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MyxkoBucimao3 (MB) — HaciaencTBeHHOe 3a00JieBaHME, XapaKTEepU3ylolleecsl MOJMOPTraHHBIMU
HapyLIEHUSIMU C IIPEUMYIIIECTBEHHBIM MOpaXKeHeM OPOHX0JIETOYHOM CUCTEMBI U 3KeJIYI0UYHO-KH -
LIEYHOro TpakTa. B mocienHue roabl B pa3BUTHIX CTpaHaX JOCTUTHYT CYIIECTBEHHBIA MPOrpecc B
Tepanuu 60JbHBIX M B, 4TO MO3BOJIMIIO MIEPEBECTU 3TO 3a00JIeBaHEe U3 AOCOJIIOTHO JIETAJbHOM Ta-
TOJIOTUU JETCKOrO BO3pACTa B pa3psili XPOHUYECKUX 00JIe3HEN B3POCIbIX. DTO CTaI0 BO3MOXKHBIM
Giaromapsi paHHe TMarHOCTUKE U IIPaBWJIbHOM OpraHM3aliy MEIULIIMHCKOM TOMOIIU. XPOHUYE-
CKasl CUHerHolHas uHbekuus Habmonaetcs y 80—85% B3pocibix 60abHBIX MB 1y 45—50% 6011b-
HBIX JETCKOro Bo3pacTa. OHa UrpaeT peliaolylo poJib B IPOrpeccUpoOBaHUN OPOHX0JIETOYHbBIX I10-
PaXKeHMIA U CITy>KUT MPUIMHOM JIeTalbHOro ucxona 6osee 4ueM y 90% GOJIbHBIX, TI0O3TOMY aHTUOAK-
TepuabHasl Teparus sIBISIETCS OMHUM U3 0a3MCHBIX 3JIEMEHTOB JieueHus1 60abHbIX MB. B HacTos-
111ee BpeMsI Ha3pesia HeoOX0AMMOCTh co3naHust Poccuiickoro HaydHOro o01iecTBa MyKOBHCIIMI03a,
KOTOpOe OyIeT KOOPAMHUPOBATD YCUIMS YUCHBIX, Bpadyeil U OOIIEeCTBEHHBIX OpraHM3alltid.

Knroueswie crosa: MykoBUCIINA03, aHTUOMOTUKH, P. aeruginosa, TOBW, opranusanus 3mpaBooxpa-

HCHUSI.

Myxkosucuuno3 (MB) — HaceacTBeHHOE 3a-
OoJieBaHUE, XapaKTepU3ylollleecsl MoJuopraH-
HBIMU HapYIICHUSIMU C TIPEUMYIIECTBEHHBIM
TMOpaXkeHNEeM OPOHXOJICTOYHOI CCTEMBI 1 Ke-
JIyIOYHO-KHUIIIEYHOTO TpaKTa. MyKOBHUCIIHIO3
00YCJIOBJIEH MyTaLIMSIMU B TeHE MYKOBHCIIHI03-
HOT0 TPAHCMEMOPAHHOIO PeryjisaTopa NMpoBOIM-
Moctu (CFTR). benok CFTR, dyHkuroHupys
Kak TAM®-3aBUCHMBII XJIOPHBIN KaHaJ, pe-
TYIMpPYeT paboTy IPYTMX XJIOPHBIX W HATpHE-
BBIX KaHAJIOB, YJYaCTBYs B IIPOBEACHUN BOIbI 1
afeHO3UHTPUGOCHOPHOM KUCIOTHI U BHITIOJ-
HSIS pSiI IPYTHUX BaXKHBIX QyHKLMi. B HacTosI-
mee Bpemsi onvcaHo okojo 2000 myrauuit u
200 momumopduzmos B reHe CFTR, iprieM nx
YacToTa U CIEKTP IIMPOKO BapbUPYIOT y pas-
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HBIX STHUYECKUX TPYIIT U TTonmyJsiiuii. Hampu-
Mep, B MpnaHamy 4dacToTa BO3HUKHOBECHUS
MB coctaBmsieT 1 : 1800 HOBOPOXKIEHHEIX, a B
OunnsgHany — 1 : 26000.

B Poccuu pannsis nuarHoctuka MB cymie-
CTBEHHO YJIy4yllWJIach 6jarogapsi BHEAPEHUIO
B 2006 I. TporpaMMbl 06s13aTeJIbBHOIO CKPUHUH-
ra HoBopoxaeHHbix Ha MB. B nepuon
2007—2009 ronoB Ha HAJIMYKME MYTAllUU B TEHE
CFTR 6110 mipoBepeHo 4160 Thic. HOBOPOXK-
JIEHHBIX U YCTAHOBJIEHO 416 TTONTBEPXKICHHBIX
IMarHO30B, YTO TOBOPUT O CPEAHEN 4YacToTe
3aboneBaemoctu 1 : 10000. ITpu aTOM yacToTa
BO3HUKHOBeHUSI MB B pa3IMUHBIX perrmoHax
Poccuu Bapeupyer ot 1 : 8507 no 1 : 12972.

HoBopoxaeHHsIM ¢ M B, BbISIBJIGHHBIM ITpU
HeoHaTaJbHOM CKPMHMHIE, aJeKBaTHas Tepa-
MMUs Ha3HayaeTCsl paHbIlle, YeM B CiIydae aua-
THOCTHUKH Ha OCHOBAaHUM KIIMHUIECKIX CIMII-

lleye6Hoe neno 2.2010




TOMOB, YTO JAaeT BO3MOXHOCTD YIIyYIINUTh Ka-
YeCTBO XXM3HU U MPOUTUTH ee. HeoHaTaIbHBIN
CKpUHUHT TIpenmnojaraeT M BO3MOXHOCTH
paHHETO0 TEHETHYECKOTO KOHCYJIBTHPOBAHUS
(10 3ayaTud ciaeaylonero pebeHka), YTo CMo-
KeT TOBJIUSITh Ha PEIpPONYKTHMBHOE ITOBEIC-
HUE CYIIPYTOB 1 MX POACTBEHHUKOB. Tak, mo-
cJie BBeICHUSI CKPUHUHTOBOM IIPOTrpaMMBbI BO
®panannn (mpopuHIUsS bpeTaHp) mpon3onnio
CHIDKeHME YacToThl MB cpenm HOBOpoOXIeH-
HBIX Ha 15—30%. Kpome TOro, HeoHaTaJIbHBII
CKPUHUHT ITO3BOJISICT YMEHBIIIUTD CTPeCcC ISt
pomuTeneil 6oJIbHOTO pebeHKa, CBSI3aHHBIN C
OTJIOKEHHBIM TUATHO30M.

B Hamem uentpe copmectHo ¢ H.B. TleTpo-
BOI M3yUEH CITEKTP M OTHOCUTEIIbHAS YacTOTa
myrtanuii B rene CFTR B oOIIMPHOI BEIOOpPKE
601bHBIX MB (776 uenoBeK) U3 pa3HBIX peru-
oHOB Poccun. K mmarHoctTmaeckn 3HaYNMBbIM
MyTaiusiM 6wl otHeceHbl: F508del (54,2%),
CFTRdele2,3 (21kb) (7,2%), 2143delT
2,1%), WI1282X (2,0%), N1303K (1,9%),
3849+10kbC-T (1,9%), 2184insA (1,7%),
G542X (1,3%), 1677delTA (0,8%), 3821delT
(0,8%), R334W (0,7%), L138ins (0,6%) u
394delTT (0,5%). donst HeoxapaKTepr30BaH-
HBIX MyTanuii coctaBuwia 23%. Pasznuuus
CIIEKTPOB MYTallMii M YacCTOTHI 3a00JicBaHUS
BHOCSAT OIIpeleeHHBIE CIOXHOCTH B pa3pa-
601Ky nipotokosnioB JJHK-auarHoctuku MB u
T€HETUYECKOTO KOHCYJBTUPOBAHUS Hacele-
HUS pa3HbIX STHUYECKUX TPYMIT U U3 Pa3HBIX
peruoHoB. XOTd BapuadebHOCTb KJIMHUYEC-
Koro teyeHuss MB, HecOMHeHHO, 00yCI0BJIE-
Ha MHOTOYUCJIEHHOCTbIO TEHOTUIOB, HO pa3-
JINYUSL B TEYEHUU 3a00J1€BaHUS y OOJBHBIX C
OIMHAKOBBIMU MyTallUIMU (B YACTHOCTU, Y
cuOCOB) MpearnoaraloT BIUSHUE HA KJIMHU-
YecKyro KapTuHy MB U 1pyrux reHeTH4ecKux
dakTopoB momumo rena CFTR.

Knnauveckasa kaptusa MB Becbma pas3Ho-
00pa3Ha U MOXET ObITh MPEACTaBIeHA PSIOM
CUMIITOMOB U CUHAPOMOB B 3aBUCUMOCTHU OT
BO3pacTa.

HoBopoxneHHble U JeTU TPYOHOTO BO3-
pacra:
® MEKOHHUAJIbHBIA WUIEYC;
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® 3aTsDKHasl HeoHaTajbHasl XKeaTyXa;

e OTCTaBaHME B (DM3NMIECKOM Pa3BUTHU;

TETUIOBOM yaap.

JIOIIKOIBbHUKU:

WHBaTrWHALIMS KAIIIEYHUKA;

BBITAICHNE TIPSIMOI KUIIKH;

CUMIITOM “OapabaHHbIX MajovyeK”;

reraToMerauusi.

IIKoNbHUKU:

® XPOHUYECKUI CHUHYCUT, Ha3aJbHbIN MOJU-
103;

e OpOHXOD2KTa3bl;

® CHUHAPOM JIUCTAJbHON MHTECTUHAIBLHOM 00-

CTPYKLIHM;

e caxapHblii AuabeT B COYETaHUM C pecrupa-

TOPHBIMHM CUMIITOMaMU;

e Hasmuue Pseudomonas aeruginosa B MOK-
pore.

ITonpocTku 1 B3pocCbIE:

e [IMPPO3 TMEYEHU U TOopTajibHasl TMIIePTEH-

31,

e 3ajiepKKa MOJOBOTO CO3PEBAHUS;
® CTEPWJIbHOCTD U a300CTIEPMHUS] Y MYKUMH;
® CHIDKECHUE (PEPTIIHLHOCTU Y KCHIIMH.

ITpomoKNTETBHOCTD JKU3HM, CITEKTP U TsI-
KECTh KIIMHUICCKUX TTPOSBICHUI 3HATNTEITh-
HO BapbupyloT cpeau 0oabHbIX MB. Ilenbio
KOMILJICKCHOTO JieueHuss MB sBisgeTcst cBoe-
BpeMEHHasi U anekBaTHas KOPPeKIIMs Hapy-
MIeHWH (PYHKIIUM XKU3HEHHO BaXXHBIX Opra-
HOB — TIpeXK/Ie BCEro CUCTEM IbIXaHUS U TH-
LIeBapeHUsI.

Ocoboe BHMMaHUE YACISIETCS MOPaKEHUIO
OPOHXO0JIETOUHOI cUcTeMbl. JIOBOJIBHO 4acTo
NalnKueHThl ¢ HeAuarHocTupoBaHHBIM MB mo-
JIy4aloT CUMIITOMATUYECKOe JieueHHe TPOTUB
OITHOTO M3 TIPOSIBJICHUI 3a00JIeBaHUS, YTO HE
MPUBOIMT K YIYUILIEHUIO COCTOsIHUS. B cBs3u
C 3TUM OTHOU M3 HanbOoJIee BaXKHBIX 3a1a4 SIB-
nsietcsl auddepeHLManbHass AUMarHOCTHUKA
MB y neteit MiIaAIero Bo3pacra, yacto ooJie-
IOLUIMX ITHEBMOHUAMM U IPYTUMU pecriupa-
TOPHBIMM 3a00JICBAHUSIMMU.

JIuddepennmanbHoil TMATHOCTUKMA 11 UC-
Kmoyenusi MB TpeOyloT ciieayiomue KiuHndec-
KHe MPOsIBJICHHS.
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B rpymHOM Bo3pacre:
e PELMIUBUPYIONINE WU XPOHUUECKHE pec-

MUPaTOPHBIE CUMITOMBI (KallleJb WU
OJIBIIIIKA);

e pELMAUBUPYIOLIAS WU
TMTHEBMOHMSI;

e OTCTaBaHUE B (GPU3NYECKOM PA3BUTUM;

Heo(pOpMJIEHHbIN, OOWJIbHBIN, MacJSIHUC-

THII U 37I0BOHHBIN CTYII;

XpOHMYECKasl Tuapes;

BBITAJICHNE MPSIMOI KUILKHU;

3aTsKHAsl HEOHATAJIbHAS XKENTyXa;

COJIEHBI BKYC KOXWU;

TEIUIOBOM ymap WJIW Aeruapatauus Ipu

XKApKOH TOroae;

XPOHMYECKas TUITOJIEKTPOJUTEMUS;

® JIaHHbIE CEMEHHOIO aHAMHE3a O CMEPTH Je-
Tell Ha MEPBOM TrOAY >KU3HU WIM HAIUYUE
CHOCOB CO CXOMHBIMM KIMHUYECKUMMU TIPO-
SIBJICHUSIMU;

® TUITONPOTEUHEMMUSI U OTEKU.
VY nmeteii 1OIIKOJIBHOTO BO3pacTa:

e CTOUKMIA Kalllejb, B TOM YHWCJE C THOMHOMI
MOKPOTOI;

e peuUAUBUpYIOLIAs WU
OJIBIIIIKA HESICHOTO TeHe3a;

e OTCTaBaHME B POCTE U MpUOABKE MACChI Te-

Ja;

BbITNAJICHNE MPSIMOI KUILIKHU;

MHBarvHalus KUIIeYHUKa;

XpOHUYECKasl Auapesi;

CUMNTOM “0apabaHHBIX TAIOYeK;

KPUCTAJUIbI COJIM HAa KOXE;

TMIOTOHMYECKA IeTUIpaTalus;

TUTIO2JIEKTPOJIUTEMUSI U METabOIUYECKUA

ajKanos;

® reratoMerajivusl Wiud HEesSICHOE HapylleHUe
(YHKIIMU TIEUEHU.
VY neteit IKOIBHOTO BO3pacTa:

® XPOHUYECKUE PECIUPATOPHBbIE CUMITTOMbBI

HESICHOI STUOJIOTUM;

P. aeruginosa B MOKpoTE;

XPOHUYECKUIN CUHYCUT, MOJIUITO3 HOCA;

OpPOHX03KTa3hI;

CUMIITOM “OapabaHHbIX MaJoYeK”;

XpOHMYECKasl Tuapes;

“XpoHunyeckas”

XpOoHHUYECCKad

® CUHAPOM JUCTATbHON MHTECTUHAJIBbHOI 00-

CTPYKIINK;
® MaHKpEeaTur;

e BBIMNAJACHUE MPSIMON KUIIIKH;
e caxapHBIil TMa0eT B COUeTAaHUU C pecIrpa-

TOPHBIMU CUMITOMAaMU;

e TeraToMeranms;
e 3a00JIeBaHME TIEYCHU HESICHOI 3TUOJIOTUM.

Y NoapOoCTKOB M B3POCTbIX:

e THOWHOEe 3aboJieBaHWE JIETKMX HESICHOM
3TUOJIOTUU;

e CUMIITOM “OapaOaHHBIX MMajoueK”;

e MAHKPEAaTHUT;

® CUHAPOM JUCTAIbHON MHTECTUHAIBbHOI 00-

CTPYKLIWH;

e caxapHBIil TMa0eT B COUeTAaHUU C pecIrpa-

TOPHBIMU CUMIITOMAMU;

e MpPU3HAKU IIUPPO3a MEYCHU U MOPTATbHOMI

TUTIEPTECH3UM;
® OTCTaBaHHUE B POCTE;

e 3ajiepKKa IT0JI0OBOTO Pa3BUTHS;
® CTEpPUJbHOCTD C a300CHEPMUEN Y MY>KUMH;
e CHUXeHHEe (hepTUIbHOCTH Y KEHIIUH.

IInan Bemenns 0oapHBIX MB mipemycmaTpu-
BaeT MX aKTMBHOE AMCIIAHCEPHOE Habroae-
HHE, JICKAPCTBEHHOE OOCCITeUeHNEe U Jieueo-
HO-peaduIUTALlMOHHbIE MEPOIPHUSITUS C BHE-
JIPEHUEM COBPEMEHHBIX TexHojorui. [lpu
MPaBUJIbHON OpraHu3alMu Je4eOHOro mpo-
lecca BeaeHUe MHOrux 0oJibHbIX MB moxeT
OCYILECTBIISITLCS aMOyJIaTOpHO, 0e3 Hapylle-
HUSI UX OOBIYHOTO 00pa3a XKU3HMU.

B nmocenHue ronpl B pa3BUTHIX CTpaHaX I0-
CTUTHYT CYIIECTBEHHBIN MpOrpecc B Tepanuu
0osbHBIX M B, 4TO 1MO3BOJIMIIO MEpeBECTU 3TO
3a00J1eBaHKE U3 aOCOTIOTHO JIETATbHON MaTo-
JIOTUU IETCKOTO BO3pacTa B pa3psia XpOHUIEC-
KMX 00JIe3HEe# B3POCHIbIX. DTO CTAJIO BO3MOXK-
HBIM Oyiarofapsi paHHel AMarHOCTUKE U Mpa-
BUJIbHOI OpraHMU3alluu CIYyKObl MEIMIIMH-
CKOWM MOMOIUM JaHHOMY KOHTUHIEHTY
o6onbHBIX. K coxaneHunio, B OOJBITUHCTBE pe-
TMOHOB Hallleil CTpaHbl OKa3zaHWe MEAWLIH-
CKoii Tomormu OoiabHBIM MB ocrtaercs Ha
HU3KOM YPOBHE, a KBaIM(pUUMUPOBAHHAS TO-
MOIIIb OOJBHBIM CTapie 18 JeT oka3biBaeTcs
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dakTUYECKH UMb B ABYX IIeHTpax (B MockBe
n Cankrt-IlerepOypre). B Hacrosimee Bpems B
Poccum 3apernctpupoBaHBl U ITOJIYJaiOT Jie-
yeHue 6osee 2000 6ompHBEIX MB. Haspena He-
00XOIMMOCTh  CO3/1aTh MHOTOYPOBHEBYIO
CTPYKTYpY, COCTOSIIYI0 U3 denepajbHbIX,
MEXPETMOHAIBHBIX (PEerMOHAIBHBIX) U OK-
PYXHBIX ILIEHTPOB OUATHOCTMKU W JICUCHMUS
MB. OHu nojkHbl 0a3UpoOBaTHCS B MHOTO-
MPOMWIBHBIX, XOPOIIO OCHAIIIEHHBIX O0JIbHU -
1ax ¢ OOKCMPOBAHHBIMU OTHEICHUSIMU ISt
MOJIHOM cerperauuu 60JbHbBIX, UMETh Criea-
JIM3UPOBAHHBIN 1ITaT COTPYIHUKOB, BKIIOYA-
IOIIUIA TIeAUaTPOB,/TepaneBTOB (MyJIbMOHOI0-
ra U/Wiv racTpo3HTEpoJora), KMHe3uTepa-
MEeBTOB, IMETOJOIOB, ICHUXOJOIOB, a TaKXe
BCE XKM3HEHHO BaXKHbIE JIEKAPCTBEHHbBIC CPeI-
cTBa U 000pyIOBaHUE.

JlekapcTBeHHoe o0ecneyenne 60bHBIX MB B
HACTOsIIIIee BpeMsI OCYIIICCTBIISICTCSI B HEIOCTa-
TOYHOM O0BEME M HECUCTEeMaTUYECKH KaK B
OOJIBIIIMHCTBE CTALlMOHAPOB, TaK U B aMOya-
TOPHBIX ycoBUsIX. Ha maHHBIN MOMEHT Jieue-
Hue MB perimameHTHpyeTCsT IByMs CTaHIapTa-
mu: Ilpukazamu MuHn3znpascoupa3sutust Poc-
cum Ne 703 ot 14 Hosi6pst 2007 1. (amOynaTop-
Hasl TIOMOIIIb B3pOCHIbIM U feTsiM) u Ne 841 ot
13 nexa6pst 2006 1. (cTaLMOHAPHOE JIEYCHUE —
TOJIBKO NIeTh). JlaHHBbIe CTaHAApTHl HE OTpa-
>KalOT U3BMEHEHUI B TePAreBTUUECKUX MTOIXO0-
Jlax, TPOM3OIIEAIINX B TOC/IeIHee BpeMsl B
pa3BUTHIX cTpaHax. [loMUMO cTaHAApTOB Jie-
YEHUS JIeKapCTBEHHOE 0becTieYeHUE OOTbHBIX
MB ocyiecTBisieTcs o nporpamme “7 HO30-
JIOTU” (MyKOBUCUUI03, TeMOMWINS, TUIIO-
duzapHblil HaHU3M, Oosie3Hb loiie, Mueno-
JIENK03, pacCesiHHbIN CKJIepo3, Mocje TpaHC-
TUTaHTallMM OPTaHOB U TKaHeil) mo Pacrmops-
xenuto Ilpasurenscra PO (ot 2.10.2007 .
Ne 1328-p), koTopast mpeaycMaTpuBaeT TOJIbKO
OIMH TIpenapaT — JopHa3a anbda. XoTs odec-
rneyeHue 60abHbIX M B 3TUM XU3HEHHO HE00-
XOIUMBIM IIpEIapaToM CTaJlo IIPOPHIBOM B MX
JICYCHWH, JaHHas TporpaMMa He IpeaycMaT-
puBaeT oOecreuyeHMsI He MEHee BaKHBIMU
ImpernapaTaMyd — 3aMECTUTEIbHBIMM IMTHUIIEBa-
puteabHBIMU depMeHTaMu (KpeoH 10000,
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25000) 1 > PeKTUBHBIMU aHTUCUHETHOMHBI-
MM aHTHOMOTMKAMM, BKIIIOYAsl WHTAJISIIMOH-
HBI1 ToOpamutuH (Harmpumep, TOBU). U3-3a
HECOBEPIICHCTBA PETYIMPYIOIINX JOKYMCHTOB
MPOJOJKUTENLHOCTh XU3HU 00bHBIX MB B
Hallleil cTpaHe HUXe B cpelHeM Ha 15 jer no
cpaBHeHMIO co cTtpaHamu EBporreiickoro Co-
103a U CeBepHOUl AMEPUKHU, XOTSI COBPEMEH-
HOE COCTOsTHMEe MeaulHbl B Poccuu mo3Bo-
JISICT OKA3bIBAaTh MEAUILIMHCKYO TTOMOIIb 3TUM
OOJILHBIM Ha YpPOBHE, TPEAYCMOTPEHHOM
MEXIYHAPOIHBIMHA PEKOMEHIAISIMH.

Cpenu 0aKTepHAJIBHBIX MATOTEHOB, BBIICIISI-
e€MBIX M3 JIbIXaTeJIbHBIX MyTeil y MAllMeHTOB C
MB, HauboJjiee yacTo BCTpeyaeTcs Tpuaja
Haemophilus influenzae, Staphylococcus
aureus 1 Pseudomonas aeruginosa. Mudexuuu,
BeI3BaHHBIe Burkholderia cepacia complex, 3a-
METHO YMEHBIIIAIOT MEAUAHy BbDKMBAEMOCTH.
K apyrum matoreHHbIM MHKPOOpTaHHU3MaM Y
6ombHBIX MB oTHOocsaTcst Stenotrophomonas
maltophilia, Achromobacter xylosoxidans,
Mycobacteria spp., Aspergillus fumigatus 1 06-
JIMTaTHbIE aHA3POOBI.

Ecimm Bo3Oymurens (P. aeruginosa wiaum
S. aureus) peryisipHo 6oJiee 6 MeC BbICEBAETCS
13 OPOHXMAJIBHOTO CEKpeTa, TO IIPUMEHSCTCS
TEPMUH “XpOHUYECKash CUHETHOWHas (Uau
cradmiokokkoBast) uHdekuus”. Pasputue
XPOHMYECKOW CUHErHOIHOI MH(EKIMN HYXKHUX
JIbIXaTeJIbHBIX TIyTeil OOBIYHO COTIPOBOXIACT-
Csl HapacTaHUEM DPeCITMPAaTOPHOIl CUMITTOMA-
TUKA ¥ TIPOTPECCUPYIOMINM YXYAIIeHUEM
dyukuuu nerkux. [Tpu atom P. aeruginosa mo-
XeT TpaHCPOPMUPOBATECS B MYKOUIHEIE
(cnmu3ucteie) GOPMBI, KOTOPBIE OKPYKEHBI
CIM3KMCTOM Karcyyioi (aJlrMHaToOM), 3alluiia-
JOIleil UX OT AEeMCTBUS aHTUOMOTUKOB, aHTH-
TeNX U Apyrux (akTOpoB UMMYHHOU 3alllUTHI.
IIpu xpoHUYeCcKOl CMHErHOMHON MHMEKUUN
caHalus OpoHXUanbHOro Aepena oT P. aerugi-
nosa MpakTUYeCKU HEBO3MOXKHA.

XpoHunueckasg CUHETHOWHas WHQEKIUS
Habmonaercst y 80—85% B3poCibIX GOJIBHBIX
MB u y 45—50% 060JIbHBIX IETCKOIO BO3pacTa.
OHa urpaeT peniarolIyo pojb B IIPOTPECCUpPO-
BaHUM OPOHXOJIETOUHBIX IMOPaXXeHUI U CIIy-
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KWT TIPUYUHOM JIETAJTEHOTO MCX0a 00JIee yeM
y 90% 6onbHbIX MB. B 9101 cBsSI3M agekBar-
Hasl aHTHOAKTepUajbHAsI Tepamus SIBJISIETCS
OOHUM M3 0a3MCHBIX 2JICMEHTOB JICUCHUS
060abHBIX MB, omnpeaensiolmiuM XuU3HECTO-
COOHOCTb 3TUX OOJIbHBIX.

B Hacrostiee Bpemst apceHa aHTHOAKTEpH -
aJTbHBIX TIpeTnapaToB, 3P(MEKTUBHBIX IO OTHO-
IIIEHUIO K CHHETHOWHOI MajouyKe, CylIeCTBEH-
Ho pactipuiicsa. He ToJbko B MUPOBOIt TIpak-
THKe, HO U B Poccnm mosIBIIINCH COBpEMEH-
Hblc AHTHOMOTHKM Ui HHTAJSIMOHHOIO
BBeJEHHSI — TOOPAMUIIMH, KOJMCTUMETAT Ha-
TpuUsi, TIPUMEHEHHE KOTOPBIX MO3BOJISIET NO-
OUTHCSI 3HAUUTENHHOTO Mporpecca U Mpuoaun-
3UThb CTaHIAPT OKa3aHUsI MOMOIIU OOJbHBIM
MB 10 MexayHapoIHOTo ypoBHs. MHransum-
OHHbIE AHTUOMOTUKM PEKOMEHAYIOTCS ISt
SpaguKallMy CUHETHOMHOM MAJIOYKU IIPU IIEp-
BUYHOM BBICEBE U JIJIs1 0a31CHOM Tepariuu Xpo-
HU4YecKoi nHgpekuu. [1pn anekBaTHON KOM-
TUIEKCHOM TepaIuy ¢ BKIIOUYCHNEM MHT IS -
OHHBIX aHTUOMOTHUKOB y 00J1bHEIX M B obecrie-
YUBACTCS CYIIECTBEHHOE YMCHBIIICHUE YMCIIa
000CTpeHMIT XPOHUUYECKOTO OPOHXOJICTOYHOTO
Ipoliecca M TOCTIMTAIN3AINI, a B IIEPCIICKTH-
BE — YBEJIMUCHME TTPOIOJIKUTEITbHOCTH XKIN3HI
C yJay4dllleHUEM ee KadyecTBa. TakuM oOpa3om,
COBpEMEHHas JieKapcTBeHHas Tepanus MB
IOJDKHA TIpeIycMaTpuBaTh TPU OCHOBHBIX
KOMITOHEHTA: MyKOJIUTUIECKIE CPENICTBA, TTH-
IIeBapuTeIbHBIC (PePMEHTHl W aHTUOAKTEepH-
aJIbHBIC TIpeTapaThl (IIPeKIe BCEro IJIsk MHTa-
JISIIMOHHOTO BBEICHMST). DTa Tepalisl B IOJI-
HOM 00beMe OJKHA ObITh JOCTYITHA OOJIbHBIM
MB Ha Bceli TeppUTOPUU CTPAHBI.

B nocnenHue roapl ObLIM JOCTUTHYTHI 3HA-
YUTEJbHBIC YCIeXyd B pa3padOTKe M BHeIpe-
HUU 3POEKTUBHBIX OMOTEXHOJOTMYECKUX (B
TOM YMCJIe TeHHO-UHXEHEPHBIX) U (hapMaKo-
JIOTUYECKUX CPEICTB, HAlPaBJICHHBIX HAa KOP-
PEKILMIO 3TUOIMATOIeHETUUECKUX Oe(heKTOB
npu MB. MykoBucLIMI03 CTall OMHUM U3 TIep-
BBIX 3200JICBaHUI, IPU KOTOPBIX CTaJIa peasli-
30BbIBaThCs renorepanus. OmHAKO B CBSI3U C
0303aBUCUMOM BOCHAJIMTEIbHON U UMMYHO-
JIorM4YecKoi peakiueil 0ojJbHbIX MB Ha BBO-

JIIMMBbIC BEKTOPHI (aACHOBUPYCHI, PETPOBUPYCHI
U JIp.) TeHOTepaIms TpeOyeT JaabHEMIIero co-
BEpILICHCTBOBAHUS, W 3TU pPa3pabOTKH IIPO-
nIomKkaroTcss B Benmkooputanum, ®paHimu,

CeBepHoii Amepuke. M3-3a TpymHOCTE# TeHO-

TepallMd akleHT B COBPEMEHHOM JIeYEHUU

MB cMellieH B CTOPOHY pa3padOTKU HOBbIX Jie-

KapCTBEHHBIX NpenapaToB: KOPPUTHUPYIOLIUX

nedpexTHbll 0eok CFTR, nmpoTtuBoBocnaim-

TEJIbHBIX, aHTUMUKPOOHBIX, MYKOJHUTUYEC-

KUX, (DEPMEHTHBIX, T€ITaTOTPOITHBIX U JP.

B Hacrosgiuee Bpemsi Haspeja HeoOXOAU-
MOCTh CO3IaHUS B Poccryt HayyHoro oomecr-
Ba no MB, kotopoe OyaeT KOOPIMHUPOBATH
YCWIMSI YYEHBIX, Bpauyeit, OOIIECTBEHHBIX OpP-
raHu3aluii, KOHIEHTPUPOBaTh MaTepuasb-
HbI€ CPEICTBAa C 1I€JIbI0 MX PallMOHaJbHOIO
pacxomoBaHMsI Ha MpoBedeHHE KOHdepeH-
11ii, 00pa3oBaTEIbHYIO U U3AATEIbCKYIO AesI-
TEJbHOCTD.

Heo0x0aumMo npuHATH ps HEOTIOXKHBIX MEp
JIJISI COBEPILICHCTBOBAHMUS paHHEH TMarHOCTH -
ku MB, yinydieHust MEIULIMHCKON MOMOIIU U
JIeKapCTBEHHOTO obecrieueHrs 00abHEIX MB B
Poccuu:
® Co37aThb MHOTOYPOBHEBYIO CTPYKTYPY LICHT-

POB IMAarHOCTUKM U JieueHUs1 00JbHBIX M B,

BKJIIOUAIONIyl0 TrojioBHO#W Poccuiickuit

IIEHTP MYKOBMCIIMIO3a C IMOTYMHECHHBIMU

eMmy TpeMms denepanbHbiMu (I. MockBa,

. Cankr-IletepOypr, . TomcK), 8 OKpyxX-

HeiMu (LlenTpanbHbiii, CeBepo-3amaaHblii,

IOxnwiit, [MpuBomkckuii, Ypanbsckuit, Cn-

oupcknii, CeBepo-KaBka3zcknii, [lanbHe-

BOCTOYHBII) U MEXPETUOHATBHBIMU (PETH-

OHAJIbHBIMM) LICHTPAMU,

e VTBepAUTh MPUKa30oM MMH3IpaBCOIIpa3BU-
s P® BhIIEYKA3aHHYIO CTPYKTYpY OuUa-
THOCTUYECKUX U JIeUeOHO-peaduIUTaALlMOH -
HBIX LIeHTPOB M B, ocHallleHHBIX HEOOXOIM -
MBIM COBPEMEHHBIM 000PYIOBaHUEM;

® MPOJOJIKUTH Pa3pabOTKy C IMOCAEAYIOIINM
BHEIPEHNEM HOBBIX CTaHIApPTOB IO OKa3a-
HUWIO MEAULIMHCKON moMolIr 0oJbHBIM M B
B CTallMOHApe M aMOyJaTOPHBIX YCIOBHUSIX,
IUTaHa BefpeHUst 00JbHBIX M B (OT BBISIBIICH-
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HBIX TIPU HEOHATAJIbHOM CKPUHUHTE B J0-
KJIMHUYECKOM MEPUOAE 10 OOJBHBIX 3peio-
TO BO3pacTa ¥ OepeMEeHHbIX XKEHIIINH);

® pa3paboTaTh U yTBEPAUTH HeaepATbHYIO 1ie-
JIEBYIO TIPOrpaMMy TUATHOCTUKU, JIEYCHUST U
COLMAJIBHON TTOMOIIM OOJIbHBIM MYKOBUC-
LIMA030M C 00s3aTeJbHBIM 00€eCIIeYeHUEM
XKW3HEHHO HEOOXOIMMBIM O0OpPYIOBaHUEM
(MHTaNSATOPBI, KOHIIEHTPATOPhl KUCIOpPOIA
U T.JI.) U JJIEKAPCTBEHHBIMU CPEAICTBAMU (MY-
KOJIUTUKHU, OPOHXOJIUTUKH, MUILIEBAPUTEIb-
HbIe (DepMEHTHI, BATAMWHBI, TEMATOPOTEK-
TOPbI 1 AHTUOUOTUKU, BKJTIOYAs] MHTAISIII -
OHHBIE) Bcex 00bHBIX M B Hallieil ctpaHbl.
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Improvement of Medical and Social Help Organization
for Cystie Fibrosis Patients in the Modern Period in Russia

N.I. Kapranov and N.Yu. Kashirskaya

Cystic fibrosis (CF) is a inherited disease with multiple organ disorders, primarily damaging respiratory and gas-
trointestinal systems. Last years in the developed countries significant progress in the CF patients therapy was
achieved, which was resulted in disease transferring from absolutely lethal child disorder to chronic adults disorder.
This became possible due to the early diagnostics and correct medical management. Chronic P. aeruginosa infec-
tion is observed in 80—85% adult patients and 45—50% child patients, playing determining role in respiratory syn-
drome progression and cause lethality in 90% of patients. That’s why antibiotics therapy is one of the key element
of CF patient management. The necessity of creation of Russian CF scientific society nowadays is ripe, it will coor-
dinate scientists, physicians and community-based organizations.

Key words: cystic fibrosis, antibiotics, P. aeruginosa, TOBI, healthcare organization.
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