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CraTbs nocBsiljeHa NCTOPUYECKUM 1 COBPEMEHHbIM UCCAeA0BaHUsAM B 061acTh MyKOBUCUnAo3a B Hallen cTpaHe; 0CObeH-
HOCTSIM K/IMHUYECKUX MPOSBAEHWUN, MaTtopU3N0I0rM4eCKUX 1 NaTtomMopdoaormyecKkmx HapyLueHMl;l, TeyeHUs 3a601eBaHUs
C aHaJIn30M MNepBbIX PEe3Y/1bTaToB PErncTpa nalyneHToB MOCKOBCKOro pernoHa. CyMMMpyIOLLU/IM pe3y/ibTatom 3TOMN OL|EHKM
SB/ISIeTCS MOKa3aTe/lb BbIXKMBAEMOCTH, KOTOPbLIA MPaKTUYECKM CPAaBHSIJICA M0 MOCKOBCKOMy PErNMoHy C TaKOBbIM B CLIA
n EBpone, u Cyl|eCTBEHHO OTCTaeT 10 pernoHam Poccurickon Pepepauymnn. 310 CTaio OTPaKEHMEM MHOIMMX KOMIMOHEHTOB
crneynann3npoBaHHON MoMoLn 60/1bHbIM MyKOBUCLIMJO30M B MOCKOBCKOM pernoHe: co3aaHbl creynasabHble 4EHTPbI 415
AeTen U B3POC/bIX, MPOBOANTCS MX aKTUBHOE AMCMaHCEPHOE Hab/loJeHMe C BO3MOXHOCTbIO AEeTallbHOro 06cC/1eq0BaHUs
B KaKibl BU3UT, IEKapCTBEHHOE 0becrneyeHne — Ha YPOBHE MUPOBbIX CTaHAaPTOB, YTO MNOKa OTCYTCTBYET UJIM HEJOCTa-
TOYHO pPa3BUTO BO MHOIMX Cy6'beKTaX P®. B cTaTbe OTpaKeHbl TaKKe reHeTM4eCcKne 0Co6eHHOCTH MYyKOBUCLUMAO3a, KOToOpble
Ba)KHbl KaK A/18 AMarHoCTUKM 3a60eBaHUs (BKJHO‘-IaFI HeoHaTa/lbHbIH CKDMHI/IHI') n cosganuns naHeaun ansa AHK-anarHocTuku,
TaK U 4715 onpeAenieHnsi B 3Ha4YUTe/IbHON Mepe TedyeHus: 3aboneBaHus. lNpuBoantesi UHpopMaLMsi 0 nepcrexkTMBax paspa-
6OTKM reHoTeparnuu v nepBbie pe3y/ibTatbl KIIMHNYECKNX necenenoBaHu.

KnioueBbie cnoBa: MYyKOBUCLNAO3, UCTOPUSA, TEHETUKA, PAcClpPOCTPaHEeHHOCTb, PErncTp, MHQEKLMS, OCIIOKHEHMS.

(Meaunatpuyeckas papmakosornsd. 2013; 10 (6): 53-60)

MyKOBMCLMAO3, WAW KWUCTO3HbIM ¢KUbpo3 (Cystic B Uenom — ¢ 10 go 16 neT, 4To HarnsiaHO AEMOHCTPUPYET

fibrosis) — camoe 4actoe HacneaCcTBEHHOE MOHOreHHoe
3aboneBaHue cpean nuu 6enon packl, KoTopoe 6e3 cooT-
BETCTBYIOLLIEN TEpannn MOXKET MPUBECTU K PaHHEMY fieTallb-
HOMY MCXxoAay.

Kputepuem ycnewHon 60pbbbl C MyKOBUCLIMAO30M CYU-
TaeTcs yBenuvyeHue MNPOJOMKUTENbHOCTU HUSHU U YNy4-
weHne ee KavectBa. C 1991 no 2013 r. BbIXXMBAeMOCTb
60/1bHbIX MYKOBMCLMAO30M yBenmymnacb ¢ 13 go 39,7 net
ansa pervoHa MocksBbl M [loamocKoBbs, a ang Poccuun

ycnexu B le4eHUU 3TOro 3a6osieBaHus.

MykoBucumgos (MB) — naTtonorus, ob6ycnoBfieHHas
MyTaunen reHa MBTP (MyKOBWUCLMAO3HOIO TpaHCMeMbpaH-
HOro perynatopa NpPoBOAMMOCTH), Bbi3blBatowas Hapylue-
HMWE TpaHcnopTa MOHOB XJopa, HaTpus U GuMKapboHaToB
B anuTeNuanbHbIX KNETKaX, YTO BbI3bIBAET NPOrpeccupyio-
Lee NoBpPEKAEHNE IK3OKPUHHbLIX YKeNe3 KU3HEHHO Bax-
HbIX OpraHoB. MyKOBMCLMAO3 MPM3HaH MHOrodaKTOpPHbIM
M My/JbTUCUCTEMHbIM 3a6oneBaHneM. B HacTosilee Bpems
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The article is dedicated to historical and modern trials in the sphere of mucoviscidosis in Russia, peculiarities of clinical manifestations,
pathophysiological and pathomorphological disorders and of the disease course with the analysis of the patient's register first results
in the Moscow region. The aggregate result of this evaluation is the survival rate in the Moscow region that has become almost equal
to the one in the USA and Europe and is considerably higher than in the other regions of the Russian Federation. Such a result reflects
many components of specialized care rendered to mucoviscidosis patients in the Moscow region: special centers for children and adults
have been founded, patients are actively and regularly checked and may be examined in detail during each visit, while pharmacological
support is up to world standards; this is not yet present or is developed insufficiently in many RF subjects. The article also dwells upon
the genetic peculiarities of mucoviscidosis important both for diagnosing the disease (including neonatal screening) and creation of
a panel for DNA-diagnostics and for determining the disease course to a considerable extent. It also presents information on the
prospects of gene therapy development and the first results of clinical studies.
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JNlekuyunsa

NPOAO/IKMUTENBHOCTb U3HM BGONbHLIX B PA3BMUTbIX CTpaHax
npeogonena 45-netHun pybex. Bce valle KIMHMUKUCTAM Npu-
XOAWUTCS CTanKMBaTbCs C PALOM TakKMX HOBbIX MPOSIBAEHWUNH
N OC/IOKHEHWIN, KaK caxapHbl AnabeT, BacKynuTbl, apTpo-
naTuu, OCTEOnopos, NpobnemMbl PenpPOAyKTUBHOW cdepbl.
HecMoTps Ha NOCTOSHHOE COBEPLUEHCTBOBAHMWE JfieYeHUs
M peabunmtauun 60nbHbIX MB, ypoBEeHb BbIXXMBaeMOCTH
M B pa3BUTbIX CTpaHax Bbillen Ha nnaTto. TpebyeTcs cepbes-
HOE MEePEeoCMbICIEHNE CMOXMBLUENCS CWUTyalMKM B peruo-
HanbHbIX LLEeHTpax, MOUCK pPe3epBOB AN paHHen AMarHocTy-
Kn 3aboneBaHus, NpodUNakTMKM n CBOEBPEMEHHON Tepanuu
NMOparKeHUs NEerkux, OopraHn3auum MeXAMCLMUMAMHAPHOro
noaxoga K peleHunto npobaemMbl.

McTopuyeckn onpeaeneHHol BKNag B u3dydeHne MB
BHEC/IM OTEYEeCTBEHHbIE y4YeHble U creuuanucTel. PogoHa-
YanbHWUKaMK MOEN CEPbE3HOr0 UccneaoBaHus aTon npobne-
Mbl B 6biBlIEM CCCP asunuce npodeccopa C.B. PaynHckum
1 B. K. TaTtoyeHKo, KoTopble B 1967 r. 3annaHnpoBanu Temy
KaHaugaTcKkon aucceptauum H.WN. KanpaHoBy no ndyyeHuto
pacnpoCTPaHEHHOCTH, KAMHWUKO-OYHKLUMOHANbHbLIX MNpPU-
3HaKoB, ocobeHHocTen TeyeHns MB. 3ta pabota, KoTopas
HOCWM/la MOMCKOBbIM XapakTep, Oblna ycrnewHo 3aBeplueHa
B 1970 r. 1 oTMe4yeHa umeHHoW npemuen M.C. MacnoBa
(AMH CCCP).

B panbHenwem ctanu npoBOAUTbCS pa3HOHanpaB/eH-
Hble UccnegoBaHusa He Tonibko B Mockse (B HUW negmatpum
AMH CCCP) u JleHuHrpage (8 HUM nynbmoHOnoruu nopg
pykosBoactBoM npod. T.E.[embULKON), HO M psae ApPYrux
KPYMHbIX Hay4HbIX LLEHTPOB POCCUMM M COKO3HbIX pecnybnmK
obiBlero CCCP.

B 1974 r. 6bina n3gaHa nepsas B CoBetckom Cotoze
MOHorpadus «<MyKoBucuMao3 y geten» (astopbl C. B. Paunk-
cKui, B. K. TaToueHko, H. . KanpaHoB).

B 1977 r. nagaetca coBMecTHas (COBETCKO-torocnas-
cKasl) MoHorpadusa nog peaakuuen akag. M. 4. CtyaeHu-
KunHa u npod. C. LUnyeBunya (CPPH), B KOTOpOM Gbin OTpa-
¥eHbl 0CO6EHHOCTU NopaXKeHUss 6POHXONEr04YHOM CUCTEMDI
M psga ApYruxX KM3HEHHO BaKHbIX OPraHOB M CUCTEM
y oeten, 60nbHbIX MB.

B 1985 r. 6bina BbinylweHa moHorpadua H.WN. Kanpa-
HoBa K C.B. PaunHckoro no MB, rae 0606LieHbl pesynbTa-
Tbl MHOFOfIETHMX Hay4HbIX WUCCNEeAOBaHWM WM KIAMHUYECKMX
HabNOAEHNN Ha OOCTATOMHO GO/bLIOW MONYASLUUK OETEN C
MB. B atu xe rogbl B HUM negnaTpumn ycnewHo BbIMNOHEHDI
cepbesHble uccnegosanma B obnactu MB (P.TI. ApTaMoHOB,
3.b. bptom, Bb.A. MapkoB, O.®. JlykuHa, W.K. Bonkos,
B.U. CepbuH, 3.M. Muxannosa, P A.1o6poBosbcKag,
E.B. Cepega, J1.J1. HuceBuny 1 ap.). CoBMECTHbIE yCUNUS yye-
HbIX Aanun Bnevatnsiowme peaynbratbl, KOTOPble HEe NOTePSIn
CBOEN aKTya/lbHOCTU M B HacTosiLLee BpeMs.

B 6onee no3gHunin nepuoa rnyo:xe ctanm u3y4atbcs BONpo-
Cbl NAaTOMOPDOSIOrNMYECKMX U NAaTODUIUONOTUYECKUX OCOBEH-
HOCTEN, MMKPOBMONOrM4EeCKOro ctatyca, UMMYHONOMMYECKHX,
MUKPOLMPKYISTOPHBIX, CEPAEYHO-COCYAMCTLIX HapylleHWU#n
npn MB (K.K. MpumbetoB, M.dA. Huasosa, A.b. A6unos,
M.T. Teopro6uanu, N.E. TypuHa, J1.A. [eTpocsH).

Ocob6eHHO cneayeT OTMETUTb Cepbe3Hble UccnefoBa-
HMS B 06/1aCTM MOPAXKEHUS KEeNyao4HO-KMWEYHOro TpaKTa
n renatobununapHon cuctembl (H.H. Kawunpckas), a Takxe
HEOBXOAMMOCTH U KIIMHUKO-PYHKLMOHANbHON 3bPEKTUBHO-
ctn kuHesutepanum (0. . CuMoHOBA).

lMpaKTMyeckn B 3TW Ke rofbl NPOBOAATCA ucche-
noBaHusa no npo6neme MB y B3pocnbix, Kak B CaHKT-
Metepbypre (T.E. [embUuLKas 1 ee ydeHuku J1.A. eneHuHa,
A.T. YepmeHckui, J1. KoBanéa 1 ap., a Takxe B. C. bapaHoB,
T.9. UBaleHKo ¥ ap.), Tak 1 B MOCKBe nNoj PyKOBOA-
ctBoM akag. A.T.YyvanuHa (J1. KpoHuHa, E.J1. AMenuHa,

C.A. Kpacosckuin, B.A. CamonneHko, M.B. CamcoHoBa,
A.J1. YepHsies, A.B. YepHsk, C.H. ABaees 1 ap.).

MyKOBMCLMAO3 CTan M3y4yaTbCs MyNbMOHONOrAMM, racT-
PO3HTEPOSIOramu, FreHeTMKaMuM B ApYrux ropogax Poccuwu
(E.A. CupotkuH, H.N. PomaHeHKo, B.B. YnkyHoB, M. M. Yenyp-
Hasa, A.®. HepetnHa, [A.P.CeprueHko, E.T. Ary6aHu,
J1.B. YnbsHoBa, M.A. CKaykoBa, 3.H. AxmageeBa, U.K. Awe-
poBa, E.WN. KoHgpatbeBa, J1.T1. HazapeHko, O.H. OauHoKoBa,
T.B. CumaHoBa, C.A. WagpvH v gp.).

HauynHags ¢ 1992 . cTanM MWHTEHCUMBHO W3y4aTb-
Ccf reHeTuyeckne ocobeHHocTM MB B Hawen cTpaHe
(E.K. TnHTep, H.B. Netposa, B.C. bapaHos, T.3. MBalleHKoO,
C.A. Kpacosckun, 0.MW. TonybuoBa, C.Jl. KoxxeBHUKOBaA,
. B. NaBnoB u gp.).

B HacTosilwee Bpemsa B Poccuun co3gaHa cetb U3 57 peru-
OHa/bHbIX LIEHTPOB ANS AWMArHOCTUKM W NeyeHus peTen
1 10 ueHTpoB Ans B3pocibix 60bHbIX MB. B 60nblMHCTBE
M3 HWX CO3AAlOTCs PErucTpbl, BKAKYAOWME 3NUMAEMUONO-
rMyeckme nokasartenu, nHbopmaumio 06 OCHOBHbIX AMarHo-
CTUYECKUX KPUTEPMAX M MEPBbIX CUMMNTOMax 3aboneBaHus,
TeKylMe nokasaTenu HyTPUTUBHOTO U MHOEKLMOHHOIO CTa-
Tyca, napameTpbl Nero4yHon GyHKLUMU, YacToTy 060CTPEHUN,
Hann4yne oCNOXKHEHWUN, a TakKe 06beM 6a3UCHON Tepanuu.

Pernctp 601bHbIX NO3BOASET NPEACTaBUTb Hanboee 3Ha-
4YUMblE CUMMTOMbI, KOTOPbIMU MaHUbeCTUpPYeT 3aboneBaHue.
MoMMMO TpaAMLMOHHBIX PECMMPATOPHbIX MPOSIBAEHWUI, NpPw-
3HaKoB ManbabcopbLmm U acCOLMMPOBAHHOIO C HEN HU3KOro
HYTPUTUBHOrO cTaTyca KAMHWYECKM 3HAYUMbIMMU SBASIOTCS
XPOHMYECKNE, OCOBEHHO MOSIMNO3HbIE, PUHOCUHYCHTLI, BbiNa-
[eHVe MPSIMOM KULUKK, SNEKTPONUTHbIE HapyLleHUs y AeTen
paHHEro BO3pacTa, HepeaKo MNPOSBASAOWMECS XKU3HEYrPo-
YKaeMbIM CHUKEHWEM YPOBHEN Kanus, HaTpus, XJI0PUA0B.

B pervMoHanbHbIX LIEHTPax OCYLLEeCTBASETCH aKTMBHas
[MarHoCTMKa, NeyeHne, MeaunKo-couManbHas aganTtauus
605bHbIX MB, co3aaHbl 06LECTBEHHbIE POAUTENBCKME Opra-
HM3auMK, BKIOYaIOLWME KaK CNeLnanncTos, Tak U B3POCbIX
60/bHbIX MB.

B 6onbwnHcTBE cTpaH EBponbl n CeBepHON AMEPUKHM
pacnpocTtpaHeHHocTb MB coctaBnset ot 1:2000 go 1:4000
HOBOPOXAEHHbIX. B pasHbix permoHax Poccun oTmevaetcs
6onee HU3Kag 4actota — 1:4800-1:14000 HOBOPOXKAEH-
HbIX, YTO MOXET O6BACHATLCA BAUSHUEM CMELIEHUS CNaBsH-
CKOM U GUHHO-YropCKOW nonynsuni B xoge dbopmMuMpoBaHus
pyccKkow HapoaHocTu [1, 2]. ChegyeT oTMeTUTb, 4To B Poccum
y 3HaYMUTENbHOM YacTh 60NbHbIX MYKOBUCLIMAO03 [0 HEAaBHE-
ro BPEMEHW HE AMArHOCTUMPOBAsICH, UKW AMArHO3 CTaBuiCS
B MO3[HWE CPOKM.

C BKtoyeHnem B 2007 r. MB B nporpammy obs3aTefib-
HOr0 HeoHaTaNbHOI0 CKPUHWHIA OTMEeYaeTcs 3Ha4YuTeNnbHoe
yAydlleHne AMarHoCcTukM 3abonesaHusa B Poccuun. BonbHbIM,
BbISIBIEHHbIM B XO[€ HEeOoHaTasbHOro CKPUHWHIa, ajeKBaT-
Has Tepanus Ha3HavyaeTcs paHblle, YeM B cryvyae AuarHo-
CTUKM Ha OCHOBAHWK KIIMHWUYECKUX CUMMITOMOB. Kpome Toro,
HeoHaTaNlbHbI CKPUHMHT MO3BONSET YMEHbLNTb CTpecc Ans
poauTenen 60nbHOro pebeHKa, CBA3AHHbIN C OTIOXEHHbIM
AnMarHo3oM. CKpUHUHT npegnonaraeT U BO3MOXHOCTb paH-
HEro reHeTMYecKoro KOHCY/NbTUPOBaHMS (4O 3ayaTus cre-
ayouero pebeHKa), YTo CMOXKET NOBAUATb Ha PenpoayKTUB-
HOe noBefeHne CynpyroB v UX POACTBEHHUKOB. Tak, nocne
BBEAEHUSI CKPUMHWMHIOBOM MNporpamMmbl Bo PpaHuuu (npo-
BMHUMSA BpeTaHb) Npom30LW0 CHUXKeHWe YacTtoTel MB cpeaun
HOBOPOXAEHHbIX Ha 15-30%. BHeapeHne HeoHaTanbHOro
CKPUHMHra B Hawen cTpaHe (MockBa, CaHKT-lleTepbypr,
BopoHex, KemepoBo, YeboKcapsbl, fdpocnasnb U Ap.) cno-
co6cTBOBaNoO paHHen gnarHoctnke MB: ¢ 45 gpo 70% yBe-
JIMYNNOCH KONMMYECTBO 6OJNbHbIX, KOTOPbIM AMarHo3 6bin
yCcTaHOB/EH B Bo3pacTe 4o 1 roaa.



3a nepunog 2006-2013 rr. B Hallen cTpaHe obcneno-
BaHo 6onee 11 MIH HOBOPOXAEHHbIX. 3a60eBaEMOCTb
MB B Poccuu coctaBnsetr 1:10498 HOBOPOXKAEHHbIX [1].
OaHaKo, Mo HaleMmy MHEHUIo, B Cilydae OTCYyTCTBMS obLLeno-
NyNSLMOHHOIO OXBaTa HOBOPOMKAEHHbIX, CKDUHUHI HEMUHYE-
MO yTPaTUT CBOE NPOPUIAKTUYECKOE 3HAYEHHE.

MyKOBHUCLIMAO3 XapaKTepusyeTcs LUMPOKOW Bapuabenb-
HOCTbIO KIMHUYECKMUX MPOSIBIEHUIN, YACTUYHO OOBSCHAEMOW
60/blIMM YMCoM mMyTauun B reHe CFTR (http://www.genet.
sickkids.on.ca/cftr/), no-pa3zHoMy BAMUSIOWMX Ha YHKLMUIO
6enka CFTR. B 3aBUCMMOCTM OT MexaHW3Ma, Hapyliatoule-
ro ¢yHkumio 6enka CFTR, mytaumun reHa CFTR pasgensior
Ha 6 KnaccoB (Tabn.) [3]. Mytaumm |I-Ill Knacca ropasgo
6onee cepbe3HO HapylwatoT dyHKuUMIo 6enka CFTR, yem myTa-
umm IV=VI Knacca, 1 accoummpoBaHbl ¢ Knaccuiyecknum MB.

Hanunune gByx mytauuu |, Il n lll KnaccoB B roMO3MroTHOM
WM KOMMNayHAHOM COCTOSIHMM BCErga accouMmnpyeTcs ¢ naH-
KpeaTU4yecKowm HefoCTaTOYHOCTbIO, 3TU MyTalMK Ha3blBatloT
TSXKENbIMU B OTHOLEHUW HapylweHns GYHKLMM NOAXKeNyaoY-
HOW enesbl. Y 60/bHbIX C COXPAHHOM OCTAaTOYHON QYHKLIMEN
NOAXKENyA04YHOM XKenesbl MMeeTcs, N0 KpanHen Mepe, ogHa
myTtaunsa IV, V unn VI Knacca, 3Tn MyTaumn Ha3blBalOT MSAr-
KUMH, T.€. MSATKME MyTaLuW OOMMUHMPYIOT HaA TSXKENbIMU
B OTHOLLIEHWWN NaHKpeaTuyeckoro ¢eHotuna [4, 5].

B HacTosillee BpeMs U3BECTHO, YTO Hanu4yme mMytauum |
mnu Il Knacca Ha 06enx XpOMOCOMax acCoLMUpyeTCs TaKKe
C 6onee TAXKeNbIM NOParKEHUEM JIEFKUX U MEHbLLEN NPOAOSI-
XUTENbHOCTbIO XXU3HU [1, 5, 6].

B MOCKOBCKOM LIEHTPE M3Y4YeH CNEKTP U OTHOCUTENbHASA
yacTtoTa MyTauun B reHe CFTR B 06LIMPHON BbIBOPKE 6O0Mb-
HbIX MB (776 4enoBeK) U3 pa3Hbix permoHoB Poccuu. K gnar-
HOCTMYECKM 3HAYUMbIM MyTaumMaM 6bi1n oTHeceHbl: F508del
(54,2%), CFTRdele2,3 (21kb) (7,2%), 2143delT (2,1%),
W1282X (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%) n 394delTT (0,5%).
dons HenaeHTUOUUMPOBAHHbBIX MyTauuin coctaBuna 23%.
Paznnunga cnektpoB MyTauuih U 4acToTbl 3a60NeBaHUs BHO-
CAT OnpefefieHHble CMOXHOCTM B pa3paboTKy NPOTOKONI0B
OHK-anarHoctMkn MB 1 reHeTM4ecKoro KOHCyNbTMPOBaHNUA
HaceneHuns pasHblX 3THUYECKMX TPYMM B Pa3/IMYHbIX Perno-
Hax. XoTa BapuabenbHOCTb KIMHUYECKOro TevyeHus MB,
HECOMHEHHO, 06yCNOBI€Ha MHOMOYMCIEHHOCTbIO FEHOTHUMOB,
HO pas3Inyunsg B Te4eHMn 3a6oneBaHns y 60/bHbIX C OANHAKO-
BbIMW MyTaLMAMK (B 4aCTHOCTH, Yy CMOCOB) npeanonarator
B/IMSIHUE Ha KIMHUYECKYID KapTuHy MB MHOrmMx ¢aKkTtoposB:
CFTR-myTauumn, moaMdeuLUMpyOLIMX BapuMaHTOB KaK B reHe
CFTR, TaK 1 B APYrux reHax, TakKe BeIMKO 1 BAUSHME paKTo-
pPOB OKpyrKatolLen cpeabl, BKIoYasa Tepanuto [5, 7, 8].

B Te4yeHne nepBOro roga *M3HW UK No3gHee, 4acto nocne
BUPYCHON MH)EKUMKN, CHUKaowen abPEKTUBHOCTb S10Kab-
HbIX MEXaHM3MOB MPOTUBOMMKPOBOHOW 3aLLMTbI, HUXHUE OTae-
Nlbl PECMMPATOPHOro TPaKTa KOMOHU3UPYOTCA 6ObWNM KOMK-
4eCTBOM pasfinyHbIX NaToreHHbIX MMKpobos [1, 9, 10].

Ta6nuua. Knaccel mytauuin B reHe CFTR

Poct 6akTepuin B 6poHXxmManbHOM aepese y 60bHbIx MB
WHAYLUMPYET 3HaYUTENbHbIV BbIGPOC HENTPODUIOB, U B OTBET
Ha BOCMaseHnMe BO3pacTaeT 3KCNpeccuss NpPoBOCHaIUTENb-
HbIX LMTOKMHOB IL 13, paKTopa Hekpo3a onyxonu o, IL 6, IL 8.
TpaHCKpUNUMSA NPOBOCNANUTENbHbIX LMTOKMHOB, KaK HeaaB-
HO 6bl/10 MOKa3aHo, perynunpyetca aaepHbiM dakTtopom NF-kB
W TpaHCKpUNuUMoreHHblM paKkTopom 6enKka aktuBatopa ARL.
MoBbIWEHHAA IKCNPECCUS ITUX LIUTOKMHOB COMPOBOXKAAETCH
yMeHblleHnem akcnpeccun IL 10 — aHTMBOCNANUTENbHOIO
dakTopa [3, 11-25]. [MnepnpoayKuns npoBocnanmuTesbHbIX
LIUTOKMHOB CTUMYSIMPYET MOBUIN3ALMUIO HENTPODUIOB U UX
CKOMJieHMe B OpOHXoNeroyHom cucteme. [depuBaTtbl 3TUX
TMOBHYLWNX HENTPODMIOB — 3nacTasda, NpoTeasa, OKcMaasbl
N LMTOKMHbI — MOTYT HENOCPEACTBEHHO pa3pylwaTb ieroy-
Hble CTPYKTYpbl, BO3AENCTBYS Ha 3/aCTUH W CTPYKTYPHble
6enku. Kpome Toro, anactasa HeMTpPoduI0B — NoTeHLUMaNb-
HbI CTUMYNATOP NpoayKuun IL 8 n 6poHXManbHOro cexkpe-
Ta. KNMHUYECKNUM NPOosIBNEHMEM MOPOYHOro Kpyra O06CTpyK-
UM — MHPEKUNS — BocnaneHne — noBpexKaeHue TKaHen
NErkux aBNseTCa NporpeccupytoLiee CHUMKeHne GyHKLUMOHaNb-
HbIX MOKasaTenen pecnupatopHon dyHKumm [1, 6, 26, 271].

BbipaxeHHoe BocnaneHue onpegensercs yxe y 1/3 60nb-
HbiX MB rpyaHoro Bo3pacrta. B HacTosiwee BpeMs KOMIMbIO-
TepHas Tomorpadusa BbICOKOro paspelleHnss npuaHaetcs
605ee YyBCTBUTENbHbBIM M JOCTYNHbIM METOAOM A/19 BblfiBAE-
HUS TaKUX CTPYKTYPHbIX HapyweHun npu MB, Kak yToniieHune
CTEHOK OGPOHX0B, KUCTbI, GPOHX03KTa3bl K aTeneKkrasbl [1].

MnaH BeaeHns 60nbHbIX MB npegycMaTpuBaET X aKTUB-
HO€e aucnaHcepHoe HabnaeHue, NekapCcTBeEHHoe obecre-
yeHne W nevyebHO-peabUNUTALMOHHbIE MEPONPUATUA C
BHEAPEHUEM COBPEMEHHbIX TeXHONOrMK. Mpu npaBuibHOM
opraHmM3auunu neyebHOro npouecca BeeHne MHOMMX 60Mb-
HbIX MB MOXeT ocylecTBNATbCS ambynaTopHo, 6€3 Hapylue-
HUS MX 0ObIYHOIrO 06pa3a KU3HU.

[Ons KoHTponsa cocTtosiHnsg 6onbHbix MB, B TOM 4yucne
HOBOPOXAEHHbIX 6€3 KIMHUYECKUX NPOSBEHNN 3aboneBa-
HUS, HEOBX0AMMO perynsipHoe HabnogeHne cneumanucTamm
LleHTpa MyKoBMUCLMAO3a.

0693aTtenbHbiMK COCTABNAOWMMHK ie4eHns 60/bHbIX MB
ABNAOTCA aHTUMUKPOGHas Tepanus, 3aMecTuTeNbHasa Tepa-
nusa npenapataMmu NOAXKeNnyao4HoM Kenesbl, nevyebHasa dns-
KynbTypa (PU3K0-, KUHE3UTepanus), AMeToTepanusi, MyKoIu-
TUYeCKas U BUTaMUHOTepanus, ne4eHne ocnoxHeHnn MB.

CpaBHeHVe ob6bemMa M XapaKkrepa 6a3ucHOM Tepanuu
C €BPOMENCKUMU LIEHTPAMK, AEMOHCTPUPYHOLWMMU Bonee
BbICOKYIO BbIXKMBAEeMOCTb MaLMEHTOB, NMO3BONSET BbISBUTb
OCHOBHble TeHAEHUWMW W cnabble CTOPOHbI B CTpaTeruu
neyenns MB. OxBaT 60/bHbIX 3aMeCTUTENbHOM Tepanuen
naHKpeaTU4eCKUMKU depMeHTaMn COOTBETCTBYET KoNiMye-
CTBY 6O0JIbHbIX C HEOOCTAaTOYHOCTbID 3IK3OKPUHHON OYHK-
UMK nomKenyaoyHon xenesbl (92,7%). CyuiectBeHHO 6onee
LUMPOKOE Ha3HayeHWe npenapaToB YpPCOAE30KCUMXONEeBOM
Kkucnotbl (YOXK) 06bACHAETCA MHbIMU KPUTEPUSMU AN ee
HasHayeHusa. CornacHo GONbLIMHCTBY MEXKAYHaPOAHbIX

Knacc MaTonornyecku npouecc MyTtauuu
| HapyweHue cuHTe3a npoTtenHa GbH42X, W1282X, R553X, 621+1C>T, 2143delT, 1677delTA
Il HapylweHure npoueccuHra uam TpaHcnopta 6eka F508del, N1303K, I507del, S549l, S549R
1l HapyweHue perynsuuu Gb51D, G1244E, S1255P
[\ CHW)XeHWe NpoBOAMMOCTH R334W, R347P, R117H
\ CHWXKeHMe ypoBHS HopManbHbIX MoneKkyn 6enka unv PHK 3849+10kbC>T, A455E, IVS8(5T), 1811+1,6kbA>G
Vi CHWXXeHWe cTabubHOCTM NPOTENHA S1455X
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JNlekuyunsa

pekomeHaaumn, YOXK nokasaHa npu o6Hapy*KeHun AByX Unu
6onee aMNM3040B MOCNeLOBaTE/IbHOrO MOBbIWEHUS TPaHC-
amuHas [4, 5]. Mbl CKIOHHbI K 60/1e€e paHHEMY Ha3HaYEeHUIO
npenapara, gake npu OTCYTCTBMM KIMHWUKO-NabopaTopHbIX
NPU3HAKOB MopaxkeHus nedeHu [9]. lMomob6HbIM noaxon
KaXKeTcs HaM onpaBAaHHbIM, MOCKOMbKY Yy psada 60MbHbIX,
Ja)Ke Mpu OCNOXKHEHHOM MopTajibHOW TMNEPTEH3UEN LUp-
po3e, Mbl He Habn4anu NOBbILEHUS YPOBHS TPAHCaMUHA3.
lNoka3aHuem ana HasHadvyeHunsa YOXK aBnsetca o6HapyKeHne
nepBbIX YNbTPa3BYKOBbLIX MPW3HAKOB Xojectas3a, a WMMEH-
HO MOBbIWEHNE IXOTEHHOCTU MapeHXxnMbl nevyeHun [27-30].
HecmoTpsa Ha HabngaemMblt HaMK U OMUCbIBAEMbIN B NUTe-
paType o6patuMbli (MO4 BAUSHUEM TEPANNKN) XapaKTep TaKnx
M3MEHEHUN, KaK »XMPOBOW renarto3 W xonectas, paHHee
Ha3HayeHue YOXK He NpUBENO K CHUXEHMUIO Yncna 60NbHbIX
C LLMPPO30OM NEeYeHn B NoNyasLmm.

Mcnonb3oBaHMe WHIANALMOHHbIX AHTUCUHErHOMHbIX
aHTMOMOTUKOB HE COOTBETCTBYET KOMYECTBY OGOJbHbIX C
XPOHMYECKON WHbEKUMeN, obycnosneHHon Pseudomonas
aeruginosa, v obecnednsaeT TonbKo oT 30 Ao 50% noTpe6-
HOCTM B CUly NPOBIEM PETMOHANBbHOIO MEANKAMEHTO3HOMO
obecnedvyeHuss. Mexay TeMm cTpaTerus aHTMbakTepuanbHOM
TepanuuM B OTHOLEHUU BbIXXMBAEMOCTU ANa 60/bHbIXx MB
MMeeT NepBOCTENEHHOE 3HaYeHKne, YTo TpebyeT KOHLIEHTPa-
LMW YCUNUIM BpadYen U 0BLWECTBEHHbIX OPraHM3aLnin Ha aToM
npo6neme. BrnoyeHne B 6a3nCHYO Tepanunio MakponuMaoB
B cy6TepaneBTUYECKMX A03aX, B HACTHOCTU a3UTPOMMLMHA,
NPOAMKTOBAHO NPOTUBOBOCMNANUTENbHLIM U UMMYHOMOZY/H-
pylowum gencrtesmem. Ero BAnsiHMe Ha 4acToTy 060CTpeHUM
XOpoLWwo AoKasaHo [7, 10]. ASUTPOMULMH B MHTEPMUTTUPYIO-
WeM pexunme peKoMeHAyeTcs BceM nauMeHTam C Xpo-
HUYECKOW CUHErHoMHOM WHdeKuMen, ogHaKo, ero 6onee
LWUMPOKOE MCMONb30BaHWE OrpaHMYeHO HWU3KOM KoMMna-
EHTHOCTbIO B CBSI3U C OTCYTCTBMEM ObICTPOro, CyObeKTUBHO
oT4yeTnnBoro addekra.

MpUMeHeHMe MyKONUTUYECKMX NpenapaToB HanpaBieHo
Ha pas)KMKeHUe BA3KOro cekpeta U addeEKTUBHOE ouuLle-
HWe 6POHXManbHOro AepeBa OT BA3KOM MOKPOTbl. HecmoTps
Ha aKTMBHOE MNPUMEHEeHWEe B MNpaKTUKe TpaguLMOHHbIX
MYKONUTUYECKNX MpenapaToB npu MB (TMOnbl, am6poKco-
na ruapoxnopma, GM3nonorMyecknin pacteop), npenapaTtom
Bbl6Opa, 6€3yC/IOBHO, ABASETCA MEHHO-UHKEHEPHbIN MYKO-
NUTUK gopHasa anbda (Mynbmo3um, XodbdmaHH-J1a Pow J114,
Lsenuapus). Npenapat Bolwen B YTBEPXKAEHHbIN pacnops-
»eHueM MpaButenbctBa Poccuitckon deaepaunm ot 2 OKTa-
6ps 2007 . nepeyYeHb IEKapCTBEHHbIX CPEACTB, 3aKynaemMbix
ansa nevyeHuns 6onbHbIX MB B paMKax nporpammbl «7 HO30/0-
rM». BbICOKMIM NPOLLEHT UCNONb30BaHUA npenapata (89,5%)
CBSI3aH C ero pUMHaHCOBOW AOCTYMHOCTbIO 3a CYET CPEeAcCTB
depepanbHOro 6oaxKeTa.

[JoKa3aHa BblCOKas KIMHUKO-PYHKLMOHaNbHas adpodeK-
TMBHOCTb M 6€30MacHOCTb AOpHa3bl anbda y 60/bHbIX BCEX
BO3pacToOB (HauynHasa C NepBOro Mecsila XU3HW), a TaKKe
y NaLMEHTOB B TAXKENOM COCTOSIHMKM, KOTOpbIM npenapaT
MOXET Ha3Ha4aTbcs 40 2 pa3 B CyT. 10 AaHHbIM 3apy6eHbIX
nccnegoBaHU, COOCTBEHHbIX KIMHUYECKUX HabntogeHun
M cneunanbHbiX WCCNefoBaHWK, AOpHa3a anbda obnajga-
€T BaKHbIMWU HEMYKONUTUYECKUMKU IPDEKTAMU U NOKa3a-
Ha TakKXe 60/ibHbIM, HaXOAAWMMCS Ha TFEeHHOW Tepanuu.
[onoxuTenbHbIM ONbIT MPUMEHEHUS MNpenaparta y AeTen ¢
2-mecsi4HOro Bo3pacta B Poccuickom ueHTpe MB, psae
pernoHanbHbIX LLEHTPOB, @ TaKXe [AaHHble Hay4YHbIX ny6nau-
KaLMM NO3BOAUIM PaCIMPUTb BO3PACTHbIE PAaMKKU NPUMEHE-
HWS fOpHa3bl anbda M UCMOoNb30BaTb NpenapaT y 60MbHbIX,
BbISIB/IEHHbIX B XOA4€ HeoHaTaNbHOr0 CKPWHWHra [26, 27].
TaKoe WKpPOoKoe U paHHee Ha3HaYeHNe reHHO-UHKEHEPHOTO
MYKOMIMTUKa MO3BOJIUT B [alibHENLIEM OLEHUTb 3ODEKTUB-

HOCTb €ro A/IMTENbHOM0 MPUMEHEHUS B OTHOLLEHWUM OBbIYHOMO
CHUXEHWS Nero4yHom GyHKUMK, NPOodUIaKTUKN KONOHU3aLU MK
CUHErHOMHOM MHOEKLMMK, YMEHbBLUEHMS YUCNa 0BOCTPEHMN.

BbpoHxonuTuyeckmne npenapaTtbl B coctaBe 6a3WCHOM
Tepanuu nNpeacTaBneHbl B CYLECTBEHHO MeHblleM o6beme
B CPaBHEHWW C €BPOMENCKUMU LIEHTPaMU. TaKTUKa HalMx
cneumanncToB 6a3npyeTcs Ha MCNOb30BaHWKU GPOHXONUTK-
KOB TO/IbKO Y 60J1bHbIX C 06paTUMbIM KOMMNOHEHTOM OBGCTPYK-
UMW UAK Y TeX, KTO MUCMbITbIBAET CYyOGbEKTUBHOE yyylleHue
6POHXMaNbHOM NPOXOAMMOCTU MOC/E UHTaNALMK B,-aroHncTa
KOPOTKOro AeNCTBUS.

XapaKtep MuKpobuonorndyeckon oaopbl 3a nocnea-
Hee JecsATuneTve npetepnesn CyWeCcTBEHHbIE WM3MEHEHMS.
Han6onee pacnpocTtpaHeHHbIMUK ABAAOTCA Staphylococcus
aureus, Haemophilus influenzae v P. aeruginosa. B HacTo-
fluee BpemMsa OTMeyaeTcs yBennyeHue 4vucna 60MbHbIX,
MHOUUMPOBAHHbIX APYron rpamoTpuuatenbHon &nopom:
Stenotrophomonas maltophilia (3%), Acinetobacter (1%),
Achromobacter (Alcaligenes) xylosoxidans (2%), Ralstonia
pickettii (1%), Burkholderia cepacia (4%), rpubamu, BKIOYas
Aspergillus, Nontuberculous mycobacteria v gp.

B cTpyKType HedepMeHTUpYyoLWmMx rpaMoTpuLaTeNb-
HbIX MWKPOOPraHW3MOB Beaywas poib MNPUHALNEKNT
P. aeruginosa. O6GHapyxeHWe Jpyrux BMAOB MCEBAOMO-
Had, KOTOpble He SBASITCA NaToreHHbIMM AN YenoBeka
(Pseudomonas putida n Pseudomonas fluorescens), MoxeT
OblTb CBSI3@HO C OWIMOBOYHON MAEHTUdUKaLMeEN apyrx npea-
cTaBuTenen HedepMeHTUPYIOLLEH rpamoTpUuLaTesibHon o-
pbl, Hanpumep A. xylosoxidans. 3T0 TpebyeT perynspHoro
NpOBeAEeHNs KOHTPOAS KayecTBa perMoHanbHbIX flabopaTo-
pPUM 1 UCNONb30BaHUA pedepeHCHbIX 1abopaTtopuit BO U3be-
YaHWe AnarHoCTMYeCKunx olnBoK. B ogHOM 06pasLie MOKPOThI
BO3MOXHa naeHTudumkaumns go 3 mopdotunos P. aeruginosa,
pas3nuyaloWwmnxcs no YyBCTBUTENbHOCTU K aHTMOMOTUKaM:
MAAHKTOHHbIA, MWKPOKOMOHWANbHbIK U MYKOWAHBbIA. PocT
aHTMOGaKTepUanbHOM PE3UCTEHTHOCTU $SBASETCH XapaK-
TEPHOW 4YepToW nocnegHux NeT. YPOBEHb PE3UCTEHTHOCTH
CUHErHOMHOW ManoyvykM K npenapaTtam 3aBUCUT U OT MUKPO-
OMONOrMYeCcKoro cratyca nauMeHToB (MEpPBUYHbLIN BbICEB
WK XpPOHMYeCcKass MHDEeKUMs). BbicOKas 4yBCTBUTENbHOCTb
LWITaMMOB MpKU NEPBMUYHOM BbiceBe P. aeruginosa ¢ BbICOKOM
CTENeHbI0O BEPOSTHOCTM MO3BONSET NPEANONOXKMTb KOO-
HM3aLUMI0 BHELWHECPEeaOBbIX MUKPOOPraHM3MOB B OTAM4YME
OT XPOHWYECKM WMHOULMPOBAHHBIX MALMEHTOB, Y KOTOPbIX
PE3NCTEHTHOCTb BO3pAcTaeT C TEYEHUEM BpemMeHu n obbe-
Ma MpoBOAMMOM aHTUCUMHErHOMHOMW Tepanuu. YcTaHoBNEHa
npsimasi CBA3b CPOKOB MepBMYHOro BbiceBa P. aeruginosa
OT MOCEeLEeHNa AETCKUX YUYPEXKAEHWUN, a TaKKe OT 4acToTbl
W AAUTENbHOCTU rocnuTanu3auui, 4To MO3BONSET caenatb
OAHO3HaYHble BbIBOAbl OTHOCUTENBHO YXECTOYEHUS NOKa3a-
HUW ONS HaxOXAEeHWs B CTalMOHapax M BOCMUTaHUS geTen
MAaawero Bo3pacTa B AETCKUX KonekTuax. Mpsmas Kop-
penauus pes3ucTeHTHbIX WTaMmoB P. aeruginosa, o6Hapy-
JKEHHbIX Yy 60/bHbIX NPU MEPBMYHOM BbICEBE C YacTOTOM
W ONUTENbHOCTbIO MpebblBaHWa B YCNOBMAX CTauMoHapa,
JIMWHKUIM pas ybexxaaeT B He06X0ANMMOCTH 60/1ee B3BELIEHHO-
ro noaxofa K Tepanuu naunMeHToB C KOJIoHM3auuMen S. aureus
W onpeaeneHus nokasaHun K rocnutanusaumn. Y 60MbHbIX,
XPOHMYECKM MHOULIMPOBaHHbIX P. aeruginosa, ypoBeHb pe3u-
CTEHTHOCTM CYLLECTBEHHO 60/1e€ BbICOK M MPOLOSIKAET pacTm
co BpemMeHeM. 1o Bcen BEPOSTHOCTH, 3TO CBA3aHO C MacCuB-
HOWM W NPONIOHTMPOBAHHOM aHTUBAaKTEPHUabHOM Tepanuen.

B nocnegHue rogbl 0cobykd OnMacHOCTb MNpeacTaBnseT
MHUUMpPOBaHUe B. cepacia, KoTopas AOCTOBEPHO yXyalla-
€T COCTOsiHMe 60/IbHOro M ero nporHo3. Mo aaHHbiM DIy
«HWUW nynbmoHonornn» ®MBA Poccun (Mocksa), B 2009 T.
B MOKpOTe B3pociblx 60/bHbIX MB B. cepacia 6bina o6Hapy-



»eHa B 10,6% cny4yaeB, B To BpeMsl Kak B 2007 . — nuwb
B 1,1% Bcex 06pa3LoB MOKPOThI [6]. TaKoW CTPEMUTENbHbIN
pPOCT Obla1 06YCNOBEH NOCTYMNEHUEM YKe UHPULMPOBAHHbIX
nauueHToB M3 NeguaTpUYyecKom KIWHWUKKW, MEPEKPECTHbIM
MHOULIMPOBAHWEM MEXAY B3POC/bIMM NaLMEHTAMM, a TaKKe
pacnpocTpaHeHMeM WMHPEKLMM B PErnoOHaNbHbIX LEHTpax.
Bcero 3a nepunog 2005-2010 rr., cornacHo perucrtpy 60/b-
HbIX, HabngaemMbix B MOCKOBCKOM LieHTpe MB B3pochbiX,
M3 237 naumeHToB B Bo3pacTe 17-44 net y 44 (18,6%)
6bIN0 BbIIBNEHO Hannyue B. cepacia. Taknm 06pa3om, YUCNo
60/1bHbIX, MHOUUMPOBaAHHLIX B. cepacia, B Poccun ctpemu-
TenbHO pacTeT. B cBs3M ¢ pacnpocTpaHeHueM B. cepacia
CTaHAapTbl rocnutanu3aumm u amobynaTopHOro fieyeHms
60/1bHbIX AO/TKHbI 6bITb NEPECMOTPEHbI.

Cpean HedpepMEeHTUPYLWKUX rpaMMoTpULLaTeNbHbIX
MWKPOOPraHM3mMoB oOTMe4vaeTcs pocT S. maltophilia w
A. Xylosoxidans. XpoHnyeckasa MHDEKLUSA, acCOLMMPOBaHHas
C UMMYHHbIM OTBETOM Ha S. maltophilia, aBnseTca npeau-
KTOpoMm 60s1ee YacTbix 060CTPEHMI, HO HE OKa3blBaeT cylle-
CTBEHHOIO HEraTMBHOMO B/IUSHWUS Ha NErovyHylo GyHKLMIO
[31, 32]. Ana S. maltophilia xapakTepHON ABNSETCA CMOH-
TaHHas apagnKaumsa. CneunduKon KIMHUYECKUX LITaMMOB
3TOro BMAa ABASETCA NPUPOAHas YCTOMYMBOCTb K 6OMbLUNH-
CTBY COBPEMEHHbIX aHTUMUKPOGHbLIX NPENapaToB LWMPOKOro
cneKTtpa aencrteus. Cumtaercs, 4To 60nbHble MB nMHbULMpPO-
BaHbl YHUKanbHbIMK WTamMmaMun S. maltophilia, n nepeaaya
WX OT NaLMeHTa K nauMeHTy HeBo3MOKHa [33]. OgHaKo, Mbl
HabnganM MHOroneTHU BbiceB Yy cnbcoB S. maltophilia
CO CXOAHOM aHTubaKTepuanbHOW 4YyBCTBUTENbHOCTbIO, YTO
JaKe Npu OTCYTCTBUM MONEKYNSIPHO-TEHETUYECKOrO TUMMPO-
BaHWS NogBepraeT COMHEHMIO 3TO YTBEPKAEHME.

OcobeHHocTbio A. Xxylosoxidans aBRgTCA TPYAHOCTU
GEeHOTUNMpPOBaHMS, HepeaKO OTMeYaeTcs OWNBoYHasa naeH-
TubMKauma Opyrux npeacraButenen HedbepMeHTUPYIOLLEN
rpamoTpuuaTensHon ¢nopbl, 0c06eHHO B. cepacia complex,
4yTO TpebyeT acKanaumMm Mep No KOHTPOO Had MHbEeKLUUnen
[32]. XpoHnyecKkas KonoHunsauua A. xylosoxidans conpoBo-
KAAETCS BbIPaXKEHHbIM BOCMANWUTEbHbIM OTBETOM MW YXyA-
WEHNEM KIMHUKO-OYHKLIMOHANbHbBIX NOKa3aTenemn, CXoaHbIX
C TaKoBbIMWU MNPU XPOHUYECKOWN CUHETHOMHOW MHODEKLMNK.
Crnoco6HOCTbID MUKPOOPraHM3moB GopMupoBaTb BUOMSIEH-
Ky OGBLSACHSAIOTCA Heydayu MX 3dpaavKauum M3 opraHuv3ma
Ha ¢oHe aHTMbaKkTepuanbHon Tepanuun [8, 33]. O6WUM
ansa 060MX MUKPOOPraHM3MOB SBMASIETCH WX BbICOKMW YpO-
BEHb PE3UCTEHTHOCTM K aHTMbGaKTepuasbHbIM Mpenapatam
1 OBGHapyKeHWe Nocsie Kypca BHYTPUBEHHOW aHTUCUHEMHON-
HOW Tepanuu, NPOBEAEHHOrO B YCNOBUSAX CTaLMOHapa.

MNMocnegHee 06CTOATENBLCTBO MOCAYKMUAO NMPUYMUHOM NOUC-
Ka HO30KOMMWaNbHbIX MCTOYHMKOB WHPUUMpPOBaHUA. Tak,
Hanpumep, B ApociaBCKOM permoHanbHOM LieHTpe MB 6bi10
npoBeAeHO crelunanbHoe o6cneaoBaHMe, KOTOpPoe NoKasa-
110, YTO CTOKM PaKOBWH W TyaneTbl ABASAINCL Cpeaon obuta-
HUSE HedEePMEHTHPYIOWMX rpaMoTpuLaTeNbHbIX MUKpPOOpra-
HM3MOB. He cTanun ucktoyeHmem obopyaoBaHue B 3ane ans
KWHesnTepanuun (AKUNeT ANs BbICOKOYACTOTHOM OCLMANALMM
rPYAHOW KNETKU) U PYKU nepcoHana. BamHbIM CRyXUT TOT
daKT, 4To 3a60p CMbIBOB OCYLLECTBAANCS Nocne 06paboTKu
o6opyaoBaHusa B COOTBETCTBMK ¢ npeanucaHnamu CAHIMNMHa
W MbITb PYK MPOTOYHOM BOAOM C MblioM. OBHapy»KeHue
B 2 C/ly4asx CXOAHOW aHTMOGaKTepuanbHOM 4YyBCTBUTENbHO-
CTV MUKPOOPraHM3MOB, MAEHTUOULMPOBAHHLIX Y MaLMEHTOB
M B CMbIBax C rocnutanbHOro o60pyAoBaHusl, No3BonseT
NPeanoNoXnUTb BOZMOXHOCTb BHYTPUOONBHUYHOIO MHOULIK-
poBaHus. OTCYTCTBME MONEKYNSPHO-TEHETUHECKOrO TUNUPO-
BaHWS BO30yaMTENEN He NO3BONSET CYUTATh 3TO NOSIOKEHME
[JOKa3aHHbIM, OAHAKO M HEe yMansieT He06X0AMMOCTH YXKeCTO-
YeHUs Mep MHOEKLMOHHOIO KOHTPONS B OTHOLLEHUKN 6ONbHbIX

MB. NUcnonb3oBaHue 3ana ne4ebHon GUIKYNbTYPbl HE TOSb-
KO /19 COBMECTHbIX, HO U MHAMBUAYANbHbIX 3aHATUI NaLMeEH-
TOB ¢ MB 6€3 COOTBETCTBYIOLWEN 06PabOTKKN NOCE KarKaoro
601bHOMO ABNSETCA HeAonycTUMbIM. uneTol AN nposege-
HUS 3KCTPanyIbMOHaNbHON NEPKYCCUMN TaKKe AOMKHbI OblTb
cTporo uvHaMBuayanbHbiMU. O6HapyxeHue S. maltophilia v
A. xylosoxidans B rocnuTanbHbIX MCTOYHUKAX U UX MOEHTUPU-
Kauua B MOKpOTE nocne MpoBefeHHbIX KypcoB aHTUGaKTe-
puanbHOM Tepanuu B OTHOLWEHUK P. aeruginosa nNo3BonseT
NPeAnosioKNTb BHYTPUOBONbHUYHBLIM MYyTb MHOULMPOBAHUSA
1 TpebyeT NnepecMoTpa rMrmeHM4ecKnx CTaHAapToB.

MHPOopMaLMKM O 3HAYEHUU HETYOEpPKYNE3HbIX MUKOOAK-
Tepuin ana 60nbHbIX MB AOCTaTOMHO MHOTO, B TO e Bpems
[JaHHble nuTepaTtypbl 0 Ty6epKynesHonm MHbeKkuun npu MB
ype3Bbl4alHO CKyAHbl. Bonee TOro, cylwecTByeT MHeEHMe,
41O 60sibHble MB pe3ucTeHTHbl K 3ab0sieBaHUI0 Ty6epKy-
ne30M. 3TO CBA3bIBAIOT C MOBbLIWEHHLIM COAEPKaHUEM
rmanypoHOBOWM KMUCAOTbl B CAM3UCTOM 060/104Ke GPOHXOB
y retepo- U rOMO3WUrOTHbIX HocuTenen reHa MB. B 1o e
BpPEMS Hannyme o4yeBuAHbIX GaKTOPOB pUCKa ANF pa3BUTUA
Ty6epKynesa, npexae BCero HapylweHHbIn MyKOLMIMapHbIN
KNMPEHC, YacTass Heo6XO0ANMMOCTb NpUMema CUCTEMHBIX KOp-
TUKOCTEPOMAOB, CaxapHbli AnabeT, anuaemMuosnornyeckas
cuTyauma B Poccuu, 3actaBunM yaenutb 3TOMYy BOMPOCY
6onee npucrtanbHoe BHMMaHue. ONpoc Beaywmx COTPYAHM-
KOB POCCUMCKMX pPEervoHasbHbIX LLEHTPOB MO3BOAWMA MONY-
YUTb MHOPMaLMIO elwe 0 BOoCbMK 60/bHbIX MB, 3a6oneB-
Wwnx Ty6epkynesom. lMpuyem B 4yeTbipex crydyasix 60/bHble
UMENn SPKME KIMHWYECKME CMMMTOMbI TSXKenoro o6octpe-
HUS,, @ PEHTreHoNornyecKas KapTvHa xapaKTepu3oBanacb
auccemuHauumen. B aByx cnydaax ucxod 6bin netanbHbIM.
MuKko6aKTepun Oblin 0BHaAPYKEHbI MPU MUKPOCKOMUKU YKe
Ha ayTtoncuu. OAHOBPEMEHHO Mbl MOAYYUAU MHDOPMALMIO
0 Tpex 60nbHbIX MB, 3a6oneBLIMX Ty6epKyne3oMm, oT ¢ppaH-
LLy3CKMX Konner. Bo Bcex cnydasx 6bl1 MOAYYEH NONOXKUTENb-
HbI pe3ynbTaT NPOTUBOTY6EPKYNE3HOM Tepanuu.

0606Wasn nony4yeHHble AaHHble, cnegyeT OTMETUTb, YTO
Ty6epKynesy NoABEPHKEHbI MPexae BCero NnoapoCTKM U MOo-
Oble B3pocnble nauneHTbl. CpedHWr BO3pacT cocTaBnsan
18 £ 5,5 net. Onpegensiolmnm BO BCeX cydasix 6bl10 3aKito-
yeHrMe MUKpobuonornyeckomn nadopatopmm. OCO6EHHOCTbIO
POCCUMCKUX BOMbHbIX, B OT/IMYME OT GpaHLy3CKHKX, 9BsSeTCS
MYNbTUPE3UCTEHTHOCTb LUTAMMOB BblAENEHHbIX MWKOGaK-
Tepuin. BepoaTHO, 3TO CBSI3aHO C UHPULMPOBAHUEM MNanoy-
KaMu OT 60/bHbIX, MONyYaBLlWMX le4eHe MPOTUBOTYOEPKY-
ne3HbiMU npenapataMmu. Henb3a UCKIOYUTL POJib BbICOKOM
pacnpocTtpaHeHHocTn BUY-uHdeKkunun, 60abliMX 3MUrpa-
LIMOHHbIX MOTOKOB C AedWUMTOM afeKBaTHOro fieyeHus.
BeposiTHa 1 ponb AAUTENBHOIO NpUeMa aHTMGaKTepUanbHbIX
npenapaTtoB C NPOTUBOTYOEPKYNE3HON aKTMBHOCTbIO (amMu-
HOMMMKO3KUAblI, PTOPXMHOJIOHbLI). Mbl JOMNyCKaem BO3MOXK-
HOCTb HeaJeKBaTHOW Tepanuu NaTeHTHOM Tyb6epKyne3Hown
nHpeKumn. Cneayet npuaHaTb, YTO TYOEPKYNe3 AeNCTBUTENb-
HO He YacTo BcTpeyaeTcsa npu MB, ogHaKo OH MOXET 6biTb
NOTEHLMaNbHO ONAacHbIM OCIOXHEHMEM, U B 3TOM CBA3M Npe-
HebperaTtb GaKTEPUONIOrMYECKUM WCCEeA0BaHMEM MOKPO-
Tbl Ha M. tuberculosis, 0COGEHHO Yy NOAPOCTKOB B CTpaHax
3NUAEMMUONOTMYECKN HEBNaronony4yHblX, npegcTaBnsercs
ONPOMETYMBbIM.

MB — 3aboneBaHue, BAUSAIOLWEE Ha MPOLECCHI MUHE-
panu3aunn KOCTHOM TKaHW. B HacTosiliee Bpemsi KOppeK-
ums geduunta ButammHa D B pOCCUMCKMX LieHTpax y 60/b-
HbIX MB npoBoAMTCS SMMNUPUYECKU, 6E3 yYeTa CoaeprKaHus
€ero B CbIBOPOTKE, YTO HE MO3BONSET KOHTPOAMPOBaTb €ro
KOMMEHCALMIO U CBOEBPEMEHHYIO KOppeKuuto. CuTyaums
OCJ/IOXKHSIETCS elle U TeM, YTO cneunduyeckne KimHu4eckne
CMMMTOMbI, Jaxe MPW HanuM4yMK BblpaxeHHoro geduuuta,
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06bI4HO OTCYTCTBYIOT, B TO BPEMS KaK BCe MeXayHapoaHble
peKomMeHalL M1 Mo JO3MPOBaHMIO BUTaMmHa D Ha cerogHsw-
HWM [eHb OCHOBbIBAOTCS Ha €ro CbIBOPOTOYHOM KOHLEHTPa-
UMn. B pyTUHHOW MpaKTUKe npu OTCYTCTBUMM BO3MOXKHOCTH
€XerogHoro MOHUTOPMHIa ypoBHS BUTaMKHa D B cbiBOPOTKe
OTMpPaBHbLIMK TOYKaMKM AN nogdopa LO3bl ABAAOTCH BO3-
pacT 1 Bpems roga. YCunus, HanpaBieHHble Ha yBenyeHue
MWHEpPanbHON MAOTHOCTM KOCTHOM TKaHW, OCOOBEHHO BaX-
Hbl B npouecce pocta — B [JeTCTBe W OHOCTW. [loaxoabl,
HanpaB/iieHHble Ha MaKCUMMU3aLMIO GU3NYECKMX YMpaXHe-
HWW, yBeNMYyeHMe KonuyecTBa ynoTpebnsieMblX MOSOYHbIX
NPOAYKTOB, ABASAOTCA BMOJHE onpaBAaHHbIMU. O4eBWUAHO,
YTO, HECMOTPS Ha OTCYTCTBME KIMHWMYECKMX MPOSBIEHUN
naHKpeaTMyeCcKon HeaocTaToyHOCTH, 6onbHble MB Tpeby-
0T AOMNONHUTENbHOW AoTauun BuTammHa D. [na yToYHEHUS
BblpaXeHHOCTU AeduunTa BUTaMMUHa TpebyeTcs KOHTPOSib
€ro ypoBHSi B CbIBOPOTKE. XapaKTepHOW OCOBEHHOCTbIO
nauneHToBs ¢ MB aBnsancsa runoroHagnam v No3gHuM nyéep-
TaT, YTO CNYXWT elle oAHMM (aKTOPOM PUCKa CHUMKEHUS
MUHEPanbHOM MNOTHOCTU KOCTH.

BKntoyeHre ocTe04eHCUTOMETPUN € NOAPOCTKOBOMO BO3-
pacTa B anroputMm ob6cnenoBaHums 60/bHbIX SBASETCAS 060CHO-
BaHHbIM. CHUXeHWe MUHepann3aLmm KOCTHOM TKaHU MOXKET
CBMAETENbCTBOBATL O TAXKECTU TeHYEeHUs 3a60NeBaHus.

M3MeHEHUS CO CTOPOHbI KENYyAOYHO-KULLIEYHOro TpaKTa
npu MB MHoroo6pasHbl. Onpegenstwoulen ¢ paHHero BO3-
pacTa ABNSeTCH BHEWHECEKPEeTOpHas HeA0CTaTO4HOCTb Noa-
KEeNyAo4YHOM Kenesbl, 06ycNoBNEHHas NEPBUYHLIM FEHETH-
yeckum pedektoM. OueHKa ¢GYHKLMOHANbHOMO COCTOSIHUSA
opraHa Ha CerofHsWHUA AeHb MPOBOAMTCS Ha OCHOBaHWMU
onpeneneHns ypoBHS MNaHKpeatMyeckon anactasbl-1 (91)
B cTyne. bonbHble C BblparKEHHON MaHKpeaTU4eCKOW Heao-
CTaTO4YHOCTbIO WMMeEIT cofepaHue 31 B Kalle MeHee
100 MKr/r. KnMHuyeckue npusHaku geduuurta naHkpe-
aTMyecknMx GepMeHTOB OTCYTCTBYIOT B Ciyyae, ecnu ypo-
BeHb 31 npeBbiwaeT 200 MKr/r. B aTom cny4yae nauyueHTbl
SBASIOTCH FETEPO3UroTamMmn MO MATKUM MyTaLUMSaMU, Taknum
Kak 3849+10kbC>T, E92K, 3272-16T>A. 3T10T daKT nuw-
HWUM pa3 NoATBEpPKAAET Koppensauuto geHoTuna coxpaHHom
GYHKUMKM NoAXKENYA0YHON enesbl C onpeaeieHHbIM FreHOTU-
MOM, @ TaK}Ke C BbICOKOWM CTEMEHbIO BEPOSATHOCTM NO3BONSET
OPUEHTUPOBATL MTEHETUKOB Ha MOMCK OMpeAeneHHbIX MATKUX
MyTauun B clydae npeobnajaHua pecrnupaTtopHbIX CUM-
nTOMOB. B T0O Xe Bpems Takne 60/bHble HE 3acTpaxoBaHbI
OT MEAIEHHOIO Pa3BUTUS XPOHMYECKOro naHkpeaTtuta [8].

YacTtoTa 1 TSXeCTb UBMEHEHUI B NnevYeHun y 60bHbIX MB
HapacTalT C yBEIMYEHUEM MPOLOIKUTENBHOCTU MKU3HM.
PaHHAS UX gMarHocTMKa npuobpeTaeT 0cobyto akTyanbHOCTb,
T. K. UMEITCS inTepaTypHble AaHHble 06 06paTMMOM Xapak-
Tepe M3MEHEHWN (TaKMX KaK XMPOBOW renatos, xosnecrtas)
nog BnavsHuem Tepanuun [36, 37]. Mo AaHHbIM Pa3aUYHbIX
aBTOPOB, MYNbTUHOAYASAPHbBIA LMPPO3 NeYeHn pa3BuBaeTCs
B 5-20% cnyyaeB. [lepBble NMPU3HAKU XOSIECTAaTUHECKMUX
M3MEHEHWUIN (MO AaHHbIM YNbTPaA3BYKOBOrO MCCNeaoBaHMUs),
npeBbilleHNe pedepeHCHbIX 3HaYeHun LWeno4YHon docda-
Tasbl CNy)aT OCHOBaHWeM Afia ee Ha3Ha4vyeHus. Hanbonee
3QPEKTUBHLIM MeToAOM MNPOOUNAKTUKM KPOBOTEYEHUS
M3 BapWMKO3HO pacCWMPEHHbIX BEH MNULEeBOAa SBASETCSH
UX NUTMpPOBaHWE, HO ANS MaUMEHTOB AETCKOro Bo3pacTa
13 Poccum 4OCTYNHOCTbL 3TOr0 MEeToAa NpeAcTaBAseT onpeje-
JIEHHbIE NPOBNEMDI.

MyKoBuKCUMAO3 SBUACA OAHWMM M3 MeEpBbIXx 3abonesa-
HWUW, NPU KOTOPOM Ha4vanncb pa3paboTKU FEeHHOM Tepanuu.
B HacTosiLiee Bpems NonHas 3aMeHa MyTaHTHOrO reHa Hop-
MaJibHOM KOMMen Noka HEBO3MOXHa, 04HaKo, MAEHTUDULK-
poBaHbl Masible MOMIeKyNbl, CNoCco6Hble MOAMOULMPOBATb
MyTaHTHbIK 6enoK MBTP Takum 06pas3om, 4To ero GyHKLKUA

npubnnxaetcsa K HopmanbHOW. BO3MOXHOCTb TepaneBTuye-
CKUX MeponpuaTnin crocobamu, onpeaensiemMbiMy Kiaccom
MyTalWW, B HacCTOsLIEEe BpeMS SBASETCA ropsvyen Temown
onsa obceyxaeHnsa. OueHKa 3pOEeKTMBHOCTM MOAyNAaTOpoB
MBTP ocHoBaHa Ha onpefeneHuM CrocoBHOCTU MOJIEKYN
yBenuyuBatb KonuyectBo 6enka MBTP Ha noBepxHoOCTM
ANUTENMaNbHON KNETKU W/UAN ycunuBaTb €ro QyHKLMIO.
dapmakonornyeckoe mogenMpoBaHne MOHHOMO TpaHcnopTa
BO3MOXHO C UCMONb30BaHWEM TaK Ha3blBaeMbIX KOPPEKTO-
poB 1 noTeHuunaTopos [38-39].

MHoroo6elatolmnm areHToM, No3BONSIOWMM KOPPUTHU-
poBaTb agedeKT npoueccuHra MBTP, BbiI3BaHHOro MyTauumemn
F508del, asnstTtca monekynbl VX-809 n VX-661 [11-17].
Jlornka Takom KoM6uHauum noHsaTHa: 6enok CFTR nepeme-
LaeTcs K anuKanbHOM NOBEPXHOCTH ANUTENNANIbHON KITETKM
M 3aTeM aKTMBMpyeTCsa noTeHunaTopom. NMpenapat VX-809,
npeacTaBnsOWMNn cobor 6MOAOCTYMNHbIA NPU Npueme per
os F508del-KoppekTop, npowen BTOpytd a3y nnauyebdo-
KOHTPO/IMPYEMOrO UCCNefoBaHWsa B rpynne nauueHToB,
rOMO3UroTHbIX No myTtaunn F508del. B pesynbrate 6biau
NPOAEMOHCTPMPOBaHbl pocT MBTP-akKTMBHOCTU WM CHWKe-
HUE X0PUA0B B NMOTOBOW XXUAKOCTK B rpynne, nonyyatouemn
npenapart [13]. Kom6uHayma VX-809 n VX-661 ¢ nBakad-
TOPOM MPOXOAMT UccnefoBaHue Yy 60NbHbIX C MyTauuewn
F508del [17-19].

B HacTofllee BpemMs aKTMBHO W3y4aeTcs MoJieKkyna
PTC124 (atanypeH), cnoco6CTBYOWAN CYMTbIBAHUIO Mpe-
XOEBPEMEHHO yce4deHHbIx KogoHoB B CFTR PHK. Pesynb-
TaTbl HegaBHero 12-HefenbHOro UCCNefoBaHWa aTanypeHa
(PTC124) y 19 nauuneHToB, HOCUTENEN KaK MUHUMYM OAHOM
HOHCEHC-MYyTaLuK, NOKasann BpeMa3aBMCcMMOe NOBbIWEHNE
aKkTMBHOCTM MBTP, ynyyleHne KIMHWUKO-QYHKLMOHANbHbIX
nokasaTenem W Xopouwyk MepeHoCMMOCTb npenapata
[20, 21]. B HacTosilee BpeMs npoBoautca 3 ¢pasa KIUHU-
YecKunx uccnegoBaHun. MBTP — He eOMHCTBEHHbIM KaHan
anuTennanbHON KIETKW, OTBETCTBEHHbIM 3a noadepxKaHue
YPOBHS M COCTaBa XWAKOCTU, MOKpPbIBAIOWEN IMUTENUN.
CyLLeCcTBYIOT afbTepHaTUBHbIE XJIOPHbIE KaHanbl, BK/IOYas
KanbLnn3aBuCcUMbIN 1 P2Y-pelLenTtop, akTMBUpyeMbIh age-
Ho3UHTpUdochaTom [21, 25].

[Ba npenapata OKa3anuCb B Mofe 3pEHUs Uccnepo-
BaTenen: AeHypo30n, CTUMYIMPYIOLWMA CEKPELIMIo XJT0pU-
noB [22-24], n naHkoBytTMA (Molil901), npoaeMOHCTPHU-
POBaBLIMI YyAyYllEHWE PA3HOCTM Hal3asbHbIX MOTEHLMaNoB
NpY HaHECEHWWN Ha CAMU3UCTYIO 060/104Ky Hoca [3]. NoMumo
ucnpaBneHuns aepexkta MOHHOMO TpaHcnopTa 3a CYeT ycune-
HWUS CEKpeLMM XNopraoB Yepe3 Ca-aKTUBUPYEMbIE XTOPHbIE
KaHanbl gedyHason MHrnéupyer abcopbuuio HaTpus, BO3-
[LEeNCTBys Ha anuTenuanbHble Na-KaHanbl, CTUMYIUPYET yCu-
JIEHWe 4acToTbl GUEeHUs pecHunyeK. NpoBeaeHHble Ha ceroa-
HAWHWMA AEeHb WCccnefoBaHUs MO3BOASAIOT npegnonarathb,
4YTO AeHyd030/1 CNocobeH 3aMednnTb CHUXKEHWE JIErOYHOM
QYHKUMKN Y BONbHBbIX MB. YnydlueHne KIMHUYECKOro crTaTtyca,
BbIXXMBaAeMOCTH 60/bHbIX MB 9BNAt0TCA U pe3ynbTatoM pas-
BUTUS TepaneBTUYECKUX CTpaTernit, OCHOBAHHbLIX Ha MOHMW-
MaHWK MOSIEKYNSPHOro mexaHnama MB.

Taknm o06pa3om, cUcTeMHasd OUCPYHKLMUS SK30KPUHHbIX
wenes, npeacraBnsollas pesynbrat MytTaumn B reHe MBTP,
NPUBOANUT K MyNbTUOPraHHOMY MOPaXKEHUIO OpraHn3ma, Tpe-
OyloLeMy MEXAMCLMMINMHAPHOIO Noaxoaa K onpeaeneHuto
TaKTUKKW U CTpaTErnMmn NeYeHns nauneHToB. PaHHAS anarHo-
CTMKa, 3POdEKTUBHbIE NPOPUNAKTUYECKME MEpbl, Hamnpas-
fIeHHble Ha NoAfepyKaHue HYTPUTUBHOIO U PECNMPaATOPHOro
cTatyca, npegynpexaeHne OCMOXHEHUN, KOHTPONb MHPEK-
LIMOHHOrO npoLiecca AblXxaTenbHbIX NyTEN NO3BOASAT AOCTUYb
YPOBHS NMPOAOIKUTENBHOCTU }KN3HKN 60bHbIX MB 1 ee Kave-
CTBa B pa3BMWTbIX CTPaHax.
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