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[puBETCTBEHHOE C/I0BO

Kpacosckuii CtanncaaB AleKCaHIPOBHY
K. M. H., OTBETCTBEHHBIIl PeIAKTOP
HatumoHanbHOTo perucTpa GoIbHBIX
MyKOBHCIIMI030M 3a 2012 T.

VYBaxaeMble KoJuieru!

IIpemcraBisieM BalreMy BHUMaHHUIO BTOPOIT TOMOBOI 0T4eT — Peructp 601b-
HBIX MYKOBUCILIMI030M B Poccuiickoit Denepannu.

Kak u paHee, 3agaueit Peructpa siisiercs coop MHGbOpPMALMU O OOJIbHbIX
MYKOBHUCIII030M Poccun 1 o BUugax MeIMIIMHCKOM MTOMOIIM, KOTOPYIO OHU
ITOJTyJaIOT.

Anamm3 Perrcrpa malmeHTOB OKa3bIBaeT ITOMOIIH IIPU PEIICHUH TaKUX 3a-
JIa4y, KaK COCTaBJICHWE MPOTpaMM JICUCHUS W PeaOMIMTallii, MOHUTOPUHT
9((HEKTUBHOCTU, 0€30MACHOCTA M KauyecTBa OKa3bIBAEMOU MEIUIIMHCKO
nomoiiu. KoHeuyHas 1ieab padoTsl Hag PerncTtpoM — 3T0 onTUMU3aLUs Be-
JIeHUsI 00JIbHBIX MYKOBUCIIMI030M BO BCE CTpaHe, CO3MaHKe 00IIerocyaap-
CTBEHHBIX CTAHIAPTOB JICUCHUS.

B Hacrosinem Beimycke Perrcrpa npoaHaan3iupoBaHbl JaHHbIE 26 PETHMOHOB,
yto Ha 10 pernoHoB 6omblie, yeMm B Peructpe 2011 . MocKOBCKUIA peruoH
Peructpa 2011 ., KoTopblii BKJIOYad 00JbHBIX Topoaa U obaactu, B 2012 .
paszeneH Ha aBa pervoHa: MockBy 1 MOCKOBCKYI0 00J1acTh. PellieHue o pas-
JIeJIEHUH ObLIO IMTPOAMKTOBAHO TEM, YTO HAOII0AAsICh B OMHUX U TEX XK€ IIEHT-
pax (MockoBcKkMiT IIeHTp MyKoBUCIIMI03a Ha 0aze 'BY3 "JleTckast KImHM-
yeckast oompHUIA N 13 mm. H.®.@wrarosa” JI3M, ®I'BY "Hayunsrit meHTp
3mopoBbd mereii’ PAMH, ®TI'BY "HWMU nyaesmonomornu”" ®MBA Poccnn),
0O0JIbHBIE TOPO/Ia M 00JIACTH OTJINYAIOTCS IO JIEKAPCTBEHHOMY 00€CTIEUeHUIO
U opraHu3aluu JieueOHbIx Meponpustuii. C npucoeauHeHuemM HoBocubu-
pckoit oonactu (B 2011 . yuacTBoBan ToJibKO . HoBocuOMpPCK) MBI MOJIyum-
JIV TIOJTHYIO MHMOpPMAIMIO 0 TaHHOM perrnoHe. CBeleHUsI 0 OONIbHBIX, TTPO-
XuBawinux B PecmyOnumkax Xakacusg v Anrtai, npeaoctaBuau LleHTp
MyKoBucIuno3a . Tomcka n LleHTp MyKOBUCIIMI03a B3POCIBIX T. MOCKBBHI.
OueHb BakKHBIM M CUMBOJIMYHBIM JomnojHeHueM B Peructp 2012 1. BuguTcs
npucoeauHeHue Tynbckoii obaactu. UmeHHo B otyeTHOM 2012 I ypoKeHKe
Tynbckoit obaactu BriepBbie B Poccum ObL1a mpoBeaeHa ABYCTOPOHHSIS TpaH-
CIUTaHTAIIMS JIeTKuX. JlaHHasT omepaiius, MpoBeaeHHasl IO PyKOBOJICTBOM
akanemuka PAH A.I'YydyaiuHa, BMecTe C IMPOBENEHHON B 3TOM X€ TOMy
(1 ToxXe BIlepBbIe B Poccui) TpaHCIIaHTAaE TICYeHM, OTKPBUTA TTPUHIIM -
IMMAJIbHO HOBBIN 3Tall B OKa3aHWM ITOMOIIM OOJIBHBIM MYKOBUCIIAI030M
B Poccun. B 2012 r. B Peructp Takxke BKIOYeHbI MypMmaHCKasi 00J1acTb,
XaHTbl-MaHcuiicKuit aBTOHOMHBIN OKpyT, Pecryonuku Yomyptust 1 Mop-
noBus. HoBele permonnl — Cankrt-IlerepOypr n YensionHckass o6macth —
IIPUCITANIA TIOKA3aTe TN IIPEMYIIECTBEHHO B3POCIIBIX MMAIIMEHTOB, YTO YINUTHI-
BaJIOCh IIPH TIPEICTABIICHNN TaHHEIX Perncrpa.

Hacrosiiuuii Beimyck conepuT 60obi1e nHbopMaluu, rpadukoB 1 Tabaull,
yeMm Peructp 2011 r. OTpaxkeHa AMHAMUKA HEKOTOPBIX MOKa3aTesIel B CpaB-
HEHMM ¢ JaHHBIMU 3a TIpeabIAyInii roa. bomiee riaydoko mpeacTaBieHa MH-
dopmanms mo reHeTuKe, HyTPUTUBHOMY CTaTyCy, IETOUYHOM (DYHKINU, BO3-
PACTHBIM pPA3INIMSIM, COXPAHSETCS aKIEHT Ha ITOJHOTY 3aIlOJTHCHHS TeX
WJTA MHBIX JaHHBIX IO Pa3IMIHBIM PETHOHAM.

®opmar HammmoHaIbHOTO peTucTpa Mo3BOJIsIET TpaHC(OPMHUPOBATh JaHHBIE
U BKIOUYUTh MX B Peructp EBpomeiickoro obuiecTtBa Mo MyKOBUCIUIO3Y
(European Cystic Fibrosis Society).

OoHoBngomasgca nHGopmanusa mo PerucTpy pasmenaeTcss Ha caiiTe
www.mukoviscidoz.org

Cniacu60 BceM, KTO TIPUHSUT y9acThe B paboTe Haj MOATOTOBKOM Permcrpa
00JbHBIX MyKOBUCLIMA030M B Poccuu 3a 2012 1., Xaem npucoeaHeHns: HO-
BBIX PETMOHOB JUIS NajbHeuIero pa3sutus Perucrpa.

Ocobas 6aarogapHocTh — YepHsky Anekcanapy BaanumupoBudy 3a BBITTIOI-
HEHUE CTaTUCTUUECKON 00pabOTKU JaHHBIX.



OprkoMUTET U YYaCTHUKM

Kpacockuii CtanncaaB AjleKCaHIPOBHY

K. M. H., CTaplUXii HAyYHBIA COTPYIHUK
na6oparopun Mykosucuunoza ®I'bY "HUU
mynsMoHoJiorun” @MBA Poccum, Bpau-
myneMoHoJior I'BY3 "Topojckasi KIIMHUYecKast
6opHUIa Ne 57" JI3M.

Anpec: 105077, Mocksa, yi. 11-s ITapkosas, 32,
KopIl. 4; Tenn.: (495) 465-74-15;

e-mail: sa_krasovsky@mail.ru

Boponkosa Auna IOpbeBHa

K. M. H., CTApIINI HAyYHbIl COTPYTHUK HAYIHO-
KJIMHUYECKOro otaesia MykoBuciunoza ®I'bY
"Menuko-TeHeTUIeCK1it HaydHbIi ieHTp" PAMH,
Bpau-neauarp Beiciieit kareropuu ['BY3 "lerckast
ropojickasi KImH1u4Yeckast 6ojbHmrma Ne 13

uM. H.®.@unarosa” I3M. Anpec: 115478,
Mockaa, y;1. MockBopeube, 1; Ter.: (495) 936-93-93;
e-mail: voronkoval11@yandex.ru

IIlepman BukTopus /laBuioBHa

K. M. H., 3aB. OT/JIeJieHueM MyKosucuumosa K/IL{
I'BY3 "[leTckasi ropoackast KIIMHUIecKast
oonbHuIa Ne 13 um. H.®.®@unatosa” 13M,
CTapIIil HAYYHbII COTPYAHUK HaYyYHO-
KJIMHNYECKOro otaena Mykosucinnosa PTBY
"MenvKo-reHeTnIecKnil HayaHblii neHTp PAMH"
Anpec: 115478, Mocksa, yi1. MockBopeube, |;
Teu.: (495) 936-93-93; e-mail: tovika@yandex.ru

Kammpckasa Haramms FOpbesna

1. M. H., podeccop, TIaBHbIII HayYHbIT
COTPYIHUK HayYHO-KIMHUYECKOTO OTAeNA
MykoBuciunosza GIrBY "Menuko-reHeTU4eCKUit
HayuHbIi ieHTp" PAMH, uieHn pabo4yux rpyrmin
SKCIIEPTOB 110 HEOHATATLHOMY CKPUHUHTY

u peructpy EBporneiickoro oouiecTsa no
mykoBuctunosy (ECFES). Anpec: 115478, Mocksa,
yi1. MockBopeube, 1 ; Ten.: (499) 254-90-49;

e-mail: kashirskayanj@mail.ru
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YepHusak Anekcanap Braaumuposuy

K. M. H., 3aB. JJabopatopueil hyHKIIMOHATbHBIX

M YJIBTPA3BYKOBBIX MeTOIOB uccienoBanusi PI'BY
"HUU nynemonosnorun" ®MBA Poccun. Anpec:
105077, Mocksa, 11-s IMapkosas, 32, Kopit. 4;
Tei.: (495) 465-53-84, e-mail: achi2000@mail.ru

b

Hukonosa Bukropusi CepreeBna

K. M. H., CTapIInil HAyJHbII1 COTPYIHUK HAYYHO-
KJIMHUYECKOTo oTesia MykoBucunoza ®IbBY
"MenvKo-reHeTHIecKnit HayuHblil neHTp" PAMH,
Bpau-neanarp, Bpad GyHKIMOHATBHOM
JIMarHOCTUKM OTIesIeHus: MyKoBucuunosa 'bY3
"JleTckasi ropojickast KimHudeckast 6onpHuna Ne 13
uM. H.®.®unarosa” JI3M. Anpec: 115478, Mocksa,
yi1. MockBopeube, 1; Tet: (495) 936-93-93; e-mail:
nikonovavs@mail.ru

Amennna Enena JIbBoBHa

K. M. H., 3aB. JJaDOpaTopHeil MyKOBUCIINI03a
®IrbY "HUU nyasmonosnornn” ®MBA Poccun.
Anpec: 105077, Mocksa, 11-s IMapkosas, 32,
Kopr. 4; Ten.: (495) 465-53-84;

e-mail: eamelina@mail.ru

Konpparbesa Enena ViBanoBHa

1. M. H., Ipodeccop, IIaBHbINA HayYHBIA COTPYIHUK
Hay4YHO-KJIMHUYECKOTO OT/Ie/Ia MyKOBHCLIMIO03a,
DTBY "MeauKo-reHeTHYeCKUil HayIHbI LeHTp"
PAMH, Bpau-niexuatp I'BY3 "[letckast roponckast
KJIMHnYecKast 6obHuna Ne 13 um. H.®.Punarosa”
J3M. Anpec: 115478, Mockaa, yi1. MockBopeuse, 1;
Te1.: (499) 254-90-49; e-mail: elenafpk @mail.ru
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ITabanoBa JIuaus AGpamoBHa

K. M. H., CTapIInii HAydHbI COTPYIHUK OTACICHUS
mykoBuciiao3a @I'BY "Mennko-reHeTHIECKUi
HayaHbiii ieHTp PAMH", Bpau-nienuatp 'BY3
"JleTckasi TopoacKasi KIimHu4Yeckast GombHma Ne 13
uM. H.®.®@unarosa” 13M.

Anpec: 115478, Mocksa, yi1. MockBopeube, 1;

Test: (495) 936-93-93; e-mail: shabalova@list.ru



OprkoMUTET U YHACTHUKM

Topunosa FOnms BukropoBna TomunoBa Anna FOpbeBHa CumonoBa Oabra Uropesna

K. M. H., CTapIInil HAyJHbII1 COTPYIHUK OTACICHUS K. M. H., Bpau-NeJIMaTp BbICIIEH KaTerOpHH, 1. M. H., Ipodeccop, 3aB. OTAEICHUEM
MyJIbMOHOJIOTUU 1 ajuieprojiorn ®rbY CcTaplIvii HAYYHbIN COTPYIHUK OTICICHUS MyJIbMOHOJIOTUU 1 ajuieprojiorn ®rbY
"HayuHblit ieHTp 310poBbs Aeteir" PAMH. BOCCTaHOBMTEIBHOTO JICUEHHST IETEi "HayuHblit ieHTp 310poBbs neteir”" PAMH.

Anpec: Mocksa, 119991, JloMOHOCOBCKMIA TP-T, 2, C aJJIEPrUYeCKUMU OOJIe3HSIMU U 3a00JIeBAaHUSIMUA Anpec: 119991, Mocksa, JIoMOHOCOBCKMIA TP-T, 2,
ctp. 1; Ten.: (499) 134-93-31; e-mail: opraHoB 1pixanust PTBY "HayuHblit HeHTp ctp. 1; Ten.: (499) 134-93-31;

ygorinova@yandex.ru 3n0poBbst nereil” PAMH. Anpec: 119991, Mockaa, e-mail: oisimonova@mail.ru

JlomoHocoBcKkMit Ip-T, cTp. 1; Teu.: (499) 134-03-92;
e-mail: tomilova@nczd.ru

B
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‘YcaueBa Mapus Banepbesna IleBnsKOBa AHHA AJIEKCAHIPOBHA Cadonosa Tatbsina BaHOBHA
HAyYHBI COTPYIHUK JTaG0paTOpUn BPAY-OpANHATOP MYJTBMOHOJIOTHYECKOTO 3aB. MyJIBMOHOJIOTUYECKUM OT/IEICHUEM
mykoBucuuno3a ®I'bY "HUU nynsmononorun" otaenenust BY3 OO "O6nacTHas nerckast ¢ Llenrpom mykoBuctao3a bY3 OO "O6nactHas
D®MBA Poccun. Anpec: 105077, Mocksa, KIMHUYecKas 6onbHMLa”. Anpec: 644001, Omck, JeTCKas KJIMHUYecKast 00IbHMIA", Bpay BBICIIIEI
yi. 11-a [Mapkosas, 32, Kopri. 4; yi1. Kyii6bimesa, 77; ten.: (3812) 37-30-68; KaTeropyuM, IJIaBHbIM BHELITATHBIN JETCKUI
Test.: (495) 465-74-15; e-mail: aashevlyakova@mail.ru myneMoHostor OMcKo# o6iactu. Anpec: 644001,
e-mail: usa-mariya@yandex.ru Owmck, yi. KyiiGbrmesa, 77; ten.: (3812) 37-30-68;

e-mail: tatyanasafonova66@mail.ru
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Kopneesa Tarbsina IOpbeBHa IIporacoBa TaTbsiHa AleKCaHAPOBHA Konnakosa IOims Anekcanaposna
Bpau-opauHarop I kareropun 3aB. OTJEJICHNEM OCTPbIX PeCIIMPATOPHbIX MHMEeKIMii  Bpad-neanarp ropoickoro Llenrpa
MmyJIbMOHOJIornueckoro oraeneHus bY3 OO TAY3 "KemepoBckasi 00J1acTHasi KIIMHUYECKast mykoBucuuno3a F'BY3 HO "lTopozckast netckast
"OGacTHast AeTcKasi KIIMHUYecKast 60JbHILA", GosIbHMIIA", TJIABHBII CrieraicT JernaprameHra KJIMHUYeCKast OOJIbHULIA CKOPOil MEAMLIMHCKON
ny6uiep 3aBeayroleii oraenenueM. Anpec: 644001, OXpaHbl 3I0pOBbst HaceseHUs1 KemepoBckoii obmact,  momorun'”. Anpec: 630007, HoBocubupcek,
Owmck, yi. Kyiiobiesa, 77; tein.: (3812) 37-30-68; pykoBoauTesib LleHTpa MyKOBUCIMIO3a ISl AeTei Kpachbiii tip-T, 3; Tei.: (3832) 23-16-94;
e-mail: energizer357@yandex.ru KemepoBckoii o6actH, 3aciy>XeHHbIi Bpau PD. e-mail: yulakondakova@rambler.ru

Anpec: 650066, KemepoBo, rp. OKTi6pbeKuii, 22;
Tes.: (3842) 39-64-21; e-mail: protasova@coltel.ru



OprkoMUTET U YHACTHUKM

Pomanenko Haramus ViBaHoBHA

K. M. H., 3aB. ieAMatpudeckum otaesneHuem ['bY3
HO "Topoxackast geTckasi KIMHUYeCKas 00IbHMIIA
CKOPOii MeIMLIMHCKOI momoru”. Anapec: 630007,
HoBocubupck, KpacHsiii p-T, 3;

men.: (3832) 23-16-94; e-mail: cfcenter@ngs.ru

Xaunsan Marna MejicukoBHa

Bpau-kinHUYeckuii hapmakosor 'BY3 "/leTckas
KpaeBast KiimHn4eckas 6oapHuIa" M3 KK.
Anpec: 350000, Kpactonap, [Tnomans [To6ensr, 1;
Ten.: (861) 262-64-54;

e-mail: magdal16@mail.ru

ITunernna IOaus CranuciaBoBHa — K. M. H., 3aB.
JIETCKUM MyJIbMOHOJIOrnYecKuM otaeieHuem 'bBY3

HCO "TocynapcTBeHHast HOBOCMOMpPCKasi 00JacTHasK

KJIMHUYecKast O0JIbHMILIA", aCCUCTEHT Kadeapbl

neauatpuu U HeoHatosoruu F’BOY BITO "HoBocu-
OUPCKUIT TOCY1apCTBEHHBI MEAMIIMHCKUI YHUBEP-

curer” M3 P®, riaBHbIii IeTCKUI MTyJIbMOHOJIOT
Hosocubupckoii obnactu. Anpec: 630087,
HoBocubupck, yi1. Hemuposuua-/lanueHko, 130;
tei.: (383) 315-99-78; e-mail: pineg@ngs.ru

Bpucnn Bukrop IOpbeBnu

3aB. MYJIbBMOHOJIOTMYECKUM oTaeaeHuem ['BY3
"JleTckast KpaeBast KIIMHU4YeCKas 60JbHUIIA"

M3 KK. Anpec: 350000, KpacHomap,

yi1. [nomane [Mo6ensr, 1; Ten.: 8 (861) 262-64-54;
e-mail: brisin@inbox.ru

Ameposa Upuna Kapiosna

II. M. H., 3aB. OTIeJeHUeM MyabMOoHoJornu ['Y3
A0 "[lerckast KinuHMYecKast 6onbHuIa No 1",
Aaxpec: 150003, SIpocnasib, np. Jlenuna, 12 / 76;
Ten.: (4852) 25-24-43;

e-mail: irina_asherova@mail.ru,

Tomyonosa Ousbra Mropesna

K. M. H., 3aB. OTJEJIEHUEeM ITyJIbMOHOJIOTUU

u ajutepronoruu BY "PecrnyonukaHckast geTckast
kinHn4Yeckas 6onpauia” M3 u CP Uysammu.
Anpec: 428020, Yeb6okcapsl, yi1. Ocurnosa, 5;
Ten.: (8352) 55-01-26;

e-mail: vakcina2007@mail.ru

ITagsos Ilerp MBanoBuy

3aB. OT/eJIeHHeM IyJibMoHonoruu bY
"PecnybimkaHcKasi KIMHU4YecKast osbHuIa" M3
u CP Yysauimu, BHELITATHBIN CHELIMATUCT-
9KCHEPT-TyIbMOHOJIOT MUH31paBCOLIPa3BUTHS
Yysammu. Anpec: 428018, YeGokcapsi,

np. MockoBckwMit, 9, Teir.: (8352) 58-29-89;
e-mail: pi_pavlov@mail.ru

Ninbenkosa Hataims AHaTo/ibeBHA

1. M. H., ipoeccop 'BOY BITO "KpacHosipckuii
roCYIapCTBEHHBIA MEIUIIMHCKUI YHUBEPCUTET
uM. ipod. B.®D.Boiino-fcenerkoro” M3 PD,
3aB. Kadeapoii nerckux 6osesHeii ¢ kypcom I10.
Anpec: 660022, KpacHosipck, yi. [TaptuzaHa
Kenesnsika, 1; ten.:8-902-940-48-71:

e-mail: ilenkova 1@mail.ru

Yukynos Baaguvup Bukroposuy

K. M. H., CCUCTEHT Kadeapsl AeTCKUX 6oe3Hein
¢ xypcom 10 I'BOY BI1O "KpacHosipckuit
roCyIapCTBEHHBIN MEIMLIMHCKUN YHUBEPCUTET
uM. ipod. B.®.BoiiHo-fcenenkoro” M3 PO,
Bpau-KOHCYJIBTAHT LleHTpa MyKOBHCIIMIO03a.
Anpec: 660022, KpacHosipck, yii. [Taptusana
Kenesnsika, 1; ten.:8-913-837-50-27:

e-mail: doctorvov@mail.ru



OprkoMUTET U YHACTHUKM

Boiinoa EBrennsi BuktopoBHa

II. M. H., 3aB. JJabopaTopuei 1eTCKO
nyabmoHosiorun 'BOY BITO "Iepsbiii CaHKT-
IMetepOyprekuii rocy1apCTBEHHBIN MEIUIIMHCKUI
yHuBepcuter uM. akai. W.I1.TTasnosa" M3 PO,
TJIABHBIM AETCKUIA MyJIbMOHOJIOT JIEHUHTpancKoit
obnactu. Anpec: 197022, Cankr-ITetep6ypr,

yi1. JIsBa Tosictoro, 6-8; Tein.: 8-911-739-00-22;
e-mail: evboitsova@mail.ru

MBanosa Jlapbs MuxaiiioBHa

M. H. . Jl]abopaTopuu AeTckoi mynbmoHoioruu HUU

nyapmoHosioruu ['BOY BITO "lMepsbiit CaHKT-
[TerepOyprckuii rocyIapCTBEHHBIM METUITMHCKUI
yHuBepcuter uM. akaa. U.I1.IMasrosa" M3 PO,
Bpau-myabMoHosor JIOI'Y3 "/leTckas KIMHUYECKasK
GonbHua". Anpec: 197022, Cankr-IletepOypr,

yi. Pentrena, 12; ten.: (812) 542-53-62;

e-mail: ptilota2009@yandex.ru

Konosanosa Jlionmuna Esrenbesna

3aB. OTAeIeHueM myabMoHosnorun JIOI'Y3
"JleTckast obJacTHasI KIMHAYECKasi 00JIbHUIIA"
Bpay BbICLLIEN KATETOPUU.

Anpec: 195009, CanxT-ITetep6ypr,

yi. Komcomona, 6; Tein.: (812) 542-53-62;
e-mail: ludmila.ludmila22@yandex.ru

Yenenckas Upuna JImutpueBna

II. M. H., 3aB. otaeoM "KJIMHUKY MaToIoruy TOHKOM
kukn" @IBY "Huxeroponckuit HUW metckoit
ractposHTeposiorun” M3 PD, pykoBoauTesib
Huxeroponckoro 1eHTpa MyKOBUCIIMAO3a AeTei

U TIO[POCTKOB, BPay BBICILIEI KaTeropuu. Anpec:
603095, Huxuuit Hosropon, yi. Cemarko, 22;
Teit.: 8 (831) 436-01-13;

e-mail: uspenskaya.i.d@gmail.com

T —

Temounxkas TaTbsina EsrenneBna

1. M. H., ipoceccop, 3aB. OTIAEIOM
TepaneBTuuecKou myibmoHonorun HUMU
nyiabMoHoioruu 'BOY BITO "IMepsbiit CaHKT-
TletepOyprekuil rocy1apCTBEHHbBIM MEIMLIIMHCKU I
yHuBepcuteT uM. akan. W.T1.TTasnosa" M3 PO.
Aaxpec: 197089, Cankr-TletepOypr, yi. PeHrrena,
12; ten.: (812) 234-13-83;

e-mail: mukoviscidoz_otd@mail.ru

Hasapenko Jliopvuna I1apiaosra

1. M. H., ipoceccop, PI'BY "HUU menuumHcKomn
reretuku” CO PAMH. Anpec: 634050, Tomck,
MockoBckuii TpakT, 3; ten.: (3822) 53-36-25;
e-mail: ludmila.nazarenko @medgenetics.ru

Cwmupuosa puna BanoBHa

Bpau-neauarp Beiciieit kateropun, ®I'BY "HUU
MenuiHekoi renetukn” CO PAMH.
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Peructp 60onbHbIX MyKoBUCLMAO30M B Poccum 3a 2012,

00wasa uidopmaums

Puc 1. Pernonsl, BkiatoueHHbie B Pervctp B 2012 1.
[MpumeuaHue: TEeMHO-OPAHKEBBIM LIBETOM MOKa3aHbI PErMOHbI, pucyTcTBytomme B Peructpax 2011 u 2012 rr.; cBeT/10-0paHKeBbIM — NprcoenuHusiimecs B 2012 r.,
CBETJIO-OPAHXXEBBIM CO IITPUXOBKON — PETMOHBI, TPEICTABUBIINE JAHHBIE TPEUMYIIIECTBEHHO O B3POCIIBIX MAIIUEHTAX.

B Peructp Bowwio 26 pernoHoB-cyobeKTOB Poccuiickoit @enepaunu (puc. 1), HacejaeHue Ko-
Topbix B 2012 1. coctasisuio 70 049 280 uenosek (49,0 % ot 0o0IIeil YMCIEHHOCTH HACEIEHMUS
Poccum B 2012 1). 1o cpaBHenuro ¢ Peructpom 2011 . modaBneHsl manHbie Tynbckoil, Myp-
MaHckoi, YensgouHckoii 1 HoBocubupckoii oonacteii (B Peructpe 2011 . mpeacraBieHbl JaH-
Hble ToJIbKO I. HoBocubupcka), Pecriybnuk Mopnosusi, YaMyptust, Xakacus U AnTtaid, XaHTbl-
MaHcuiickoro aBToHoMHOro okpyra u Cankrt-IletepOypra. boabHble YensionHcKoi obaactu
n Cankrt-IleTepOypra mpeacTaBiIeHbl MPEeMMYIIEeCTBEHHO B3pOCIbIMU TTarimeHTamu. [1o cpas-
HeHuto ¢ 2011 r. 6oabHBIe MOCKOBCKOTO perMoHa pasaeieHbl Ha MockBYy 1 MOCKOBCKYIO 00-
JtacThb. Yncso 60IbHBIX B peTUOHAX, 011 B3POCIIBIX MAIMEHTOB B KaXK/IOM M3 HUX, OTHOIIIEHUE
Yyycya MalueHTOB ¢ MYKOBUCIIMIO30M K OOIEe YMCIICHHOCTU HAaCEJIeHUSsI, TTPOXUBAIOIIETO
B perMoHe, a TaKxKe pacueTHOe 4uciao B Poccum, MCXoms M3 BCTPEUYaeMOCTH 3a00JIeBaHUS
B KaXXJIOM pEerMoHe, OTpaxkeHbl B Tao0I. 1.

Tabauua 1
Yucaennocmo 60abHbBIX MYKOGUCUUOIO30M, 0045 83POCABIX U HACMOMA 6CHIPEHACMOCHU MYKOGUCUUO03a
6 pazauunvix pecuonax P®D

PeruoH Haceneuue Yucno N3 Hux Dons Yacrora BcTpeyaemoctu | PacuetHoe uncno

peruoHna, n 60NbHBIX, N B3POC/bIX, N | B3pochbiX, % | Ha 100 Tbic. HaceneHus | GonbHbIX B Poccum
Mocksa 11856 578 294 105 35,71 2,480 3547
MockoBckas 06nactb 6955 051 142 37 26,06 2,042 2921
Omckas obnactb 1974 820 45 1 24,44 2,279 3260
Kemepogckas o6nacTb 2750829 40 4 10,00 1,454 2080
HoeocunGupckas obnacte 2686 863 55 8 14,55 2,047 2928
fipocnasckasi o6nactb 1271030 39 9 23,08 3,068 4390
KpacHopapckuii kpait 5284 464 72 18 25,00 1,362 1949
Pecny6nuka Yysawms 1247012 46 16 34,78 3,689 5277
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KpacHosipckuii kpaii
JlenuHrpapckas o6nactb
Huxeropopckas o6nacte
Tomckas o6nactb
Pecny6nuka BawkopToctan
Mepmckuii kpaii
AcTpaxaHckas 06nactb
OpeHbypreckas o6nacTb
Mpumopckwii kpai
PecnyGnuka Xakacus*
Pecny6nuka Antaii*
Tynbckas o6nactb
Pecny6nuka Yamyptus

XaHTbl-MaHcuiicKuiA aBTOHOMHbIV OKpYF

Pecny6nuka MopaoBus
MypmaHckasi o6nactb
Bcero**
CaxkT-MeTepbypr
YensbuHckas o6nactb
Bcero***

2838396 45
1733907 24
3296 947 7
1057748 17
4064 245 67
2631073 67
1014972 15
2023 665 46
1950483 39
532135 7
208 425
1544 545 24
1518 091 33
1561238 4
825454 1
787948 19
61615919 127
4953219 26
3480 142 12
70049 280 1309

333
24
1

368

8,89
29,17
14,29
11,76
26,87
32,84
26,67
19,57
23,08
14,29
16,67
33,33
42,42
21,95
27,27
15,79
26,20
92,31
91,67
28,11

1,585
1,384
2,335
1,607
1,649
2,546
1,478
2,273
2,000
1,315
2,879
1,554
2,174
2,626
1,333
2,411
2,063
0,525
0,345
1,869

2268
1980
3341
2299
2358
3643
2114
3252
2860
1882
4118
2223
3110
3757
1906
3450
2954

TMpuMeyaHme: * - LIeHTPbI MyKOBUCLIMA03a B iaHHbIX CyGbEKTax OTCYTCTBYIOT, NaUMeHTh HabniofatoTcs B LEHTPax I Tomcka u MOCKBbI (fiaHHbIe MpeAoCTaBReHb! LIeHTpOM MyKoBMCLMA03A
r. Tomcka 1 MOCKOBCK/M LIEHTPOM B3POCALIX B0MbHbIX MyKOBUCLMA030M); ** - 63 yyeTa bonbHbix CaHkT-MeTepbypra u HensbuHckoi obnactu; *** - ¢ yyetom 6onbHbIx CaHkT-TeTepbypra

1 YensibuHckoi obnactu.

B Peructp 2012 1. BkiitoueHsl gaHHbie 1 309 60abHBIX. [IpeacTaBieHbl peruoHsbl LleHTpaabHO-
ro, CeBepo-3amnanHoro, KOxHoro, ITpuBomxkckoro, Ypaibckoro, Cubupckoro u JdajibHeBoc-

TOYHOTO (perepaJTbHBIX OKPYTOB.
JAMHaMMKa YMCIEHHOCTU OONBHBIX B perMoHax 1o cpaBHeHuIo ¢ Pernctpom 2011 1. oTpaxkeHa

B Ta01. 2.

Tabauua 2

Junamura yucaennocmu 60AbHbIX MYKOBUCUUO030M U 004U 63DOCABIX 68 pecuonax no cpasuenuro ¢ 2011 2.

Mocksa u MockoBckasi o6nactb*
Omckas 06nactb
KemepoBckas o6nactb

r. HoeocnGupck™**
fipocnaBckas 06nacTb
KpacHopapckuii kpai
Yysauuckas pecny6nmka
KpacHosipckuii kpaii
JlenuHrpapckas o6nactb
Huxeropopckas obnactb
Tomckas o6nactb
Pecny6nuka BawkopToctan
Mepmckuii kpait
AcTpaxaHckas 06nacTtb
OpeHOyprckas obnacTb

Mpumopckuii kpan

Pernox

ofLee YMCNo (M3 HUX B3POCbIX), N
o6LLee YnCNo (U3 HUX B3POCAbIX), N
ofLee Yneno (M3 HUX B3pOCbIX), N
o0Lyee YMCno (M3 HUX B3POCbIX), N
olLee Yneno (M3 HUX B3pOCbIX), N
ofLee Yneno (M3 HUX B3pOCHbIX), N
o0Lee Y1cno (M3 HUX B3POCbIX), N
ofLee Yncno (M3 HUX B3POCHbIX), N
olLee Yneno (M3 HUX B3pOCHbIX), N
o0Lee YnCno (M3 HUX B3POCAbIX), N
ofLee Yneno (M3 HUX B3POCHbIX), N
o0LLee Yncno (U3 HUX B3pOCAbIX), N
o6LLee YnCno (U3 HUX B3POCAbIX), N
ofLee Yneno (M3 HUX B3pOCHbIX), N
ofLee YnCno (M3 HUX B3POCbIX), N

o6LLee Yncno (U3 HUX B3POCAbIX), N

2011 r.

403 (122)

42(9)
36 (4)
34(6)
37(9)
72 (16)
43(13)
38(3)
20 (5)
69 (12)
12(2)
61(15)
66 (20)
10(2)
42(8)
41(10)

2012r.

436 (142)

45 (11)
40 (4)
39 (6)
39(9)
72 (18)
46 (16)
45 (4)
24(7)
77 (11)
17(2)
68 (18)
67 (22)
15 (4)
46 (9)
39(9)

AGCONIOTHBIN
npupocT, n

+33 (+20)

+3 (+2)
+4(0)
+5 (0)
+2(0)
0(+2)
+3 (+3)
17 (+1)
+4 (+2)
+8 (-1)
+5 (0)
+7 (+3)
+1(+2)
15 (+2)
+4 (+1)
-2(-1)

OTHOCUTENBHBIN
npupoct %

+8,2 (+16,4)
+7,1(+22,2)
+11,1(0)
+14,7 (0)
+5,4 (0)
0(+12,5)
+7,0 (+23,1)
+18,4 (+33,3)
+20,0 (+40,0)
+11,6 (-8,3)
+41,7 (0)
+11,5 (+20,0)
+1,5 (+10,0)
+50,0 (+100,0)
+9,5 (+12,5)
-4,9(-10,0)

Mpumeyatme: * - B 2011 . Mocksa 1 Mockosckast 0611acTb Obinv 06bEAMHEHbI B 0AMH perioH; ** - 8 2011 . 6bin npecTasneH Tonsko r. Hosocubupck, B 2012 r. - Hopocubupcekas 06nacts.

O061as cymmupyioias iHdopMauus o Peructpy u cpaBHeHUE ¢ JAHHBIMU IIPEIbIIYIIETO
rojga mpuBeAeHbI B Ta0J. 3.
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Tabauua 3
Obwasn cymmupyrowas ungopmauus no Pecucmpy u cpasnenue c oannvimu npedoidyuieco 2ooa
MNokasatensb ‘ 2011 r. ‘ 2012r.
Cratyc 60/1bHbIX
XUBbI, N 1011 1251
ymepnu, n 15 20
Bospacr, rogpl
M +SD 11,5+8,9 11,8+8,9
Me (IQR) 9,5 (14,0) 9,5(14,3)
[Lons naumeHToB B Bo3pacte > 18 net, % 25,0 26,2
M+SD 3,3+5,5 3,5+5,6
Me (1QR) 1,0 (4,0) 1,0 (4,0)
MekoHueBblii uneyc
BCero, % 5,4 5,7
* Xupypruyeckoe nocooue, % 4,8 5,2
* KOHCepBaTMBHas Tepanus, % 0,6 0,6
* B OTYETHOM rogy, % 8,7 11,2
* Xupypruyeckoe nocooue,% 8,7 10,3
* KOHCepBaTMBHas Tepanus, % 0 0,9
[lnarHo3 no HeoHaTanbHOMY CKPUHMHTY
BCero, % 28,8 32,4
B OTYETHOM rogy, % 78,3 73,8
oxeart, % 91,8 91,1
[DONS BbISIBIEHHbIX MyTaumit, %* 80,0 80,4
* 2 BbiIBNEHHbIE MyTaumum, %* 69,1 69,2
¢ 1 BbiiBNEHHas myTauus, %* 21,4 22,4
o 00e MyTaLum He BbiBNIEHbI, %* 9,5 8,4
F508del / F508del,%* 32,1 30,3
F508del / e F508del, %* 41,2 44,5
He F508del / He F508del, %* 26,7 25,2
F508del, annenbHas yactota, %* 52,7 52,85
CFTRdele2,3, annenbHas 4yactota, %* 6,32 5,91
E92K, annenbHas yactota, %* 2,65 2,64
MwukpoGuonoruyeckoe nccnepoBaHue
Staphylococcus aureus, % 58,4 58,4
Pseudomonas aeruginosa
* XpoHuyeckoe UHduLMpoBaHue, % 32,3 30,8
* NHTEPMUTTUPYIOLLMIA BbICEB, % 15,1 14,5
Burholderia cepacia complex, % 7,0 6,3
Stenotrophomonas maltophilia, % 3,4 3,8
[pyras rpamoTpuuatenshas ¢nopa, % 13,4 14,9
HetyGepkynesHblii MukobakTepunos, % 1,6 2
DXEN, %gz0nx. 84,6 + 30,1 83,9+26,4
0B, %onomn. 74,6 £29,4 73,4+28,5
Annepruyeckuii 6GpoHxoneroyHblii acneprunnes, % 1,3 1,4
CaxapHbiii auabeT ¢ NpUMEHeHNEM UHCYNUHA, % 3,2 3,9
TMHeBMOTOpaKc, NoTpeGoBaBLLMIi APEeHNPOBaHMS, % 1,5 1,2
Linppo3 neyexn
* C nopTanbHOi runepTeHaueil / runepennesusmom, % 4,2 4,4
¢ (0e3 nopTanbHOIi rMNepTeHanm / runepcniexuama, % 4,3 3,8
® 0 HaNIU4MM rUNEePTEH3UN HEN3BECTHO, % 0,32 0,4
MopaxeHue neyenu 6e3 umppo3a, % 23,2 24,7
JleroyHoe KpoBoTeueHue, % 2,6 2,1
Hanuuue oHkonornyeckoro 3abonesauus, % 0,4 0,3
Octeonopos, % 14,5 11,2
Monunos BepXHUX AbixaTenbHbIX NyTei, % 15,0 15,0
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AneKTponuUTHLIE paccTpoicTea, % 4,0 4,1
Amunonpos, % 0,2 0,2
Tepanus B 0T4eTHOM roay
TMnepToHMYeCKUii pacTBOp HaTpus Xxnopuaa,% 8,7 25,2
AHTUOMOTMKMN MHTransALMOHHbIE, % 41,3 37,6
AHTMOUOTMKM BHYTPUBEHHbIE, % 70,9 62,2
AHTMOMOTMKM NepopanbHble, % 69,1 74,7
BpoHxoaunaratopsl, % 63,0 65,2
CTepouabl MHTanaLMOHHbIE, % 26,8 20,3
Crepouapl cuctemMHbie, % 8,3 7,6
[LopHa3sa anbda, % 93,4 94,2
A3uTpomuumH B cyOMHrMbMpytoLeii nose, % 34,7 32,0
Ypcope3okcuxoneBas kucnora, % 93,2 92,9
Mankpeatnyeckue pepmenTol, % 94,2 94,1
XupopacTeopumble BUTaMUHbI, % 88,1 90,6
Kuneautepanus, % 79,9 81,9
Kucnopogotepanus, % 6,2 6,5

® nierkux, n 1 2

* MeyeHu, n 0 1
CwmepTb
Yucno ymepLunx 15 20
M+ SD, rogpl 15,9+12,7 17,3+8,8
Me (IQR), roapi 17,4 (25,0) 20,0 (15,3)
MprynHbl cMepTH

* GpOHXOMeroyHas, n 13 15

¢ BOJHO-3/1eKTPO/IUTHbIE PAaCcCTPOIACTBA, N 1 1

* MpUYMHa CMEepTH Hen3BeCTHa, n 1 1

* CepAeyHO-COCYANCTas He,OCTaTONHOCTb, N - 1

* flopaXxeHue neveHu, n - 1

° HeCyacCTHbIii ciyyail, n - 1

MpumeyaHue: B TabmLg He yuTeHbl AaHHbIe YensOuHckoin onacTu 1 CaHkT-MetepOypra; * - 4ond 0T Y1cna BoMbHbIX, KOTOPLIM MPOBEAEHO FEHETUYECKOE MCCEN0BAHIE.

BoapacTHas 1 nonoBas CTPyKTypa 00bHbIX MYKOBUCLMA030M

BospacTHas cTpyKTypa 00JIbHBIX MyKOBHCIIMIO30M TIpe/ICTaBIeHa Ha puC. 2.

CpenHuii Bo3pacT 60JbHbIX cocTaBui 11,8 = 8,9 net, Mmenuana Bo3pacta — 9,5 (14,3) et

(6e3 yueta nanabix CaHkT-Iletepoypra u YenstonHcKoit odmactr). CaMblii CTapIInii TallueHT
B OTYETHOM Tofay Haomonaica B Mockse. Ero Bospact — 63,0 roga, Bo3pacT caMmoro MJjasiie-
ro — 0,1 roa. osst B3pocabIX MallMEHTOB (= 18 jieT) B 11eJIoM Mo cTpaHe (0e3 yuyeTa JTaHHBIX
Cankr-Iletepoypra n YensiouHckoii o61acti) coctaBuiia 26,2 %. Cpenu 60JbHBIX Mpeobia-
JIaau MyxduHbl (697 / 53,3 %).
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Puc. 2. [ucrorpamma Bo3pacrta 60JbHbBIX
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OuarHocTuka*

001Las xapaKTepucTMKa rpynnbl

[ucTrorpaMma Bo3pacTa YCTaHOBJICHMSI AMArHo3a B OOIEM IO TPYyINe OTpaXkeHa Ha puc. 3.
CpeaHuii BO3pacT MMOCTAaHOBKM JAMarHo3a coctaBmi 3,5 + 5,6 rona, MenraHa Bo3pacTa yCTaHOB-
nenus nuarHosa — 1,0 (4,0) roga. B Bo3pacrte nocie 18 et 3a6oeBaHKWe JMarHOCTUPOBAIOCH
y 2,6 % ot obuiero uucia 6onbHBIX Uy 10,0 % OT uKciia B3pocibiX. MUHUMAJIbHbBIN BO3pacT
YCTAaHOBJICHUSI IMarHO3a — MPU POXKICHUM, MaKCUMaIbHBIN — B 59,0 J1eT. MeKOHUEeBBIH naeyc
pasBuiicst y 72 60bHBIX (5,7 % OT 0011ero ynciia 60JbHbIX), 65 U3 HUX MOTPeOOBATOCH XUPYP-
ruyeckoe nocobue. J1oyist 60AbHBIX, KOTOPbIM JIMArHo3 ObLT YCTAHOBJIEH IO HEOHATAIbHOMY
CKPUHUHTY, coctaBwia 32,4 %.
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Boapacr, rogl

Puc. 3. [ucrorpamma Bo3pacTa ycTaHOBJICHMSI MArHO3a B OOILEM T10 TPyIIe

Ha puc. 4 npencrasieHa nosst 00JbHBIX, TUATHO3 KOTOPHIM YCTAHABIUBAJICS MO HEOHATAb-
HOMY CKPMHUHTY; T10 CTpaHe 3TOT MToKa3arejb cocTaBuI 31,5 % (aHaJTOTMYHBIN MOKa3aTelb
6e3 yuera maHHbIX CaHkr-Iletepbypra u Yenssounckoit obaact — 32,4 %).

YensbuHckas 06nacTb
CaHkT-MeTepbypr
Mypmatckas 06nacTb
Pecny6nvka Mopaosus
XMAOQ - fOrpa
Pecny6auka Yamyptus
Tynbckas 06nacte
Pecny6nuka Antai
Pecnybnvka Xakacus
Mockosckas 06nacTs
Mpumopckuii kpai
OpeHbyprckast 06nacTs
AcTpaxaHckasi 06nacTb o
TMepmckuii kpai HGOHaTaanbIM
Pecny6nuka BaLuKopTocTaH CKPUHWUHT
Tomckasi 06nacTb
Huxeropozckast 06nacts
JleHuHrpapckas obnactb
KpacHosipckuid kpaii
Yysawwckasi pecnybnmka
KpacHopapckwii kpaii
fipocnasckas o6nactb
HosocuGupckast 06nacts
Kemeposckas o6nacte
Omckast 06nacTs
Mocksa
Poccus

0 20 40 60 80 100 %

Puc. 4. ﬂOJ’IH OOJIBHBIX C YCTaHOBJICHUEM JUArHo3a 1o HEoHaTalbHOMY CKPUHUHTY B PETUOHAX
[Mpumeuyanue: XMAO — FOrpa — XaHTbl-MaHcHiickuit aBTOHOMHBII OKpyr — FOrpa.

* — 0e3 yuyera maHHbIx CaHkT-IletepOypra u YensaouHckoit obnactu
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Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoii Deneparmu. 2012 rox

CpenHuli Bo3pacT U MeAuaHa BO3pacTa YCTAaHOBJCHUS JMarHo3a B perioHax MpeacTaBlIeHbI

B Tab. 4.
Tabauuya 4
Cpeonuii 6o3pacm u meduana 603pacma yCMaHoeAeHUs OUAZHO3A 6 Pe2UOHAX
Peruon M £ SD, rogpi Me (IQR), ropbi
Mockea 4,271 0,8 (4,9)
Omckas o6nacTtb 2,5+3,6 0,8(3,3)
KemepoBckas o6nactb 2,1£3,4 1,0(2,0)
HoBocubupckas o6nactb 1,7£3,7 0,3(1,0)
fipocnaeckas 06nacTb 2,7+3,9 0,8(2,7)
KpacHopapckuii kpai 3,2£4,8 0,7 (3,4)
Pecny6nuka Yyeaiwms 5,9£6,6 2,2 (11,3)
KpacHosipckuit kpaii 2,0+£3,8 0,3(1,7)
JlennHrpapckas o6nactb 2,9+4,0 1,2(2,8)
Huxeropopckas o6nacte 1,5+4,0 0,4(1,0)
Tomckas o6nactb 3,6+6,7 0,3(2,9)
Pecny6nuka bawkopTocTaH 4,0+4,8 1,4(7,2)
Mepmckuii kpaii 5,0£5,8 3,0(9,0)
AcTpaxaHckas 06nacTtb 5,3+6,4 3,0(7,5)
OpeHGyprckas o6nactb 2,9+3,4 1,3(3,9)
Mpumopckuii kpai 4,2+7,3 1,2 (4,2)
MockoBckas o6nacTb 3,5+6,0 0,9 (3,5)
Pecny6nuka Xakacus 0,5+0,8 0,2 (0,4)
Pecny6nuka Antaii 1,9+1,2 1,6 (0,7)
Tynbckas o6nactb 4,4+5,2 3,0 (4,9)
PecnyGnuka Yomyptus 3,2+3,7 2,2 (3,6)
XaHTbl-MaHcuiickuii aBBTOHOMHBIV OKPYT 3,4£4,0 1,1(6,3)
Pecny6nuka Mopaoeus 3,3+4,6 1,7(3,7)
MypmaHckas obnacTb 3,1+4,3 0,6 (4,7)
CaHkr-MetepOypr 9,6 +10,2 5,5 (14,5)
Yens6uHckas o6nactb 9,0+£7,7 7,6 (13,7)

JloJist 60JIbHBIX C MEKOHUEBBIM MJIEYCOM B CTpaHe M perMoHax OTpakeHa Ha puc. 5.
5,6 % GOJIbHBIX 10 CTPaHE MEPEHECIM MEKOHUEBBINI WiIeyC (aHAJIOMMYHbIN T0KA3aTelb
6e3 yuera manHbiX CaHkT-IletepOypra n Yenssounckoit odaact — 5,7 %).

YensbuHckas 06nactb
CaHkT-Metepbypr
Mypmatckas o6nactb
Pecny6avka Mopaosus
XMAO - tOrpa
Pecny6nuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
Mockosckast 061acTb
Mpumopckuii kpaii
OpeHbyprckasi 061acTs
AcTpaxaHckas 0bnactb

MepMmcKwii Kpat MekoHveBbli
Pecny6uka BaLIKOpTOCTaH uneyc B aHamHese

Tomckas 06nacTb
Huxeropozckasi 06nacTb
JleHuHrpaackas 0bnactb

KpacHospckuii kpaii
YygaLuckas pecnybnvka
Kpactopapckuit kpait
Apocnasckas 06nacTb
Hosocubupckasi 06nacTs
Kemeposckas 06nacTb
Omckas o6nactb
Mocksa

Poccua

0 5 10 15 20 2 %

Puc. 5. 1oyst 60JbHBIX ¢ MEKOHUEBBIM MJICYCOM B peTMOHAX
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JlvarHocTuka

3a OTYETHBIN TOf IUarHO3 MYKOBUCLMIO3 BIiepBble ycTaHOBIEeH 107 mamuenTtam (105 getam
u 2 B3pocibiM). [lo HeoHAaTaIbBHOMY CKPUHUWHTY IMAarHO3 ObUT BBICTABIEH 79 OOJBHBIM, UYTO
cocTaBuiio 73,8 % oT BceX BBISIBJICHHBIX CIy4aeB MYKOBUCIIMI03a 332 OTYETHBIN To1. MeKoHue-
BBII miteyc pa3Buics y 12 mamueHToB (11,2 % oT ynciia ycTaHOBJICHHBIX TUarHo30B), 11 13 HUX
MOTpe0OBaIOCh XUPyprudeckoe mocobue. BozpacT ycraHOBIEHUS AMAarHO3a 32 OTYETHBIN TOI —
2,4 + 4,8 roma, menuaHa Bo3pacta — 0,2 (1,5) roma. MuHUMAIBHBIN BO3PAaCT YCTAHOBICHUS M-
arHo3a 3a OTYETHBIN roll — IpY POXKACHUM, MaKCUMaIbHbIN — 22,9 rona. [ucrorpamma Bo3pac-

MocTaHoBKa fUarHo3a B OTYETHOM roay

Ta YCTAHOBJICHUS IMAarHO3a B OTYETHOM TOIY OTpaXkeHa Ha puc. 6.
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Puc. 6. [cTtorpamma Bo3pacTa yCTaHOBJIEHMsI TMarHO3a B OTYETHOM TOILY

3aBUCUMOCTb BO3pacTa yCTAaHOBJICHUS JUarHO3a OT "TSKeCTH' TeHOTHUIIA TIpecTaBIeHa

B TaOJ. 5.

"Msrkue” reHoTUnbI
"Taxenbie" reHoTunbl

Tabauua 5

Bospacm ycmanoeaeHus duaznosa 6 3agucumocmu om "msxncecmu " 2enomuna

M £ SD, rogpl
9,1+9,9
2,5+4,0

MpumeyaHme: KpuTepniA "TskecTi” reHotna 0603HaueHbl B pasaene "feHeTnka".

Me (IQR), roabl
7,0 (13,5)
0,8(2,9)

http://journal.pulmonology.ru
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Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoii Deneparmu. 2012 rox

leHeTMKa

TeHeTnueckoe ucciaegoBaHue ObLTO MpoBeaeHO y 1 192 60MbHBIX MYKOBUCIIUIO30M
(91,1 % ot ob6iuero yucia). Jletssm gaHHOe MccaenoBaHe ObL10 mpoBeaeHo B 90.4 %,
B3pocibiM — B 92,7 % ciaydaeB. OXBaT TeHETUYSCKUM UCCICI0BAaHUEM ITallUCHTOB

B CTpaHe M perroHax IpelcTaBlIeH Ha puc. 7.

YensibuHckas 06nacTb
CakT-Metepbypr
Mypmatckas o6nactb
Pecny6nvka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckas 06nactb
Pecny6nuka Antait
Pecny6nuka Xakacus
MockoBckasi 061acTs
TMpumopckuii kpaii
OpeHbyprekasi 06nacTs
AcTpaxaHckasi 06nacTb
Mepmckuii kpait
Pecny6mka bawwkoproctat
Tomckas 06nactb
Huxeropozckasi 06nacTs
JlennHrpaackas obnactb
KpacHosipckui kpait
YygaLuckas pecrnybnmka
KpacHopapckuit kpait
fpocnasckas 061acTb
HoBocvbupckasi 06nactb
Kemeposckas 06nactb
Owmckas 06nacTb
Mocksa

Poccus

. MposeaeHo

. He nposoannock

0 20 40 60 80 100 %

Puc. 7. OxBar reHeTUYECKUM HCClie0BaHUEM OOJbHBIX MyKOBUCILIMIO30M B CTPAHE M PErMoHax

YacToTa BBISIBJISIEMOCTY MYTallMii B CTpaHe M perMoHax oka3aHa Ha puc. 8.
O0611asg cyMMapHas 4acToTa MaIeHTU(hULIMPOBAHHbIX ajuteieil cocraBuia 80,4 %
(8 19,6 % cinyyaeB maToIOrMYECKUiA ajUule/ib BBISIBUTh HE YAaI0Ch).

V nereit uapeHTuduLurpoBaHo 78,3 % aienei, y B3pocibix — 85,8 %.

YensibuHckas 06nacTb
CankT-Metepbypr
Mypmatckas o6nacTb
Pecny6nvka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckasi 06nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckas 06nacTb
TMpumopckuii kpai
OpeHbyprckast 06nacTs
AcTpaxaHckast 06nacTb
MNepmckuii kpaii
Pecnybnvka bawkoptoctan
Tomckas 06nacTe
Hwuxeropozckasi 06nacTb
JleHuHrpazckas 06nacTb
KpacHosipckuii kpai
Yysaluckas pecnybavka
KpacHopapckwit kpait
fpocnasckas 06nacTb
HoBocubupckasi o6nacts
Kemeposckast 06nacts
Omckast 06nactb
Mocksa

Poccus

W Buisenens

[ He soisnerbi

0 20 40 60 80 100 %

Puc. 8. J107151 BHISIBJIEHHBIX MyTaLll/If/'I MYKOBUCHIMO03a B CTpAaHE U PETMOHAX
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Tenetuka

AJjIeNTbHAST 4aCcTOTA MyTallMii B CTpaHe (B MOPsIAKE YObIBAHMUsI) MTpeACTaBIcHA B TabJI. 6.

Tabauua 6
AaaeavHas wacmoma mymayuii MyKogucuyudo3a ¢ cmpamne

MyTauus Yactota, % Ne MyTauus Yactota, % Ne MyTauus Yactota, %

JIBe MyTauuu ObUTH ompeaeacHbl y 825 mauueHToB (69,2 % oT uncia 60JbHBIX, Y KOTOPBIX
MPOBOIMJIOCH TEHETUYECKOE MCClefoBaHue), oqHa — y 267 (22,4 %), Hu OMHOM MyTaLlMK BbI-
saBUTh He ynanock y 100 (8,4 %) 6onbHBIX. [IBe MyTalliK BBISIBICHBI Y 65,2 % neteit u 79,2 %
B3pOCJIBIX, ogHa — Yy 26,1 % u 13,2 %, uu ogHoi mytauuu —y 8,7 % u 7,6 % nereit u B3poc-
JIBIX COOTBETCTBEHHO.

CyMmMapHas ajuieibHas 4yacTorta "MArkux' MyTauuii cocraBuia 8,42 %.

Y 830 GonbHBIX BBISIBICHA "TSIKECTh” T€HOTHUA. "TSDKEbIi" TeHOTUT OTIpeAeIsIICS MPY HaJU -
yyK B reHoTumne aByx "Tsokenabix” mytaumii (I—111 kinacca), "MsArkuit" — rnpy HaJu4uum XoTst Obl
omHoit "Markoi" myrauuu (IV-V kmacca) [1].

VY 655 manueHToB TeHOTUIT OIPee/IsuICs KaK "Tsokenblil”, y 175 — kak "msarkuii”.
CooTHortieHre "TIXenbIX" 1 "MITKUX" TeHOTUIIOB CPeliv AeTE N B3POCIBIX MPEICTABICHO HA
puc. 9. "Tsoxenble” TeHOTUITBI JOMUHUPOBAIU KaK CPeIU JAeTeld, TaK M B3POCIIbIX, HO 10 18 jieT
MX yacToTa coctaBuia 85,5 %, a mocne 18 et — 66,3 %.

http://journal.pulmonology.ru 1
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Peructp 60/bHBIX MyKOBUCLIMA030M B Poccuiickoit Depeparu. 2012 rof
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Puc. 9. CooTHorreHue "TsSKeCTH" TEHOTUTIOB B 3aBUCHMOCTHU Puc. 10. [omnst "MATKUX" TEHOTHUIIOB B Pa3HBIX BO3PACTHBIX IPYIIIIAxX

OT BO3pacra
Honst "MsATKux" reHOTUIIOB B pa3HbIX BO3PACTHBIX TPYIIAX MpeacTapieHa Ha puc. 10. Munu-
MasbHas qojst (14,2 %) BbIsgBIEHA B BO3PACTHOI rpyrine 8—16 Jet, cpeau MalueHTOB CTapiie
32 neT ux A0Js1 cocraBuia 65,2 %.

B MockBse 6bL1M TeHOTUITHPOBaHBI 96,9 % GobHbBIX (Tabn. 7). B 6,3 % ciydyaeB MyTaHTHBII
aJJIesh He ObLT MAeHTHU(UIMPOBaH. JloJis MAUeHTOB ¢ "MATKAM" TEHOTUIIOM COCTaBUIIA
19,6 %. F508del onpenenenay 77,5 % manueHToB.

Tabauua 7
Anaeavnas wacmoma mymauuii mykosucuudosa ¢ Mockee

z

Ne ‘ MyTauus ‘ Yacrora, % MyTauus ‘ Yacrora, % ‘ Ne ‘ MyTauus ‘ Yacrora, %

B Omckoit obnact reHOTUIMpoBaHbl 97,8 % GonbHbIX (Tab. 8). B 17,1 % ciaydaes
MYTaHTHBIN aJuteTh He ObUT MAeHTUMUIIMPOBaH. [{0Is TAallMeHTOB ¢ "MSATKUM"

reHorunom coctasuia 13,3 %. F508del onpenenena 'y 81,8 % GONbHBIX.
Tabauua 8
Anneavnasn wacmoma mymauyuii myxogucuudosa 6 Omckoil obaacmu

Yacrora, %

=z

Ne | MyTaums MyTauus | Yacrora, % | Ne | MyTaums | Yacrora, %
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Tenetuka

B KemepoBckoii o6aact reHOTUIUPOBaHbI 92,5 % GonbHbIX (Tabi. 9). B 21,6 % ciyuyaes
MYTaHTHBIN aJute b He ObUT MAeHTUhUIIMPOBaH. {01 MalMeHTOB ¢ "MSATKUM' TEHOTUIIOM
cocraBuna 17,4 %. F508del onpenenena 'y 67,6 % OONbHBIX.
Tabauua 9
Anneavras wacmoma mymauuil mykogucuudosa ¢ Kemepoesckoii ooaacmu

Ne ‘ MyTauus ‘ Yacrora, % ‘

MyTauus ‘ Yacrora, % ‘ Ne ‘ MyTauus ‘ Yacrora, %

B HoBocubupckoii obnactu reHotunupoBanbl 60,0 % 6onbHbIX (Tadi. 10). B 22,7 % ciayyaes
MYTaHTHBIN aJuleb He ObUT UAeHTUhUIIMPOBAH. [{0/s1 MAalMEeHTOB ¢ "MSTKUM" TEHOTUTIOM
cocraBuia 9,1 %. F508del onpenenenay 72,7 % GONbHBIX.
Tabauuya 10
Anneavhas wacmoma mymauuii myxkosucuudosa ¢ Hoeocubupckoii o6aacmu

Ne | MyTauus | Yactora, % | Ne | MyTauus | Yacrota, % | Ne | MyTauus | Yactota, %

B fApocnaBckoit obmacty reHotTunpoBaHbl 100 % 60bHBIX (Tab. 11). Bee amtenn
y MMaLIMEHTOB BBHIABJIEHBI. JL0JIs MALIMEHTOB ¢ "MATKMM" reHOTUIIOM cocTtasuia 18,0 %.

F508del onpenenenay 74,4 % GOIbHBIX.
Tabauua 11
Anaeavnas wacmoma mymauuii Myxkogucuudosa e SIpocaaeckoii o6aacmu

Ne | MyTauus | Yactota, % MyTauus | Yactota, % | Ne | MyTauus | Yactota, %

B KpacHomapckom kpae TeHOTUNMpoBaHbI 87,5 % 6obHBIX (Tabi. 12). B 15,9 % ciyvaes
MYTaHTHBIN aJijieNIb He OB MAeHTUGUIMPOBaH. Jos1st malueHToB ¢ "MSITKUM"

reHotumnom coctaBuia 9,8 %. F508del onpeneneHa 'y 76,2 % GONbHBIX.
Tabauya 12
Aaaeavnas wacmoma mymayuii myxosucyudosa ¢ Kpacnooapcrxom kpae

MyTauus | Yactora, % | Ne | MyTauus | Yactota, %

Ne | MyTauus | Yactota, %
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Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoit ®Deneparmu. 2012 rox

B Pecnyonuke Yysaius reHoTunupoBaHbl 89,1 % GonbHbIX (Tab:1. 13). B 14,6 % ciydyaes
MYTaHTHBINA aJijIeTb He OBl nAeHTUUIIPOBaH. JloId MalMeHTOB ¢ "MATKUM" T€HOTUIIOM
cocraBuia 81,1 %. F508del onpenenena y 48,8 % OONbHBIX.

Tabauya 13
Anaeavnasn wacmoma mymauuii myxosucuudosa é Pecnyoauxe Qysamus
MyTtauus Yactota, % Ne Myraums Yacrtora, % ‘ Ne ‘ MyTtauus Yactota, %
E92K 51,22 2 F508del 30,49 3 N1303K 1,22
W401X 1,22 5 CFTRdele 1-11 1,22

B KpacHosipckom kpae reHotunupoBaHbl 100 % 6onbHBIX (Tadi. 14). B 22,2 % ciyvaeB
MYTaHTHBII aJijIe)Ib He ObIT MaeHTUGUIpoBaH. [TalmeHToB ¢ "MATKUM" TeHOTUIIOM
He BoistBiieHO. F508del onpenenena y 88,9 % GONMbHBIX.

Tabauua 14
Anneavnas wacmoma mymauuii Myxosucuyuoosa é Kpacnospcrkom kpae
MyTtauus Yactota, % ‘ Ne ‘ MyTtaums Yacrora, % ‘ Ne ‘ MyTtauus Yactota, %
F508del 7,11 2 CFTRdele2,3 2,22 3 394delTT 2,22
2143delT 1,11 5 N1303K 1,11

B Jlenunrpaackoii o6aactu reHoTunpoBaHbl 100 % 6obHBIX (Tab. 15). B 12,5 % ciydyaeB
MYTaHTHBII aJijIe)Tb He ObIT MACHTUGUIINPOBaH. [0 ManneHToB ¢ "MITKUM"
reHorunom coctasuia 5,0 %. F508del onpeneneHa y 83,3 % GOJNBHBIX.

Tabauua 15
Anneavhas wacmoma mymauyuii MyKogucuudosa 6 Jlenunepaockoii o6aacmu
MyTtauus Yactota, % ‘ Ne ‘ MyTtaums Yacrtora, % ‘ Ne ‘ MyTtauus Yactota, %
F508del 68,75 2 2184insA 4,17 3 1677delTA 2,08
2143delT 2,08 5 394delTT 2,08 6 N1303K 2,08
L1335P 2,08 8 621+1G>T 2,08 9 R75X 2,08

B Hixeropomckoit o61acTi TeHOTUTTPOBaHH 88,2 % 60ibHEIX (Tabdir. 16). B 26,1 % ciaydaes
MYTaHTHbII ajUtejib He ObUT MAeHTUOULIUPOBaH. J10J1s1 MALIMEHTOB ¢ "MATKUM"
reHorunom coctasuia 10,3 %. F508del onpenenena 'y 77,6 % GOJIbHBIX.

Tabauua 16
Anneavnasn wacmoma mymauuiti myxoeucuudosa ¢ Humxcezopoockoii o6aacmu
MyTtauus Yacrora, % Ne MyTtaums Yacrota, % ‘ Ne MyTtauus Yacrora, %
F508del 56,72 2 CFTRdele2,3 5,97 3 2143delT 3,73
L138ins 2,24 O 394delTT 1,49 6 W1282R 0,75
R334W 0,75 8 R347P 0,75 9 Y84X 0,75
G542X 0,75

B Tomckoit o6aactu renoTunpoBanbl 100 % GosbHbIX (Tabi. 17). B 8,8 % ciayyaen
MYTaHTHBIN aiesib He ObUT uAeHTU(GUIIMPoBaH. o manueHToB ¢ "MIrkum"
reHotuniom coctaBuia 13,3 %. F508del onpenenena 'y 70,6 % OONbHBIX.

Tabauua 17
Anneavras wacmoma mymavui myxkosucuudosa 6 Tomckoii obaacmu
Myraums Yactota, % ‘ Ne ‘ MyTauus Yacrora, % ‘ Ne ‘ Mytaums Yactota, %
F508del 58,82 2 CFTRdele2,3 23,53 3 R334W 5,88
N1303K 2,94
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B Pecniyonuke bamkoprocran reHotunupoBaHbl 100 % 6oabHbBIX (TabuI. 18).
B 31,3 % mytaHTHBIN ajutenb He ObUT MaeHTUGUIIMPOBaH. [0S MalMeHTOB ¢ "MITKUM"
reHoTumnom coctaBuia 18,8 %. F508del onpeneneHa y 74,6 % GOTbHBIX.

Ne Myraums
1 F508del
w1282X
L138ins
10 11226R
13 2184insA

Yacrora, %
52,24
1,49
1,49
0,75
0,75

Tabauua 18

Aaaeavnasn wacmoma mymauvuii myxosucuudosza 6 Pecnybauxe bawmxopmocman

Ne
2
5
8

11

14

Myrauus Yactota, %
CFTRdele2,3 2,24
394delTT 1,49
S1196X 0,75
4015delA 0,75
W19G 0,75

Ne ‘ Myraums
3 E92K
6 N1303K
R334W
12 R709X
15 2143delT

B IlepMckoM Kpae reHOTUIIMpoBaHbl 88,1 % GonbHbIX (Tabd. 19).B 55,1 % ciayyaes
MYTaHTHBIN ajuie]Ib He ObUT nAeHTU(PUIIUPOBaH. [0 MalMeHTOB ¢ "MITKUM" TeHOTUTIOM
coctaBuia 31,8 %. F508del onpenenena y 44,1 % GOJNbHBIX.

Ne Myraums
1 F508del
L138ins
2143delT
10 3272-16T>A

Yacrora, %
28,82
2,54
0,85
0,85

Yactota, %

2,24
1,49
0,75
0,75
0,75

Tabauua 19

Aaaeavnasn wacmoma mymauyuii mykogucuudosa 6 Ilepmcrkom kpae

Myraums Yacrota, % ‘ Ne ‘ MyTtauus
CFTRdele2,3 3,39 N1303K
§1196X 0,85 3849+10kbC>T
E92K 0,85 9 3944delGT
2789+5G>A 0,85 12 621+1G>T

B ActpaxaHckoii 001aCTi reHOTUIIMPpOBaHbl 86,7 % GonbHbIX (Tab:. 20). B 19,2 % ciaydaes
MYTaHTHBII ajiesib He ObUT uACHTU(PUIIMPOBaH. /10 aleHTOB ¢ "MITKUM" TeHOTUTIOM
cocraBmia 30,0 %. F508del onpeneneHa y 69,2 % OOJTBHBIX.

Ne MyTauus
1 F508del

Yacrora, %

57,69

Yacrora, %

3,39
0,85
0,85
0,85

Tabauua 20

Anneavnasn wacmoma mymauuii MyKogucuuoosa 6 Acmpaxanckoi ooaacmu

Ne
2

Yacrora, %
19,23

Myrauus
3849+10kbC>T

Ne ‘ MyTauus
3 2143delT

B Openbyprckoii o6acTi reHoTUIpoBaHbl 93,5 % 6oibHBIX (Tabd. 21).
B 29,1 % myTaHTHBI# ajuiesib He ObUT MIeHTUDUITMPOBaH. [10JIsT TallMeHTOB ¢ "MSTKUM"
reHorunomM coctasuia 20,0 %. F508del onpenenenay 79,1 % GOJIbHBIX.

Ne MyTtauus
1 F508del
4 2184insA
7 L1335P
10 E217G

Yacrora, %

50,0
1,16
1,16
1,16

Yacrora, %
3,85

Tabauua 21

Anneavnasn wacmoma mymauuti myxoeucuudosa ¢ Openoypeckoii obaacmu

Ne

2
5
8

MyTtaums Yacrota, %
CFTRdele2,3 10,47
R553X 1,16
R347P 1,16

Ne ‘ Myraums
3 394delTT
6 R334W
9 622-1G>C

B IIpumopckom Kpae reHoTUIIMpoBaHbI 89,2 % GobHbIX (Tab1. 22). B 39,4 % ciaydaes
MYTaHTHBII ajieNib He ObUT uACHTU(UIIUPOBaH. [0S MalMeHTOB ¢ "MSITKUM" TeHOTUTIOM
cocrasuna 14,3 %. F508del onpenenena y 66,7 % GONbHBIX.

Ne MyTauus

1 F508del
2143delT
712-1G>T

Yacrora, %

45,5
3,03
1,52

2
5

Yacrora, %
2,33
1,16
1,16

Tabauua 22

Aaaeavnasn wacmoma mymavuii myxosucuudosa ¢ Ilpumopckom kpae

Myrauus
2184insA 4,55
R334W 1,52

Yacrota, % ‘

Ne ‘ Myrauus
3 CFTRdele2,3
6 L863R

Yacrora, %
3,03
1,52
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10
13
16
19
22

Ne

B MockoBckoii 06acTi TeHOoTUIpoBaHbl 92,3% 6onbHBIX (Tabi. 23). B 14,1 % ciy4aeB
MYTaHTHBIN ajutesib He ObUT MAEHTUOULIMPOBaH. [0 MalKeHTOB ¢ "MATKUM" T€HOTUITOM
cocraBuia 21,8 %. F508del onpenenena 'y 79,4 % GONbHBIX.

Tabauya 23
Anneavnasn wacmoma mymauyuii myxogucuudosa ¢ Mockoeckoii o6aacmu
Myraums Yacrora, % ‘ Ne ‘ Myrauus Yactora, % ‘ Ne ‘ Myraums Yacrora, %

F508del 56,11 2 CFTRdele2,3 8,78 3 3849+10kbC>T 3,03
2184insA 2,29 5 G542X 2,29 6 L138ins 2,29
N1303K 1,91 8 2143delT ALS) 9 E92K 1,15
3821delT 0,76 1 §1196X 0,76 12 1367del5 0,38
1677delTA 0,38 14 2790-2A>G 0,38 15 3272-11A>G 0,38
3272-16T>A 0,38 17 394delTT 0,38 18 4382delA 0,38
4428insGA 0,38 20 R334W 0,38 21 S549N 0,38
w1282X 0,38 23 W1310X 0,38 24 Y84X 0,38

B Pecniybnuke Xakacust reHotunupoBaHbl 100 % GonbHbIX (Tabi. 24). Bo Bcex ciryvasix
MYTaHTHBIN ajuielib OblT MAeHTUULIMpoBaH. [1areHToB ¢ "MATKUM" T€HOTUIIOM
He BoIsiBIIeHO. F508del onpenenena y 85,7 % GOJBHBIX.

Tabauua 24
Anneavnas wvacmoma mymauuil mykogucuuoosa ¢ Pecnybauxe Xaxacus
Mytauus Yactora, % ‘ Ne ‘ Myraums Yacrora, % ‘ Ne ‘ MyTtauus Yactota, %
F508del 64,29 2 394delTT 7,14 3 CFTRdele2,3 7,14
N1303K 7,14 5 3944delGT 7,14 6 R1162X 7,14

B Pecrryonmke Antaii renoturmpoBaHbl 100 % 6oibHBIX (Tadm. 25). B 16,7 % ciydaes
MYTaHTHbII ajutejib He ObUT uaeHTUdULIMpoBaH. [TanueHToB ¢ "MATKUM" Te HOTUIIOM
He BoIsiBIIeHO. F508del onpenenena y 83,3 % GOJIbHBIX.

Tabauua 25
Anneavnasn wacmoma mymauuti myxoeucuudosa ¢ Pecnyoauxe Avmaii
MyTtauus Yacrora, % ‘ Ne ‘ MyTtaums Yacrota, % ‘ Ne ‘ MyTtauus Yacrora, %
F508del 58,33 2 3944delTT 8,33 3 N1303K 8,33
3321delG 8,33

B Tynbckoii 06acTv FeHOTUIMPOBaHbI 62,5 % 601bHBIX (Tabi. 26). B 16,7 % ciy4yaeB
MYTaHTHBIN ajjiesib He ObLT uAeHTUhULIIPOBaH. J101s MalMeHToB ¢ "MATKUM" TeHOTUIIOM
coctaBuia 25,0 %. F508del onpenencHa y 80,0 % GOTbHBIX.

Tabauua 26
Anneavnasn wacmoma mymauuii myxogucyuoosa 8 Tyavckoil o6aacmu
MyTtauus Yactota, % ‘ Ne ‘ Myraums Yacrtora, % ‘ Ne ‘ MyTtauus Yactota, %
F508del 53,3 2 CFTRdele2,3 6,67 3 3849+10kbC>T 6,67
2143delT 6,67 5 $1196X 3,33 6 G542X 3,33
E92K 3,33

B Pecniybiuke Yamyptust reHotunupoBanbl 90,9 % 6osbHbIX (Tadu. 27). B 50,0 % ciyyaes
MYTaHTHBII ajieNib He ObUT uACHTU(UIIUPOBaH. [0S MalMeHTOB ¢ "MSITKUM" TeHOTUTIOM
cocraBmia 36,4 %. F508del onpenenena y 50,0 % OOTBHBIX.

Tabauua 27
Anneavhas wacmoma mymauuii myxkogucuudosa ¢ Pecnybauxe Yomypmus
MyTtauus Yacrora, % ‘ Ne ‘ Myraums Yacrota, % ‘ Ne ‘ MyTtauus Yacrora, %
F508del 36,67 2 E92K 5,0 3 CFTRdele2,3 1,67
R347P 1,67 5 3272-16T>A 1,67 6 P988R 1,67
CFTRdup6b-10 1,67
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10
13

B XanTeI-MaHCHIICKOM aBTOHOMHOM OKpyre reHotunpoBaHbl 100 % 6onbHBIX (Tabi. 28).
B 41,5 % cirygyaeB MyTaHTHBIN aJljie)Tb He ObIT MACHTU(UIINPOBaH. J10JIs manneHToB
¢ "markum" reHoturioM cocraswia 25,0 %. F508del onpenenexa y 95,1 % GONbHBIX.

Anneavnas wacmoma mymauuii myxkogucuudosa ¢ Xanmot-Mancuiickom aemoHOMHOM OKpyee

MyTtauus Yactota, %
F508del 52,44
G542X 1,22

Ne
2
5

Mytaums Yacrora, %
E92K 2,44
621+1G>T 1,22

. |
3

Tabauua 28
MyTtauus Yactota, %
W1282R 1,22

B Pecnybiuke MopaoBust reHOTUIIMPOBaHbI 54,6 % 60bHBIX (Tadi. 29). B 16,7 % ciayyaeB
MYTaHTHBIN ajjiesib He OblT uAeHTUhULIUPOBaH. J101s MalMeHToB ¢ "MATKUM" TeHOTUITOM
coctaBuia 33,3 %. F508del onpenencHa y 83,3 % GONbHBIX.

MyTtauus Yactota, %
F508del 50,0
3272-16T>A 8,33

"
2
5

Aaaeavnasn wacmoma mymauyuii myxogucuudosa ¢ Pecnybauxe Mopodosus

‘ MyTtaums Yacrora, % ‘
CFTRdele2,3 8,33
Q493R 8,33

. |
3

Tabauya 29
MyTtauus Yactota, %
G542X 8,33

B MypmaHckoit o61actu reHoTunupoBaHsbl 61,1 % 6osbHbIX (Tabu. 30). B 40,9 % ciyyaes
MYTaHTHBII aJuTe)ib He ObUT MaeHTU(GUIMPOBaH. {0/ TAlKMEeHTOB ¢ "MATKUM" T€HOTHUITOM
coctaBuia 33,3 %. F508del onpenencHa 'y 81,8 % GONbHBIX.

MyTtauus Yactota, %
F508del 40,91
2143delT 4,55

‘Ne
2
5

‘ MyTtaums Yacrtora, % ‘
CFTRdele2,3 4,55
CFTRdele2-8 4,55

Ne‘
3

Tabauua 30
Anaeavnas wacmoma mymauuii myxogucuudosa ¢ Mypmanckoii obaacmu

MyTtauus Yactota, %

3849+10kbC>T 4,55

B Cankr-IlerepOypre reHotunupoBaHsl 92,3 % 6osbHbIX (Tabi. 31). B 8,3 % cinyyaen
MYTaHTHBIN ajjiesib He ObLT uAeHTHGULIUPOBaH. J101s malMeHToB ¢ "MATKUM" TeHOTUITOM
coctaBuia 40,0 %. F508del onpenencHa 'y 79,2 % GONbHBIX.

MyTtauus Yactota, %
F508del 52,08
2143delT 4,17
N1303K 2,08
§945L 2,08
621+1G>T 2,08

‘Ne

14

Anaeavnasn wacmoma mymauuii myxogucuudosa 6 Canxm-Ilemepoypee

‘ Mytaums Yacrtora, % ‘
3849+10kbC>T 6,25
2184insA 2,08
W1310X 2,08
3659delC 2,08
D1152H 2,08

Ne‘
3
6

12
15

Tabauya 31
MyTtauus Yactota, %
R334W 6,25
W1282R 2,08
L138ins 2,08
4022insT 2,08
1525-1G>A 2,08

B Yensiounckoii obaacTu reHoTunpoBaHbl 91,7 % GonbHbix (Tab. 32). B 13,6 % ciaydaes
MYTaHTHBII ajieNib He ObUT uACHTU(UIIUPOBaH. [0S MalMeHTOB ¢ "MSITKUM" TeHOTUTIOM
cocraBmia 25,0 %. F508del onpeneneHa 'y 81,8 % OOJTBHBIX.

Myraums Yactota, %
F508del 54,55
394delTT 4,55

‘ Ne
2
5

‘ MyTauus Yacrora, % ‘
CFTRdele2,3 9,09
2143delT 4,55

Ne‘
2
6

Tabauua 32
Anneavras wacmoma mymauvuii mykogucuudosa ¢ 4easounckoii obaacmu

Mytaums Yactota, %

3849+10kbC>T 9,09
G542X 4,55
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IlepBoie 10 o annenbHOM YacTOTe MyTalldil y AeTel U B3POCHBIX TTpeACTaBIeHbI (B MOPSIKE
yobiBaHusT) B Tab. 33. CymmapHas ajutesnbHast yactoTa 10 myrammii y geteit cocraBuia 72,04 %,
y B3pocIbIX — 71,99 %.

Bocemb u3 10 MmyTaiuii BcTpeyaroTcs Kak y aeTeit, Tak u 'y B3pocibix. OnHaKo y AeTeil oTMe-
yeHbl "TspKesbie” Mytanun G542X u 394delTT, a y B3pocibix — "msirkue” — 3849+10kbC>T

u R334W.
Tabauua 33
Ilepsote 10 no asaeavholi yacmome mymauyuii y demelii u 63pocablx
Ne ‘ Detu ‘ Bapocnbie
‘ MyTaums % ‘ MyTauus ‘ %
1 F508del 54,88 F508del 47,80
2 CFTRdele2,3 6,17 CFTRdele2,3 5,28
3 E92K 2,29 3849+10kbC>T 5,13
4 2184insA 1,53 E92K 3,52
5 G542X 1,53 2143delT 2,49
6 2143delT 1,41 2184insA 2,35
7 N1303K 1,35 N1303K 1,61
8 L138ins 1,00 L138ins 1,32
9 394delTT 0,94 W1282X 1,32
10 W1282X 0,94 R334W 1,17

AJutenpHas yactota Mmytaimu F508del B ctpaHe u perroHax mpeacrasieHa Ha puc.11.
[lo cTpaHe ajutesbHast yacToTa coctaBuia 52,85 %.

YensibuHckas 06nactb
CaHkT-Metepbypr
Mypmatickas obnactb
Pecnybnvka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
Mockosckast 06nacTb
TMpumopckuii kpa
OpeHbyprckas 06nacTb
AcTpaxaHckas 06nacTb
Mepmckui kpait
Pecny6nuka bawwkoprocTa
Tomckas 06nactb
Huxeropogckas o6nactb
JlennHrpagckas obnacTs
KpacHospckuii kpai
YygaLuckas pecnybnvka
KpacHogapckuit kpaii
fpocnasckas 061acTb
Hoeocubupckast obnacts
KemepoBckas 06nacTb
Omckas obnactb
Mocksa

Poccus

F508del

0 20 40 60 80 100 %

Puc. 11. AnutenbHast yactora mytauuu F508del B ctpaHe U pernoHax
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AnnenvHast yactora mytaiiuu CFTRdele2,3 B cTpaHe u pernoHax mpejacTaBlieHa Ha puc. 12.
ITo ctpane asnenbHast yactoTa coctasmia 5,91 %.

YensibuHckas 06nacts
CankT-Metepbypr
Mypmatckas 061acTb
Pecny6nvka Mopzosus
XMAO - tOrpa
Pecnybnuka Yamyptis
Tynbckas 06nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckas 06nacte
TMpumopckuii kpai
OpeHByprekas 06nacTs CFTRdele2 y 3
AcTpaxaHckasi 06nactb
MNepmckuii kpaii
Pecnybnvka bawkoptoctas
Tomckas 06nactb
Huxeropozckas 06nacTb
JleHnHrpazckasi 06nacTb
KpacHosipckuii kpai
Yysaluckas pecnybavka
KpacHopapckuit kpait
fpocnasckas 06nactb
HoBocubupckasi 06nacts
Kemeposckasi 06n1acts
Omckas obnactb
Mocksa

Poccus

0 10 20 30 50 60 %

Puc. 12. AnnenpHast yactora mytauu CFTRdele2,3 B cTpane u pernonax

AmnenpHast yactoTa myTaumu E92K B permonax rpezacrasieHa Ha puc. 13. ITo cTtpane
ajuleJibHag yactora cocrasuia 2,64 %.

Yensi6uHckasi 06nacTb
CankT-Metepbypr
Mypmatckasi 06nacTb
Pecny6nvka Mopzosust
XMAO - 10rpa
Pecnybnvka Yaomyptis
Tynbckas 061acTb
Pecny6nuka Antait
Pecny6nuka Xakacus
MockoBckas 06nactb !
MpymopCKiii kpait | E92K
OpeHbyprekasi 06nacTs
AcTpaxaHckas 06nacTb
Mepmckuii kpai
Pecny6nuka bawkopTocTa L
Tomckas 06nactb
Huxeropozackast 0bnacts
JleHuHrpaackast obnacts
KpacHosipckuii kpait
YyBavuckas pecny6iuka
KpacHopapckuit kpait
fipocnasckas 06nactb
HoBocubupckasi 06nacts
Kemeposckas 0bnactb
Omckas o6nactb
Mocksa
Poccus

0 10 20 30 40 50 60 %

Puc. 13. AnnenpHast yacrora mytaiun E92K B ctpane u pernonax
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COOTHOIIIEHUE TOMO3UTOT, TeTOPO3UTOT Mo MyTauuu F508del, a Takske reHOTUITOB, HE BKJTIO-
yaromux MyTtaumio F508del, mpeacrtabieHo Ha puc. 14. 1o ctpaHe 10Js1 TOMO3UTOT MO
F508del cocraBuna 30,3 %, rerepo3urot — 44,5 %, renoruron 6e3 F508del — 25,2 %.

YensibuHckas 06nacTb
CankT-Metepbypr
MypmaHckas 06nacTb
Pecny6nvka Mopzosust
XMAO - 10rpa
Pecny6nuka Yomyptus
Tynbckas o6nacts
Pecny6nuka Antaii
Pecny6nuka Xakacus
MockoBckas 06nacto
TMpumopckuii kpai
OpeHbyprckasi 06nacTb
ActpaxaHckast 061acTb
TMepmckuii kpai
Pecnybnvka bawkoptoctaH
Tomckas 06nacTb
Huxeropozckast 06nacts
JlenuHrpazckast 0bnacts
KpacHosipckuii kpai
Yysavuckas pecnymka
KpacHopapckwit kpait
fpocnasckasi 06nacTb
HoBocubupckasi 06nacts
Kemeposckas obnacte
Omckast 06nactb
Mocksa

Poccus

[  romoavrorsi no F508del
B rereposurotbi no F508del

[ renomunb Ges F508del

0 20 40 60 80 100 %

Puc. 14. CooTHollleHre TOMO3UTOT U retepo3uroT o F508del, a Takxe reHOTUIIOB, He BKiItovatolux B coctaB F508del B ctpaHe 1 pernoHax

Yacrora romo3urort, rerepo3urotT 1mo F508del u renorumon 6e3 F508del cpenu neteit
U B3POCIBIX TIpeAcTaBieHa B Tab. 34, a B 3aBUCUMOCTH OT 4-JIETHUX BO3PaCTHHIX "1IaroB" —

Ha puc. 15.
Tabauua 34
Yacmoma 2omo3uzom u 2emeposuzom no F508del, a makxce cenomunoe 6e3 F508del cpedu demeii u 63pocavix
Tomoaurotsl no F508del TetepoauroTsl no F508del Tenotunbl 6es F508del
Detn, % 32,9 43,0 241
B3apocneie, % 23,8 48,1 28,1

100 —

90

80 |

70

I +eF508del / He F508del
60
- I F508del / He F508del
50
B F508del/F508del

40

30

20 |

10

0 T T T T T T T T
0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 >32  Bospacr, rossl

Puc. 15. Pacnipenenenue romo3urot, rerepo3urot rno F508del u reHotumnos 6e3 F508del B 3aBucuMocTu OT Bo3pacTa OOJbHbIX
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Yucio BBISBIEHHBIX MyTallMii B CTpaHe U PErMOHAax MPeACTaBIeHO Ha puc. 16.
Bcero BoisiBIeHO 89 MyTaliuii.

YensibuHckas 06nacTb
Cakr-Metepbypr
Mypmatckasi 06nactb
Pecny6nmka Mopaosus
XMAO - fOrpa
Pecnybnuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
MockoBckas 06nacTb
TMpumopckuii kpaii
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Puc. 16. Yucio BbISIBICHHBIX MYTALMil MyKOBUCIIMI03a B CTPAHE U PETHOHAX

http://journal.pulmonology.ru



Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoit ®Deneparmu. 2012 rox

MwukpoOuonorus

Onpep.eneHue XpOHW-IECKOVI VIH¢€KU,I/II/I B HWXHKUX O0TAEenax AbiXaTesibHbIX I1yTEI7I

1. Hanuune XpoHMYECKOW CUMHETHOWHOW MHGbEKUNU OMpeAesisieTcs JeyaliuM BpayoM COTIJIACHO
MonuduIpoBaHHOMY Kputepuio T. JIuaca (Leeds criteria) [2] v / WM IO aHTUCHHETHOWHBIM
aHTutesnam [3]. ITauueHT cunuTaeTcss XpOHMYECKM MH(MULIMPOBAHHBIM, €CJIM B JAHHBI MOMEHT
WJIN B TIOCJICAHHUE TOIBI €ro IOKa3aTed COOTBETCTBYIOT HIDKECICIYIONIM KPUTEPHUSIM U Jieua-
LM Bpady HE CYMTAET, YTO €ro CTaTyC M3MEHUJICS:

* 50 % 110CceBOB MOKPOTBI, COOpaHHBIX B ociieAHre 12 Mec. (M1 XOTs OBl 4 TTOCeBa 3a 3TOT TIe-
pUON), TTOJTOXUTEIbHBI;

* W / WIM 3HAYUTEJBbHO IIOBBIIICHHI aHTUCHHETHOMHBIC AHTUTENIA COIJIACHO ITOKA3aTeNIsIM
MECTHBIX JJaOOpaTOPUId.

2. XpoHuueckass UH(EKIMS APYTMMU rpaMOTpULIaTe/IbHBIMU OaKTEpUSIMU OTIPEAEIsIeTCs 1O KPU-
TepUI0, OITMCAHHOMY BBILIE.

Ha puc. 17 npeacraBieHo U3MeHEHUE XapakTepa MHQULIMPOBAHUS peCIIMPaTOPHOro TpaKTa
B 3aBMCHMOCTH OT BO3pacTa.
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ol /[
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B. cepacia complex

— S.maltophilia

T~ HOroo

Puc. 17. U3MeHeHue xapakTrepa MHOUIIMPOBAHUS PECITMPATOPHOIO TPAKTa B 3aBUCUMOCTH OT BO3pacTa 00JIbHBIX MyKOBUCLUA030M
[Mpumeuanue: HIITO® — HenceBnoMoHagHasi TpaMOTpUIIaTeIbHAsT hiopa.

[Tpu orreHKe MUKPOOHOIOTMYECKOTO MPOGUIIsS peCIMPaTOPHOTO TPAKTa BBISIBJICHO BO3pacTa-
HUE YaCTOTHI BbICEBa IPaMOTPUILIATEIbHOM (hI0OPHI C YBEIUUEHUEM BO3pacTa O0TbHbIX.

CrnenyeT oTMETUTh Bo3pacT 8—12 jet, Korna Pseudomonas aeruginosa NOCTUTAeT MUKa B JET-
CKOM BO3pacTe W B NaJTbHEUIIIEM COXpaHseTCs MPAaKTUUYEeCKN Ha OJTHOM YPOBHE C HEKOTOPBIM
Bo3pacTaHueM B Bo3pacte 24—28 netT. B 20—24 roga, MMeeT MECTO O4YeHb BHICOKAs 4acTOTa
nHOEKIMH, BbI3BaHHOM Burkholderia cepacia complex, coctasnsiiomas 22,1 % ot uncia 60J1b-
HBIX JaHHOM BO3pacTHOI rpymnibl. B o61ieM no crpaHe (6e3 yuera naHHbIX CaHKT-IleTepOyp-
ra u Yenss6MHCKOU 001aCcTH) YacTOTa MHGOUIUPOBAHUS IBIXaTEIbHBIX MyTel pa3iudHoi diio-
poii mpejacTaBieHa B MoOpsiaKe yObiBaHust: Staphylococcus aureus — 58,4 %, P. aeruginosa —
30,8 % (xpoHuuyeckoe MHGUIIMPOBaHue), B. cepacia complex — 6,3 %, Stenotrophomonas mal-
tophilia — 3,8 %. B 14,9 % cny4aeB IbIXaTeIbHBIC ITyTH GOJbHBIX XPOHUUECKH MHMULIUPOBAHBI
JIPYTOil TpaMOOTpUIIATEIbHON (JIOpOi, Cpear KOTOPOil MTOMWHUPYIOT MUKPOOPTaHMU3MBbI
Achromobacter sp., pexe Bctpevatorcst Escherichia coli, Acinetobacter sp., npyrue BUIBI HETICEB-
JIOMOHAIHOI TpaMOTpHUILIaTeIbHON (yiophl. B OONBIIMHCTBE CilyyaeB Ha3BaHUE HETCEBIOMO-
HaIHOIW TPaMOTPUIIATETHbHOM (hIIOPHI OCTAIOCh HE YTOUYHEHHBIM. Jl0JIsT MHTEpMUTTUPYIOIIETO
MHOUIIUPOBAHUS JIBIXaTEIbHBIX MMyTell P. aeruginosa B 0Ol Tpyrie OOTbHBIX COCTABIISIET
14,5 %. Joiist malyeHTOB, MHOULMPOBAHHBIX HETYOEPKYJIe3HBIMU MUKOOakTepusimu, — 1,2 %.

B Tabs. 35 oTpaxkeHa acCUMMETpUS pacripefeieHUs pa3IundHoN (hIopbl MeXAy 1eTbMU
U B3POCJIBIMU.
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Tabauua 35

Pacnpeodeaenue muxpoghaopot 6 3asucumocmu om eo3pacma

®nopa Detu ‘
S. aureus, % 60,3
P. aeruginosa (xpoHnyeckoe UH¢puumpoBanue), % 24,5
P. aeruginosa (WHTepMUTTUPYIOLLNIi BbICEB), % 15,2
B. cepacia complex, % 3,0
S. maltophilia, % 3,5
HOro®, % 14,8
HeTyGepkynesHblit MukobakTepunos, % 0,7

B3apocnbie

54,4
49,8
14,3
14,9

4,4
15,4

2,5

MuKpOoOHOJIOTHYECKHI TTPOMUIL PECITUPATOPHOTO TPaKTa OOJBHBIX MYKOBHUCIIHIO30M
B CTpaHe M permoHax IpeacTaBjieH Ha puc. 18.

YensibuHckas 06nactb
CakT-Metep6ypr
Mypmatckasi 06nacTb
Pecny6nmka Mopaosus
XMAO - fOrpa
Pecny6nvka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
MockoBckast 061acTb
TMpumopckuii kpai
OpeH6yprckas 06nacTs
AcTpaxaHckasi 0bnacTb
Mepmckuii kpait
Pecny6nuka bawwkopTocTa
Tomckas 06nacTb
Huxeropozckasi 06nacTb
JleHuHrpaackas 0bnactb
KpacHosipckuii kpai
YyBaluckas pecnybnvka
KpacHopapckuit kpaii
flpocnasckas 06nacTb
HoBocubupckas 06nactb
Kemeposckas 06nactb
Omckas o6nacts
Mocksa

Poccus

Puc. 18. MukpoGuonornueckuii mpobuib peCIupaToOpHOTO TPakTa OOIBbHBIX MYyKOBUCITUIO30M B CTpaHEe M PETMOHAX

— |
0 50 100

HEEENEQO

%

HNro®

S. maltophilia
B. cepacia

P. aeruginosa

S. aureus

http://journal.pulmonology.ru

29



Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoit ®Deneparmu. 2012 rox

PecnupatopHas ¢pyHKums

CrnimpomeTpust — caMblii pacTipOCTpaHEHHBI ¥ BaXKHBIN METOJT OLIEHKU PECTTMPATOPHOM (hyHK-
LMK Y OOJIbHBIX MYKOBUCLIMI030M. KITI0UeBBIMU CIIMPOMETPUUECKUMHU BEIMUMHAMU SIBJISIIOT-
ca opcupoBaHHas Xu3HeHHass eMKocTh Jierkux (P2KEJT) n 06beM (popcupoBaHHOIO BhIIO-
xa 3a 1-10 cekynny (O®B;). Ilokazarenu dyHkium BHemrHero nbixaHus (OB) — DXKEJT
u ODB; — u3MepsoTCS B TUTPAX, HO BHIPAXKAIOTCS Yallle BCETO HE B a0COIOTHBIX BETMUMHAX,
a B IIPOLIEHTHOM OTHOLICHUM K TaK Ha3bIBA€MbIM "MOJIKHBIM" 3HAYEHUSAM (% 0nx.). DTO BEIH-
YUHBI, XapaKTePHBIE JIJISI 3M0POBBIX JIIOJICH TOTO XKe 1MoJjia, BO3pacTa, pachl U poCcTa — HOpMaJjib-
HbIE MMOKa3aTesIu Il TaHHOH TMOITyJisIuu. B HacTosIeM oTyeTe ObIIM MCIOIb30BaHbI TOJIK-
Hele BenmauHbl G.Polgar et al. (1971) mnst meteit [4] m pabodeit rpymmbl EBporeiickoro
coobmiecTa ctamu u yrisg (ECCS, 1993) mrst B3pocnbix [5].

CrnipoMeTpust 3a OTYETHBIN To1 OblIa TIpoBeacHa 64,9 % GOJbHBIM MYKOBUCILIMIO30M CTapIie
5 et (metsim — B 61,4 %, B3pocibiM — B 70,4 % citydaeB). OGbeM TIPOBEICHUSI CITMPOMETPUH
B CTPaHE U perMoHax mokasaH Ha puc. 19.

YensbuHckas 06nacTb
CaHkT-MeTepbypr
Mypmatckasi 06nacTb
Pecny6nuka Mopaosus
XMAO - fOrpa
Pecny6nvka Yomyptus
Tynbckas o6nactb
Pecnybnvka Antait
Pecny6nuka Xakacus
Mockosckas 06nacTb
Mpumopckuii kpai
OpeHbyprckasi 06nacTs
AcTpaxaHckas 061acTb
Mepmckuii kpait
Pecny6uka bawkopTocTa
Tomckast o6nactb
Huxeropozckasi 06nacTs
JleHnHrpaackas obnactb
KpacHosipckuii kpai
YyBatuckas pecnybnvka
KpacHopapckwit kpait
flpocnasckas 06nacTb
HoBocvbupckas 06nactb
Kemeposckas 06nactb
Omckas o6nacTb

Mocksa

Poccus

B nposenera

[ He nposenera

0 20 40 60 80 100 %
Puc. 19. O6beM mpoBeneHus: CIMPOMETPUN Y OOTBHBIX MyKOBUCLIUA030M B CTPAHE U PErMOHAX

Cpennue nokasarenu O®B; u ®2KEJI o rpymie coctasuiaun 73,4 = 28,5 1 83,9 £ 26,4 %,0x.
COOTBETCTBEHHO (M3 aHaIM3a PECIMPATOPHON (DYHKLUMKM UCKIIOUEHBI JAHHbIE MALUEHTOB,
MepeHeCIINX TpaHCIUIaHTauo Jerkux). Ha puc. 20 mokazano usmenenne O®B; n O®XKEJI
B 3aBUCHMOCTH OT Bo3pacTta 60JbHBIX. [Tokazarenn ODB; u ®XKEJI y nereit cocraBunm 82,5 £
26,91 89,8 £ 26,5 % 0nx. COOTBETCTBEHHO. AHAJIOTMYHBIE ITOKA3ATENN Y B3pOoCibiX — 61,1 £ 25,9
n 75,8 £ 24,0 %onx. COOTBETCTBEHHO.

—  O®B{ (MeanaHa)

——  OXEN (MeauaHa)

<8 8-12 12-16 16-20 20-24 24-28 28-32 >32 Boapacr, rogl

Puc. 20. TToka3areau CiupoMeTpum B 3aBUCUMOCTH OT BO3pacTa OOJbHBIX
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PecrniuparopHast pyHKLIMS

[ucTorpamMma pacrpe/eneHus 60JbHBIX MYKOBUCLIMI030M (IETEil 1 B3POCIIBIX)
B 3aBHCHUMOCTH OT cTerteHn cHmkeHnst O® B, nmpencrasieHa Ha puc. 21.

80 0dB4
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. <40 %J:lOIl)K.

. 40-70 %ﬂonx.

W >70%0m

Yucno naunenTos, %
-_ ny wW g (o) D
o o o o o o
Il 1 1

Jetn Bapocnblie

Puc. 21. TucrorpamMmma pacrpeeseHus 60JbHBIX MyKOBUCLIMIO30M (IeTeil U B3POCIIbIX) B 3aBUCUMOCTH OT cTerieHn cHikeHuss ODB,

B Tta6:. 36 npencrasiensl cpeanrie u Meauansl O®B; u ®XKEJI B pernoHax

Tabauua 36
Cpeonue u meduanvt ODPB;u DKEJI 6 cmpane u pecuonax
| CpepHee = SD, %ponx. | MepuaHa (MHTepKBapTUNBbHBIA pa3Max), %zon.
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MpUmeYaHme: * - HeIOCTATOYHO AAHHbIX NS CTATUCTUYECKOM 06paboTky.
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HyTputuBHbLIN CTaTyC

HyTpuTuBHEI cTaTyc OOJBHBIX PACCYMTHIBAJICSI Ha OCHOBAaHWU JAHHBIX MACCHI Tejla, POCTa
u Bo3pacTta. HyTpuTuBHBII cTaTyc OOJBHBIX MYKOBHUCIIMIO30M OLICHUBAJICS C TTIOMOIIBIO MH-
nekca Macchbl Tenia (MMT) o Quetelet (macca (xr) / poct (M?2)) [6]. 17151 B3pOCIIBIX OOJBHBIX MY~
KOBUCITUI030M IiesieBble 3HaueHuss UMT — 22 kr / M2 11st >KeHIH U 23 KT / M2 17151 My>K9uH [7].
BcemupHas opranm3sanus 3npaBooxpaneHust (World Health Organization — WHO) pexoMmeHmy-
€T KOHCTaTUPOBaTh HEIOCTATOYHOCTD IMUTAHMS Y TIOAPOCTKOB U B3pocibix, ecau MMT cocTas-
sset < 18,5 kr / M? (Report of a WHO Expert Committee, 1995). I1pu olieHKe HyTPUTUBHOTO CTa-
Tyca nereit UMT oueHuBancst B cucteme mnepieHTuaeid. [lepleHTIb moka3blBaeT, Kakoi
MPOLEHT AETeN 1 MOAPOCTKOB TOTO XK€ IoJia U Bo3pacta uMetoT 3HaueHue UMT Huxe usme-
PEHHOTO Y JaHHOTO 00JIFHOI0 MyKOBUCLIMIO30M. Pa3rpaHnYmBaioT 3 30HBI, KOTOPHIC COOTBET-
CTBYIOT MHTEpBaJiaM JI0 25-T0 NepUeHTUIs1, 25—75-i1 TIepleHTUIb U BbIlIEe 75-T0 MEePLEeHTUIIS.
PesynbraThl, KOTOpHIC YKJIAIBIBAIOTCSI IO BCTPEYAEeMOCTH B JIMAITa30H 10 25-TO TTepLIEHTUIIS
BKJTIOYUTEJIBHO, OTHOCSITCS K 30HE "HM3KUX' 3HaueHUi. 30He "BLICOKMX' 3HAYEHUII COOTBET-
CTBYIOT pe3yJIbTaThl, OTHOCSILIMECS K AUAIa30Hy OT 76-r0 10 100-ro nepLeHTIIs BKIIOYUTEIb-
HO. 3a HOpMaJIbHbI€ BEJMYMHBI NPUHSTHI 3HaYeHUsT B MHTepBasie ("Kopumope") oT 26-ro 10
75-ro nepueHTWIS. LleneBbIM 3HaYeHUEM UTS IeTei 1 MIOAPOCTKOB ¢ MYKOBHUCIIMIO30M SIBJISI-
FOTCS TTIOKA3aTeJI, COOTBETCTBYIOIINE HOPMAJIbHBIM LM paM IS 3M0POBBIX AETEH TOTO XKe IT0-
J1a ¥ Bo3pacTta, — 50-i1 mepueHTmb [7]. Pacuer nepuenTumneit UMT npoBoauics py MOMOIIN
nporpamMm BcemupHoil opranuzanuu 3apaBooxpaHeHus: WHO Anthro (nns peteit mo S JeT)
u WHO Anthro plus (nnsa neteit crapue 5 net) (http.//www.who.int/childgrowth/software/en/
u http://www.who.int/growthref/tools/en/) [8]. s OLeHKM ToOKa3aTelell pocTa W Beca Je-
Teil paHHero Bo3pacTta (mo 2 jmet) UMT He mpumensiercs. [1pu MyKoBUCLIMIO3e IS AeTeit
MJIAJIIIEro Bo3pacTa CAeayeT IMoJb30BaThCs MacCo-pocToBbIM MHAeKcoM (MPW) (dbakTruueckas
Macca / uaeanbHas Macca mo pocty u oy X 100 %). EBporneiickuMu aKCrepTaMu peKOMEH-
JTOBaHO KOHCTATUPOBATh HEAOCTATOYHOCTh IMUTAHUS Y 3TOU TPYITITHI ITAIIMEHTOB, €CIIU IIPOIICHT
COOTBETCTBHSI MACCHI 11O pocTy 1o nosty it MPU < 90 % [6].

M3MepeHre HyTPUTHBHOTO CTaTyca 3a OTUYETHBIM Toj1 ObLIO0 MpoBeneHO 89,3 % GOIbHBIM C My-
KOBUCIMIO30M (eTsiM — B 92,3 %, B3pociabiM — B 80,2 % ciaydaeB). O6beM U3MEPEHUSI MACCHI
TeJa ¥ pOCTa B CTpaHE M PETMOHAX MPEACTaBIeH Ha puc. 22.
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Puc. 22. I3mepeHue HyTPUTUBHOTO CTaTyca y OOJIbHBIX MYKOBUCIIMIO30M B CTPaHE U PETUOHAX

32 Mynbmowonorus 2015. Mpunoxetue



HyTpuTHBHBIIi cTAaTyC

MeguaHa Macchl Tena, NepLeHTb

Ha puc. 23—25 nipeacraBieHbl MeIMaHbl Macchl Tena, pocta 1 UMT nmeteit ¢ MyKOBUCLII030M
B 3aBMCHMOCTH OT BO3pacTa.
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Puc. 23. MenuaHna mMacchl Tesia B IMEPLEHTWISAX B 3aBUCUMOCTH OT Bo3pacta (oT | roma mo 10 s1eT): KpacHas CIUTOIIHAS TUHUST — XXEHCKUIA TI0JT,
CHUSTHSIST — MYKCKOM, IIpephIBUCTast YepHast — oblilee 3HaUYeHuUe 110 TPyIIe, KpacHast MpepbIBUCTasl — LiejieBoe 3HaYeHue, 50-ii mepleHTuIb
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€araHa pocTa B IEPUEHTUIIAX B 3aBUCUMOCTHU OT BO3pacTa (OT 1 roma no 18 J'ICT)I KpacCHas CIuiourHas JUHUSA — JKEHCKUU MO, CUHSISA —

MYKCKOM, TIPEPBIBUCTas YepHask — oblee 3HaYeHMe 110 TPYIIe, KpacHasl MpephIBUCTas — LieIeBoe 3HaueHue, S0-i mepeHTnIb

80 —

70 —

Meavana VIMT, nepueHTunb

Puc.25.M

0-1 1-2 2-3 3-4 4-5 5-6 6-7 7-8 89 9-10 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18 Boapacr, rogsl

envaHa MMT B nepLeHTUISAX B 3aBUCHMOCTH OT Bo3pacta (0T 2 10 18 jieT): KpacHas CruIoIIHas JMHUS — KEHCKUI MOJ, CUHSIST — MYX-

CKOIi, TIPepBIBUCTAsI YepHasi — 00lliee 3HaUeHKe TI0 TPYIINe, KpacHasi IipepbIBUCTasl — 1ieJieBoe 3HaueHue, S0-il meplueHTUIb

Hns neteit ot 2 no 18 net menuana nepueHtusss UMT (puc. 25) coctaBuia 24,25

(IQR — 47,35: nnsa manpurkoB — 28,6 (IQR — 51,1), mia neBouek — 23,0 (IQR — 42.1)).
Iepuentmns UMT < 25 nabmonaics B 51,25 % ciayuaeB: y MaJIb4YuKOB — B 48,5 %,

y neBouyek — B 54,0 %.

http://journal.pulmonology.ru 33



Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoit ®Deneparmu. 2012 rox

st B3pocnbix MmearaHa UMT (puc. 26) coctaBuia 19,1 kr / M2 (IQR — 3,6 xr / M?):

JUTSL JTAI] My>KcKoro Tojia — 19,3 kr / mM? (3,1 Kr / M?), Juts JIv1L KeHcKoro rmoja — 19,1 xr / m?
(3,2 xkr / M?). UMT < 18,5 xr / m? Habmonancs B 40,3 % ciydaeB: y JIUL MY>KCKOTO I10JIa —
B 40,6 %, xxeHckoro — B 40,0 %.

Meauata UMT, kr / m2

26

18-19

19-20 20-21  21-22  22-23  23-24 24-25  25-26 26-27  27-28 28-29 29-30  30-31 >31 Bospacr, rogsl

Puc. 26. Meauana UMT y B3pociibix 60JbHBIX MyKOBUCIIMAO30M (CTapiie 18 jieT) B 3aBUCMMOCTH OT BO3pACTa: KpacHasi CIUIOLIHASI JIMHUST —
JKEHCKUU TI0JI, CUHSIST — MYKCKOM, IIPepbIBUCTast YepHasi — ofliee 3HaYeHUe 110 TPYIIe, KpacHast IPePhIBUCTAs — LeJIeBOE 3HAUCHKE IS JKEH-
IKH (22 KT / M?), CUHSISI IPEPBIBUCTAsE — 1IeJIEBOE 3HAUEHUE Tt My>KUYMH (23 KT / M?) ¢ MyKOBUCLIUI030M

34
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HyTpuTHBHLIN CTaTyC M pecnmpaTopHas GpyHKuUms

Peructp BeIsIBUT B3anMocBa3b Mexkny MMT 1 mokazarenssmu @BJI, BeIpakeHHBIMU B TIPOIICH-
Tax OT AOJDKHBIX 3HAUCHMI (% q0nx.). MeIMaHbI CIMPOMETPUYECKUX ITAPAMETPOB B 3aBUCHMO-
ctu oT UMT nipeacraBieHsl Ha puc. 27, 28.

ITonyueHHBIE TpadWKU AEMOHCTPUPYIOT, YTO IoKa3aTeau pecrnupaTopHoit dpyakiun (ODB,;
n O2KEJI) mammeHTOB BO3pacTaoT IIpU HOPpMaIM3allii HYTPUTUBHOTO cTaTyca (YBeIMICHUMN
HWMT). Bzaumocss3b Mexay BeanunHoit UMT u O®B, 6oee oueBumHA 11T OOJIBHBIX MYKO-
BUCIIMI030M cTapiie 18 jert.

—  ODB{ (MeamaHa)

®XEJ (mepuata)

&
o

<5 10 15 20 25 30 35 40 45 50 55 60 65 70 75 80 85 >85  WMT, nepueHTMib

Puc. 27. MeauaHbl CIUPOMETPUUYECKUX BEJIMYMH Y JeTEi M MOAPOCTKOB (OT 5 10 18 JIET) ¢ MyKOBUCIIMIO30M B 3aBUCHUMOCTH OT HYTPUTUBHOIO
craryca: KpacHasl IpepbIBUCTAsI TMHUS — 1ieJieBoe 3HaueHue — S0-if meplueHTuIb
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/f_/ — ODB{ (Meaviana)
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OBE, Fopomx.
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<14 14-16 16-18 18-20 20-22 22-24 >24 NMT, kr / m2

Puc. 28. MenuaHbl CTUPOMETPUYECKUX BEJIMYMH Y B3pOCIBIX (cTapiie 18 j1eT) 60JbHBIX MYKOBUCIIMIO30M B 3aBUCUMOCTH OT HYTPUTUBHOTO
craTyca: KpacHas MpepbIBUCTAs IMHUS — 1IeJIEBOE 3HAUCHUE IS KeHIIMH — 22 KT / M2, CUHSISI IPEPBIBUCTast — 1IeJICBOE 3HAaUCHUE
IUTSE MyXXKIMH — 23 KT / M?
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OcnoxHeHus 3a00neBaHus B TEKYLLEM Frofy

Ha puc. 29 orpaxkeHa 9yacToTa pa3BUTHSI caxapHOTO IradeTa ¢ eXXKeTHEBHBIM ITPUMEHECHUEM
WHCYJIWHA, ITHEeBMOTOpakKca (C IpeHNPOBaHUEM I'PYIHOM KJIETKN), KPOBOXapKaHbsI, OCTEOIIO-
po3a ¥ IPMMEHEHUsT KMCIOPOAOTEpariii B 3aBUCUMOCTH OT BO3pacTa OOJbHBIX.

35
30
% / — [lnaber
[HeBMOTOpaKC
= KposoxapkaHbe
Kucnopopotepanus*
Octeonopo3
<8 8-16 16-24 24-32 >32 BospacT, rogpl

Puc. 29. YacToTa pa3BUTHSI caxapHOTO JarabeTa ¢ eXeTHeBHBIM IPUMEHEHUEeM WHCYJIMHA, TTHEBMOTOpaKca (C IpeHUPOBAHUEM TPYIHON KIIETKH),

KpOBOXapKaHbsl, OCTCOIIOPO3a U MPUMEHCHUA KUCTIOPOAOTEPAIIMM B 3aBUCMMOCTHM OT BO3pacTa OOJIBHBIX
“pI/IMC‘{aHl/ICZ * — 00BeM KHCJIOPOAOTEpaIriuu B34T U3 pasjciia ”J'[C‘ICHV[C”, 3J16Ch OTOXACCTBIISIETCS C IbIXaTeIbHOW HEJOCTATOUHOCTBIO.

CpaBHUTENbHBINM aHAINU3 YaCTOThI OCJIOKHEHUH 32 OTYETHBII IO/l MEXITY IETbMU U B3POCIBIMU
MpeacTaBieH B Ta0d. 37.

Tabauua 37

Yacmoma pazau4HbIX 0CAOICHEHUT MYKOBUCHUUO03A 34 OMH4EMHbLIL 200 8 3a6UCUMOCIU OM 803PACA (OAbHBIX
OcnoxHeHune B oGiem no rpynne Oetu Bapocnbie
Annepruyeckuit GpoHxoneroyHblii acneprunnes, % 1,4 1,3 1,9
CaxapHblil auabeT ¢ eXeAHeBHbIM NPUEMOM UHCYNNHA, % 3,9 1,7 9,8
MHeBMoTOpaKc, NoTpeGoBaBLNIi APEHUPOBAHNS FPYAHON KNeTKu, % 1,2 0,2 3,6
LiMppo3 neyenu ¢ nopTanbHoOi runepTeHaueii / runepcnieHuamom, % 4,4 3,8 6,8
Linppo3 neyeHu Ge3 nopTanbHO rUNEPTEH3MM / rUNepcnieHnama, % 3,8 3,4 5,0
Linppo3 neyenn, faHHbIX O NOPTaNbHON rMNEePTEH3UM HeT, % 0,4 0,1 1,2
MopaxeHue neyenn 6e3 umpposa, % 24,7 25,8 23,8
Jlero4Hoe kpoBoTe4eHue, % 2,1 0,6 6,0
OHKonoruyeckoe 3a6onesanue, % 0,3 0,2 0,6
OcTteonopos, % 11,2 4,7 27,8
Monunos BepXHUX AbixaTeNbHbIX NyTei, % 15,8 15,5 18,5
AneKTponuTHLIE paccTpoiicTea, % 4,5 5,3 0,3
Amunonpos, % 0,2 1] 0,6

Mpumeyatue: 0bLLMe faHHble NPEACTaBNEHb! 663 Y4eTa, a JaHHbIe N0 AETAM 11 B3POCTLIM — C y4eTOM 60MbHbIX CaHKT-MeTepbypra v Yens6unckoii obnactu.

Annepruyeckuit GpoHX0EeroyHblii acneprunies

JInarHoCTUYeCKre KPUTEPUU:

1) octpas unu mogocTpas KInHu4IecKass MaHudecTamus (Kaiieab, OJbIIIKa, CHIKEHNE TIepe-
HOCUMOCTU (DU3UYECKOI HArpy3ku, actMa (hU3M4ecKoil Harpy3ku, U3MeHeHUe (PYHKIIUO-
HaJIbHBIX TTOKa3aTeNel JIETKUX WU YBeJIUUYEHUE KOTMYECTBa MPOIYyLIMPYeMOl MOKPOTHI), HE
CBSI3aHHAas C KaKOW-I11M00 Apyroii MpuIuHOM;

2) o6wwuii IgE > 500 ME / mu;

3) mojoXuTenbHas KOXHas Mpoda Ha acIepriUIe3HBIM aHTUTEeH (> 3 MM) WX TTOJIOXKUTEIb-
Hbiil crietuduueckuii IgE k Aspergillus fumigatus;

4) TpeuUUNUTUHBI K A. fumigatus vnu in vitro nontsepxxaeHHble 1gG anTuTena K A. fumigatus;

5) HOBBIE WIN CBEXKE U3MEHEHUs Ha PEHTTeHOTpaMMe JIETKUX (MHMUIBTPATHI WIN CIU3UCTHIC
npooku) wim Ha KT rpymHOit KieTKu (XapaKTepHbIe M3MEHEHUsI), KOTOPbIC HE MCUE3al0T
MpU aHTUOAKTEPUATIbHOM Tepaluy U CTaHIapTHOM KMHe3uTepanuu [9].
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Ha puc. 30 nmpeacraBieHa 4acToTa ajljieprudecKoro OpoHX0JEerouHOro acreprusie3a B cTpaHe
u perroHax. JlaHHoe ocioxxHeHue 3adpukcupoBaHo y 1,4 % nanyeHToB (aHAJOTUYHBII TTOKa-
3aresb ¢ yuetoM CaHkT-IleTepOypra u YensouHckoi obnactu — 1,5 %).

sermccasoorecrs |

CakT-Metepbypr
Mypmatckas 06nacTb
Pecny6auka Mopposus
XMAO - tOrpa
Peonyora Yawyprrn |
Tynbckas 06nacTb
Pecnybnvka Antaii
Pecnybnvka Xakacus
Mockosckasi 06nacTb
TMpumopckuii kpaii
OpeHbyprckas 061acTb o
Aorpaaickan oEnacts Annepruyeckuit
Nepucr Kt OPOHXONEroYHblif
Pecny6nuka BalkoptocTax acnepm nnes
Tomckas 06nacTb
Huxeropoackasi 06nacTb
JleHnHrpaackas 0bnacts
KpacHosipckuii kpait
Yysaluckas pecnybauka
Kpacropapckuit kpait
fipocnasckas 061acTb
Hosocu6rpckas o6nacts ]
Kemeposckas 061acTb
Owmckasi 06nacTb
Mocksa
Poccus

0 5 10 15 %

Puc. 30. Yactora aAJlJIEPruyeCcKoro 6pOHXO,H€FO‘lHOFO acrieprujjie3a B OTYCTHOM roay cpeau OOJIBHBIX MYKOBUCLMIO30M B CTpAaHE U pErumoHax

YacroTa pa3BUTHS caXxapHOTO ArMadeTa ¢ eKeAHEBHBIM IIPHEeMOM WHCYIMHA B CTpaHE U PETHO-
Hax TpeacrasieHa Ha puc. 31. JlaHHoe ociaoxHeHne 3aUKCUPOBaHo y 3,9 % GOJIBHBIX
(c yueToM u 6e3 yueta CaHkT-IlerepOypra n YenssOmMHCKOI 00acTH).

YensibuHckas 06nacTb
CankT-Metepbypr
Mypmatckas o6nactb
Pecny6nuka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
MockoBckasi 061acTb
TMpumopckuii kpaii .
OpeHGyprekas 067aCTb CaxaprIM p.MaﬁeT
AcTpaxaHckasi 06nacTb Cc exe p,HeBH bIM

Tepmokwii kpavi npUMeHeHuem

Pecny6mka bawwkoprocTat
Towmckas o6nactb WHCYNUHA
Huxeropozckasi 06nacTs
JlennHrpaackas obnactb
KpacHosipckuit kpait
YygaLuckas pecrnybamka
KpacHopapckuit kpait
fpocnasckas 06nacTb
HoBocwbupckasi 06nactb
Kemeposckas 06nactb
Omckas obnactb
Mocksa

Poccus

0 5 10 15 20 %

Puc. 31. YactoTa caxapHoro nuabeta cpenu 00JbHBIX MyKOBUCIIMIO30M B CTpaHE U PETMOHAX
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YacToTra pa3BUTHs ITHEBMOTOPAKCA C IPEHUPOBAHUEM I'PYIHOM KJIETKM B CTpaHe U peruoHax
MpeacTaBieHa Ha puc. 32. JlaHHOe oclIoxKHeHMe 3adpuKcupoBaHo y 1,2 % GONMbHBIX (aHAJIO-
CMYHbII MoKa3aresb ¢ yaetoM Cankr-IletepOypra u YenssouHckoii oomact — 1,1 %).

YensibuHckas 06nactb
CankT-Metepbypr
Mypmatckast 06nactb
Pecny6auka Mopnosus
XMAO - tOrpa
Tynbckas 06nacTb

Pecnybnvka Anaii
Pecnybnvka Xakacus

Mockosckasi obnacte |
TMpumopckuii kpai
OpeHbyprckas 06nacTb

AcTpaxarckas 0nacts | n HEBMOTOpPAKC

Mepmckuii kpait

PecrySmia Bausoprocra | C APEHMPOBaHMeM
Tomckas 061acTb 7 rpynHoﬁ KneTKM

Huxeropopckas obnactb
JleHuHrpaackas 06nactb
KpacHosipckuit kpait
ysauoras pecryor |
KpacHopapckuit kpait
fpocnasckas 06n1acTb
Hosocubupckasi 06nactb
KemepoBckas 061acTb
Omckas obnactb
Mockea
Poccus

o

0,5 1 1,5 2 2,5 3 35 %

Puc. 32. Yactora pa3BUTHsS ITHEBMOTOpAKCca C APEHUPOBAHUEM TPYIHON KJIETKH B OTUYETHOM TOAY CPeau OOJbHBIX MyKOBUCLIHMIO30M B CTpaHe
U peruoHax

YacToTta pa3BUTHS TTOpaXKeHMS TIEYCHU B CTPaHEe U perMoHax IpeacTaBicHa Ha puc. 33. [Tox
"MopaxkeHUeM MeyeHu" UMEI0Ch B BUIY: LIUPPO3 TleueH! (C mMopTaabHOI TuIepTeH3ueit, 6e3
MMOPTAJILHON TMIIEPTEH3WUH, O HAJTMIMU TTOPTaTbHOM TUIIEPTEH3MU HEU3BECTHO) U MOpaXkeHue
rneyeHu 06e3 HUppo3a.

Jlns onipenesieHus ITopaxkeHMST TTIEYCHH CITOIb30BAJINCh KPUTEPUH, IPUMEHsIeMbIe B Peructpe
Benukooputanuu (UK Registry). 9Tu KpUTepuu MO3BOJISIOT OTACIUTD MALUEHTOB C TSXKEJIbIM
MopakeHUeM MeYeHU (C MOPTaTbHOW TUIEepTEeH3Mel) OT CJIydaeB CO CpeaHEeN TSXKeCThIo Mmopa-
XeHus (HMppo3 0e3 MOPTaTbHOW TUIIEPTEH3UM).

ITuppo3 ¢ runeprensuneii — hrnOpo3npoBaHNe IMeUeHN (pyOlIeBaHME), CBI3aHHOE C TCUCHUEM MY-
KOBMCIIMI03a, TUIIMYHbIC OMJIMapHbIe U3MeHEeHUs. TsoKenoe TeueHrue MOXKET BKJIIOYaTh MOp-
TaJbHYIO TUTIEPTEH3UIO U / WJIA TUTIEPCTUICHU3M.

ITuppo3 0e3 rumeprensun — GUOpPO3NpPOBaHKE TeUeHU (PyOlleBaHNEe), CBSI3aHHOE ¢ TCUCHUEM
MYKOBUCITMIO3A.

ITopakeHue neyeHu 0e3 HUPPO3a BKIIIOYACT XXUPOBOE MEPEPOXIACHUE WIM BUPYCHBIN T€IIaTUT,
HO He OMJIMApHBIA LIUPPO3.
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Yensbutckas 06nactb
CaHkT-Tetepbypr
Mypmatickas obnactb
Pecny6nvka Mopaosus
XMAOQ - fOrpa
Pecny6nvka Yomyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
MockoBckas 061acTb
TMpumopckuii kpai
OpeH6yprckast 06nacTb
AcTpaxaHckas 06nactb

Mepmckuit kpait
[opaxeHue neyexn
Pecny6nuka BawkoprocTaH 6e3 uppo3a

Linppoa neyenn

(0 Hann4um nopTanbHoM
TUNEPTEH3IN HEN3BECTHO)

Tomckas 06nacTb
Huxeropozckasi 06nacTs

[ Lvppos neyen
JleHnHrpanckas o6nacth 663 runepTeHsum

B Uvppos nevern

KpacHosipckuii kpai M
C runepTexsuei

Yysauuckas pecny6nmka
KpacHopapckuii kpaii
fpocnasckas 06nacTb
HoBocubupckas o6nactb
Kemeposckas o6nacTb
Omckas 06nacTb
Mocksa

Poccust

0 50 100 %

Puc. 33. YacroTa nopaxeHust neyeHu cpeau 00JIbHbIX MYKOBUCIIMI030M B CTPaHE U perMoOHax
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YacToTa JIESrOYHOro KpOBOTEUSHHUS B OTYETHOM I'O/Iy B CTpaHe M peruoHax mpeiacTaBlIeHa Ha
puc. 34. JlanHoe ociioxkHeHMe 3apuKcUpoBaHO y 2,1 % OGONbHBIX (AaHAJIOTMIHBIN TTOKA3aTeTh
cydetom Cankr-Iletepbypra u YensabuHckoii obiaactu coctasun 2,0 %).

YensibuHckas 06nacTb
CaHkT-Metepbypr
Mypmatckasi 06nacTb
Pecny6nuka Mopaosus
XMAO - fOrpa
Peonysrca e |
Tynbckas o6nactb
Pecnybnvka Antaii
Pecny6nuka Xakacus
MockoBckasi o6nacTs |
Mpumopckuii kpai
OpeHOyprekasi o6nacts |

AcTpaxarickas 06nacts | JleroyHoe

Mepmckuii kpait
Pecny6nuka balkopTocTax 7 KPOBOTequMe
Tomckasi 06nactb
Hwxeropoackasi 06nactb
JleHnHrpaackas obnactb
KpacHosipckuii kpai
ysaucras pecryor: |
KpacHopapckuit kpait 7
flpocnasckas 06nacTb
HoBocvbupckas 06nactb
Kemeposckas o6nacts |

Omckas o6nacts

Mocksa

Poccus

Puc. 34. Yacrora 1erouHoro KPOBOTCUECHUS Y OOJILHBIX MYKOBUCLIMO30M B CTPAHE U PETUOHAX

YacroTa ocTeonoposa (HU3KOM KOCTHOM MacChl) B CTpaHe U PErMOHAaX IIpeACcTaBIecHa
Ha puc. 35. JlaHHoe ocJioxkHeHue 3apuKcupoBaHo y 11,2 % 00abHBIX (aHATOTUYHBIN
nokasareib ¢ yueroM Cankr-IlerepOypra u YenssouHckoii oomactu — 11,3 %).

YensibuHckas 06nacTb
CaHkT-Metepbypr
Mypmatckasi 06nactb
Pecny6nmka Mopaosus
XMAO - fOrpa
Pecnybnuka Yamyptus
Tynbckas o6nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
MockoBckasi 061acTb
Mpumopckuii kpaii
OpeHbyprckas 06nacTb
AcTpaxaHckasi 06nacTb
Mepmciui kpaii Ocreonopo3
Pecny6nuka balkoptocTax
Tomckast 06nactb
Huxeropozckasi 06nacTb
JlennHrpaackas obnactb
KpacHosipckuit kpait
Yysatuckas pecnybnmka
KpacHopapckuit kpait
fpocnasckas 06nacTb
HoBocvbupckasi 06nactb
Kemeposckas 06nactb
Omckas obnacts
Mocksa

Poccus

0 5 10 15 20 25 30 %

Puc. 35. YactoTa pa3BuTUs 0CTEONOpo3a y O0JbHBIX MyKOBUCIIUIO30M B CTpaHE M PErMOHAaX
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YacToTa noyMmno3a BEpXHUX JbIXaTeJbHbBIX ITyTei B CTpaHe U perMoHax IpeIcTaBieHa Ha
puc. 36. JlaHHoe ocjioXHeHUE 3adUKCUpoBaHO Y 15,8 % GOIbHBIX (aHAJIOIMMYHbBINA TOKA3aTelhb
¢ yuetoM Cankr-Iletepbypra u YenssouHckoii obmactu coctasu 15,9 %).

YensibuHckas 06nactb
CankT-Metepbypr
MypmaHckas 06nacTb

Pecny6nvka Mopaosus
XMAO - tOrpa
Pecny6nuka Yamyptus
Tynbckas 0bnactb
Pecny6nuka Antait
Pecnybnvka Xakacus
Mockosckasi 06nacTb
TMpumopckuii kpait
OpeHbyprckas 061acTb
AcTpaxaHckasi 06nacTb
TMepmckuii kpaii

Pecny6nuka bawkopToctat 1

Tomckas 06nactb
Huxeropozckas 06nactb
JleHnHrpazckas 06nacTb
KpacHosipckuit kpait
Yysaluckas pecnybauka
KpacHopapckuit kpait
fApocnasckas 06nactb
Hosocubupckasi 06nactb
Kemeposckas 0bnactb
Omckas obnactb
Mocksa
Poccus

0 20 40

Puc. 36. Yacrora Pa3BUTHS MMOJIUITO3a BEPXHUX AbIXAaTCIbHbIX HyTCFI y OOJIBHBIX MYKOBUCHMOI030M B CTpaHE 1 PErMoHax

Monnno3 BepxHux
AbIXaTeNbHbIX MyTeN

60 %

YacroTa 2JeKTPOJUTHBIX PACCTPOICTB B CTpaHe U PernoHax IpeacTaBieHa Ha puc. 37.
JanHoe ocioxHeHue 3apuKcupoBaHo y 4,0 % 0oJIbHBIX (AHAJOTMYHBINI TTOKA3aTe/Ib C y4ETOM
Cankr-Iletepoypra u YenssouHckoit obaactu coctaBui 3,9 %).

YensibuHckas 06nacTb
CaHkT-Metepbypr
Mypmatckasi 06nacTb
Pecnybnvka Mopzosus
XMAO - fOrpa
Pecny6nvka Yamyptus
Tynbckas obnactb
Pecny6auka Anraii |
Pecny6nuka Xakacus
MockoBckas 061acTs
TMpumopckuii kpai
OpeHbyprckasi 06nacTs
AcTpaxaHckas 06nacTb 7]

Nepmcuikpaii | ANeKTPONUTHbIE
Pecny6nuka Bawkoproctan I paCCTpOﬁCTBa
Tomckast 06nactb
Huxeropozckasi 06nacTs
JlennHrpaackas obnactb
KpacHosipckuii kpaii
Yysatuckas pecnybnmka =
KpacHopapckuit kpait
fpocnasckas 061acTb
HoBocvbupckas 06nactb
Kemeposckas 06nactb
Omckas obnacts
Mocksa
Poccus

0 5 10 15 20 25 %

Puc. 37. YacToTa 211€KTPOIUTHBIX PACCTPOICTB y OONBHBIX MYKOBUCIIUIO30M B CTPaHE M PETMOHAX
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DIIeKTPOJIMTHBIE PACCTPOICTBA B BUIE CHMHApOMa ITiceBno-baprrepa — yacToe ocioXHEHUE
y JeTell 10 roja, KOTia MOTYT OTCYTCTBOBATh IPYrve KIMHUYECKUE TIPOSIBJICHUSI. DTO COCTOSI-
HME JIETKO TMOAJAETCS KOPPEKLIMU, HO 0e3 CBOEBPEMEHHON MMATHOCTUMKM MOXKET IPUBECTHU
K JICTaJIbHOMY MCXOJy Y JeTeil 3TOi BO3pacTHOM rpynibl. Heo6XoauMo MCKIIoYaTh CUHIPOM
rceBno-bapTrepa y Bcex BHOBb JMAarHOCTUPOBAHHBIX OOJBHBIX MYKOBUCIIMI030M MJIaleHYEC-
KOT0 BO3pacTa, 0COOCHHO Ha (poHe MHTCPKYPPECHTHBIX 3a00jieBaHM. BaxkHO cBOeBpeMEHHO
BO3MEIATh ITOTEPIO JIEKTPOJIUTOB Y IMALIMEHTOB C XKeJIYI0YHO-KUILIEYHBIMU PACCTPOICTBAMMU,
0Cco0eHHO B Terioe Bpems roaa [10].

YacToTta pa3BUTHS OCJIOKHEHUI B 3aBUCUMOCTH OT "TSIKECTU' TEHOTUIIA OTpakeHa B Tab. 38.

OcnoxHeHue | "Tsxenble" reHoTUnbI | "Msirkue” reHoTMnbI
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JleyeHue

OCcoOCHHOCTH MEANKAMEHTO3HOM M HEMEINKAMEHTO3HOM Tepaltiii MyKOBUCIINIO3a
B 3aBHCHMOCTH OT BO3pacTa OOJIbHBIX IIPEACTaBICHBI B Ta0I. 39.

Tabauya 39
Oo6sem MeduKameHmo3Holl u HeMeOUKAMEHMO3HOU mepanuu MyKosucuyuoo3a 6 3agucumMocmu om 603pacma 50Jllf1ilblx
Tepanus B o0Lem no rpynne Oetn B3apocnbie
TMnepToHUYecKuii pacTBOp HaTpus xnopuaa, % 25,2 28,9 14,9
AHTUOMOTUKY
VHransiuyoHHbie, % 37,6 35,3 44,2
BHYTPUBEHHbIE, % 62,2 58,7 73,1
nepopaneHsie, % 74,7 69,6 91,5
BpoHxoaunaratopsl, % 65,2 59,7 82,9
[NIOKOKOPTUKOCTEPOUADI
VHransiuyoHHbie, % 20,4 11,9 48,7
cucTemHble, % 7,6 71 8,3
[LopHa3a anbda, % 94,2 95,6 91,1
AsutpomuumH, % 32,0 28,4 44,6
YpcopesokcuxoneBas kucnora, % 92,9 94,4 88,5
MaHkpeaTuyeckue pepmenTbl, % 94,1 97,4 84,2
XupopacTeopuMble BUTaMUHbI, % 90,6 93,2 84,2
Kunesutepanus, % 81,9 87,7 67,0
Kucnopogotepanus, % 6,5 4,7 12,7

O0beM MPUMEHEHHUsI TUIIEPTOHMYECKOI0 pacTBOPa HATPUsI XJIOpUIA B CTPAaHE U PErMOHAX
npeacTaBiaeH Ha puc. 38. JlaHHBII BUI Tepariiy MIPUMEHSUICS B OTYETHOM roay y 25,2 %
OOJIbHBIX (AaHAJIOTMYHBIN TToKa3aTesb ¢ yueToM CaHkT-IletepOypra u YensiouHckoit odbiactu
cocraBuia 25,1 %).

YensibuHckas 06nactb
CaikT-Metepbypr
Mypmatckas 06nacTb
Pecny6nuka Mopposus
XMAO - fOrpa
Pecny6nuka Yamyptis
Tynbckas 0bnactb
Pecnybnvka Anait
Pecnybnvka Xakacus
MockoBckast 06n1acTb
TMpumopckuii kpai
OpeHbyprekasi 06nacTb

AcTpaxaHckasi 0611acTb erl'lepTOH M4ecKui
-, ”:pMCK”V‘ kpait pacTeop HaTpua
ecny6nutka BalkopTocTaH
xnopuaa

Tomckasi 06nacTb
Huxeropopckas obnactb
JleHnHrpazckas 06nacTb

KpacHosipckuii kpait
Yysallckas pecny6auka
KpacHopapckuit kpait
fpocnasckas 06nacTb
Hosocubupckasi 06nacts
Kemeposckas 06nactb
Omckas o6nactb
Mocksa

Poccus

0 20 40 60 80 100 %

Puc. 38. [IpumeHeHUe MHTATSILMI TUIIEPTOHUYECKOTO PACTBOPA HATPUSI XJI0pKUaa OOIbHBIMU MyKOBUCLIMA030M B CTPaHe U PErnoHax
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O0BbeM NMTPUMEHEHUS MHTAISILIMOHHBIX aHTUOMOTUKOB B CTPaHE U PETHUOHAX OTpakeH
Ha puc. 39. JlaHHBII BUI TepalmMKi B OTYETHOM TOAY MpuMeHsIcst Y 37,6 % GOMbHBIX
(aHaJIOTUYHBIN MTOKa3aTedb ¢ yueToM 00bHbIX CaHKT-TleTepOypra u YensiouHcKoit
obJact coctaBui 37,7 %).

YensibuHckas 06nacTb
CakT-Metepbypr
Mypmatckasi 06nacTb
Pecny6nuka Mopaosus
XMAO - fOrpa
Pecnybnvka Yomyptus
Tynbckas o6nacTb
Pecnybnvka Antaii
Pecnybnvka Xakacus
MockoBckas 06nactb
TMpumopckuii kpai
OpeHbyprckasi 06nacTb

AcTpaxatickas 06nactb MHraJ’ISII.IMOHHbIe

Mepmckuit kpait
Pecny6uka bawkopTocTa aHT"6"0TMKM
Tomckas 06nactb
Huxeropozckasi 06nacTs
JleHnHrpaackas obnactb
KpacHosipckuii kpait
YyBaluckas pecnybamka
KpacHopapckuit kpait
fpocnasckas 06nactb
HoBocubupckas 06nactb
Kemeposckas 06nactb
Omckas obnacts

Mocksa

Poccus

0 20 40 60 80 100 %

Puc. 39. IIpuMeHeHrEe MHTAISILIMOHHBIX aHTUOMOTUKOB O0JIbHBIMU MyKOBUCLIMI030M B CTPaHE U peruoHax

O0beM MPUMEHEHUsI BHYTPUBEHHBIX aHTUOMOTUKOB B CTpaHe U perMoHax IpeacTaBlieH
Ha puc. 40. JJaHHBII BUI Tepaliiy B OTYETHOM Tony MpuMeHsicsa y 62,2 % G0JbHBIX
(aHanmornuHbIl mokaszaTesb ¢ yueTroM CaHkT-IletepOypra u YenssoOuHckoi odaactu
coctaBui 62,5 %).

YensibuHckas 06nacTb
CankT-Metepbypr
MypmaHckas o6nacTb
Pecny6nmka Mopaosus
XMAO - fOrpa
Pecnybnvka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckasi 061acTb
TMpumopckuii kpaii
OpeHbyprekasi 06nacTs
AcTpaxaHckasi 06nacTh BHyTleBeHH blé
Mephaoiat pai aHTONOTHKM
Pecny6uka bawwkopTocTaH
Tomckasi 06nacTb
Huxeropozckasi 06nacTs
JleHnHrpaackas obnactb
KpacHosipckuit kpait
Yysatuckas pecnybnmka
KpacHopapckuii kpait
flpocnasckas 06nacTb
HoBocubupckasi 06nactb
Kemepogckas 06nacTb
Omckas obnacts
Mocksa
Poccus

o

50 100 %

Puc. 40. TTpuMeHeHrEe BHYTPUBEHHbBIX aHTUOMOTUKOB OOJbHBIMU MYKOBHUCILIMIO30M B CTPaHE M PErMOHAaX
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JleueHue

O0beM pUMEHEHUS TIepOopabHBIX aHTUOMOTUKOB B CTpaHe M peruoHax MpeacTaBieH
Ha puc. 41. JlaHHBII BUJ Tepaniii B OTYETHOM Tomy TpuMeHsics y 74,7 % GOJIbHBIX
(aHanornyHbIii mokazatesb ¢ yuetroM CaHkT-IlerepOypra u YenssouHckoi obaactu
cocraBui 75,4 %).

YensibuHckas 06nactb
CankT-Metepbypr
Mypmatckas o6nacTb
Pecny6nvka Mopaosus
XMAO - tOrpa
Pecny6nuka Yamyptus
Tynbckas 0bnactb
Pecny6nuka Antait
Pecnybnvka Xakacus
Mockosckasi 06nacTb
TMpumopckuii kpai
OpeHbyprckasi 06nactb
AcTpaxaHckasi 06nacTb
TMepmckuii kpaii
Pecny6nuka bawwkopToctat
Tomckas 06nacTb
Huxeropozckas 06nactb
JleHnHrpazckas 06nacTb
KpacHosipckuit kpait
YysaLuckas pecnybauka
KpacHopapckuit kpait
fApocnasckas 06nactb
Hosocubupckasi 06nactb
Kemeposckasi 06nacTb
Omckas o6nactb
Mocksa

Poccus

MepopanbHbie
aHTUOMOTUKM

0 20 40 60 80 100 %

Puc. 41. TlpumeHeHre nepopaibHbIX AHTUOMOTUKOB OOJIbHBIMU MYKOBUCIIMI030M B CTPaHE U pernoHax

O0beM TpUMEeHEHUs] OPOHXOIMIIATATOPOB B CTpaHE M permoHax OTpaXkeH Ha puc. 42.
JlaHHBII BU TepallMy B OTYCTHOM IOy IpUMEHsICS y 65,2 % 001bHbIX (aHAJIOTMYHbIIA
nokasareb ¢ yueroM Cankr-IlerepOypra u YenssOnHcKoi obacti coctaBui 65,9 %).

YensibuHckas 06nacTb
CankT-Metepbypr
MypmaHckas o6nacTb
Pecny6nvka Mopaosus
XMAO - fOrpa
Pecnybnuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckasi 06nacTb
TMpumopckuii kpaii
OpeHbyprckasi 06nacTb
AcTpaxaHckasi 06nacTb
Mepmckuii kpait
Pecny6nuka bawkopTocTaH
Tomckasi 06nacTb
Huxeropozckasi 06nacTb
JleHnHrpaackas obnactb
KpacHosipckuit kpait
Yygaluckas pecny6auka
KpacHopapckuit kpait
fpocnasckas 06nactb
HoBocubupckasi 06nactb
Kemeposckas 06nactb
Omckas obnactb
Mocksa

Poccus

0 20 40 60 80 100 %

Puc. 42. TIpumeHeHre OPOHXOIMIATATOPOB OOJILHBIMU MYKOBUCIIMI030M B CTPaHE U PErMOHax

Bpoxxoaunatatopbl
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O0beM NMPUMEHEHUSI MHTAISILIMOHHBIX TTTIOKOKOPTUKOCTEPOUIOB B CTPaHE U PErMoHax
MpeacTaBicH Ha puc. 43. JIaHHBII BUI Tepallii B OTYETHOM roxy nmpuMeHsicsa y 20,4 %
OOJIbHBIX (AHAJIOTMYHBIN TTOKa3aTesb ¢ yuetoM CaHkT-IletepOypra u YenssOuHcKon
obmactu cocrasui 21,7 %).

YensibuHckas 06nactb
CaHkT-Metepbypr
Mypmatckasi 06n1acTb
Pecny6nnka Mopaosus
XMAO - fOrpa
Pecnybnvka Yomyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
MockoBckas 0bnactb
TMpumopckuii kpai
OpeHbyprckasi 06nacTb

AcTpaxackas 06nacTb n HrangauuoHHbIe
Mepmckuii kpaii c-repov'p‘u

Pecny6nuka bawkopTocTa
Tomckas 06nactb
Huxeropozckas 06nacTs
JleHnHrpaackas obnactb
KpacHosipckuii kpait
YyBavuckas pecny6auka
KpacHopapckuit kpait
fpocnasckas 06nactb
HoBocu6upckas 06nacTb
Kemeposckas 06nactb
Omckas o6nacte

Mocksa

Poccus

0 20 40 60 80 100 %

Puc. 43. TIpuMeHeHre MHTAISILIMOHHBIX IIIOKOKOPTUKOCTEPOUIOB OOJIbHBIMU MYKOBUCIIMI030M B CTPAHE U PErMOHax

O0beM NMPUMEHEHHUS CUCTEMHBIX TNTIIOKOKOPTUKOCTEPOUIOB B CTPAHE U PETUOHAX
npeacTaBieH Ha puc. 44. JlaHHBI BUI Tepallii B OTYETHOM Troay npumMeHsicsa y 7,6 %
0OJIbHBIX (AaHAJTOTMYHBIN MToKa3aTesb ¢ ydeToM CaHkT-IlerepOypra u YensiouHckoi
obsactu cocraBui 7,4 %).

YensibuHckas 06nactb
CankT-Metepbypr
Mypmatckasi 06nacTb
Pecny6nvka Mopzosust
XMAO - tOrpa
Pecnybnvka Yomyptis
Tynbckas 06nacTb
Pecny6nuka Antait
Pecny6nvka Xakacvs
Mockosckasi 061acTe
TMpumopckuii kpa
OpeHbyprckas 06nacTb
AcTpaxaHckas 06nacTb
Meamcrr pai CuctemHble
Pecny6nuka BaLIKOPTOCTaH cTeponabl
Tomckas 06nactb
Huxeropozackast 0bnactb
JleHnHrpaackas obnactb
KpacHosipckuii kpait
Yygalckas pecny6uka
KpacHopapckuit kpait
fipocnasckas 06nactb
HoBocubrpckas 06nacTb
Kemeposckas 06nactb
Omckas o6nactb
Mocksa
Poccus

0 10 20 30 40 50 %

Puc. 44. TIpuMeHeHrEe CUCTEMHBIX IJTIOKOKOPTUKOCTEPOUIOB Yy OOTBHBIX MyKOBUCIIMAO30M B CTPAHE U PeruoHax
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JleueHue

O0beM pUMEHEHUs TopHa3kl alb(da B CTpaHe U perMoHax MpeAcTaBlieH Ha puc. 45. JlaHHbIiT
BU/I TepaITM B OTYETHOM TOY MpUMEHSIICS y 94,2 % G0NbHBIX (aHAJIOTUYHBIN TTOKA3aTeIb

¢ yuetoMm Cankr-IlerepOypra u Yenssounckoit odaactu cocraBui 94,4 %).

YensibuHckas 06nactb
CankT-Metepbypr
Mypmatckas o6nactb
Pecny6nvka Mopaosus
XMAO - fOrpa
Pecny6nvka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
Mockosckasi 061acTs
TMpumopckuii kpaii
OpeHbyprckast 06nacTb
AcTpaxaHckasi 06nacTb
IMepmckuii kpaii
Pecny6nuka bawwkoprocTat
Tomckas 06nacTb
Huxeropozckas 06nactb
JleHnHrpazckas o6nacTb
KpacHospckuit kpait
Yygaluckas pecrnybamka
KpacHopapckuit kpait
fpocnasckas 06nacTb
HoBocvbupckasi 06nactb
Kemeposckasi 06nacTb
Omckas o6nactb
Mocksa

Poceus

0 20

40 60 80 100 %

Puc. 45. TIpumeHeHue 1opHa3bl aibha 60JIbHBIMU MyKOBUCLIMI030M B CTPAHE U peruoHax

DlopHasa anbda

O0beM TpUMEHEHUS a3UTPOMULIMHA B CYOMHTHOMPYIOIINX J103aX B CTpaHe W permoHax
npeacTaBieH Ha puc. 46. JlaHHBII BUI Tepaliii B OTYETHOM roxy npumeHsicsa y 32,0 %

0OJIbHBIX (AaHAJTIOTMYHBIN MToKa3aTesb ¢ ydeToM CaHkT-IlerepOypra u YensionuHckoi
obsactu cocraBui 32,9 %).

YensibuHckas 06nacTb
CaikT-Metepbypr
Mypmatckas o6nacTb
Pecny6nvka Mopzosus
XMAO - tOrpa
Pecny6nvka Yamyptus
Tynbckas 0bnactb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckasi 06nacTb
TMpumopckuii kpa
OpeHbyprckasi 06nacTb
AcTpaxaHckasi 06nacTb
Mepmckuii kpait
Pecny6nuka bawwkopTocTat
Tomckasi 06nacTb
Huxeropozckasi 06nacTb
JleHnHrpazackas 0bnacTo
KpacHosipckuit kpait
Yysatuckas pecnybnvka
KpacHopapckuit kpait
fpocnasckas 06nacTb
HoBocubupckasi 06nactb
Kemeposckas 06nactb
Omckas o6nactb
Mocksa

Poccus

0 20 40 60 80 100 %

Puc. 46. [IpuMeHeHMe a3UTPOMHULIMHA B CyOMHIMOMPYIOLIMX 103aX OOJIbHBIMU MYKOBUCIIMI030M B CTPaHe U PErnoHax

A3UTPOMULMH
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O0beM MPUMEHEHHUsI YPCOIE30KCUX0JICBOI KUCIOThI B CTpAaHe U PETMOHAX IPeICTaBICH
Ha puc. 47. JIJaHHBII BUI Tepallii B OTYCTHOM TOIy MMPUMEHSIICA Y 92,9 % OOTBHBIX
(aHanornyHbIi mokazatesb ¢ yuetroM CaHkT-IlerepOypra u YenssouHckoi odaactu
coctaBui 92,8 %).

YensibuHckas 06nacTb
CankT-Metepbypr
Mypmatckasi 06nacTb
Pecny6nuka Mopaosus
XMAO - fOrpa
Pecny6nvka Yomyptus
Tynbckas o6nacTb
Pecnybnvka Antaii
Pecny6nuka Xakacus
MockoBckas 06nactb
Mpumopckuii kpai
OpeHbyprekasi 06nacTb
AcTpaxaHckas 06nacTb
Mepmckuii kpait
Pecny6uka bawkopTocTa
Tomckas o6nactb
Huxeropozckasi 06nacTs
JleHnHrpaackas obnacts
KpacHosipckuii kpai
YyBavuckas pecnybnvka
KpacHopapckuit kpait
fIpocnasckas 06nactb
HoBocvbupckas 06nactb
Kemeposckas 06nactb
Omckas o6nacts
Mocksa

Poccus

Ypcoaesokcuxonesas
Kucnora

0 20 40 60 80 100 %

Puc. 47. TIpuMeHeHne ypco1e30KCUXO0JIEBOM KMCIOTbI Y 0OJbHBIX MyKOBUCIIMI030M B CTPaHE U PerMoHax

O0beM HazHaYeHUS TAHKPeaTuuecKuX (hepMEHTOB B CTPAHE U PETUOHAX TPENCTaBICH
Ha puc. 48. JlaHHBII BUI Tepallii B OTYETHOM roay npumeHsiics y 94,1 % 60abHBIX
(aHanmornyHbI Mokasatesb ¢ yaetoM CaHkT-IletepOypra u YensiouHckoi

obsactu cocrtaBui 93,8 %).

YensibuHckas 06nacTb
Cakr-Metepbypr
MypmaHckas o6nactb
Pecny6nmka Mopaosus
XMAO - fOrpa
Pecnybnuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckasi 06nacTs
TMpumopckuii kpaii
OpeHbyprckasi 061acTs
AcTpaxaHckas 06nacTb
Mepmckuii kpait
Pecny6nuka balkoptocTax
Tomckast 06nactb
Huxeropozckasi 06nacTb
JleHnHrpaackas obnactb
KpacHosipckuit kpait
Yysatuckas pecnybnmka
KpacHopapckuii kpait
fApocnasckas 06nacTb
HoBocvbupckas 06nactb
Kemeposckas 06nactb
Omckas obnacts
Mocksa

Poccus

NaHkpeaTuyeckme
depmeHThI

0 20 40 60 80 100 %

Puc. 48. TIpumeHeHne naHKpeaTnyeckux epMeHTOB O0JbHBIMIA MYKOBUCIIMI030M B CTPaHE U PErMOHAX
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JleueHue

O0beM MPUMEHEHHUSI XKUPOPACTBOPUMBIX BATAMUHOB B CTPaHE M pErMOHAX MpeACTaBlieH Ha
puc. 49. JlaHHBII BUI Tepallui B OTYETHOM Tojy puMeHstics y 90,6 % OoNbHBIX (aHAIOTHY-
HbIIA MoKa3areb ¢ yueroM Cankr-IletepOypra u YenssouHckoii oonactu cocraBui 90,8 %).

YensibuHckas 06nactb
CankT-Metepbypr
Mypmatckas o6nactb
Pecny6nuka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckas 06nacTb
Pecny6nuka Antait
Pecnybnvka Xakacus
Mockosckasi 061acTs
TMpumopckuii kpaii
OpeHbyprekasi 06nacTb
AcTpaxaHckasi 06nacTb
TMepmckuii kpaii
Pecny6nuka bawwkoprocTat
Tomckas 06nacTb
Huxeropozckas 06nactb
JleHnHrpazckas o6nacTb
KpacHospckuit kpait
YygaLuckas pecnybamka
KpacHopapckuit kpait
fApocnasckas 061acTb
Hosocvbupckasi 06nactb
Kemeposckasi 06nacTb
Omckas o6nactb
Mocksa

Poccus

XupopacTteopumbie
BUTaMMHbI

0 20 40 60 80 100 %

Puc. 49. TIpuMeHeHre XUPOpacTBOPUMbIX BUTAMUHOB B Tepariu 00JbHbIX MyKOBUCLIMI030M B CTPaHE U peruoHax

O0beM TpUMeHEHUs KWHE3UTepariy B CTpaHe U perTMoHax npeacTaBiieH Ha puc. 50. JlaHHbII
BUJ] TEPAIUK B OTYETHOM TOJy MpuMeHsics Y 81,9 % GoMbHBIX (AaHAJTOTUYHBIN MOKa3aTe b
¢ yuetoM Cankr-Iletepbypra u YenssonHckoii obnactu coctasun 82,2 %).

YensibuHckas 06nacTb
CaikT-Metepbypr
MypmaHckas o6nactb
Pecny6nnka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckas 0bnactb
Pecny6nuka Antait
Pecny6nuka Xakacus
Mockosckasi 06nacTb
TMpumopckuii kpai
OpeHbyprckasi 06nacTs
AcTpaxaHckasi 06nacTb
Mepmckuii kpait
Pecny6mka bawkopTocTat
Tomckasi 06nactb
Huxeropozckas 06nacTb
JleHnHrpazackas 0bnacTe
KpacHosipckuit kpait
Yysatuckas pecnybnmka
KpacHopapckuit kpait
fpocnasckas 06nacTb
HoBocubupckasi 06nactb
Kemeposckas 06nactb
Omckas o6nactb
Mocksa

Poccus

Kunesutepanus

0 20 40 60 80 100 %

Puc. 50. ITpumeHeHne KMHE3UTepanuu 00JbHbIMM MyKOBUCLIMI030M B CTPaHE U permoHax

http://journal.pulmonology.ru 49



Peructp 60sbHBIX MyKOBUCLIMI030M B Poccuiickoit ®Deneparmu. 2012 rox

O0beM UCMONMb30BaHUS KUCIOPOAOTEPAIIMU B CTpaHe M perMoHax MpeacTaBieH Ha puc. S1.
JlaHHBIA BUI TEPAIMK B OTYETHOM TOAY IPUMEHSICS Y 6,5 % OONBbHBIX (aHAJTOTUYHBIA
rnokasareib ¢ yueroM Cankr-IletepOypra u YenssOnHCcKoi obnactu coctaBui 6,8 %).

YensibuHckas 06nacTb
CankT-Metepbypr
Mypmatckas o6nacTb
Pecny6nvka Mopaosus
XMAO - fOrpa
Pecny6nuka Yamyptus
Tynbckasi 06nacTb
Pecny6nuka Antaii
Pecny6nuka Xakacus
Mockosckas 06nacTe
TMpumopckuii kpai
OpeHbyprckas o6nacTb
ActpaxaHckas 06nactb
MNepmckuii kpaii
Pecnybnvka bawkoptoctaH
Tomckas 0bnacte
Huxeropozckasi 06nacTb
JleHnHrpagckas 06nacTb
KpacHosipckuii kpai
YysaLuckasi pecnybnvka
KpacHopapckwit kpait
fpocnagckasi 06nacTb
Hosocubupckasi o6nacts
Kemeposckas obnactb
Omckast o6nactb
Mocksa

Poccust

0 10 20 30 40 50

Puc. 51. IlpumeHeHue KucaoponoTepanuu y 60J1bHbIX MyKOBUCLIMA030M B CTPAHE U PErMOHAX

TpaHcnnantaums

60

%

Kucnopopotepanus

B 2012 r. 1ByM 60JIbHBIM MYKOBHUCLIMI030M Oblj1a MPOBEAEHA IBYCTOPOHHSISI TPAHCILIAHTALIUS

JICTKUX, OTHOMY — TpaHCIUIaHTalIUs IICYCHU.

CmepTHOCTDb

B teuenue 2012 r. ymepau 20 6oabHBIX. [TprunHoil cMepTH 15 U3 HUX SIBJSIOCH OPOHXOJIErou-
HOe TopakeHWe, IO OIHOMY IMallMeHTy YMEpPJU BCJIEICTBHE BOMTHO-3JICKTPOJMTHBIX pac-
CTPOMCTB, CEpAEUYHO-COCYUCTON HETOCTATOYHOCTH, TIOPAKEHUST TIEYEHU ¥ HECYACTHOTO CITy-
yasi, IPUYMHA CMEPTU OIHOro 0OJbHOro Hem3BecTHa. CpedHUil BO3PACT CMEPTH COCTaBUJI
17,3 + 8,8 roma, meauaHa Bo3pacta cmeptd — 20,0 (15,3) neT (MMHUMAaNbHBIA BO3pacT —

0,8 jeT, MakCMMaIbHBINA — 31,6 JeT).
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Mpunoxenune

MepeyeHb AaHHbIX Poccuitickoro peructpa 60NbHbIX MyKOBUCLMA030M

Dlemorpaduyeckue paHHble

Topox, B KOTOpOM pacItoIoXeH IIEHTP
®HUO nmanmeHTa
Pervon npoxuBaHust
Ton HabGmOACHMS
Ton poxaeHust
Mecsiu poxaeHus
Yucno poxaeHust
Ilon
Bo3spact (Ha 31 nekabpsi oT4eTHOIO roja)
CraTyc nmanmeHra:
* XuB Ha 31 1eKabpsT OTYETHOTO TOJA;
* MOru0 B OTYETHOM IOy
Ecnu ymep, To 3amoTHSIETCS 1aTa CMEPTH:
* TOI;
* MECHII,
* YHCJIO
ITpuyuna cmepTH:
* OpOHXOJIErouHas;
* TICYCHB;
* TpaBMa;
* CyMLHZ;
* TpaHCIUIAHTALINS,
* JpyTasi, CBsI3aHHAsI ¢ MyKOBHUCIIMIO30M, CJICAyeT yKa3aTh KaKasi
(HampuMep, CUHAPOM TiceBAo-bapTTepa, aMuIonI03, OHKOJIOTHS U Jp.);
* JpyTas, He CBsI3aHHas ¢ MyKOBHUCIIMI030M

Duarvo3

JInarHo3 MmoATBepKIASH:

* Jha;

* HET;

* OyIeT MOATBEPXKICH
Bospact Ha MOMEHT yCTaHOBJIEHMST IUArHO3a B Tojax
JlaTa yctaHoBieHus nuarHosa B ¢opmarte: A MM.ITTT

[eHeTuKa
HpOBO[LI/IJ‘[OCI) JIN TCHETUYCCKOEC UCCIICA0BAaHUC:
* Ja;
* HET

IlepBas myTanus

HepBaﬂ MyTaluda 2 (CCI[I/I Ha OJTHOM XpOMOCOME IBEC MyTallK, TO 3ACCH IMUIICTCA HA3BAHUEC

BTOpOIt MyTaniuu. Ecin ee Ha3BaHMS HET B MEXKIYHAPOIHOM 0a3e MaHHBIX

http.//www.genet.sickkids.on.ca, To B IepBOM CTOJIOLIC MUILIETCS: APYrasi, a BO BTOPOM —

Ha3BaHUE MYTalluK)
Bropast mytanus
Bropast mytarus 2 (110 aHaJIOTWH C TIEPBOM MyTallnein)
HeoHaTtaabHBIN CKPUHUHT:

* TIOJIOXKUTEJIbHBIN;

* OTPULATEJIbHBIN;

* pe3yJBTaT HeU3BECTEH;

* He Iejanu
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HapyiieHue TpaHCAMUTENMATLHOIO HIOHHOIO TpaHCHOpTa (Pa3HOCTh Ha3aJIbHbIX
MOTEHIMATIOB, OUOTNICUYU TOJCTON KUILIKHU):
* MOJIOXUTEbHAs;
* OTpMLATeJIbHA;
* He Jeaaiu
IToToBHIi1 TECT:
* TUTPOBaHUE;
* IMPOBOAVMOCTD;
* He Jeaaiu
DNEKTPOJIUTHI
* XJIOPUJIBI;
° Apyrue;
* He Jeaaiu
YpoBeHb XJIOPUI0B
IToToBBII TECT TOBTOPHBIIA:
* TUTPOBAHUE;
* IMPOBOAVMOCTD;
* He Ienanu
DNEKTPOJUTHI TOBTOPHBIE:
* XJIOPUJIbI;
° Apyrue;
* He JIenanu
YpoBeHb XJIOpUI0B IMTOBTOPHBII
MekoHManbHbIN UIIEYC:
* Jla, OTIEpUPOBAH;
* Ja, HE ONEepUPOBAH;
* Jla, He U3BECTHO, ObLIa JIU oIepalus;
* HET

Tepanus

Wnranguum runeproHnyeckoro pactsopa NaCl B 0OT4YeTHOM ToAYy:
* 71a (ecim cyMMapHOE YKCIIO JHEW MHTAISIIINI — bosee 6 Mec.);
* HET;
* HE 3HAI0
[ToBTOpPHBIE KypChl MHTATSIIMOHHBIX AHTUOMOTUKOB B OTYETHOM TOJIY:
* 1a (ecqim cyMMapHOE YKCIIO JHEW MHTAISIINI — bosee 6 Mec.);
* HET;
* HE 3HAI0
BHyTpuBeHHbBIC aHTUOMOTUKY B OTYETHOM TOJIY:
* 51a (Jaxe ecJid MPOBeIeH OMH KypC BHYTPUBEHHOI Teparvn);
* HET;
* HE 3HAI0
TabneTupoBaHHbBIE aHTUOMOTUKY B OTYETHOM TOJIY:
* J1a (maxe eciu IMpoBeAeH ONMH KypC aHTUOMOTUKOB BHYTPb);
* HET;
* HE 3HAI0
JnutenbHble (MTOBTOPHbBIC) KYPChl MHTAISIIIMOHHBIX OPOHXOIMUIATaTOPOB B OTYCTHOM TOMIY:
* 71a (ecm cyMMapHOE YKCIIO JHEW MHTAISIIINI — bosee 6 Mec.);
* HET;
* HE 3HaI0
IToBTOpHBIE KYypChl (ITUTEIbHOE TPUMEHEHNE) MHTAISILIMOHHBIX CTEPOUIOB:
* 1a (ecqy cyMMapHOE YKCIIO JHEW MHTAISIIINI — bosee 6 Mec.);
* HET;
* HE 3HAI0
IToBTOpHBIE KYpChl (IUTEbHOE IPUMEHEHNE) CUCTEMHBIX CTEPOUIOB:
* j1a (eciM cyMMapHOe YMCIIo JHel Tepanun — 6osiee 6 Mec. WM TIPOBEICHO
He MeHee 6 KypcoB B IO/l TApeHTEePabHO);
* HET;
* HE 3Halo
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Kucnoponorepamnusi B OTYETHOM TOY:
* 51a (eciM cyMMapHOe YMCIIo JHE KUCIopoaoTepanuu B roa — dosee 6 Mec.,
U3 pacyeTa He MeHee 12 4 KUCIopOomoTepanuu B CyTKHN)
* HET;
* HE 3Halo
JopHaza anbda B OTYETHOM TOJy:
e ga (eciu CyMMapHOe YMCJIO JHeW MHTalIsuii — 6osee 3 mec.)
* HET;
* HE 3Halo
[MocrostHHOE MpUMEHEHWE a3UTPOMUIIMHA (MJTU IPYTOro MaKpoJinaa) B OTYETHOM TOMY:
* qa (ecy CyMMapHOe YMCIIo AHel mpuema — 0oJjiee 6 mMec.);
* HET;
* HE 3Halo
Ypcoae3zokcuxoiieBast KUCJIOTa B OTYETHOM TOIY:
* J1a (eciy cyMMapHOe YuCIIo AHel mpuema — 0oJjiee 6 mMec.);
* HET;
* HE 3Halo
[Mankpeatnyeckue hepMEHTHI B OTYETHOM TOLY:
* q1a (ecy cyMMapHOe Y1CIo AHel mpuema — 0oJjiee 6 mMec.);
* HET;
* HE 3Halo
KupopacTBopuMBIe BUTAMUHEI
* q1a (eciy cyMMapHOe YMCIo AHel mpuema — 0oJjiee 6 mMec.);
* HET;
* HE 3Halo
Kunesutepanus
+ 5a (ecau cyMMapHOe YKCJI0 JHEe MpoBeaeHusT — 6oee 6 Mec.);
* HET;
* HE 3Halo

00cnepoBaHne

Macca Teja, MeBIIasics B IeHb aydinero nokaszatenas ODB,, ecau ve nemanmu OB/,

TO MOCJIeHEe 3HAYCHE MACChI TeJIa B OTYETHOM TOLIY.

Poct, nMeBImiicss B eHb Jy4diiero nmokasareiis O®B,, eciu He gemanmu OB/,

TO TIOCJICIHEE 3HAUCHNE POCTa B OTYCTHOM TOLY.

Mecsn syqmero nokasareiass O®B, B oTuetHOM romy, ecau He aemanu @BJI, To nata
M3MEPEHUsI pOCTa U MacChl TeJIa.

Yuco ayqmero nokasareiss O®B; B otueTHOM rony, ecau He aenann @BJI, To mata nsmepe-
HUS pOCTa ¥ MaccChI TeJa.

Jlyymmii moka3zarens OPB,; B oTyeTHOM romy (B IUTpax)

Jlyummii nokasaresib @2KEJI B oTueTHOM TOIy (B JIMTpax)

MwukpoOuonorus

Kputepun xpoHndeckoit mH(eKIIMU oTpaxkeHsl B pasaeiie "Mukpoouonorus'.
XpoHuueckoe nHbuLMpoBanue P. aeruginosa:
* n1a (OoJiee MOJOBUHBI BHICEBOB 32 OTYETHBII IO, TIPU YCJIOBUY MTPOBEICHUS
He MeHee 4 TTOCeBOB);
* HET;
* He 3Hal0
HNurtepmuttupyioias ungexkius P. aeruginosa:
* 51a (GoJiee MOJOBUHBI BHICEBOB 32 OTYETHBI IO, TPU YCJIOBUY MTPOBENCHMUS
He MeHee 4 TT0CEeBOB);
* HET;
* HE 3HAI0
XpoHuueckast ”HQEeKUMS S. aureus:
* n1a (6oJjiee MOJOBUHBI BEICEBOB 3a OTYCTHBIM IO/, TIPU YCJIOBUHU TTPOBEICHUS
He MeHee 4 TOCeBOB);
* HET;
* HE 3Halo
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XpoHuueckas uHdbexius B. cepacia complex:
* n1a (6oJjiee MOJOBUHBI BEICEBOB 3a OTYCTHBIM IO/, TIPY YCJIOBUHU TTPOBEICHUS
He MeHee 4 OCeBOB);
* HET;
* HE 3Halo
Hetyb6epkyne3Hble MUKOOAKTEPUU:
* n1a (0oJiee TIOJIOBUHBI BEICEBOB 3@ OTYETHBIN IO/, TIPU YCJIOBUU TTPOBEICHUS
He McHee 4 TIOCEBOB);
* HET;
* He 3Halo
S. maltophilia B OTYeTHOM TOIY
* n1a (0oJiee MOJOBUHBI BHICEBOB 32 OTYETHBIN TOMI, TIPU YCJIOBUM MTPOBENEHUS HE MeHee 4
IMOCEBOB);
* HET;
* He 3Hal0
HedepmenTtupyiolas HericeBIOMOHaIHAsI TpaMOTpuIiaTesbHas ¢opa
* 51a (0GoJiee MOJOBUHBI BHICEBOB 32 OTYETHBIN TOfl, IPU YCJIOBUU MPOBENEHUS HE MeHee 4
IOCEBOB), 00513aTEILHO yKa3aHWe JAaTUMHCKOTO Ha3BaHUSI MUKPOOPTaHM3Ma;
* HET;
* HE 3HAI0

OcnoxHeHus (B 0OTYETHOM roay)

AJUTeprudecKuii OpOHXOJICTOYHBIN aciepruiuie3 (KpUTEPUU OTPaXKeHBI B pa3eiie
"OcnoxHeHus")
* B HACTOSIIINIA MOMEHT;
* HET;
* HE 3HAI0
JInaber ¢ exxeAHEeBHBIM MPUMEHEHNEM UHCYIMHA
° Ja;
* HET;
* HE 3HAI0
[THeBMOTOpaKC, MOTPeOOBABIINI APEHUPOBAHMS
° Ja;
* HET;
* HE 3HAI0
IMopakeHue neyeHu (0 Kputepusix B pasueiie "OcnoxHeHus"):
* UPPO3 C TUTIIEPTEH3MEH / TUTICPCITTICHU3MOM;
* OUpPPO3 0e3 TUIIEPTCH3UN / TUIICPCIICHNU3Ma;
* uppo3 6e3 MHDOPMAIIK O TUTIEPTECH3UM / TUTICPCIUICHU3ME;
* MopaxeHue TeYeHU 0e3 Uppo3a;
* HET;
* He 3Hal0
BripaxkeHHOE J1erouyHOoe KpoBoTeueHue (6osee 250 MJTI OMTHOMOMEHTHO):
e Ja, XOTs1 Obl OMH pas;
* HET;
* He 3Hal0
Hanmyume oHkonornyeckoro 3adoaeBaHus (B OTYSTHOM IOy MM KOTAA-JIMO0
B XKM3HMU TallUEeHTA):
° Ja;
* HET;
* HE 3HAI0
OcTteonopo3 (HU3Kast KOCTHasi Macca):
* Ja (eciu Z-KpuTepuii Mpu MpOBeASHUU OCTEOJEHCUTOMETPUMN HIKE 2);
* HET;
* HE 3HAI0
[Tonunos BepXHUX IbIXaTEIbHbIX MYTEH:
° Ja;
* HET;
* HE 3HAI0
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AMUJIONI03 B OTYETHOM TOIY
° ha;
* HET;
* HE 3HAl0
DNEeKTPOJIMTHBIE paccTpolicTBa (CMHAPOM riceBno-baprrepa):
° Ja;
* HET;
* HE 3Hal0

MaHkpeaTnyeckuii cratyc

®exanpHas 2acrasa:
* <200 Hr / r ODTHOKpPATHO;
* <200 Hr / T OBaXKIBI;
* = 200 HT / T OTHOKPATHO;
* =200 Hr / T ABAXHI;
* He omnpeneisiaach
HeiiTpanbHblii XUp B CTyJIE:
* BBICOKWI OTHOKPATHO;
* BBICOKMI = 2 pa3a;
* HOPMAJIbHBIN OTHOKPATHO;
* HOpMaJIbHBII = 2 pa3a;
* He omnpeaessiv

TpaHcnnanTauus

Tpancnaaumauus nevenu:

* Ja;

* HET;

* He 3Hal0
JHara (rom) mmociaemHel TpaHCIUIAHTAIMY TIeYeHM (eCJIM IIPOBOIMIIACH A0 WJIM B TCUCHUE
OTYETHOTO TO/Ia)

Tpancnaanmayus neekux

* na;

* HET;

* HE 3Hal0
Jara (ron) nocjieaHel TpaHCIUIAHTALUK JerKUX (€CJIM MTPOBOAMIACH 10 WU B TeUCHUE
OTYETHOTO Troja)

Kputepuu BKNIoYEHMS NauneHToB B Poccuiicknil pernctp 60NbHbIX MyKOBUCLIMA030M

B peructp BKJTI09ar0TCS TAIMEHTHI TOIBKO C TTOATBEPKACHHBIM TUAarHO30M.

JlMarHo3 MmoATBEPXKIACTCS B COOTBETCTBUU CO CAEAYIOLIUM KPUTEPUSIMU:

1. ABYKpaTHBIi MOJOXUTEIbHbBII IMTOTOBBIN TECT:

* Xyopuabl > 60 MMoOITb / I,
unu
* MPOBOAMMOCTH IMoTa > 80 MMOJIB / II;
unu
* xjopuabl > 60 MMOJIB / 71 + IPOBOAMMOCTL oTa > 80 MMOJIb / 1.

2. OMHOKpaTHBIN MTOTOBBIN TECT ¢ XJ0opuaaMu > 60 MMOJIb / JT WU TIPOBOIUMOCTh
nota > 80 mmouns / 1 JJHK-ananmm3 ¢ omHOM My ABYMST MACHTU(UIINPOBAHHBIMU
myTauusMu B reHe CFTR.

3. OmHOKpaTHBI MOTOBBIN TECT ¢ XJA0puaAaMu > 60 MMOJIb / J1 WU TIPOBOAUMOCTh
mota > 80 MMOJIb / JT ¥ TIOJIOKUTEIBHBIN pe3ybTaT HEOHATAIBHOTO CKPUHUHTA Ha
nmMyHopeakTuBHBIN Tpunicud (UPT-1 = 70 ar / mut; UPT-2 = 40 Hr / mo).

4. OQHOKpATHBII ITOTOBBIN TECT ¢ XJIOpUAaMU > 60 MMOJIb / J1 WJIA IIPOBOAMMOCTD
nota > 80 MMOJIb / 1 M KIIMHAYECKas KapTHHA C XapaKTePHBIMA CUMIITOMaMU
MYKOBUCIIMIO3a.

5. 3HayeHUe XJIOPUAOB B IIOTOBOM TecTe < 60 MMOJIb / JI WX IIPOBOAUMOCTD
nota < 80 MMOJIb / J1: TOrIa HY>KHO UMETh 2 U3 4 CAeAYIOLINX KPUTEPUECB:
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* JHK-aHanu3 ¢ ogHO#M WK ABYMSI MICHTUDULIMPOBAHHBIMU MyTallUSIMU,
BBI3BIBAIOIIIMMU MYKOBHCIIMIIO3;

* TIOJIOKUTEJIbHBIN pe3yIbraT HeoHaTabHOTO cKpuHUHTa (MPT-1 = 70 Hr / ™MIT;
HUPT-2 = 40 =vr / min);

* TI0Ka3aTesib Pa3HOCTU TPAHCAMUTENNAIBHBIX (Ha3aJIbHBIX) MOTCHIIUAIOB,
TMOATBEPXKIAIOIINA TUarHOo3 MyKOBUCIIUIO03;

* KJIMHWYECKasl KAPTUHA, C XapaKTePHBIMU CUMIITOMaMH MyKOBHCITUI034.

JlononxuTenbHble 00BLSCHEHUS N0 BHECEHUIO NOKa3aTeneii B Poccuiickuii peructp

MoToBbIli TECT

Ecnu moToBEIi TecT He OBLT IIpOBecH, OTMeuaiiTe "He mejanu’. Ecam MoToBEI TecT

"He mestaan”, TO TOJIKHBI OBITh YKa3aHbI 00€ MyTallMM B TeHE MYKOBMCIIMI034.

1. TTOTOBBII TECT: 3aHOCUTCS TUIT TOTOBOTO TecTa (TUTPOBAHUE WUJIU TTPOBOJUMOCTD).

. DIIEKTPOJUTBI: MPEANTOYTUTEbHBIM SIBJISIETCS U3MEPEHUE KOHLEHTpALMU XJIOPUIOB.

. YpoBeHb XJIOPUIOB: 3aHOCUTE YPOBEHD XJIOPUIOB B MIUIJTUMOJISIX Ha JTUTP (MMOJb / 7).
Ecnu B oguH 1 TOT ke AeHb ObLIM cAelaHbl ABE MPOOBI, 3aHOCUTCS 00Jiee BHICOKUIA
oKa3aTeb.

4. Bo3MOXHO olpefiesieHre MPOBOAUMOCTH, SKBUBAJIEHTHOU YPOBHIO XJIOPUAOB (MMOJIb / 7).
Ecnu B oouH U TOT Xe JeHb ObUTH CIETaHbI ABE MPOOBI, 3aHOCUTCS 00Jiee BBICOKUIA
TOKa3aTelb.

5. OnNTUMaJIbHO COYETaHME IBYX METOIUK: OIpeAc/IeHNE XJIOPUIOB U ONpeaeIeHUe
MPOBOAMMOCTH.

Tpumeuanue: ypoBeHb 3HAUCHUI XJIOPUIOB MOXET OBbITh OT 1 10 160 MMOIB / IT;

MpoBOAUMOCTU — OT 1 g0 170 MmMoub / 1. Ecnu y manueHnTa xjaopuast > 160 MMojb / 1,

a MpoBOAMMOCTD > 170 MMOJIb / J1, IOTOBBIN TECT HY>XKHO MepeaesaTh.

W N

Cnmpometpus

Llens yuyeta gaHHBIX 110 cmupoMeTpuu B PoccuiickoM peructpe 00JbHBIX MYKOBUCIIUIO30M —
MOJTYYeHNE CTAaHIaPTU3NPOBAHHBIX ITOKA3aTeIei Ik CpaBHEHUS C IPYTUMHA LIEHTpaMu / cTpa-
HaMU 1 JJIST ICTIOIB30BaHMST 3TOM MH(MOPMAIINH B CIIEIIUATBHBIX SITUASMUOJIOTTICCKUX UCCIIe-
nmoBaHUSX. HekoTophle TTokaszaTenn, ImoayJaeMble B OTACIbHBIX IIEHTPaX, MOTYT HE COOTBET-
CTBOBAaTh 3ampallrBaeMbIM (CM. HIXKe). B CBSI3M ¢ 3TMM B PErMCTpP MOTYT OBITh 3aHECEHbI
TOJIBKO T€ TT0KA3aTeJI, KOTOPhIE COOTBETCTBYIOT €TI0 KPUTEPHSIM.
CrimpoMeTpHst TOJKHA ITPOBOIUTHCS B COOTBETCTBUM CO CTAHIAPTHBIMU PEKOMEHIAIIASIM
AMepUKaHCKOIro TopakaJbHOro U EBponeiickoro pecrmpaTropHOro o0I11iecTB
(ATS / ERS guidelines):
1. O61IMe MPUHIIAIIEI ONIpeneaecHUS (PYHKIIMOHAIBHBIX ITOKa3aTeseii JISTKIX
(http.//www.ers-education.org/pages/default.aspx ?id = 2005&id Browse = 37467&det = 1).
2. Cranmaptusanus crmmpomeTpun (http://www.ers-education.org/pages/default.aspx?id =
2005&idBrowse = 37466&det = 1).
Boutee Toro, mis 3an0IHEHUST PETUCTPA TOJIKHBI OBITH COOJTIONCHBI CIEMYIOIINe KPUTSPUM:
1. Ilepen uamepeHreM HEOOXOIUMO:
a) yKazaTh JaTy POXACHMUS, TIOJI ¥ POCT MallMeHTa IJIsS pacueTa JODKHBIX 3HAYCHUIA;
0) crmupoMeTpus JOKHA TTPOBOAUTHCS 0€3 IpUMEeHEHUST OPOHXOIMIATATOPOB (BpeMs
C MOMEHTa TIOCJIEIHETO MpHeMa MperapaToB KOPOTKOTO ASMUCTBUS JODKHO COCTABIISITh
He MeHee 4 4, IJINTeJIbHOrO 1eCTBUS — He MeHee 12 u).
2. Pe3ynbraThl:
a) U3 TaHHBIX, 3aHECEHHBIX B PETUCTPhI PeTMOHAIbHBIX IIEHTPOB, W1 Poccuiickoro
perucTpa JOJLKHBI OBITh BEIOpaHBI HAMITYUYIITEe B OTYCTHOM TOAY ITOKa3aTeln
ODB, (%01x.), BBIpaXKEHHBIC B INTPAX;
0) xaxnerit mokazaTesb OPB, u O2KEJI nomkeH ObITh IIPEeICTaBIICH B INTPAX ¢ YKa3aHUEM
3HAYCHUI 10 COThIX (2 3HAKa IMOC/Ie 3aMsIToM);
B) noka3sarteiab ®KEJI norkeH OBITH 00JIbIIE MK paBeH mokasareito ODB;;
T) TIpY 3aHECEHUH MOKa3aTesIell CIIMPOMETPUN HeOOXOIMMO YKa3kIBaTh JaTy IIPOBEACHUS
TecTa, Maccy TeJla U pOCT MAIIMEHTa B MOMEHT MCCIICIOBAHMS IUTSI BEIYUCICHMS
MPOLIEHTOB OT AOJIKHBIX 3HAYCHMUIA;
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1) CIeIyeT UCIIOIb30BaTh TOJIbKO T€ TECThI, KOTOPbIE COOTBETCTBYIOT PEKOMEHAAIIMSIM
AMEPUKAHCKOTO TOpaKaJIbHOTO M EBpOIelickoro pecrmpaTopHOro o0IIecTB
(ATS / ERS guidelines).

3. PacueT nmpoI1eHTOB OT TOKHBIX 3HAUCHUTA.

I1pu pacuere HEOOXOAMMO MCIONIB30BATh CTAHAAPTHBINA HAOOP JOKHBIX 3HAUCHUIA:

a) s neteit ot 5 no 18 net — G. Polgar et al. (1971);

0) 15t B3pocibix = 18 jileT — pabGoueii rpynnbl EBporneiickoro coodiiectBa cTaiu
n yrs (ECCS, 1993);

B) nJis neteit < 5 JieT rmokasatesiu He OyayT pacCUMThIBAThCS.
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HyTpuTUBHBIii CTaTyC

HytputusHbIi cTaTyc 6071bHBIX MYKOBUCIUIO30M PACCUMUTHIBAICS C TTOMOIIIBIO MHEKCA Mac-
cbl Tesia (MMT) Ha ocHOBaHMM JaHHBIX MAcChl TeJla, pOCTa U Bo3pacTta nanueHTa. amMepeHus
OCYILIECTBIISIOTCS COMIACHO CIEAYIOIIUM PEKOMEHIALIUSIM:
* Macca TeJia OTpeAeNsIeTCs PU CHSITOM BepXHell ofexie u 00yBu;
* poct — 0e3 00yBM — POCTOMEPOM; BEPXHsISI YacTh TOJIOBBI JOJIKHA KACaThCsl BEPXHEH
TUTAaHKY MPU HEOOJTBIIIOM €€ HalaBIMBaHUU;
* TOKAa3aTeJU OKHBI COOTBETCTBOBATh NAaHHBIM Ha JIE€Hb MPOBENCHUS 3aHOCUMON B pe-
TUCTp CIIUpOTpamMMmbl, eciii n3meperHue @B/l He mpoBoawIN, TO ClIeAyeT BHECTU TTOCIEA-
HMe 3HAYeHUsI Macca Tejla U pocTa.
ITpu ouieHke HyTpuTUBHOTO cTatyca neteit UMT onieHuBascs B cucteMe nepueHTuieit. Pacuer
nepueHtuiei UMT npoBoauiics npu noMouy nporpamMM BeceMupHO# opraHu3anuu 31paBo-
oxpaneHusi: WHO Anthro (nna neteit mo 5 net) u WHO Anthro plus (nis aeTeit crapiie 5 JeT)
(http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/). ns
OLIEHKU TTOKa3aTesieil pocTa U Macchl Tejla AeTeil paHHero Bo3pacta (1o 2 aet) UMT He npume-
HSIETCS.
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