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M)’KOBMCLIMAO3: COBpPpEeMeEeHHbIEe aClNeKThbl
ANalrHOCTUKHU U NieYeHunsqa

C COBPEMEHHbIX MO3MLIMA PACCMOTPEHLI NMPOB/IEMbI 3TUONOIMMK, MATOFEHESA, 3NMWUAEMUOMOIMU, ANATHOC-
TUKN N NEYEHNA MYKOBUCUMAO3A. OCOB0E BHUMAHWE YAENTEHO HOBbIM METOAAM CKPUHWHTA 4719 PAHHETO
BbISIBJIEHWA 3ABONIEBAHMA. OBOCHOBAHbI MPUHLMIMBI KOMMNJIEKCHOW TEPAMWW, B TOM YUCIE PALIMOHASIBHOIO
NCMNOJIb3OBAHNA AHTUBAKTEPUAJTbHBIX 1 MYKOJTUTUHECKKX MPEMAPATOB.

K/TIO4YEBBIE CJIOBA: MYKOBUCLIUAO3, ANATHOCTUKA, JIEYEHUE, AETU.

KoHTakTHasa nHpopmauus: MykoBucumao3 (MB) — oaHO M3 Hanbonee YacTblX MOHOMEHHbIX 3a60neBaHnn ¢
Kanpaxos Hukonai MBaHosuY, ayTOCOMHO-PELECCUBHbBIM TUMOM HacnefoBaHWa M NOAMOPraHHON MaHudecTaum-
/AOKTOP MeMLIMHCKNX HayK, npodeccop, en. Yactota MB konebnetcs cpean npeactasutenen 6enon pacbkl ot 1:600 go

PYKOBOAWTENb Hay4HO-KNMHUYECKOrO
otaena mykosucumgosa HAM knnHuyeckomn
reHeTukn MeanKo-reHeTU4ecKoro
Hay4Horo ueHTpa PAMH,

1:18 000, a B P® coctaBnget 1 cnyqan Ha 4900 HOBOPOXAEHHLIX (Tabs. 1).
B pa3BuTbIX CTpaHax, BKItoYas Poccuio, MB — BaxkHasg MeanKo-coLmanbHas npo-
6nema. 370 CBA3aHO, C OJHOW CTOPOHbI, C PaHHEW WUHBanMAM3aLMNEN OOJbHbIX,

33CNYKEHHbI JeATENb HayKit PO HEOOXOANMOCTbLIO aKTMBHOMO [UCMAHCEPHOro Hab6MoAEeHWs, MOCTOAHHOTO KOM-
Aspec: 115478, Mockga, MJIEKCHOrO JOPOroCTOSLLEro IeYeHUs, a C APYroi CTOPOHbI — CO 3HAYUTENbHBLIMU
yn. MockBopeube, 4. 1, ycnexamu B 061acTu paHHen AMarHOCTUKM U COBPEMEHHOr0 fievyeHuns [1-2]. B no-
Ten. (495) 195-27-58 cneaHve rofibl HaGJIOAAIT POCT KosMyecTBa 60/1bHbIX MB NoapocTKOBOro, IoHOLLEe-
Cratbsi noctynuna 17.05.2006 ., CKOro BO3pacTa 1 B3POC/blX, YTO CBMAETENbCTBYET O MOCTENEHHOI ero TpaHchop-

npukATa K nevatu 26.07.2006 r. MaLmMu 13 datanbHOro 3a6oneBaHns JETCKOro Bo3pacTta B XPOHUYECKYIO NaToso-

rMI0 B3POCIbIX.
BaxkHenwunm JoCcTuKeHneM B uccnegosanmm MB ctana naeHtudukaums B 1980 T.
reHa, Koaupylouiero 6e10K MyKoBUCLMAO3HOrO TpaHCMEMOBPaHHOro perynsropa.
B pesynbrate reHeTM4ecKoro aHanansa n No3MLMOHHOI0 KNOHMPOBaHMS 6bIno ycTa-
HOBJ/IEHO, 4YTO reH MB pacnonoXeH Ha ANMHHOM Mevye XPOMOCOMbl 7 B 06/1aCTH
31, MeeT NPOTIKEHHOCTb NpnbaM3uTenbHo 250 000 nap HYKNEOTMAOB U BKIO-
YyaeT 27 3K30HOB. [eH MB oTHocUTCS K cynepceMbe ATP-CBA3bIBAOLWNX MPOTEMHOB
N ABnseTcs TpaHCMeMOpaHHbIM 6enKoMm, pacnonaralwumMcs Ha MOBEPXHOCTU
OO0NbLWMHCTBA 3NUTENNASIbHbIX KIIETOK XW3HEHHO BaKHbIX OPraHOB W CUCTEM U
GYHKLMOHMPYOWNUM KaK LAM®-3aBUCUMMbIN XTOPHBbIM KaHan. B HacToswee Bpems
n3BecTtHo 6onee 1200 mMyTauuin reHa, OTBETCTBEHHbIX 3@ pa3BUTUE CUMMNTOMOB
MB, 13 KOTOPbIX 60JIbLUMHCTBO OTHOCUTCS K PEAKUM UK Aaxe YHUKanbHbIM [3]. OT-
MeYeHO BINSIHME MyTalMM MYKOBWUCLMAO3HOIO TpaHCMeMOpaHHOro perynsatopa Ha
TSXKEeCTb 3ab0oNieBaHus, YTO onpeaensieTcs eé TMNomM (MMCceHe-myTaunn, ageneum-
OHHbIW CABUI PaMKM U T.A4.), BO3AENCTBUEM Ha CTPYKTYPY U QYHKLMIO (KNacc myTta-
LK) (Tabs. 2) U NONOXKEHNEM BHYTPU reHa (noKanusauuns B GYHKLMOHAbHbIX UK
CTPYKTYPHbIX pervoHax) [4].

B xoae MynbTULIEHTPOBbLIX UCCNeaoBaHWi, NpoBOAMBLUMXCA B 17 cTpaHax LeHT-
panbHon 1 BoctoyHow EBponbl, BKAoYas Poccuio, onpeaenén cnucok nua 33 oc-
HOBHbIX MyTaL M1, UMEIOLWMUX BaXKHOE AMarHOCTMYECKOEe 3HaYeHne ans 3TUX CTpaH.
B Poccun Hanbonee yacto HabnogatoT 12 MyTauum, Ha ux oo npuxoamtes 75%
06cneaoBaHHbIX MyTaHTHbIX XPOMOCOM.

OTKpbITHEe reHa MB nonoxuno Havano AHK-anarHoctvke 3a6oneBaHus, 4To B Ha-
cTosiwee BpemMs no3BonsieT nNpoBoauTb 3ddeKTMBHYO npodunaktnky MB. B PP
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Ta6auuya 1. HYactota MyKoBMCLMAO03a B HEKOTOPbIX CTpaHax*

Crpana '-Iac'rgra (KonuyecTBo HOBO-
POXAEHHBIX Ha 1 cnyvyain MB)

DuHnaHana 25 000
Typums 10 000
LBeuns 7300
Monbwa 6000
Poccus 4900
[aHus 4700
HuaepnaHngbl 3650
lpeuus 3500
McnaHus 3500
fepmaHus 3300

Yexusa 2833
BennkobputaHusa 2600
tanusa 2438
dpaHumns 2350
LLBenuapusa 2000
hgg;ﬂ?g%vyﬁmwﬂ) 1984
MpnaHauns 1800

CLUA 3500
Bpasunusa 6902

Yunm 4000

Ky6a 3900
0O6beanHEHHbIE Apabekue AMupaTbl 15 876
UHana 40 000-100 000
AnoHus 100 000-350 000
ABcTpanus 2500

* Report of a Joint Meeting. The Molecular Genetic Epidemiology of
Cystic Fibrosis // WHO/HGN/CF/WG/04.02. P. 15.

OHK-anarHoctnky nposofat B MockBe, CaHkT-lNetepbypre,
Yobe, TomcKe, KpacHosipcKe 1 HanaxuBatoT B paje Apyrux pe-
rMOHaNbHbIX LEHTPOB ANArHOCTUKK M neveHuns MB. [eHeTude-
CKMe nccnefoBaHus nexart B OCHoBe GyHAaMeHTaNbHbIX pas-
pPabOTOK HOBbIX 3TMOMNATOreHETUHECKUX MOAXOA0B K JIeYEHHUIO
3aboneBaHus.

TaecTb Te4eHns 601e3HMU U e€ NPOrHo3 BO MHOrOM onpeaens-
0TCA paHHEeN AMArHOCTMKOM M CBOEBPEMEHHOWM MOCTaHOBKOWM
60NbHOr0 Ha Y4€ET B pernoHanbHoMm LieHTpe MB. Y 601blWKNHCT-
Ba NauMeHTOB NepBble CUMMNTOMbI 3a601eBaHUA NOSABASIOTCA
yXKe Ha nepBoM roay un3Hu. Y 20% HOBOPOXAEHHbLIX ¢ MB

Ta6nuua 2. Knaccel mytaumm B reHe CFTR

pa3BMBaETCA MEKOHMWaNbHbIM Uneyc. PaHHAS AMarHOCTUKa
3a60/1eBaHUA — OAHA M3 BaXKHEWLIUX LieNen HauMoHalbHOM
nporpaMmbl Mo HeoHaTallbHOMY CKPUHUHTY Ha MB. C 2006 .
MB BKJIIO4YEH B YMCNIO HACNEACTBEHHbIX OONE3HEN, CKPUHUHT
KOTOPbIX HEOBXOAMM Y HOBOPOXKAEHHbIX.

HoBble KpuTepun anarHoctukm MB 6binn paspaboTaHbl B
1998 r. OHKM BKIOYAOT ABa AMArHOCTUYECKMX BIOKa:

1. OAMH U3 XapaKTepHbIX KITMHUYECKUX CUMNTOMOB, UK CNy-
Yyan MB B cembe, UK MONOXNUTENbHbIV pe3y/bTaT HeoHaTaslb-
HOIO CKPUHWHIa N0 UMMYHOPEAKTUBHOMY TPUMCHUHY.

2. ToBblleHHass KOHLEHTpauusa xnopuaoB B note (6onee
60 MmMOonb/N), UNKn aBe MAEHTUGULMPOBAHHbIE MyTaLMK, UK
NOJSIOXKUTENbHbIA TECT MO U3MEPEHUIO PA3HOCTU Ha3aNbHbIX
noteHumanos (B npeaenax ot -40 go -90 mB).

[narHos cyntatoT 4OCTOBEPHbIM NPKY HaNN4YmMm XoTs 6bl OAHO-
ro KpuTepus U3 Kaxaoro 6s0Ka [5]. B cB3M ¢ 4OPOroBU3HOM
reHeTM4ecKoro uccnegoBaHus, AoctynHocTbio AHK-anarHoc-
TUKM NULLIb HEMHOTMM PETrMOHaNbHbIM LIEHTPAM, a TaKKe
TPYAHOCTAMM C onpeaeneHneM pa3HoCTU Ha3allbHbIX MOTEH-
umManoB amarHoctuka MB B Poccum ewé Kakoe-TO BpeMms
6yaeT 6a3MpoBaTbCA Ha HaIMYUKM XPOHUYECKOro GPOHXONE-
rOYHOro Mpouecca, KUWEYHOro CMHAPOMa, NOJIOKUTENTbHOTO
notoBoro Ttecta, MB y cu6coB. 119 NOCTaHOBKMW AMarHosa
MB pgoctaToyHO co4veTaHus MobbiX ABYX M3 3TUX YETbIPEX
NPU3HaKOB.

M3MeHEeHMs CO CTOPOHbI BPOHXOIEFOYHON CUCTEMbI OObLIYHO
NosIBNSIOTCS B NepBble HeAeNN UK MeCsLbl XXU3HN pebEHKa
B BuAe runeptpodum 6poHXUasbHbIX CIU3UCTBIX XKenes U -
nepnaasun 60KanoBMUAHbIX KNETOK. B pe3ynbrate aTMX paH-
HUX M3MEHEHWIW pa3BMBaeEeTCA 06Typauua nepudepruyecKknx
[AblXaTeNbHbIX NyTEN, YTO NMPUBOAUT K HApYyLEHWUIO MEXaHW3Ma
CaMOO4YMLLEHNS BPOHXOB. ATO CNOCOOGCTBYET Pa3BUTUIO BaK-
TepuanbHON MHOEKLMM U BOcNaneHus. PopmupyeTcs Tak Ha-
3blBaeMbI MOPOYHbIV KPYT (puc. 1). BupycHaa nHdekumsa no-
BbIlIAET PUCK M 0ObIYHO YCKOPSIET pa3BUTHE BaKTepranbHOro
nopaeHwus. [bixatenbHble PacCTPOMCTBA, BbI3BaHHbIE XPO-
HWYECKOW NErOYHON MHPEKUMEN, urpaloT onpeaensioLlyo
poJib B 3a601€BaeMOCTM U CMEPTHOCTH, CTAHOBSACH MPUYNHON
netanbHOro ucxofa 6osnee 4yem y 90% 60/bHbIX [2, 6].
CniekTp 6aKkTepuanbHbix NaToreHoB npu MB ocTaétcs orpaHu-
yeHHbIM. Haubonee pacnpocTpaHeHbl Staphylococcus
aureus, Haemophilus influenzae n Pseudomonas aeruginosa
(MyKongHas M HemykouaHas dopwmbl). B nocnegHee Bpems
BO3pocna ponb Burkholderia cepacia, oTnvyatowencs nonu-
PE3UCTEHTHOCTbIO K aHTMOMOTMKaM, Escherichia coli,
Klebsiella pneumoniae, Acinetobacter  anitratus,
Enterobacter spp., Alcaligenes spp. v psga opyrmx MMKpoo6-
HblX areHToB [1-3].

MaToreHe3 XPOHUYECKON CMHErHOMHOW NEFOYHON MHPEKLMUK
npu MB cBasbiBaloT npenMmylectBeHHO c lll THnom peaxuuin
rMNepyyBCTBUTENbHOCTU, XapaKTepU3ylwWwUMes NpoayKuuen
aHTUTEN NPOTMB GaKTepuanbHbIX aHTUrEeHOB, 06pPa30BaHUEM
UMMYHHbIX KOMMIEKCOB M MUTpaLnen 60/bLIOr0 KOiMYecTBa
HenTpodMNOB B 30HY noBpexaeHusa [7, 8]. KonoHusauus

Knacc | Knacc Il Knacc Il Knacc IV Knacc V Knacc VI
HapyweHue CHW)XeHue YpPoBHA U3mMeHeHue cBOWCTB
HapyweHue HapyweHue CHMXXeHue
NMPOLLeCCUHIa UK HOpPMaJIbHbIX MONIEKYN | perynsiuuu Apyrux
CUHTe3a NpoTeMHa perynsauuu NMPOBOAUMOCTH
TpaHcnopTa 6enka unu PHK WOHHbIX KaHaNoB
G542X F508del G551D R334W 3849+10kbC-T G551D
W1282X N1303K G1244E R347P A455E
R553X 1507del S1255P R117H IVS8(5T)
621+1C-T S549| 1811+1,6kbA-G
2143delT S549R
1677delTA
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JNekuusa

Puc. 1. Cxema HapyleHns GYHKLMN GPOHXONErOYHOM CUCTEMBI Y
60/1bHbIX MYKOBUCLIMAO30M

MyTaLmmn reHa MyKoBHUCLIMI03a

OuncoyHKumMs Kogupyemoro 6eKa (XI0pHOro KaHana)
MYKOBWCLMAO3HOro TpaHcMeMbpaHHOro perynstopa

Y

HapylueHns BoAHO-3N1eKTPONUTHOro 6anaHca B
3NUTENUANbHbIX KNeTKax 6POHXONErOYHON CUCTEMBI

Y

MN3MeHeHMs BA3KOCTM BPOHXManbHOro cekpeTa

Y

NPOAYKUNA
CIn3n

NHDEKUMNSA OBCTPYKLMA

[ecTpyKuns TKaHEBbIX CTPYKTYP GPOHXONErOYHOWM
CUCTEMBI

Pseudomonas aeruginosa Bbl3biBaeT BbIpaXKeHHbIN BOcMa-
SINTENbHLIM OTBET, COMPOBOXAAIOWMUICSH BbICBOOOXKAEHUEM
60NbLIOr0 KONMYeCTBa LMTOKUHOB, TaKWUX, KaK WHTepneu-
KWUH 8, KOTOPbIN SIBASIETCA XeMOaTTPpaKTaHTOM HENTPODUIIOB.
M3Ha4yanbHO HEMYKOMHbIE LWUTaMMbl BCKOPEe TpaHchopMUpy-
I0TCA B MyKOWAHble ¢ GopMMUpoBaHueM 6uobunbMa BOKPYr
MUKPOKONOHWUM, YTO AenaeT Ux pe3nUCTeHTHbIMU K darountam
W orpaHn4YnBaeT NPOHUKHOBEHWE aHTMOUOTUKOB B o4ar BOC-
naneHus [8].

XpOHMYeCcKon cTagum MHOEKLIMOHHOIO npoLiecca, BbI3BaHHO-
ro Pseudomonas aeruginosa, NpefLuecTBYOT MecsLbl U faxe
roabl MHTEPMUTTUPYIOWEN MM HU3KOM CTEMEHW KONOHM3a-
LuMKn. B 3TOT nepuos KIMHWYECKas cMMnTOMaTnka 6aktepu-
anbHOM MHOEKUMN HUKHMX AblXaTenbHbIX NyTen Nnbo coBcem
OTCYTCTBYET, MO0 cabo BbipaXkeHa, a nokasartenu GyHKUun
BHELWHEro AbIXxaHWs OCTaloTCs CTabWibHbIMU. INUMHUHALMUA
CUHErTHOMHOM MHEKLMN BO3MOXHA TONLKO Ha 3TOM 3Tare,
NnoaToMy 0co60e BHUMaHuWe yaensioT 60/1bHbIM C MEePBbIM Bbl-
ceBoM Pseudomonas aeruginosa.

HapyleHune cTtyna Habn04aloT ¢ NepBbIX AHEW XU3HKU Y 47,3%
60nbHbIX MB, a K 1 rogy — y 76,6% [9, 10]. M3BecTHO, 4TO ¥
85-90% 60nbHbIX MB (N0 Hawmm faHHbIM — Y 95,3%) pa3su-
BaeTCA IK3O0KPUHHAA HEQOCTaTOYHOCTb MOAMKENYA0HHON e-
nesbl, NPosABASIOWANnCcA B OCHOBHOM HapyLlEeHWEM acCUMUNS-
LMK XMPOB U CTeatopeen TOW UK MHOW cTeneHun. B cBasu ¢
3TUM cpeamn 607bHbIX MB WKMPOKO pacnpocTpaHéH AedbuuuTt
MPOPacTBOPUMbIX BUTAMWMHOB, [-KapoTMHa W MOAUHEHAChI-
LLEHHbIX *XMPHbIX KUCNOT. HapyleHvne BcacbiBaHUSA TMNODUIIb-
HbIX aHTMOKCUAAHTOB YCYrybnseT CUCTEMHbIA OKCUAATUBHbIN
CTpecc, yCUIMBaET NoBPEXIEeHNEe OpraHoB U TKaHen cBobosa-
HbIMM paguKanamu, a TakKe cnoco6CTBYET YPE3MEPHOMY BOC-
nanutenbHomy oTBeTy. OKCMAATUBHbLIN CTPECC U, Kak cneact-
BUWE, UHTEHCUBHOE MEPEKUCHOE OKUCIEHWE NUMUAO0B, MOXET
yCyrybnsitb He4OCTaTOYHOCTb MOMMHEHACHILEHHbBIX XUPHbIX
KWUCNOT, YTO NPUBOAUT K U3MEHEHUIO MEMOPaHHOro cocTaBa
KNETOK MMMYHHOW CUCTEMbI U HapyLIaeT UX aKTUBHOCTb.
MoparkeHne renatobUNMapHOn CUCTEMbl — MPAMOE CNeacT-
BWe 6asncHoro gedekrta npu MB. HecMoTps Ha TO 4TO Npwu-

3HaKN GpMOpPO3a TON UM MHOW CTEMEHU BbIABASIOT MPaKTUye-
CKM y BCeX 60/bHbIX MB, 3TM nameHeHus Tonbko y 5-10% na-
LIMEHTOB NPUBOAST K Pa3BUTUIO OUINAPHOIO LIMPPO3a NeYeHn
C CMHAPOMOM NOPTabHOM r’MNepPTeH3unn [2]. Ixorpadpuyeckme
NPU3HaKM U3MEHEHWUST renaTobuIMapHOM CUCTEMbI Mbl Ha-
6noganvn y 92% 6onbHbix MB. enyHokaMeHHasi 60/1€e3Hb
pasBuBanacb y 1,9% 60nbHbIX, NPUYEM YacToTa Xonenntmasa
He 3aBMcena OT Nofa, HO HapacTana ¢ yBennyeHmem Bo3pac-
Ta nauueHToB. TaK, y JeTei [0 6 NeT XeN4YHOKaMeHHy 60-
ne3Hb Mbl He Habnogann. B Bo3pacte 7-14 net e€ yactoTa
coctaBuna 2,33%, a nocne 15 net — 4,08%. 13 423 pgeten ¢
MB 'y 32 (7,5%) N0 AaHHbIM KOMMIEKCHOIO KIMHUKO-YHKLK-
OHaNbHOro 06¢/1ea0BaHUS 6biT BbIIBNEH OUIMAPHbIN LMPPO3
neyeHu, ¢ pa3BUTMEM CMHAPOMA MOPTaNbHOM rMNEpPTEH3UN —
y 54%. CpegHui BO3pacT YyCTaHOBNEHUSA AnarHosa «uuppos
neyeHu» No Bcew rpynne coctasun 8,5 net (ot 3 neT 3 mec Ao
14 net 7 Mmec). Bo3pacT pa3BuTUS cMHAPOMa NopTaibHOW -
nepTteH3unn Bapbuposan ot 4 net 1 mec o 14 net 6 mec. Uup-
PO3 MEeYEeHU OCNOXKHWICS NMEYEHOYHOM HEeAOCTaTOYHOCTbIO Y
3 HabntgaeMblx 60/bHbIX.

JledyeHne 6onbHbIx MB npoBoAaT B chneunanmManMpoBaHHbIX
LueHTpax. MonnopraHHoCTb nopaxeHus npu MB onpegenset
KOMMJIEKCHbIM NoAaxoa K ne4venuto. NocnegHee He orpaHuyu-
BalOT paMKaM1 MeanMKaMeHTO3HOM Tepanunm — 60nbHbiM MB
Heob6Xxo4MMa KOMMIEKCHas MeAMLMHCKas NoMOLLb MpU ak-
TMBHOM Y4aCTMU He TONIbKO Bpayvemn, HO U MEAMULIMHCKKX cec-
TEP, AMeToNnoros, Gn3nMoTepaneBToB, MCUXOI0rOB M coLuanb-
HbIX paboTHMKOB. 06A3aTeNbHbIE COCTaBASAOWME NeYeHUs
60nbHbIX MB BK/lOYaloT nevebHyto GU3KynbTypy (pusnortepa-
MU0, KNHEe3UTepanuio), MyKOSIMTUYECKYIO, aHTUBUOTUKO-, BU-
TaMWHO- U pepMeHTOoTepPanuio; BUTaMMHOTEPANHUIO, ANETY, Ky-
NMUPOBaHME OCMIOXKHEHWN.

OcHOBY Tepanuu B HacTosilee BPeEMS COCTaBASIOT MMUKPO-
chepuryeckme naHkpeatmyeckme depmeHTbl ¢ pH-4yBCTBU-
TeNbHOW 060/I04KON, MO3BOASAOWME KOPPUITMPOBaTb CUHA-
pom Manbabcopbunmn U HOpMannM3oBaTb GUINYECKUN CTaTyC
[10]. NMaHKkpeaTMyeckmne depmeHTbl NMPUHUMAOT BO BpeMS
e/ibl (HenocpeACcTBEHHO nepes NPUMEMOM NuLLmM 6o B 2 Npu-
éMa — nepeq eaon n Mexkay nepebiM M BTOPbIM G110A0M).
Kancynbl, cogepraline menkue noKpbiTble 060/104KON MUK-
pocdepbl ¢ NaHKpeaTUHOM («KpeoH»), MOXHO BCKpbIBaTb U
NPUHUMaTb ¢ HEGONbLWNM KONMYECTBOM Nuwm [1, 9].

[veta npu MB no coctaBy Ao/KHa 6bITb MAKCMManbHO NpPK-
GNMKEHHOM K HOpMasbHOW, 6oraTton 6enkamu, 6e3 orpaHu-
YeHWW B KONMYECTBE XMNPOB. CYUTAIOT, YTO KOJIMYECTBO Kaso-
pun B pauuoHe 6onbHOro MB pomKHO cocTaBnaTb
120-150% TakoBOro y 340p0OBbIX AETEN TOrO e BO3pacTa;
35-45% Bcen aHepreTM4eckon NoTpebHOCTU A0IKHbI 06€ec-
neymBaTb Xupbl, 15% — 6enku, 45-50% — yrnesogbl. Npu-
MeHeHWe BbICOKOIh(EKTUBHbBIX COBPEMEHHbIX MaHKpeaTnye-
CKMX GEpPMEHTOB B 6OJbLUMHCTBE Cy4aeB MO3BOSET KOM-
neHcMpoBaTb CTeaTopetd W YNyylWTb HYTPUTUBHbLIA CTaTyC
60/1bHbIX 6€3 MPUMEHEHUS CMEeLNanM3nMPOBaHHbIX le4ebHbIX
nuuieBbIx 4o6aBoK [9, 10].

MyKonutuyeckasa Tepanusa — BaXHbll KOMMOHEHT B Jieye-
HMKM MB, oHa HanpaBneHa Ha pa3XuxeHne 6POHXManbHOro
ceKpeTa u nogaepraHme adOEKTUBHOIO OYULLEHNA OPOHXM-
aNbHOro AepeBa OT BA3KOW MOKpPOThLl. BHeapeHune ¢ 1998 r.
B Tepanuio 60bHbIX ¢ MB COBPEMEHHOIO FEHHO-UHXEHEP-
HOr0 MYKOJIUTUKaA AOpPHa3bl anbda 3HAaYUTENbHO NOBbLICUIIO
3ODEKTUBHOCTb NleveHns. B HacTosilee Bpems HaKonneH
3HAYUTENbHbIV MEXAYHAPOAHbIV U OTEHECTBEHHbIN OMbIT NPU-
MeHeHus aopHasbl anbda (Mynbmosum, . XoddpmaHH-J14
Pow Jltg., WBenuapus) y 60abHbIX MB, cBUAETENBCTBYOWNUI
06 3bPEKTMBHOCTM M 6e30MacHOCTM AAaHHOro npenapara
[11, 12]. lopHasa anbda — OYULLEHHbIW PACTBOP PEKOMOMU-
HaHTHOM YenoBEeYEeCKOM Ae30KCUPUOOHYKIeasbl 1, Bbi3biBa-



jowen rmaponnM3 BHeknetodyHon [AHK B rHoMHOM MOKpoTe
O0/IbHbIX, YTO YMEHbLIAET €€ BA3KOCTb M yny4llaeT MyKoLM-
NnapHbli KnupeHc. [lokasaHa 6o0/blwasg 3GPEKTUBHOCTb
[lopHa3bl anbda No cpaBHEHUIO C TPAAULMOHHBIMU MYKOSU-
TUKaMK (aueTnnuucTeMHom, amoépokcosiom) [12]. Nomumo
MyKonuTuyeckoro adpdekTa gopHasa anbda obnagaet npo-
TMBOBOCMNANUTENbHBIM AENCTBMEM, YTO MNOATBEPXKAAETCHA
CHUXXEHMEM KOHLEHTpauunM HenTpodUIbHOW 3nactasbl M
M1 8 B MOKpoTe M B OPOHXOANbBEONIIPHOW XUAKOCTU Y
60/IbHbIX C BbICEBOM MYKOMAHOM GOPMbl CMHETHOWHOM Na-
JIOYKMK, a TaKxe nogasnser npouecc GopmMupoBaHusa 6MO-
NNEHKKN (6uodunbma) [13]. Hawu 3-neTHrue HabnogeHns 3a
70 60nbHbIMK, Nofiyyalowumu fopHaly anbda, LoKasanu
BbICOKYIO 3(pdEKTUBHOCTb npenapata. Y 60/bHbIX CHU3K-
flacb 4acToTa pecnupaTtopHbIX 3annM3040B (Ha 29%), ymeHb-
LUMNCH TAXECTb TEHEHUA BPOHXONErOYHbIX 060CTPEHUN, Ya-
CTOTa U ANUTENIbHOCTb FOCAUTANM3aLUNN U KYPCOB aHTUOaK-
TepunanbHon Tepanun. OTMEYEeHO KIMHUYECKM 3IHa4ynumoe
yBeNM4YEeHUE BECO-POCTOBOr0 MHAEKCa Ha 7%, ynydlleHue
nokasartenen GbYHKUUMOHANIbHON XU3HEHHOW EMKOCTU NEr-
KnX n 06bEMa popcupoBaHHOro Boligoxa 3a 1 cek (OPB,) Ha
4 v 3% COOTBETCTBEHHO, MPU UX EXXETOLHOM €CTECTBEHHOM
CHUXeHUN Ha 4—6% B KOHTPObHOM rpynne (puc. 2). Ha ¢o-
He Tepanuu JopHa3on anbda CHU3MNachb cteneHb o6ceme-
HEeHMA MOKpOTbl Staphylococcus aureus n Pseudomonasa
aeruginosa [1-3]. MNpenapaT Ha3HavyaloT eXXxeaHEBHO B 0f-
HO M TO e BpeMms B Ao3e 2,5 Mr B BUAE WHransaumm yepes
KOMMPECCOPHbIA MHranaTop.

MpKn XpOHNYECKON BPOHXONErOYHON NaTONOMMK BaXKHYO POsb
urpaet aHTnbunoTmMKkotepanusa [1, 3, 7]. Boibop npenapaTta on-
peagenseTcs BWMAOM MWKPOOPraHW3MOB, BblAensemMbix U3
OpOoHXManbLHOro cekpeta 60/ibHOro MB, 1M UX H4yBCTBUTENbHO-
CTblO K aHTMOGMOTUKAM. baKTepronornyeckoe uccnefoBaHue
MOKPOTbI Y 60nbHbIX MB cnefyet npoBoanTb He pexe, 4em
1 pa3 B 3 mec. Oco6eHHOCTU HapMaKOKUHETUKN aHTUBUOTK-
KOB npu MB (ycKkopeHue MeTabonn3ma B NevYeHn u ysenunye-
HWEe MOYEeYHOro KaupeHca, 6ofiee HU3Kas MaKcMManbHas
KOHLIEHTpPaLMa B CbIBOPOTKE KPOBM), BHYTPUOPOHXMASIbHOE

Puc. 2. InHamrKa GyHKLMOHANBbHON XXU3HEHHON EMKOCTU NETKMUX U
06béMma hopcupoBaHHOro Bolgoxa 3a 1 cek (OPB,) Ha doHe
npumMeHeHns gopHasbl anbda (Mynbmo3snma)
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pacrnonoXXeHme MMKPOOPraHn3MOB U MX BbICOKas PE3UCTEHT-
HOCTb K @HTMOGMOTMKAM, MJ0X0€ NMPOHUKHOBEHME B MOKPOTY
60NbWKNHCTBA aHTMOGaKTepUanbHbIX NpenapaTtos obycnaBu-
BaloT HEOBGXOAMMOCTb BBEAEHWUS BbICOKMX PA30BbIX M CyTOY-
HbIX O3 aHTMOMOTMKOB (Tabn. 3).

Ta6nunua 3. AHTUGUOTUKM, NPUMEHSAEMbIE Y GONTbHbIX MyKOBMCLIMAO30M NpPU BbiCEBE M3 GPOHXMaNbHOro cekpeta Pseudomonas aeruginosa

. CyTo4Has fjo3a s Yucno npuémos B
AHTUOMOTHK CyToyHas fo3a g feten B3POCIIbIX MNyTb BBEAEHUA TR
30-35 mr/Kkr 350-450 mr 2 pa3sa B AeHb BHyTpUBEHHO 2-3
AMMUKaUUH
KoHLeHTpaumsa B CbiIBOPOTKE KPoBM Yepe3 1 yac nocne BBeaeHus He 6onee 30 MKr/mn
[eHTaMuLUMH 8-12 mr/Kr 10 mr/Kr BHyTpHBEHHO 1-3
ToGpamuuuH KoHLeHTpauums B CbIBOPOTKE KpoBHM Yeped 1 Yac nocne BeBeaeHns 3—4 no3 He 6onee 10—12 MKr/mMn
15-40 mr/Kr 1,5-2r MNepopansbHo 2
LimnpodnoKcaumH
10 mr/Kr 400 mr 2 pasa B AeHb BHyTpHBEHHO 2
LedTasznamm 150-300 mr/Kr 6-9r1 BHyTpHBEHHO 2-3
LedTprakcoH (PoueduH) 50-80 mr/Kr 4r BHYTPUBEHHO, 1
BHYTPUMbILLEYHO
Uedenum 150 mr/Kr 6r BHYTpUBEHHO 3
MunepaunnnunH
200-300 mr/Kr 12-16r BHyTpHBEHHO 3
MunepaumnivH + Ta3o6akTam
TuKapuunIvH 200-400 mr/Kr 12-16r1 BHyTp1BEHHO 4
A3N0UMNNINH 300 mr/kr 15r BHyTpHBEHHO 3-4
Kap6eHuumnnmH 500 mr/Kr BHyTpHBEHHO 4
Nmunenem 50-75 mr/Kr 2-4r BHyTpHBEHHO 3-4
MeponeHem 60-120 mr/Kr 3-6r1 BHyTpuBEHHO 3
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JNekuusa

OnpeaenéxHble Hagexabl Ha 6onee ycneuHyo apagnuKaumio
Pseudomonas aeruginosa CBA3bIBalOT C A/INTENIbHbIM Ha3Ha-
YeHWeM MaKpOIMAOB B HU3KMX 03aX, NOAaBASIOWMX NPOAYK-
LMIO anbruHata NyTéM MHrMOGUMpPOoBaHUS ryaHo3mH-D-maHHO3a
aernaporeHasbl — OAHOM0 U3 GepPMEHTOB, HEOOXOAUMbIX ANS
CMHTE3a a/bruHaTta, a TakKe paspylatoumx 6umodnnbm, 3a-
WMLaoWwmnn MUKpoKkonoHun Pseudomonas aeruginosa [3,
14, 15]. Pe3ynstatbl NPOBEAEHHbLIX HAMW UCCNELOBAHWUM MO-
Kasanu, 4TOo ANUTENbHbIM NPUEM MaKpPOAMAOB B MasbiX J03aX
(knapuTpomuLUMHa no 250 Mr B CyT Yepes AeHb, a3UTPOMULIN-
Ha no 250 mr B cyT Yepes ABa AHS Ha TPETWU) 3ameanseT npo-
rpeccupoBaHue XpOHMYECKOro GPOHXONErOYHOMo NpoLuecca y
60onbHbIX MB, 4TO MO3BONSIET PEKOMEHAOBATb YKal3aHHble
npenapatbl NMPU XPOHUYECKOW KOMOHU3ALMU CUHETHOWHOWM
nano4vkow [14].

OAMH 13 BaXHbIX KOMMOHEHTOB Tepanuu npu MB — KuHeswu-
Tepanusl, OCHOBHas Lie/lb KOTOPOW 3aK/to4aeTcs B OYMLLEHWUM
OpPOHXMaNbHOro Aepesa OT BA3KOM MOKPOTLI. PerynsapHo npo-
BOAMMas (He MeHee 2 pa3 B CYT) KMHe3uTepanusa obecneyu-
BaeT 3QPEKTUBHOCTb MYKOJIMTMHECKON M aHTMOGaKTepuasb-
HOM Tepanuun. 3aHAaTUa KnHeauTepanuen HeobxoaMMo Hauu-
HaTb C MOMEHTa MOCTaHOBKMW AnarHo3a MB He3aBWCUMO OT
BO3pacTa pebéHKa. Hale ncnonb3yloT NepPKyccuto 1 BuGpa-
LIMIO TPYAHON KNeTKu (Knondmaccax), aKTUBHbIN LUK Ablxa-
HUS M ayTOreHHbIM ApeHax. Takxe pa3paboTaHbl AblxaTesb-
Hble yNpaXHEHWs ¢ NOMOLLbIO «bnaTrepar», «kopHeTa» u «MEM-
MacKu» [16].

[o HacToAlWwero BpeMEeHN He CyLecTBYeT METOA0B JieHeHUs,
CNOCOOBHbIX MPefoTBPaTUTb pa3BUTUE LMPPO3a MEYEHU Y
60nbHbIX MB. B nocnegHue rofbl 60bli0e BHAMaHWeE yaens-
0T YPCOAEOKCMXONEBOM KUCNOTe. TOT npenapaT cnocobeH
BbITECHATb NIMNODUIIbHbIE KWUCNOTbl M3 BHYTPUMEYEHOYHOWM
uMprynauunu. nutenbHoe (6onee 3 Mec) Ha3Ha4YeHMe ypco-
[IEOKCUXONEBOW KUCNOTbI B BbICOKMX Ao3ax (20—30 mr/Kr B
cyT) 60n1bHbIM MB OKa3biBaeT xonepetnyeckoe, XONeKMHeTH-
YyecKoe, LMTONPOTEKTUBHOE, aHTMOKCUAAHTHOE U UMMYHOMO-
aynupyiollee aencteue [2, 17]. B PocCMMCKOM LEEHTpE MyKO-
BMcUMAo3a ¢ 1994 r. AaHHbIM NMpenapaTt Ha3HayalT BCEM
6onbHbiIM MB c¢ renatomeranuen, CMHAPOMOM XOnecTasa,
LIMPPO30M MeYeH C CUHAPOMOM MOPTaSbHOW FMNEPTEH3UM
unn 6e3 Takooro. MNpuénuauntenbHo 30% 6onbHbIX MB 13
pasfnyHbIX pernoHos Poccun n 80% aetent u3 MOCKBbI NOSy-
YaloT YPCOLEOKCUXONEBYIO KMUCNOTY B fo3e 15-30 Mr/Kr B
CYT MOCTOSIHHO B KOMMeKce 6a3nCcHOW Tepanuu (anutenb-
HOCTb HEMPEPbLIBHOW Tepanuun y HEKOTOPbIX AETEN NpeBbllla-
eT 6 net) [18, 19].

[ns npegoTrBpalleHms KpoOBOTEYHEHUI U3 BApUMKO3HO pacLlu-
PEHHbIX BEH MUWEeBOAa NP CUHAPOME NOpTaibHOW runep-
TeH3UU Ha dOoHe uMppo3a MeyeHu LenecoobpasHbl Takue
METO/bl IEYEHUS, KaK 3HAOCKOMUYECKOE CKIEPO3MpPOBaHune
WAU NUTMPOBaHWe, TPaHCIOTNyNsapHOe MWHTpane4yEHo4YHOoe
NOPTOCUCTEMHOE LWYHTUPOBaHMWE C Nocheaylowen TpaHc-
nnaHtTauven neveHun. B HacTosiwiee Bpems B Poccuu BO3-
MO}HO NpPOBeAeHNe YaCTUYHOW TPaHCMIaHTaLUKN NeYeHn oT
¥MBbIX AOHOPOB. Onepaunn NOpTOCUCTEMHOrO WYHTUPOBA-
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OT peaakuum

MyGoKoyBaXKaeMble YuTaTem

B npolwnom HoMepe ypHana Mbl Havanu nyénnkauuio cepum
cTaTen, NOCBALWEHHbIX BONPOCaM NeYeHUs U ANarHOCTUKN MyKO-
BUCLMAO3a. ITO MOHOreHHOe 3abo/ieBaHWe C ayTOCOMHO-pe-
LIMCCMBHbBIM TUMOM HacneAoBaHUs IBNSETCH BaXKHON MeanLIMH-
CKOW M coLmanbHoM Npo6nemMon ans 3apaBooxpaHeHunst Poccuu.
CylecTBeHHOE yny4lleHne NporHo3a ans 601bHbIX MyKOBUCLN-
[1030M BO3MOXHO C MOMOLLbIO PaHHErO ero BbISIBIEHWS U Hava-
na nevyenus. B 2006 ., B paMKax MpMOPUTETHOIO HaLMOHAbHO-
ro npoekTa B chepe 34paBoOXpaHEHUs, MyKOBUCLIMAO3 Hapsay

15. Equi A., Balfour-Lynn I.M., Bush A., Rosenthal M. Long term
azitromycin in children with cystic fibrosis: a randomised, placebo-
controlled crossover trial // Lancet. — 2002. — V. 360. —
P 979-983.

16. CumoHoBa O.U. KnHesutepanus B KOMNIEKCHOM Nle4eHnn 601b-
HbIX MYKOBUCLMAO30M // ABTOped. AMUC. ... AOKT. MeA. HayK. — M.,
2001. — 46 c.

17. Thalhammer G.H., Eber E., Uranus E. et al. Partial splenectomy in
cystic fibrosis patients with hypersplenism // Archives of Disease in
Childhood. — 2003. — V. 88. — P 143-146.

18. CyxoB M.H. JleyeHne 60bHbIX MyKOBUCLMAO30M C CUHAPOMOM
nopTanbHOM rMnepTeH3nn Ha ¢oHe uupposa nedverHu // AsToped.
[W1C. ... KaHA. Mea. HayK. — M., 2002. — 24 c.

19. KanyctvHa T.HO. UIBMEHeHUs NeYeHn 1 UX KOPPEKLUSA Npu MyKo-
BMCLMO3E Y AeTel Ha coBpemeHHOM aTane // AsToped. auc. ...
KaHg. med. Hayk. — M., 2002. — 22 c.

20. TonctoBa B.[. XapaKktep nopaxeHus noyek y aeten, 60abHbIX
MyKOBUCUMAO30M // ABTOped. AUC. ... KaHA4. Med. Hayk. — M.,
2004. — 22c.

21. Ostedgaard L.S., Zabner J., Vermeer D.W. et al. CFTR with a par-
tially deleted R domain corrects the cystic fibrosis chloride transport
defect in human airway epithelia in vitro and in mouse nasal mucosa
in vivo // PNAS USA. — 2002. — V. 99. — P. 3093-3098.

22. Koch C. Early Infection and Progression of Cystic Fibrosis Lung
Disease // Pediatric Pulmonology. — 2002. — V. 34. — P. 232-236.

C ranakto3eMumen WM afpeHoreHuTasbHbiIM CUHAPOMOM Oblin
BK/IOYEH B MepeyveHb HacneACTBEHHbIX GONE3HEeNn, CKPUHWMHI
KOTOPbIX HE06XO0AMM Y HOBOPOXAEHHbIX AETEN.

B cnegyolwmx Homepax xypHana Mbl nnaHupyem 6onee no-
[PO6GHO OCBETUTb BOMPOCHI CKPUHUHIA MYKOBMUCLMA03a, TPYA-
HocTen anddepeHunanbHON AMarHoCTUKKU, NEepPCnexkTUB one-
pPaTMBHOIO NIEYEHUS HalUMX MauMeHToB. Mbl MPOCUM HaLMX
yutaTtenen noAaenuTca CBOMM OMbITOM B BEAEHWW OETEW C
3TOM TSHKENOW NaToNIornen, HaBblKaMu OBLWEHNS C poanTeNs-
MU, ycnexamu B neavtapuu.




