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MpueeTcTBEHHOE CNOBO

Konnpartsea Enena VlBanoBHa
OTBETCTBEHHBIN penakTop HarmoHaabHOTO
Perucrtpa 601bHBIX MyKOBUCITIO30M 32 2015 T.

YBaxaembie KoJL1ern!

[IpencraBnsiem BamemMy BHUMaHUIO I0OMIEMHBIN S BBIMTYCK HallMOHAIbHOTO Pe-
ructpa 60JbHBIX MyKOBUCIIMI030M Poccuiickoit @enepanu 3a 2015 rox.

B FO6uneitHblil Boiyck Perucrtpa BKIrOUYeHBbI naHHBIe 81 pernoHa-cyObeKkTa
Poccuiickoii @enepatinu u3 85, 4T0, HECOMHEHHO, SIBJISIETCSI HAIITUM COBMECTHBIM
YCIEXOM IT0 MOJYYeHU0 MH(MOPMAIIUN O COCTOSTHUN 310POBbST OOJIbHBIX MYKOBHC -
1IUI030M, BITUIEMHUOJIOTUY U TeHETUKE 3a00sieBaHsl. BriepBble maHHbIE MPEICTaB-
JIEHBI 10 BceM 9 (penepanbHbiM okpyraM. Panee CeBepokaBkazckuii 1 KpbIMCKMii
(benepanbHbIe OKpyra He ObLIN MPEACTABICHDI.

B Peructp 2015 r. BKioyeHbI JaHHbBIE 2916 60MbHBIX, Tpu 5ToM B 2011 rony B
peructpe 66uT0 1026 60MbHBIX, a B 2010 roay — JaHHBIE MOCKOBCKOTO PETMOHA.

BriepBbie cBefieHUs O MallMeHTax MPEACTaBICHBI MO0 OKPYraM M cyobekTam de-
nepaiu. HecoMHEHHbI MHTepeC MpeACTaBIsieT TMHAMUKA IO PeTMOHaM, KOTO-
pble BKJIIOUMIKCH B paboty peructpa B 20112015 rr.

B TO Xe Bpemsi, aHAJIM3 TeHETUYECKOTO 00CIeIOBaHUST OOJBHBIX MOKAa3all, 4TO
OXBaT UM MalMeHTOB yMeHbIImIcs ¢ 91,8% no 88,2%, uto cBA3aHO ¢ MPOOIEMAMMU C
TeHeTUYECKOI IMAarHOCTUKOI BHOBb MPUCOSIMHUBIIIMXCSI pETMOHOB. U 3Ty TipobJie-
My HEOOXOIMMO peliaTh B OJzKaiiiiee BpeMsl B CBSI31 C pa3BUTHEM TapreTHoM dap-
MaKOTeHETUYECKOW Tepanuu (B MUPE 3aperucTpMpoOBaHO 2 Mperapara U UayT Ku-
HUYeCKUe rccinenoBanus mo 10 mo maHHbIM Ha 1ioHb 2016 roga). 3HaHUE TEeHOTHIIA
MO3BOJIUT MAllMEHTaM IOJIy4YaTh BhIllle 0003HAUEHHYIO Tepamnuto. Beero, mo naHHbIM
perucTpa, 3apeructpuponato 156 mytanmii rena CFTR. PesyibraThl MX pacipocTpa-
HEHHOCTU COCTaBJISIIOT OCHOBY TSI (DOPMUPOBAHMSI TMAarHOCTUYECKUX MaHeeil. B
perucTpe MpeacTaBAeHbl BUIBI MyTAlMil M MX YACTOTA MO OKPYTraM.

BriepBbie mpoBeeH aHallM3 pe3yIbTaTOB MOTOBOTO TecTa B crpaHe. Cpenu mpe-
CTaBJIEHHBIX JaHHBIX ¥ 13,6% GOJbHBIX B PETUCTPE He 3a(DUKCUPOBAHO HU OTHOTO
MOJIOXKUTEJILHOTO TIOTOBOTO TeCTa, BhI3bIBAaET BOMPOCHI 3HAYEHKE MPOBOAMMOCTH 00-
nee 170—180 mmonb/ny 10 6ombHBIX (0,4%) MpyU TPOBEACHUH MTOTOBOM MPOOKI 1 60-
siee 150 MMoJTb/JT pY UCTTOJIb30BAHUM METOa TUTpOBaHUs. [IpuBeneHHbIE TaHHbIE
TpeOYIOT BHUMAaHMS Bpaueil U TepeoCMBICICHUS paHee TTOCTaBIeHHBIX JUarHO30B.

TpaauiMoHHO MpeacTaBIeH MUKPOOMOJIOTUYECKUIA TPO( UL MTATOrEHOB JIbIXa-
TEJIbHOTO TPaKTa, BriepBbie AaH aHanu3 MRSA u psina HericeBIOMOHaTHOM TpaMo-
TpULIATEIbHOM (hyiophl. Pe3ynbraThl BceX perucTpoB MoKa3ali HU3K1e MoKa3aTeau
HUMT, Ilepuentuabs UMT < 25 Habmonaincs B 46,2 % ciiydaeB: y MaJIbYMKOB — B
44,6 %, y nesouek — B 47,7 %. B Hacrosilee BpeMs 5TU TMoKa3aTeId HE MEHSIOT-
s, 4TO TpeOyeT MPUCTATLHOTO BHUMAaHUS Bpaueil — CIElMaJINCTOB B 00J1aCTH My-
KOBHUCIIMI03a U Pa3pabOTKU MPOGUIaKTUIECKUX Mep.

JnHamMu4yeckoe HaOIIoIeHUe 3a UCIOJIb3yeMOI B CTpaHe Tepanueil 3a0oJieBa-
HUS OTpaxkaeT TeHACHIUM B U3MEHEHUH TOIXOM0B K Tepanuyu MyKOBUCIIMIO03a B
MUpE: pacTeT YUCIIO MAllMeHTOB, UCIOJb3YIOIIMX TMITEPTOHUYECKUIT PacTBOp Ha-
TPUSI XJIOPUIA, CHUXKAETCS] YMCIIO JIUILL, MOJIYyYalolIMX BHYTPUBEHHYIO aHTUOAKTe-
pUAIbHYIO TEparuio, CUCTEMHbIC U MHTAISIIMOHHbIE KOPTUKOCTEpOUIbl. [1osiBu-
JIach MOJIOKUTENIbHASI TEHACHIIMS K YBEJIMUYEHUIO JIUIL MOC/Ie TPAaHCTUIAHTALIUY T1e-
YeHU U JierkuX. [To-mpexkHeMy, BbICOKa A0JsI MAlIMEHTOB, MOIyJYaromx hepMeHT-
HYIO Teparuio, HECMOTPSI Ha O0JIbIlIee YUCI0 «MSITKUX» MyTauuii. K coxaneHuto,
MPUXOAUTCS KOHCTAaTUPOBATh HEOCTATOUHBIN OXBAT MALIMEHTOB KMHE3UTEpaIeid.

Bce 310 cBUAETEIBCTBYET O MOTEHIIMATBHBIX BOBMOXKHOCTSIX IO MOBBIIIEHUIO
3I0pPOBbsI MAILMEHTOB C MYKOBUCIIUA030M. TeMm Oojiee, YTO HOBBIN MOKA3aTelb:
oXMaaeMasl MpoIOJIKUTETbHOCTh XU3HU OOJIbHBIX MYKOBUCIIMIO30M, POXKIEHHBIX
B 2015 romy coctaBut 54,02 rona (B 2011 — 42,7 rona).

®opmar HalmoHaaibHOTO perucTpa Mmo-IrpexkHeMy MO3BOJISIET YYacTBOBATh B
Peructpe EBporneiickoro o6iiectBa o mykopuctumno3y (European Cystic Fibrosis
Society) 1 conmocTaBIsSITh JaHHBIE C TTOKA3aTeISIMU €BPOTIEHCKUX CTPaH.

AHanu3 perucrTpa v myoJarKaluyu Ha ero OCHOBE Jal0T BO3MOXHOCTD MOJYYUTh
TOYHBIC BMUAEMHUOJOTMYECKUEe TaHHbIE O 3a00JIeBaHUMU, MTPOBECTU KIMHUKO-
MMKPOOMOJIOTUYECKUE W TCHETUYECKUE KOPPEISIIIUY JIJISl TTOJTyYeHMsT HOBBIX 3HAHUIA
0 00JIe3HU U pa3pabOTKe HOBBIX BO3MOXKHOCTEN JIJIsl TMaTHOCTUKU U Tepariu 1 Mpo-
(bunakTuku. AHaIM3 MyTalluii COCTaBUJI OCHOBY paszieiia HallMOHAILHOTO KOHCEHCY-
ca, TIOCBSIIIICHHOTO TeHEeTHKE 3a00JIEBAHMSI U TEHETUUECKOMY O0CIIeIOBAHMIO OOJIbHBIX.

MBI 61aromapuM Kaxkaoro Bpaua, MpUHSIBIIETO YYacTUe B pab0OTe Hall pETMCTPOM,
3a JOOPYIO BOJIIO paboTaTh Ha 0J1aro MalueHTOB ¢ MyKOBUCLIMIO30M M KPOITOTIMBYIO
TPYIOEMKYIO, HO CTOJTb BAXKHYIO paboTy. BeIpakaeM HafexkIy, UTO «ypOKU» PErucTpa
TIOMOTYT OPraHU30BAaTh MTOMOIIb OOJIBHBIM Ha 00Jiee BBICOKOM YPOBHE.
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otneneHust BY3 VP
«PecrnybnmkaHckas 1eTckasi
KJIMHUYeckast 6osnbHuLa M3 VP»
VYimyprckast pecryoimka

Tpacupma Haranes Bukroposna
TiomeHckast ob6acTb

SxoBnesa Bepa Bopucosna
Bpay-IyIbBMOHOJIOT
IMY;IbMOHOJIOTUYECKOTO OTIAE/ICHHST
COKB um.B.J1.CepenaBuna
Camapckasi 06;1acTh

Ceerumynas Upuna lennanbeBHa
BpaY-TyJIbMOHOJIOT,
KOHCYJIbTATUBHO-MarHOCTHYECKAst
nonukianHuka ['BY «Kypranckast
obacTHas [eTckasi KIMHuYecKast
OOJIbHULA»

Kypranckas o6mactb

Byaarosa Vpuna AnekceeBHa
TiomeHcKast 06J1acTh

Tyryesa Jlapuca AnekceeBHa
BpaY-TyJIbMOHOJIOT
KoHcynbratuBHO-
nuarHoctuyeckoro ueHrpa 'bY3
Cesacrononsa I'b N5 LIO3MwuP.
([MepBas kBanMbUKaIIMOHHAS
Kareropusi). [71aBHBIN BHEIITATHBII
NETCKUI TTyJIbMOHOJIOT
JlemapraMeHTa 31IPaBOOXPAHEHUS

r. CeBacTomnoib

Bopucos Anekceii Barepbesny
Bpay-MyJIbMOHOIOT
MYJIBMOHOJIOTHYECKOTO OTAeICHUSI
COKB um.B.1.CepenaBuna
Camapckast 00J1aCTh



YyacTHukK, BNepBbie NnpucoeauHuBLLMecS K pabote Paboueit rpynnbl B 2015 rogy

Konnparenko Oabra Baagumuposra
K.M.H., TOLIEHT Kadeapsl o01Ieit

¥ KJIMHUYECKON MUKPOOMOIOTUHM,
MMMYHOJIOTUU U aJJIEPTOJIOTHI
I'bOY BIIO Cam'MY M3

P®, Bpau-6akreprosor
MUKpOOHOIOTMYECKOTO OTaeIa
KT Knuauk F'BOY BITO
CamI'MY M3 PO

Camapckasi 06;1acTb

UeneBa Banepust Hukosnaesna
Bpau-neauarp O6JacTHOrO LIEHTpa
MyKoBHcLMI03a I. BopoHexa, Bpau
OIKB Ne2.

BopoHexckast 061acTh

Cembiknn Cepreii IOpbesmy
K.M.H., 3aB. MENAaTPUYCCKUM
otneneenueM OI'BY «PIKb»
Munsnopasa Poccun

r. Mocksa

Tpummna Ceernana Bacunbena
npodeccop Kadeapbl neauaTpum,
(busmoTepanu 1 KypopTosoruu
KpbIMCKOI MEIUIIMHCKOM
akanemuu um.C.U.T'eopruesckoro,
[JIABHBIM BHELUTATHBIN AETCKUIA
nyabMoHoior/aiepronor M3 PK
Pecny6mka Kpbim

Peyukas Enena MuxaiiioBHa

3aB. MYJbMOHOJIOTMYECKUM
otneneHuem KI'bBY3 «Kpaesas
KJIMHAYEeCKast GONTbHUIIA»
Aurraiickuit Kpail [1aBHBIIT
BHELITATHBIN Iy IbMOHOJIOT
JlenaprameHTa 31paBOOXpaHEHUS
IpaBurenbcTBa . CeBacTomost

Ty6apesa TaTbsina AjleKCaHAPOBHA
Bpau-nysibMoHOIOT
KOHCYJIbTATUBHO-
JIMarHOCTUYECKOro LIEHTpa

I'Y3 «YnpsiHoBcKast obiaacTHast
JeTcKasi KIIMHUYecKast 00IbHHULIA
MMEHU MOJUTUYECKOTO 1
obiectBeHHoro aesitenst 10.D.
TopsiueBa», 3aci. Bpau Poccun,
PYKOBOZIUTENb 00IACTHOTO LIEHTpa
MYKOBHUCLIIIO30M

VibsiHOBcKast 001acTh

Vabsnosa Jlioagvuna Baagumuposna
II.M.H., Bpau-IMyJIbMOHOJIOT
O061aCTHOTO LIEHTpa
MyKOBHCLINI03a T. BopoHexa,
npodeccop Kabeapbt
MPOTENEBTUKU JETCKUX O0JIe3HeH
u nequatpu BCMY um. H.H.
Bypnenko.

Boponexkckast 06actb

WBaxnenko Esrennii ®enopoBuy
I'naBHBII BHELITATHBIN
mybMOHoJIOT [lenmapraMeHTa
3npaBooxpaneHust [IpaButenbcTBa
r. CeBacTomnosst



YyacTHukK, BNepBbie NnpucoeauHuBLLMecS K pabote Paboueit rpynnbl B 2015 rogy

ITonomapesa Haranbs JIMutpueBna
K.M.H., 3aBeyloliast OTAeJIeHUEM
JUIEProJIOTUU U UIMMYHOJIOTUH,
I'bY3 CO COKB Nel. Llentp mo
JICYEHHIO MYKOBHMCLIMIO03a B3POCIIBIX
60spHBIX. CBepIUTOBCKast 00J1acTb,
ExatepuHOypr

IToranosa Haranbs JleonnaoBna
K.M.H., 3aBeaylolast Kadempoit
MOTMKIMHUYECKO TIeINaTpun

€ KyPCOM MEIULIMHCKOMI
peaduIuTaIy, TIaBHBI
BHELITATHBIN AETCKUIA TyJIbMOHOJIOT
MunuctepcTBa 31paBOOXPAHEHHST
3abaifkaabCKOro Kpast

Torouyakosa Ouibra Kupuuiosna
Bpau-renetuk MI'K T'BY3 PX
Pecry0imMKaHCKUI KIIMHUYECKUIA
MeprHaTATbHbINA LIEHTP
3aciykeHHbIi Bpau Pecrydinmuku
Xakacwsi, ITaBHbI BHEIITATHBIIA
cnerpancetr M3 PX.

r. AbakaH

Pecnyoimka Xakacust

3udep Nba Edpumosuy
3aBeyIOLIMii OTIeICHUEM
myJabMOHoJIoruu ['ocynapcTBeHHOTO
ABTOHOMHOTO y4PeXKIeHUSsI
31paBoOXpaHeHMs1 SpociaBcKoit
ob6nactu KnuHuyeckast 6o1pHMLIA
Ne2 .

SpocnaBckast 06actb

MamoetoBa AHeTa MyxamenoBHa,
I.M.H., mipodeccop Kaderpbl
001116t BpaueOHOM TTPaKTUKH,
TePOHTOJIOTUH, OOIIECTBEHHOTO
30POBBSI U 3IPABOOXPAHEHHUS
Kab6apmuH-bankapckoro
TOCYIapCTBEHHOTO YHUBEPCUTETa,
raBHbIi crienpaniet M3 KBP,
3aB. IETCKUM HeDPOIOTHIECKIM
otneneHreM KB Nel, r.Hanpuuk,
Kab6apmuHo-bankapckast
pecryoikKa

Ounposa Haranbs VIHHOKeHTheBHA
Bpay MyJIbMOHOJIOT, 3aBe/YIOIIast
OTIEIeHUEeM TTyJIbMOHOJIOTUMI
Jetckoit PecriybmmkaHCKoOM
KJIMHUYECKOUN OOIBHULIBI T.
Vnan-Ymp

Pecny6ivka Bypsitust

Ilyask Wpuna IlaBioBHa
nyasmoHosior FBY3 CO OAKB
Nel, riaBHBINA BHEIITATHBIN
JeTCKUi myabMoHosor M3
CBepIOBCKOM 001aCTH
CaepioBcKast 06J1acTh

Ary6osnn Enena Turpanosna

[MynemoHoorrst O6acTHast

netckast 6onpHMLA I. PocToB-Ha-
Jlony.

Pocrosckast o6nactb



YyacTHukK, BNepBbie NnpucoeauHuBLUMecs K pabote Paboyeii rpynnbl B 2015 rogy

Yepnypuas Mapusi MuxaitioBHa
npod., [TynbMoHOIOTHS
O6nacTHas netckast 60abHULIA
r. PoctoB-Ha-/loHy.
PocroBckast 06macth

N

A Takxe:

Anekcansin Mapn DankoBHa

Bpau-nyabmMoHosior BY3 «TamboBckasi o6s1acTHast AeTCKasi KIMHUYECKast
GOJIbHULIA».

TamboBcKast 061acTh

MankueBa Jlapuca CyaraHoBHA

HavyaJIbHUK OT/eIa OPraHU3alMy MEIULIMHCKOM MOMOILY AETCKOMY
HACEJICHUIO U CITYXObl POIOBCIIOMOXEHHUSI MUHUCTEPCTBA 3PaBOOXPAHEHMUST
Pecnyosivku MHrymeTust

Teynaesa Muna MarisiooBHA

Koncynbrant-neamarp Munzapasa KYP. Pecniyonuka Kapayaeso-Yepkeccust
Mapemmaosa @atuma AyecosHa

KabapnuHo-bBaiikapckast pecry6inka

Jlyoosa Hartamus DayapaoBha

Boitorozackast o6sactb

ITasimHoBa Enena Bopucosna

JI.M.H., ipodeccop, 3aB. kadeapoit rocniutaibHoi neaunarpun OIMY.
Omckast obsactb

Kouepruna TatbsiHa AHaTO/IbeBHA

3aBejlylolasi KOHCYJIbTaTUBHO-AMAarHOCTUYeCKUM otaeieHueM bY3 VP «Ilepsast
pecnybarKaHcKas KIMHuYecKasi 6oabHuLa M3 Yamypckoit Pecriydauku»
Bpay-MyJIbMOHOJIOT BbICIIEH KBTM(BUKALMOHHO KaTeropumn

Yamyprckasi pecryoanka

Cukopa Hartanss BraaumupoBra

3aBe/yollas MeIMKo-reHeTnyeckoi KoHcynbraiueit KI'BY3 «IlepuHataibHblit
LIEHTp», I. XabapoBCK.

XabapoBCKMii Kpaii

Mouanosa Ouibra BukToposHa

JL.M.H. TIpo®., BHEIUTATHBbI MyJIbMOHOJIOT, «IHCTUTYT MOBBILIEHMUS
KBaIMGUKALMY CIELUATMCTOB 31PaBOOXPAHEHHSI».

XabapoBCKMii Kpaii

Xosonok I'ammna Hukonaesna

II.M.H., Bel.Hay4H.coTp. «HaydHO-1cCIen0BaTeIbCKIiT MHCTUTYT OXPaHbl
MaTEePUHCTBA U AETCTBA»

XabapoBCKMii Kpaii



OO0wmii cnucok Bcex yyacTHukoB MpoekTa 3a 2015 rog,

YygBariickasi peciyonKa

Tony6uoBa Onbra Mropesna
[TaBnos Ilerp MBaHOBMY

Owmckast 001acTh

Kopneepa Tatpstra FOpneBHa
CacdonoBa TarpsHa IBaHOBHA
[IeBnsikoBa AHHA AJleKCaHIPOBHA
ITaBnunoBa Enena bopucoBHa

KemepoBckast 0011acTh

IIporacoBa TarbsiHa AnlekcaHAPOBHA

ITpumopckuii kpait

BacunbeBa Tarpsina ['enHagpeBHA
Boponun Cepreii BnagumupoBuy

AcTtpaxaHCKasi 001aCTh

Cepruenxo /Inana ®ukpeToBHA

Kpacnosipckuii kpait

NnvenkoBa Haramns AnatonneBHA
UukyHoB Bragumup Buktoposuu

Openbyprekast 00JacTh

Pribankuaa Mapuna ['eopruesna
CkaukoBa Maprapura AniekcaHIpoBHa

Kpacnonapckuii kpaii

Bpucun Bukrop IOpreBud
Jlaryma Jlapuaa DnyapaoBHa

10

HoBocubupckas 00mactsb

Konnaxosa FOnus AnexcanapoBHa
Pomanenko Haranusa MBanoBHa
ITunernna FOnus CranuciaBoBHA

11

Ilepmckuii kpaii

Mepsnosa Huna bopucosHa
[ITagpuna Bepa BragucnaBoBHa

12

SpocmaBckas 06macTh

Ameposa Hpuna Kapmosra
3unsbep Unbs EpumoBnd

13

ToMmckas o0nacTb

Hazapenko Jlronmuia [TapnoBHa
OpunokoBa Onbra Hukonaesna
CmupaoBa Upuna lBanoBHa
MyxaueBa Banepus BukropoBHa

14

MockBa 1 MockoBckast 0071acThb

IlTepman Bukropus JlaBunoBHa
Huxonosa Bukropus CepreeBHa
[ITabanoBa Jlumust AGpamoBHa
BoponkoBa AnHa OpreBHA
Kamnmpckas Hatamus FOpeeBHa
KonnpatneBa Enena liBanoBHa
T'opunona KOnus BuxkroposHa
TomunoBa Anna FOpreBHa
CumonoBa Onsra UropesHa
AwmenuHa Enena JIpBoBHa

Kpacoscknit CranncnaB AjekcaHIpOBUY

VYcaueBa Mapus BanepbeBHa
3onenko Oxcana [ puropsreBHa
CewmbikuH Cepreii IOpreBuu

15

Hwmxeroponckast o6macts

JlaBpoBa Amna EBrenseBHa
Ep3yroBa Mapuna BanepbeBHa

16

Pecnybnnka bamkoprocran

BaiikoBa ['anuna BiagumupoBHa
Kossipea Jlunus CepreeBHa

17

Cankr-IletepOypr u JleHuHrpaackast 00J1aCTh

boiinoBa EBrenus BukroposHa
I'em6Oukast Tatpsina EBreHpeBHa
MocxksuHa Jlapes MuxaiinoBHa
Crenanenko TaTbsHa AnekcaHIpoBHA
Oununmosa TaTbsiHa AHIpEEBHA
Konoganosa Jlronmuina EBrenseBHa
3unuenko FOmusa CepreeBHa

OpnoB Anekcannp Braaumuposuy
[TamxeBny Asnekcanap AHATOJNBEBUY
Huxkurnaa Mapuna MiBaHoBHa
Kosanes Buxrop Huxonaesuu
UrnarseBa Mapust HukonaeBHa
VYmrarckast OkcaHa AneKcaHIpPOBHA
Bopucenko Tapac CepreeBud




OO0wmii cnucok Bcex yyacTHukoB MpoekTa 3a 2015 rog,

19 YnmypTckas peciryOiimka Ocunosa Enena BanepreBHa
Crapomy6rieBa Oxcana iBaHOBHA
CumanoBa TatbsiHa BiiagumupoBHa
KyrsBuna Codbst IropesHa
Kouepruna TatbssHa AHaTOIBLEBHA

19 YensionHckas o0actb PeBenb- Mypo3s Haranbst [letpoBHa
Kapumosa Mpuna [letpoBHa

20 Tynbckast 00macTh Kanunauna FOmus OpuxoBHa
bacunas Apcen BanepseBuu

21 Pecnybnuka Mopnosust JpsiukoBa AHHA AnbOEpTOBHA

22 XaHaTel-MaHCHICKHAI aBTOHOMHBIN oKpyr-IOrpa Canyk Haramnes AHaTolseBHA

23 Boponesxckas 061acth Heperuna Amia ®EnopoBHa
JIénueBa Bepa CepreeBna
WBnesa Banepust HukonaeBna
VinesHoBa Jlrogmmina BrnagumuposHa

24 CMmoneHckas 001acTh AmmmvoBa Upuna JleoHnnoBHa
Hosukosa Oiubra bopucosna

25 Camapckasi 001acTb BacunbeBa Enena AnekcanapoBHa
SxoBnesa Bepa bopucosHa
Bopucos Annpeit BanepseBuu
Konaparenko Onbra BajnepreBHa

26 Ps3anckas o6nacth ®unumonoBa TaTbssHa AHATOJILEBHA
CmupnoBa Bepa BnagumuposHa
Crexknna Enena BukropoBHa

27 AnTaiickuil Kpait CepoxnunoB Banepuit Hukonaesnu
Peyukas Enena MuxaiinoBHa

28 Pecniy6nuka Tarapcran ITsarepxkuna Oxcana ['eHHabEBHA
Kanpiposa Jluana BsdecinaBoBHa

29 CTaBpOnOIbCKAN Kpai BomoBozosa Dmra BragumupoBHa
Jlenenesa Jlapuca HuxomnaeBHa
Ennna Enena AnexcanapoBHa
ITonomapeBa TarbsiHa AneKcaHAPOBHA
[TonsixoBa Mprna BukropoBHa
Kanykosa Haranest ArapeeBHa

30 3abalikanbCKui Kpan Taiimonenko Mnecca HukannposHa
ITerpoBa Anxennka UropesHa
IToranmosa Haranesa JleonngoBHa

31 Bpstackas 06macTh Cramkesnu Taresgaa BaguMoBHa

32 Kypranckas o6macts Bacumokx Haranes AnexceeBHa
CermmnuHas Mpuna ['eHHaapeBHA

33 TromeHcKast 001acTh bynaroBa Mpuna AnekceeBHa
Tpsicipina Hatanest BukTopoBHa

34 Pecmy6muka Kpeiv Tytyesa Jlapuca AnekceeBHa
MBaxuenko Esrennii ®enopoBuy
Tpummnna Ceetnana BacunbeBHa

35 Pecny6nuka Bypstust OunpoBa Haranbsi THHOKEHTEEBHA

36 TamOoBCcKast 001acTh Anexcansa Mopu DanKoBHA

37 Pecnybonuka Xakacus Torouakosa Onbra Kupmmiosna

38 Pecnyonuka MHTyIieTrs Mankuena Jlapuca CynTaHoBHA

39 KapauaeBo-Uepkecckas pecrnyOnuka Teynaesa Muna MarisiOoBHa

40 Kabapnuno-bankapckast peciyonnka MambeTtoBa Aneta MyxaaoBHa
Mapemmraosa @atuma AyecoBHa

41 Bomorozckas 061acTh Jly6oBa Haranusg DuyapioBHa

42 VibstHOBCKast 001aCTh I'yoapeBa TaThsiHa AJIEKCaHAPOBHA

43 CBepmioBckas 0061acTh [Hornomapesa Haranpst IMurpreBHa
Iynax Mpuna [laBnoBHA

44 XabapoBcKuit Kpai [Mnuyruna Cabuna BennamMmnHoBHA
Cukopa Haranss BnagumuposHa
MomnuanoBa Onbra BukropoBHa
Xononok I'anuna HukoiraeBHa

45 PocroBckast o6macth SAry6sun Enena Turpanosaa

Yenypuast Mapust MuxaijaoBHa




06was uHdopmaums

Perncrtp 60nbHbIX MykoBucungo3om B Poccumn 3a 2015r.

Oowaa uHndpopmauus

Puc. 1. Peruonsl, BkioueHHble B Peructp B 2015 .
[MpumeuaHue: TeMHO-OPAHXEBBIM 1IBETOM MOKA3aHBI PETMOHBI, TPECTABUBIINE TIOJTHBIE TaHHbIE TI0 OOJTBHBIM MYKOBUCITUIIO30M (JIE€TH U B3pOC-
JIble), OPAaHXEBbIM — PETUOHBI, AIIUEHTHI KOTOPBIX, HAOIIONAIOTCS B IPYTUX cyObeKTax PMD, MecovHbIil IBET — JaHHbIE HUKAK He MPEICTABICHBI.

B Peructp BKiTI04eHBI JaHHbIe 81 permoHa-cyonekTa Poccuiickoit @epepanum (puc. 1).

[IpeacrapieHbl CyMMUpYIOIIKE JaHHBIE IO (heepaibHbIM OKpyraM. JIOMmoTHUTEIbHO BhIIE-
JieHbl Topoaa Mocksa u Cankr-IletepOypr, mokaszareu 1o KOTOPBIM MPEICTaBIeHbI OTAEIBLHO
(Hapsiny ¢ BKJIIOYEHHMEM MX TaHHBIX B COOTBETCTBYIOIIUE (PenepaabHble OKPYTa).

PO — LleHTpanbHbIN (henepaabHbI OKPYT

C3®DO — Cesepo-3amagHblii heaepaabHBIA OKPYT

IO®O — HOxHBbBIN (henepaabHbIi OKPYT

TIB®O — [MpuBomkcKuii heaepabHbIl OKPYT

Y®O — Ypanbckuii peaepaibHbIil OKPYT

C®DO — Cubupckuii peaepaabHbI OKPYT

JAB®O — J[lanpHEeBOCTOUHBIN (heaepabHBIN OKPYT

CK®O — CeBepo-KaBkasckuii penepaibHBIN OKPYT

K®O — KpbeiMckuit penepaibHbIil OKPYT

Yuics1o 60TBHBIX B perMOHAaX, J0JIsT B3POCIIbIX MAllMEHTOB B KAXKIOM M3 HUX, OTHOIIICHUE YHC-
JIa TAllMEHTOB C MyKOBUCIIMIO30M K OOIIE YMCIIEHHOCTH HAaceIeHUsI, TPOKUBAIOIIETO B PETH-
OHE, a TaKXKe AKCTPANOJIMPOBAaHHOE YMCIO O0JIbHBIX B Poccuu, MCXonst U3 BCTpEYaeMOCTH 3a-
0oJieBaHMS B KaXKIIOM PErMoHe, OTpaxKeHbl B Ta0. 1.

Tabauua 1
Jlemozpagpuueckue dannvte no pecuonam Poccuiickoti Dedepayuu, eoweduum 6 peucmp
PervoxH Hacenenue, n* BonbHbIX B3pocnbix Yacrora, BonbHbix MB B
B, n N % 1/100 TbIC. Poccum, n

BopoHexckas o6nactb usdo 2333477 65

PsizaHckas o6nactb usdo 1130103 17

TambGoBckas o6nactb usdo 1050295

SipocnaBeckas o6nacTb Luoo 1271912




Peructp 60nbHbIX MyKoBUCLMA030M B Poccuiickoit @epepaumn. 2015 rog

Perviox

Mocksa

Bonoroackas o6nactb
JleHuHrpapckas obnactb
CaHkT-lMeTepbypr
KpacHopapckwii kpait
AcTpaxaHckasi 06nacTb
PocToBckas o6nactb
Pecny6nuka BawkoproctaH
Pecny6nuka Mopaosus
Pecny6nuka TaTtapcTtaH
Yamyprckas pecny6nvka
YyBawickaa pecny6nuka
Huxeropopckas o6nactb
OpeHO6yprckasi o6nacTtb
Mepmckuii kpai
Camapckas o6nacTb
YnbsiHoBckasi o6nactb
KypraHckas o6nactb
CseppasioBckasi 06nacTb
TiomeHckasi o6nacTb
YenabuHckaa obnactb
XaHTbl-MaHcuiickuii aBTOHOMHBIN OKpyr-lOrpa
Pecny6nuka Bypsatus
Pecny6nuka Xakacus
AnTaiickuii kpai
KpacHosapckuii kpai
Kemepoeckas o6nactb
HoBocuGupckas o6nactb
Omckas o6nactb

Tomckasi o6nacTb
3abaiikanbckuii Kpai
Mpumopckuia kpan
Xa6GapoBckuii Kpaii
Pecny6nuka UHrywetus
Ka6apauHo-Bankapckas pecny6nuka
KapauaeBo-Yepkecckas pecny6nmka
CTaBpononbCKuii Kpai
Pecny6nuka Kpbim
CeBacTononb

WUTOro:

ﬂpmmeanme: B TaﬁﬂVILLe npeacTas/ieHbl NoKazaTenn perMoHoB, npucnaswme AaHHble CaMOCTOATESIbHO.

B ckobkax npecTasneHa meaunaHa.

Hacenenue, n*

uoo
C3%0
C3%0
C3%0
00
l0®0
00
nB$o
nB$o
nB$o
neeo
nB$O
neeo
ne®o
ne®o
ne®o
ne®o
Y®O0
Y®O0
Y®O0
YoO
Y®O0
Co0
Cd0
Co0
Cd0
Co0
Cd0
Co0
Cd0
Co0
AB®O
AB®O
CK®O
CK®O
CK®O
CK®O
K®0
K®O

12330126
1187685
1778857
5225690
5513804
1018626
4236000
4071064
807453
3868730
1517164
1236628
3260267
1994762
2634409
3205975
1257621
861896
4330006
1454626
3500716
1626755
982284
536781
2376774
2866490
2717627
2762237
1978466
1076762
1083012
1929008
1334552
472776
862254
467797
2801597
1907106
416263

BonbHbIX
,n
353
24
27
120
93
20
79
76
14
114
43
56
87
56
76
106
26
10
87
32
62
50
20
10
a7
63
55
67
59
24
21
49
43
5
2
17
68
43
8
2604

120

32
24

— = = NN - - N W N
ocoNMa~"9506%wooo 9N

W NG=O0OO0ONGgNNG oSN =

625

Bapocnbix Yacrora,

% 1/100 TbIC.
34,0 2,863
0 2,021
29,6 1,518
26,7 2,296
25,8 1,687
25,0 1,963
8,9 1,865
29,0 1,867
35,7 1,734
31,6 2,947
46,5 2,834
33,9 4,528
14,9 2,668
14,3 2,807
38,2 2,885
24,5 3,306
19,23 2,067
10,0 1,160
17,2 2,009
6,3 2,200
27,4 1,771
20,0 3,074
15,0 2,036
10,0 1,863
12,8 1,977
6,4 2,198
1257 2,024
19,4 2,426
25,4 2,982
8,3 2,229
9,5 1,939
36,7 2,540
21,7 3,447
0 1,58
0 0,232
5,9 3,634
22,1 2,427
16,3 2,255
37,5 1,922

20,3 (20,0) 2,190 (2,347)

BonbHbiXx MB B

P

occuu, n

4195
2961
2224
3365
2472
2877
2733
2736
2541
4318
4153
6636
3911
4114
4228
4845
3030
1700
2944
3224
2595
4504
2984
2730
2898
3221
2966
3555
4370
3266
2842
3722
5051
1550
340
5326
3557
3304
2816
3469*

#PacyeTHble AaHHble 06LLero Yucna 60sbHbIX MyKOBMCLUMA030M B Poccun ncxoas na nokasartenen denepansHont Cnyx6bl FocynapcteeHHo Ctatnctukm (Pocctar) 0 YMCHEHHOCTH
HaceneHus Poccuiickoin ®epepaumnn Ha 31 aekabps 2015 ropa.

Pernonnl, He Bomenmue B peructp 2015 roxa:
MaranaHckast obnactb, EBpeiickast aBToHoMHasl ob6i1acth, HeHelkunii aBTOHOMHBIN OKpPYT,
YyKOTCKMIA aBTOHOMHBII OKPYT.
B Peructp 2015 r. BKitodeHbl JaHHbIe 2916 6onbHbIX: 2877 XuBbIX 1 39 ymepiuux. B tadi. 2
MPEACTaBICHBI YMCIO0 OOJIBHBIX B KaXKIOM PETHOHE M MX IOJISI OT YMCJia MallueHTOB B COOTBET-

CTBYIOIIEM (beAepaIbHOM OKPYTe U OT OOIIEro KOJIMYeCTBa.

Ne Cy6bekT PO

Pecny6nuka Agbires

Pecny6nuka BawkoprocTtaH

Pecny6nuka Bypsatus

Pecny6nuka Antait

Pecny6nuka [larectaH

Pecny6nuka UHrywertus

Pecny6nuka KabapauHo-Bankapus

Pecny6nuka Kanmbikus

Pecny6nuka KapayaeBo-Yepkeccus
0 Pecny6nuka Kapenus

= © 00 N O g b OWN =

®depepanbHbiii
oKpyr

l0®0
nBé$o
Co0
Co0
CK®O
CK®O
CK®O
l0®0
CK®O
C3d0

Tabauya 2

Yucao nauyuenmos ¢ cyooexmax PD, npedcmasaennsix é pezucmpe

AGCONIOTHOE YUCNO

NnauneHToB, n

ol =

Pons B penepanbHoM
okpyre, %

2,8
10,9
5,2
1,8
6,8
3,8
1,5
1,0
12,8
<1,0

[Lons B o6Lwem peructpe,
%

0,2
2,6
0,7
0,2
0,3
0,2
<0,1
<0,1
0,6
<0,1
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1
12
13
14
15
16
17
18
19
20
21
22
23
24
25
26
27
28
29
30
31
32
33
34
35
36
37
38
39
40
M
42
43
44
45
46
a7
48
49
50
51
52
53
54
55
56
57
58
59
60
61
62
63
64
65
66
67
68
69
70
7
72
73
74
75

Cy6bekT PO

Pecny6nuka Komun
Pecny6nuka Mapwii 3n
Pecny6nvka Moppaosus

Pecny6nuka Caxa (Skytus)
Pecny6nuka CeBepHasa Ocetusi-Ananus

Pecny6nuka TatapcraH
Pecny6nuka TbiBa
Pecny6nuka YamypTtus
Pecny6nuka Xakacus
Pecny6nuka Yysawums
AnTainckuii Kpan
KpacHopapckuii kpaii
KpacHospckuii kpai
Mpumopckuii kpai
CTaBpononbCcKuii Kpan
XaGapoBckuii kpait
Amypckas o6n.
ApxaHrenbckasi 06:.
AcTpaxaHckas o6n.
Benropogackas o6n.
BpsHckas o6n.
Bnagumupckas o6n.
Bonrorpaackas o6n.
Bonoroackas 061.
BopoHeXxckas 061.
WBaHoBCKas 06n.
WpkyTckas o6n.
KanunuHrpapckas o6n.
Kanyxckas o6n.
Kamuarckwuii kpaii
Kemepoeckas o6n.
Kupogckas o6n.
KocTtpomckas o6n.
KypraHckas o6n.
Kypckas o6n.
JlenuHrpapackas o6n.
Jluneukas o6n.
MockoBckasi 0611.
MypmaHckas 06.
Huxeropopackas o6n.
Hoeropopackas o6:.
HoBocuGupckas o6n.
Omckas o6n.
OpeHGyprckas 06:1.
OpnoBckas 06:n.
MeH3eHckas o6n.
MepMckuii Kpaid.
MckoBckas o6n.
PocToBckas o6n.
Psa3aHckas o6n.
Camapckas o6:.
CapartoBckas 0671.
CaxanuHckas o6n.
Ceepanosckas 00.
CmoneHckas o6n.
TamGoBckas 06:1.
Teepckas o6n.
Tomckas 06a.
Tynbckas o6n.
TiomeHckas 06,
YnbsiHoBcKas 06.
Yensa6uHckas o6n.
3abaiikanbckuii kpai
fipocnasckas o6n.
Mocksa

depepanbHbiii
oKpyr

C3%0
neoo
neoo
AB®O
CK®dO
neoo
Co0
ne¢$o
Cd0
nB$o
Co0
10®0
Co0
AB®O
CK®O
AB®O
AB®0
C390
l0®0
L®0o
U0
1{u]0)
00
C3d0
uoo
uo»o
Co0
C3%0
uoo
ABDO
Cd0
neoo
uoo
Y®O0
uoo
C3d0
1T0]e]
udo
C3d0
ne®o
C3d0
Co0
Co0
ne®o
L®o
ne®o
ne®o
C3d0
00
uo»o
uoo
nedo
AB®O
YoO
uoo
uoo
uoo
Co0
uoo
Co0
neoo
Yy®O0
Co0
udo
ueo

AGconioTHOE Yncno
NaumeHTos, n

9
5
14
7
8
114

43
10
56
47
93
63
49
68
46

20
16
15
24
11
24
65
14
12

18

55
14

10

27
12
180
12
87

67
59
56

10
76

79
17
106
14

87
21
19
18
24
29
32
26
62
21
46
353

Hons B denepansHoM
okpyre, %

4,3
7,2
20,1
6,0
6,0
16,4
5,2
6,4
2,6
8,0
12,1
44,1
16,3
42,2
51,1
39,7
5,2
1,9
9,5
1,9
1,7
2,8
5,2
11,4
7,5
1,6
3,1
2,9
2,1
3,5
14,2
2,0
<1,0
4,0
<1,0
12,9
1,4
20,9
5,7
12,5
1,4
17,3
15,2
8,0
<1,0
1,4
10,9
1,9
37,4
2,0
15,7
2,0
3,4
34,9
2,4
2,2
2,1
6,2
3,4
8,3
3,7
24,9
5,4
5,3
41,0

Hons B o6uiem peructpe,
%

0,3
0,2
0,5
0,2
0,3
3,9
<0,1
1,5
0,4
1,9
1,6
3,2
2,2
1,7
2,4
1,6
0,2
0,1
0,7
0,6
0,5
0,8
0,4
0,8
2,3
0,5
0,4
0,2
0,6
0,1
1,9
0,5
0,2
0,3
0,2
0,9
0,4
6,2
0,4
3,0
0,1
2,3
2,0
1,9
0,2
0,3
2,6
0,1
2,7
0,6
3,7
0,5
0,1
3,0
0,7
0,7
0,6
0,8
1,0
1,1
0,9
2,1
0,7
1,6
12,2
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Peructp 6onbHbIX MykoBucumao3om B Poccuiickoii Pepepauun. 2015 rog,

B Tabs. 3 mpencraBieHa TMHAMMKA YUCICHHOCTHA OOJIBHBIX B PETMOHAX, YYACTBYIOIINX B pe-
ructpe ¢ 2011-2014 rr.

Tabauua 3
Jlunamura wucaennocmu 6046HbIX MYKOBUCHUAO30M U 004U 83DPOCAbIX 6 peuoHax 3a nepuod 2011-2015 ee.
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Pervon 2011 r. \ 2012r. \ 2013r. 2014r. 2015r.

Pecny6nuka YamypTus

obuee yncno, n 33 40 40 43

W3 HUX B3POCHbIX, N 14 17 17 20
CmoneHckas o6nactb

obLee yncno,n 13 17 21

W3 HUX B3POCHbIX, N 3 3 4
Camapckas o6nactb

o6Lee yncno, n 101 103 106

W3 HUX B3POCHbIX, N 23 22 26
Pecny6nuka TatapcTaH

obLee u1cno, n 108 10 114

W3 HUX B3POCTbIX, N 35 35 36
PsizaHckas o6nacTb

obLee y1cno, n 12 15 17

W3 HUX B3POCHbIX, N 1 1 1
AnTaiickuii Kpaun

obLee y1cno, n 36 43 47

W3 HUX B3POCTbIX, N 5 5 6
BopoHexckas o6nactb

obLee y1cno, n 62 62 65

W3 HUX B3POCbIX, N 12 15 16

Mpumeyanue:

MpeacTaBneHbl PerMoHbl, KOTOPbIE BKIYMAMCH B paboTy permcTtpa B 2011-2015 rr.
* - 82011 r. MockBa 1 MockoBckas 061acTb 6bl1M 0GbeANHEHbI B OAVH PErvoH, B CBA3K ¢ 3TuM 3a 2012-2015 rr. npeacTaBneHbl CyMMapHble AaHHbIe 3TUX PerMoHOB;
** — 2011 r. 6bI1 NpeAcTaBneH Tonbko r. HoBocnéupck, ¢ 2012 r. — Hosocubupckas o6nacTb.

JnHaMUKa YMCIeHHOCTH TalreHToB B peructpe ¢ 2011 mo 2015 romgsl TipeacTaBiieHa Ha puc. 2.

3500 -
3000 - 2916
2500 -
2131
1968

2000 -
1500 A 1309

1026
1000 -

N I
o T T T T 1
2011 r. 2012r. 2013 . 2014 . 2015r.

Puc. 2. luHaMuKa 4MCIEHHOCTU NMaureHToB B peructpe ¢ 2011 o 2015 ronbt

Ha puc. 3 mpeacraBieHa gosl MalMEHTOB KaXa0ro eiepabHOro OKpyra B 00ILIeit YnuceH-
HOCTH IaLlMEHTOB.

133 o1

B U®O
m C300
B 000
NB®O
B Y®0
B CP0
I 1B®O
CK®O
I KOO

697

Puc. 3. [lonst maneHTOB Kaxmoro (eaeparbHOTO OKpyra B O0IIel YMCIEeHHOCTH manueHToB PO
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

LleHTpanbHbIn
denepanbHbIvi OKpyr
CeBepo-3anagHbiii
dbeanepanbHbIi OKpyr
HOXHbIN
dbenepanbHbIii OKpyr
MpuBONKCKNIA
dbenepanbHbIvi OKpyr
Ypanbckui
denepanbHbIvi OKpyr
CubupcKuit
denepanbHbili OKpyr
B fletn

[anbHeBOCTOYHbIN
deanepanbHbIi OKpyr M B3pocnble
CeBepo-KaBKkasckuii
denepanbHbIi OKpyr
Kpbimckui
denepanbHbIii OKpyr
Mocksa
CaHkT-MeTtepbypr

0 200 400 600 800

1000

Puc. 4. AGconoTHOe YMCTIO AeTell U B3POCIbIX B KAXKIOM OKpyre

Ha puc. 4 orpaxkeHO aOCOIIOTHOE YMCIIO IE€TE M B3POCHBIX B (DemepaabHBIX OKPYTax.
Ob6mas cymMMupylomiass THGOPMAaLKs 0 PeTUCTPY U CpaBHEHME ¢ JAHHBIMU IPEIbIIYIIINX
JIeT IIpeacTaBIcHa B Ta0I. 4.

Tabauua 4
OcHoeHble noKazameau, OMPadCarouie opeaHu3auulo NOMoul 60.1bHbIM MYKOBUCUUA030M U UX cOCMOsiHUe 300po6bs 3a 2011—-2015 2.
Mokazatens \ 2011 r. \ 2012r. \ 2013r. \ 2014 r. \ 2015r. \

XUBbI, N 1011 1251 1707 1815 2877

ymepnu, n 15 20 32 32 39
BospacrT, ropgpi

M+ SD 11,5+8,9 11,8 +8,9 11,9+ 9,1 12,2+9,4 12,1+9,5

Me (IQR) 9,5 (14,0) 9,5 (14,3) 9,6 (14,1) 9,8 (13,9) 9,7 (13,2)

[onga naumeHToB B Bo3pacte > 18 net, % 25,0 26,2 25,9 25,7 24,6

M+ SD 3,3%+5,5 3,5+5,6 3,4+6,1 3,3%+5,8 3,2+5,8

Me (IQR) 1,0 (4,0) 1,0 (4,0) 0,8 (3,9) 0,7 (3,8) 0,6 (3,5)
MekoHueBblli uneyc

Bcero, % 5,4 5,7 6,4 7,0 7,3

Xupypruyeckoe nocobue, % 4,8 5,2 5,2 5,8 6,3

KOHCepBaTuBHas Tepanus, % 0,6 0,6 1,2 1,2 1,0

B OTYETHOM ropy, % 8,7 11,2 7,5 14,7 8,8

Xupypruyeckoe nocobue, % 8 7/ 10,3 6,8 11,0 8 8

KOHCepBaTUBHas Tepanus, % 0,9 0,7 3,7

Bcero, % 28,8 32,4 36,0 38,5 40,0

B OTYETHOM ropy, % 78,3 73,8 75,0 79,8 74,6
FeHeTMyecKoe uccneposaHue

oxsar, % 91,8 91,1 87,5 87,7 88,2

DONA BbISBNEHHbIX MyTauuii, %* 80,0 80,4 79,1 79,5 81,9

— ABe BbiSIBNIEHHbIE MyTauuu, %* 69,1 69,2 66,1 66,5 70,4

— OofHa BbIIB/IEHHaa MyTauus, %* 21,4 22,4 25,9 25,2 23,1

— 00e MmyTauum He BbisiBJIeHbl, %* 9,5 8,4 8,0 8,3 6,5

F508del / F508del, %* 32,1 30,3 30,0 29,1 27,8

F508del / HeF508del, %* 41,2 44,5 45,7 46,7 47,6

HeF508del / HeF508del, %* 26,7 25,2 24,3 24,2 25,6

F508del, annenbHas yacrorta, %* 52,79 52,85 52,21 51,53 51,67
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\ Mokazatens | 2011r. | 2012r. | 2013r. | 2014r. | 2015r. |
CFTRdele2,3, annenbHas yactora, %* 6,32 5,91 5,94 5,93 5,68
E92K, annenbHas yactoTta, %* 2,65 2,64 2,58 2,62 2,43
Staphylococcus aureus, % 58,4 58,4 53,8 55,3 56,0
MRSA, % - - - - 6,4
Pseudomonas aeruginosa
— XpoHuuyeckoe uidpuumnposanue, % 32,3 30,8 31,8 31,1 32,1
— UIHTEPMUTTUPYIOLNIA BbICEB, % 15,1 14,5 14,8 14,6 15,1
Burkholderia cepacia complex, % 7,0 6,3 7,9 6,9 6,6
Stenotrophomonas maltophilia, % 3,4 3,8 3,9 3,3 3,4
Achromobacter sp., % - - - 3,2 3,9
HOrood, % 13,4 14,9 11,4 10,3 7,5
HeTtyGepkynesHbiit MukoGakTepuos, % 1,6 1,2 0,8 0,8 0,9

PecnupartopHasa ¢pyHkuus
DXEJ, % ponx. 84,6 + 30,1 83,9 + 26,4 84,5+245 84,8 +25,0 83,4+24,6
OdB1, % ponx. 74,6 29,4 73,4+28,5 75,2 + 26,9 75,4 + 26,9 74,2 + 27,2
meauaHa nepueHtuna UMT cpenu petein 29,0 (55,6) 24,3 (47,4) 31,1 (55,9) 31,6 (51,0) 29,1 (48,8)
meauada UMT cpeau B3pocCbix 18,8 (3,9) 19,1(3,6) 18,9 (3,7) 19,0 (4,0) 19,1 (3,9)
OcnoxHeHus 3a60neBaHns B OTYETHOM roay
Annepruyeckuii GpoHXoneroYHblii acneprunnes, % 1,3 1,4 1,6 1,4 1,5
CaxapHblii auabeT c NPUMEHeHNeM UHCYnuHa, % 3,2 3,9 3,8 3,6 2,9
MHeBmoTOpakc, NoTpe6oBaBLLMiA ApeHMpPoBaHUd, % 1,5 1,2 0,7 0,9 0,9
Liuppo3 neyenun
— C MOPTasNibHOM rMNEepPTeH3nen / runepcnneHn3mom, % 4,2 4,4 3,8 3,7 3,5
— 0e3 nopTanbHoOI rMNepTeH3uu / runepcnnednama, % 4,3 3,8 4,7 4,3 2,9
— 0 HanNU4uUu rMNepTeH3nn HeM3BecTHO, % 0,3 0,4 0,2 0,2 0,5
MopaxeHue neuexn 6e3 umpposa, % 23,2 24,7 23,9 22,8 18,4
Jlero4Hoe kpoBoTe4yeHue, % 2,6 251 1,8 1,3 1,4
OcTteonopo3 (HM3kaa KocTHas macca), % 14,5 11,2 11,1 11,4 8,0
Monuno3 BepxHuX AblxaTesNbHbIX NyTei, % 15,0 15,0 16,5 17,1 19,6
ANeKTPONUTHbIE PACCTPOINCTBA, % 4,0 4,1 5.7 3,8 3,5
Hanuuue oHkonoruyeckoro 3aboneeanus, % 0,4 0,3 0,3 0,3 0,3
Amunounos, % 0,2 0,2 0,3 0,2 0,1
FMnepToHuYeckuii pacTBop HaTpus xnopuaa, % 8,7 25,2 37,3 47,3 50,1
AHTUOMOTUKMN MHraNSILMOHHBIE, % 41,3 37,6 40,9 42,4 42,5
AHTUOMOTUKMN BHYTPUBEHHBIE, % 70,9 62,2 66,0 62,5 63,5
AHTMOMOTUKM NepopanbHbie, % 69,1 74,7 77,5 74,3 75,6
BpoHxogunararopsbl, % 63,0 65,2 66,7 67,2 61,0
CTepouabl UHransiuMoHHbIe, % 26,8 20,3 23,3 20,9 20,6
CTtepoupbl cuctemHbie, % 8,3 7,6 6,6 5,7 6,0
[opHa3a anbda, % 93,4 94,2 92,9 92,8 93,6
A3UTPOMMLMH B CYOMHrMGUpYioLeit ao3se, % 34,7 32,0 35,9 32,3 32,7
Ypcoae3okcuxoneBas kucnora, % 93,2 92,9 93,2 92,3 91,0
MankpeaTnyeckue pepmenTbl, % 94,2 94,1 94,2 94,3 93,0
XXupopacTBopuMble BUTaMUHbI, % 88,1 90,6 90,4 89,9 86,5
Kunesutepanus, % 79,9 81,9 80,3 80,7 81,2
Kucnopogotepanusi, % 6,2 6,5 5,3 4.1 4,9
TpaHcnnaHTauusa 3a OTYETHbIN rog,
— Nerkux, n 1 2 2 1 9
— nevyeHm, n 0 1 0 0 3
Yucno ymepunx 15 20 32 32 39
M £ SD, roapl 15,9+ 12,7 17,3+8,8 17,1+8,8 14,5+ 10,4 18,9+ 10,1
Me (IQR), roab! 17,4 (25,0) 20,0 (15,3) 19,0 (12,3) 15,6 (18,9) 18,5 (12,8)
Mpu4nHbI cMepTH
— GpoHXoneroyHas, n 13 15 23 29 31
— 3NEeKTPOSIUTHbIE PacCTPONCTBA, N 1 1 - 1 1
— MPUYMHA CMEePTU HEU3BECTHA, N 1 1 2 1
— CepAeYHO-CcoCcyaAnCTas HeA0CTaTO4YHOCTb, N - 1 1 - -
— NopaXXxeHue nevyeHu, n - 1 2 - 1
— HecyacTHbIl cnyyait, n - 1 1 - 1
— TpaHCNNaHTaumus nerkux - - 1 - -
— ocTpasi NoYeyHasi HeA,0CTaTOYHOCTb, N - - 2 - -
— KMLLIEYHas HEeNPOXOAUMOCTb, N - - - 1 -
— OHKONOTUs, N - - - - 2

MpumeyaHve: B Tabnuue AaHHble NpeacTaBneHbl 6e3 yyeTta «apyrx» pernoHos B 2014-2013 rr. n 6e3 y4eta CaHkT-MNeTepbypra n YensbuHckoit obnactu B 2012 .

* aonsa ot 4yucna 60/IbHbIX, KOTOpPbIM NMpOBEAEeHO reHeTn4eckoe nccnenosaHune.

annenbHasa Yactota mytaunii F508del, CFTRdele2,3, E92K npeacTasneHa ¢ y4eTom «apyrux» pernoHos 2013-2014 rr. n CankT-Metepbypra u HensbuHckoit obnactn B 2012 1.
MpumeyaHue: B OTYETHOM rofly ANAarHo3 CHAT 9 naumeHTam.

HMNIrO® - HenceBaoMOHaaHas rpamoTpuuaTensHas ¢ropa, Ao 2014 roaa Bkovana B ceés Achromobacter sp.
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BospacTHas 1 nosioBasi CTPYKTypa 60J/ibHbIX MYKOBUCLUO,030M
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BospacrT, roabl
Puc. 5. T'mctorpamma Bo3pacta 60JibHBIX. OCh aOCIIMCC — BO3PAcCT, FObl, OpAUHAT — YKCI0, N

PacnpeneneHue 60JbHBIX MyKOBUCIIMIO30M B 3aBUCHMMOCTH OT BO3pacTa IPeACTaBICHbI Ha
puc. 5.

CpenHuii Bo3pact 60bHbIX B 2015 romy coctaBui 12,1 £ 9,5 net, MmenuaHa Bo3pacta — 9,7
(13,2) ner.

Campblit cTapimumii mauveHT B otyeTHOM 2015 rogy HaGmogazcs B . MockBe. Ero Bo3pact —
66,0 neT, Bo3pact camoro mianmrero — 0,1 rox. Jloist B3pocibIx maiueHToB (> 18 net) — 24,6%.
Cpenn 00JIbHBIX MpeodIamaan MyKYnHbl: 51,7%.

[TonoBoii cocTaB B 3aBUCMMOCTH OT BO3pacTa IIpeICTaBIeH Ha puc. 6.

Eig My»KcKoi non eHckuit non
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BospacrT, roapl

Yuncno 60/bHbIX, N

Puc. 6. [TonoBoit cocTaB GONBHBIX B 3aBUCUMOCTHU OT BO3pacTa (clieBa — MYXKUMHBI, CTIpaBa — KEHIIIUHDI)
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OuarHoctuka

CpenHuii BO3pacT U MeauaHa Bo3pacTta 60JbHBIX B perMOHAaX MPEeACTaBIeHbI B Ta0JI. 5.

Tabauya 5
Cpeonuii 6o3pacm u meduana 6o3pacma nNayuUeHmMos 8 pecuoHax

Okpyr ‘ M * SD, roab! ‘ Me (IQR), roab! ‘

LleHTpanbHbiii peaepanbHblii OKpYr 13,0+ 10,0 10,1 (14,7)
CeBepo-3anagHblii peaepanbHblii OKpYr 12,6 £+ 10,0 10,7 (12,5)
[OxHbI penepanbHbiii OKpYr 11,0+ 8,4 8,9 (10,4)
MpuBonxckuii dpepepanbHbiit OKPYr 13,3+9,3 11,2 (14,4)
Ypanbckuii pepepanbHblii OKpyr 10,6 + 8,6 8,1(10,4)
Cubupckuii pepepanbHblil OKpyr 9,9+8,1 7,9 (9,7)

[ anbHeBOCTOYHbIN depepanbHblit OKPYr 12,8 £10,3 10,2 (15,4)
CeBepo-Kaeka3ckuii pepepanbHblii OKpyr 10,5+ 10,1 7,5 (10,0)
Kpbimckuii pepepanbHblit okpyr 11,4 +8,1 9,1(10,4)
Mocksa 14,3+ 11,1 11,7 (16,6)
Cankr-lMetepGypr 13,0+ 11,2 10,5 (15,7)

AunarHoctuka mMykoBucuuao3sa

I'mcTorpammMa Bo3pacTa yCTaHOBJICHMS IMArHO3a B OOIIIEM IO TPYIIIIe OTpakeHa Ha puc. 7.
CpeaHuii BO3pacT MOCTAaHOBKM AMArHo3a coctaBui 3,2 £ 5,8 neT, MearaHa Bo3pacTa yCTaAHOB-
nenust auartosa — 0,6 (3,5) ner. B Bo3pacre nociie 18 jiet 3a6oseBaHue IMarHOCTUPOBAIOCH Y
2,8% ot 0061ero uncia 60abHbIX Uy 11,2% ot uncia B3pocibix. MUHUMAJIbHBIIA BO3pacT yCcTa-
HOBJICHMSI IMAarHO3a — IIPU POXIEHUU, MaKCUMaIbHbI — B 59,0 ner.

I1o HeoHaTaIbLHOMY CKPMHMHIY AMArHo3 ObL1 ycTaHoBiieH 40,0% 001bHbIM.

100
90
80 X
70 B
©
60 G
T
50 «
©
40 @
=
30 E
20 =
z
10
i <t ~ o m o (o)} o~ wn 0 — < ~ o o o [o2) o wn 0 0
S v T T g g g e 0 e §F ¥ ¥ 0 0o
(o)} o~ wn 0 - < ~ o o o (<)) o~ wn 0 — < ~
- Ll - o~ o~ o~ [22] [a2] o (221 < < < wn wn wn
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Puc. 7. T'ucrorpamma Bo3pacta yCTAaHOBJIEHMS IMarHo3a B Pa3JIMUHbIX BO3PACTHBIX IPYITIAX
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Puc. 8 LLOIIH MMaIMEHTOB C YCTAHOBJICHHBIM NJMArHO30M IIO HEOHATAaJIbHOMY CKPUHUHIY B obeit MOomyJIAIUN OOTBHBIX MYKOBUCIIMIO30M 3a

2011-2015 rr.
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

Puc. 9. lons1 601bHBIX, AMarHO3 KOTOPBIM YCTAHABJIMBAJICS 110 HEOHATAILHOMY CKPMHUHTY (CUHUI 1IBET — IMArHO3 YCTAaHOBJIEH 10 HEOHATAIbHO-
MY CKPUHUHTY, KPACHBII LIBET — CKPUHUHT OTPULIATESbHBIIA)

LleHTpanbHbIl

depepanbHbili OKpyr

CeBepo-3anafHblit
denepanbHbIi OKpyr

HOXKHbIN

dbenepanbHbIvi OKpyr

MpUBOMKCKUIA

dbenepanbHbIvi OKpyr

Ypanbckui

denepanbHbIvi OKpyr

Cunbupckuii

denepanbHbIi OKpyr

[lanbHeBOCTOUHbIN
denepanbHbIvi OKpyr

CeBepo-KaBKasckui
dbenepanbHbIvi OKpyr

KpbImckuii

dbenepanbHbIvi OKpyr

Mocksa

CaHKT-lMeTepbypr

T

0

T

20

T

40

60

%

Ha puc. 8 npencrasieHa 1nHaMMKa 10U MALMEHTOB, AMArHO3 KOTOPHIM ObUI YCTaBJIEH IO

HeoHaTaJIbLHOMY CKpUMHUHTY B peructpax 20112015 rr.

Ha puc. 9 nmpencrasieHa most 60JbHBIX, TMATHO3 KOTOPHIM YCTaHABIMBAJICS 10 HEOHATAIb-

HOMY CKPUHUHTY.

CpeaHuii Bo3pacT U MeIrdaHa BO3pacTa yCTaHOBJICHUS IMarHo3a MpeacTaBieHbl B TabJ1. 6.

Tabauua 6
Cpednuil 6o3pacm u meduana 603pacma ycmanos.1eHus OUazHo3a

‘ Okpyr ‘ M = SD, roab! ‘ Me (IQR), roas! ‘
LieHTpanbHbiit peaepanbHblii OKpyr 3,5+6,4 0,6 (3,9)
CeBepo-3anagHblit peaepanbHblii OKpyr 3,8+7,0 0,6 (4,1)
HOXHbI dpepepanbHbIii OKpYr 2,6 +4,2 0,7 (2,8)
MpuBonxckuii dpepepanbHblii OKpyr 3,6 +5,7 0,8 (4,7)
Ypanbckuii penepanbHblii oKpyr 2,9+5,3 0,5 (3,3)
Cubupckuii dpepepanbHblit OKpyr 2,2+4,2 0,3 (2,1)
JanbHeBOCTOUHbIN epepanbHbiii OKPYr 3,7+£7,2 0,7 (2,9)
CeBepo-KaBka3sckuit pepepanbHbiii okpyr 3,0+£6,7 0,5 (1,9)
Kpbimckuii bepepanbHblil OKpyr 3,3+5,2 1,0 (2,5)
Mockea 41+£7,7 0,5 (4,8)
Cankr-lMeTepbypr 4,1+£7,9 0,3 (4,5)

MexoHueBbIil wieyc ObLT IMarHOCTUPOBAH MpU poxaeHun y 204 HabaogaeMbIX OOJIbHBIX,

177 3 HUX TTOTPEOOBAIOCH XUPYPIUUECKOE MTOCOOUE.
JloJist GOMBHBIX ¢ MEKOHUEBBIM MJIEYCOM B perruoHax oTpaxeHa Ha puc. 10.
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LleHTpanbHbIii
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
dbenepanbHbIvi OKpyr

HOXKHbI
denepanbHbili OKpyr

MpuBOMKCKINI
denepanbHbIvi OKpyr

Ypanbckui
dbenepanbHbIi OKpyr

B Xupyprudeckoe

Cubupckui -
o nocobue
efiepanbHblit OKpyr
dbenep py B KoHcepBaTuBHas
Tepanus

[lanbHEeBOCTOUHbIN
dbenepanbHbIi OKpyr

CeBepo-KaBKkasckuit
dbenepanbHbIvi OKpyr

KpbImckui
dbenepanbHbIvi OKpyr

MockBsa

CaHKT-lMetepbypr %

Puc. 10. Jonst G0JIBHBIX C MEKOHUEBBIM UJIEYCOM

AunarHocTuka B OTYETHOM roay

3a OTYETHBIN TOf IMarHo3 MyKOBUCILIMA03 BriepBbie ycTaHOBIEH 193 manuentam: 185 nmanu-
eHtam 1o 18 net u § manmeHntam crapiue 18 ser. [To HeOHaTATbHOMY CKPUHUHTY IMarHo3 ObUI
ycTaHOBJIEH 144 GOJIbHBIM, YTO COCTAaBUJIO 74,6% OT BCeX BBISIBJIEHHBIX CJIy4aeB MyKOBUCLIMIO-
3a 32 OTYETHBII roa. MeKOHUEBbI MjleyC ObLT IMarHoCTUpoBaH y 17 nmauueHTos (8,8% oT yuc-
Jla yCTaHOBJIEHHBIX JUAarHO30B), BCEM UM MOTPEOOBAIOCh XUpypruyeckoe rnocodue. Bospact
YCTAaHOBJIEHUS AMArHO3a B OTYETHOM roay coctaBui — 3,1 £ 6,6 ner, menuana Bo3pacta — 0,8
(1,0) ner. MUHUMAaJIBHBINA BO3pACT YCTAHOBJIEHUS TUATHO3a B OTYETHOM TOAY — MPU POXKIE-
HUM, MaKCUMaJbHbI — B 47,7 net. ['McTorpaMmma Bo3pacTa yCTaHOBJIEHMSI JUAarHO3a B OTYET-
HOM TOfly OTpaxkeHa Ha puc. 11.
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Puc. 11. 'ucrorpamma Bo3pacta yCTaHOBJIEHUS IMATHO3a B OTYETHOM TOIY
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

MNMoToBbIN TecT

Ha puc. 12 npeacraBiieHO COOTHOIIIEHUE TUTIA TIOTOBOTO TeCTa B MIOTOBOM TecTe | M MmoTo-
BOM TecTe 2, a B TaOJI. 7, ¥ TaOJ. 8 pa3auuusi MeXIy IeTbMU 1 B3POCTBIMU.

100% -
90% -
80% -
70% -
60%
¥ NpoBOAMMOCTb
50% -
B TUTpOBaHUe
40% M He genanv
30% -
20% -
10% -
0% -

MoToBbIN TecT 1 MoToBbIN TecT 2

Puc. 12. XapakTepucTtuka rmorosoro tecta 1 u 2

Tabauua 7

Xapaxmepucmurxa nomoeoeo mecma 1y demeii u 63pocavix

| | He npoBogunun | TutpoBaHue | MpoBoaumocTb |
Oetn, % 2,4 34,6 63,0

Tabauuya 8

Xapaxmepucmura nomoeozo mecma 2 y demeii u 83pocavix

| | He npoeoaunu | TutpoBaHue | MNMpoBogumocTb |
Aetn, % 4,9 35,6 59,5

Cpeau 3ano0JHEHHBIX JaHHBIX Y 13,6% GOJIbHBIX B PETUCTPE He 3a(pUKCUPOBAHO HU OJHOIO
MOJIOXUTETHHOTO TIOTOBOIO TecTa, y 38,6% GOJIbHBIX OTMEUEH XOTSI Obl OAMH ITOJIO0XKUTEIbHBII
MOTOBBINA TecT, y 47,8% — nBa MOTOBBIX TECTA MMOJIOXUTEIbHBIE.

ITo0XUTENbHBIM ITOTOBBIM TECTOM CUMTAIMCh IMOKAa3aTelu: IJIsi TUTPOBAHUS OoJiee
60 MMOJIb/J1, [UTs ipoBoarMOcCTU Oosiee 80 MMosib/. [Torpannunbie 3HaueHust: 30—60 MMOJIb/JT
n 50—80 MMOJIB/J IJISI TATPOBAHMS M TIPOBOAMMOCTH, COOTBETCTBEHHO.

B Tabm. 9 oTpaxkeHbl pa3uuusi MEXIy B3POCIBIMUA U IETbMU 110 CTPYKTYPE TTOTOBOTO TECTa.

Tabauua 9

Coomnowenue ungpopmamugnocmu nomogozo mecma y demeii u 63pocavix

| | Hu ogHOro NoNoXuTensHOro | OAVIH MNOTOBbI TECT NONOXUTESNbHbIN | D,Ba NMOTOBLIX TECTA NOJIOXKUTEJIbHbI |
Detn, % 11,8 35,9 52,3

Ha puc. 13 u B Ta61. 10 oTpaskeHBI ITOKa3aTe)IM IIOTOBOTO TECTa, IIPOBEACHHOTO TUTPOBAHUEM.
CpenHue mokasaTeJIM MOTOBOTO TecTa | METOAOM TMPOBOAMMOCTU COCTABUJIU
106,7 £ 21,3 mmounb/i, meauana 110,0 (24,0) mmonb/n, y aeteit 107,5 = 20,6 MMOJIb/J1, MEu-
ana 110,0 (23,0) MMosb/1, y B3pocibix 98,2 &+ 25,6 MmoJb/1, Meauana 100,0 (39,0) mmouib/i.

CpenHue ToKasaTelIW IMOTOBOTO TeCTa 2 METOJAOM MPOBOAMMOCTH COCTABUIU
105,8 £ 21,3 mmoub/i1, meauana 108,0 (24,0) mmonb/i, y aeteit 106,9 = 20,6 MMOJIb/J1, MEAu-
ana 109,0 (23,0) mMomb/, y B3pocibix 97,7 + 24,7 mmoins/1, menrana 99,0 (33,0) MMoOJIb/II.
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Puc. 13. Tucrorpamma roToBoro Tecra, poBeJeHHOro TUTPOBAHUEM

Tabauya 10
Cmpyxkmypa 3na4eHuil nomogozo mecma npoeedeHH020 mumposanuem™
3HayeHue, MMonb/n Yucno 60nbHbIX, N Dons 605bHbIX, % ‘
10-20 4 0,2
20-30 7 0,4
30-40 14 0,7
40-50 20 1,0
50-60 71 3,6
60-70 185 9,5
70-80 202 10,3
80-90 195 10,0
90-100 240 12,3
100-110 285 14,6
110-120 241 12,3
120-130 166 8,5
130-140 59 3,0
140-150 38 1,9
150-160 59 3,0
160-170 20 1,0
170-180 1 <0,1
He o6Go3HayeH nokasatenb 147 7,5

*Mpw ypoBHe Bbiwe 150 MMONb/N NOTOBbLIV TECT LOMKEH ObITh NepeaenaH.

Ha puc. 14. u B tabn. 11 oTpaxkeHbl MoKa3aTeaM IMOTOBOTO TeCTa, IIPOBEIEHHOTIO METOJOM
IIPOBOAMMOCTH.

CpenHue nokasaTey II0TOBOro Tecta 1 MeToa0M TUTpOBaHusI cocTaBuin 96,0 + 26,7 MMOIIb/J1,
Menuana 96,0 (38,0) mmonb/1, y gereit 96,8 + 26,6 MmoJb/i1, MeauaHa 98,4 (37,0) MmmoJb/i, y
B3pocibix 94,8 + 26,8 mmoib/i1, meauana 93,0 (36,0) MMoIIb/I1.

CpenHue nokasaTey II0TOBOIro TecTa 2 METOIOM TUTpOBaHus cocTaBuin 99,1 + 26,3 MMosb/J1,
Meauana 101,0 (37,0) mmonb/in, y aeteii 101,4 £ 26,2 mmounb/in, meauana 105,0 (36,0) Mmmouib/i,
y B3pocibix 93,4 + 26,7 mmoinb/n, menuada 92,0 (36,7) MMOJIb.
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Puc. 14. T'ucrorpaMmma noToBOro Tecta MpoBeJeHHOIO METOAOM ITPOBOIMMOCTH

Tabauya 11
Cmpyxkmypa 3naveHuii nomogo2o mecma npoeedeHH020 Memooom nposooumocmu™

*Xnopwvapl noTa Bhilwe 170 HENb3A cunTaTb AOCTOBEPHBLIMU, NMOTOBLIV TECT AOMKEH ObiTb NepenenaH.
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leHeTUkKa

B nactosiiee Bpemst uzBectHo 6osee 200 KTMHUYeCKr 3HaUUMBbIX MyTaruii rena CFTR. Oaun
MPEensATCTBYIOT cuHTe3y 0eika MBTP, ero TpaHCHopTy K anmuKaJIbHOW MeMOpaHe KJIETKU WA
HapylIaoT ero (PyHKIMIO B KAYeCTBEe KaHajla aHUOHOB xJiopa. B 3aBUCHMMOCTH OT BIMSIHUS Ha
dbyukumio 6eaka MBTP ux moapasaeisiorT Ha 5 OCHOBHBIX KJ1accoB (puc. 16). DTo ympolieH-
Hasl cxeMa, TaK KaK OJiHa MyTallis MOXET BbI3BaTh HECKOJIBKO BUIOB HApYyIIEHUST paboThI OelT-
Ka, ¥ He IIJIs BCeX MyTallUil ornpefesieH Kiacc. B Takux ciaydasix Mbl OTMEYaeM KJacC MyTalluu

o I o I
X| &L || F
3[@“@‘[9‘

&
©

Kaace Il Kaacc 1l Kaace IV Kaace V
Besox MBTP Hapywenue cunreaa Hapyuierue Hapywenve peryanuwi Hapy G
c pyetca, by Gena XAOpHOIO KaMan. Besok p Geara, Hop
AOCTHrAET ANUKAABHOR 6eara MBTP. MBTP: Hapyuien MBTP cunresupyercs, XADPHOID KIHIA, yHiIMOHUpyOLIErD
MeMBPaHb KAETIH, Tpancnopr Beara TpancopTHpyeTE K Beox MBTP +2 ANMIAABHOR
NOAHOLEHHD INMKIABHON MEMBPIHE  ATMGAHOT MeMBpaMe, O cuMTEIMpyeTeR, MemBpare KAeTKM.
yHxumMOHUpYeT Kax KABTKA. HE BLINOAHSET GhyHILLIB0. HOPMIABHO
KAHIA FHHOHOB XAOPA. XAOPHOIO KaHaAL TpaHcnopTHpyeTcs K
CFTRdele2,3, 2184insA. F508del, I07del, GSS1D. GI244E, RIZ4W,R34TR, 3849+ (0KbC-T,
2143delT.W (282X, IN1303K, 5549R S1255P RI7H A455E, 3272-26A>G,
S466X-R1070Q, 278945G>A, IVSB(5T)

G542X,

LleHTpanbHbIN
denepanbHbIii OKpyr

CeBepo-3anagHbiii
denepanbHbIi OKpyr

HOXHbIM
dbenepanbHbIii OKpyr

MpuBONMKCKNIA
denepanbHbIii OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

CubupcKuit
denepanbHbIn OKpyr M BbifaBneHbl
[anbHeBOCTOYHbIN
depepanbHbli OKpyr

M He BbIABNEHbI

CeBepo-KaBKkasckui
denepanbHbIii OKpyr

Kpbimcknii
dbenepanbHbIii OKpyr

Mocksa

CaHkT-MeTtepbypr
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Puc. 18. Jonst BBISIBIEHHBIX MyTallMii MyKOBUCLIMIO3a
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LleHTpanbHbIii
dbenepanbHbIvi OKpyr
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dbenepanbHbIvi OKpyr

KpbImckuii
dbenepanbHbIvi OKpyr
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CaHKT-lMeTepbypr
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Puc. 17. OxBar reHeTUYECKUM UCCIeT0BaHUEM OOJbHBIX MyKOBUCIIMI030M

Myrtaumu 1, 1T 1 111 k1accoB IIpUBOAIT K MOJTHOMY YUIM ITOYTH ITOTHOMY IpeKpalieHUIo (PyHK-
LIMY XJIOPHOTO KaHajia, U OTHOCSITCS K «TSKEJIBIM» MyTalldsIM, TOTJa KakK Ipy MyTanusx IV V
KJIACCOB COXPAHSIETCST OCTaTOYHAasT (PYHKIIMS XJIOPHOTO KaHaja, YTO MO3BOJISIET UX OObEAMHUTD
B TPYIIIE «MSITKUX» MyTalnid. «Ts3KecTh» MyTalliy ONpenessieT CTelleHb HapylIeH!sT BHEIITHE-
CEKPETOPHON (DYHKIIMM MOIKEITYIOUHOM XKeJle3bl. « MITKHe» MyTallii JOMUHUPYIOT HaIl «TSI-
KEJIBIMI» B OTHOIIIEHWH ITaHKPeaTHIeCKOTO (peHOTHTIA.

I'eHeTMUECKOE MCcienoBaHUe OBUTIO MPoBeneHO y 88,2% 60bHBIM. JIeTsIM TaHHOE UCCIIen0-
BaHue ObLIO MpoBeneHo B 87,7%, B3pocibiM — B 89,6% ciyyaes.

OxBaT reHeTUYECKUM HCCIIeIOBAaHUEM B peTMOHAX MpeACTaBieH Ha puc. 17.

CymMapHas 10Jis1 BBISIBJICHHBIX MyTalldii B perMoHax IokKa3aHa Ha puc. 18.

O61ast cyMMapHasi 4acTota MAeHTU(hULIMPOBAHHBIX ajuteseii coctaBuia 81,9%.

VY nereit unpentudumponaro 80,0% anneneii, y B3pocibix — 87,5%.

JlnHaMuUKa oxXBaTa reHeTMYECKIM MCCIIeIOBAaHUEM U J0JIM He BBISIBJICHHBIX MyTallWii TIO CpaB-
HeHuto ¢ peructpamu 2011—-2014 rr. npeacrasieHa Ha puc. 19.
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Puc. 19. lunamuka oxBaTa reHeTMYECKUM UCCIIEIOBAHUEM U JI0JIM HE BBISIBJIEHHBIX MyTallMii 1o cpaBHeHUIo ¢ peructpamu 2011-2014 rr.
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AJuienbHast yactoTta Mytauuil reHa CFTR B cTpaHe B OpsiIKe YObIBaHUS MpeCcTaBieHa B Tad. 12.

Tabauya 12
Anneavnas wacmoma mymauuii 2ena CFTR mykoeucuyudosa ¢ cmpane

N¢ MyTtauus Yacrota, % N¢ MyTtauus Yacrota, % N¢ MyTtauus Yacrora, %
1 F508del 51,67 2 CFTRdele2,3 5,68 3 E92K 2,43
4  3849+10kbC>T 2,10 5 2143delT 1,90 6 w1282X 1,82
7  2184insA 1,80 8 N1303K 1,35 9 1677delTA 1,29
10 G542X 1,18 11 L138ins 1,07 12 394delTT 0,82
13 R334W 0,80 14  3821delT 0,45 15 S1196X 0,33
16 2789+5G>A 0,33 17  3272-16T>A 0,31 18 W1282R 0,29
19  3944delGT 0,29 20 S466X* 0,27 21 R1066C 0,26
22  c.1243-1247del 0,22 23 R553X 0,18 24 712-1G>T 0,16
25 3849G>A 0,16 26 621+1G>T 0,16 27  S945L 0,12
28 4015delA 0,12 29 S1159F 0,10 30 R1162X 0,10
31 CFTRdup 6b-10 0,10 32 R347P 0,10 33 L1335P 0,10
34 W1310X 0,10 35 1898+1G>A 0,10 36 G85E 0,10
37 E217G 0,08 38 S1159P 0,08 39 1716+1G>A 0,08
40 R1158X 0,08 41 1898+1G>C 0,08 42 Q98R 0,08
43 3659delC 0,06 44 1248+1G>A 0,06 45 R785X 0,06
46 1506T 0,06 47 R114H 0,06 48 604insA 0,06
49  4428insGA 0,06 50 D1152H 0,06 51 Y84X 0,06
52 1898+2T>C 0,06 53  4382delA 0,06 54  CFTRdel4-11 0,06
55 R75X 0,04 56  624delT 0,04 57 3085-3088delTTGA 0,04
58 681delC 0,04 59 D579Y 0,04 60 Y569H 0,04
61 Q493R 0,04 62 A96E 0,04 63  4022insT 0,04
64 R792X 0,04 65 2183AA>G 0,04 66 CFTRdele8 0,04
67 D110H 0,04 68 175delC 0,04 69 2184delA 0,04
70 574delA 0,04 71 p.11328K 0,04 72  K598ins 0,02
73 A120T 0,02 74 W79X 0,02 75 R117C 0,02
76 1148T 0,02 77 G27X 0,02 78 A141D 0,02
79 1660delG 0,02 80 2118del4 0,02 81 CFTRdele2 0,02
82 R1066H 0,02 83 -741T>G 0,02 84 E1104X 0,02
85 W496X 0,02 86 W227X 0,02 87 T388M 0,02
88 p.E1433G 0,02 89 Q290X 0,02 90 L863R 0,02
91 W401X 0,02 92 4005+1G>A 0,02 93 185+1G>T 0,02
94 ¢.1580dupA 0,02 95 L568F 0,02 96 P988R 0,02
97 1717-1G>A 0,02 98 1525-1G>A 0,03 99 K1468R 0,02
100 L1093P 0,02 101 R851X 0,02 102 R709X 0,02
103 G551D 0,02 104 W19G 0,02 105 3272-26A>G 0,02
106 L812X 0,02 107 ¢.3532-3535dup 0,02 108 4005+1G>T 0,02
109 Q1412X 0,02 110 CFTRdele19-22 0,02 111 D572N 0,02
112 G480S 0,02 113 3272-11A>G 0,02 114 4374+1G>A 0,02
115 G461E 0,02 116 T604I 0,02 117 Y1032C 0,03
118 CFTRdele2-8 0,02 119 E92A 0,02 120 G1249E 0,02
121 296+1G>T 0,02 122 ¢.1679+1G>T 0,02 123 R1102X 0,02
124 Q359K-T360K 0,02 125 p.1530T 0,02 126 2790-2A>G 0,02
127 E403D 0,02 128 p.F1078I 0,02 129 p.Q1038X 0,02
130 4095+1G>T 0,02 131 S549N 0,02 132 Y569D 0,02
133 p.W361X 0,02 134 Q1476X 0,02 135 406-1G>A 0,02
136 P205S 0,02 137 CFTRdelel-11 0,02 138 p.T1036N 0,02
139 c¢.1219delG 0,02 140 541deld 0,02 141  ¢.869+2T>G 0,02
142 324delC 0,02 143 4040delA 0,02 144 3791delC 0,02
145 2114delT 0,02 146 4025delG 0,02 147 3457delA 0,02
148 1027delG 0,02 149 3321delG 0,02 150 1366delG 0,02
151  2043delG 0,02 152 1680-1G>C 0,02 153 663delT 0,02
154 3359delCT 0,02 155 583delC 0,02 156 CFTRdele18-20 0,02

MpuMeyaHue: * — 3aeck 1 pganee: Bkatoyas mytaunmn S466Xu S466X-R1070Q.

JIBe myTtauuu Obutn onpeneneHsl y 70,4% oT ynciia 60JbHbBIX, KOTOPBIM IIPOBOAMIOCH F€HETH -
yecKoe ucciaenoBanue, oqHa — y 23,1%, Hu OmHOM MyTaLMK HE YIAI0Ch BBISIBUTD Y 6,5% GOJIbHBIX.
Ha puc. 20 oTpaxkeHbI 10 OOJIBHBIX B 3aBUCUMOCTH OT YHMCJIa BBISIBJICHHBIX MyTallii B TCHOTHUIIC.

JIBe MyTauuu BbIsiBIIeHBI Y 66,1% nereit u 83,1% B3pocibix, oqHa — y 27,.9% u 8,8%, Hu
omHoi MyTtanuu — y 6,0% u 8,1% mneteit 1 B3pOCITBIX COOTBETCTBEHHO.

B llenTtpanbHoM denepanibHOM OKpyre ObulM reHOTUnupoBaHbl 91,8% GoabHBIX (Tada. 13).
B 10,5% cay4aeB maTojgorndeckuil ajuiesib He 06Ut uaeHtuguiposad. F508del onpenenena y
78,1% nauueHTOB.
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LleHTpanbHbIi
benepanbHbIi OKpyr

CeBepo-3anagHbli
denepanbHbIi OKpyr

HOKHbIN
denepanbHbIit OKpyr

MpUBOANKCKUIA
benepanbHbIi OKpyr

Ypanbckuii
benepanbHbIi OKpyr

Cnbupckui
denepanbHbIl OKpyr

[anbHeBOCTOYHbIM
denepanbHbIit OKpyr

CeBepo-KaBKasckuii
denepanbHbIit OKpyr

Kpbimcknii
benepanbHbIv OKpyr

Mocksa

CaHkT-MeTtepbypr

Puc. 20. BoisiBleHHbIe MyTalluy B OKpyrax

N [1Be MyTauumu BblABAEHbI

B OgHa MyTaums BbisBlEeHa

¥ Hu ogHOM MyTaumm He
BbISBJEHO

Tabauya 13
Anneavnasa wacmoma mymauuii 2ena CFTR myrxoeucuudosa ¢ Ilenmpaavnom gpedepaavrom okpyeze
| Ne | MyTauus | Yactota,% | Ne | Myrauus | Yactota,% | Ne | Myrauus | Yactota, % |
1 F508del 52,71 2 CFTRdele2,3 7,84 3 3849+10kbC>T 2,78
4 2143delT 2,47 5 2184insA 2,09 6 w1282X 1,77
7 N1303K 1,71 8 G542X 1,45 9 E92K 1,39
10 L138ins 1,33 11 1677delTA 0,95 12 R334W 0,82
13 S466X 0,76 14 3821delT 0,70 15 $1196X 0,70
16 2789+5G>A 0,70 17 394delTT 0,63 18 W1282R 0,51
19 3272-16T>A 0,38 20 3849G>A 0,38 21 c.1243-1247del 0,38
22 3944delGT 0,32 23 1898+1G>A 0,25 24 G85E 0,25
25 R553X 0,25 26 4015delA 0,19 27 604insA 0,19
28 712-1G>T 0,19 29 1898+2T>C 0,19 30 R785X 0,19
31 3659delC 0,13 32 4428insGA 0,13 33 621+1G>T 0,13
34 624delT 0,13 35 D579Y 0,13 36 1506T 0,13
37 Q98R 0,13 38 R1066C 0,13 39 R1162X 0,13
40 W1310X 0,13 41 Y84X 0,13 42 1027delG 0,06
43 1680-1G>C 0,06 44 1716+1G>A 0,06 45 1717-1G>A 0,06
46 175delC 0,06 47 1898+1G>C 0,06 48 2043delG 0,06
49 2114delT 0,06 50 2183AA>G 0,06 51 2790-2A>G 0,06
52 3272-11A>G 0,06 53 324delC 0,06 54 3272-26A>G 0,06
55 3359delCT 0,06 56 3457delA 0,06 57 4005+1G>A 0,06
58 4005+1G>T 0,06 59 4022insT 0,06 60 4025delG 0,06
61 406-1G>A 0,06 62 4095+1G>T 0,06 63 4374+1G>A 0,06
64 4382delA 0,06 65 583delC 0,06 66 663delT
67 A141D 0,06 68 p.W361X 0,06 69 c.1219delG
70 p.T1036N 0,06 71 ¢.3532-3535dup 0,06 72 CFTRdele19-22 0,06
73 CFTRdele8 0,06 74 CFTRdele1-11 0,06 75 CFTRdele18-20 0,06
76 D1152H 0,06 77 D572N 0,06 78 CFTRdup6b-10 0,06
79 E403D 0,06 80 G461E 0,06 81 G480S 0,06
82 L812X 0,06 83 p-Q1038X 0,06 84 p.1530T 0,06
85 p.F1078I 0,06 86 P205S 0,06 87 Q1476X 0,06
88 Q359K-T360K 0,06 89 Q493R 0,06 90 R1158X 0,06
91 R117H 0,06 92 R792X 0,06 93 S1159P 0,06
94 S549N 0,06 95 S945L 0,06 96 T604I 0,06
97 W496X 0,06 98 Y569D 0,06 99 Y569H 0,06
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lFeHeTuka

B CeBepo-3anagHoM ¢eaepalbHOM OKpyre TeHOoTUIMpoBaHbl 91,0% 6onMbHBIX (Tabd. 14).
B 7,9% ciyuaeB nmaTojornyeckuii ayuieiab He Obul uaeHTuduuuposaH. F508del onpeneneHa y

83,2% GOJbHBIX.

MyTaums
F508del
2184insA
394delTT
W1282X
R334W
1677delTA
S945L
-741T>G
1898+1G>A
3659delC
4428insGA
CFTRdele2-8
CFTRdup6b-10
G1249E
p.11328K
R1102X
R851X

Tabauya

14

Anneavnas wacmoma mymauuii eena CFTR mykoeucuyudosa ¢ Ceeepo-3anaonom ghedepasvrom oxkpyee

Yacrota, %
56,02
2,09
1,83
1,57
1,05
0,52
0,52
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26

N2
2
5

11
14
17
20
23
26
29
32
35
38
41
44
47
51

MyTaums
CFTRdele2,3
3849+10kbC>T
3821delT
621+1G>T
L1335P
D110H
W1282R
1525-1G>A
2789+5G>A
4022insT
574delA
CFTRdele4-11
E1104X
1506T
Q1412X
R553X
W1310X

YacroTa, %
7,85
2,09
1,57
1,05
0,79
0,52
0,52
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26

52

MyTauumsa
2143delT
N1303K
E92K
G542X
L138ins
S$1196X
R1066C
1716+1G>A
296+1G>T
3944delGT
c.1679+2T>C
D1152H
E92A
L1093P
R1102X
R75X
E217G

B IOxxHOM (denepanbHOM OKpyre reHOTUIMpoBaHbl 89,6% GosbHBIX (Tab. 15). B 19,1%
cJy4aeB MATOJIOTUYECKUI ajiieib He Obl1 naeHTuduiuposan. F508del onpenenenay 82,0%

OOJILHBIX.

MyTaums
F508del
2184insA
1677delTA
1248+1G>A
1716+1G>A
394delTT
L138ins
S1159F

YacroTta, %
59,52
2,65
0,79
0,53
0,27
0,27
0,27
0,27

N2
2
5
8
11
14
17
20
23

MyTaums
CFTRdele2,3
2143delT
R334W
G542X
2789+5G>A
G27X
R1158X
$1196X

Yacrorta, %
5,82
1,32
0,79
0,53
0,27
0,27
0,27
0,27

24

MyTauumsa
3849+10kbC>T
c.1243-1247del
w1282X
N1303K
3944delGT
G85E
R117H
wW227X

B IIpuBoxckoM deaepaibHOM OKpyre reHoTunupoBaHbl 81,8% GonbHbIX (Tabu. 16). B
28,1% caydaeB MaTOJOTUYECKUI ajuieib He ObL1 uaeHTuduuuponad. F508del onpeneneHa y

69,2% GOJBHBIX.

Mytaums
F508del
3849+10kbC>T
L138ins
G542X
R347P
2184insA
1677delTA
3849G>A
621+1G>T
CFTRdele8
G551D
Q290X
R553X
S1159P
W19G

Yacrora, %
3,14
2,09
1,57
1,05
0,79
0,52
0,52
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26
0,26

Tabauya

Yacrora, %
3,44
1,06
0,79
0,53
0,26
0,27
0,27
0,27

Tabauua

15

Anneavnas wacmoma mymauuii 2ena CFTR mykoeucuyudosa ¢ FOxucnom ghedepaavrom oxpyee

16

Aaaeavnas wacmoma mymauuii 2ena CFTR myrosucuudosa é Ilpueoasxcckom ghedepaavrom oxpyee

Yacrota, %
47,92
1,90
1,09
0,45
0,27
0,18
0,09
0,09
0,09
0,09
0,09
0,09
0,09
0,09
0,09

20

MyTtaumsa
E92K
N1303K
394delTT
R334W
W1282R
CFTRdup 6b-10
2789+5G>A
4015delA
712-1G>T
D1152H
L1335P
Q493R
R709X
$466X
W401X

Yacrorta, %
6,88
1,54
1,00
0,36
0,27
0,18
0,09
0,09
0,09
0,09
0,09
0,09
0,09
0,09
0,09

N2
3
6
9

12

15

18

21

24

27

30

33

36

39

42

45

MyTauumsa
CFTRdele2,3
2143delT
3272-16T>A
3944delGT
w1282X
S$1196X
3821delT
574delA
c.1243-1247del
E217G
P988R
R1066H
R792X
S945L
Y84X

B VYpanbckoMm denepanbHOM oKpyre reHoTunupoBaHbl 90,4% GonpHBIX (Tadn. 17). B
25,6% ciiydaeB MYTaHTHBIN ajienb He ObLT uaeHTUdUIUMpoBaH. F508del onpeneneHa y
77,8% OONbHBIX.

Yacrora, %
4,80
1,36
0,54
0,27
0,27
0,18
0,09
0,09
0,09
0,09
0,09
0,09
0,09
0,09
0,09
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Tabauua 17
Anneavnas wacmoma mymauuii eena CFTR mykoeucuyudosa ¢ Ypaavckom gpeoepaavrom oxpyze

MyTaums Yacrota, % Ne MyTaums YacroTa, % N2 MyTauusa YacroTa, %
F508del 52,00 2 CFTRdele2,3 3,56 3 L138ins 2,89
2184insA 2,44 5 2143delT 2,00 6 E92K 1,78
3849+10kbC>T 1,33 8 394delTT 0,89 9 G542X 0,89
N1303K 0,67 11 3272-16T>A 0,44 12 3944delGT 0,44
R334W 0,44 14 W1282X 0,44 15 1660delG 0,22
1677delTA 0,22 17 175delC 0,22 18 185+1G>T 0,22
1898+1G>C 0,22 20 3821delT 0,22 21 3849G>A 0,22
4382delA 0,22 23 541del4 0,22 24 621+1G>T 0,22
c.1580dupA 0,22 26 c.869+2T>C 0,22 27 CFTRdele2 0,22
E217G 0,22 29 L568F 0,22 30 p.11328K 0,22
$1196X 0,22 32 S466X 0,22 33 Y1032C 0,22
B CubupckoM deneparbHOM OKpyre TeHoTuupoBaHb! 91,2% 6onbHbIX (Ta0u. 18). B 18,0% ciy-
YaeB MMaToJIOTMYECKUIA aJijiesb He ObuT uneHtudunmposad. F508del onpenenenay 79,0% OOJIBHBIX.
Tabauya 18
Anneavnasa wacmoma mymauuii 2ena CFTR mykosucuudosa ¢ Cubupckom gpedepaavhom okpyze
MyTtauus Yacrota, % N2 MyTtauus YacroTa, % Ne MyTtauus YacroTa, %
F508del 56,23 2 CFTRdele2,3 5,38 3 2184insA 2,69
G542X 2,69 5 W1282X 1,27 6 394delTT 1,27
R334W 1,27 8 N1303K 1,27 9 2143delT 1,13
3849+10kbC>T 1,13 11 R1066C 0,99 12 E92K 0,85
L138ins 0,71 14 R553X 0,43 15 R1162X 0,43
1677delTA 0,28 17 3944delGT 0,28 18 R347P 0,28
2789+5G>A 0,28 20 4015delA 0,28 21 R1158X 0,28
CFTRdele4-11 0,28 23 2184delA 0,28 24 W1282R 0,14
S1159P 0,14 26 R117C 0,14 27 1148T 0,14
CFTRdup6b-10 0,14 29 3272-16T>A 0,14 30 W1310X 0,14
S945L 0,14 32 3821delT 0,14 33 Q98R 0,14
4040delA 0,14 35 4383delA 0,14 36 3791delC 0,14
3321delG 0,14

B JlanpHeBOCTOUHOM (befepabHOM OKpYre TeHOTUIUpOoBaHbl 77,6% GoMbHBIX (Tabi. 19).
B 26,7% cay4aeB maTojgorndeckuil ajuiesb He 06Ut naeHtuguiposad. F508del onpenenena y
76,7% OONBHBIX.

Tabauya 19
Aaaeavnas wacmoma mymauuii cena CFTR mykosucuudosa ¢ Jlaavneeocmounom pedepasshom oxpyee

MyTtauus Yacrora, % Ne MyTtauus Yacrora, % N2 MyTtauus Yacrora, %
F508del 51,11 2 CFTRdele2,3 5,56 3 W1282X 2,22
R334W 2,22 5 2184insA 1,67 6 2143delT 1,67
712-1G>T 1,02 8 K598ins 0,56 9 W79X 0,56
R75X 0,56 11 G542X 0,56 12 N1303K 0,56
3272-16T>A 0,56 14 $945L 0,56 15 2789+5G>A 0,56
3821delT 0,56 17 1898+1G>A 0,56 18 1898+1G>C 0,56
L863R 0,56 20 Q98R 0,56 21 1366delG 0,56
B Cesepo-KaBkaszckoM (peaepabHOM OKpyre reHoTUIUpoBaHbl 84,2% GobHbIX (Tab1. 20).
B 13,4% cnyyaeB nmaTojiornyeckuii ajenb He Obu1 naeHTuduunposad. F508del onpenenena y
45,5% GONBHBIX.
Tabauua 20

Anneavnas wacmoma 2ena CFTR mymauuii myxosucuudosa é Cesepo-Kaexazckom ghedepaavrom oxpyee

MyTaums Yacrota, % Ne MyTauus Yacrota, % N2 MyTauusa YacroTa, %
F508del 28,57 2 1677delTA 18,75 3 W1282X 16,07
E92K 2,68 5 3849+10kbC>T 2,32 6 2184insA 1,79
S1159F 1,79 8 2143delT 1,33 9 712-1G>T 0,89
CFTRdele2,3 0,89 11 R1066C 0,89 12 A96E 0,89
G542X 0,89 14 3821delT 0,89 15 3085-3088delTTGA 0,89
681delC 0,89 17 E217G 0,45 18 R334W 0,45
W1282R 0,45 20 S466X 0,45 21 S1159P 0,45
N1303K 0,45 23 L1335P 0,45 24 W1310X 0,45
1248+1G>A 0,45 26 2118del4 0,45 27 R117H 0,45
T388M 0,45 29 Y569H 0,45 30 K1468R 0,45




FeHeTuka

B KpbiMckoM (enepaabHOM OKpyre reHoTunupoBanbl 94,1% 6osbHbIX (Tadm. 21). B 27,1%
cJIydaeB IaTOJOTMYECKUIA ajuteb He Obl1 uaeHTuduuuposad. F508del onpenenena y 77,1%
OOJIBHBIX.

Tabauua 21
Aaneavnas wacmoma mymauuii 2ena CFTR myxosucyudosa 6 Kpoimckom ghedepaavrnom oxpyze

B Mockse 6b111 reHoTUIIHpoBaHbl 97,2% 6onbHbIX (Tabi. 22). B 5,1% cinydaeB matosoruye-
CKUII ajutesib He Obl1 uaeHTuduumposad. F508del onpenenena y 76,7% mauyueHTOB.

Tabauya 22
Anaeavnas wacmoma mymauuii 2ena CFTR myxosucuudosza ¢ Mockee

B Cankr-IletepOypre denepagibHOM OKpyre reHOTUIMpoBaHbl 97,5% GoabHbBIX (Taba. 23).
B 6,0% cnydaeB maTtosiornyeckuii amieiab He Obul uneHtuduimposad. F508del onpeneneHa y
82,9% GOMBHEIX.

Tabauya 23
Aaneavnas wacmoma mymauuii 2ena CFTR mykosucyudosa ¢ Cankm-Ilemepoypee
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IlepBrie 10 Mo a/UIeTbHOM YacTOTe MyTallMi CPeAV OETeil W B3POCIBIX MPEACTABICHBI B

Taoi. 24.
Tabauua 24
Ilepevie 10 no araeavroti wacmome mymauuii cpedu demeii u 63pocavix (6 nopsaoke yooleanus)
Ne Hdetn Bapocnble
Myrauua Knacc % MyTtauua ‘ Knacc %
1 F508del -1 52,69 F508del - 48,59
2 CFTRdele2,3 -1 5,83 3849+10kbC>T V-V 5,40
3 E92K IV-v 2,04 CFTRdele2,3 1-111 5,24
4 w1282X 111 1,99 E92K IvV-v 3,59
5 2143delT 111 1,91 2184insA 1-111 2,11
6 2184insA -1 1,70 2143delT 1-11 1,88
7 1677delTA 111 1,60 N1303K 1-111 1,4
8 N1303K -0 1,33 W1282X (]| 1,33
9 G542X -1 1,26 R334W IV-v 1,25
10 L138ins V-V 1,02 L138ins IvV-v 1,25

AnnenbHas yactora mytaiuu F508del B okpyrax npencrasiena Ha puc. 21. [1o cTpane annens-
Hag yactoTa cocraBuia 51,67%.

AnnenvHas yactota mytaunu CFTRdele2,3 B okpyrax npencrasieHa Ha puc. 22. ITo cTpaHe

aJulesIbHas 4yacToTa cocraBwiia 5,68%.

AnnenbHast yacrota mytauun E92K B okpyrax mpencrasnena Ha puc. 23. I1o crpaHe ayenb-
Hag 4actoTa cocraBuia 2,43%.

CooTHOIIIEHN e TOMO3UTOT, TeTOpo3uroT Mo Mytanuu F508del, a Takke TeHOTUIIOB, He BKITIO-

yarommx mytaumio F508del, mpencrasneHo Ha puc. 24. 1o ctpane gonst romo3urot o F508del
cocraBuna 27,8%, rerepo3urot — 47,6%, renoruron 6e3 F508del — 25,6%.
Yactora romo3urot, retepo3urot no F508del u reHotumnoB 6e3 F508del cpemu neteit u B3poc-

JIBIX TIPEJCTaBIIeHa B Ta0OJI. 25, a B 3aBUCUMOCTHU OT 4-JIETHUX BO3PACTHBIX «IIIarOB» — Ha puc. 25.

LleHTpanbHbIii
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
denepanbHbIvi OKpyr

HOXKHbIN
depepanbHbIli OKpyr

MpUBOKCKUIA
denepanbHbI OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cnbupckmnin
dbenepanbHbIvi OKpyr

[anbHeBOCTOUHbIN
depepanbHbili OKpyr

CeBepo-KaBKasckui
denepanbHbIi OKpyr

KpbIMcKuii
dbenepanbHbIvi OKpyr

MockBsa

CaHkT-leTepbypr

T

0

Puc. 21. AnnenbHast yactora mytaimu F508del

20

40

60

80

%
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LleHTpanbHbIii
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
dbenepanbHbIvi OKpyr

HOXKHbIN
denepanbHbIvi OKpyr

MPUBOAMKCKUIA
denepanbHbIi OKpyr

Ypanbckui
denepanbHbIi OKpyr

Cnbupckuin
dbenepanbHbIvi OKpyr

[lanbHEeBOCTOUHbIN
dbenepanbHbIvi OKpyr

CeBepo-KaBKasckuit
depepanbHbIli OKpyr

KpbImMcKuii
denepanbHbIi OKpyr

MockBsa

CaHKT-lMetepbypr

LleHTpanbHbIl
depepanbHbili OKpyr

CeBepo-3anafHblit
denepanbHbIi OKpyr

HOKHbIN
denepanbHbIi OKpyr

MpUBOMKCKUIA
dbenepanbHbIvi OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cunbupckuit
denepanbHbIvi OKpyr

[lanbHEeBOCTOUHbIN
dbenepanbHbIi OKpyr

CeBepo-KaBKasckui
dbenepanbHbIvi OKpyr

KpbImckuii
dbenepanbHbIvi OKpyr

Mocksa

CaHKT-lMeTepbypr

Puc. 23. AnnenbHast yactora mytatun E92K

(110

T T

Puc. 22. AnnenvHast yactora mytaiiun CFTRdele2,3

0 5 10
0 5 10

%

%
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LleHTpanbHbIi
dbenepanbHbIvi OKpyr

CeBepo-3anaaHbii
denepanbHbili OKpyr

HOXKHbIN
denepanbHbIi OKpyr

MpuBOKCKNIA
dbenepanbHbIi OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cubupckuit
dbenepanbHbIvi OKpyr

[anbHEeBOCTOYHbIN
dbenepanbHbIi OKpyr

CeBepo-KaBKasckuit
dbenepanbHbIii OKpyr

KpbImckuii
dbenepanbHbIvi OKpyr

Mocksa

CaHkT-MNeTepbypr

m F508del/F508del
m F508del/He F508del
= He F508del/He F508del

%

100

Puc. 24. CooTHouieHre roMo3uroT u retepo3urot rmo F508del, a Takke reHOTUITOB, He BKJTIouatomux B coctaB F508del

Tabauya 25

Yacmoma 2omosuzom u 2zemepozucom no F508del, a maxxce cenomunos 6e3 F508del cpedu demeii u e3pocavix

F508del / F508del

F508del / He F508del

HeF508del / He F508del

Oetn, %

Bapocnblie, %

0-4 ropa

29,1
24,1

12-16 net

16-20 net

20-24 ropa

24-28 net

28-32 ropa

47,2
48,8

32-36 net

36 net

23,7
27,1

m F508del/F508del
m F508del/He F508del
= He F508del/He F508del

Puc. 25. Pacnipenenenue romo3urot, rerepo3uroT o F508del u renotumnos 6e3 F508del B 3aBucumMocTl OT Bo3pacta OOJbHBIX
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lFeHeTuka

% 90 1

80 -

60 -
50 -+

W "Taxenble" reHoTUNbI

40 A B "MsArkve" reHoTUMbI

20 -+

10 -~

Oetn B3pocnble

Puc. 26. COOTHOILIEHHE «TSKECTU» TEHOTUITOB B 3aBUCMMOCTH OT BO3pacTa

Masarkue reHoTUNbI

% 90
80 /
70

- //

40

30

20 A

10

0-12 net 12-24 ropa 24-36 net ctapuwe 36 net

Puc. 27. Pacnpe}leneﬂne «MATKHX» TCHOTUIIOB B PA3JIMYHBIX BO3PACTHBIX I'PYyIIIax

«MSITKUii» TeHOTUIT BBIsIBIICH Y 22,3% GoNbHBIX. PacmpeneneHue «MsITKUX» TEHOTUITOB B 3a-
BMCHMOCTH OT BO3pacTa IIpeICcTaBlIeHo Ha puc. 26 u puc. 27.

«TspKesble» TeHOTUITBI JOMUHHUPYIOT KaK Cpelu AETei, TaK U B3POCIbIX, HO 10 18 jieT nx ya-
crota cocrasisier 83,6%, a mocie 18 et — 63,8%.

«MsrKuii» TeHOTUII BbIsIBIIEH Y 15,5% GonbHBIX 10 12-1eTHero Bo3pacta u'y 80,6% maru-
€HTOB cTapiie 36 Jer.
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

Mukpoobuonorua

Onpe.qenel-wle XpOHVI'-IeCKOﬁ I/IHd)eKuMI/I B HWXKHUX oTAaeNnax AbiXaTeJibHbIX nyTe|7|

1. Hannune XxpoHWYeCKOil CHHETHOMHOW MH(EKIINU OTIPeIesISIeTCs JIeYallliM BpauoM COTJiac-
HO MonuduiIMpoBaHHOMY Kputepuio T. JIuaca (Leeds criteria) [2] v/mnv 110 aHTUCUHETHOM -
HbIM aHTUTenaM [3]. TlanureHT cunTaeTcss XxpOHUYECKN UHMOUIIMPOBAHHBIM, €CJIN B JAHHBIN
MOMEHT WJIM B MOCJIEIHUE TOIbI €r0 ToKa3aTe COOTBETCTBYIOT HUXKECIIEAYIOIIUM KpPUTe-
pUYSIM U JIedalyii Bpad He CYUTAET, YTO €ro CTaTyC U3MEHUJICS:

* 50% moceBOB MOKPOTHI, COGPaHHBIX B TTocienHue 12 Mec. (Mu XOTs ObI 4 MmoceBa 3a 3TOT
TePUO/T) TOJOXHUTEIbHBI,

* 1/WMY 3HAYUTEJbHO MOBBIIIEHB aHTUCUHETHOWHBIE aHTUTEJIa COTJIACHO TTOKa3aTesiM
MECTHBIX JTabOpaTOpUii.

2. XpoHunueckasi MHGEKIINS APYTUMU TPAaMOTPUIATETbHBIMUA OAaKTEPUSIMU OTIPENEeIsIeTCs 110
KPUTEPUIO, OTTMCAHHOMY BBIIIIE.

Ha puc. 28 nipencrasiieHo u3MeHeHUe XapakTepa NHOUIIMPOBAHUS PECTTUPATOPHOTO TPaK-
Ta B 3aBUCUMOCTHU OT BO3pacTa.

% 70

0 /\/\

50 /
—S.QuUreus

40 — .
e P qeruginosa
== B cepacia complex

30
e S maltophilia

/\ == Achromobacter
20
10 +
o T T T T T T T T T 1
0-4 4-8 8-12 12-16 16-20 20-24 24-28 28-32 32-36 > 36

BospacrT, rogbl

Puc. 28. MI3meHenue xapakrepa MUKpOMIOPBI pecupaTopHOro TPaKTa OOIbHBIX MyKOBUCLIMAO30M B 3aBUICUMOCTH OT Bo3pacTa. [Ipumevanue: naH-
Hble 10 MRSA nipencraBieHbl TOJIBKO IS Psiia PETUOHOB

IIpu olleHKe MUKPOOHMOIOTMIECKOTO TTPOMUIIST peCITUPaTOPHOTO TPAKTa BBISIBIICHO BO3pac-
TaHWE YaCTOThI BBICEBA IPAMOTPUIIATSIIFHOM (hJIOPHI ¢ YBEIIMICHUEM BO3pacTa OOJIbHBIX.

HawuGosbinas yactota nHGUUUPOBaHU S.aureus B Bo3pacTHOM rpymie 12—16 ner, rae oHa
cocraBuia 64,5%, P.aeruginosa B 24—28 jet ¢ yactoroit 55,0%, B 3TOi 3Ke BO3PACTHOI Tpyrime
MakcuMajbHOe nHduLMpoBaHue B.cepacia complex, kotopoe coctaBuiio — 22,6%, S.maltophilia
B 16—20 et — 5,6%. Achromobacter sp. IOCTUTAET CBOETO MMMKA Y MALMEHTOB cTapiie 36 JIeT, e
ee yactora coctaBmia 14,3%. MRSA umeeT nBa IKa MaKCMMaJIbHOM 4acToThl, B 20—24 roma u
32-36 niet, rae ero yactora coctasmia 11,4% u 10,5%, COOTBETCTBEHHO.

YacTtoTa XpOHMYECKOTO MH(MUIINPOBAHUS TBIXaTeIBHBIX ITyTEH pa3TMdHON (Iopoii mpen-
cTaBJicHa B TIopsiiKe yobIBaHUs: Staphylococcus aureus — 56,0%, P.aeruginosa (XpOHUIECKOE WH-
duunposanue) — 32,1%, B.cepacia complex — 6,6%, MRSA — 6,4%, Achromobacter sp. — 3,9%,
Stenotrophomonas maltophilia — 3,4%.

B 7,5% cny4aeB npIxaTeJbHbIE ITyTH OOJIBHBIX XPOHUYECKN MHMULIUPOBAHBI APYrOil TpaMo-
TpULATENIBbHOM (uiopoii (6e3 yueta Achromobacter sp.). B Tabi1. 26 oTpaxkeHa CTPyKTypa HETICEB-
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MuxkpoGuonorus

JIOMOHATHOUW rpaMOTpULIATEIbHON (JIOPBI B MOPSAKE YObIBAaHUS. Y psila MAlLMEHTOB BCTpeya-
€TCsI MUKCT-UH(UIIMPOBAHUE PECTMPATOPHOTO TPAKTa PA3IMYHON HENCeBIOMOHAIHOI IpaMo-
TpUuaTeJbHOU (DIopoii.

Jonsg MHTepMUTTUPYIOLIETO UHGULIMPOBAHUS IbIXaTeJbHbIX MyTell P.aeruginosa B oOllei
rpyrre 60JbHbIX cocTaBuia 15,1%.

Jonist MalMeHTOB, MHMULMPOBAHHBIX HETYOEPKYIe3HBIMU MUKoOakTepusiMu — 0,9%.

Tabauua 26

Cmpyxkmypa Hences0oMoHaOHOI epamompuuamesroi g.aopot
(npedcmaesaena wacmoma nepevix 3 MUKpOOP2aHU3M08 6 NopsdKe Yobleanus)

Ne HasBaHue mukpoopraHnama ‘ Yucno nHGULUMPOBaHHbIX GOMNbHbIX, N ‘
1 Klebsiella* 48
2 Acinetobacter** 35
3 Escherichia coli 32

MpumeyaHune: *— BkIOYas MUKpPoOOpraHnamel, 0603HaveHHble kak Klebsiella pneumonia, Klebsiella oxytoca, Raoultella (Klebsiella) ornithinolytica.
**— BK/IlOYas MVYKpOOPraHnamMbl, 0603HaueHHbIe Kak Acinetobacter, Acinetobacter baumanii, Acinetobacter species, Acinetobacter Iwoffii, Acinetobacter genomospecies, Acinetobacter
haemolyticus, Acinetobacter calcoaceticus, Acinetobacter junii, Acinetobacter pittii, Acinetobacter anitratus.

B 1aba. 27 oTpaxeHa acCUMMETpPUs paclpeneseHus pa3IuyHoil Giopbl MexXay NeTbMU U
B3POCJIBIMMU.

Tabauua 27

CpasnumenvHas Xapaxmepucmuxa MUKpoga0pol pecnupamopHo2o mpaxKma oemelti u 63poc.avix

®nopa ‘ Bce ‘ Detn ‘ Bapocnble ‘
S.aureus, % 56,0 58,4 48,5
MRSA, % 6,4 5,2 8,5
P.aeruginosa (xpoHnyeckoe uHGuUMpoBaHue), % 32,1 25,0 51,7
P.aeruginosa (MvHTepMUTTUpYIOLLWIA BbICEB), % 15,1 17,0 9,0
B.cepacia complex, % 6,6 4,6 12,8
S.maltophilia, % 3,4 3,3 3,8
HMro® (uckniouasa Achromobacter sp.), % 7,5 7,3 9,7
Achromobacter sp. 3,9 2,6 vt/
HeTyGepkynesHblii MukobakTepuos, % 0,9 0,8 1,3

Mpumeyanune: HNTO® — HenceBooMOHaaHas rpaMoTpuuaTensHas dopa.
JaHHble no MRSA npeacTtaBneHbl He A1 BCEN CTPaHsbl.

70

60

50

40

30

20

10

Ha pwuc. 29 npeacrasieHa ITMHAMUKA CTPYKTYPbI MUKPOMIOPHI IO JaHHBIM PETHCTPOB
2011-2015 rr.

MuKpoOHOJIOTHYECKU TTPOMPUIIb PeCITMPATOPHOTO TpaKTa O0OJbHBIX MYKOBHCILIMIO30M B
OKpyrax mpencrasiieH Ha puc. 30.

Ha puc. 31 npeacrapieHa 1ost 60JbHBIX UHPULIMPOBAHHBIX S.aureus, KOTOpasi Mo CTpaHe
cocraswia 56,0%.

Ha puc. 32 npencrasieHa nosist 60JbHBIX MHOUIIMPOBAaHHBIX P.aeruginosa, Kotopasi 1o cTpa-
He coctaBuia 32,1%. Jlonst MalMeHTOB ¢ MHTEPMUTTUPYIOIIMM BhICEBOM cocTaBuia 15,1%.

—

- S.qureus

— @ P.aeruginosa

@ B.cepacia comp

@ S. maltophilia

2011r. 2012r. 2013 r. 2014 r. 2015r.

Puc. 29. Iunamuka cTpyKTypbl MUKPO(IIOpPHI 10 cpaBHeHUIO ¢ peructpamu 2011—-2014 rr.

lex
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LleHTpanbHbIN
benepanbHbI OKpYr

CeBepo-3anagHbii
denepanbHbIv OKpyr

HOXKHbIN
denepanbHbIvi OKpyr

MpUBOMKCKUIA
denepanbHbIv OKpyr

Ypanbckui
denepanbHbIv OKpyr

Cunbupckuii
denepanbHbI OKpyr

[anbHeBOCTOUHbIN
deaepanbHbI OKpyr

CeBepo-KaBKascKkuit
denepanbHbI OKpyr

Kpbimcknii
denepanbHbIv OKpyr

Mocksa

CaHkT-MeTepbypr

0 20 40 60 80 100

Puc. 30. MukpobOuoaoruuyeckuii npoduib pecnupaTopHOro TpakTa O00JbHBIX MyKOBUCLIMI030M

¥ S.aureus

W p.geruginosa uHmepmum
M pP.ageruginosa

8 B.cepacia complex

B S.maltophilia

B Achromobacter

%
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LleHTpanbHbIl
denepanbHbI OKpyr

CeBepo-3anagHbii
denepanbHbIvi OKpyr

HOXKHbIN
denepanbHbIvi OKpyr

MpUBOMKCKUIA
denepanbHbIvi OKpyr

Ypanbckuit
depepanbHblii OKpYr

Cunbupckuii

denepanbHbI OKpyr M S.qureus

[lanbHeBOCTOUHbIN
denepanbHbIi OKpyr

CeBepo-KaBKasckui
denepanbHbIv OKpyr

Kpbimckuii
denepanbHbIvi OKpyr

Mocksa

CaHkT-lMeTepbypr
%

0 20 40 60 80 100
Puc. 31. Jonst 60bHBIX MHOUIMPOBAHHBIX S.aureus
LleHTpanbHbIii
denepanbHbIi OKpyr

CeBepo-3anagHbii
dbenepanbHbIi OKpyr

HOXHbIN
dbenepanbHbIvi OKpyr

MpunBOMKCKIUI
depepanbHbili OKpyr

Ypanbckui
denepanbHbIi OKpyr

Cnbupckuin

dbenepanbHbIvi OKpyr .
m P.ageruginosa

o MHTEPMUTTUPYIOLLAA
[anbHeBOCTOYHbIN p pytouy

dbenepanbHbIvi OKpyr
m P.ageruginosa

CeBepo-KaBkasckuit XPOHMYEcKasn

depepanbHbili OKpyr

KpbIMcKui
denepanbHbIi OKpyr

MockBsa

CaHKT-lMetepbypr
%

0 20 40 60
Puc. 32. Jonst 6onbHBIX MHGOUIMPOBAHHBIX P.aeruginosa

Ha puc. 33 ipencrasiena mnoist G0IbHBIX, MHOUIIMPOBAHHEIX B.cepacia complex, KoTopast o
cTpaHe cocrasmia 6,6%.




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

LleHTpanbHbIii
denepanbHbIi OKpyr

CeBepo-3anagHbii
dbenepanbHbIi OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MpuBOMKCKUIA
dbenepanbHbIvi OKpyr

Ypanbckui
depepanbHbili OKpyr

Cunbupckuii
denepanbHbIi OKpyr

[lanbHEeBOCTOUHbIN
denepanbHbIi OKpyr m B.cepacia complex

CeBepo-KaBKasckui
denepanbHbIvi OKpyr

KpbImckuii
dbenepanbHbIvi OKpyr

Mocksa

CaHKT-lMeTepbypr
%

0 5 10 15
Puc. 33. Jouns GosbHbIX MHGUUMPOBAHHBIX B.cepacia complex
LleHTpanbHbIv
denepanbHblit OKpYr

CeBepo-3anasHbii
denepanbHbIi OKpyr

HOXHbIN
denepanbHbIit OKpyr

MpYBOMKCKINIA
denepanbHblit OKpyr

Ypanbckui
denepanbHblit OKpYr

Cnbupckuii
denepanbHblit OKpYyr

L S SEE O m Achromobacter s,

denepanbHbIit OKpyr p-
CeBepo-KaBKasckui
denepanbHblit OKpyr

Kpbimckuii
denepanbHblit OKpyr

Mocksa

CaHkT-lMeTepbypr
%

0 2 4 6 8 10
Puc. 34. Jonst 6onbHBIX MHOUIIMPOBAaHHBIX Achromobacter sp.

Ha puc. 34 nmpencrasieHa mosist 00JbHBIX, THOUIIUPOBAHHBIX Achromobacter sp., KOTopas 10
crpaHe cocrasuia 3,9%.
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LleHTpanbHbIN
denepanbHbI OKpyr
denepanbHbIvi OKpyr

HOKHbIN
denepanbHbIvi OKpyr

MpuBONKCKUI
denepanbHbI OKpyr

Ypanbckui
denepanbHbIvi OKpyr

Cnbupckmnin
denepanbHbIvi OKpyr

JanbHeBOCTOUHbIN

denepanbHbIv OKpyr m S.maltophilia

Ceepo-KaBKasckui
denepanbHbI OKpyr

KpbiMckuii
denepanbHbIvi OKpyr

Mocksa

CaHkT-lMeTepbypr
%

N
B
a

0

Puc. 35. Jonst 6onbHBIX MHGUIMPOBaHHBIX S.maltophilia

Ha puc. 35 npeacraBiieHa 10oJist 60JBHBIX, THPULIMPOBAHHBIX S.maltophilia, KoTopas o cTpa-
He cocrasuia 3,4%.

PecnupatopHasa pyHKUUSA

CrniupoMeTpusi — caMblii pacIpOCTPAHEHHBIN W BaXKHBI METOJ OLIEHKU PEeCUpaTOpHOM
(byHK1IIMM Yy OONBHBIX MYKOBUCIIMI030M. KITIOUEBBIMU CIMPOMETPUYECKUMU BETMIUHAMMU SIB-
JITI0TCs (hopcrpoBaHHas )ku3HeHHast eMKocTb Jierkux (PKEJT) u o6beM hopcupoBaHHOTO BbI-
noxa 3a 1-10 cexynny (O®B)). [Nokaszarenu dynkumu Baennero apixanus (PBJ) — @XKEJ u
O®B, — u3MepAIOTCA B IMTPAX, HO BHIPAXAIOTCS, YALIE BCETO, HE B aOCOMIOTHBIX BEIMYMHAX, &
B IIPOLIEHTHOM OTHOLIEHMU K TaK HAa3bIBAEMBIM «IOJLKHBIM» 3HA4eHUsIM (% IOJIK.). DTO BeJu-
YUHBI, XapaKTepPHbIE [UIs1 3I0POBBIX JIIOEH TOTO Xe I10J1a, BO3pacTa, pachl M pOCTa — HOPMaJib-
Hble TI0Ka3aTeau ISl TaHHOU momysissiuu. B HacTosemM otyete ObUTA MCITOIb30BaHbI TOJIK-
Hble BesimunHbl G.Polgaret al. (1971) mst neteit [4] u pabodeir rpynmbsl EBporneiickoro coo0mie-
ctBa ctanu u yrasg (ECCS, 1993) nns B3pocibix [5].

CrimpoMeTpust 3a OTYETHBIN rof Oblia rpoBeneHa 67,1% GONbHBIM MYKOBUCILIUIO30M CTap-
e 5 et (mpu 3ToM AeTsM B 65,2% ciydaes, B3pocibiM — B 70,9%). O0beM NMpOBeAeHUST CIIH -
poMeTpuu B eepaabHbIX OKpYyrax MpeacTaBieH Ha puc. 36.

Cpennue nokaszaremu O®B, u ®XKEJI cocrapumm 74,2 + 27,2 u 83,4 £ 24,6% nonx., coot-
BeTCTBEHHO. Menuanbl: 76,1 (39,5) u 84,1 (32,6), COOTBETCTBEHHO.

Ha puc. 37 nokasano usmenenue O®B, u ®XKEJI B 3aBMCMMOCTH OT BO3pacTa OOJIbHBIX.
IMoxazarenn O®B, 1 ®XKEJI y neteit cocrapunu 82,3 + 24,2 u 88,4 + 23,7% nox. cooTBeT-
ctBeHHO (MenuaHbl: 84,0 (30,5) u 89,5 (29,7), cOOTBETCTBEHHO). AHAJIOTUUHbIE TTOKa3aTeau y
B3pocibix — 59,0 £ 25,9 u 74,1 £ 23,7% nonx. coorBeTcTBeHHO (Meauanbl: 56,0 (38,3) u 73,7
(33,1), COOTBETCTBEHHO).

I'ucrorpamma pacnpenenenus OPB, cpenu neteil u B3pocibixX MpeacTasieHa Ha puc. 38.

B ta6.1. 28 npencrapiensl cpennue u mearanbl OPB u @2KEJI 601bHBIX MyKOBUCLMIO030M,
MIPOXUBAIOIINX B OKpyrax P®d.
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LleHTpanbHbIN
denepanbHbIvi OKpyr

CeBepo-3anagHbii
denepanbHbIvi OKpyr

HOKHbIN
depepanbHblil OKpyr

MpuBONKCKUI
denepanbHbI OKpyr

Ypanbckui
denepanbHbIi OKpyr

Cnbupcknin
denepanbHbIvi OKpyr

JanbHeBOCTOUHbIN
depnepanbHblii OKpyr

CeBepo-KaBKasckui
denepanbHbI OKpyr

Kpbimckuii
denepanbHbIv OKpyr

Mocksa

CaHkT-MeTepbypr

H [poBegeHa

B He npoBeaeHa

0

Puc. 36. O6beM TIpoBeIeHNSI CITUPOMETPUHN Y OOJLHBIX MYKOBUCITUIO30M
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Puc. 37. ITokazaTeau criupoMeTpuun B 3aBUCMMOCTH OT BO3pacTa OOJbHBIX
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Yucno naumneHTos, %

Oetu (5-18 ner) B3pocable (ctapwe 18 ner)

B 10 40 %a0nxK. W 40-70 %aonxK.

M 6onee 70 %00K.

Puc. 38. I'ucrorpamma pacnpeneneHus ODBI1 cpeau neteit U B3pOCHbIX
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HyTpuTuBHBIN cTaTyC

Tabauua 28
Cpeonue u meouanvt ODPBI1 u DIKEJI 60abHbIx MyKoBUCUUO030M, RPONCUBAIOWUX 6 (hedeparbHbix oKpyzax PD

CpepnHee * SD, % ponx.

Meaumata (IQR), % ponx.

0®B, \ DXEN 0®B, \ DXEN
LieHTpanbHbiii pepepanbHblii okpyr, n = 394 71,6 £ 26,7 84,9 £ 22,5 73,6 (37,8) 85,2 (27,3)
CeBepo-3anaaHbiii pegepanbHbliii okpyr, n=113 77,1 £ 26,7 86,7 + 22,7 83,7 (26,7) 90,5 (31,0)
OXxHbI dpepepanbHblii oKpyr, n = 98 69,3 £ 24,3 72,5+22,0 69,3 (35,8) 72,4 (31,5)
MpuBonxckuii pepepanbHblii okpyr, n = 354 76,9 = 27,6 86,1+ 25,1 78,8 (42,7) 88,1 (31,8)
Ypanbckuii penepanbHblii okpyr, n = 105 80,9 = 30,3 88,6 + 27,5 81,6 (41,5) 90,3 (38,4)
Cubupckuin dpepepanbHbiil okpyr, n = 182 74,7 £ 25,6 80,7 £ 25,4 77,4 (33,1) 81,5 (30,6)
JanbHeBOCTOuHbIN epepanbHbiii OKPYr, n = 54 67,4 £ 27,6 76,3 £22,9 75,6 (45,4) 77,3 (35,4)
CeBepo-KaBka3ackuii pepepanbHbiii OKpyr, n =57 70,9 + 30,8 75,4 £ 30,0 69,7 (41,2) 69,3 (27,0)
Kpbimckwii bepepanbHblil OKpyr, n = 24 71,7+ 22,6 75,8+21,8 77,3 (40,4) 73,1 (32,1)
Mockea, n = 175 68,2 + 25,6 83,0 + 21,0 71,5 (38,6) 84,6 (29,2)
Cankr-lMetep6ypr, n =73 77,6 = 26,2 86,9 + 21,2 86,2 (38,1) 91,9 (27,2)

HyTpuTtuBHbIA cTaTyC

HyTtpurtuBHBIi cTaTyc O0IBHBIX PACCUMTHIBAJICSI HAa OCHOBAaHMM JaHHBIX MacChl Tejla, pocTa
1 Bo3pacTa. OLieHMBaI HYTPUTUBHBINA CTaTyC OOJIbHBIX MyKOBHUCIIUIO30M C TTIOMOIIbIO MHIEK-
ca Maccel Testa (MMT) o Quetelet (macca (Kr) / poct (M)?) [6]. i1t B3pOCIBIX OOTBHBIX MyKO-
BHCIIMI030M IieieBble 3HaueHus1 UMT coctaBmim 22 Kr/m? st KeHIIUH 1 23 KT/M? 1T MyK-
yyH [7]. BcemupHas opranuzanus 3apaBooxpaHeHust (World Health Organization — WHO) pe-
KOMEH/IyeT KOHCTaTUPOBATh HEMOCTATOYHOCTh ITUTAaHUS Y TTIOAPOCTKOB M B3pOCbIX, eciii UMT
cocrapister < 18,5 kr/m? (Report of a WHO Expert Committee, 1995). I1pu olieHKe HyTpUTHB-
Horo craryca neteit UMT olnieHuBajcs B cucTeMe neplieHTuIe. [lepieHTIb moKa3biBaeT, Ka-
KO TIPOLIEHT AeTei U MOAPOCTKOB TOTO Xe I10JIa U Bo3pacTta uMmeloT 3HaueHrne UMT Huxe u3-
MEPEHHOI'0 Y TaHHOTO O0JBbHOIr0 MyKOBUCLIMI030M. PasrpaHnunBaioT 3 30HbI, KOTOPbIE COOT-
BETCTBYIOT MHTEpPBaJaM 10 25-TO IMEePLEeHTUs1, 25—75-1 mepLueHTUIb U Bbille 75-To MepleH-
TWIs. Pe3ynbTarhl, KOTOpbIE YKJIaAbIBAIOTCS MO BCTPEYAEMOCTH B AUAIA30H 10 25-TO MepleH-
TWISI BKJIIOUUTEBbHO, OTHOCSITCSI K 30HE «HU3KUX» 3HAUEHUI. 30HE «BBICOKMX» 3HAUEHUI CO-
OTBETCTBYIOT pe3yJIbTaThbl, OTHOCSIIMECS K IUana3oHy oT 76-ro 1o 100-ro mepLeHTWIsE BKIIIO-
YUTEJIbHO. 3a HOPMaJIbHbIC BEJIMYMHBI IIPUHSTHI 3HAYEHUST B MUHTEpBaJIe («<KOpUIope») oT 26-1o
1o 75-ro nepueHTuisl. LleneBbiM 3HaUeHUEM 17151 AeTel U MOJPOCTKOB C MyKOBUCIIUA030M SIB-
JISITOTCS TTokasateau 5S0-ro MepLeHTUIss 300POBBIX JeTeil TOro ke 1moja u Bo3pacta [7]. Pacuer
nepueHTuieir UMT npoBoauicst mpu MOMOIIM nporpaMM BceMupHO# opraHu3aiuu 31paBo-
oxpaHeHusi: WHO Anthro (s gereit no 5 net) u WHO Anthroplus (m1s neteii ctapiie S JieT)
(http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/) [8].
JInst oLIeHKM TToKa3aTesieil pocTa U Beca JeTeil paHHero Bodpacta (1o 2 net) UMT He npume-
Hsiercs. [1py MykoBHMCLMIO3€e I AeTeil MiIallIero Bo3pacta UCMob30Bald MacCO-pPOCTOBOM
unaekc (MPU) (dbaktnyeckast macca / uineaibHast Macca mo pocty u noiay x 100%). Espo-
MEeUCKMMU BKCIIepTaMU PEKOMEHIOBAHO KOHCTaTUPOBATh HEMOCTATOYHOCTh MUTAHUS Y Mallu-
€HTOB 3TOI TPYMIIbI MAllMEHTOB, €CIM MPOLIEHT COOTBETCTBMSI MACChI IO POCTY I10 IOJIy WU
Macco-pocToBoit naaekc (MPH) < 90% [6].

H3MmepeHre HyTpUTUBHOIO cTaTyca (OLIEHKa M pOCTa M MAcChl Tejla) 32 OTYETHBIN rof ObLIO
npoBeneHo y 91,1% nanmenToB (aetsiM B 92,3%, B3pocibiM — B 87,4% ciaydae). OXBat OlieH-
KOl Macchl TeJla U pocTa B (penepaibHbIX OKpYrax MpeacTaBieH Ha puc. 39.

IToxa3zarenu HyTpuTUBHOTO cTartyca nereid PO cocraBunu: mennana (IQR) meprieHTiig Mac-
cbl Tenma — 29,7 (50,4), pocta — 31,4 (55,6), UMT — 29,1 (48,8).

ITokazaTenn HyTPUTUBHOTO CcTaTyca B3pocibix coctaBuian: mearnana (IQR) maccel Tena — 54,0
(14,0) xr, pocta — 168,0 (14,0) cm, UMT — 19,1 (3,9) xr/m2.

ITokazateau HyTPUTUBHOIO CTaTyca Cpeau NeTel 1 B3POCbIX B (heJepaibHbIX OKpYrax Mpei-
cTaBJIeHbI B TaoOJI. 29.
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LleHTpanbHbI
denepanbHbili OKpyr

CeBepo-3anagHbiii
dbenepanbHbIi OKpyr

HOHbIN
dbenepanbHbIvi OKpyr

MprBOMKCKNIA
dbenepanbHbIii OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cubupckuii
dbenepanbHbIii OKpyr

[lanbHeBOCTOUHbIN
dbenepanbHbIi OKpyr

CeBepo-KaBKasckui
dbenepanbHbIvi OKpyr

KpbIMcKuit
dbenepanbHbIvi OKpyr

Mocksa

CaHkT-MeTtepbypr

M [MpoBegeHoO

B He nposeaeHo

Puc. 39. U3mepeHne HyTpPUTUBHOTO CTaTyca y O0JIbHBIX MyKOBUCILIMIO30M

Tabauya 29
ITloxazameau nympumugno2o cmamyca 6 gpedepaibHvlx OKpy2ax
Aetn B3pocnble

MepueHTune maccol ‘ MepueHTuns pocta ‘ Nepuentuns UMT Macca, kr ‘ PocT, cm ‘ UMT, kr/m?
LieHTpanbHbiii pepepanbHblii OKpyr,
n=811 (582/229) 40,8 (53,0) 41,0 (58,1) 35,1 (54,8) 54,0 (13,0) 168,0(13,0) 19,1 (3,1)
CeBepo-3anaaHbii pepepanbHblii
okpyr, n=190 (151/39) 29,3 (36,6) 19,5 (48,8) 33,4 (39,4) 56,5 (16,0)  170,0 (15,0) 19,5 (4,1)
z?:;'/"z'f.',)‘"e“e"a""""'“ okpyr, =184 30 6 (54,7) 41,8 (74,1) 15,0 (39,8) 51,0(9,00 170,0(11,0) 18,6 (3,3)
Mpueonxckuii penepanbHbiii OKPYr,
n=618 (455/163) 28,0 (50,1) 30,6 (50,6) 28,7 (46,9) 54,9 (14,0)  168,0 (15,0) 19,1 (4,2)
y 7] i tl
ngg;;f;‘;';'/ 4‘2;"“”""""'" okpyr 27,4 (49,1) 35,4 (61,8) 24,1 (45,0) 54,0 (17,5) 166,5(13,0) 19,4 (5,1)
Cubupckuit dbepnepanbHbiii OKpYr,
n=367 (324/43) 28,0 (49,0) 27,6 (50,3) 25,7 (47,6) 53,0(18,0) 166,0(15,0)  19,1(3,9)
[anbHeBOCTOUYHbIN pepepanbHbiin
oKkpyr, n=93 (71/22) 13,8 (45,3) 11,8 (40,5) 29,9 (51,5) 55,0 (17,0) 168,0 (14,00 19,6 (4,1)
CeBepo-KaBkasckuii pepepanbHbiii
okpyr, n=127 (109/18) 13,4 (36,3) 14,5 (47,9) 30,0 (52,4) 53,7 (13,8) 169,0 (11,0) 19,2 (5,9)
Kpeimckuit Geaepanshelit okpyr, 15,0 (14,6) 18,1 (31,5) 15,5 (26,1) 44,5(19,5) 158,5(14,5) 18,3 (4,9)
n=26 (18/8)
Mockea, n=336 (222/114) 46,7 (51,5) 46,4 (57,0) 37,3 (53,6) 55,0 (11,0) 169,0 (10,0) 19,3 (3,4)
CankT-lNetepbypr, n=109 (80/29) 30,2 (32,5) 16,2 (45,6) 37,5 (29,1) 57,0 (14,0)  170,0 (12,0) 20,2 (3,9)

MpumeyaHve: B nepBoM cTonbLIEe B CKOOKaxX ykasaHo YMCNO0 AeTei U B3POCbIX, COOTBETCTBEHHO.

Ha puc. 40 u npencrasiaeHbl MeauaHbl Macchl Teja, pocta 1 UMT aeteit ¢ MyKOBUCLIMAO-
30M B 3aBUCUMOCTH OT BO3pacTa.
Ha puc. 41 npejacraBiieHa MeMaHa pocTa B 3aBUCMMOCTU OT BO3pacTa JIeTeil.
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HyTpuTuBHBIN cTaTyC

50 ==

MepaunaHa maccbl Tena B NepLeHTUAAX

0-1 1-2 2-3 3-4 4-5 5-6 6-7 7-8 8-9 9-10
Bospacrt, rogpl

Puc. 40. Me)maHa MacChbl T€Jia B IIEPLUECHTUJIAX B 3aBUCMMOCTH OT BO3pacTa (OT 1 roga no 10 J'IeT)Z KpacCHas CIUIOIIHAas JIMHUSA — KEHCKUA 1oJ1, Cu-
HsIs — My)KCKOIZ, HpepbIBUCTasA Y€pHasd — 06LIJ.C€ 3HA4YC€HUCE IO Irpymniie, KpacHas npepbiBUCTass — LHEJIC€BOC 3HAYECHUE, 50-1 MNEPLEHTUIIb
Cpenu geteit ot 2 mo 18 nmet menmana nepueHTuass UMT (puc. 42) coctaBmia 29,1 (48,8):
151 MmanbunkoB — 30,0 (51,4), nast neBouek — 27,5 (45,2). Iepuentuns UMT < 25 nabmogan-
ca B 46,2% ciydaeB: y MaJabuuKoB — B 44,6%, y neBouek — B 47,7%.
Cpenu B3pocibix Meauana UMT (puc. 43) cocraBuia 19,1 (3,9) xkr/m?, mist MmyskuuH — 19,1
(3,8) xr/m?, misa xenwmuH — 19,0 (4,0) kr/m2. UMT < 18,5 kr/m? HaGmogancs B 42,0% ciyya-
eB: Y MyxxunH — B 39,8%, y xxeHuH — B 44,8%.

MepunaHa pocTta B NepLeHTUAAX

0-1 12 23 34 45 56 67 78 89 9-10 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18

Bo3spacrT, roapl

Puc. 41. MeauaHa pocTa B EPLIEHTUIISIX B 3aBUCUMOCTH OT Bo3pacTa (0T 1 roga 1o 18 jieT): KpacHast CIUIOIIHAS JIMHUSI — KEHCKUIA TOJT, CUHSISI — MYXK-
CKOI1, TIpephIBUCTas YepHas — o0llee 3HaYeHue 110 TPYIIIe, KpacHas IpepbhIBUCTas — LiejeBoe 3HadyeHue, S0-il mepLeHTuIb

Meaunana UMT B nepueHTUAAX

0-1 1-2 =5 34 45 56 67 7-8 89 910 10-11 11-12 12-13 13-14 14-15 15-16 16-17 17-18

Bo3spacrT, roapl

Puc. 42. Menuana UMT B neplieHTWISIX B 3aBUCHMOCTH OT Bo3pacTa (0T 2 o 18 jeT): KpacHasi CTUTONIHAS IMHUS — KEHCKUI TIOJ, CUHSIST — MYX-
CKOW, TIPepBIBUCTAsI YepHast — o0lee 3HaYeHMe 10 TPYIITe, KpacHasl TIPephIBUCTas — liesieBoe 3HaueHue, S0-if mepleHTIIb
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25
24
23
22
21
20
19
18
17
16
15

MeauaHa UMT, Kr/m?

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 31-32 32-33 >33

BospacrT, roapl

Puc. 43. Menunana UMT y B3pocibix 60JIbHBIX MyKOBUCLIMA030M (CTapiie 18 jieT) B 3aBUCMMOCTU OT BO3pacTa: KpacHasl CIUIOIIHASL TMHUST — KeH-
CKMIi TIOJT, CUHSISI — MYKCKOM, TIpephIBUCTas YepHasi — obliiee 3HaYeHUe 10 Ipyrire

HyTpuTUBHbBIA cTaTyC 1 pecnupaTtopHas PpyHKUns
IMokasareau ®@BJI, BeIpaxkeHHbIE B POLIEHTAX OT JOJDKHBIX 3HaYeHUi (% HOJIK.) B 3aBUCH-
MOCTU OT HYTPUTUBHOTIO CTaTyca MpeacTaBieHbl Ha puc. 44 u puc. 45.
[Mony4yennbie rpaMKy AEMOHCTPUPYIOT, YTO MOKA3aTeNU pecnupaTopHoii Gpynkuun (OPB
n ®XKEJI) manyeHTOB BO3pacTaloT MPU HOPMAJIU3allM HYTPUTUBHOTO cTaTyca (YBeIMUYCHUN
HUMT). Bzaumocssasp Mexay BennuuHoin UMT u ODB, Gonee oueBuaHa 1t 60JbHBIX MYKO-
BUCLIMI030M cTapiie 18 JeT.

120

<12,5 12,5-25 25-37,5 37,5-50 50-62,5 62,5-75 75-87,5 87,5-100
UMT, nepueHTUIb

e ODB1 (MegunaHa), %L0NK. emms OXKE/ (MeanaHa), %a00K.

Puc. 44. MenuaHbl CIMPOMETPUYECKUX BEJMYUH Y A€TEH U MOAPOCTKOB C MYKOBUCIMA030M (OT 5 110 18 JieT) B 3aBUCMMOCTH OT HYTPUTUBHOTO CTa-
Tyca: KpacHasi IpepbIBUCTast JIMHUSI — LieJieBoe 3HaueHue — 50-ii mepLueHTuIb

120

20 - | |

0 | |
<14 14-16 16-18 18-20 20-22 22-24 >24

NUMT, Kr/m2

e OOB1 (MegunaHa), %a0/1XK. e OME/ (MegmnaHa), %a0/1%K.

Puc. 45. MennaHbl ciipoOMeTPUIECKIUX BETMINH Y B3POCIBIX OOJBHBIX MyKOBUCIIMIO30M (CcTapiire 18 jeT) B 3aBUCMMOCTH OT HYTPUTUBHOTO CTATY-
ca: KpacHasl IPePhIBUCTAST JIMHUSI — LIEJICBOe 3HAUCHME IS KEHIIUH — 22 KI/M2, CUHSISI IPEPBIBUCTAsT — LEJIeBOE 3HAYCHUE TSt MY>KUMH — 23 KT/M?
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OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

OcnoXxHeHnsa 3aboneBaHusa B TEKYLLEM roay

Ha puc. 46 orpaxxeHa 4acToTa pa3BUTHUsI CaXapHOTo auabeTa ¢ eXeIHEBHBIM IIPUMEHEHUEM
WHCYJIWHA, TTHEBMOTOpPaKca (¢ IpeHUPOBAaHUEM TPYIHOM KIICTKH ), KPOBOXapKaHbBsI, OCTECOIIOPO-
3a ¥ MPUMEHEHUS KUCIIOPOIOTEPAIIN B 3aBUCUMOCTH OT BO3pacTa OOJIbHBIX.

30
) /\
20 e ABJIA
R = nnabet
15
@m=s MHEBMOTOpPAKC
e KPOBOXapKaHbe
10
= KWCIOPOAOTEPANUA*
@mm== OCTEOMNOPO3
5
0 - T T ]

Oo 8 net 8-16 net 16-24 ropa 24-32 ropa cTapwe 32net

Puc. 46. YacToTa pa3BuTHsI aJlIeprUUecKOro OpoHxoserouyHoro acreprmuieda (ABJIA), caxapHoro quabera ¢ exXeTHEBHBIM IPUMEHEHUEM UHCYIIH-
Ha, MHEBMOTOpaKca (¢ ApeHUPOBAHUEM TPYIHOMN KJIETKM), KPOBOXapKaHbs (JIETOYHOTO KPOBOTEUYEHMST), OCTEONOpo3a (HU3KOM KOCTHOM Macchl) 1
MPUMEHEHUS KUCIOPONOTEParuy B 3aBUCMMOCTH OT BO3pacTa O0JbHBIX

[Mpumeuanue: * — 06beM KUCIOPONOTEPANIUHU B3ST U3 pasfiesia «JIeueHUe», 30eCh OTOXAECTBIISIETCS C IbIXaTeIbHON HEIOCTATOUHOCTBIO

Ha puc. 47 npencraBieHO U3MEHEHUE CTPYKTYPhI MOPAXKEHUS TIEUCHU C 3aBUCUMOCTH OT
BO3pacTa OO0JIbHBIX.

40
35
30
25 ® NoparkeHune neyeHn 6e3
uMpposa
20 m Lnppo3s neyeHun, o
rMNepTeH3UN He U3BECTHO
15 = Linppos nevekn 6e3
nopTasibHOM rMnepTeH3nm
10 B Linppos nevern c
NopTaNbHOW rMnepTeH3unemn
5
0 T T v v
[o 8 net 8-16 net 16-24 ropa 24-32 ropa cTapue
32 net

Puc. 47. Crpykrypa nopaxeHusl e4eHu B 3aBUCMMOCTH OT BO3pacTa OOJbHbIX

CpaBHUTENBHBIN aHAJIN3 YaCTOThI OCJOXKHEHUI 32 OTYETHBIN MO MEXIY I€ThbMHU U B3POCIIbI-
MM npencTasiieH B Taou. 30.
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Tabauya 30

Yacmoma pazau4HvIX 0CAONCHEHUI MYKOGUCHUO03A 3 OMHEeMHbLIL 200 8 3ABUCUMOCHU O 603pACMA OOAbHBIX

OcnoxHeHune \ Bce Betn Bapocnbie \
Annepruyeckuii GpoHxoneroyHblii acneprunnes, % 1,5 1,1 2,8
CaxapHblit AuabeT ¢ exxeHeBHbIM NPUEMOM MHCYNINHA, % 2,9 1,6 6,9
MHeBMoOTOpaKC, NOTpeGOBaBLUMI APEHUPOBAHNS FPYAHOI KNeTku, % 0,9 0,4 2,3
LiMppo3 neyeHn ¢ nopTanbHO runepTeHsnein/runepc oM, % 3,5 3,0 552
Limppo3 neyeHn 6e3 nopTanbHOI runepTeHaun/runepcniesmama, % 2,9 3,1 2,5
LiMppo3 neyeHun, AaHHbIX O NOPTanbHOM rMNEepTeH3umn HeT, % 0,5 0,5 0,5
MopaxeHune neyeHn 6e3 uupposa, % 18,4 19,0 16,5
JeroyHoe kpoBoTe4eHune, % 1,4 0,8 3,1
OcTeonopos (HUu3kas KocTHaa macca), % 8,0 2,7 22,8
Monnno3 BepxHUX AbiXxaTenbHbiX NyTen, % 19,6 18,8 23,9
OneKTpoNnuTHbIE PpacCTpoiicTBa, % 3,5 4,5 0,5
Hanuuue oHkonoruyeckoro 3abonesanus, % 0,3 0,1 0,9
Amunonnos, % 0,1 0,1 0,3

Annepruyeckuii 6poHX0JIeroyHblii acneprunnes

ﬂuaeﬂocmultecxue Kpumepuu:

* OCTpast WV ToJoCTpast KIIMHIIecKass MaHudecTalns (Kallelb, ONbIIIKA, CHUKCHHE T1e-
PEHOCUMOCTH (PU3MIECKOM HArpy3KH, acTMa (pU3NUECKOM HArpy3KH, U3MEHeHHe (HyHK-
LIMOHAJIBHBIX ITOKAa3aTesIel JISTKUX WX YBeJIMUEHUE KOJIMUECTBa MPOAYLIMPYEMOI MOKPO-

Thl), HE CBSI3aHHAsI C KaKOW-T100 Apyroi MpuUMHOIM;

« obmwuii IgE> 500 ME/wmu;

* TIOJIOXKUTEJIbHAsl KOXHas Mpoba Ha acleprusuie3Hblid aHTUTeH (> 3MM) WU MOJOXUTEb-

Hblil cnienuduueckuit 1gE x Aspergillus fumigatus;

* MPELUNUTUHBI K A.fumigatus Viu invitro noaTBepxaeHHble IgG antutena K A.fumigatus;

* HOBBIE WJIM CBEXME U3MEHEHUs Ha PEHTTeHOrpaMMe JIeTKUX (MHOWIbTPAThl WIU CAU3U-
cThbie Tpooku), Wi Ha KT rpyaHoit KJIeTKu (XxapakTepHble U3MEHEHMST), KOTOpbIe HE HC-
Yye3aloT MpU aHTUOAKTEpUAIbHOMN Teparuy U CTaHIAPTHOW KUHe3uTepanuu [9].

Ha puc. 48 mipeacraBieHa 4acToTa alIeprudecKoro OPOHX0IETOYHOrO aclepruiiesa, KOoTo-

pblii 3adpukcupoBaH v 1,5% manmeHTos.

LleHTpanbHbIii
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
dbenepanbHbIvi OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MprBOMKCKNIA
dbenepanbHbIvi OKpyr

Ypanbckui
denepanbHbIvi OKpyr

Cnbupckuin
dbenepanbHbIvi OKpyr

[lanbHeBOCTOUHbIN
denepanbHbIvi OKpyr

CeBepo-KaBKasckui
depepanbHbIli OKpyr

KpbIMcKui
denepanbHbIi OKpyr

MockBsa

CaHKT-lMetepbypr

Puc. 48. Yacrora AJJIEPTUYECKOTO 6pOHXOJICI‘OllHOl'O acriepruiuiesa cpeau OOJIBHBIX MYKOBUCHMIO30M

3

%
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LleHTpanbHblIii
depepanbHblil OKpyr

CeBepo-3anagHbii
depepanbHbili OKpyr

HOKHbIN
depepanbHbIli OKpyr

MpUBOMKCKMUI
depepanbHbIii OKpyr

Ypanbckuit
denepanbHbIli OKpyr

Cnbupckuin
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[anbHeBOCTOYHbIN
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CeBepo-KaBkasckuit
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KpbIMCKuMiA
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%

T T T T T
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o

Puc. 49. Yacrora caxapHoro nuabera ¢ exXXeTHEBHBIM IMpUEMOM MHCYJIMHA CPEAU OOJILHBIX MYKOBUCHMIO30M

YacToTa pa3BUTHs caxapHOTO AruabeTa ¢ eXXeTHEBHBIM IPUEMOM MHCYIMHA TIpeACTaBIcHa Ha
puc. 49, koropslii 3adpukcrpoBaH y 2,9% GOJBHBIX.

YacToTa pa3BUTHSI MTHEBMOTOpAaKca ¢ IPSHUPOBAHUEM TPYIHON KJICTKHU IIpelcTaBiIcHa Ha
puc. 50. JanHoe ociaoxHeHne 3apukcrupoBaHo y 0,9% GoNbHBIX.

LeHTpanbHbIl
denepanbHbIit OKpyr

CeBepo-3anagHbii
denepanbHbili OKpyr

KOKHbIN
depepanbHbIli OKpyr

MpPUBOMKCKMUI
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Ypanbckui
dbenepanbHbIi OKpyr

Cnbupckuin
depepanbHbili OKpyr

[anbHeBOCTOYHbIN
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CeBepo-KaBkasckuit
depepanbHbili OKpyr

KpbIMcKuii
depepanbHblii OKpyr
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%
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Puc. 50. Yacrora pasBUTUSA IMTHEBMOTOPAKCa ¢ APEHUPOBAHUEM l'pyﬂHOl‘/'l KJIETKU B OTYETHOM roay Cpeau OOJIBHBIX MYKOBUCLMIO30M




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

YacTora pa3BUTHs TTOpaKeHUs TIeUeHU TipencTaBieHa Ha puc. S1. [Tox «mmopakeHueM neve-
HU» MUMEJIOCh B BUIY: IIUPPO3 TIeUeHU (C MOPTAIbHOM TUIepTeH3uel, 03 MopTaJIbHOW THUIIep-
TEH3UU, O HAJIMYUM TTOPTATBHOUN ITMIIEPTEH3MN HEM3BECTHO) U TTIOpaXkeHWe MeueHr 06e3 uppo3a.

7151 oripenesieHrsl TOpakKeHUs! TIeYeHU UCTTOb30BAIMCH KPUTEPUH, TIpuMeHsiemble B Peru-
crpe Bemmkoopuranuu (UK Registry). DT KpuTepuu MO3BOJISIOT OTACIHUTH ITAIIIEHTOB C TH-
KEJTBIM TTIOpakeHUeM TeYeH! (C MOPTaIbHOM TMIIEPTEH3MEl) OT CIIydaeB CO CPeIHEN TSIKEeCThIO
nopaxeHus (LUPpo3 6e3 NOPTATbHOUN TMIIEPTEH3UM).

* Iuppo3s c eunepmensueii — Gpudpo3upoBaHue neueHu (pyolieBaHKe), CBI3aHHOE C TeYEHU -
€M MYKOBUMCIIMI03a, TUTTMYHbIEC OMJIMapHble U3MeHeHUs. TsKenoe TeueHue MOXKET BKITIO-
YaTh MOPTAIbHYIO TUTIEPTEH3UIO W/WJIA TUTIEPCIUICHU3M.

* Iuppo3s 6e3 eunepmensuu — pudpo3upoBaHue rnevyeHu (pyoLeBaHUe), CBSI3aHHOE C Teve-
HUEM MYKOBHUCIIMIO03A.

* [lopaxcenue newenu 6e3 yupposa BKITIOYAET XKUPOBOE TIEPEPOXKICHUE UM BUPYCHBI rera-
TUT, HO HE OUJIMAPHbBII LIUPPO3.

Lnppo3 neyeHu ¢ MOPTaIbHON TUMepTeH3uel 3aduKkcupoBaH y 3,5%, 6e3 mopTaabHOI TH-
nepreH3uu — y 2,9%, 1uppo3 nevyeHu (TunepreHsust He usBecTHa) y 0,5% GOJIbHBIX, TTOpaxe-
HUe nedyeHu 0e3 uupposa y 18,4% nauueHToB.
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beaepanbHbI OKpyr

CeBepo-3anaaHbii
denepanbHblit OKpyr

HOXKHbIN
benepanbHbI OKpyr

MpUBOMKCKUIA
denepanbHbIi OKpyr

Ypanbckui
denepanbHbIi OKpyr

Cunbupckuii
beaepanbHbI OKpyr

[lanbHeBOCTOUHBIN
denepanbHbIv OKpyr

CeBepo-KaBKasckui
denepanbHbIv OKpyr

Kpbimcknii
denepanbHbIi OKpyr

Mocksa

CaHkT-MeTtepbypr
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Puc. 51. Yacrora ropaxeHust TIeYeHU Cpean O0JTbHBIX MyKOBUCIIMI030M

60

80

M nopaxenne
neyexu 6es
uMppo3a

M uyppos nevenn:
0 rMnepTeHsumn
He M3BECTHO

M uppos nevenn
6e3 runepTeHsumn

M uppos nevenn
C runepTeH3unen

%

52



OcnoxHeHus 3a00/1eBaHNS B TEKYLLEM rogy

LleHTpanbHbIii
depepanbHbiii OKpyr

CeBepo-3anagHbiit
dbenepanbHbIi OKpyr

HOKHbIN
depepanbHbIli OKpyr

MpUBOMKCKMUI
depepanbHbili OKpyr

Ypanbckuit
depepanbHbili OKpyr

Cnbupckuin
depepanbHbili OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBkasckuit
depepanbHbIli OKpyr

KpbIMCKuMiA
depepanbHbiii OKpyr

Vocios — Y T—

CaHkT-MeTepbypr Q
%
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Puc. 52. Yacrora j1erouHoro KPOBOTCUCHUSA Y OOBHBIX MYKOBUCHMIO30M
YacToTa JIerouHOro KpOBOTEUEHUST B OTYETHOM TOAY TIPeCTaBIeHa Ha pucC. 52, KOTOpoe 3a-
dukcupoBarHo y 1,4% GOJTBHBIX.
YacroTa ocTeonopo3a (HM3Kas KOCTHAsi Macca) MpeicTaBieHa Ha puc. 53, KOTOpbIi 3apuk-
cupoBaH y 8,0% GOJIbHBIX.

LleHTpanbHbIl
depepanbHbili OKpyr

CeBepo-3anagHbii
depepanbHbIli OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MpuBOAKCKNI
depepanbHbili OKpyr

Ypanbckui
denepanbHbili OKpyr

Cnbupckuin
bepepanbHbiii OKpyr

[anbHeBOCTOUHbIN
depnepanbHbili OKpyr

CeBepo-KaBKasckuit
denepanbHbIit OKpyr

KpbIMCKuiA
denepanbHbIli OKpyr

Mocksa

CaHkT-lMeTepbypr
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Puc. 53. YacroTa pa3BuTus ocTeornoposa (HU3KO KOCTHOI Macchl) y OOJIbHBIX MyKOBUCIIMI030M




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

LeHTpanbHbIl
depepanbHbIli OKpyr

CeBepo-3anagHbii
dbenepanbHbIvi OKpyr

HOKHbIN
depepanbHbili OKpyr

MpUBOMKCKIUI
depepanbHbIli OKpyr

Ypanbckui
depepanbHbIli OKpyr

Cnbupckuin
depepanbHbili OKpyr

[anbHEeBOCTOUHbIN
depepanbHbIli OKpyr

CeBepo-KaBKasckuit
depepanbHbili OKpyr

KpbIMcKuiA
depepanbHbIli OKpyr
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Puc. 54. Yacrora Pa3BUTH TTOJIUIIO3a BEPXHUX ABIXAaTCIbHBIX l'[yTeﬁ y OOJIBHBIX MYKOBUCLMIO30M

LeHTpanbHbIl
depepanbHbIli OKpyr

CeBepo-3anagHbii
depepanbHbili OKpyr

HOKHbIN
depepanbHbIli OKpyr

MpUBOMKCKMI
depepanbHbili OKpyr

Ypanbckui
depepanbHbili OKpyr

Cnbupckuin
depepanbHbiii OKpyr

[anbHeBOCTOUHbIN
denepanbHbili OKpyr

CeBepo-KaBKasckui
depepanbHbiii OKpyr

KpbiMcKuiA
denepanbHbili OKpyr

Mocksa

CaHkT-lMeTepbypr

o

Puc. 55. YacroTa 37eKTpOJTUTHBIX PACCTPOUCTB Y OOJIbHBIX MYKOBUCIIUI030M

%

YacroTa oJinMIo3a BEpXHUX AbIXaTeIbHBIX ITyTeil MpeacTaBieHa Ha puc. 54, KOTOpbIii 3auk-
cupoBaH y 19,6% GOJNbHbIX.

YacroTa 2J1eKTPOJIMTHBIX PACCTPOMCTB B OTYETHOM TOIY IIPeACTaBIeHa Ha PUC. 55, KOTOpbIe
3aukcupoBaHbl y 3,5% OOIBHBIX.

%
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JleyeHne

DJIeKTPOJIMTHBIE PACCTPOICTBA B BUE CUHApPOMA TceBIo-bapTrepa — yactoe ocliOXXHEHNE
y JeTell 10 To/a, KOTla MOTYT OTCYTCTBOBATh JAPYrvue KJIMHUUYECKUE TTPOSIBICHUsI. DTO COCTO-
STHUE JIETKO TOIaeTCsl KOPPEKIIMU, HO 0e3 CBOEBPEMEHHOM TUAarHOCTUKU MOXKET MPUBECTH
K JIETAJIbHOMY MCXOMY y JIeTell 3TOil BO3pacTHOI rpymibl. Heo0XonnuMo MCKIIIoYaTh CUHAPOM
riceBno-bapTrepa y Bcex BHOBb TMarHOCTUPOBAHHBIX O0JTBHBIX MYKOBUCIII03a MJIAIeHIECKO-
ro Bo3pacta, 0COOeHHO Ha (poHEe MHTEPKYPPEHTHBIX 3ab01eBaHuii. BaxXHO CBOEBpeMEHHO BO3-
MEIIATh MOTEPIO ANEKTPOJIUTOB y MALIMEHTOB C XKeJYI0UYHO-KUIIIEYHbIMUA PACCTPONCTBAMMU, OCO-
OeHHo B Teruioe BpeMs roaa [10].

JleueHune

O06beM Tepanuy MYKOBHCIIMI03a B 3aBUCUMOCTH OT BO3pacTa GOJIbHBIX MPEACTaBlIeH Ha
puc. 56 u B Ta6u. 31.

Tabauua 31
Yacmoma npumeHeHUs PA3AUMHBIX 6U006 MEOUKAMEHNO3HOU U HeMeOUKAMEHMO3HOU mepanuu MyKoeucuudosa y oemeii u 63pocavlx
‘ Tepanusa ‘ Bce ‘ Hetn ‘ B3pocnbie ‘
FnepToHnyeckuii pacTBop HaTpusa xnopuaa, % 50,1 54,4 36,5
AHTUOMOTUKM
VHransiumoHHsle, % 42,5 40,7 47,8
BHYTPUBEHHbIE, % 63,5 59,1 77,5
nepopanbHbie, % 75,6 72,5 85,6
Bponxoaunaratopsbl, % 61,0 56,9 74,1
IniokokopTMKOCTEPOUADLI
VHransiumoHHsle, % 20,6 15,8 35,9
cucTtemHble, % 6,0 5,1 8,9
JopHa3sa anbda, % 93,6 96,5 84,6
A3UTpOMULMH, % 32,7 31,6 36,1
Ypcopesokcuxonesas Kucnora, % 91,0 94,8 79,1
NaHkpeaTnyeckue pepmeHTbl, % 93,0 96,2 82,9
XXupopacTBopuMble BUTaMUHbI, % 86,5 88,6 60,3
Kuneautepanus, % 81,2 87,7 58,4
Kucnopoporepanus, % 4,9 2,3 13,3
120
100
@ NaCl
80
@ HFANALMOHHbBIE aHTUOUOTUKIN
@ BHYTPUBEHHbIE AHTUOUOTUKMU
/— @ms Tab/1€TUPOBAHHbIE AHTUONOTUKM
60 N @ BpPOHXOAMNATATOPSI
/ @ ||HrANALMOHHbIE CTEPOUbI
@ CLICTEMHbIE CTEPOUADI
40 [opHasa anbda
\/\ A3UTPOMULMNH
@ YDCOLE30KCUXO/IEBAA KMCIOTA
@ [|aHKpPEATUYECKME DEPMEHTDI
20 @ }KMPOPACTBOPMMbBIE BUTAMUHbI
0 T T T T 1
0-8 net 8-16 net 16-24 net 24-32 net crapwe 32 net

Puc. 56. O6beM MeIUKaMEHTO3HOM Tepary B 3aBUCMMOCTH OT BO3pacTa GOJIbHBIX
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Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

Puc. 57. luHamMuKa Ha3HAYEHMsI MHTAISILIMOHHOM Teparnuu 1o cpaBHeHUo ¢ peructpamu 2011—-2014 rr.

Puc. 58. IMprMeHeHre MHTAISIINI TUTIEPTOHUIECKOTO PACTBOPA HATPUS XJIOPUIA Y OOJLHBIX MYKOBUCITUIO30M
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2011 r.

LleHTpanbHbI
denepanbHbIvi OKpyr

CeBepo-3anagHbii
dbenepanbHbIvi OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MprBOMKCKNIA
dbenepanbHbIvi OKpyr

Ypanbckui
denepanbHbIi OKpyr

Cnbupckui
dbenepanbHbIi OKpyr

[lanbHEeBOCTOUHbIN
dbenepanbHbIvi OKpyr

CeBepo-KaBKasckui
dbenepanbHbIvi OKpyr

KpbIMcKui
deanepanbHbIi OKpyr

MockBa

CaHKT-lMeTepbypr

2012r.
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2014r.

2015r.

s NaCl

@ /IHFANALMOHHbIE
AHTUOMOTUKM

e BpOHXOAMMATATOPDI

@ /|HraNALUNOHHbIE
cTepoungpl

@ [l0pHa3a anbda

Ha puc. 57 npencraBineHa nMHaMuKa Ha3HAYEHUs] MHTAISILIMOHHON Teparnuu 1o CpaBHEHUIO
¢ peructpamu 2011—-2014 rr.

O0beM NMPUMeHEHHUS TUTIEPTOHMYECKOTI0 pacTBOpa HATPHsI XJIOpUIA MpeacTaBiIeH Ha puc. 58.
JlaHHBINM BUI TEpanuy MIPUMEHsUICS B oTdeTHOM rony y 50,1% OoIbHBIX.
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JleyeHne

LleHTpanbHbIi
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
denepanbHbIit OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MpuBOAKCKNI
depepanbHbIli OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cnbupckui
depepanbHbili OKpYr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBKasckuit
depepanbHbIli OKpyr

KpbIMCKuMiA
depepanbHbili OKpyr

MockBa

CaHKT-lMeTepbypr
%

Puc. 59. INpuMeHeHre MHTANSIIMOHHBIX aHTUOMOTUKOB Y OOJBHBIX MyKOBUCIIUIO30M

O0BeM TTPUMEHEHNUS MHTAISIIIMOHHBIX aHTUOMOTUKOB OTpakeH Ha puc. 59. JlaHHBIN BULI Te-
panuu B OTYETHOM TOLy NMpUMEHSICS Y 42,5% GOJIbHbIX.

O0beM IPUMEHEHMSI BHYTPUBEHHBIX aHTUOMOTUKOB IpeAcTaBieH Ha puc. 60. JJaHHbIi B
Tepanuy B OTYETHOM Tofy IpuMeHsuics y 63,5% GOJIbHbIX.

LieHTpanbHbIl
depepanbHbili OKpyr

CeBepo-3anagHbii
depepanbHbIli OKpyr

HOXKHbIN
depepanbHbili OKpyr

MpuBOMKCKUI
depepanbHbIli OKpyr

Ypanbckui
depepanbHbiii OKpyr

Cnbupckmnin
depepanbHbIli OKpyr

[anbHEeBOCTOYHbIN
depepanbHbiil OKpyr
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KpbiMcKuii
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Puc. 60. ITpumMeHeHre BHYTPUBEHHBIX aHTUOMOTUKOB Y GOJbHBIX MYKOBHUCILIMIO30M




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

Puc. 61. IpumeHeHMe niepopaibHbIX AHTUOMOTUKOB Y OOJbHBIX MYKOBUCIIMIO30M

Puc. 62. ITpyuMeHeHre OGPOHXOIWIATATOPOB Y OOJLHBIX MYKOBUCITUIO30M

LleHTpanbHbIi
denepanbHbili OKpyr

CeBepo-3anagHbii
denepanbHbIit OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MpuBOAKCKNI
denepanbHbIit OKpyr

Ypanbckui
denepanbHbili OKpyr

Cnbupckuin
depepanbHblli OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBKasckuit
depepanbHbIli OKpyr

KpbIMCKuMiA
depepanbHblli OKpyr

Mocksa
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MpuBOMKCKUI
depepanbHbIli OKpYr

Ypanbckui
depepanbHbiii OKpyr

Cnbupckmnin
depepanbHbIli OKpyr

[anbHeBOCTOYHbIN
depepanbHblil OKpyr

CeBepo-KaBKasckuit
denepanbHbIli OKpyr
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O0beM NpUMeHEHUSI IIePOPaIbHbIX AHTUOMOTUKOB B PErMOHAX IIpeacTaBieH Ha puc. 61. [laH-
HbIIA BUI TEPAUy B OTYETHOM roAy mpumeHsuics y 75,6% 0OJIbHBIX.

O0beM MpUMeEHEHUSI OPOHXOAMIATATOPOB OTPaXKeH Ha puc. 62. JlaHHBIA BUI Tepaluu B OT-
YEeTHOM Tony npuMeHsics y 61,0% GObHBIX.
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JleyeHne

LleHTpanbHbIi
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
denepanbHbIit OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MpuBOAKCKNI
depepanbHbili OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cnbupckui
depepanbHbili OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBKasckuit
depepanbHbIli OKpyr

KpbIMCKuMiA
depepanbHbili OKpyr

MockBa

CaHKT-lMeTepbypr
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Puc. 63. an/IMCHeHI/IG VHTAJIIOUOHHBIX TTIOKOKOPTUKOCTEPOUIOB Y OOJILHBIX MYKOBUCHMIO30M

O0BbeM TIPUMEHEHUSI MHTAJISIIIMOHHBIX TJIIOKOKOPTUKOCTEPOUIOB B PeTMOHAX IPEICTaBICH
Ha puc. 63. JlaHHbIi BUI Teparuu B OTYETHOM rony rnpumeHstics y 20,6% GObHBIX.

O0beM IpUMEHEHUsI CUCTEMHbIX TIIOKOKOPTUKOCTEPOUIOB IIpeacTaBieH Ha puc. 64. JJaH-
HbIIA BUJ T€Paluy B OTYETHOM roAy IpuMeHsuics y 6,0% 00IbHBIX.
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KpbIMcKuii
denepanbHbIin OKpyr
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Puc. 64. anIMeHCHMC CUCTEMHBIX TTTIOKOKOPTUKOCTEPOUIOB Y OOJIBHBIX MYKOBUCHMI030M




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

Puc. 65. IpumeHeHre 1opHa3bl albda y 00IbHBIX MyKOBUCLIMI030M

LleHTpanbHbIii
dbenepanbHbIii OKpyr

CeBepo-3anagHbii
denepanbHbIit OKpyr

HOXKHbIN
dbenepanbHbIvi OKpyr

MpuBoOAKCKNI
depnepanbHbIli OKpyr

Ypanbckui
dbenepanbHbIi OKpyr

Cnbupckui
depepanbHbili OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBkasckuit
depepanbHbili OKpyr

KpbIMCKuMiA
depepanbHbili OKpyr
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MpuBOMKCKUIA
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Ypanbckui
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Puc. 66. [IprMeHeHre a3UTPOMUIIMHA B CYOMHTUOUPYIOIIUX N03aX Y OOJBHBIX MYKOBUCIIIO30M

80

%

O0BeM TIPUMEHEHUST TOPHA3HI anbda MpeacTaBieH Ha puc. 65. JlaHHBI BUI TEpaliy B OT-
YETHOM IOy MpUMEHSIICS Y 93,6% GOJIbHBIX.

O0beM IpUMEHEHUsT a3UTPOMULIMHA B CYOMHTMOMPYIOLIMX 103axX IIpeacTaBieH Ha puc. 66.
JlaHHBII BUI TEPAITUA B OTYETHOM TOIY TIpUMEHSIICS Y 32,7% GONbHEBIX.
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JleyeHne

LleHTpanbHbIA
depepanbHbili OKpyr

CeBepo-3anagHbii
denepanbHbIit OKpyr

HOXKHbIN
denepanbHbili OKpyr

MpuBOAKCKNI
depepanbHbili OKpyr

Ypanbckui
depepanbHblli OKpyr

Cnbupckui
depepanbHbIli OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBkasckuit
depepanbHbIli OKpyr

KpbIMCKuMiA
depepanbHbili OKpyr

MockBa

CaHKT-lMeTepbypr
%

Puc. 67. IIpuMeHeHUe ypcoae30KCHX0IEBOI KUCIOTH Y OOTBHBIX MyKOBUCIIMIO30M

O0beM NPUMEHEHMS YPCOAE30KCUXOJIEBOI KUCIOTHI IIpeacTaBieH Ha puc. 67. JlaHHbIA BU
Tepanuy B OTYETHOM roay npumeHsuics y 91,0% GoJIbHbIX.

O0beM IIpUMEHEHUs ITAaHKpeaTuueCcKux (hepMEHTOB MpeAcTaBieH Ha puc. 68. JJaHHbI B
Tepanuy B OTYETHOM rofy npumeHsuics y 93,0% GoJIbHbIX.

LieHTpanbHbIl
depepanbHbili OKpyr

CeBepo-3anagHbii
depepanbHbIli OKpyr

HOXKHbIN
depepanbHbili OKpyr

MpuBOMKCKUI
depepanbHbIli OKpyr

Ypanbckui
depepanbHbili OKpyr

Cnbupckui
depepanbHbIli OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBkasckuit
depepanbHbili OKpyr

KpbIMcKui
depepanbHbili OKpyr

Mocksa

CaHkT-MeTepbypr
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Puc. 68. IpuMeHeHNe MaHKpeaTUIeCKuX (DepMEHTOB Y OOJIbHBIX MYKOBHUCIIUI030M




Peructp 60nbHbIX MykoBUCLMA030M B Poccuiickoit ®epepauun. 2015 rog,

LleHTpanbHbIi
depepanbHbIli OKpyr

CeBepo-3anagHbii
denepanbHbIit OKpyr

HOXKHBbIN
denepanbHbili OKpyr

MpuBOAKCKNI
depepanbHbIli OKpyr

Ypanbckui
depepanbHbili OKpyr

Cnbupckui
depepanbHbIli OKpyr

[anbHeBOCTOYHbIN
depepanbHbili OKpyr

CeBepo-KaBkasckuit
depepanbHbIli OKpyr

KpbIMCKuMiA
depepanbHbili OKpyr

MockBa

CaHKT-lMeTepbypr

Puc. 69. IIpuMeHeHUe XUPOPACTBOPUMBIX BUTAMUHOB Y OOJTBHBIX MyKOBUCIIMIO30M

Puc. 70. [IpumeHeHMe KUHE3UTEpATUU OOJTbHBIMU MYKOBUCITAI030M

LieHTpanbHbIl
depepanbHbili OKpyr

CeBepo-3anagHbii
depepanbHbIli OKpyr

HOXKHbIN
depepanbHbili OKpyr

MpuBOMKCKUI
depepanbHbIli OKpyr

Ypanbckui
depepanbHbIii OKpyr

Cnbupckmnin
depepanbHbIli OKpyr

[anbHeBOCTOYHbIN
depepanbHblii OKpyr

CeBepo-KaBKasckuit
depepanbHbili OKpyr

KpbIMcKuii
depepanbHblil OKpyr

Mocksa

CaHkT-MeTepbypr
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O0beM MMPUMEHEHHUSI XKUPOPACTBOPUMBIX BUTAMUHOB IpeACTaBieH Ha puc. 69. JlaHHbBIIA BU
Tepanuy B OTYETHOM rofy IpuMeHsuics y 86,5% GOJIbHbIX.
O0BeM IIpUMEHEeHUST KMHE3UTepaIuy TIpeacTaBieH Ha puc. 70. JlaHHBIN BUI Teparmuy B OT-
YEeTHOM Tony npuMeHsiics y 81,2% GONbHBIX.

%
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LleHTpanbHbIii
dbenepanbHbIvi OKpyr

CeBepo-3anagHbii
denepanbHbili OKpyr

HOXKHbI
dbenepanbHbIi OKpyr

MpUBOKCKUIA
dbenepanbHbIvi OKpyr

Ypanbckui
dbenepanbHbIvi OKpyr

Cnbupckuin
depepanbHbili OKpyr

[anbHeBOCTOYHbIN
denepanbHbIvi OKpyr

CeBepo-KaBKkasckuit
dbenepanbHbIi OKpyr

Kpbimckuii
dbenepanbHbIvi OKpyr

Mocksa

CaHKT-lMeTepbypr
%

T T T

0 2 4 6 8 10 12

Puc. 71. TlpuMeHeHre KUCIOPOJOTEPATTUN Y OOJIBHBIX MyKOBUCLIMI030M

O0BbeM MCITOTb30BaHUST KUCIOPOAOTEpaIliM MpeICcTaBieH Ha puc. 71. JlaHHBIN BUI Teparun
B OTYETHOM TOIy IPUMEHSIICS Y 4,9% GONbHBIX.

TpaHcnnaHTauus

B 2015 r. neBsgTepbiM OOJbHBIM MYKOBUCIMI030M ObLia MPOBeAeHA JIBYCTOPOHHSISI TpaHC-
TUTAHTALUS JeTKUX, TPAHCIUIAHTALMS MIeYeH TPOUM MallMeHTaM.
Yucno tpancrutantauuit 3a 2011—-2015 rr. npencrasiaeHo B Tabs. 32.

Tabauua 32

Yucao mpancnaanmayuii aeexux u nevenu 3a 2011-2014 ze.

TpascnnanTaums | 2011r. | 2012r. | 2013r. | 2014r. | 2015r. |  Bcero |
Nerkux 1(1) 2(2) 2(1) 1(1) 9(9) 15 (14)
Nevenn 0 1 0 0 3 5(5)*

MprmeyaHvie: B ckobkax NpeacTaBieHO YMCNOo 6OMbHbIX XUBbIX NOCNe onepaumii Ha 31.12.2015.
*— opHa TpaHcnnaHTaums nedyeHn Gbina nposenexa ewe B 2009 r.

BbhkuBaemocCTb

B teyenue 2015 r. ymepau 39 6oabHbIX, 13 HUX 20 B3pocabix. [IpuunHoit cMepty 31 U3 HUX
SIBJISITIOCH OPOHXOJIETOUHOE TTOPaXeHKE, TBOE TTOTUOJIM M3-32 OHKOJIOTMYECKOTO IIpoliecca, 10
OTHOMY TALIMEHTY YMEPJIU BCJICACTBUE MTOPAKEHMS MEUEHHM, HECYACTHOTO CiIydast M JIEKTPO-
JINTHBIX PACCTPOMCTB, MPUYMHA CMEPTH TPOUX OOJIbHBIX HEM3BECTHA.

CpenHuii Bo3pacT cMepTu coctaBui 18,9 = 10,1 rona, Mmenuana Bo3pacta cmeptu —18,5 (12,8)
JieT. MuHuManbHbIi Bo3pacT cMeptu — 0,57 net, MakcumanbHbIl B 51,2 roaa.

BospacT cMepTH He TTO3BOJISIET OLIEHUTD TPOAOKUTEIbHOCTD XXU3HU OOJIBHBIX MYKOBUCIIM -
J1030M. 1151 3TOr0 HEOOXOAMMO BBICUMTATh OXUIAAEMYIO TTPOAOKUTEIbHOCTD KU3HU, UCXOIS
M3 TaHHBIX O BO3pacTe BeeX (BKMBBIX U YMEPIINX) MalMeHTOB PErucTpa.

OxuaaemMasi MPoJOJIKUTEILHOCTh JKU3HH — BaXKHEHIINI WHTErpalbHbINA AeMorpabuyecKuin
oKasareJib, XapaKTepU3yIOLINi ypOBeHb CMEPTHOCTH HaceaeHust. OH 0003HavYaeT cpeaHee Ko-
JINYECTBO JIET MPEACTOSIIECH KU3HU YeJIOBEKa, JOCTUTIIErO OMpeeeHHOTO BO3pacTa, U sIBJisi-
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Puc. 72. InHaMuKa 0XXHIaeMOU TTPOIOJIKUTEILHOCTH XXKU3HU OOJbHBIX MyKoBUCIIUI030M ¢ 2011 1o 2015 rombl

€TCs UTOTOBBIM TTOKa3aTejeM TabauIbl CMEPTHOCTU. B maHHOM oTueTe Moj «0XumaaeMol mpo-
JIOJKUTEIbHOCTBIO XXU3HW» MOHUMAIOT OXXUIAEMYI0 MPOJOJIKUTEIbHOCTh XU3HU NETEN, POXK-
JIEHHBIX B OTYETHOM TO[Y.

OxxumaeMasi MpOaOJIKUTEIbHOCTD KU3HU OOJIbHBIX MYKOBUCITUI030M, POKIEHHBIX B 2015 romy
cocraBuia 54,02 r.

JvHaMuka oxXuaaeMoi TPOIOKUTEIbBHOCTH KU3HU O0JIbHBIX MyKoBUCIIMA030M ¢ 2011 mo
2015 roasl mpencraBiieHa Ha puc. 72.

3aksoyeHue

Takum o6pa3oM, B perucTpe npeacrapieHa TMHaMUKa rokasaresieil, XapakTepu3yoLuX 310-
pPOBBE JIeTel M B3POCBIX C MyKOBHCIIMIIO30M 3a IMpolieiiee nstwietue B PO, a Tak xe gaH-
Hble 10 81 cyObeKTy (henepaliiu, YTo TPU3BAHO OLIEHUBATh TEKYIILYIO CUTYalIMIO B pETUOHAX 10
OKa3aHWIO MEIUIIMHCKOM ITOMOIIY OOJIbHBIM M OPUEHTUPOBATh Ha MOUCK 3((MEKTUBHBIX MEp
TTOBBIIIIEHUSI YPOBHSI 3I0POBbSI JIIOJIEN ¢ MyKOBHCIIUIO30M.
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YcnoBHble 0003HaAYEeHUs
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NMPUJTOXKEHUE

MepeuyeHb AaHHbIX Poccuiickoro perncrtpa 60ibHbIX MyKOBUCLUA030M

Aemorpadpuyeckue gaHHbie

T'opom, B KOTOpOM pacItojioXKeH IEeHTP

DUO nanmenra

Pernon npoxxuBaHus

T'on nabmronenusa

T'on poxneHust

Mecsii poxXaeHust

Ywucno poxneHust

Ilon

Bospacr (Ha 31 mexaOpss OTIYETHOTO roma)

Crartyc mmanmeHra:
— XuB Ha 31 mexabpst OTIYCTHOTO TOfa;
— TIOTM0 B OTYETHOM TOIY

Ecnu ymep, To 3amostHsIeTCS 1aTa CMEPTH:

— Tog;

— MECHII;

— 9HCIIO

IIpuuuna cmepTu:

— OpOHXOJIETOYHAs;

— TICUYCHB;

— TpaBMa;

— CYMUMI;

— TpaHCIUIAaHTAIIUS;

— npyras, CBSI3aHHAasl ¢ MYKOBHMCIIMIO30M,
cJemyeT yKa3aTh Kakas (HalpuMep, CUH-
IpoM TiceBno-baprrepa, aMmmuonmos, oH-
KOJIoTus 1 1Ip.);

— IpyTrasi, He CBsI3aHHasl ¢ MyKOBUCIIUIO-
30M

AuvarHos

JurarHo3 noaTBepxkIEH:

— 11a;

— HET;

— OyZeT MoATBEepPXKIeH
Bo3pacT Ha MOMEHT yCTaHOBJIEHUS THATHO-
3a B rojgax
JaTta ycTaHOBIIEHUSI IMarHo3a B ¢opmarte:
AO.MM.ITIT

leHeTnka

[TpoBOomMIOCH T TEHETUYECKOE MCCIIEeIOBa-

HUeE:
— 11a;
— HeT

IlepBast myTauust

IlepBas myramust 2 (ecim Ha OTHOM XPOMO-
COMeE JIBe MyTallH, TO 3[1eCh IUIIETCS Ha-
3BaHMe BTopoii myTtauuu. Eciou ee Ha3Ba-
HUS HET B MEXIyHapOIHOU 0a3e JaHHBIX
http://www.genet.sickkids.on.ca, To B miep-
BOM CTOJIOIIE TIMIIETCS: ApyTasi, a BO BTO-
pPOM — Ha3BaHUE MyTalllK)

Bropas myrauus

Bropasa myranus 2 (o aHaJloTUU ¢ TIepBOit
MyTaluei)
HeoHaTtanbHbIN CKPUHUHT:
— TOJIOXUTEJIbHBIN;
— OTpULIATEJIbHBIN;
— pe3yJbTaT HEU3BECTCH;
— He aenanu
Hapymienue TpaHCAMUTEIMaIbHOIO HOHHOTO
TpaHCIopTa (Pa3HOCTb Ha3aJIbHBIX MTOTEH-
1IMAaJI0B, OMOICUHU TOJCTON KHUILKH):
— TIOJIOXUTEJIbHAS;
— OTpHUIIaTe/IbHAas;
— He aenanu
[ToToBRIit TECT:
— TUTPOBAHUE;
— IIPOBOAMMOCTE;
— He aenanu
DIEKTPOITUTHI
— XJIOPUIBI;
— ZIpyTHe;
— He Aenanu
YpoBeHb XJIOpUI0B
IToToBBIIT TECT MOBTOPHBIIL:
— TUTPOBAHUE;
— IIPOBOIMMOCTE;
— He Aenanu
DJIeKTPOJUTHI TOBTOPHBIE:
— XJIOPUIBI;
— ZIpyTHe;
— He Aenanu
YpoBeHb XJIOPUIOB MOBTOPHbIIA
MeKOoHMEBBIN UIIeyC:
— I1a, OTIEpUPOBaH;
— I1a, He ONepUPOBaAH;
— J1a, He U3BECTHO, ObLJIa JIU OTepalus;
— HeT
Tepanus

WMHransuum runepToHUYECKOro pacTBopa
NaCl B oTyeTHOM romy:
— na (ecayd cyMMapHOE YMCJIO JHel MHTa-
Jguuii — 6oJiee 3 Mmec.);
— HeT;
— He 3Halo
[ToBTOpHBIE KYpChl MHTAISILIMOHHBIX aHTH-
OMOTUKOB B OTYETHOM TO/Y:
— na (ecayd cyMMapHOe YMCJIo JHel MHTa-
Jguuii — 6oJee 3 Mmec.);
— HeT;
— He 3Halo
BHyTpuBeHHBIE aHTUOMOTUKU B OTUETHOM
rofy:
— na (maxke ecJIv MPOBEJIeH OIUH KypC BHY-
TPUBEHHOI Tepamnun);
— HeT;
— He 3Halo
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TabseTupoBaHHbBIE AaHTUOMOTUKU B OTYET-
HOM TO1y:

— na (maxe eciu MpoBedeH OIWH KypC aH-
TUOMOTUKOB BHYTDb);

— HET;

— He 3Ha

JnuTenbHble (MOBTOPHBIE) KYPChl MHTAJISILIM -
OHHBIX OPOHXOIUIATATOPOB B OTYETHOM TOIY:

— na (ecM cyMMapHOe YMCIIO JTHEel MHTa-
JsIumin — 6osee 3 mec.);

— HeT;

— He 3Ha

[ToBTOpPHBIE KYypCHl (UIMTEIbHOE MPUMEHE-
HHE) WHTATSIIHOHHBIX CTEPOUIOB;

— nma (ecay CyMMapHOE YMCJIO JHEW MHTa-
Jguuii — 6oJiee 3 Mmec.);

— HET;

— He 3Ha

IToBTOpPHBIE KypCHl (IJIUTEIbHOE MPUMEHE-
HHE) CUCTEMHBIX CTePOUIOB:

— na (ecniu cyMMapHOE YHMCJIO THEM Te-
panuu — 6ojiee 3 Mec. UM MpOBene-
HO HE MeHee 3 KypCOB B IOMI MapeHTe-
paJIbHO MPOAOJIKUTEIbHOCTHIO HE Me-
Hee 14 nHeit);

— HET;

— He 3Ha

Kucnopomoreparust B OTYSTHOM TOIY:

— Ja (ecliM CyMMapHO€ YMCJIO JHEil Kuc-
JlopogoTepanuu B rox 6osee 3 Mec., U3
pacdeTa He MeHee 12 4 KuciopomoTepa-
MUU B CYTKH);

— HET;

— He 3Ha

JlopHaza ajibha B OTYETHOM TOJIY:

— nma (ecay cCyMMapHOe YMCJIO JHEW MHTa-
Jguuii 6onee 3 mec.);

— HET;

— He 3Ha

ITocTossHHOE MpUMEHEHHE a3UTPOMUIIMHA
(MM IpyTroro MakpoJuaa) B OTYCTHOM TOMIY:

— na (eciu cyMMapHOE YMCJIO JHEeH Tpue-
Ma — Oosee 3 mec.);

— HeT;

— He 3Halo

Ypcone3zokcuxoeBasi KUCIOTa B OTYETHOM
TOmy:

— na (ecjm cyMMapHOe YMCIIO JHEl mpue-
Ma — Oozee 3 Mec.);

— HeT;

— He 3Haw

[Tankpeatnyeckue (GepMEeHTHI B OTIYCTHOM
Tofy:

— nma (ecm cyMMapHOE YHCIIO THEH TIpue-
Ma — Oosnee 3 mec.);

— HET;

— He 3Ha[

ZKupopacTBoprMbIe BUTAMUHBI
— na (ecim cyMMapHOe YKCIIO JHel mpue-
Ma — Oosee 3 mec.);
— HET;
— He 3Ha
Kunesutepanus
— na (ec/ii cyMMapHOe YKCIIO JHEH IIpoBe-
neHus — oosee 3 Mec.);
— HET;
— He 3Hao

O6OcnepoBaHne

Macca mena, imeBIIasics B A€Hb JIy4dllie-
ro nokasatenss O®B,, eciu ve nenanum @B,
TO MOCJIeHee 3HaYeHe MACChI Tejla B OTYET-
HOM rofy.

Pocm, nmeBIIMiics B IeHb JIyUYIIEro MOKa-
sarensas O®B,, ecam ne nenamm OB/, To mo-
cjenHee 3HaUeHUe PocTa B OTYETHOM TO.Y.

Mecsy aynweeo nokazameas OPB, B 0T4ET-
HOM rofy, eciu He nenanu @B/, To nara n3-
MepeHHUs pOcTa U MaccChl Teja.

Yucno aywmezo noxkasamens OPB, B oTyeT-
HOM rofy, eciu He nenanu @B/, To nara uz-
MEepeHHUs POCTa U MacChl Teja.

Jyuwuil noxasamens OPB,B OTYETHOM TOIy
(B IUTpax).

Jywwuii noxazamenv @KEJI B OTYSTHOM
rony (B TUTpax).

MukpoGuonorus

Kputepun xpoHndyeckoi nHGEKIIUKU OTpaxKe-
HBI B pa3aeie «MUKpoOMOIOTHST».
XpoHuueckoe nHpuLrpoBanue Paeruginosa:
— na (boJiee TTOJIOBMHBI BBICEBOB 3a OT-
YETHBII IO, IIPU YCIOBUU IIPOBEACHUS
He MeHee 4 IT0CEBOB);
— HET;
— He 3Hal
HNurepmuttupyronias undexuus Paeruginosa:
— na (boJiee TTOJOBUHbBI BHICEBOB 3a OTYET-
HBII TOJI, TIPY YCJIIOBUM TPOBEICHUS HE
MeHee 4 TTI0CeBOB);
— HET;
— He 3Ha
XpoHunueckast uHQeKuus S.aureus
— na (boJiee TTOJIOBUHBI BHICEBOB 3a OTYET-
HbI TOJI, NIPU YCJIOBUM MPOBEACHUS HE
MeHee 4 TTI0CEeBOB);
— HET;
— He 3Haio
XpoHuueckast uHdeKus B.cepacia complex
— Ja (boJiee MOJIOBUHBI BLICEBOB 32 OTYET-
HbIIA TOJI, IIPU YCJIIOBUM IPOBEACHUST HE
MeHee 4 TTIOCEBOB);
— HET;
— He 3Halo
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Hetybepkyie3Hble MUKOOAKTEpUU
— 51a (6oJ1ee MOJIOBUHbBI BLICEBOB 32 OTUETHBII
TOIl, MIPY YCJIOBUM TIPOBEACHUST HE MEHee
4 TTOCEBOB);
— HET;
— He 3Hao
S.maltophilia B oT4YeTHOM TOAY
— 1a (6oJ1ee MOJI0BUHbBI BLICEBOB 32 OTYETHBIA
rol, MPH YCJIIOBUM TIPOBEACHUST HE MEHee
4 TT0CEBOB);
— HET;
— He 3Ha[
Achromobacter sp. B OTYETHOM IOy
— 51a (6osiee MoJOBUHbBI BICEBOB 32 OTUETHBIM
rol, Py YCJIOBUM IIPOBEACHUsI HE MEHee
4 MOCEBOB);
— HET;
— He 3Haw
HedepmenTupyioliass HernceBIOMOHaIHas
rpaMoTpuuaresbHas ¢Jopa
— 1a (boJiee MOJIOBUHBI BLICEBOB 34 OTYET-
HBII TOJI, TIPY YCJIOBUY TTPOBEACHUS HE
MeHee 4 II0CeBOB), 00s13aTeIbHO yKa3a-
HUE JJATUHCKOTO Ha3BaHUS MUKPOOP-
raHu3ma;
— HET;
— He 3Ha

OcnoxHeHus (B OTYETHOM roay)

AJeprudyecKuii OpOHXOJETOUYHbIN acrnep-
ruie3 (KpUTepuu OTpaxkeHbl B paselie
«OcNoXHEHUSI»)

— B HACTOSIIIIMIT MOMEHT;
— HeT;
— He 3Ha

JlnabeT ¢ exXeIHEeBHbIM NMPUMEHEHUEM WH-
cyJMHa
— 11a;

— HET;
— He 3Ha

ITHeBMOTOpaKC, MOTPeOOBABIIMI APEHUPO-
BaHMUS
— 11a;

— HET;
— He 3Halo

IMopaxeHune nedeHN (0 KPUTEPHUSIX B paseiie
«OCIOXHEHUSI»):

— LUPPO3 C TUMEPTECH3UCH /TUTIepCILIe-
HU3MOM;

— UMppo3 0e3 THITePTeH3NN/TUIIepCIie-
HU3Ma,;

— uuppo3 6e3 uHdopMaluu O rUMNepTeH-
3UN/TUTIEPCTUICHN3ME;

— mopaxeHue MeyeHu 6e3 [Uppo3a;

— HET;

— He 3Haw

BripaxkeHHOE JIeTouHOE KpoBoTeueHUe (0oee
250 MJ1 OMIHOMOMEHTHO):

— I1a, XOTsI OBl OUH pas3;

— HET;
— He 3Ha

Hanuyue oHkosnoruyeckoro 3adosjieBaHus (B
OTYETHOM TONly WJIM KOTIa-Jn00 B XKU3HU
nayeHTa):
— [a;
— HET;
— He 3Halo

MaHkpeaTuyeckuii crtatyc

dekanbHast 3acTasza 1:
— < 200 Hr/T OMHOKPATHO;
— < 200 Hr/T IBAXKIHI;
— > 200 HT/T OTHOKpPATHO;
— > 200 HT/T IBaXIHI;
— HE OIpeaensaach
HeiitpanbHblil XUp B CTyJE:
— BBICOKUI OTHOKPATHO;
— BBICOKMIA > 2 pa3za;
— HOPMAaJIbHBIM OMHOKPATHO;
— HOpPMAaJIbHBIN > 2 pa3a;
— He onpeAesIsn
DJIeKTPOJUTHBIE PACCTPOUCTBA (CUHIPOM
ncesno-baptrepa):
— 11a;
— HeT;
— He 3Halo
Octeonopo3 (HU3Kas KOCTHasl Macca):
— Ja (ecnu Z-KpUTepUil Ipy MPOBEACHUN
OCTE€OJEHCUTOMETPUM HIKE 2);
— HeT;
— He 3Ha
[Tonuo3 BepXHMX NBIXaTEIbHBIX ITYTCH:
— 11a;
— HET;
— He 3Ha[
AMWIONIO3 B OTYETHOM TOIY
— JI1a;
— HET;
— He 3Ha

TpaHcnnaHTauus

TpaHcIIaHTaIUS TTIEYCHMN:
— I1a;
— HET;
— He 3Halo

Hata (roa) mocnenHel TpaHCIJIaHTaUUU TIe-
YeHU (ecy MPOBOIMIACH 0 WJIMU B Teye-
HH€ OTYETHOTIO roja)

TpaHcrnaHTauys JerKux
— na;
— HeT;
— He 3Ha

Hara (rom) rmociaeaHel TpaHCIIaHTAIIUHY JIeT-
KUX (eCJIM TIPOBOAMIIACH IO WJIM B TCUCHUE
OTYETHOTO TO/a)
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Kputepumn BKknoYeHUsa nauueHToB
B Poccuiickuii peructp 60JibHbIX MYKOBUCLNO030M

B peructp BKIIIOYAIOTCSI MAMEHTHI TOJIBKO C MOATBEPXACHHBIM TUAarHo30oM. JluarHos nop-

TBEPKAACTCSI B COOTBETCTBUU CO CJICAYIOIIUMU KPUTEPUSIMMU:

1. JIByKpaTHbI MOJOXUTEIbHbII MOTOBBINA TECT:

— xJyiopuabl > 60 MMOJIb/J;

unu

— TIPOBOAMMOCTH TT0Ta > 80 MMOJIB/IT;

unu

— xyopuabl > 60 MMOJIb/1 + MIPOBOAMMOCTD ITOTa > 80 MMOJIb/JI.

2. OnHOKpAaTHBIMA MOTOBBIK TeCT ¢ xjaopuaamu > 60 MMOJb/J WIK NPOBOAUMOCTD MOTA
> 80 mmonb/n1 n JHK-anamm3 ¢ omHO# mim AByMsI NISHTU(DUIIMPOBAHHBIMUA MYTALIUSIMU B
rene CFTR.

3. OMHOKpAaTHBINA MOTOBBIA TeCT ¢ XaopuaaMu > 60 MMOJb/A WIK TIPOBOAMMOCTh IOTA
> 80 MMOJIb/J1 Y IOJIOXKUTENbHBIN pe3yabTaT HeoHaTtaabHoro ckpuuunra (MPT— 1 > 70 Hr/
mi; UPT — 2 > 40 ur/mo).

4. OQHOKpPATHBINI MOTOBBINA TECT ¢ xJopuaaMu > 60 MMOJIb/1 WIK MPOBOAMMOCTD mota > 80
MMOJIb/T ¥ KJIMHUYECKasI KapTUHA C XapaKTePHBIMU CUMIITTOMAMHM MyKOBHUCILIMIO3A.

5. 3HayeHUe XJIOPUIOB B TOTOBOM TecTe < 60 MMOJIB/JT MJTM IIPOBOAMMOCTb MOTa < 80 MMOJIb/J:
TOTIAa HYXKHO UMETh 2 U3 4 CIIeAYIONINX KPUTEPUEB:

— NHK-aHanu3 ¢ ogHOi WM ABYMSI UIEHTU(MULIMPOBAHHBIMU MYTALIMSIMU, BbI3bIBAIOIIM -
MU MYKOBUCLIMIO3;

— TIOJIOKUTEIBHBIM pe3yabTaT HeoHaTtanbHOro ckpuHuHra (MPT-1 > 70 ur / mu; UPT-2
> 40 =r / mn);

— TIOKAa3aTeNlb PA3HOCTU TPAHCAMUTEINATBHBIX (Ha3aJbHbBIX) TIOTCHIINAIOB, TTOATBEPXKIAI0-
LW TUarH03 MyKOBUCIIMIIO3;

— KJIMHUYECKasi KapTUHA, ¢ XapaKTEPHBIMU CUMIITOMaMU MYKOBUCLIMIO3A.

OononHutenbHble 00bACHEHUS
Nno BHECEHUIO nokasarenen B Poccuiickum pernctp

MoToBbIN TecT

Eciii TOTOBBIN TecT He ObIT MPOBEAEH, OTMeUaliTe «He MpoBeaeH». ECIIN TTOTOBBIN TECT «He
MMPOBEICH», TO JOJDKHBI OBITh YKa3aHbl 00¢ MyTalluX B TeHE MyKOBHUCILIMIO3A.
1. IToTOBBII TECT: 3aHOCUTCS TUIT TOTOBOIO TecTa (TUTPOBAHWE WU MTPOBOAUMOCTD).
2. DIIEKTPOJUTHI: TPEANIOYTUTEILHBIM SIBJISIETCS M3MEPEHUE KOHLUEHTPALMU XJI0PUIO0B.
3. YpoBeHb XJIOPUIOB: 3aHOCUTE YPOBEHb XJIOPUI0B B MIJITUMOJISIX Ha TUTP (MMOJib/J). Eciu
B OJUH Y TOT Xe JeHb OBbLIN ClIeJIaHbI IBE TTPOOBI, 3aHOCUTCS 00Jiee BEICOKUI TTOKA3aTeb.
4. BO3MOXHO OITpeie/IeHre IIPOBOANMOCTH, SKBUBAJICHTHON YPOBHIO XJIOPUIOB (MMOJIb/IT).
Eciu B 01MH 1 TOT XXe JeHb ObLIM CeJaHbl ABe MPOObl, 3aHOCUTCS 060J1ee BLICOKHMIA TTOKa-
3aTeJb.
5. ONTUMaJIbHO COYEeTaHUE ABYX METOIUK: ONpeneeHUe XJIOPUAOB U OIpeneeHue MpoBo-
JUMOCTH.
Ilpumeuanue: ypoBeHb 3HAUCHUM XJIOPUIOB MOXET OBITH OT 1 mo 150 MMoab/I1; IpOBOAM-
MoctH oT 1 mo 170 mmonb/n. Ecnm y manuenTa xjaopuasl > 150 MMOJIB/JI, a IPOBOANMOCTh
> 170 MMOJIB/JI, TIOTOBBIN TECT HYKHO TIepeIeaTh.

CnupomeTtpus

Lenp yyeTa maHHBIX TTO criMpoMeTpuu B PoccuiickoM peructpe G0JbHBIX MYKOBUCIIUIO-
30M — TIOJIyYeHUEe CTaHAAPTU3MPOBAHHBIX TTOKA3aTeJIel 1)1 CPAaBHEHUSI C IPYTUMHM IIEHTpaMu,/
CTpaHaMU M JIJIST UICTIOJIb30BaHUST 3TOM MH(MOPMAIIMK B CIIEIIUATBHBIX SITUAEMUOJIOTUISCKUX UC-
cienoBaHusX. Hekoropble mokasaresu, mojydyaeMble B OTIEIbHbIX LIEHTPAX, MOTYT HE COOTBET-
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Mpunoxenune

CTBOBATh 3aIpalliiBaeMbIM (CM. HUXe). B CBSI3M ¢ 9TMM B perucTp MOTYT OBITh 3aHECEHBI TOJIb-
KO Te IOKa3aTe/Iiv, KOTOPbIe COOTBETCTBYIOT €r0 KPUTEPUSIM.
CrnipoMeTpust IIPOBOIUTHCS B COOTBETCTBUM CO CTAaHAAPTHBIMU PEKOMEHAAIUIMU AMEpH-
KaHCKOTo TopakaiabHoro n EBpomneiickoro pecrimparopHoro oomectB (ATS/ERS guidelines):
1. OG1iue NPUHLKIIBL onpeaeeHUs (PYHKLIMOHAIBHbBIX ITOKA3aTeIei IETKUX
(http://www.ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37467&det = 1).
2. CraHpapTusauusi CIUpoOMETPUN
(http://www.ers-education.org/pages/default.aspx?id = 2005&idBrowse = 37466&det = 1).

Bouee Toro, mist 3amoHEHUsT PETUCTPa TOJKHbBI ObITh COOJIIOACHBI CASAYIOIINE KPUTSPUN:
1. Ileped uzmeperuem HEOOXOIMMO:

a) yKasaTh JIaTy POKACHUsI, TIOJI U POCT MallMeHTa TSI pacdyeTa JOJDKHBIX 3HAYSHUIA;

0) ciupoMeTpus JOJKHA TTPOBOIUTLCS 63 TTPUMEHEeHMUsT OPOHXOIMIATATOPOB (BPEMS C MO-
MEHTa ITOCJIeIHEro IprueMa IpernapaToB KOPOTKOTO NEWCTBUS TOJKHO COCTABIISITh HE Me-
Hee 4 4, IIMTEJIbHOTO JeCTBUSA — He MeHee 12 u).

2. Pezyaomamot:

a) U3 JAHHbBIX, 3AHECEHHBIX B PEIMCTPhI PErMOHAIbHBIX LIEHTPOB, Wi Poccuiickoro peru-
CTpa, IOJDKHBI ObITh BHIOPaHbl HAWITYYIIKE B OTYETHOM rofy nokasarenun O®B, (%nomx.),
BBIpAaXKEHHEBIC B JIUTPaX;

0) xaxnpiii mokasarenb O®B, 1 ®KEJI nomxeH ObITh MPEACTABIEH B JIUTPAX ¢ YKa3aHUEM
3HAYEHMI IO COTHIX (2 3HaKa MocJe 3arsToi);

B) nokazaresib MXKEJI nosken ObITh Ooble WK paBeH nokasateaio ODB ;

I) IIpY 3aHECEHUU MOKa3aTesieil CIIMPOMETPUU HeOOXOIUMO YKA3bIBaTh AaTy IIPOBEAECHUSI Te -
CTa, Maccy Tejla M POCT MAlIMEHTa B MOMEHT MCCIICAOBAHMS [IJIsT BEIYMCICHNUS IIPOIICHTOB
OT JOJDKHBIX 3HAYCHUIA,

1) CeIyeT UCTIOIb30BaTh TOJIBKO T€ TECThI, KOTOPbIE COOTBETCTBYIOT pEKOMEHIAIUSIM AMEPU-
KaHCKOro TopakajabHoro u EBpornetickoro pecriupatopHoro ooiectB (A7S/ERS guidelines).

3. Pacuem npouenmoe om 00ANCHbIX 3HAUEHUI.

IIpu pacyere HEOOXOAMMO MCIIOIb30BaTh CTAHAAPTHBINA HAGOD HOJKHBIX 3HAYCHMIA:

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

0) 115 B3pocabIX > 18 et — paboueii rpynnbel EBporiefickoro coodiectBa cTaayd U yris
(ECCS, 1993);

B) [uist neTeit < 5 JIeT ImokKazaTtesv He OyayT pacCUMThIBATHCS.

HyTpuTuBHbLIA cTaTyC

HytpuTtusHbIit cTaTyc 60IBHBIX MYKOBUCIIMIO30M PACCUNTHIBAJICS C TIOMOIIIBIO MHAEKCA Mac-
col Tefta (MMT) Ha ocHOBaHWUM JAHHBIX MacChI TeJla, pocTa M Bo3pacTa nanueHTa. Mamepenust
OCYIIECTBIISTIOTCSI COTJIACHO CJIEAYIOIINM PEKOMEHIAIIMSIM:
* Macca TeJia OIpeesisieTCs TIPY CHTOM BepXHEl onexie 1 00yBu;
* pocT — 06e3 00yBU — POCTOMEPOM; BEPXHSISI YACTh TOJIOBBI IOJKHA KacaThCsl BEPXHEW TIaH-
KU MpU HEOOJBILIOM €€ HaTaBIUBAHUU;

* II0KAa3aTeJIN JOJIKHBI COOTBETCTBOBATh BEJIMYMHAM B JICHb IIPOBEICHUS 3aHOCUMOI B pe-
TUCTP criporpaMmbl, eciu uamepernue OB/l He mpoBoaWIN, TO CAEAYET BHECTHU TTOCTE -
HUE 3HAUEHUST MacChl TeJla U POCTa.

ITpu onieHKe HYTPUTUBHOTO cTatyca Aeteit UMT olieHUBasIcs B cucTeMe nepueHTwieil. Pac-
yeT nepueHtuieit UMT npoBonuics mpu nmomolinu nporpamm BeceMupHoit opraHu3zaivu 3apa-
BooxpaHeHusi: WHO Anthro (ms nereii no 5 net) 1 WHO Anthroplus (mist neteii ctapiie 5 ier)
(http://www.who.int/childgrowth/software/en/ u http://www.who.int/growthref/tools/en/). s
OIIEHKU TTOKa3aTeJiel pocTa U MaccChl Tejia neTeil paHHero Bo3pacta (no 2 i1et) UMT He mipu-
MEHSIETCS.
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