 16). B 33,6 %
MYTaHTHBII ajie]ib He ObUT UACHTU(PUIIMPOBAH.

Tabauua 16
Anneavnas wacmoma mymauuii mykosucuuoosa é Pecnybauxe bawmxopmocman
n Mytauus Yacrora, % ‘ n ‘ MyTtauus Yacrota, % ‘ n ‘ Myraums Yactota, %
1 F508del 54,46 2 CFTRdele2,3 1,64 3 E92K 1,64
4 w1282X 1,64 5 394delTT 1,64 6 N1303K 1,64
7 L138ins 1,64 8 $1196X 0,82 9 R334W 0,82
10 11226R 0,82 1 4015delA 0,82 12 R709X 0,82
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

B IlepMckoM Kpae reHOTUIIMpoBaHbl 72,7 % 6onbHBIX (Taba. 17). B 65,6 % ciayvaeB
MYTaHTHBIN aJijIeb He OBl MAEHTU(UIIMPOBAH.

Tabauua 17
Anneavnas wacmoma mymauuii myxkosucuudosa ¢ Ilepmcrkom kpae
n Mytaums Yactora, % ‘ n ‘ Myraums ‘ Yactota, % ‘ n ‘ MyTauus Yactota, %
1 F508del 30,21 2 CFTRdele2,3 2,08 3 N1303K 1,04
4 3849+10kbC>T 1,04

B ActpaxaHckoii 001acTi reHoTUIpoBaHbl 80 % 0onbHBIX (Tadu. 18). B 18,75 % ciyyaes
MYTaHTHBII aJIjIe)Ib He OBbIT MACHTU(UIINPOBAH.

Tabauua 18
Anreavnasn wacmoma mymauuii MyKogucuuoo3a 6 Acmpaxanckoi obaacmu
n MyTtaums ‘ Yacrota, % ‘ n ‘ Mytaums ‘ Yacrora, % ‘ n ‘ MyTauus ‘ Yacrota, %
1 F508del 68,75 2 2143delT 6,25 3 3849+10kbC>T 6,25

B Openbdyprckoii odmactu reHoTunpoBaHbl 90,5 % GonbHbBIX (Taba. 19). B 32,9 %
MYTaHTHBIN ajjieSib He ObLT MACHTU(UIIMPOBAH.

Tabauya 19
Anneavnas wacmoma mymauuii mykogucuudosa ¢ Openbypeckoii ooaacmu
n MyTtaums Yacrota, % ‘ n ‘ Mytaums ‘ Yacrora, % ‘ n ‘ MyTauus Yacrota, %
1 F508del 47,37 2 CFTRdele2,3 9,21 3 394delTT 2,63
4 2184insA 1,32 5 R553X 1,32 6 R334W 1,32
7 L1335P 1,32 8 R347P 1,32 9 622-1G>C 1,32

B IMpumopckom kpae reHoturupoBaHsl 95,1 % (Tab:. 20). B 50 % ciyyaeB MyTaHTHBIN aJuieb
He ObUT UAEHTUMUIIMPOBAH.

Tabauua 20
Anneavnas wacmoma mymauuii myxosucuudosa é Ilpumopcxkom kpae
n Mytauus Yacrora, % n MyTtauus ‘ Yacrota, % n MyTtaums Yactota, %
1 F508del 37,18 2 CFTRdele2,3 5,13 3 2184insA 3,85
4 2143delT 1,28 5 R334W 1,28 6 L863R 1,28

OxBaT reHeTUYECKUM MCClIeJoOBAaHMEM B peTMOHaX MpeacTaBieH Ha puc. 7. B 3 pernoHax Obuiu
TeHOTUITMPOBAHbBI Bce OOJIBHEIE, B 2 cyobeKTax PMD 10i1s 00TBHBIX, MPOILIESAIITNX TeHETHISCKOE
nccienoBanue, cocrapmia < 80 %.

Mpumopckuit kpait
OpeHbyprekas 06nacTb
Actpaxatckas obnactb

Mepmckuit kpait
Pecny6auka BalukoptoctaH
Tomckast 06nacTb
Hwxeropoackas 06nacTe
JleHnHrpagckas obnacts

B nposenero
KpacHosipckuii kpait

Pecny6rivka Yysaiwmst B Henposomunoce
KpacHopapckuii kpait
fpocnasckas 06nacTb
r. HoBocnbmpck
Kemepogckas 06nactb

Omckas 06nacTb

Mocksa 1 MockoBckast 06nacTs

%

Puc. 7. OxBar reHeTUYECKUM HCCIIeAOBaHUEM OOJBbHBIX MyKOBUCIIMIO30M B PErMOHAX
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BoIsiBISIeMOCTb MyTallMii B permoHax nmpeacTaBiieHa Ha puc. 8. B 8 pernoHax 1oJ1s BbISIBJI€HHBIX
MyTanuii coctaBuia > 80 %, B 2 cyobektax PO — < 60 %.

MpumMopckwii kpaii
OpeH6yprckasi 06nacTb
AcTpaxaHckasi 06nacTb

[Mepmckuii kpaii
Pecny6nvka BalukopTocTaH
Tomckas 06nacTb
Huxeropopckast 06nacTs
JlennHrpapckast obnacTe

B nNposeneto
KpacHosipckuii kpai

Pecny6nvka Yysawums I Henposonwocs
KpacHozapckuii kpaii
fpocnasckas 06nacTb
r. HoBocnGunpck
Kemeposckas o6nacts

Owmckasi 06nactb

Mocksa 1 Mockosckas 06nactb

%

Puc. 8. J1o71s1 BBISIBIEHHBIX MyTaL[MI‘?[ MYKOBUCHIMI03a B pETUOHAX

YacToTa pa3InIHbIX MyTalldii B peTMOHax IpeacTaBieHa Ha puc. 9. [1aTh Hanbosree YacThIX ISt
JAHHOTO peTMoHa MyTalluii TOCTUTAIOT CYMMAapHOM aJuteIbHOM 9acToThl > 80 % B 5 perroHax.

MpuMopCKuit Kpain W F508del
OpeHbyprckan obnacts I CFTRdele2,3
AcTpaxaHckan 06nactb [ E92K

TepmcKkuit Kpait B 2184insA
Pecny6nvka bawkoproctaH B 3849+1060C5T
Tomckan 06nacTb
Huxeropopckas 0bnactb W o
JleHnHrpaackas obnacto W 2t4sem
KpacHospckuit kpait W wi2sx
Pecny6nvika Yygawua [ 394dert
Kpacogapckwii kpait [] L138ins
fpocnasckan obnactb ] N1303K
r. HoBocnbupck ] s1196x
Kemeposckas obnactb ] w4oix
Owmckas obnactb O Rasaw
MockBa 1 MockoBckas obnactb
0 20 40 60 80 100 %

Puc. 9. CpaBHUTEIbHBIN aHATTM3 YACTOTHI MYTALIMIA B pernOHax (TIPeICTaBICHBI TIEPBbIE 5 MyTallMii B KasKIIOM PErroHe)
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

AmtenpHast yactora mytaumu F508del B permonax npeacrasieHa Ha puc. 10. B 6 pernonax aji-
neabHas yactora myTtauuu F508del cocrabisier > 60 %, B 3 cyobekTax PO — < 40 %.

Mpumopckuit kpait
OpeHbyprckas 06nacTb
Actpaxatckas obnactb

Mepmckuit kpait
Pecny6nuka balukoptoctaH
Tomckas 06nacts
Hwxeropoackast 06nacTe
JleHnHrpagckas obnacts
F508del
KpacHosipckuii kpait
Pecny6nuka Yysawums
KpacHopapckui kpait
fipocnasckas 06nacTb
r. HoBocnbmpck
Kemeposckas 06nactb
Omckast 06nacTb

Mocksa 1 MockoBckas o6nacts

80 %

Puc. 10. AsuenbHast yactora mytauuu F508del B pernonax

AnnenvHas yactora mytaiiuu CFTRdele2,3 B pernonax npeacrtapieHa Ha puc. 11. JlaHHas
MyTalus OblTa BbIsIBIEHa B 13 permoHax, B 4 M3 HUX e aJuleJibHasl yacToTta coctaBmia > 8 %.

TMpumopckuit kpaii
OpeH6yprckast 06nacTb
AcTpaxaHckasi 06nacTb

Mepmckuit kpait
Pecny6nuka batwkoptocTaH
Tomckas 0bnactb
Huxeropopckast obnacTs
JleHuHrpapckas 06nacTb
CFTRdele2,3
KpacHosipckwii kpaii
Pecny6auka Yysaims
KpacHopapckwii kpaii
Apocnasckasi 06nacTb
r. Hoocubupek

Kemepogckas 0651acTh

OMckas 06nacTb

Mocksa 1 Mockosckas 06nacTb

Puc. 11. AnnenbHas yactora mytauuu CFTRdele2,3 B pernoHax
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AnnenbHast yactota Mmytaiiuu E92K B pernonax mpencrabieHa Ha puc. 12. JlaHHasg myTauust
BCTpevaiach Yy OOJBHBIX MYKOBHUCIIMIO30M B 4 permoHax.

TMpumopckuii kpaii
OpeHbyprckas 06nacTb
AcTpaxaHckas o6nactb

TMepmckuii kpaii
Pecny6nuka bawkoptoctad [l
Tomckasi 06nacTb
Hwxeropopckast 0bnacTe
JleHuHrpapckas 06nacTb E92K
KpacHosipckwii kpai |
Pecyomcayeawns |
KpacHopapckwii kpaii
fpocnasckas 061acTb
r. HoBocuGunpck
Kemeposckasi obnacts [l

Owmckast obnacTb

Mockea 1 MockoBckas 061acTb .
T
0 10 20 30 40 50 60 %

Puc. 12. AntenbHast yactora mytaiiun E92K B pernonax

CoOTHOIIIEHUE TOMO3UTOT, TeTepo3uroT no mytauuu F508del, a Takske reHOTUIOB, HE BKJIIOYA-
romux myTtauuio F508del, npeacrasiaeHo Ha puc. 13. B 1enom mo crpaHe 10751 TOMO3UTOT T10
F508del cocrapnser 32,1 %, rerepo3uror — 41,2 %, renotumnos 6e3 F508del — 26,7 %.

TMpumopckuit kpait
OpeHbyprekas 06nacTb
AcTpaxaHckasi 06nacTb

Mepmckwii kpan
Pecnybnuka balkoptocTat
Tomckast 06nacTb
Huxeropopckas 06n1acTb
JlennHrpanckas 0bnacTe

[l  rovoavrorsi no F508del
KpacHosipckuit kpait

Pecny6nvka Yysaiuns I Tetepoaurotsl no F508del
KpacHomapckuii kpaii [ TeHomwnsi 6es F508del
AApocnasckasi 06nacTb
r. Hoocubmpek
Kemeposckas 06nactb
Omckas 06nactb

Mocksa 1 MockoBckas 06nacTs

0 20 40 60 80 100 %

Puc. 13. CooTHolieHre roMo3urot u reteposurot o F508del, a Takxke reHoTumnos, He BKItovatoux F508del, B pernonax P
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

Ywucio BBISIBICHHBIX MyTallMii B perMmoHax mpeacTaBieHo Ha puc. 14. B 4 pernoHax onpeneieHo
= 10 myranmii, B 4 cyobekTax P® BbIsiBIIeHO < 5 MyTaluii.

TMpumopckuit kpaii
OpeHbyprckas 06nactb
AcTpaxatckas obnactb

Mepmckuit kpait
Pecny6nuka bawwkoptocTaH
Tomckasi 06nacTb
Hwxeropopckast 06nacTb
JleHuHrpazickas 06nactb
KpacHosipckwii kpa
Pecny6nuka Yysatums
KpacHopapckuii kpait
fpocnasckas 06nacTb

r. HoBocnbmnpck

Kemeposckas 0651acTb

Omckast 06nacTb

Mocksa 1 MockoBckasi 06nacTs

T T T T T T T | I |
0 5 10 15 20 25 30 35 40 45 50 %

Puc. 14. Yucio BbISIBIEHHBIX MyTallMif MyKOBUCIIM/103a B PETMOHAX

MukpoGuonorus

Ha puc. 15 orpaxxeHo n3aMeHeHe XapakTepa MHOUIIMPOBaHUS PeCIIMPATOPHOTO TpaKTa
B 3aBUCHMMOCTH OT BO3pacTa 00JIbHBIX MyKOBUCLIMIO30M.

80 |
70 A
60 |
50 |
—  S.aureus
= 40 | ———  P.aeruginosa
———  B. cepacia complex
30
——— S. maltophilia
20 A ——— HOroo
10
0 T T T T T T T T

0-4 4-8 8-12 12-16 16-20 20-24 24-28 >28

Boapacr, rogel

Puc. 15. 3meHeHune xapakTepa MH(MUIIMPOBAHUSI PECITMPATOPHOIO TPaKTa B 3aBUCUMOCTH OT BO3pacTa 00JIbHBIX MYKOBUCIIUI030M
[Mpumeyanue: HIITO® — HerceBroMoHaHas rpaMoTpULIaTesIbHast (opa.
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Mukpob6uonorus

[1pu olieHKe MUKPOOMOJIOTUUECKOTO MPOoGUIsl peCIUPaTOPHOTO TPAKTa BBISIBJICHO MPOTpaar-
€HTHOE CHIDKEHWE C BO3pacTOM WHOULMPOBAHWS S. aureus 1 CUMMETPUYHOE BO3pacTaHHE
YaCTOTHI BBICEBA TPAMOTPHUIIATEIEHOM (DITOPHI.

CremyeT oTMETUTB Bo3pacT 8—12 JeT, Korma mHbHUIMpoBaHue P. aeruginosa TOCTATACT TTUKA
B IETCKOM BO3pacTe, B NaJIbHEHIIIEM COXPaHSISICh MPaKTUUECKU Ha OMHOM YPOBHE M BO3pacTas
B 24—28 net. B 20—24 roga MMeeT MeCTO OYeHb BBICOKAs yacToTa MH(MEKLUU, BbI3BAHHOI
B. cepacia complex. B ob1ueM 1o rpymnrme yactota MHGUIUPOBAHUS bIXaTeIbHbIX ITyTei pas-
JMYHOM (hitopoii, coctaBisiomas 28,6 % or uucia OOJbHBIX JaHHOM BO3PACTHOI TPYIIIIHI,
MpeJcTaBicHa B Topsiake yobiBaHus: S. aureus — 58,4 %, P. aeruginosa — 32,3 %, B. cepacia
complex — 7,0 %, S. maltophilia — 3,4 %. B 13,4 % ciy4aeB npIxaTeJIbHbIE ITyTH OOJIBHBIX XPO-
HUYECKN MH(PUIIMPOBAHBI APYTOI IpaMOOTpULIATeIbHON (PIIOpOIi, cpean KOTOPOi JOMUHUPY-
0T MUKPOOPTraHU3MBbl Achromobacter sp., E. coli n apyrue BUObI TICEBIOMOHAI. ACUMMETPUS
pacrnpenesaeHsT pa3auyHoO hIopbl MEXIy AETbMU U B3POCIBIMM MpeIcTaBleHa CICAYIOIINM
obpaszom: S. aureus — 60,9 % vs 50,2 %; P. aeruginosa — 27,2 % vs 48,7 %, B. cepacia complex —
3,6 % vs 17,7 % cOOTBETCTBEHHO.

JlonsT MHTepMUTTUPYIOIIET0 MHOUIIMPOBAHUS ObIXaTeIbHBIX MyTelt P. aeruginosa B oOIIci
rpyIine 00JbHBIX cocTaBuia 15,1 %; malMeHToB, y KOTOPBIX IPOU30lUIa apaaukanus, — 13,4 %.
[osisl malKreHTOoB, MHMULIMPOBAHHBIX HETYOEPKY/IE3HBIMU MUKOOAKTEPUAMU, cocTaBuia 1,6 %.
MuKpoOHOIOTHIECKII TPOGUITb PECITUPATOPHOTO TPaKTa OOIBHBIX MyKOBUCIIUAO30M B PETH -
OHax IpeJIcTaBlieH Ha puc. 16.

TMpumopckuit kpai
OpeHbyprckas 06nacTb
AcTpaxaHckast 061acTb

TMepmckuit kpai
Pecny6nuka baLukoptocTat

Tomckas 06nactb

Huxeropoackas o6nactb HNroo

S. maltophilia

JleHnHrpapckas obnacts .
B. cepacia

KpacHosipckwii kpaii P. aeruginosa

S. aureus

EEENEO

Pecny6nvka Yysauma

KpacHonapckuii kpaii

fpocnasckas 06nacTb

r. HoBocubmpck

Kemeposckas 06acTb

Omckas 06nacTb

Mockea 1 MockoBckasi 06nacTs

0 50 100 %

Puc. 16. MukpoGuosiornueckuii mpoduiib pecrnupaTopHOro Tpakra 00JIbHBIX MYKOBUCIIUI030M B PerMoHax
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

PecnuparopHas yHKums

CrnimpoMeTpust 3a OTYETHBII rojl Obl1a mpoBeaeHa 67,5 % GOTbHBIX MYKOBUCIIMIO30M CTapIIie
5 aet (met™ — B 66,0 % ciyuaes, B3pocibiM — B 70,2 %). O6beM MpOBeAeHUST CIIMPOMETPUN
B perMoHax IokasaH Ha puc. 17.

TMpumopckwii kpaii
OpeHbyprekas 061acTb
AcTpaxaHckas 06nacTb

Tepmckwit kpan
Pecny6nvka BawkoptocTaH
Tomckasi 0bnacTb
Huxeropopckas 06nacTb
JleHuHrpapckas 06nacTb
B nNposenena
KpacHosipckuii kpai
Pecny6nuka Yysaiuns B Henposenera
KpacHomapckuii kpait
fpocnasckas 06nacTb
r. HoBocubunpck

KemepoBckasi 0bnactb

Owmckast 06nactb

Mocksa 1 MockoBckas 061acTb

Puc. 17. O6beM npoBeaeHus: CIMPOMETPUN OOJTbHBIM MyKOBUCLIM030M B PETMOHAX

Cpennue nokasates ODPB; u @®XKEJI o rpyrrie cocraBuau 74,6 = 29,4 u 84,6 £ 30,11 %
cootBeTcTBeHHO. Ha puc. 18 mokasano usmeHenne O®B; u ®2KEJI B 3aBUCUMOCTH OT BO3pacTa
6obHbIX. [Tokazarean OPB; u ®XKEJI y nereit cocrasumu 81,8 £ 28,7 1 89,1 % 32,4 %onx.
COOTBETCTBEHHO. AHAJIOTMYHbIE TTOKAa3aTen Y B3pOCibiX — 62,1 £26.3 1 76,6 £ 23,7 %,0mx.
COOTBETCTBEHHO.
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Boapacr, rogsl

Puc. 18. [Toka3zaTtenu ciupoMeTpuu B 3aBUCUMOCTU OT BO3pacTa OOJIbHBIX
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HyTpuTHBHBIIi cTAaTyC

B Ta6:1. 21 npencrasnens! cpeanue u Meauanbl O®B; u ®2KEJI B pernonax.

Tabauua 21
Cpeonue u meouanvt ODB; u DKEJI ¢ pecuonax
Pernox ‘ M £ SD, %onx. ‘ Me (IQR), %gzomx.
‘ 00B, OXEN ‘ 00B, OXEN

Mocksa n MockoBckas o6nacTb 72,6 £ 32,7 85,8 + 34,7 75,0 (39,0) 86,0 (30,0)
Omckas obnacTtb 80,7 +23,7 86,3 +21,2 81,0(26,0) 89,0 (24,0)
KemepoBckas o6nactb 69,3 + 38,6 85,1+37,9 74,0 (37,5) 90,0 (32,5)
r. HoBocubupck 75,7 +20,0 83,8+17,0 77,0 (19,0) 84,0 (20,0)
fipocnaeckas obnacTb 88,2+ 18,6 95,0+ 16,0 93,5 (25,0) 99,0 (15,0)
KpacHopapckuit kpait 77,0£22,5 84,8+24,8 81,0 (31,5) 85,0 (24,5)
Pecny6nuka Yysaums 73,6 £23,9 76,2 24,5 72,0 (40,0) 72,0 (47,0)
KpacHosipckuii kpait 63,0 20,0 66,9 + 23,6 56,5 (18,5) 64,0 (19,5)
Jlennnrpapckas o6nactb 50,0+25,3 63,6 + 23,5 42,0 (13,0) 58,0 (15,0)
Huxeropopckas o6nacts 86,9 £ 35,8 91,7 £30,0 94,0 (19,0) 98,0 (10,0)
Tomckas oGnactb HET faHHbIX HET AaHHbIX

Pecny6nuka BawkopToctah 63,4 27,0 72,8 £25,7 71,0 (49,0) 76,0 (39,0)
Mepmckuii kpait 89,8 +25,4 96,9 + 26,2 94,0 (25,0) 103,0 (27,0)
AcTpaxaHckas 06nacTtb 73,7+£27,4 82,3+£23,3 84,5 (5,0) 84,5 (20,0)
Open6yprckas o6nactb 68,8+20,9 71,6 +20,6 65,0 (31,0) 69,0 (29,0)
Mpumopckuii kpait 82,1+ 28,6 83,3 +27,1 85,0 (45,0) 92,5 (25,0)

HyTpuTuBHbIA CTaTyC

HyTpuTuBHBIi cTaTyc OOJBbHBIX PACCUMTHIBAJICSI Ha OCHOBAaHMU JAHHBIX MAaccChl Teja, pocTa
U BO3pacra.

HyTtputuBHEI cTaTyc GOJBHBIX MYKOBHCIIMIO30M OIICHHMBAJICS C TTIOMOIIBI0O MHICKCA MACCHI
tena (MMT) o Quetelet (macca (KT) / pocT (M)?).

J17151 B3pOCIIBbIX O0IbHBIX MyKOBUCIIAIO030M LiejeBbie 3HaueHusIMsI UMT — 22 kr / M? 1UIst )KeH-
mWH 1 23 KT / M2 U1t MyXXauH (www.cff.org/treatments/CFCareGuidelines/Nutrition). EBpomneii-
CKMMU 3KCIIepTaMM PEKOMEHIOBAHO KOHCTATUPOBATh HEIOCTATOYHOCTh MMUTAHUS Y TTOAPOCT-
KOB U B3pOCJIBIX ¢ MyKoBucuao3oM, eciu UMT cocrasister < 18,5 kT / M2,

[Tpu ouienke HyTpuTUBHOTO cTaTyca nereit UMT olieHuBasics B cucteMe nepueHTmieit. [lep-
LIEHTWJIb TIOKa3bIBACT, KAKOW TPOIICHT IeTeil U MOJPOCTKOB TOTO e I0JIa M BO3pacTa UMEIOT
s3HaueHne UMT HIkKe M3MEepeHHOro Y JaHHOTO 00JIbHOTO MYKOBHCIIMI030M. Pasrpanmunsa-
10T 3 30HBI, KOTOPBIE COOTBETCTBYIOT MHTEPBAJIAM [10 25-T0 IEPIEHTWIS, 25—75-11 IepIeHTUIb
U BbILIE 75-T0 TIepLeHTUIs1. Pe3yabTaTsl, KOTOpPbIE YKIAAbIBAIOTCS MO BCTPEYaeMOCTH B TUara-
30H 10 25-T0 TIEePLEHTWIS BKIIFOUNTEIBHO, OTHOCITCS K 30HE "HU3KMX' 3HAUeHMI. 30HE "BBI-
COKMX" 3HAYEHMI COOTBETCTBYIOT PE3YJIbTaThl, OTHOCSIIIMECS K AUarna3oHy ot 76-ro go 100-ro
MEePIEHTWIS BKIIOYUTEIHHO. 32 HOPMAaJIbHBIC BEJIMYMHBI MPUHSITH 3HAUYCHUS B MHTEPBaje
("kopumope") oT 26-ro 10 75-ro nepueHTHIsA. LleleBbIM 3HaUeHMEM TS AeTe U ITOAPOCTKOB
C MYKOBHCIIMIO30M SIBJISTIIOTCSI TTOKa3aTeJd, COOTBETCTBYIOIIME HOPMaJIbHBIM HUdpaM s
3IIOPOBEIX IETEH TOTO 3Ke T0JIa ¥ Bo3pacTa — 50-if IepLeHTUIIb.

Pacuer nepuentuneit UMT npoBoauicst mpyd moMolu IporpamMmMm BceMupHo#i opraHuzanuu
3npaBooxpaHeHusi: WHO Anthro (ms aeteit no 5 net) 1 WHO Anthro plus (m1s1 neteit ctapiie
5 net) (http://www.who.int/childgrowth/software/en/ v http;//www.who.int/growthref/tools/en/).
1 olleHKM MokKasaTesieil pocTa U Beca AeTeil paHHero Bo3pacta (o 2 jet) UMT He npume-
Hsercs. [1pu onieHKe nX GU3NIECKOTO Pa3BUTHS MCITOIb3YeTCs] COOTHOIIICHME MEXKIY MacCoit
TeJa U pocToM — Macco-pocTtoBoil uHaekce (MPH). ITon MPU nmoHuMaeTcst oTHOIIIEHUE Mac-
CBI (KT) K pOCTy (M).
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Peructp 60sbHBIX MyKOBHCLIMIO030M B Poccuiickoit deneparmu. 2011 rox

Ha puc. 19 u 20 npeactaBaeHbl MeIaHbl MACChl TeJIa U pOCTa IeTel ¢ MyKOBUCIIMI030M
B 3aBMCHMOCTH OT Bo3pacTta. KpacHoil MyHKTUPHO JMHUEN Ha PUCYHKaX 0003HAYEHO
1IeJIEBOE 3HAYEHUE [IJIs1 JeTel ¢ MyKOBUCUUIO030M (50-1i MepLieHTUIb).
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Boapacr, roge!

Puc. 19. MeaunaHna (Med) Macchl Tesa B EPLEHTUIISIX B 3aBUCMMOCTH OT Bo3pacTa (0T 1 roja 0 9 JieT): KpacHast JIMHUSI — KeHCKUI 110J1,
CHUHSISI — MYXCKOIi, TPePBIBUCTAsI YepHasi — 00Ilee 3HAUSHUE 10 IPyTITe

60 1

50 A

40 A

30 A

Med, %o

20

Boapacr, roge!

Puc. 20. MeauaHa pocta B MEPUEHTWISIX B 3aBUCMMOCTM OT Bospacta (oT | roma mo 17 jieT): KpacHasl JIMHUS — KEHCKUIA TM0JI, CUHSIS —
MYXCKOI, TIpepbIBUCTAsT YepHasi — 0011lee 3HaUYECHUE TI0 TPYTITe
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BoapacT, rogp!

Puc. 21. Meanana UMT B nepueHTWISIX B 3aBUCHMOCTH OT Bo3pacTa (oT 2 10 17 JeT): KpacHast TMHUSI — XKEHCKUI 10JI, CUHSIST —
MYXCKOIi, TPepPBIBUCTAsI YepHasi — 00Iliee 3HAYCHME IO TPYTITIE; MPEPBIBUCTAs KpacHasl — IeJieBOe 3HAUCHUE
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HyTpuTuBHBIii cTaTyc U pecriuparopHast GyHKLMs

Mg neteit ot 2 o 17 ner meauana nepueHTuass UMT (puc. 21) coctaBuna 25,5
(MHTEepKBapTUIIBHBIN pa3max — 53,5): g Manpaukos — 28,0 (57,6), st neBoueK —
24,0 (49,0).

Hns B3pocasix Mmennana UMT (puc. 22) cocraBuia 18,8 kr / M? (MHTEpKBapTHIIHHBIN
pa3max — 3,9 Kr / M?): U1t 1M1 MyXcKoro 1osia — 18,5 kr / M2 (4,0 Kr / M?), JUTst JIUILL
>keHckoro mojia — 18,9 kr / M2 (3,7 xr / m?). [Tokazarens 22 KT / M? ABJISIETCS

1IeJIEBBIM 3HaUEHUEM JUTSI KEHIIUH ¢ MyKOBUCIINIO30M (KpacHast MyHKTUPHAs JINHUS),
23 kT / M? — 17151 My>KUWH (CUHSISI yHKTUPHAS JIMHUS).

2% -

22 4

20 A

Med, kr / M2

Puc. 22. Meanana UMT cpenu B3pocCbIX B 3aBUCHUMOCTH OT Bo3pacTa (crapiue 18 jier): KpacHast IMHUS — XKEHCKUIA T0JI, CUHSIST — MY>KCKOIA,

18 19 20 21 22 23 24 >25

Bospacr, rogsl

MMpEpBIBUCTAsA YEPHAA — ob11iee 3HaUCHUE TI0 TPYIIIE

HyTpuTHBHLIN CTaTyC M pecnupaTopHas GpyHKumMs

Peructp BoisgBr B3anmocBsa3b Mexxny UMT u nokaszareiasimu ®BJ1. OD B, BeipakeH

B MPOLIEHTAX OT AOJKHOTO (% 0k ), T. €. OT TTOKazateseir OD B, 310pOBBIX HEKYPSIIUX JIOACH
TOTO K¢ BO3pacTa, pachl 1 IoJa.

Menuansl ODB, B 3aBucnmoct or UMT mipeacraBieHsl Ha puc. 23 u 24. B3anMocBsI3b
Mexny BeanmunHoit UMT n O®B, 6osee oueBUaHA [1J1s1 OOJIBHBIX MYKOBUCLIMIO30M

crapie 18 net.
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Puc. 23. Menunana O®B, y B3pocbIx 60JbHBIX MyKOBUCITI030M (cTapiie 18 yieT) B 3aBucumoctt or UMT
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Puc. 24. Meanana O®B, y neteii ¥ MOAPOCTKOB ¢ MYKOBUILIMI030M (0T 5 1o 18 nieT) B 3aBucumMoctu oT MUMT (KpacHast myHKTUpHAsK TUHUAS —

1LieJIeBOE 3HAYEHUE)

WMT, kr / %o
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Perucrp 6o1bHBIX MyKOBUCLIMI030M B Poccuiickoit @enepanuu. 2011 rox

OcnoxHeHus 3a0oneBaHus

Ha puc. 25 orpaxkeHa 9yacToTa pa3BUTHS CaxapHOTO AradeTa ¢ TUIePriInKeMuel HaToIaxk,
ITHEBMOTOpaKca, KpOBOXapKaHbsl M OCTEOIIOP03a B 3aBUCHMOCTHU OT BO3pacTa OOJIbHBIX.

[Lvaber
IMHeBMOoTOpaKC
KpoBoxapkaHbe

Octeonopo3

%
n ~ (=] (=<} 8

<12 12-24 >24 Bospacr, rogsl

Puc. 25. Yacrora Pa3BUTUS CaxapHOTo 1MabeTa, MTHEBMOTOPAKCA, KPOBOXapKaHbsl U OCTEONOPO3a B 3aBUCUMOCTHU OT BO3pacTa OOJbHBIX

CpaBHUTENIBHBIN aHAIN3 YaCTOTHI OCIOXKHEHUI y IeTEi U B3POCIBIX MIPECTaBIeH B Ta0I. 22.

Tabauuya 22
Yacmoma pazauHsIx 0CA0MNCHEHUT MYKOBUCUUO03A 6 3AGUCUMOCHIU OM 603PACHA GOABLHBIX

OcnoxHeHne | B oGLiem no rpynne, % | <18 net, % >18 net, %

Mpumeyanme: ¥ - laHHblE 32 OTYETHBIA O,
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OcnoxHeHus 3a001eBaHUsT

Ha puc. 26 noka3aHa 4acToTa ajuIepru4eckoro OpoHX0JIeroYHOro acrneprusiesa,
KOTOPEHII B OTYCTHOM TOAY 3apeTrUCTPUPOBAH B 3 peTMOHaX.

Tprmopckmit Kpait
OpeHbyprckas 06nactb
AcTpaxaHckan 06nacTb
TepmcKkuit Kpait
Pecnybnvka bawkoproctaH
Tomckas 06nactb

Huxeropoackas obniacts

Annepruyeckun
OpoHX0NeroyHbIN
acneprunnes

JleHuHrpajickas 06nactb
KpacHospckuit kpait
Pecrybnuka Yysawna
KpacHopapckuit kpait
fipocnasckan obnactb

r. HoBocubmpck

KemepoBckas obnactb

Omckas 06nactb
Mocksa 1 Mockosckas 0bnacTb
I |
0 2 4 6 8 10 %

Puc. 26. Yacrora AJlJIEPru4€CcKoro GpOHXOHCFO'{HOFO acCrieprujies3a B OTYETHOM Iroay y OOJIbHBIX MYKOBUCHMI030M B PETUOHAX

YacToTa pa3BuUTHs caxapHoro auabdera nmpeacTtaBiieHa Ha puc. 27. B 10 pernonax
JIAHHOE OCJIOXKHEHME 3aperucTpUPOBaHoO, B 6 cyobekTax PD HU 0gHOTO GOJIBHOTO
C caxapHBIM THa0EeTOM He BBISIBIICHO.

TpumopcKmit Kpait _

OpeHbyprckas obnactb

AcTpaxaHckas 06niacTb

Mepmckuit Kpait
Pecry6nuka bawwkoptoctaH
Tomckas o6nactb

Hunkeropopckas 0bnactb
JleHuHrpapckas obnacts

CaxapHbiii guaber
]

KpacHoapckwit kpait
Pecnybnvka YyBawma

KpacHopapckuit kpait

fipocnasckas o6nactb
r. Hoocnbupck
Kemeposckas obnactb

Omckan 0bnactb

Mockea 1 MockoBckas 06nacTb

o —
O
~

6 8 10 12 %

Puc. 27. YacTtora caxapHoro nuabera y 00J1bHBIX MyKOBUCIIMIO30M B pETMOHAX
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Peructp 60sbHBIX MyKOBHCLIMIO030M B Poccuiickoit deneparmu. 2011 rox

YacToTa pa3BUTHS THEBMOTOpaKca MpeacTaBicHa Ha puc. 28. JlaHHOe OCIOKHEHUE
B OTYETHOM TOAY 3apETUCTPUPOBAHO B 7 pernoHax.

Tpumopckmit Kpait
OpeHbyprckan 0bnacTb
AcTpaxaHckas 06nacTb
TepmcKuit Kpait
Pecny6nvka bawkoproctaH =
Tomckas 06nacTb
Huxeropopckas obnacts

Newnrpanckas obnacrs | MHesmoTopakc

KpacHospckuit kpait
Pecny6nuka Yysaluna
Kpacropapckuii kpait =
fpocnasckan 0bnacTb
r.HoBocnbupck

KemepoBckas obnacts

Omckas obnactb

Mocksa 1 MockoBckas obnactb —
|

o
~

3 4 5 6 7 8 9 %

Puc. 28. Yacrora Pa3BUTHsA IMTHEBMOTOPAKCa B OTYETHOM Iroay y OOJIbHBIX MYKOBUCHHUI030M B PETUOHAX

Ha puc. 29 noka3aHa yacToTa pa3BUTHUs opaKeHus nedeHu. I1oa moHsaTueM "mopaxkeHue
MeYeHN" UMEIOTCS B BUAY LIMPpPo3 (C MOPTaTbHOM TUIIEpTeH3NEH, 6e3 TAKOBOM M €CITH
HaJIMI¥e TTOPTATbHON TUIIEPTEeH3MN HEM3BECTHO), a TAKKE TTOpakKeHUS TIeUYeH 0e3 IInppo3a.
B 8 pernonax nmopaxeHus redeHu orMevarorcs y > 50 % maiumeHToB, IIpU 3TOM B 3 CyObeKTax
P® onu cocrasnsior < 10 %.

Tpumopckmii kpait
OpeHbyprckas obnactb
ActpaxaHckas 0bnactb
MepmcKuii Kpait

Pecrybnyka bawkoproctax

Tomckas o6nactb
Huxeropopckas obnacts I'Iopa)KeHml
JleHHrpagickas obnact nevyeHun
|

Kpacoapckwit kpait
Pecny6nvka YyBawma
KpacHopapckwit kpait
fipocnasckas 0bnactb

r. HoBocnbmpck
Kemeposckas o6nactb
Omckas obnactb

Mocksa 1 Mockosckas obnactb
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Puc. 29. Yacrora nopaxeHus 1e4eHu y 00JbHbIX MYKOBUCLIMII030M B PETMOHAX
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OcnoxHeHus 3a001eBaHUsT

YacToTa JIeroYHOro KpoBOTEUEHUS B OTYETHOM TOAY B perMoHax npejacrasieHa Ha puc. 30.
JlaHHO€ OCJIOXKHEHME 3aperuCTPUPOBAHO B 7 pernoHax.

Tpumopckmit Kpait
OpeHbyprckas 06nacTb
AcTpaxaHckan 06nacTb
TepMmcKuit Kpait

Pecny6nvka bawkoproctaH

!

Tomckas 06nacTb

Huxeropoackas 06nacts

JleroyHoe
KpOBOTEYEHME

JleHHrpajickas 06nacTb
KpacHospckuit kpait
Pecny6nuka Yysaiuuna
KpacHopapckwit kpait
fipocnasckan obnactb
r.HoBocnbunpck
Kemeposckas obnactb

Omckas obnactb

Mocksa 1 MockoBckas 0bnacTb

)

o
w

10 15 20 25 %

Puc. 30. YacroTa 1erouHoro KPOBOTCUCHUSA Y OOJILHBIX MYKOBUC3UI030M B PETUOHAX

YacToTa ocTeoropo3a B pernoHax npejacrasicHa Ha puc. 31. JlaHHOe Oc/IOKHEHUE
B 2 permoHax BcTpedaercs ¢ yactotoit > 30 %, B 7 — ¢ wacrotoii < 10 %, a B 5 cyobekrax PO
OCTEOIIOPO3 Cpear OOBHBIX MyKOBUCIIMIO30M HE 3apEeTUCTPUPOBAH.

Tpumopckmii kpait
OpeHbyprckas obnactb
ActpaxaHckas 0bnactb
MepmcKuit Kpait
Pecrybnuka bawkoptoctaH

Tomckas o6nactb

Huxeropoackas 0bnactb

Ocreonopo3

JleHuHrpapckas 0bnacts

KpacHoapckwit kpait
Pecnybnvka YyBawma
KpacHopapckwit kpait

fipocnasckas o6nactb

r. HoBocnbupck

Kemeposckas 06nactb

Omckas obnactb

Mocksa 1 MockoBckas 0bnactb
f \ \ \

0 10 20 30 40 50 60 70 %

Puc. 31. Yactora pa3BuTust 0cTeornopo3a y 00JbHbBIX MyKOBUCIIMI030M B pErMOHAX
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

YacToTa 1oyiMmno3a BEpXHUX IbIXaTeJIbHBIX ITyTei B pernoHax IpeacTaBiIeHa Ha puc. 32.
JlaHHOE OCJIOXXKHEHME B 2 pErMOHAX BCTPEYaeTcsl ¢ 4acToToii > 60 %, B 8 — ¢ yacroroii < 20 %,
B 3 cyOobekTax P® monnmo3 BepXHUX AbIXaTEIBHBIX MYTEH cpear OOIbHBIX MyKOBUCIIUAO30M
HE 3aperuCTpUPOBaH.

TMpumopckmit kpait
OpeHbyprckan 0bnactb
AcTpaxaHckas o6nactb
lepmckwii kpait
Pecnybnvka bawkoprocTaH
Tomckas 06nactb
Huxeropopckas o6niactb |'|0 JINN03 BerHMX
JleHHrpagckan o6nactb AbiXaTeJIbHbIX
KpacHoapckuii kpait |1VT9|7|
Pecnybnvka Yysawma
KpacHopgapckuit kpait
fipocnasckan 06nactb
r. Hosocubmpck
Kemeposckas obnacto

Omckas 0bnactb

Mockga 1 MockoBckas 0bnactb

I | T | T |
0 10 20 30 40 50 60 70 80 %

Puc. 32. Yacrora Pa3BUTH IMMOJIMIIO3a BEPXHUX ABIXATCIIbHbBIX HyTeFI y OOJIbHBIX MYKOBUCHMI030M B PETUOHAX

YacroTa 2J1eKTPOJUTHBIX PACCTPOMCTB B perMoHax mpeiacTaBieHa Ha puc. 33.

JanHoe ocioxHeHNe B 4 permoHax BcTpedaercs ¢ yactoroi = 10 %, B 3 — ¢ yacroroit < 4 %,
a B 7 cyobekTax PD 31eKTpOJIUTHBIE pacCTPOMCTBA Cpear OOTBHBIX MYKOBUCIIUI030M

HE 3apeTUCTPUPOBAHEL.

TMpvmopckwit Kpait m
OpeHbyprckas 06nactb
AcTpaxaHckas 06nactb
Tepmckwit Kpait

Pecny6nuka bawkoprocrar [N

Tomckas 06nacTb

Huxeropogckas 06nactb

7 ANeKTPONUTHbIE
pacctpoiicTea

JleHnHrpaackas obnactb
KpacHospckuit kpait
Pecnybnuka Yysawma
KpacHogapckuii kpait

r. Hoocubmpck
KemepoBckas 06nacTb

Ouceanooracr |

Mockga 1 MockoBckas obnactb

0 2 4 6 8 10 12 14 16 18 20 %

Puc. 33. YacroTa 27eKTPOJIUTHBIX PACCTPOMCTB Y OOJBHBIX MYKOBUCIIMI030M B pErMOHAX
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JleueHue

JleyeHue

Oco6GeHHOCTH MENMKAaMEHTO3HOM U HeMeIMKaMEeHTO3HOM Tepaluyi MyKOBHCIIMI03a
B 3aBHMCHMOCTH OT BO3pacTa 00JIbHBIX TpeacTaBiaeHbl B Ta0. 23. YacToTa ncnoab3o0BaHuUs
pa3IMYHBIX BUAOB Teparnuu B peruoHax Poccuiickoit denepanuy orpaxeHa Ha puc. 34—47.

Tabauya 23
Ob6sem mMeduKameHmo3Hol u HeMeOUKAMEHMO3HOU mepanuu MyKosucuuoo3a 6 3agUcUMOCU O 603pACMa 60AbHbIX
Tepanus B oGLiem no rpynne, % <18 net, % > 18 net, %
TMnepToHUYeCKUiA pacTBOP HATpus Xopuaa 8,7 8,6 8,9
AHTUONOTMKMN MHransLMNOHHbIE 41,3 39,5 46,9
BHYTPUBEHHbIE 70,9 71,4 69,9
nepopanbHble 69,1 59,2 88,8
Bponxoaunararopb! 63,0 57,7 79,7
niokokopTMKOCTEPOMADI

VHransuuoHHble 26,8 14,4 51,9
CUCTEMHbIE 8,3 8,7 7,6
[LopHasa anbda 93,4 94,2 90,6
A3NUTPOMMULVH 34,7 29,3 48,9
Ypcope3okcuxoneBas kucnora 93,2 94,0 90,6
MaHkpeaTnyeckue GpepmenTbl 94,2 97,1 84,9
)upopacTteopumbie BUTaMUHbI 88,1 89,2 85,8
Kunesutepanus 79,9 86,7 65,8
Kucnopogotepanus 6,2 4,5 11,3

O0beM IIPUMCHCHMUA TUIICPTOHNYECCKOI'O paCTBOpa HATPUA XJIOopuaa B p€ruoHax
IpeaCTaBJICH HA pUC. 34. HaHHLIfI By TCpalinv NIPpUMCHAJICA B OTYCTHOM IOy B 9 pEeruoHax.

TMpumopckmit kpait
OpeHbyprckas 06nactb
ActpaxaHckas 0bnacTb
Mepmckwii kpait
Pecnybnvka bawkoproctaH

Tomckas 06nactb

Huxeropopickan 06nactb 1] nepTOHW'leCKMﬁ

Neurrpanckas obnacts [N PacTBop HaTpusa
Xxnopuaa

KpacHoapckuii kpaii ]
Pecny6nvka YyBawma ]
KpacHopapckuit kpait r
fpocnasckan obnactb )
-
0

r. Hosocubmpck

KemepoBckas obnactb

Omckan 0bnactb

Mocksa 1 MockoBckas 0bnacTb

20 40 60 80 100 %

Puc. 34. TIpuMeHeHrEe MHTAISLIMI TUITIEPTOHUYECKOTO PAaCTBOPA HATPUS XJI0pKIa OOJIbHBIMU MYKOBUCLMAO30M B permoHax
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O0beM MpUMEHEHUS MHTAISILIMOHHBIX aHTUOMOTUKOB B perMOHax MpeacTaBiieH Ha puc. 35.
JIaHHBII BUJI Tepauy B OTYSTHOM TOJY TIPUMEHsIICS B 3 peroHax y = 50 % OOIbHBIX,
B 3 cyonekTax PO —y < 30 %, B | pernoHe JaHHOE JIeYeHHE HE TTPOBOIMIIOCH.

Tpumopckmii kpait
OpeHbyprckan obnacts
AcTpaxaHckan obnactb
Tepmckuit Kpait
Pecny6nua bawkoptocta
Tomckas 06nactb

Hukeropogckas 06niactb

WHranauuoxHbie
aHTUOMOTUKM

JleHuHrpapckan obnacts
KpacHoapckwit kpait
Pecnybnvka YyBawma
KpacHopapckuit kpait
fipocnasckas o6nactb

r. HoBocubmpck

Kemeposckast o6nacto

Omckas obnactb

Mockga 1 MockoBckas 0bnactb

Puc. 35. HpI/IMCHeHI/IC VHTAISIIIMOHHBIX aHTUOUOTUKOB OOJIbHBIMU MYKOBUCHMI030M B PETUOHAX

O0beM ITPUMEHEHUS BHYTPUBEHHBIX aHTUOMOTUKOB B perMOHax IMpeacTaBlieH Ha puc. 36.
JIaHHBII BUJI TEpaiuy B OTYSTHOM IOy TIpUMeHsICs B 6 perroHax y > 80 % OONbHBIX,
B | perrione — y < 50 % manueHToB.

Tpvmopckmit Kpait
OpeHbyprckas obnactb
AcTpaxaHckas o6nactb
Tepmckwii Kpait
Pecny6nuka bawwkoproctaH
Tomckas 06nactb

Huxeropogckas o6nactb

BHyTpuBEHHbIE
aHTNOMOTHKM

JleHMHrpajckas 06nactb

KpacHoapckuit kpait

Pecnybnvka Yysalwma
KpacHopgapckuit kpait
fipocnasckas o6nactb
r. Hosocubmpck
KemepoBckas obnactb
Omckas 0bnactb

Mockga 1 MockoBckas 0bnactb

0 20 40 60 80 100 %

Puc. 36. [IpuMeHeHNEe BHYTPUBEHHBIX aHTUOMOTUKOB OOJbHBIMU MYKOBUCIIUIO30M B PETMOHAX
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JleueHue

O0beM NpUMEHEHUS TIepOopaibHbIX aHTUOMOTUKOB B PErMOHAaxX TpeacTaBieH Ha puc. 37.
JlaHHBINi BUI Tepaltiyd B OTYETHOM TOAY TIPUMEHSIIICS B 3 perMOHAaX y BceX OOTbHBIX,
B 3 cyobekTax PO —y <40 %.

Ipumopckmit Kpaii
OpeHbyprckan obnacts
AcTpaxaHckan o6nactb
Tepmckuit Kpait
Pecnybnwka bawkoproctaH
Tomckas 06nactb

Hukeropogckas o6niactb

MepopanbHbie
aHTNOMOTMKM

JleHHrpajickas 06nactb
KpacHospckuit kpait
Pecny6nuka Yysawwa
KpacHopapckuii kpait
fipocnasckan 0bnacTb

r. HoBocubmpck
Kemepockas obnactb

Omckas obnactb

Mocksa 1 MockoBckas 0bnactb

Puc. 37. IlpumeHeHMe TIepOpaibHbIX aHTUOMOTUKOB OOJIbHBIMU MYKOBHCILIMI030M B PETHOHAX

O0beM MpUMeHEHUsI OPOHXOAMUIATATOPOB B perMOHaX IpeacTaBieH Ha puc. 38.
JlaHHBIi BUI Tepaltiyd B OTYETHOM TOAY IIPUMEHSIJICS B 2 peTMOHAX Y BCeX OOTbHBIX,
B 2 cyobekTax PO —y <20 %.

TMpvmopckmit Kpait
OpeHbyprckas 0bnactb
AcTpaxaHckas o6nactb
Tepmckwii Kpait
Pecnybnvka bawkoprocTaH
Tomckas 06nactb
Huxeropogckas o6nactb
JleHnHrpaackas o6nactb BPOHXOJJMII aTtaTopbl
KpacHospckuii kpait

Pecnybnvka Yysawma

KpacHogapckuit kpait
fipocnasckas 0bnacTb
r. Hosocubmpck
KemepoBckas obnactb
Omckas 0bnactb

Mockga 1 MockoBckas 0bnactb

o
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S

100 %

Puc. 38. TIpumeHeHrne OPOHXOIMIATATOPOB OOJLHBIMU MYKOBHCIIMI030M B PErMOHaX
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O0BbeM MPUMEHEHUS] MHTAISIITMOHHBIX TJTIOKOKOPTUKOCTEPOUIOB B PErMOHAX TIPECTaBIeH
Ha puc. 39. JlaHHBIIf BUJ Tepaliii B OTYETHOM TOy TIpUMEHsIcs B 3 peruoHax y > 50 %
0OJIbHBIX, B 5 cyobekTax PO —y < 10 %.

Tpumopckmii kpait
OpeHbyprckas 06nacTb
AcTpaxaHckan 06nacTb
MepmcKuit Kpait

Pecrybnuka bawkoptoctaH

Tomckan o6nactb
Huxeropopckas 0bnactb M HrangauuoHHbIe
NenuHrpagckas o6nactb FNIOKOKOPTUKO-
KpacHoapckwit kpait CTEpOWHbl

Pecnybnvka YyBawma
KpacHopapckwit kpait
fipocnasckas 06nactb

r. HoBocnbunpcek

Kemeposckas o6nactb

Omckas obnactb

Mocksa 1 MockoBckas 0bnactb

I [ [ I I [ [ T
0 10 20 30 40 50 60 70 80 0 100 %

Puc. 39. HpI/IMCHCHl/Ie WHTaJIIOUOHHBIX TNIIOKOKOPTUKOCTEPOUIOB OOJILHBIMU MYKOBUCHMOI0O30M B PETUOHAX

O0beM NMPUMEHEHUS CUCTEMHBIX TJTIOKOKOPTUKOCTEPOUTOB B perMOHaX MPEeACTaBIeH
Ha puc. 40. JlaHHBI BU Tepaliiy B OTYETHOM IOy MIPUMEHSIICS B 6 peruoHax y > 10 %
60JIbHBIX, B 3 cyobekTax PD —y < 5 %, B 5 permoHax TaHHOE JieueHUEe He MPOBOIUIOCH.

Tpvmopckmit Kpait
OpeHbyprckas obnactb
AcTpaxaHckas 06nactb
Mepmckwii kpait
Pecnybnvka bawkoproctaH

Tomckas 06nacTb
Huxeropoackas obnactb CMCTEMH ble
JleHuHrpackas obnactb FNIOKOKO pTM KO-

Kpactonpckuitkpaii k cTeponabl
Pecnybnvka YyBawma

Kpacropapckuit kpaii I

fipocnasckas o6nactb

r. Hoocnbupck

Kemeposckas 06nactb
Omckan 0bnactb

Mocksa 1 MockoBckas 0bnactb

I
0 5 10 15 20 25 30 35 40 %

Puc. 40. TTpuMeHeHHEe CUCTEMHBIX IJTIOKOKOPTUKOCTEPOUIOB OOJbHBIMU MYKOBUCIIMIO30M B PErMOHAX
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JleueHue

O0beM MpUMeHEHUs TopHa3kl alb(da B pernoHax npeacTaBieH Ha puc. 41.
JlaHHBIi BUI Tepaltiyd B OTYETHOM TOAY TIPUMEHSIIICS B 4 perMOHAaX y BceX OOTbHBIX,
B 2 cyonekTax PO —y < 80 %.

Tpumopckmit Kpaii
OpeHbyprckas 06nactb
ActpaxaHckas 06nacTb
Mepmckuit Kpait
Pecnybnvka bawkoprocTaH
Tomckas 06nactb
Huxeropogckas o6nactb
JleHuHrpacas obact ,D,OpHaaa an b(ba
KpacHospckuit kpait
Pecnybnvka Yysawma
KpacHogapckwii kpait
fipocnasckan obnactb
r. HoBocubmpck
KemepoBckas obnactb
Omckan obnacTb

MockBa u MockoBckan obnactb

Puc. 41. [lpumenenune nopHassbl aabha 60TbHBIMU MyKOBUCIIMIO30M B PETHOHAX

O0beM MpUMEHEHUS a3UTPOMULIMHA B CYOMHTUOMPYIOIINX 103aX B peTMOHAX MpeACTaBIeH
Ha puc. 42. JlaHHbBII BU TepalliKi B OTYETHOM IOy MPUMEHSIICS B 4 pernoHax y > 60 %
60JIbHBIX, B 4 cyobekTax PD —y < 20 %, B | pervoHe naHHOE JIeYeHHE HE TIPOBOIUIOCH.

MpumopcKmii kpait
OpeHbyprckas o6nactb
ActpaxaHckas 06nacTb
IMepmckwit Kpait
Pecny6nuka bawkoprocTaH
Tomckas 06nacTb
Huxeropoackas obnactb
JleHnHrpapckas obnactb
KpacHospckuit kpait
Pecny6nuka Yysawus A3V|Tp0MV||J,V|H
KpacHogapckuit kpait

flpocnasckas 06nacTb

r. HoBocnbmpck
Kemeposckas obnactb
Omckas obnactb

Mocksa 1 MockoBckas obnactb

I [ [ I
0 10 20 30 40 50 60 70 80 0 %

Puc. 42. TIpuMeHeHre a3UTPOMUIIMHA B CYOMHTUOMPYIOIIMX 103aX 00JbHBIMU MYKOBUCIIUMI030M B PerMOHaX
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

O0beM MpUMEHEHUS YPCOAC30KCHUX0JIEBOI KMCIOThI B perMoHax MpeacTaBieH Ha puc. 43.
JlaHHBIN BUI Tepaltiy B OTYETHOM TOAY TIPUMEHSIIICS B 4 perMOHAX Y BCeX OOTbHBIX,
B 3 cyobekTax PO —y < 80 %.

Tpumopckmit Kpait
OpeH6yprckas 06nacTb
AcTpaxaHckan 06nacTb
TepmcKuit Kpait
Pecny6nvka bawkoproctaH
Tomckas 06nacTb

Huxeropoackas obnacts

Ypcoaesokcuxoneas
Kucnora

JleHHrpafickas 06nacTb
KpacHospckuit kpait
Pecny6nuka Yysaluna
KpacHopapckwit kpait
fipocnasckan obnacTb

r. HoBocnbunpck
KemepoBckas 06nactb
Omckan obnactb

Mocksa 1 MockoBckas 0bnacTb

Puc. 43. IlpumeHeHMe ypcone30KCUXOIeBOM KUCIOTHI OOTbHBIMU MyKOBUCIIMIO30M B PETHOHAX

O0beM NpUMEHEHUs TTaHKpeaTuYeCcKUX (DepMEHTOB B peTMOHAX MpeACTaBlieH Ha puc. 44.
JaHHbBIi BUI Tepaltiy B OTYETHOM TOAY TIPUMEHSIJICS B 7 peTMOHAX Y BCeX OOTbHBIX,
B 2 cyobekTax PO —y < 90 %.

TpvmopcKmit Kpait
OpeHbyprckas obnactb
AcTpaxaHckas o6nactb
Mepmckwii kpait
Pecnybnwka bawkoproctaH
Tomckas 06nactb
Huxeropopckas o6nactb
JleHMHrpajickas 06nacTb
KpacHospckuit kpait
Pecny6nvka YyBawma
KpacHopapckwit kpait
fipocnasckas o6nactb

r. Hoocnbupck
Kemeposckas o6nactb
Omckas 06nactb

Mocksa 1 Mockosckas 0bnactb

Puc. 44. TIpumMeHeHre naHKpeaTnyeckKux (GpepMeHTOB OOJIbHBIMU MYKOBUCILIMAO30M B permoHax
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JleueHue

O0beM pUMEHEHUSI XUPOPACTBOPUMBIX BUTAMUHOB B perMoHax MpeacTaBieH Ha puc. 45.
JlaHHBII BUJI TEpauy B OTYETHOM TOIY TIPUMEHSIICS B 6 perMoHax y BceX OOJbHBIX,
B | pernione — y < 20 % marueHToB.

TprmopcKmit Kpait
OpeHbyprckan 0bnacTb
ActpaxaHckas obnacTb
Mepmckuit kpat
Pecny6nvka bawkoproctaH
Tomckas 06n1acTb

Huxeropopckas o6nactb

XupopacTeopumsie
BUTaMUHbI

JleHuHrpackas obnactb
KpacHospckwit kpait
Pecny6nvka YyBawma
KpacHogapckwuit kpait
fpocnasckan obnactb
r.HoBocnbupcek
KemepoBckas 06nactb
Omckas obnacts

Mocksa 1 Mockosckas obnactb

%

Puc. 45. TlpumeHeHne XUPOPACTBOPUMBIX BUTAMUHOM OOJTBHBIMU MyKOBUCIIMIO30M B PETHOHAX

O0beM NTPUMEHEHUS KUHE3UTEPAITMy B permoHax MpeacTaBieH Ha puc. 46.
JlaHHBII BUJI TEpauy B OTYETHOM TOY TIPUMEHSIICS B 3 perMOHax y BCeX OOJbHBIX,
B 2 cyonekTax PO — y < 50 % mauneHTos.

TpumopcKmit Kpait
OpeHbyprckan 0bnacTb
AcTpaxaHckas obnactb
IMepmckuit kpait
Pecny6nvka bawkoproctaH
Tomckas 06n1acTb
Huxeropopckas o6nactb
JleHuHrpapckas obnactb KMHe3"Tep anusa
KpacHoapckwit kpait
Pecny6nuka Yysawuua
KpacHopapckwit kpait
fipocnasckas 0bnacTb
r. HoBocnbmpcek
Kemepockas 06nactb
Omckan obnactb

Mocksa 1 Mockosckas obnactb

%

Puc. 46. TlpumMeHeHNe KMHE3UTEPATMK OOJTBHBIMU MYKOBHCIIMIO30M B PErHMOHAX
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Peructp 60bHBIX MyKOBUCLIMI030M B Poccuiickoit deneparmu. 2011 rox

O0beM UCTONMb30BaHUS KUCIOPOAOTEpAlIMK B perMoHax MpeacTaBieH Ha puc. 47.
JIaHHBII BUJI Tepamuy B OTYSTHOM TOJIY TIPUMEHSIICS B 3 permoHax 'y = 15 %,
B 3 cyonbekTax PO —y <5 %, B 3 perroHax JaHHOE JieYeHHEe He TIPOBOIUIOCH.

Tpumopckmit Kpait
OpeHbyprckan 0bnacTb
AcTpaxaHckan 06nactb
TepMmcKuit Kpait
Pecny6nvka bawkoproctaH
Tomckas 06n1acTb
Hinxeropoackas obnactb
JleHuHrpaackas obnactb
R Kucnopopotepanus
Pecny6nuka Yysaluna
KpacHopapckwit kpait
fpocnasckan o6nactb
r.HoBocnbupcek
Kemeposcka obnactb
Omckan obnactb

Mocksa 1 Mockosckas obnactb

I
0 5 10 15 20 25 30 35 %

Puc. 47. TIpuMeHeHMe KUCIOPOIOTEpATuK GOJIbHBIM MYKOBHUCIIMI030M B perMOHaXx

TpaHcnnanTaums

B 2011 r. 1 60J1bHOMY MYKOBUCLIMI030M ObljIa MTPOBeAeHa IBYCTOPOHHSISI TpaHCIIaHTALIMS JIeT-
KMX, TPAHCIUIAHTALUS MIEYEHU He MPOBOINIIACD.

CmepTHOCTDb

15 6onpHBIX yMepau B TedeHne 2011 . [TpuunHoit cMepTt 13 6OJIBHBIX SIBISIIOCH OPOHX0JIET0Y-
HOe mopaxkeHue, | malueHT yMep BCJIEICTBUE BOAHO-3JIEKTPOJMUTHBIX PACCTPOICTB, MpUIMHA
cMmepTu 1 6osbHOrO HeusBecTHA. CpeaHUit Bo3pacT cMepTu coctaBui 15,9 = 12,7 rona, Mmeau-
aHa Bo3pacta cmept — 17,4 (25,0) roaa.
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