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IVIyKOBchH/:[os (MB), nu kuctogudbpo3 nomxe-
JYJOYHON JKee3sl, caMoe PpacIpoCTpPaHEHHOE
TsIKEJI0€ MOHOT€HHOE 3200JIeBaHHE YeJI0BEKa, OOYCI0B-
JIEHHOE MyTaIlel TeHa TPAaHCMEMOPAHHOTO PETYIITOPa
6esIKa MyKOBHUCITUI03a, XapAKTEPU3YIOIIeeCs IOPaKeHH-
€M 3K30KpUHHBIX jKejJe3 KM3HEHHO BaKHBIX OPraHOB
U CHCTEM, UMEIOIee OOBIYHO TSIKEJI0€e TeYeHUE U IPOT-
Ho3 [8, 12].

HecMoTps Ha OrpoMHBIE JOCTHKEHHUSA B JICUCHUH
60ybHBIX MB, ocTaoTcs HepeHmeHHBIMU MHOTIHE XKU3-
HEHHO Ba)KHbIEC BOIIPOCHI: HEJIOCTATOYHAS IUArHOCTHKA,
HEIOJHOE JEKAPCTBEHHOE O0ecneYeHne, OTCYTCTBHE
KOMIUIEKCHOH IpOrpaMMbl HAOIIOAECHUSA 3a OOJIbHBIM:
JIeYeHUE B CTAIOHApE, MPOAOKEHNE TEPAIUU B aMOY-
JIATOPHBIX YCAOBUSAX, PeAbMINTAIIUSA U COIMaTbHAS
agantanug [9]. OdeHbp BaXHA paHHAA AMArHOCTUKA
32601€BaHMsA, TOJBKO B CJAy4ae CBOEBPEMEHHOTO aJ€K-
BAaTHOT'O JIECUEHNS] MOKHO PACCUYUTHIBATH HA KAU€CTBEH-
HYIO ¥ IPOJO/KUTENBHYIO )KU3Hb JAHHOTO KOHTUHT€HTA
6oibHBIX [15].

Hamn npencrasaens! peayasTaTsl 10 et padoTsl Ha
6aze mnyabMmoHonorndyeckoro otaeneHus JKKb .
CraBpomnons HaJ Tpo6IEMOH MYKOBUCIUAO3A Y AeTeH
1 1oApocTKOB CTaBPOIMOIBLCKOTO Kpas.

JwuHamMnka kosndectBa 60mbpHBIX MB B Craspo-
MOJIbCKOM Kpae, HaOJIIOaBIINXCSA B IyTbMOHOJIOTHYEC-
koM otaenesun JKKDB r. CraBpomons 81999-2009
rojax, mpejcrasieHa Ha zpaguxe I. Cerogus mopn
HabmoxeHneM HaxoaaTcs 46 6onbHBIX (44 — 3 Craspo-
MOJIBCKOTO Kpas, Boe — u3 . CraBponons). [Ipeo6rana-
or Manbuuku — 30 (65,2%). 3a 10 ner nmorubau
7 (15,2%) manmeHTOB WU3-3a J€KOMIIEHCUPOBAHHOM
JIETOYHO-CEPJICTHON HEJOCTATOYHOCTH.

Yucro [uarHoCTUPOBAHHBIX 60JbHBIX MB B Poccnm
He npepbmiaet 1:100000 nacesrenns [6, 8], uro cymecT-
BeHHO HMKe JaHHbIX 110 EBpone u CIHOA. B Craspo-
MTOJIbCKOM Kpae JacToTa 3abonesaeMoctn MB cocTasis-
et 1,5:100000 nacenenns (epagux 2).

Ha magano 2009 roma cpemHnii BO3pacT GOIBHBIX
cocrasun 10-12 ser; 7 manmenrtoB — crapmie 15 jer
(15,2%), mBoe (4,3%) nmepesaHbl oA HAGIIOACHUE
TCpaHeBTOB'HYJIbMOHO]IOI‘OB, B TO BpeMH KaK B POCCI/II/I
15-1eTnunit Bospact mnpesbicunun 12% pereil, a B
Mockse — 26% [1].

C 2006 rosa B peruoHe TpOBOJUTCS HEOHATAIbHbBINA
ckpuHUHT Ha MB. Beero o6crenosannr 51643 cenbcknx
n 14909 ropojckux HOBOPOXAEHHBIX. MyKOBHCIIHIO3
OBIIT MOATBEPK/EH ¥ TPOUX JIETEH, €le YeTBEepPO Haxo-

E.V. VODOVOZOVA, L.M. KARA, L.N. LEDENEVA, 0.N. LOBACHEVA, 0.L. PLANINA, G.G. PETROSYAN
Working with children and adolescents with cystic fibrosis:
an overview of experience of health professionals in the Stavropol region
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JATCH IO JMHAMUYEeCKUM HabmogeHueM B Poccuiickom
IIEHTPE MYKOBHCITH/I03a, TTOCKOJbKY MCKJIOYUTL Y HUX
JguarHo3 MB noka He npeACcTaBIsAeTCs BO3MOKHBIM.

Poct BrIsIBAsIEMOCTH 601bHBIX MB B CTaBpomosnc-
KOM Kpae CBSI3aH C IIOBBINIEHHEM YPOBHSI 3HAHHUH
Bpadyell KJIWMHUKU, pPaHHEH AMATHOCTUKOM, a TaKKe
C BHEJIPEHUEM MIJIOKAPITUHOBOTO TECTa B MYJIbMOHOJIO-
rudyeckom otaenenuu, MO 2 IKKB u B ormenrenuu
MEJUKO-TEHETUYECKOTo  KoHcyabrupoBanus  K/ILI
r. Craspomnousa. O6caenyoT feTei ¢ 3aTSKHBIM 1 XPOHU-
YeCKUM TedeHHEeM OPOHXOJIETOYHOTO IIPOIIECca, aTeleK-
Ta3aMU, CHHIPOMOM MaIbabCcopOIY, IPU3HAKAMU ITUP-
po3a nedeHu. I10TOBBIN TeCT 3TUM GOJIBHBIM IPOBOJAT
TPOEKPATHO (B (PU3HMOTEPANEBTHUYECKOM OTHEICHUU
AKKDB, B KA1l 1 B myJIbMOHOJOTMYECKOM OTAEJICHUU
JKKD Ha anmmapate «MakpogakT»).

Pacnpeznenenne 6oapHbIX MB 10 cpoky auarnocTtu-
KM 3260JIeBaHUS IPUBEACHO B mabaiuye 1.

B 2007 romy mpu cogeiictsun ¢upmsl «JIsa-Por»
B JIA0OPATOPUAX NPEHATAIBHON JUAarHOCTUKU MHCTUTY-
Ta akymepcTsa u ruHekojorun uM. Orra B Cankr-Ile-
Tepbypre 1 MeanKo-TeHETUIECKOTO HAYYHOTO IEHTPA
PAMH B MockBe HaM yAQJIOCh IPOBECTH F'€HETUYECKYIO
JUArHOCTUKY V 38 60bHBIX AeTel. Y 10 13 HUX BbIABIIE-
Hbl MyTanuu A F508 B roMO3UTrOTHOM COCTOSIHUU, Y OJ:
HOT0 — peJKo BcTpevaromasica myranus 2143delT.

Y 6oabHBIX MB cymecTBeHHO Npeobi1agaioT cMme-
nragHble popMbl 3aboseBanusd. Ilpu TmarensHOM 06CI€-
JOBAaHUM JE€TEH C IPEUMYLIIECTBEHHO JIETOYHOI (hopMoi
60JIe3HN OOHAPY)XUBAIN IPU3HAKU INAHKPEATHYECKOU
HEJIOCTATOYHOCTH, A y MAIUEHTOB C IIPEUMYIECTBEHHO
knmeyHoit ¢opmoii mpu OPBU nosasasiics HaBA3UM-
BBIM IIPOJIOJKUTENbHBIN Kallleslb, a HA PEHTI€HOTrpaMMe
JIETKUX — YCHJIEHHE JIETOYHOTO PHUCYHKA ITO0 MHTEPCTUIN-
anpbHOMY TNy [2]. C BO3pacTOM 6pOHXOJETOUHBIH ITpo-
Lecc npeodIasaeT HaJ XpOHUYECKON NaHKPEATHYeCKOU
HEJIOCTATOYHOCTBIO, OCOGEHHO ITOC/IEC BBEACHUS B TEpa-

o Mukpocpepuaecknx pepmerTos. C 1995 roxa 6a-
rofaps npuMmeHenuio «[laamurpara», a 3atem «Kpeona»
MPAKTHYECKH Y BCeX GOJBHBIX YAATOCh CKOPPEKTHUPO-
BaTb CHHAPOM MaJbabcopoIUH, a y OOJBLIIMHCTBA —
JOGUTHCS HOPMATIU3AIUA HYTPUTUBHOTO CTATYCA.

Kinandeckasi XapakTepUCTHKA OOJTBHBIX COIIACHO
6auibHOI onenke mo mkaie IlIBaxmana-bpacduiza
MIpE/CTaBICHA B mabiuye 2.

B 1995 roay ma 6aze IO 1 JKKD r. CraBpomnons
6bl1a BBIJCJACHA CHEIUAJU3NPOBAHHAA MajgaTa JJIs
OKa3aHMUSI MEIUKO-COIIMAIBHON ITOMOINU aeTsM ¢ MB,
OPraHM30BaH KOHCYJBTATUBHO-AMATHOCTUYECKUI ITpUeM
B MeXpernoHaIbHON MeAMKO-TEHETUYECKON KOHCYJIbTa-
un Ha 6a3e CTaBPONOIbCKOTO KPA€BOTO KIMHUIECKOTO
JUATHOCTUYECKOTO I[€HTPA MPU METOANIECKOM PYKO-
BojcTBe Poccuiickoro neHTpa MyKOBUCIIUI032, B TECHOM
KOHTaKTe C JJAOOpATOPHUSAMH MPEHATAILHOM JUAarHOCTH-
KH U OTAEJICHUEM BPOKJIECHHON U HAC/IE€JCTBEHHON MaTo-
Jorun Jjerkux LlenTpa oxpaHbl 3g0poBbs geteir PAMH.
B 2007 romy OpraHm3oBaHO MYJIbMOHOJOTHYIECKOE
otaenenue B JIKKD r. CraBponons. ILeab paboTs! oTaee-
HUSI — COBEPIIEHCTBOBAHNE OKA3aHUS CIIEINATI3NPOBaH-
HOU ITOMOIIH JETAM U HOAPOCTKaM, 60JbHbIM MB.

OCHOBHBIE 33/]Ja4M OTAEICHUS:

D oGecrneueHue COBPEMEHHOH JaGOpPAaTOPHOU
nuarHocTuku MB Ha ocHoBe TOTOBOIO TECTA;

D coBepIIEHCTBOBAHME JIEUEHUS U peaduinTa-
OUU JeTel W IOAPOCTKOB, 60JbHBIX MB,
nyTeM obecrie4eHnsI HeOOXOAMMbIM TeXHUYeC-
KM U JIEKapCTBEHHBIM ocHameHueM [8, 10,
11, 13, 14, 16-18].

Kaxzgoro pebeHka ¢ MOMEHTA yCTAaHOBJICHHS JUar-
HO3a HAOJIOJAeT OAUH U TOT Xxe Bpad. Ilpu craduib-
HOM COCTOSHUM OOJBHOIO MPUITAMIAIOT Ha IpHEM
OJIVIH pa3 B TPU MecAIa U 0O6CAEYIOT MAPaKINHIIECKU
(OAK c ompegpeneHueM KoaudecTBa TPOMOOIIUTOB,
JJINTEIbHOCTH KPOBOTEUYEHUS, CBEPTHIBAEMOCTU KPO-

lpachuk 1

OAvHamuka KonmyectBa 60NbHbIX MYKOBUCLUMO30OM B CTaBpononbCKOM Kpae, HabnopgaBluxcs
B nynbmoHonornyeckom otaenedun AKKb r. Ctaponons B 1999-2009 rr.
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BH, IpOoTpoMOuHOBOro uHjekca, OAM, konporpamma,
IIIOKO3a KPOBH, HPOTEUHOTPaMMa, JUIHAOrPaMMa
CBIBOPOTKU KPOBU U MEMOpPaH d3PUTPOLUTOB, JHIIOIN-
pOTEUAbl CHIBOPOTKUA KPOBH, HEYEHOYHBIE IPOOGHI,
aMmIa3a, 6aKTepPUOJIOrHIECKOe ¥ MUKPOCKOIIMYECKOe
HCCIeOBaHUE MOKPOTBI, CcIHUporpadus, pPeHTTeHO-
rpacpusa nerknx, IKI, 9XOKI, Y3H opranos 6promr-
Hoil mosoctu, DPIAC). Ilo nmokasaHUAM HPOBOAAT
6ponxockonuio, 6ponxorpapuio m KT rnerkumx.
YunuTbiBasg cHenu(UKy MPOXUBAHUSA HACEJCHUS B
CTaBpONMOTBLCKOM Kpae M OCHAIEHHOCTb JETCKUX
GOJIbHUIL U OTAEJIEHUU B OTJAJICHHBIX palloHaX, 00cIe-
JNOBaHUE IPOBOAAT Ha 6a3e IYJIbMOHOJOTHYECKOIO
otaenenud JIKKb r. Craspomnos.

Ha ocHoBaHuM pe3syjabraToB 0GCIE€XOBAHUSA IIPOBO-
JSAT KOppeKIuio 6a3ucHou Tepanuu. C 111510 KOHTPOJIS
3a cocTogHMEM pebeHKa B aMOYJIaTOPHBIX YCIOBHUAX
IPAKTUYECKU BCe OOJIbHBIE JE€TH U MOJAPOCTKUA CHAGXKe-
HbI MUKQIyoMeTpaMn 1 HebGyaiisepaMu, BeAyT JTHEBHU-

Fpachuk 2
Yucno AMArHOCTUPOBAHHBIX 60NbHbIX
mykosucuuMo3om Ha 100000 HaceneHus

EBpona CLIA P® CraBpononbckuit Kpai

K1 caMoKkoHTpos. ITpu o6ocTpennn nporecca nanues-
TOB TOCHUTAIN3UPYIOT B MOJYOOKCHPOBAHHBIE MATATHI
cpokoMm Ha 21 neHn u 6osee.

3a uccaeayemnrii nepuox (1999-2009) cymecrsenno
U3MEHWICS COCTaB 3HAYUMON MHUKPOQIIOpPHL (duazpam-
ma). Hammm maHHBIE TOJHOCTBIO COBHAAIOT C JAHHBIMU
Apyrux aBropoB [7]. B HacTosmee BpeMs JOMHHHPYET
He(epMEHTHUPYIOMAsl TIpaMOTpPHUIATENbHass  Qiopa
(HOPT'OM), xoTOpas XxapaKTepHu3yeTCs MOTUPE3UCTEHT-
HOCTBIO K aHTHOAKTEPUATHHBIM ITperapaTaM, TaK ke Be-
JYT ce6s1 MTaMMbl CHHETHOHHOM aJTOYKN. DTO 3aCTaBU-
JIO HAC TPUMEHSTL B JICYEHWU HOBBLIE IIpEnapaThl —
Komcrur u TOBU. C 2007 roga set ¥ MOAPOCTKH
CTaBpomnoabCcKkoro kKpas, crpagaoniue MB, mpuMeHsioT
B Tepanuu npenapar Ily1bMosuM, KOTOpBIA OMoOraer
MOJ/ICPKUBATh JIETKUE B CTAOMIBHOM COCTOSHUH,
YMEHBIIAET KOJNIECTBO O60CTPEHUIT GPOHXOJIETOYHOTO
mpomecca, obJIerdaeT Ux TedeHue. JlaHHBIA Hpemapar
IIO3BOJISIET CHEJATh JIETKOH H Gosee 3(pdexTuBHOU
KMHE3UTEPaAnnio, UMETh XOPOIIYI0 MBIIIEYHYI MACCy,
HE OTCTaBaTh OT CBEPCTHUKOB IO POCTY.

bosbmoe BHUMaHUE MBI yAeaseM (U3UOTEPAINH,
50% poaureneii gereii, 6onbHbIX MB, npormm o6yde-
HUE KMHe3UTepanuu Ha 6a3e OT/AeIeHNs BPOXKIEHHON 1
HACJIeACTBEHHOU naTooruu llenTpa oxpaHbl 310pOBbs
gereii PAMH B r. MockBe U pEryJsgpHO IPHUMEHSIOT
MOJTydEHHbIE HABBIKM aMOYJIaTOPHO.

B 2008 roxy HauaTa paboTa IO BEACHHUIO peecTpa
60sbHBIX MB.

Bce BpImen3noKeHHBIE MEPONPHUATHS MTO3BOJIIIHN
MOBBICUTD BBIABISAEMOCTD 60JbHBIX MB B CTaspononc-
KOM Kpae, YBEeJIMIUTD IPOJOIKUTETHHOCTD U YIYIITUTD
Ka4€eCTBO UX KU3HU, OPTaHU30BATh CHAOKECHME MTAINECH-
TOB XU3HEHHO HEOOXOJUMBIMU NpENapaTaMy, MHTAJIs-
TOpaMM, TUK(MIYOMETPAMH, COJEHCTBOBATH CBOEBpE-
MEHHOM IpeHaTAIbHON AuarHoctuke MB.

Tab6bnuya 1

PacnpepeneHne 60NbHbIX MYKOBUCLUMO3OM NO CPOKY AU

MNokasatenb :
: Mo1ropa

1-3 ropa

Konu4ectBo 60MbHbIX 20 (43,4%) 9 (19,6%)

arHocTUKn 3aboneBaHug

Bo3pacT 60MbHbIX

3-7 ner + 7-10 net 10-14 ner Bcero

14 (30,4%) 1 (2,2%) 2 (4,4%) 46 (100%)

Tabnuya 2

Knuunyeckasn ouEeHKA TAXECTHW 60NbHbIX MYKOBUCLHUO30

OueHKa cocToAHUSA Yucno 6annos

M no 6annbHoi cucteme LliBaxmana-bpacthunpa

KonuyectBo 60nbHbIX (n=46)

Xopouwee 71-100 4 (8,7%)

YpoBneTsopuTenbHoe 56-70 5 (10,9%)
CpepHei TAXECTH 41-55 23 (50%)
Taxenoe Menee 40 14 (30,4%)
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Auazpamma. Junanuxa muxpodaopvr y 60asnvix myxosucuudozom ¢ 1999 u 2009 ze.

o 1999 200
oG 17 %

-

22 % 52 %

M St aureus I Sp. aeruginosa I HOIOM
Mpouve

Ha ceropnsimHuii geHb reppoodepepHas 3afada —
CO3/IaHME U IOPUANYECKAS PETHCTPAIMSA aCCOIMAITIN
poauTenei, KoTopas 6yAeT CIOCOO6HA OKa3aTh MaTEpPH-
aqbHYI0O W TICUXOJOTHYECKYIO MOJJEPKKY CEMbIM,
3 PEKTUBHO B3aUMOJEHUCTBOBATH C OPraHAMU 37 pPaBO-

271 % 2009 200 207 %
13,5 %
29,7 %
M St aureus I Sp. aeruginosa I HOIOM
Mpouve
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