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H.M. KAITPAHOB, n1.:.1.,, ipodeccop, PBI'Y MI'HL] PAMH

OGAPMAKOTEPAITMA MYKOBUCITUIO03A

PecnuparopHas uHdeKuus, HGopMUPYIOWAACA NPU MYKOBUCLUA03E YIKE B NEPBbIe FOAbl KU3HU, ABNAETCA
BeaylWuM (haKTopoM, onpeaensiowum npor4o3 3a6onesanns. Mukpo6uonorua MHgeKUUi CyLecTBeHHO
OT/IMYAETCA OT TAKOBbIX Y NaLUEHTOB 6e3 MyKOBUCLUAO03a. AAEKBATHAA aHTMGMOTUKOTEpanus C
npUMeHeHneM UHranAaLUUOHHbIX (hOPM NpenapaTos NO3BOAET OTCPOUYNTb, @ B HEKOTOPbLIX CIY4aAX
NpeAoTBPaTUTb Pa3BUTUE XPOHMYECKOI CUHErHOMHOM MH(EKLUN, CYLLECTBEHHO NPOAIUTL roAbI
KaueCTBEHHOW XKNU3HN NaLNEHTOB C MyKOBUCLUAO30M.

Kniouesble cn06a: MyKOBUCUUAO3, HOOHAMANLHbIL CKPUHIUHE, XPOHUHECKAR UHPEKLUA,
UHANAYUOHHAS aHmuouomuKomepanus, 5pamumoo

Mykosuciuno3  (MB), KHCTO3HBIA
(bubpo3 — HamboIIEE YACTOE HACTIECTBEH-
Hoe 3a607eBanue. [1pu 3ToM 3a001€BaHUN
B OOJIbIIEN CTENECHN MOPAKAIOTCH JIbIXa-
TEIbHAA U IMIIEBAPUTEIbHAS CUCTEMBI,
XOTA B IATOJIOTMYECKUH TIPOIIECC BOBIEKA-
€TCs BECb OPraHu3M. B pesyssrare reHeTH-
yeckoro aedexra rena CFIR (CFTR - cystic
fibrosis transmembrane conductance
regulator — MyKOBUCII/IO3HBIN TPAHCMEM-
OpaHHBII  PETYIATOP IPOBOAUMOCTH)
CEKpET OONBIIMHCTBA KEJE3 BHEIIHEN
CEKPELIUN CIYMAETC, 3aTPYAHAETC €TI0
9BAKYAIIUSA, B OPrAHAX BO3HUKAIOT BTOPUY-
HbIE U3MEHEHUSL

Y 6onpHbIX MB U3, B T. 4. pecrupa-
TOPHOIO TPAKTA, CYIIECTBEHHO MEHACT
CBOU (DM3UYECKUE U XUMUYECKUE XAPAKTE-
PUCTHKA. BASKMI CEKPET JbIXAaTEIbHBIX
IyTel COAEPKUT MOBBIMIEHHOE KOMUYE-
CTBO MyIIMHOB, JTHK 1 6€JIKa, YTO BBI3BIBAET
34KyIIOPKYy ODOHXOB M HAPYIIAET IPOLIECC
CAMOOYHINECHNA JIETKUX. [TTABHBIM HCTOY-
HukoM JHK 4BndgioTcA pacnafaionyect
IOJMMODP(HO-AAEPHBIE  HEUTPOMUIEL, A
TAKOKE MUKPOOHBIE KIETKH, KOTOPBIE CKa-
IUIMBAIOTCA B JBIXATEAbHBIX MYTAX IIPU
XPOHMYECKOY OAKTEPUAIbHON UH(EKIIUNL.

3TUON0rNA MB: OCHOBHbBIE NMOJIOXKEHUA

MB - 310 ayTOCOMHO-peLieccBHOE 3a60N1eBaHue, Bbi3BaHHOe MyTaumeit reHa CFTR

CFTR - uAM®-akTHBHpYyeMbIii XI0pUAHDII KaHa, OTBEYaIOLL M 32 TPAHCMOPT MOHOB X/IOpa
yepes KNeTKu anuTenms

Dvchynkuma CFTR BepeT K 06pa3oBaHUI0 BA3KOrO CEKPeTa B AbIXaTe/bHbIX MyTsX,
NOAKEeNyA04HON JKeNe3e, )enyA04HO-KMLLIEYHOM TPaKTe, CIIOHHDIX JKEeNe3ax U ApYTuX
3K30KPMHHBIX TKAHSAX

MyTaupu CFTR pensitcs Ha naTb KNAccoB, KOTOPbIE ONPEAENAIOT pasHble CTENEHM TAKECTH
3a6oneBaHus («koppensuus reHoTMna u eHoTMnax):

KnaccI-1ll =>» nonnas noteps dyHkumm CFTR => Gonee TAXeENOE TEYEHHE 6oe3HU
Knacc IV-V => yactuHas coxpaxHoctb yHKummu CFTR => Gonee nierkoe Teyenue 6oneshu

TUNbl MYTALMIA CFTR

Knaccl

06pasoBaHue pedeKTHoro benka
Knacc Il

HapyweHnus npoueccuHra AF508
Knacc lll

CFTR npencraBneH Ha NoBEPXHOCTH
KNETK B JOCTAaTOHHOM KOJIMYECTBE,
HO perynsiums HapyLueHa (KaHan He
aKTMBMpyeTcs)

Knacc IV

CFTR B MeMGpaHe, Ho ero
NpOBOAMMOCTb HapyLieHa

KnaccV

CHUXeHHbIH cubTe3 CFTR
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Onmcano OKOMO 2 ThIC. MyTALMI U
6onee 200 momimopduamos B reHe CEFTR.

B nocze/iHuE rofipl B PA3BUTHIX CTPAHAX
JOCTUITIM CYLIECTBEHHOIO IIPOrpecca B
Te€pamuu OONBHBIX MB, 4TO IO3BOMMIO
IIEPEBECTH 3TO 3200NEBAHUE U3 T1ATOIOTHH
JIETCKOTO BO3pacTa co 100%-HOM NeTaIbHO-
CTBIO B pa3ps] XPOHMYECKUX OO0IE3HEN
B3POCHIBIX. DTO CTATIO BO3MOXKHBIM OJIArO-
JIapsl pAHHEN JAUATHOCTUKE U NPABUILHON
OPTaHU3AINY MEAUIMHCKON oMo [1].

LleHTpaIM30BaHHAsA IOMOLIb TIPUBENA K
VIYYIIEHUIO MOKA34TENEH BBUKUBAHUA U
npesbiciIa 40-IETHUN BO3PACT B €BPOIIEH-
CKUX CTPaHAX. BBDKMBAEMOCTb OOJBHBIX,
Ha0/IOaBINXCA B MOCKOBCKOM LieHTpe MB
¢ 2000 1o 2010 r, cocrasser 35,7 roaa [1].
OTO  OOBACHAETCA COCPEAOTOYEHUEM B
Mockse Haubonee KBaMM(ULIUPOBAHHBIX
Ka/IpOB, HAKOIVIEHHBIM OOIIMPHBIM [PAKTH-
YECKUM ONBITOM. TAKKE B CTONMIIE JIy4IlE
OPraHMU30BAHO JIEKAPCTBEHHOE ObOecIeye-
Hue. BeokuBaeMocTb 60IbHBIX MB B Lie1oMm
1o Poccuu OCTaeTcs CyMECTBEHHO HIDKE
€BPOINENCKUX TTOKA3ATENEH.

Yucno naupentos
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OTHOCUTEJIbHBIE YACTOTbI MYTALIUI B FEHE CFTR
Y BOJIbHbIX MYKOBUCLUJ030M MOCKBbI U MOCKOBCKOW OBJNIACTH
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JAVMHAMMUKA CPEQHEN OXW/AEMOIA NPOAOMKUTENLHOCTU XNU3HM
BO/IbHbIX MYKOBMCLIMA030M B CLUA U POCCUM (MOCKBA)
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B paMKax peanusarnuy IpHOPUTETHOTO
HALIMOHATBHOIO  IPOEKTA  «3J0POBbE>
(mpuxka3 MunHagpasconpassuTus Poccrn
ot 22.03.2006 Ne185 «O mMaccoBoM 06¢rie-
JIOBAHUM HOBOPOX/ECHHBIX JIETEN Ha
HACJIE/ICTBEHHBIE 3a6071eBaHusk) ¢ 2006 T
TPOBOJIUTCS HEOHATAIBHBIN CKPUHUHT Ha
MB.

AITOpUTM CKPUHUHIA BKIIOYAET YEThI-
pe 3rana. B popmIbHOM IOME Y KAKI0TO
HOBOPOKAEHHOTO HA 4—5-i1 [IEHb KU3HU
Gepercs Karig KpOBY U3 IATKN Ha CTIEIHU-
AIbHBIH TECT-0JIAHK, KOTOPBIN HATIPABIIS-
€TCSl B TEHETUUECKNY LIEHTP JUIA OTIpefie-
JIEHUA YPOBHA COZEPKAHUA B KPOBU
pe6EHKA UMMYHOPEAKTUBHOTO TPUIICHHA
(UPT). B cnyyae oOHapykeHUA B KPOBU
MOBBIMIEHHON KOHIeHTpanuu UPT poau-
TEIU C HOBOPOXK/IEHHBIM PEOEHKOM IIpU-
IJIAMIAIOTCS B LIEHTP MYKOBHCIH/I032 JUI
TIOBTOPHOTO UCCIIEN0BAHUA KpOBU. [Ipn
COXPAHEHUM BBICOKUX 3HA4eHMiT WPT
BBITIOJHAIOT MOTOBBIN TECT, €C/IM OH OKa-
3BIBAETCS MOJNOKUTENBHBIM WM TOTPA-
HUYHBIM, Ha3HA4aeTcst JIHK-auarnocruka.
Cnezyer OTMETUTD, YTO OTCYTCTBHE MYyTa-
U HEe MCKII0YAeT AUArHo3 MB, T K.y
GOJIBHOTO MOXKET OBITh PE/KAS MyTAIS,
KOTOPYIO HEBO3MOXKHO HIECHTU(PUINPO-
BAThb B YCJIOBUAX JJAHHON J1A60PATOPUH.
[Ipyn OTPULIATENLHOM PE3YILTATE IMOTO-
BOW 1pO6HI (MeHee 40 MMOJIb/J IPH KITaC-
crnueckoM mMetoge Tnbcona — Kyka u/unu
60 MMOJIB/M TPU PaBOTE C MOTOBBIMU
AHAIU32TOPAMU) PEOEHOK B TEUECHHUE TIEP-
BOTO TO/Id JKU3HN HAOMIOIAETCA 110
MECTY JKUTEIbCTBA C AUATHO30M ﬁ
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POCT YUCINA BOJIbHbIX B MOCKBE U MO

1992-2001 rr. - 201 (108/93)
2002-2011 rr. - 425 (223/202)

v’ Poct BbikuBaemoct 6onbHbix MB
v HeoHatanbHbli CKpUHUHT
v’ InarHoctuka MB y B3poc/ibix nauMeHToB

NPUKA3 MWHUCTEPCTBA 3JPABOOXPAHEHUA W COLIUANIBHOTO PA3BUTUA PD
0T 22.03.2006 N2185

0 maccooM 06C1e[0BaHNM HOBOPOXAEHHDIX AETEN
Ha HaCeaCTBEHHbIE 3a6071EBaHNS

v’ AnpeHoreHuTanbHbIN CHHAPOM
v’ [anakrosemus

v’ BpoxaeHHbI runoTupeos

v’ MykoBucumuao3

v/ DeHunKeToHypUA

AWATHO3 MYKOBUCLIMI03A

v (CpeaHui Bo3pacT AMarHosa: 5,3 mec.
MekoHuanbHbIn uneyc: 0,2 mec.
CKpWHUHT HoBOpOXAEHHbIX: 0,5 Mec.
Cumntombl: 14,5 mec.

v VIMeeTcs NOBbILEHHbIN PUCK PA3BUTUS OCTOXKHEHUM
y 60/1bHbIX MYKOBUCLIMA030M, BbISIBAEHHbIX N0
KNMHAYECKMM CUMNTOMAM MO CPaBHEHUID C TEMM,
KTO BbISIBI€H MO HEOHATaIbHOMY CKPUHMHTY

v YBennuuBaeTcs uncio ANarH0CTMPOBAHHbIX MO

HEOHATa/IbHOMY CKPUHWUHTY U npeHaTaanoﬁ
[UarH0CTuKe
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ﬁ) «HEOHATA/IbHASA THIICPTPUIICHHOTE-
HEMUS> JUI UCKITIOYEHHUS CITy4aeB
TUTOJMATHOCTHKYL

[To paHHBIM  MUH3IPABCOLPAZBUTHSA
Poccuy 0XBaT HEOHATAIBHBIM CKPUHUHIOM
HOBOPOXJEHHBIX cocraBwn B 2010 T
95-96% HOBOPOXKJICHHBIX, 4 YACTOTA 3200~
nesanua 1o Poccun — 1 : 10 ThIC. HOBOPOX-
JCHHBIX.

st KOHTPOJIA COCTOSIHUSA OOMBHOTO MB,
B T. Y. 31 HOBOPOK/ICHHBIMU 0€3 KIMHUYE-
CKUX TIPOABJIEHUN 3200JIEBAHKA, HEOOXOU-
MO PEIY/LIPHOE HAOMOACHUE CIENUATICTA-
MU 1eHTpa MB. OCMOTpPBI JOJIKHBL IIPOBO-
JIUTBCA KOKIBIE 2 HEM. JI0 3 MeC. KU3HU
PEOCHKA, JAIEE EKEMECAYHO IO IOIYIOAa,
Ka/ple 2 MEC. € OMyroa 1o 1 roga u panee
©KCKBAPTAILHO. [1p yCIOBUHU NOMTHOIO KOM-
TIEKCHOTO OOC/IE/IOBAHUS PEOEHKA B CTIEIU-
AMM3UPOBAHHOM CTALMOHAPE WM PErHo-
HaJIbHOM LieHTpe MB cpasy nociie ofTsepk-
JEHUA JMATHO3A B TEYECHUE MOCTIEAYIOMUX
MECALIEB OCOOEHHO BILKHO JMHAMUYECKOE
HAOMOIEHNE 32 TPUOABKON MACCHl TENd,
PE3Y/IBTATAMU KOIIPOJIOTMYECKOTO UCCIEH0-
BaHug (He Meree 1 pasa B Mecdr o 1 roxa),
TIOKA3aTENAMY ITAHKPEATUYECKON 3/1ACTa3bl 1
B CTyJI€ (KOKIbIE IOTO/A IPU U3HAYAbHBIX
HOPMA/IbHBIX 3HAYEHUAX), DPE3YABTATAMU
UCCTIEOBAHNA MUKPO(MIIOPHI B IIOCEBE MA3KA
U3 POTOIVIOTKY U KIMHUYECKUMU AHATN3AMU
Kposu (1 pa3 B 3 Mecaua). B cydae
Pa3BUTHS OOOCTPEHNUSI GPOHXOJIErOY-

M_ MEIULIMHCKUIA
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YACTOTA MB N0 JAHHbIM HEOHATAJIbHOIO CKPUHWHTA B POCCHH

Peruon 2007-2011 2012
| T— | 1:8764 | 1:7858 |
| MpHBOAXCKHi | 1:10 265 | 1:11707 |
| Ypansami | 1:10 561 | 1:9858 |
| CHBMpeKi | 1:9122 | 1:11749 |
| DBocowwii || 1:8507 | 1:7224 |
| Cenanamewi || 1:11148 | 1:17021 |
| O | 1:12972 | 1:15399 |
| Cenkamarcwii || 1:14762 | 1:8916 |

YACTOTA MYKOBUCLIUA03A B POCCUNCKON ®EQEPALLMM (2007-2012 rr.)

Konnuectso Hosoposaernbix: 9 420 657

YcraHoBneH puarHos MB: 956

Yacrora: 1:10 296

HABJIOAEHUE BOJIbHbIX MYKOBUCLIUA030M, BbIABJIEHHBIX
HEOHATAJIbHbIM CKPUHWUHTOM

AMBYJIATOPHOE OBCJIELOBAHME,
TOCMUTANU3ALNA TONIBKO NPU HEOBXOAUMOCTU
(aHanm3 KpoBM GMOXMMMUECKMII U KTMHUYECKMIA, InacTa3a 1 B cTyne, KonporpamMa,
PEHTreHorpaMMa rpyaHoii KNeTku, NoceB Maska U3 POTOIIOTKM Ha MUKpoGopy...)

C KNIMHUYECKUMU U/MNN BE3 KNTUHUYECKUX U
NNABOPATOPHbIMU U3MEHEHUAMU NABOPATOPHbIX U3MEHEHU
v/ Kunesutepanus v Kunesutepanus
v/ MyKonuTHueckas Tepanus v’ llopuaza-anbpa

v Kpeon

opHasa-anbda
(flop 92) v/ BakuuHonpodunaktuka

v MMaHkpeatuyeckue GpepmMeHTbl

v’ ButamuHoTepanus

v Xnopuabl Kanus u Hatpus OCMOTPbI U OBCNNELOBAHHUE

v/ AHTMMKKpOGHas Tepanus v/ Kaxapie 2 Hepenu oo 3 mecaues
v/ Kaxaplii Mecsy, 3-6 mecaues

v’ Kaxapie 2 Mecsua 6-12 Mecaues
v/ Kaxaple 3 Mecaua nocne roaa

v/ BakuuHonpodunaktuka

v’ JleueHue oCNOXHEHUM
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ks

% HOT'O NPOLIECCA WM OTCYICTBUA JKEMAEMOIO KOHTPOLA
HaJl CUMIITOMaMH 3200JIEBAHKA MOKET NIOTPEOOBATLCA U JONOJ-
HUTEIBHOE 00CIEN0BAHUE (PEHTTCHOIPADUUECKOE UCCIEAOBAHNE
JIETKUX WM KOMIIBIOTEPHAA TOMOIPA(US, JTUIUAOIPAMMA KaJld,
OGMOXUMUYECKUI AHAIN3 KPOBH, POTEMHOTPAMMA 1 JID.).

Hau6osnbiuee BIMAHNE HA TPOJOIKUTENBHOCTD ¥ KAYECTBO
JKU3HU JIeTeH, OOMbHBIX MYKOBHCIZO30M (MB), OKasbiBaeT
nopaxkenue serkux. Cpey O0aKTepUaIbHbIX [ATOTEHOB, BbLIE-
JIIEMBIX U3 JBIXATEIBHBIX MyTEH, HAMOOJIEE YACTO BCTPEYAIOTCA
Haemophilus influenzae, Staphylococcus aureus, Pseudomonas
aeruginosa. Kaxk mpasmio, B IEPBYIO OYepeab PECIMPATOPHbIC
IyTU HHULUPYIOTCA S. AULEUS, 4 3ATEM YaCTO IIPUCOEAUHAETCA
P. aeruginosa.

Ectit Bo36yauTens perysipHo 6oiee 6 MEC. BHICEBACTCS U3
OPOHXNATBHOTO CEKPETA, TPUMEHAETCSA TEPMUH «XPOHUIECKASL

Pesymbratel rogosoro ordera Pompa
MYKOBHCIII034 32 2008 I. MOKA3BIBAIOT, UTO
>70% MalMEHTOB C MyKOBUCIIUI030M UH(DU-
LMPOBAHbI P. aeruginosa K Bo3pacry 25 Jer.
Hamur GbUTH NPOAHATM3UPOBAHBL JIAHHBIC
MHUKDOOHONOIMYECKUX  BBICEBOB U3 407
PErUCTPAIMOHHBIX KapT 607bHBIX 32 2010 T,

MEIULIMHCKUIA
COBET i

xu 2013

uH(peKIus>. Pa3BuTHE XPOHUYECKON CHHETHOMHON HH(DEKIMH
HIDKHUX /IbIXaTEIbHBIX ITyTEH OOBIYHO COIPOBOKAAETCA HAPAC-
TAHUEM PECHUPATOPHON CUMITOMATUKA M MPOIPECCUBHBIM
YXyALWeHUeM (PYHKUMY eTKuX. [Ipyn XpOHNUECKON CUHETHOM-
HOM MH(EKIMM CaHauua OpPOHXMAILHOIO Jepesa or P.
aeruginosa IMpPaKTUYECKM HEBO3MOXKHA, 4YTO IPHUBOAUT K
OBICTPOMY PErpecCy NErOYHON (PYHKIUK U 3HAYUTENBHO YXYA-
LIA€T IIPOTHO3 3a00/1€BAHNUA. B IIOCIEHEE BPEMS HECPABHUMO
BO3POC/IA POJb TAKUX IATOrCHOB, Kak Burkholderia cepacia,
TPAMOTPUIATENBHON  MUKPOGIOpE  Stenotrophomonas
maltophilia, Acinetobacter baumannii, Achromobacter spp. u
Ap., IPUOKOBBIX MH(EKLIUIL. BOIbIIYI0 032004EHHOCTD BBI3bIBA-
er uHbekuus, odycnosnennas Burkholderia cepacia, us-3a ee
MYJIBTUPESUCTCHTHOCTU K AHTUOMOTUKAM U TPaHCMUCCUBHO-
CTH HEKOTOPBIX €€ ITAMMOB.

MHOULIMPOBAHNE CUHEFHOWHOW NANOYKON B 3ABUCUMOCTH

OT BO3PACTA NALMEHTOB

) ‘79%

CO3/JAHHBIX C YYETOM pEKOMEHJAIIUIT
Esponerickoro perucrpa 6oiapHbx MB
(2008, European Cystic Fibrosis Society
Patient Registry). Cratuctiaeckas 06pabor-
Kd TIOMYYCHHBIX [AHHBIX IIPOBOAWUIACH C
UCIIO/Ib30BAHUEM TIPOrpaMMbl SPSS (SPSS
Inc,, Chicago, IL). ITo JaHHBIM IPOAHATU3Y-
POBAHHOTO PETUCTPA, Y OOBHBIX MYKOBHC-
1171030M MOCKOBCKOI'O PETHOHA B BO3PACTE
no 12 jer B IOCEBAX IPEBAIUPYET
Staphylococcus aureus, ¢ BO3PaCTOM IPOKC-
XOJIUT TOCIEOBATEIbHAS KONOHU3AIUA
OponxuanbHOro  aepesa  Haemophilus
influenzae, Pseudomonas aeruginosa,
Burkholderia cepacia, Stenotrophomonas
maltophilia, Flavimonas oryzihabitans, a
Take Alcaligenes xylosoxidans, Klebsiella
pneumoniae, Enterobacter sp. [2].
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Pseudomonas aeruginosa ABIaeTcsa Hav-
6osee 3HaYMMBIM Y 60/bHBIX MB pecripa-
TOPHBIM BO3OYAUTENEM, KOTOPBII OOHAPY-
JKUBAETCS IPUOTIUBUTENBHO Y 27% TIAIUEH-
TOB B BO3pacTe 2-5 1€t 1y 80% MAaLUMEHTOB

B BO3pacTe 25-34 ser. Mudexiun fpxa-

TEJIbHBIX ITyTEH, BBI3BAHHBIC P. aeruginosa, =
TAKENO TOANAIOTCA JIEUECHUIO BCIEACTBUE g )
pOCTa MATOTEHHOIO MHKPOOPIaHU3MA B =z
BUjic OMOIUIEHOYHBIX MAaKPOKOJOHUH §
(MYKOMJIHBINA IITAMM) U CONPOBOXKIAIOTCH =
IPOIPECCUPYIOMUM CHIDKEHUEM JIETOUHON % 1
(DYHKIIMH, TIOBBIIIEHUEM PUCKA TOCIIATANIH- e
3ALMI ¥ YMEHBIIECHUEM BbDKMBAEMOCTH

OOJbHBIX. 0

2-5

/

Hannume P. aeruginosa
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Bo3pacr nauventos

CUHETHOMHAA UHOEKLIUA BONEE YEM VABAUBAET PUCK CMEPTU Y NALIUEHTOB C MB

Puck cMepTHOCTM Npu KoNOHK3auuK P. aeruginosa

2,6
P<0,001
N=3323
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Orcyrcreue P. aeruginosa




Y100BI N30CKATD PA3BUTUA JEKAPCTBEH-
HOH YCTOMYMBOCTH U IOIIBITATHCA JIMKBUJIU-
POBATh HEMYKOMIHBIE IITAMMBI P. aeruginosa,
JICYCHUE aHTUOMOTUKAMU HAYMHAIOT CPa3y
K€ TOCJIE IIEPBOTO BBIABNECHUA ITOIO IATO-
TEHHOI'O MUKPOOPraHKU3Ma. Y 60IbHBIX MB,
U3HAYATBHO IMOPALKEHHBIX MYKOUJHBIMH
mrraMMamu P aeruginosa, Win y alueHToB, y
KOTOPBIX HEMYKOMJIHBIE IITAMMBI YK€ IIpe-
BPATWIUCh B MYKOWJHBIE, HEBO3MOXKHO
JOCTUYb X IOMTHOH 3PafUKALILL.

DM OGYCJIOBNEHO Pa3IENIEHe KypPCOB
AHTUOAKTEPUATILHON TEPAMK HA TPU BUJA:
TepaIys MEPBOIO BBICEBA — JUIA IIPEOTBPA-
WEHUA XPOHMYECKOM KOJIOHM3auund P
aeruginosa; 6asucHad (MOCTOAHHAA) MapeH-
TEPANbHAA TEPAUA — I YBEIUYCHUA
UHTEPBAIA MEXKIY OOOCTPEHAMU U 3aME]l-
JICHUA TIPOTPECCUPOBAHUA TTOPAKEHNUA JIET-
KUX IIPU XPOHUYECKON MH(EKLIUY; TEPATIHA
COOCTBEHHO 000CTPEHKA OPOHXOIEIOYHOIO
TIPOLIECCA.

B nocnegnue 20 neT BO BCEM MHUPE C
OOMBIINM YCIEXOM IIPUMEHAIOTCS UHTAIA-

"

AHTHOHMOTHK
aMUKaLWH
TOOPAMULMH
uMnpodoKcaLmH
uedrasuanm
uedenum
MeponeHeM
MMUNEHEM
lunepaumnnnnt/
Ta306akTam
Tukapumunnus/
KnaBynaHar
kapbeHULMAIMH

KONMMULMH

LMOHHBIE AHTUOMOTHKHU, KOTOPHIE IIO3BOJIMIM 3dMEHUTD TPA-
JUIMAOHHBIE KYPChl NTAPEHTEPANbHON aHTUOAKTEPUATILHON
Tepanuy Py IEPBOM BbiCeBe P. aeruginosa, a Takke CTaau
OCHOBHBIMU B 0A3UCHOI TEPANKM XPOHUYECKON MH(EKLIUN.

K coxanenuo, CErofHsa HEMHOIE AHTH-
OMOTUKU MOT'YT IIPUMEHATBCS MHTAJIALAOH-
HO. CIIEIUAIbHBIE UHIAIALMOHHBIE (DOPMBI
(pacTBOpEl ¥ IMOPOLIKA Ul MHIAJISALIII)
CYWIECTBYIOT JUI1 KOJNMCTUMETATA HATPUS,
TOOPAMULMHA U A3TPEOHAMA JTU3MHA; IPO-
XOZIAT NOC/ICAHNE KIMHUYECKUE UCTIBITAHUA
MHI'ULMOHHBIC (DOPMBI JIEBO(IIOKCALIMHA,
[ANPOQIIOKCAIINHA, AMUKAIMHA U Pocdo-
MULHHA [3-5].

B ZBYX OTKPBITBIX HEKOHTPOJIHPYEMBIX
UCCIEAOBAHMAX TIPU 49PO30IBHOM HPHME-
HEHUU TOOPAMULIMHA Y OOJIbIIMHCTBA NALH-
€HTOB ¢ MB B CpoKH /10 3 MeC. OblIa JOCTHUL-
HyTa 3pajguKanyd P. aeruginosa, uro conpo-
BOKIATIOCh YMEHBIIEHUEM HEATPO(DIIILHO-
IO BOCTIAJICHHS B JIBIXATCIBHBIX TYTSX [O].
ToOpamMuIH MHIUOGUpYET CHHTE3 OeiKa,
HEOOPATUMO CBA3BIBAACH C Cy0YACTHLCH
308 6akrepuanbHONI puO60COMBL OH A(PheK-
TUBEH NIPOTUB OOJBUIMHCTBA IPAMOTPULIA-
TEJIBHBIX TTAIOYEK, HO OOBIYHO HE MPOSBIS-
€T 3HAUUMOIO ZICHCTBUA IPOTUB IITAMMOB
Burkholderia cepacia complex u S
maltophilia, XOTs BO3ECTBYET HA IITAMMBI
Enterococcus u Staphylococcus.

PerynapHas Tepanusi HHIAAIMOHHBIM
TOOPAMHULIMHOM KypCaMH 10 4 HeJl. C )%
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AHTUCUHETHOWHASA A/B TEPANUA

CyTouHas po3a MyTb BBEAEHMS Yucno npuemos
20-30 mr/kr B/B 1
10-12 mr/kr B/B 1
30-50 mr/kr Per os 2

150-300 mr/kr B/B 2-3

150-200 mr/kr B/B 2-3

100-120 mr/kr B/B 3

75 mr/kr B/B 3-4
90-100 mr/kr B/B 4
200-400 mr/kr B/B 4
500 mr/kr B/B 4
50 Tbic. En/kr B/B 3

HHFQHHHHOHHbIﬁ IyTb BBCICHUS IIO3BOIACT CO3JATh BBICOKUC
KOHIICHTPAIIUX MMPEIAPATd HEIOCPEACTBEHHO B O4are I/IHq)CK—
WY U 671arofiaps 3TOMY IIPEOJIONIETh PE3UCTEHTHOCTh MUKPO-
OPraHU3MOB MpPU HHU3KOM PHUCKE CHUCTCMHbBIX MOOOYHBIX
3 PEKTOB.

WHTANALWOHHOE BBEJEHUE AHTUBUOTUKOB

CHUMAET CUCTEMHYIO TOKCUYHOCTb, HO MOXKET BbI3bIBATb
HEXENATEJNIbHBIE PEAKLLUU B CAMUX AbIXATENIbHBIX NYTAX Y BOJIbHbIX MB

CucTeMHas TOKCMYHOCTD
TobpaMuLyH - CHUXeHWe Hedpo-, 0TO- U BECTUBYNOTOKCUYHOCTH
3HaHMMbIM ABNAETCH — I'IpMXO,EI,fILI.I,Mﬁ LIJyM B yLLIaX

Ramsey BW. et al. // N.Engl.J. Med. 1999. N340 (1). P. 23-30.

MectHble peakuuu

PasgpaxeHue CIM3UCTON AbIXaTeNbHBIX MyTel (0CMOSIPHOCTb a3P030Nent)
Ocunnoctb ronoca (tobpamuLmH)

bpoHxuanbHas 06CTPyKLMA - rUneppeakTMBHOCTb (MUNEepaLMANUH,

TUKAPLMNINH)

Ramsey BW.et al.// N.Engl.J. Med. 1999.N2340 (1).P.23-30.

JlononHuTenbHag onacHOCTb

bakrepuanbHas

TPaHCMUCCHS Yepe3 CPeATCBO AOCTaBKM Npenapara
Touw D.J. et al. // Eur. Respir.J. 1995.N28 (9). P. 1594-1604.
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4-HeJIenbHBIMU NIEPEPBIBAMY PEKOMEH/YETCA OOIbHBIM
MB, y KOTOPBIX UMEETCS CPEAHETIKENOE WK TSDKENIOE OPAKeE-
HUE JIETKUX 1 XPOHMYECKA MHQEKINS JIbIXaTENbHBIX MyTEN,
BbI3BAHHAA P. aeruginosa. Pe3ynsraThl paHJOMU3UMPOBAHHBIX
KOHTPOJIMPYEMBIX UCCIEAOBAHUI TTOKA3ATH, YTO Y TAKUX ITAIH-
€HTOB PEIY/IAPHBIE MHIAIALUY TOOPAMHULIMHA CIOCOOCTBYIOT
YBENUUYEHNIO 00beMa (POPCUPOBAHHOTO BBIIOXA 34 1-10 CEKYHIY
(O®B,) 1 Macchl Te/d, CHIKCHHIO YaCTOThI TOCIMTAIU3ALINIA,
MAPEHTEPAIBHOTO TIPUMEHEHUS JIPYTUX AHTHCHHETHOMHBIX
AHTUOUOTHKOB M BPEMEHHOU HETPYAOCIOCOOHOCTH, A TAKKE
VIYYIIEHUIO KAYEeCTBA KU3HM. B PETPOCHEKTHBHOM AHAIN3E
JAHHBIX GOJIBIION IPYIIIB! OOMBHBIX MB, BRIIOUEHHBIX B AMEPU-
KAHCKUI peructp manueHToB OoHJa MyKOBUCIHO033, OBLIO
BBISIBJICHO, YTO MHTASIIMOHHAS TEPAMUA TOOPAMHUIIMHOM MPH-
BOJUT TAKKE K CHIDKEHHUIO CMEPTHOCTH OOJBHBIX, 3TO CIYKHUT
JOTIOJHUTENBHBIM JOBOAOM B II0JIb3Y OOJIEE CTPOIOIO BBIIOIHE-
HHA COBPEMEHHBIX DEKOMEHAAUMI 1o JsedeHuio MB [7].
[IpuMeHEHNE UHTATAIMOHHOTO TOOPAMUIIMHA Y GOJbHBIX MB
OIPABAAHO C TOYKY 3PEHMUA MEAULIUHBL, OCHOBAHHOH Ha JOKA34-

Ham nentp y4acTBoBax B IPOBEACHHOM
24-HeJIeNbHOM MYJIBTULICHTPOBOM MEKIyHa-
POHOM  IBOMHOM ~ CJIEIOM  IIIAIe60-
KOHTPOJUPYEMOM  PaHOMU3UPOBAHHOM
UCCIEOBAHNY C TAPAUIEIbHBIMY IPYIIAMU
UL OLEHKY KIMHUYECKON 3(P(EKTUBHOCTU
1 6E30IIaCHOCTH JAHHOIO Ipemapara. Beero
B UCCIEJOBAHUU MNPUHAMA ydactue 245
OOJbHBIX, U3 HUX 21 PEOEHOK — MALUEHT
Hamero 1eHtpa. bpamutod (mo 300 Mr B
4 M 2 pasa B JCHb KypCaMu 110 28 AHEN C
28-JTHEBHBIM TIEPEPHIBOM ) HA3HAYA/IH JIOTIO]-
HUTENBHO K 0G230BOI U JIPYrO¥l aHTHUCHHE-
THOMHO TEPANUH. Pe3yIBTaThl IPOBEAEHHO-
I'0 MCCICAOBAHMA U KIMHUYECKOTO HAOMOze-
HUA II0KA34IM JIOCTOBEPHOE  Y/IYYIIEHUE
®BJl, cHIKEHHE KOJMMYECTBA TOCIUTAIN3A-
1111 OOJIBHBIX X 00OCTPEHUI XPOHUUYECKOIO
OPOHXOJIETOYHOTO TPOLIECCd, YMEHBIICHNE
IOTPEOHOCTY B NAPEHTEPAIBHBIX KypCax
TOOPAMHLIMHA U JIPYTUX IIPOTHBOCHMHETHON-
HBIX aHTUOUOTUKOB, YIYUIICHUE HYTPUTHB-
HOIO craryca. [1ocne IpOBEACHHBIX KYPCOB
TIOSIBUJIACH BO3MOXKHOCTD JI0OUTHCS SPAIUKA-
1 Ps. aeruginosa 1 CymeCTBeHHO CHU3UTD
€€ BBICEB. BbUT C/1E/1aH BIBOJ 00 3(P(EKTHB-
HOCTU U OE€30IACHOCTU IIpenapaTa bpamu-
T00 Y GO/ILHBIX MYKOBUCLII030M C BBICEBOM
Ps. aeruginosa [10].

Hccneposanue UTAIbAHCKAX ABTOPOB
IPOAEMOHCTPUPOBAIO CXOKECTb (papMa-
KOKUHETUYECKUX T1aPAMETPOB NIPENAPATOB
To6u 1 bpamuTo6. JJOCTaTOUHbIN IS aHTH-
OaxrepuanbHoro adgexra npotus  Ps.
aeruginosa nopor B 400 MKI/r B MOKpPOTE
OBUT JIOCTUTHYT Y 5 U3 9 MAIMEHTOB, NONY-
yasnmx Tobu, 1y 8 U3 9 nanueHToB, nomy-

yapmmx bpamutob [11]. )ﬁ

npouecca

68

MEIULIMHCKUIA
COBET i

wit 2013

TENbCTBAX (YPOBEHD A). EBPONEHCKIM KOHCEHCYCOM IO MHIAJIA-
LIMOHHOM TEPAMY PEKOMEH/IOBAHBI K IIPUMEHEHHUIO /IBA IIpE-
napara PTU - Bpamuro6 (Chiesi Farmaceutici) 1 To6u (Novartis
Pharmaceuticals) [8]. D1u mpenaparsl He OTIUMYAIOTCS APYT OT
Apyra [0 COAEPAKAHUIO AEUCTBYIOMETO BEMECTBA, CIOCOOY MHIA-
JALMY U CXEME HA3HAYEHUA. B IPAMOM CPaBHUTENLHOM UCCIIE-
JOBAHUH OBUIO YCTAHOBJICHO, YTO OHHU HE YCTYHAIOT APYT APYIY
0 KIMHUYECKOH 3(Q(EKTUBHOCTU U YIYYLIEHUIO MUKPOOHO-
JIOTUYECKUX TI0Kazarened. Bpamurod, B oramuue ot Todw,
cogepxut 300 Mr ToopamuiiHa B 4 M 0,45%-HOTO pacTBopa
XJIOpUJA HATPHUA, YTO IIO3BOJAET COKPATUTD JUIMTETbHOCTD
UHIALMY Ha 30% 1 CIOCOOCTBYET YIYYIIECHUIO PUBEPKEH-
HOCTH K JICYEHUIO. B MHOTOLIEHTPOBOM PaHIOMU3APOBAHHOM
KOHTPOIMPYEMOM UCCIEAOBAHUY YUC/IO HALMEHTOB, BBIOBIBIINX
N0 TIPUYMHE BOZHUKHOBEHUS HEKEIATENbHBIX 3(P(EKTOB CO
CTOPOHBI OPr4HOB [BIXAHUA (KALlelb, OPOHXOCHA3M), ObUIO
MEHbIIE NP UCNOAb30BaHuu bpamuroda [9, 10]. B Poccun
HAKOIUIEH OOJBIION OIBIT NPUMEHEHUA Kak Tobu, Tak u
Bpamuroba.

TOBPAMULUH ANA UHTANALMWIA (BPAMUTOB) B IEYEHUU NALUEHTOB
C MYKOBMCLIMJ1030M U MHOEKLUEA PSEUDOMONAS AERUGINOSA:
ABOWHOE CNENOE MJALEB0-KOHTPOJIMPYEMOE

MVYNbTULLEHTPOBOE UCCNENOBAHUE

BbIBO/bl

bpamuT06, HoBas MHransiuuoHHas dopma To6pamMuLMHA, Y

60NbHbIX MYKOBMCLIMA030M 06ecneunBaet bonee BbICOKYIO
AHTUMUKPOOHYI0 aKTUBHOCTDb B OTHOWEHMM P. aeruginosa B
co4eTaHuu ¢ bnaronpuaTHLIM NPoduneM NEPeHOCUMOCTH U
6e3zonacHocTy

1. BbICTPO M 3HAUMMO YNYYLIAET NapaMeTpbl QYHKLMUK
BHELLHEro AbIXaHus

2. Mo3sonsieT nobutbes 3papnkaumm P. aeruginosa 'y
GonbLuero yucna NaLMeHToB

3. YMeHblwaeT He06X0AMMOCTL Nponycka paboumnx,/y4ebHbIX
AHeN U3-3a 060CTPeHHI1 XPOHUIECKOr0 HPOHXONEroYHOro

4. XopoLuo nepeHoOCUTCA = NPU MHFANSLUOHHOM
cnocobe BBeAEHUS TOOPAMMULIMHA HE OTMEYEHO OTO- U
He(pOTOKCUYHOCTH
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B nacrosiee Bpems B Poccuio He

MO CIARENCA! WAl o L el BVHAMUKA ®XEN W O®B, Y AETEA C XPOHUYECKON CUHEFHOWMHOM
MPHCYTCTBYET MOPOMKOBAs (hOpMA MHIa- MHOEKLMENA MPYU MB, HE MOJIVYABLUMX NPOGUNAKTUYECKYIO AT
JMIMOHHOTO  To6pamuuuHa  To6u W AT 06OCTPEHMA EPOHXONEFOYHOTO NPOLECCA

[Topxanep. JaHHBIA NpEnapar He MOXKET
OBITb AIBTEPHATUBON PACTBOPY TOOpAMU-

[WHA JUI1 UHTALOWIA B [IONTHOU Mepe. B %ot [

KIMHUYECKUX HCCAEOBAHUAX YACTOTA 90

CBA3AHHBIX C MCMOIB30BAHUEM MOPONIKO- 80

BOM (DOPMBI HEKETATEIbHBIX SBICHUIA, 70 ><

OCOOEHHO CO CTOPOHBI OPIAHOB JBIXAHM, _—
npespimana 50%. Tak, HanpuMep, 4acToTa 60

BOSHMKHOBEHUA KALLIA B TPYIIIIE MALMEH- 50 1 - ®XEJ npu npodunaktuueckoii AT
TOB, tony4asmux TT1, Obu1a 607€€e YeM B 5 40 2 - MXEN npu AT TonbKo 060CTpeHMii
5133 Soie, e E Cppae BV (L2, 5] 30 6pOHX0NEro4HOro Npouecca

3BECTHO TAKKE, YTO MHOIUE MAIUEHTbI )
HE CMOI'YT B TIOJHOI MEPE BOCIONb30BATb- 20 3 - O®B, npu npodpunakTuyeckoi AT
Cs1 TIPEUMYIIECTBAMH TIOPOIIKOBOIO MHIA- 10 4 - O®B, npw AT TonbKo 0GOCTPEHMii
JIATOPA 13-32 HEBO3MOKHOCTH OOECTICUUTH 0
9(Q(EKTUBHBI HHCIMPATOPHBI IOTOK 1 3
(60mee 30 1/MuH). rofl
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