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Modern Approaches in Management of Children with Cystic Fibrosis

The problem of timely diagnosis and proper management of patients with cystic fibrosis is crucial not only in our country, but through-
out the world. Experts of the Union of Pediatricians of Russia have considered various issues of etiology, pathogenesis, epidemiology,
diagnosis, and treatment of this genetic disease in a modern light. Particular attention was paid to screening methods for early diag-
nosis of cystic fibrosis. The principles of complex therapy were justified, including rational use of antibacterial and mucolytic drugs
and enzyme replacement therapy that significantly determine the disease prognosis.
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ONPEAENEHME

KncTtosHbin dnbpo3s (MykoBucumaos, MB) — aytocowm-
HO-pEeLIeCCMBHOE MOHOIEHHOE HacneACcTBEHHOe 3a6oneBa-
HUWe, XapaKTepmaytowWweecs NOParKEHNEM BCEX S3K3OKPUHHbIX
enes, a TakKe XKM3HEHHO BaXKHbIX OpraHoB 1 cuctem [1, 2].

3TUONOruA U NATOrEHE3

leH CFTR (MBTP — TpaHCcMeMO6paHHbIn perynsatop npoBo-
OMMOCTU MyKOBMCLMA03a) 6b11 naeHTubMUmMpoBaH B 1989 r.
[eH pacnonoxeH B cepeamHe A/IMHHOIO naeYva 7-M ayTocoMbl,
coOepUT 27 3K30HOB 1 oxBaTbiBaeT 250 000 nap HyKneoTu-
[0B. OH KOHTPONMPYET CTPYKTYPY U PYHKLUMIO OGHOMMEHHOIO
6enkKa. MocnegHue nccnegoBaHmnsa nokasanu, 4to MBTP aBns-
€1Csl CO6CTBEHHO XJIOPMAHBIM KaHanoM.

Bbenok MBTP nokanu3yeTcs B anuMKanabHOW 4acTu MeM-
6paHbl aNUTEeNNaNbHbIX KNETOK, BbICTUIAIOWMX BbIBOAHbLIE
NMPOTOKU Kefie3 BHELWHEN ceKpeuun (MOTOBbIX, CIOH-
HbIX, XXe/1e3 B 6pOHXax, NMOAMXKENYAOUYHOW Kenese, Kulliey-
HWUKe, YpOreHuTasbHOM TpaKTe), OH peryanpyet TpaHc-
NOPT 3/IEKTPONMUTOB (MNaBHbIM 06pa3oM XJopa) Mexay
3TUMU KNETKaMMU M MEXKIETOYHOM XWMAKoCTbto. B 6ase
HGMD (The Human Gene Mutation Database; https://
my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.
php) onucaHo okono 2000 mytaumn reHa CFTR, oTBeT-
CTBEHHbIX 3a pa3Butve cumntomoB MB. o cocTosiHUIO
Ha 31 wiona 2020 r. Ha Be6GcanTe MeXayHapo4HOro npo-
ekta CFTR2 (https://CFTR2.0org) npeactasneHo 360 nato-
FE€HHbIX BapuWaHTOB HYKMEOTMAHOM MNOCNefoBaTe/IbHOCTH
reHa CFTR. OHn npenaTtcTByOT cnHTe3y 6enka MBTP, ero
TPaHCMNOPTY K anuKanibHOM MembpaHe KNEeTKU WKW Hapy-
WwatoT ero GyHKUMIO B Ka4ecTBe KaHajna aHMOHOB XJopa.
B 3aBrMcMMOCTHM OT BAUSHUSA Ha dyHKUMIO 6enka MBTP Bce

BapuaHTbl HYKNe0TUMAHOW nocnegoBaTeNnbHOCTH reHa CFTR
noapasfaensiotT Ha 7 OCHOBHbIX Knaccos [3, 4].

M3BECTHO, 4TO OAMH M TOT e BapuaHT MOXET Bbi3BaTb
HECKOMbKO BMAOB HapPYLLUEHUSA CTPYKTYPbl UAK GyHKUMK 6en-
Ka, U He AN BCeX BapuMaHTOB HYKNEOTUAHOW mocneaoBa-
TenbHoCcTU reHa CFTR onpeaeneH Knacc.

CornacHo faHHbIM HaLMOHaNbLHOro perncTpa, Hanbonee
yacTo BcTpeyatoTcs cneayowme myTtaumm: F508del (53,14%),
CFTRdele2,3 (6,18%), E92K (3,11%), 3849+10kbC>T
(2,29%), 2143delT (2,05%), 2184insA (1,88%), 1677delTA
(1,76%), N1303K (1,69%), W1282X (1,63%), L138ins
(1,46%), G542X (1,43%) [5]. MyTauuun reHa CFTR Hapyuwa-
10T HE TOMbKO TPAHCMOPT, HO M CEKPELMIO MOHOB XJopa.
MpKn 3aTPyAHEHMMU UX NPOXOXKAEHUSA YePES KIIETOYHYIO MEM-
6paHy yBenn4MBaeTca peabcopbLms HATPUS HKeNe3ncTbiMu
KNneTKkamu, HapyllaeTcsl 3MeKTPUYEeCKUA NOoTeHuMan npo-
CBeTa, YTO BbI3blIBAET U3MEHEHME 3NIEKTPOSIMTHOIO coCTa-
Ba W Jernapataumio CEKpPETa Xenes3 BHELIHEeN CeKpeLuuu.
B pe3ynbTate Bblaensiembli CEKPET CTAHOBUTCS YPEe3MEPHO
rycTbiM M BA3KWUM. [Tpyn 9TOM CTpadaloT IerkKune, *enyao4Ho-
KULIEYHbIN TPaKT, NeYeHb, NoaXenyao4yHas enesa, Moye-
nonosas cuctema [1, 6].

lMporpeccupoBaHne Nero4yHom U ceplaevyHon HepocTta-
TOYHOCTM gBAseTca Haubosiee 4acToh MPUYMHOM CMEpPTU
nauneHToB (95%).

CneKkTp MMKPOOPraHM3MOB, CBA3aHHbIX C MHDEKLMSMMU
AblXxaTenbHbIX NyTen y naumeHtToB ¢ MB, npogonkaet pac-
WMPATLCH, U UCCNENOBAHUA MUKPOOBMOMA NIErKUX Y AAaHHON
KaTteropun 60MbHbIX AEMOHCTPUPYIOT CMOXHbIN CUHEPTU3M
MeXay KyN1bTUBUPYEMbIMWU U HEKYNBTUBUPYEMbBIMU MUKPOOP-
raHnamamu. Mnukpo6uonormieckaa guarHocTMKa y naumeH-
TOB ¢ MB 1MmeeT psig 0co6eHHOCTEN, KOTOpble HE06X0AMMO
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yu4uTblBaTb NPU OpraHn3aunm paboTbl C AaHHOW KaTeropuen
60JIbHbIX.

Yawe BCero B OTAENAEMOM HUXHUX AblXaTeNbHbIX
nyten y naumeHtoB ¢ MB BbigBnsioTca Staphylococcus
aureus, Pseudomonas aeruginosa, Burkholderia cepacia
complex, Stenotrophomonas maltophilia, Achromobacter
spp. bonee TMNWMYHbIE pecnuMpaTopHble NaToreHbl, Takue
Kak Haemophilus influenzae, Streptococcus pneumoniae,
Moraxella catarrhalis, Tak)Xe MOryT Urpatb Ba)KHYI posb
B pa3BUTMM OGPOHXONErOYHOrO npouecca. Y nauueHToB
¢ MB MoxeT BCTpedaTbCsi XPOHMYECKas KOMOHM3auus
MWKpoOoOpraHnamamu cemenctea Enterobacteriales.

NmeloTcs HabnioaeHna BblAeNEHUS U3 HUMXHUX [Abixa-
TeNbHbIX NyTeN NnauneHToB ¢ MB HedbepMeHTUPYIOLWMX rpam-
oTpuuaTtenbHblix 6akTepun (HFOB) — Burkholderia gladioli,
Inquilinus spp., Ralstonia spp., Cupriavidus spp., Pandoraea
spp. [laHHble BUAbI ABAAOTCA 6/IM3KOPOACTBEHHbBIMU, UMEIOT
reHeTu4ecKoe CXoAcTBO ¢ 6akTepusmu poga Burkholderia.
OHM pefKo BblAensoTcs y naumMeHToB ¢ MB, ogHako onu-
caHbl Cnyvyau BblAENEHUS UX NPU XPOHUYECKON MHPEKLNW.
HeT poctato4yHOro KonuvyecTBa uccnegoBaHUM, yKasbliBalo-
WKMX Ha BO3MOXHOCTb Nepejayvn WTaMMOB OT MauMeHTa
nauuneHTy.

Opyrne MUKPOOPraHM3Mmbl,
CKOoe 3HayeHue npu MB: HeTybepKynesHble MWKOOaK-
Tepun (HTMB) — Mycobacterium abscessus complex
(MABSC), Mycobacterium avium complex (MAC) n apyrve
MUKoGaKTepuu, rpubbl — Aspergillus spp., Scedosporium
spp., Trichosporon spp., BUpycbl — Respiratory syncytial
virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus,
Parainfluenza virus, Human metapneumovirus. Bo3pacTtaet
BbigBnssemMocte HTMB y nauveHTOB cTapliero Bo3pacTa.
MABSC v MAC siBnsitoTca Hanbonee 4acTo BCTpeYaloLmnmu-
ca [2].

OCOBGEHHOCTAMM XPOHUYECKOM MHDEKLMUN NETKUX Y 6ONb-
HbIX MYKOBUCLMAO30M SIBASETCA TO, YTO AaHHas MHdeKLmA
B 2/3 cny4aeB Bbl3blBAeTCA HE MOHOKY/BTYPOW, @ accouma-
UMen MMKpoOpraHuMamoB. 3a pybeoMm 3T MoKasaTenu
B ABa pa3 HMxe — B 35% nccneagyembix 06pa3LoB 6pPOHX0-
anbBeonspHoro nasaxka (bAJ1) BbISBASAIOT POCT ABYX MUKPO-
opraHuamoB 1 B 10% cnyyaeB accounauuun npegcrasne-
Hbl TpeMs 1 6onee BMAaMM MUKpoopraHnamoBs. Hanbonee
4acTo BCTpevalolenca accounaumnen aBnseTcs coyetaHme
P. aeruginosa n S. aureus [7, 8]. B cocTaBe MWKPOGHbIX
accouunaumnin Bblaensanm ogHOBPEMEHHO MYKOUAHbIV U HEMY-
KouAaHbln deHoTunbl P. aeruginosa. Kpome P. aeruginosa
yacto BblaenanuM apyrux npeactaButenen HIOb —
Burkholderia cepacia complex, Achromobacter spp.,
S. maltophilia, A. baumannii v gp. [9].

Mpn aHanuM3e AaHHbIX MUKPOBMONOrMYECKUX MCCnedo-
BaHWA YCTaHOBNEHO, YTO MWMKPOOpPraHuambl OblM Bblge-
neHbl y 61,9% peten B Bo3pacte Ao 1 roaa, y 92,9% —
B Bo3pacte 1-4 net, y 93,8% — B Bo3pacte 5-7 netr
n B Bo3pacte 8-14 n 15-18 — y 100% aeten. 1o cBUAae-
TEeNbCTBYET O TOM, YTO KONOHU3ALMA NErKUX BONbHBIX MYKO-
BUCLIMAO30M MUKPOOPraHM3Mamu HavymHaeTcs GaKTUHeCKM
C NepBbIX AHEN NOCNEe POXKAEHUSA U AOCTUraeT Makcumyma
y¥e K 5 rogam xu3Hu. B Bospacte go 1 roga 6o5ee 4em
y 1/3 NaumneHTOB C MyKOBUCLMAO30M HUKHUE [biXxaTeNbHble
nyTM euwe He ob6CeMeHeHbl MWKPOOPraHM3mMamu, B BO3-
pacte 1-4 neT HWKHWE [AbixaTefibHble NYyTU 06CEMEHEHbI
no4yTun y Bcex 60nbHbIX (92,9%), a k 8—18 rogam — y 100%.
XPOHMYECKYID CTaPUIOKOKKOBYIO, CUHErHOMHYIO MU CMme-
WaHHY MHPEKLUMIO AnarHocTupytoTy 25% aeten yxe B BO3-
pacTte 1-4 ner, B Bo3pacTte 5-7 netr — y 50%, B Bo3pacTe
8-14 netr — y 65% 1 K 18 rogam — y 80% 60/bHbIX MyKO-
BMCUMOO30M [7].

nMeplne 3ITmnmonorunyde-

Mpu oLeHKe MMKPOBMONOrMYeCcKoro npoduna pecnupa-
TOPHOrO TpaKTa BbISIB/IEH POCT 4aCcTOThbl BbiCEBa rPamoTpu-
LaTenbHON Gopkl C yBEANYEHNEM BO3pacTa 601bHbIX.

Haunb6onblasn yactota MHOUUMPOBAHNUS S. aureus oTMme-
4yeHa B BO3pacTHOM rpynne 12-16 neT, rae oHa coctasuna
64,5%, P. aeruginosa — B rpynne 24-28 neTt c 4acTo-
Ton 55,0%, B 3TOM e BO3PacTHOW rpynne MakcMmanbHoe
nHunuupoBaHue Burkholderia cepacia complex, KoTopoe
coctaBuno 22,6%, S. maltophilia B8 16-20 net — 5,6%.
Achromobacter spp. [OCTMraeT CBOEro nuKa y nauueH-
TOB cTaplie 36 net, rae ee vactora coctaBuna 14,3%.
MeTUUNNNNH-PE3UCTEHTHbIN CTadUNOKOKK (MRSA) ume-
eT [Ba MWKa MaKcuManbHOM 4actoTbl: B 20-24 ropga
n 32-36 net — 11,4 1 10,5% coOOTBETCTBEHHO.

YacToTa XPOHUYECKOr0 MHOULMPOBAHUA AblXaTeNbHbIX
nyten S. aureus coctaBnsieT 56,0%, P. aeruginosa — 32,1%,
Bcc — 6,6%, MRSA — 6,4%, Achromobacter spp. — 3,9%,
S. maltophilia — 3,4%. B 7,5% cny4yaeB AbixaTebHble NyTH
60/IbHbIX XPOHUYECKU MHOULMPOBAHbI APYron rpamoTpuLa-
TenbHOM GNOPON, cpean KOoTopon Haubosiee 4acTo BCTpe-
yawouwmecs npeacrtaButenn cemencrtesa Enterobacteriales
(Klebsiella spp.: Klebsiella pneumoniae, Klebsiella oxytoca,
Raoultella (Klebsiella) ornithinolytica; Escherichia coli,
Serratia spp., Proteus spp. W 4p.), a TaKXe nNpeacTaBUTENM
HIOb (Pseudomonas spp.: P. stutzeri, P. oryzihabitans,
P. monteilii, P. putida, P. koreensis, P. fluorescens, P. fragi,
P. luteola; Acinetobacter spp.: A. baumannii, A. Iwoffii,
A. haemolyticus, A. calcoaceticus, A. junii, A. pittii,
A. anitratus). Y psga nauuveHTOB BCTpPeYaeTcss MUKCT-
MHPULMPOBAHUE PECnMPaTOPHOro TpakTa PasnMYyHOM He-
ncesBAOMOHaAHOM rpaMmoTpuLaTenbHon dnopon. Jons naym-
eHTOoB, MHOMLUMpOoBaHHbIX HTMB, coctaBnseT 0,9%.

[pyron oco6EeHHOCTbIO MUKPOGIOPbLI NPU XPOHUYECKOM
MHOEKLMN NErknx y 60MbHbIX MYKOBUCLMAO30M SIBASETCA
pas3nnyHas Pe3nUCTEHTHOCTb K aHTMOMOTMKaM npenctaBu-
Tenen ogHOro M TOro e BuAa NEepCUCTUPYIOWEro B HUX
B036yanTens. 3to o6ycnoBaeHo Kak GeHOTUNNYEeCKON reTte-
POreHHOCTbI0, KOTopas ABAseTcs pes3ynbTraToM afjantauuu
MUKpOOpraHuM3ama npuv MNepcucTeHuMM noa BO3AEWNCTBU-
€M aHTM6MOTMKOoTEepanunm W/MaM UMMYHHOM CUCTEMBbI, TaK
M BapuMaTMBHOCTbIO, CBA3AHHOM C FEHETUYECKUMU U3MEHe-
HUAMU, MPOUCXOAALLMMU B BaKTEPUSAX MNPU NEPCUCTEHLIUU, —
NpUOGpPETEHNEM UK NOTEPEN MOBUIIBbHBIX FEHETUYECKMX 3Me-
MEHTOB, UMEIOLWMX B CBOEM COCTaBE reHbl PE3UCTEHTHOCTH
K aHTMOMOTMKaM. [aHHas O0COOEHHOCTb MMEET KaK KJIMHM-
4YecKoe, TaK U 3NMAEMMONOTMYECKOE 3HA4YeHWe W AOoMKHAa
paccMmatpuMBaTbCs KaK daKTop, orpaHuynBatlowmnin adodek-
TUBHOCTb @aHTUBMOTMKOTEPANuK, CNOCOBCTBYIOWNIA BblXKUBA-
HUIO BaKkTepun U GOPMUPOBAHUIO XPOHUYECKON MHDEKLMMN.
J70T daKT ABNAETCA BarKHbIM ANS KAMHUMLMCTOB, elle pas
noaTBepKaaeT HeobxoAMMOCTb MCCNefoBaHWa aHTMOUOTH-
KOYYBCTBWUTENBHOCTW BbIAENEHHbIX U30NATOB MPU Ha3Haye-
HWM aHTUOUOTUKOTEPANUU U yKa3blBaeT Ha HEOBXOAMMOCTb
NPUMEHEHNS KOMOUHMPOBAHHOW aHTMOGMOTUKOTEPANUM
Npw NeYeHNn XPOHUYECKON MHDEKLMK Y 6onbHbIX MB [10, 11].

PasBuTuHio acneprunnesa nerkux y nauneHtos ¢ MB cno-
CO6CTBYIOT HApyLEHWE MYKOLIMAMAPHOTO KNMpeHCa M UMMYH-
HOro OTBETA, a TaKXe NPOoAOo/IKUTENbHAsA aHTUbaKTepmuanb-
Has U MIOKOKOPTUKOCTEPOUAHAS TEpanus.

KonoHunzaumsa agbixatenbHblX nNyTen y nauueHtos ¢ MB
Aspergillus spp. — BbliBNeHne rpubos poga Aspergillus
B > 50% 06pa3uoB MOKPOTbl WM B TeyeHne > 6 mec
B roj, OTCYTCTBME MHCTPYMEHTA/IbHbIX MPU3HAKOB yXxyalwe-
HUS NEero4HON GYHKLMK, a TaKKe OTCYTCTBUE KIMHUYECKUX
npu3HaKkos o6ocTperHns MB [12, 13].

B HacTosiwee Bpems HET y6eauTenbHbIX JaHHbIX O Hera-
TUBHOM BJIUSHUU KONIOHU3auun Aspergillus spp. abixatenb-



HbIX NyTen Ha GYHKLMIO AblXxaHWs NauueHToB ¢ MB [12-14].
KonoHunsauus abixaTeNnbHbiX NyTen nauneHtToB ¢ MB rpuba-
Mu Aspergillus spp. He ABNSETCA NOKa3aHWeEM AN Ha3Ha4e-
HWS NPOTUBOrPUOKOBBLIX JIeKapCcTBEHHbIX cpeacTs (J1C).

Hanb6onee pacnpocTpaHeHHbIM OCJ/IOXHEHUWEM, O06Yy-
cnoBnieHHbIM Aspergillus spp., y naumveHtos ¢ MB aBnset-
CSl annepru4yeckum 6poHxoneroyHbln acneprunnes (ABJA).
ABJIA xapaKTepusyeTcsi pas3BUTUEM peaKuuW TUnepyyBs-
CTBUTENbHOCTM | TMNa MNpU KONOHM3aAUMKU AblXaTeNbHbIX
nyten Aspergillus spp., KoTopasg 6e3 fie4eHuUsa NpUBOAUT
K pa3Butuio Gubpo3a Nerknux 1 HeobpaTUMON AblXxaTelbHON
HejoCTaTOMHOCTU. Y nauneHToB ¢ MB MHBa3WBHbLIV acnep-
rMnnes3 BCTPeYaeTcs pPedKo, Yalle KaK OCNOXHeHue nocne
TpaHcnnaHTauuun nerkux (T/1) Ha doHe MMMYHOCYNpPeCcCcUB-
HOWM Tepanuu.

MHBa3MBHOIrO rnopaxeHuss TKaHewn nerkux npu ABJIA
06bI4HO HE MPOWUCXOAMT, XOTA COYeTaHWe C XPOHMYECKUM
acneprunnesom nerkux (XA/) soigenatot y 10% naumMeHToB.
OcHoBHble B0O36yauTenn ABJTA — A. fumigatus w A. niger
[15, 16].

XAJ1 npeactaBnaseT co6oM MeasieHHO NMPorpeccupyoLLnm
OECTPYKTUBHbIN NPOLLECC B JIEFKMX, 0OYCNOBJIEHHbIN rpuba-
Mu Aspergillus spp., B paHee CcylwecTBOBaBLUMX GPOHXO3KTa-
3ax, nonoctax 1 np. OnucaHa reHeTndecKkas npegpacnono-
}KEHHOCTb K aToMy 3a6oneBaHuio, cBA3aHHasa ¢ 4eduumnTom
wnu aucoyHKkumen Thy-numeounTos [17, 18].

MHorune naumeHTol ¢ MB pgo passutng XAJ1 nonyda-
SIN MHTansIUMOHHbIE MM HU3KKE [03bl KOPTUKOCTEPOMAOB
AN CUCTEMHOro npuMeHeHus. Kpome Toro, pasBuTUIO
XAJ1 cnoco6c¢cTByeT MNOBbLIWEHHOE COAEPXXaHUe KOHWAWM
Aspergillus spp. B OKpyXatolen cpefie, B TOM HUCIIE B XUJIbIX
W MPOU3BOACTBEHHbIX NomeLleHnsax. OCHOBHble BO36yauTe-
nm XA — A. fumigatus, A. flavus n A. niger. be3 nevyexus
XAJ1 NPUBOAMT K YXYAWEHUIO KavyeCTBa XW3HU MaLUeHTOoB
¢ MB v yBenn4eHuio netasbHOCTH.

ANUAEMHUOJIOrUA

YacTtota MB Konebnetcs cpeau npeacrtaButenien espo-
neovgoB oTr 1 : 600 go 1 : 17 OO0 HOBOPOXAEHHbIX.
B Poccuitickon enepauunn yactota MB cocTaBnsieTt, no agaH-
HbiM PIBHY «MeanKo-reHeTUY4eCKUA Hay4HbI LeHTP WM.
akagemuka H.MM. boykoBa», 1 : 9000 HOBOPOXAEHHbIX [1, 5].

K/NACCUOUKALUA
Knaccudukaumnsa, npuHaTas BO3, MexayHapoaHowm
accoumaumen mykoeucumaosa, EBponenckon accouunaumnen
MyKoBucLMao3a [1-5, 7-9]:
® KNaCCUMYEeCKMM MYKOBMCLMAO3 C MaHKpeaTU4eCcKowm
HeJOCTaTOYHOCTbIO (CMELaHHas UK NeroYHo-KueyHas
dopma 3aboneBanus), E84.8;
®  K/JacCUYeCKUI MyKOBUCLMAO3 C HEHapyWeHHON QYHKLM-
€N NoAXKenyao4HON enesbl (NMPenMyLecTBEHHO Neroy-
Hasa popma 3aboneBaHus), E84.0;
° HeonpeaeneHHbIn AnarHo3 nNpu NoIOXKMTEbHOM HEOHA-
TasbHOM CKPUHWUHIE Ha MyKoBucumaos E84.9;
e 3aboneBaHus, accoLunpoBaHHble ¢ reHom CFTR (MBTP):
— M30MpOBaHHas 06CTPYKTUBHAsA a300CNepMus;
— XPOHMYECKHMI NAHKpPeaTwT;
— [MUCCEMUHUPOBAHHbIE BPOHXO3KTAa3bI.
B KAMHMYECKOW MpaKTWKe Ucnonb3yeTcs Knaccuduka-
uma, npeacTaBneHHas B Taén. 1 [2].
B 6yayuwem, no mepe yrnybneHus 3HaHum, ata Knaccuou-
Kauus Takxe noTpebyeT nepecMmoTpa.

K/IMHUYECKASA KAPTUHA
MyKOBMCLIMI03 MOXET ObITb 3anofo3peH Mo chneayio-
MM NPU3HaKaM.

Hanuyne BHyTPUYTPOGHO NO AaHHbIM Y3W runepaxoreH-
HOMO KMLLEYHMKA, NPU POXKAEHUN — MEKOHUEBDLIW UEYC.

B nepuoae HOBOPOXAEHHOCTU — 3aTSXKHasA HeEOHaTab-
Has Kentyxa, BUTaMWH-K-3aBUCHMble remopparnyeckue
COCTOSIHWUS, MEKOHMEBLIN UNeycC.

° MEeKOHMEBLIN Naeyc — 3TO CMHAPOM, XapaKTepuayio-
LWHMNCH NPOSIBNEHUEM HU3KOM O0OTYpaLUMOHHOW KULIEYHOMN
HenpoxoanMocTHn 6e3 nepepbiBa NPOCBETA KULLIEYHOM TPyO-
Ku. [laHHOe 3a6oneBaHne Npu MyKoOBHUCLMAO3€E 0BycnoBne-
HO MeXaHW4YeCKUMM NpuYnHaMm — obnuTepaumen npoceeta
NAOTHOW MEKOHWaNbHOM MPOOKOW.

B MupoBoW O06LWENPUHATON NpPaKTUKe cYUTaeTcs,
410 B 90-95% cny4yaeB 3TMONOrME MEKOHMEBOIO Mieyca
ABNAETCS MyKoBMcUMAO03 [19]. MeKoHMEBLIN nneyc anarHo-
ctupyetcs y 15-20% HOBOPOMKAEHHbIX C MYKOBUCLMAO30M.
B eBponencKux cTpaHax NauneHTbl C MEKOHWEBLIM UEYyCOM
noanexart ob6s3artenbHOMY 06CNeA0BaHNI0 HA MYKOBUCLIM-
no3 [1, 20]. Mo gaHHbIM perucTpa nauMeHToB ¢ MyKOBUCLMU-
no3omM Poccuiickon depepauunun, aons 60MbHbIX MYyKOBWC-
LLMAO30M, MEPEHECLNX MEKOHUEBDLIN MAEYC NPU POXKAEHNUH,
B rpynne Aeten nNepBOro rofa XW3HW coctaBuna 22,1%,
YTO OTpaXaeT ero peasbHylo pacnpocTpaHeHHOCTb [21].

e 3ageprKa NnpubaBKM Macchl TeNa, YacTbiM, 0OUIbHbLIN,
C NPUMECHIO KMpPa M 310BOHHLIM 3aMaxoM CTY/, NMOBbILLEH-
HbIM anneTuT, B Bo3pacTe nocse roga anuM3o4bl BbiNageHus
NPSMOM KULLKK, INN30A4bl 3a4EPKKM CTyNa C KIMHUYECKUMU
NPOSIBNEHUSIMM YaCTUYHOM MW NOMHOM KULWEYHOW HENPOXO-
AUMOCTHU (CUMHOPOM AUCTaNbHOM WUHTECTUHaNbHOM O6CTPYK-
umn — CAuo0).

e C paHHero Bo3pacTa BO3MOXHbl HaBSA34MBbIN
KOKNowenogo6HblM Kawenb, 4acTo peunausupyloline
pecnupaTopHble UHPEKUMU C ABEHUAMU OPOHXMUTOB,
NMHEBMOHUWA, MOryT OTMeyaTbCd CBUCTAWEE AblxaHue
W/ WUnun «opanbHasa KpenuTaums», oablllKa, Kalenb C Bblge-
NEeHWeM THOMHOM MOKPOTbl, B TOM 4uC/e BHE NepuoaoB
060CTpeHNS, BlaXKHble pa3HOKannbepHble Xpunbl pa3Homn
CTEMEHN NOKanuM3auunm B 3aBMCUMMOCTM OT pacnpocTtpa-
HEHHOCTM npoLiecca.

e B paHHeM BO3pacTe OTMeYaloTCs 3NU304bl MPOsB-
NEeHUH cMHApPOMa MoTepu Conen (rMnoKanuvemus, runoHa-
TpUeMuUs, TMNOXJopeMuUs) — noTeps Maccbl Tena, Cpbiru-
BaHWS, pBOTa, BANOCTb, OTKa3 OT eAbl. Bcneactene notepu
3/IEKTPOIUTOB C NOTOBOM }UAKOCTbIO, 0COGEHHO B YCNOBUAX
YCUNEHHOr0 MOTOOTAENEHUS (MXOpajKa, KapKas noroaa,
npebbiBaHMe B cayHe, GU3NYECKNE Harpy3Ku), 4epes Keny-
OOYHO-KMUWEYHbIM TPaKT, HeLOCTaTOYHOro MOCTYNaeHUs
cofnen ¢ nuwen n Boaon (0CoOBeHHO y AeTen nNepBoro roga
KMU3HWM NPU OTCYTCTBUM AOTaLMK CONM) MOXKET pa3BMBaTbCH
ncespo-baptrep-cuHapom (MBC).

CuHOpOM MaHudecTupyeT NpermylecTBEHHO Ha nep-
BOM FOAY M3HM Y NALMUEHTOB C MyKOBUCLIMAO30M U ABASET-
CSl XU3HEYrpoXKatoLWmm COCTOSSHUEM, MO3ITOMY paccMaTpu-
BaETCA C TOYKM 3PEHUSA TAKENOr0 U ONACHOIO OC/IOXKHEHMS
MB, Tpebyiowero B onpefeneHHbIX Cayvyasax 3KCTPEHHOro
BMewaTenbcTea. MNBC MoxeT 6biTb NepBbIM CMMNTOMOM
MB. KnuHnyeckne nposBneHuns: oT 3a4epKu GrU3nyeckoro
pasBUTUS 4O OCTPOro COCTOSAHWUS, MPOTEKAIOLLEr0 C OTKa30M
OT eAbl U NUTbS, BANOCTbIO, CPbITMBAHUAMU U PBOTOM, NPU-
3HaKaMu gerngparauuu. Hacto ownmb0o4HO NPUHUMaETCs
3a OCTPYI0 KULEYHYIO MHDEKLMIO, NaToNOornio NoYeK, agpe-
HOTeHWUTanbHbIN CUHAPOM [2]. TaKkXKe MPUCYTCTBYIOT Takue
CUMMTOMbI, KaK «COMIEHbIW» MPUBKYC» KOXHbIX MOKPOBOB,
aedopmauunn rpyaHom Knetku, popmMrMpoBaHue Npu3HaKkoB
XPOHUYECKOW TMUMNOKCMM B BuAe Aedopmaunn KOHLEBBIX
danaHr 1 Horten no Tuny «6apabaHHbIX NasoyYeK» U «yaco-
BbIX CTEKO/», MPU3HAKK XPOHMYECKOro ranMopuTa, NoaMnos-
HOrO CMHYyCHTA.
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e MyKOBMCLMAO3-aCCOLMUPOBAHHbIE 3abonesa-
HMA neyeHu (cystic fibrosis-associated liver disease —
CFLD) BKkNtoYaloT B ceba Takoe MHoroo6pasve HO30/0ruH,
KaK GuAnapHbIM LMPPO3 MeyeHn ¢ u 6e3 CUHAPOMa BHY-
TPUNEYEHOYHON MOopTasbHON TMNEPTEH3UU, NMEPCUCTUPYIO-
Lee NoBbIWEHWE YPOBHS NEYEHOYHbIX GepMeEHTOB, PU6PO3,
CTeaTtos, XeN4yHoKameHHas 60/1e3Hb ¥ U30/IMPOBAHHO NULLb
YNbTPa3BYKOBbIE UBMEHEHUS MapPEHXUMbI NeveHun [22, 23].

BcTtpeyaemMocTb  MYKOBMCLMA03-aCCOLMMPOBAHHOM
renato6ManMapHoO nNaTosorMM BO BCEM MUpe CocTaBaseT
npumepHo 37,9%, npuyem 2,5% netanbHbIX UCXOA0B OTME-
YaeTcs UMEHHO NOo NpUYMHEe AeKOMMeHcaunn 3abonesaHni
neyvexu [24]. Mo EBponencKoMy permcTpy NnauneHToB C MyKO-
BMCLMAO30M 3a 2017 ., NPOLEHT NaUMEHTOB C LIUPPO30OM
neyeHn U nopTtasbHOW runepTeH3nen B Bennko6puTaHuu
coctaBnsieT 1,51% (149 nauueHToB oT 8344), B Poccuu
we — 4,42% (136 naumneHToB oT 2291) [5]. Lluppo3 neveHun
C nopTanbHOW runepteH3nen B Poccuiickon Pepepaumm
B 2017 r. 3adumKcupoBaH y 4,5% nauneHTos, 6€3 nopTab-
HOM runepTeH3nn — y 2,3%, UMppPo3 nevyeHun (runepTeH3uns
Heu3BecTHa) — Yy 0,7% O6O0NbHbIX U MNOPaXKEHWE MNEeYEeHU
6e3 umppo3a — y 15,9%.

Y 1,5% nauneHToB MopaxeHue neyeHu aBnseTcs nep-
BbIM KJIMHUYECKUM CMMNTOMOM MB; UMEHHO No3Tomy B aAva-
FHOCTUYECKUM anropuTM Mpu LMPPO3€e MNeyYeHU HEesSCHOM
3TMONOMMKN PEKOMEHAYETCS BKOYATb NOTOBLIN TECT AN €ro
UCKOYeHUs [22, 23].

MNopaxeHne neyeHwn, Kak U MHorue apyrume GpeHoTUnu-
YyecKue nposieneHnss MB, 3aBUCUT HE TONIbKO W He CTOSIb-
KO OT reHetuyecKoro aedekta u tuna mytauuum CFTR,
HO W OT AEeNCTBUSA TeHOB-MOAMGDUKATOPOB, HaXOASALLMXCS
BHe nokyca CFTR, Hanpumep annensa Z reHa SERPINA1
(al-antitrypsin nnu al-antiprotease) [2, 5] u annena A VNTR
B reHe eNOS4 [25], n oT GaKTOPOB OKpyXKalolleh cpefbl,
BKJIlOYAs ATPOreHHbIe.

KnuHnyeckn npu popmupoBaHumn LMppo3a nevyeHn aua-
FHOCTMPYIOTCA YBENMYEHUE XKMBOTA 3a CYET renatocnyieHo-
Meranauu, paclwmpeHue NOBEPXHOCTHbIX BEH Ha nepegHen
OpPIOLHOM CTEHKE.

Kak npaBuno, y nauMeHToB C COXPaHHOM dyHKLMEN noa-
KENYyAOYHOW Kene3dbl MOryT Pas3BWUTbCH pPeLManBUpYlOLLMneE
naHKpeaTuTbI.

e C BO3pacToM y nauueHToB ¢ MB Hepegko pasBu-
BaeTCA U 3HAOKPUHHAS HEeAOCTaTOYHOCTb NOAXKENYAOYHOM
Kenesbl — MYKOBWCLMAO3-3aBUMCUMbIN CaxapHbii anabet
(M3C/L), KoTopbIf, KaK NpaBuo, NPOTEKAET 6ECCUMNTOMHO
N MOXET AONroe BpemMs ocTaBaTbCq HEAMAarHoCTUPOBAHHbIM.
MpKn 3TOM M3BECTHO, YTO y3Ke 3a 2—4 roga 4o maHubecTaLmm
avabeTa yxyawaloTca nokasatenu HYTPUTMBHOrO crtaTyca
n abixatenbsHon ¢dyHKkunn. KombuHauma MB n guabeTta oka-
3blBa€eT HeraTMBHOE BMSIHUE Ha MPOAOIKMUTENbHOCTb KU3-
HWU. TaK, CpeaHsas MPOAOCIKMTENbHOCTb XWU3HW NaLMEeHTOB
¢ M3C/[, H1¥e No cpaBHEHUIO C NauneHTamun 6e3 guabera,
MeAnaHa BbiXXnBaemMocTu y nauneHtoB ¢ M3C/l coctaBnser
24 ropa no cpaBHeHWtO ¢ 32 rogamu y nauuveHtoB ¢ MB,
HO 6e3 anabeta [26].

® Y 6OMbLUMHCTBA MaLMEHTOB MYXCKOro Mnona CHW»KeHa
depTunbHOCTb. B 601bWIMHCTBE cnyYaeB GepTUIbHOCTb XeH-
LLMH, 60BbHBIX MyKOBMUCLMAO30M, cOXpaHeHa. OaHaKo B onpe-
JeNneHHbIX ciyyYasx BO3MOXHO 6ecnnogue, ob6ycnoBineHHoe
aHOBYNATOPHbLIM MEHCTPYasIbHbIM LMKIOM U BTOPUYHON ame-
HOpeewn, BbI3BaHHOW WCTOWEHWEM nauneHTKU. Haunbonee
4acTOM MNPUYMHON CHUKEHUS GEePTUNIbHOCTU Y BO0JbHbIX
C HOPManbHbIM OBYIATOPHBIM LMKAOM SIBASETCH UBMEHEHUE
BOJHOMO M 3NEKTPOSIMTHOrO coCTaBa LIEPBUKANIbHOW CAU3K
B CBSA3K ¢ 60/blIMM KonndectsoM MBTP B umMaMHApUYEeCKOM
ANUTENNM LIENKM MaTKK. B pesynbTaTe LepBUKabHbIi CEKpeT

(oTaensemoe LWenKM MaTKM) CTaHOBMUTCS CIIMILKOM BS3KUM,
YTO CHUXKaeT cnocoBGHOCTb K ONN0A0TBOPEHMIO [27, 28].

e [Ipn MB HepeaKo BCTpevyaeTcsl OCTEONOPO3, KOTOPbIN
y 9TUX MaLMEHTOB BCerga HoOCUT BTOPUYHbIN XapakTep. K npu-
YMHaM ero pas3BuUTUSA Y 60NbHbLIX MB OTHOCAT XPOHUYECKUM
MUKPOBHO-BOCNaNUTENbHbIM NpoLecc, AedULMT BUTAaMUHOB
D u K, HM3Koe noTpebneHne KanbLms, HU3KYI0 GU3UYECKYIO
aKTMBHOCTb, caxapHbl auabeT Ha doHe MB, TpaHcnnaHTa-
LIMIO OPraHoOB ¥ MMMYHOCYNPECCUBHYIO Tepanuio, rTMNOKCHIo
W runepkanHuio, AeduUMT KOCTHOWM MacCbl M HapylweHue
MUKPOAPXUTEKTOHWKM KOCTU BCNEACTBME HEAOCTaTO4HOro
Habopa NMuMKa KOCTHOM mMaccCbl B Nepuoj akKTMBHOIO pocTta
M U30bITOYHOM KOCTHOM MNOTEPU Y B3POCSIbIX.

B HekoTOpbiX paboTax NoKa3aHa B3auMMOCBS3b pas-
JNINYHBIX MyTauuh uM/unn nx KombuHaumn (F508del n ap.)
C HW3KOM KOCTHOW maccon [29, 30], 60NbWNHCTBO APYruxX
aBTOPOB He OTMeYaloT AaHHOW CBA3K.

PekomeHgauun no GopmMynupoBKEe JuarHosa u3no-
EHbl B K/AMHUYECKUX PpeKoMeHJauuax No OocTeonopo-
3y. CornacutenbHass KOMWUCCUS MO €BPOMNEWCKOMY KOH-
CEHCYCY pelimna Mcnonb3oBaTb TEPMUH «BONE3HM KOCTU
npu MB» (BKIOYaOWMA HU3KYIO MUHEpPaNbHYKO M10T-
HOCTb KocTn (MIMK) v nepenombl), a He «OCTEOMNOPO3».
[na Poccunckon depepauuu, yintbiBas 0CO6EHHOCTU Meau-
LIMHCKOro obecneyeHnsi, peKoMeHayeTcs OCTaBUTb AMarHo3
«ocTeonopo3» [31-33].

YactoTa octeonoposa npu MB B 4ETCKOM U NOLPOCTKO-
BOM Bo3pacTte coctaBnseT oT 20 go 50% 1 yBennynBaetcs
nocne 18 net *n3Hu (50-75%) [34]. Mo gaHHbIM POCCUNCKUX
uccnegosartenen, B AETCKOM BO3pacTe 4acToTa CHUXKe-
Hua MIK coctaBnset ot 33 go 65,2% 1 ocTteonopo3a —
oT 7,7 po 15,6% [30, 35]. Bo B3pocnon nonynsunu naumeH-
TOB C MYKOBMCLMAO30M YacToTa HU3KKUX NokasaTtenen MIMK
coctaBnsina 43,6%, octeonopo3a — 8,4% [31].

e Annepruyecknin  OGPOHXONEroYHbIM acneprunnies
y nauueHToB ¢ MB npoTeKkaeT XpPOHWYECKM C Mepuoauye-
CKUMKU 060CTPeEHUAMU. OCHOBHBLIMU KIAMHUYECKUMU MNpPU-
3HaKamu ob6ocTpeHus ABJIA aBnSOTCA HEKOHTPOAMpPYEMOE
TeyeHne MB, NnpUcTynbl yaywbs, Kalwenb ¢ MOKPOTON, coaep-
Kallel KOPUYHEBbIE MW YEepHble BKAOYEHNUS U CAU3UCTbIE
NPO6KK, GPOHXOOBGCTPYKTUBHBLIM CUHAPOM W/WIN BOSIHUK-
HOBEHUE 303MHODUBbHbBIX MHOWUIBLTPATOB, 601U B IPYAHON
KneTke, pedpaKTepHOe K NPUMEHEeHUo aHTubaKkTepuanb-
HbIX NpPenapaToB MOBbILEHWEe TeMNepaTypbl Tena, a TakKe
CHUXEHWe AblxaTenbHon GyHKUMK. Mpyu ANUTENBHOM Teye-
Hun ABJIA pasBuBaeTCcs 3aBUCUMOCTb OT KOPTUKOCTEPOU-
[4OB A1 CUCTEMHOrO NpUMeHeHns, dopmupyeTcs n dpubpos
NIEerkux, NPUBOASLLMMI K AblXaTeNbHOW HegoCcTaTo4HOCTH [15].

e XpOHUYECKMN acneprunnesd nerkux. [poaoKu-
TenbHocTb XAJT — > 3 mec. Hanbonee yacTble NynbMOHaNb-
Hbl€ CUMMTOMbI: MPOAYKTUBHbIA Kallenb, OAblllKa U KPOBO-
XapKaHbe, NPOrpPeccMBHOE CHUMKEHUE NEro4HON YHKUMM;
obume: cybdebpmanTteT, obwasn cnaboCTb U CHUKEHUE Mac-
Cbl T€Na, CHUXKEHME TONEPaHTHOCTU K Harpy3Kam, oTCyTCTBHE
WY HENOJIHbIM OTBET Ha MOSHOLEHHbLIN KypC aHTUOGaKTepH-
anbHOW Tepanuu LWKMPOKOro cnekTtpa aencteus. XAJ1 yacto
npuHMMaloT 3a obocTpeHne MB, obycnoBneHHoe 6aKTte-
puanbHbiM BO36yauTENEM, M Ha3HayaloT HedaddEKTUBHYIO
B 3TUX CAy4Yasix Tepanuio aHTMbGaKTepuanbHbIMK NpenapaTa-
Mu pesepBa [15, 17, 18].

XAJ1 HepeaKOo AMarHOCTUPYIOT NO3A4HO, U JieYeHne npo-
BOAAT HeageKBaTHO. bes neyvenns XAJT npuBoAUT K yXya-
LWEHNIO KayecTBa KM3HM nauueHToB ¢ MB 1 yBenuyeHuio
neTanbHOCTU. JleTanbHOCTb Npu XAJ1 B nepBble 6 Mec nocne
NOCTaHOBKM AuarHo3a cocTtaBnder 15-30%. HaubGonee
YyacTtasa HenocpeacTBEHHas MpUYMHaA CMEPTU — NeroyHoe
KpOBOTEYEHHME.

PEDIATRIC PHARMACOLOGY. 2022;19(2)

9

NEAWATPUYECKAA ®APMAKONIOIUSA / 2022 / TOM 19 / N2 2



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Ta6auua 2. [InarHocTMYeckue Kputepuu, yTeepxaeHHble EBponercknumu ctangaptamm 2014 r. (nepecmotp 2018 r.) [20, 36]

M HaLMOHanbHbIM KOHceHcycoM (2016) [2]

Table 2. Diagnostic criteria approved by European Standards in 2014 (revised in 2018) [20, 36] and by national consensus (2016) [2]

MonoxuTenbHbIM pe3ynbTaT NOTOBOro TecTa
nw/mnu

[se mytauun CFTR, Bbi3biBatowme MB (cornacHo 6a3e CFTR2 http://www.cftr2.org)

HeoHaTanbHas runepTpuncUHOreHeMus
Wiun

06CTPYKTUBHAs a300cnepmMus

XapaKTepHble KIMHUYECKWE MPOosBAeHUs, Takne KaKk Andody3Hblie 6POHX03KTa3bl, BbICEB U3 MOKPOTbI 3Ha4YMMon Ansa MB natoreHHowm
MUKpOdopbl (0OCOGEHHO CUHErHOMHOM MajNoyvyKK), 3K30KPWMHHAs MNaHKpeaTuyecKas HeJOoCTaTO4YHOCTb, CUHAPOM MOTEpU COnewn,

AUATHOCTUKA

[OnarHo3 MB noaTtBepkgaetcs npu HaaMyuMuM OLHOrO
nnu 6onee xapaKTepPHbIX PEHOTUNUYECKUX ero NPOSBIEHNUH
B COYETaHMM C [OKa3aTeNbCTBaMW HapyweHus GyHKUWK
MBTP, TaKUMM KaK BbIIBNEHWE KIMHUYECKN 3HAYUMBbIX MyTa-
umMm reHa CFTR npu reHOTMNUMPOBAHUU WU YBEMYEHUE
YPOBHS1 XJIOPUAOB B CEKpPETe MOTOBbIX Xefel3 nauueHTa.
Onsa peweHns npobiem AuMarHOCTMKM MB 6biin paspabo-
TaHbl KPUTEPWK, COrNACHO KOTOPbIM 06513aTeNibHbIM Ans MB
ABNAETCH HaNMYME XapaKTEPHOro KIMHUYECKOro CMHApOMa
naloc OOKa3aTeNbCTBO KaKOro-nMbo HapyweHus GyHKUMK
XJIOPHOTO KaHana oAHWM U3 METOA0B.

B HacTosee BpeMs CywecTBYIOT HECKO/IbKO BapMaHToB
AWarHoCTUYecKux Kputepmes MB, KOTOpPbIMM MONb3YHOTCH
cneyuanuctbl [1, 2].

Hanbonee pacnpocTpaHEeHO MCMNOJib30BaHWE [AWArHo-
CTUYECKUX KpUTEPHUEB, YTBEPKAEHHbBIX EBPONENCKNUMM CTaH-
flapTamMu 1 HauMoHalbHbIM KOHCeHcycoM (Tabn. 2) [1, 20].

[AnarHocTuKa o6TypaLMOHHON KULLEYHOMN

HENpPoOXoAMMOCTHM (B T.4. MEKOHUEBOIO uaeyca)

B Nepuoje HOBOPOXKAEHHOCTH

KuweyHble nposiBneHns MB B nepuoge HOBOPOXKAEH-
HOCTWM MOTYT CBOAUTbLCS HE TOJIbKO K POPMUPOBAHMIO MEKO-
HMeBoro uneyca. Takxe MB MoxeT 6bITb AMArHOCTUPOBAH
y NauuMeHTOB C BHYTPUYTpoGHOM nepdopaumen TOHKOWM
KULWKK, MPU3HAKaMW NepeHeCceHHOro BHYTPUYTPOOHOIO
3HTEpPOKoNnUTa (BHYTpMYyTpPpoOHOE GOpPMUpPOBaHME CNaek,
NEePUTOHUT) U NPU HAPYLLEHUN NPOXOAUMOCTH TONICTON KMLL-
KW Npu HopManbHOM $GOPMUPOBAHUM €e HEPBHOro anna-
paTa.

AHTeHaTa/ibHasi AMarHoCTMKa — ONnucaHHble 3abonesa-
HUS OTHOCATCS K NO3AHUM deTonaTtuam, NO3TOMY BO3MOXK-
Hble NPOSBAIEHNS MOTYT OblTb BU3yanu3upoBaHbl B |l Tpume-
cTpe. MNpu HannynMm y BHYTpUYTPOOHOIro pebeHKa No AaHHbIM
Y3/ npu3HaKoB TMNEPIXOreHHOro KuleyHwKka Luenecoob-
pa3Ho HanpaBuTb poautenen Ha OHK-gMarHoCTUMKYy MyKo-
BMCLMA03a — MNOUCK Hamnbonee YacTbix MyTauni, a pebeHKa
npyu POXAEHUU — KaK BXOASALWEro B rpynmny pucKa no MeKo-
HWMEBOMY MUNEYCY U KULEYHOW HEMPOXOAUMOCTH.

locne poxkaeHuss — [uarHoCTMKa KMULWEYHOW Henpo-
XOAMMOCTM U OCJIOKHEHWW B COOTBETCTBUMU C KIIMHUYECKOWM

NPaKTUKOM NaLMEHTOB C MEKOHWEBBLIM MIeyCOM, 06A3aTe b-
Has KOHCynbTauuMsa creunannucta Nno MyKOBUCLMAO3Y, NPO-
BefeHne notoBon npobbl, AHK-guarHocTuKK. Mpu HeBO3-
MO}HOCTW MpoOBeAEeHUs NOTOBON Npobbl — o6sA3aTeNbHasn
OHK-gnarHocTuka [20].

[AmarHoctuka ncespo-baprtrep-cuHgpoma

Yy NaLUeHTOB C MYKOBUCLIUAO3OM

NBC anarHocTupyeTcs Ha OCHOBAHUU HanMuus y pebeH-
Ka YCTaHOBJ/IEHHOrO AMarHo3a «MyKOBWUCLMAO03», XapaKTep-
HOM KJIMHMYECKOW KapTUHbl U BUOXUMUYECKUX UBMEHEHUN:
rMNOHaATPUEMUU, TUNOKATMEMUU, TUMOXSIOPEMUU, MeTabo-
NIM4ecKoro ankanosa [2].

[AmarHocTuka acnepruanesa npu MyKkoBucumnaose

[unarHocTtuka acneprunnesa npyv MB cnoxHa v Hepeako
3anasgblBaeT, NMOCKONbKY MHOTME AMarHOCTUYECKUE KpU-
TEPUN MepeceKaloTcs ¢ TUMUYHBIMU NPOSBAEHUSAMU OCHOB-
Horo 3a6oneBaHus. 18 MOCTaHOBKM AMarHosa HeobXo-
AMMO KOMMJIEKCHOE chneuuManu3nMpoBaHHoe obcnefoBaHue
(tabn. 3, 4).

[AnarHocTuka uMppo3a neYyeHu y naymeHToB
C MYKOBUCLIM030M:

° nMOBbllLeHWEe aNnaHWHamuHoTpaHcdepasbl, acnapTart-
aMuHoTpaHchepasbl U ramma-rnyramunTpaHcodepasbl
B TeYyeHne 6onee 4eM 6 MeC NPU UCKIOYEHUU APYrUX
npuyunH [40, 41] — cnepyeT y4ecTb, YTO AaHHble NOKa3a-
TEeNM UMEIOT HEBbLICOKYID cneundUyYHOCTb Yy NauueHToB
C KMCTO3HbIM GUBPO30M (MYKOBUCLIMAO3OM);

° nanbnaTopHoe yBenuyeHuwe pa3MepoB MeyYeHu U cene-
3eHKu [41];

® yAJMHEHUE NPOTPOMOUHOBOroO (TPOMGOMIACTUHOBOIO)
BPEMEHU B KPOBU UK B nnasme [41, 42];

° XapakTepHas Y3U-KapTuHa (HeogHOpPOAHas 3XOreHHOCTb
napeHXMMbl, TIXKMUCTOCTb, 3aKpyrneHue MnevyeHOYHOro
Kpas, npopacTaHuWe COefWHUTENbHOM TKaHM B BopoTa
nevyeHu), BoliBAEHUE N3OLITOYHON CBOOOAHOM KUOKOCTH
B OPIOLIHOM MOJSIOCTU KaK Npu3HaK acuuta [43-45];

e o6ejHeHMEe BEHO3HOrO KPOBOTOKa M dopmMupoBaHue
NpM3HaKoB MNOPTanbHOWN TMNEPTEH3WW MO AaHHbIM
y34r;

Ta6nuua 3. narHoctuyeckue kputepun ABJIA cornacHo KoHceHeycy doHaa MykoBucLmao3a (2003) [37]

Table 3. Diagnostic criteria of allergic bronchopulmonary aspergillosis according to Cystic Fibrosis Foundation consensus (2003) [37]

SIHWS1, HEe CBA3@HHOE C ApYrUMU NMPUYUHaMMU;
* ypoBeHb obulero IgE > 500 ea/mn;

* Hanuyue cneundbuyeckunx Aspergillus IgG;

® yXyALEeHWe TeYeHUsI MyKOBUCLMA03a: Kallefib C MOKPOTOW, cofleprKallei CIM3UCTble NPOBGKU, OAbILLKAE, MPUCTYMNbI YAYLIbS, CHUXKEHWEe
MEJ1 (KM3HEHHasa eMKOCTb ierkux), OPB, (06beM HopCHPOBAHHOrO Bbifl0Xa 3a 1 C), 0CTPOE MM NEPCUCTUPYIOLLEE YXY/LIEHUE COCTO-

* Hanuyue cneunduyecknx Aspergillus IgE nnun nonoxutenbHasa KoxxHas npoba ¢ aHTureHom Aspergillus;

® U3MeHeHUs Ha peHTreHorpamme unu KT, pedpaKTepHble K «cTaHAapTHOM» Tepanuu [12, 38].




Ta6nuua 4. JuarHoctuyeckme Kputepuun XAJT cornacHo pyKoBoACTBY NO AUArHOCTUKE U Ie4YEHUIO XPOHUYEeCKOoro acneprunnesa (2016) [2]
Table 4. Diagnostic criteria of chronic aspergillosis according to guidelines for its diagnosis and treatment (2016) [2]

nencTeus

YxyglweHue TedeHma MB, oTCyTCTBME UKW HEMONHbIV OTBET Ha 2—4-HeJeNbHbl KypC aHTU6aKTepuasbHON Tepanuu LWMPOKOro CneKkTpa

Hanuyne KT-npM3HaKoB XpOHMYECKOro acneprunnesa Nerkux

Hanuuyue cneumduyeckoro IgG K Aspergillus B CbIBOPOTKE KPOBMU

6uoncurHoro matepuana, bAJ1, MokpoTbl [39]

BoiasneHune muuenusa Aspergillus B OKpalleHHbIX Ma3Kax u/unv B 6GUONCMMHOM MaTepuane uiau BolgeneHune Aspergillus spp. npu nocese

MpumeyaHne. MB — mykoBucLMao3; KT — KoMnbloTepHasa ToMmorpadus; BAJT — 6poHxoanbBeONAPHBIV laBaX.
Note. CF (MB) — cystic fibrosis; CT (KT) — computed tomography; BAL (BAJ1) — bronchoalveolar lavage.

° MpU3HaKKM opmMupoBaHua GMbpo3a/umMppo3a No AaH-
HbIM HEMNPSMOW 31aCTOMETPUMN MEYEHU C OLIEHKOW CTe-
neHn ¢oGunbposa no mMopdonornyeckon Knaccupukaumm
METAVIR: 5 ctagnn ¢omnéposa — ot O go 4, rae FO —
oTtcyTcTBME dnbpo3a, F1 — noptanbHbin GUOPO3 (3BE34-
yaToe pacliMpeHuMe nopTaNbHbIX TpaKToB) 6e3 cenr,
F2 — nopTtanbHbii GN6PO3 U eanHUYHbIE cenTbl, F3 —
nopTtanbHbii GUBPO3 U MHOXKECTBEHHbIE CENTbl 6€3 Lup-
po3a ne4yeHu, F4 — unppos neyenu [46];

° BbIIBIEHWE BAPWKO3HO paCWMPEHHbIX BEH NuleBoaa
(BPBIT) v »enyaoka npyv NpoBEAEHUU AMArHOCTUYECKOM
dunbpoasodaroractpoayoaeHockonuun (P3rA4C);

° TAXEeCTb M CTeneHb KomneHcauun MB-accouuunpo-
BAHHOrO LMppO3a MNEeYEeHU B KIAMHUYECKOW MNpaKTUKe
nposoauTca no Knaccudukaummn Yamnga — lMeto (Child —
Pugh) [47, 48].

AnarHocTuyeckue KpUMTepUun MyKOBUCLLURO3-

3aBMCUMOro caxapHoro guaéera

OnarHoctnyeckne Kputepun M3C: runepriavke-
MWUS HaToWaK (ypOBEHb T[OKO3bl MJla3dMbl HaTowWakK
> 7,0 MMOJIb/N), UK «AnabeTU4ecKUin» ypoBEHb [IIOKO3bI
KPOBW B X0[€ CTaHAApTHOrO MOKO30TONEPaHTHOro Tecta
(NpM ypoOBHE [MIOKO3bl Ma3Mbl HaTowak < 7,0 MMOsb/n
W III0KO3bl M1a3Mbl Yeped 2 Y B X0[€ 0pasibHOro MOKO30T0-
nepaHTHoro Tecta > 11,1 MmMonb/n), nav noctTnpaHananbHas
runepriankemus, onpeaensiemast HenpepbiBHbIM MOHUTOPWH-
rOM [IIOKO3bl MPU OTCYTCTBUM CMMMATOMOB [49].

AnarHocTuka octeonoposa

y NauMeHTOB C MyYKOBCUCLLUAO30OM

[unarHoctuKka octeonopo3sa y nauueHTos ¢ MB BKlo4aeT
OLEHKY KJIMHUYECKOW KapTWUHbI, PEHTTEHOAEHCUTOMETPHIO,
na6opaTopHble METOAbI UCCNIEAO0BAHUS.

[wnarHos octeonopo3a npu MB cTaBUTCa Npu HaNUYKUMK:
e 1 1 60onee KOMMNPECCHUOHHbIX NEPENOMOB TEN MO3BOHKOB,

KOTOpble He CBSA3aHbl C BbICOKO3HEPTETUYECKON TpaBMOM

WK NOKalbHbIM 3a60/ieBaHMEM, NPUBOAAWMM K U3Me-

HeHuto MIK. lpu HanMyMnM KOMMPECCUMOHHbLIX Mepe-

/IOMOB MO3BOHKOB A/ MOCTAHOBKM [MarHosa ocTeo-

noposa He TpebyeTcs, YTO6bl Z-KpuTepun 6bia1 < —2 SD
unm

® KJ/MHMYECKM 3HA4YMMOro aHamHe3a nepenomoB n MIK
no z-kputepuio < —2 SD (cTaHAapTHble OTKIOHEHUS).
KNMHUYECKM 3HAYMMbIV aHaMHe3 NepesioMoB — 3TO:
— 2 1 6onee nepenomMa AIMHHbLIX KOCTEM B BO3pacTe
0o 10 ner;
— 3 1 6onee nepenoma AMHHbIX KOCTEN B IIOGOM BO3-
pacTte go 19 nert [50].

dusunKkanbHoe o6¢cnegoBaHue

PebeHKy ¢ nogospeHnem Ha MB cnepyetr npoBecTtu
nonHoe ¢duanKanbHoe obcnegoBaHMe, TaK KaK Mpu 3TOM
3a60/1eBaHNMN UMEIOTCSH MYyNbTUOPraHHblE MPOSBAEHUS (CM.
pasgen «<KnnHuyeckas KapTuHan).

JTaGopaTopHble AUAarHoCTU4ECKUEe UccnefoBaHua

TecTbl Ans ycTaHOBNIEHUS AMarH03a «MyKOBUCLH03»

PekomeHayeTcs NpoBefeHUEe CKPMHUHIa HOBOPOXKAEH-
HbIX HA MYKOBMCLNAO03 (HEOHATa/IbHbIA CKPUHWMHT, KOMMJIEKC
nccnefoBaHUn ansi AMArHOCTMKM MYKOBMCLMAO3a), Tak
KaK paHHee BblIIBIEHWE M CBOEBPEMEHHOE Ha4yano Tepanuu
NO3BONSOT NpeaynpeanTb Pa3BUTHUE TAKENbIX OCTIOKHEHNH,
ynyylalT nokasaTenu GuU3M4eCcKoro pasBuTHSsl, 3amMeans-
0T TEMMbl CHUXEHUS QYHKLMM NETKUX, CHUXKaOT notpeb-
HOCTb B rocnutanusaumu [1, 2, 20, 25, 51-54] (YYP — B,
yaAd — 2). MNpoBoautcs B Poccuiickon depepaumm y Beex
HOBOPOMXAEHHbIX.

[MpOTOKON CKPUHWMHIa BKJOYAET TpM 0653aTefbHbIX 3Ta-
na: UPT1, UPT2, notoBas npob6a (Tabn. 5). Ha nepsom
3Tane B KPOBWU HOBOPOXKAEHHbIX (4—5-1 AeHb Y AOHOLIEH-
HbIX, 7—8-1 AeHb Y HEAOHOLLEHHbIX) onpeaenseTcs ypoBeHb
UPT. B3satne 06pa3LoB KPOBM OCYLLECTBAAETCH B COOT-
BeTCTBUM ¢ npuKkasom N2 185 ot 22 mapTta 2006 r. <O mac-
coBOM 06cC/ie10BaHNN HOBOPOXKAEHHbLIX AETEN Ha Hacneg-
CTBEHHble 3abonieBaHus». [pu MpPeBLILLEHUM MOPOrOBOro
ypoBHS MPT npoBoauTtcs petecT Ha 21-28-" AeHb MWU3HM.
Mpn NoNOXUTENBHOM pETECTE NPOBOAMTCH NoToBas npoba.
MNo3nTMBHasa notoBas Npoba pacLEHUBAETCS KaK MOOXM-
TeNbHbIA pe3ynbTaT CKPWUHUHIA, M NalMeHTa HanpasasioT

Ta6nuua 5. 3Tanbl HeOHaTaNbHOIo CKpUHUHIa B Poccuiickon ®epepauun (Nnpukas N2 185 ot 22 mapTa 2006 r. «O maccoBoM
o6cneoBaHMM HOBOPOXKAEHHbIX A€TEN Ha HacneaCcTBEHHbIe 3a601eBaHNS»)

Table 5. Stages of neonatal screening in Russian Federation (Order N2185, dated March 22, 2006 “On screening of newborns on

hereditary diseases”)

| 37an Ha 4-5-i geHb y JOHOWEHHOrOo (Ha 7—8-% y HEOHOLWEHHOr0) HOBOPOXAEHHOrO — onpeaefieHne UMMYHOPEaKTUBHOIO
TpuncuHa (MPT) B BbICYLLEHHOWM KamnJie KpOBH

Il aTan Mpu nonoxutenbHoM peaynbrate (cut-off > 99,5 ueHTnna) Ha 21-28-1 eHb — NOBTOPHbIN TecT Ha UPT

Il atan Mpu NonoXuTenbHOM pedynbTaTe — notoBas Npoba

IV s7an Mpu norpaHM4yHOM pesynbTaTe NoTOBOW NPOGbLI — AOMNONHUTENbHbIE METOALI 06CNeA0BaHuns, BKAoYaa JHK-anarHocTuky,
onpeaeneHne pasHOCTU KULWEYHbIX MOTEHLMaNoB v Aap.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

B LEHTP MYKOBMUCLUMAO3a (MMBO NpoduUnbHOE OTAENIEHUE).
[eTn ¢ MEKOHMEBLIM MNEYyCOM He3aBUCUMO OT ypoBHA UPT
Hy>KAaloTcs B NPOBEAEHMM MOTOBOM NPOGLI U3-3a BO3MOX-
HOTO Y HUX NOXHOOTPULATENBHOIO pe3ynbraTa [2, 20].

OnTUManbHble CPOKW YCTAaHOBKM AMarHo3a W Hayana
HabMloAeHNa NauneHTa, BbISBAEHHOIO Mo NporpaMmme Heo-
HaTaNlbHOrO CKPUHWHIA, — NepBble 2 MeC KK3HHU [2, 20].

O6cnegoBaHne UM HabnlgeHWEe HOBOPOMKAEHHbIX
no NporpaMme MaccoBOro CKPUHUHIa LOMKHO MPOBOAMTLCA
¢ cobniogeHneM NPUHLMNOB NPOdUNAKTUKN NEPEKPECTHOIO
M BHYTPUOONBHUYHOTO WMHPULMPOBAHUA — OMNTUMANbHO
am6ynaTtopHO MK B YCNOBUSIX AHEBHOIO cTauuoHapa [2].

[ns AMarHoCTUKM MyKOBMUCLIMA03a PEKOMEHAYETCS Npo-
BeJeHuWe noToBo# npobbl. Ans ycTaHOBNEHMA AMarHosa
HEeo6X0AMMO MONYYUTb KaK MWHUMYM 2 MNONOMKUTENbHbIX
pesynbraTta. [lotoBas npo6a MOXKET 6bITb NpoBeaeHa pebeH-
Ky B Bo3pacTe 48 4 ¢ maccou Tena He meHee 2 Kr [1, 2, 20,
55, 56] (YYP — B, Y4 — 2). NoToBas npob6a fABnsercs
«30/10TbIM CTaHAAPTOM» AMArHOCTUKM MYKOBMUCLMAO03a, NPO-
BOAMTCS KaK MUHUMYM [BaKabl.

B Poccuitickon ®epepalmm Mcnonb3yoTea ABe METOANKHU
noToBOro TecTa.

1. Knaccuyeckui npsaMon MeToa onpeaeneHns anexkTpo-
NIMTHOrO cocTaBa noTa (xJopa WUAn HaTpus) MEeTOAOM MWUAO-
KapnuHoBoro anexkTpodopesa no M’mbécoHy n Kyky (1959 r.).
Hopma — po 30 MMOAb/n, MOrpaHuyHble 3Ha4YeHusa —
30-59 MMOnb/N, NONOXUTENbHbBIN pe3dynbTaT — 60 MMOb/N
W BbllLe (Npu HaBecke noTta He meHee 100 wmr) [1, 2, 6, 36].
Mokasatenun xnopuaoB Bbilwe 150 MMonb/N AOMKHbI GbITb
NoABEPTrHYTbl COMHEHMIO.

2. MNotoBas npoba nyTeM onpegeneHns NPoOBOAUMOCTHU
nota C NOMOLLbIO CMeLManbHblX NOTOBbLIX aHanM3aTopos
KOppenupyeT ¢ onpeaeneHneM YpoBHS XJI0PMAOB, NO3BOAS-
€T NoNyYnTb afeKBaTHbIM pes3ynbTaT Npu Konundyectese noTa
B 06pa3ue 3—10 MKA. Monyynna WMpoKoe pacnpocTpaHeHue
npv BHEAPEHWM MACCOBOIO CKPUHMHIA HOBOPOXAEHHbIX.

Mpu onpepeneHWM nNPOBOAMMOCTU  MONOMKMUTENb-
HbIM pe3ynbTaToM AN MyKOBMCLMAO3a CyMTaeTcs MNoKa-
3aTenb Bblwe 80 MMOAb/A; MNOrPaHUYHbLIM  3HAYEHMU-
emMm — 50-80 mmonb/n; HopMaibHbIM — A0 50 mMMonb/n.
Mokasatenn npoBoAMMOCTM Bbille 170 MMOAb/N AOMXKHbI
6bITb MOABEPTrHYTbl COMHEHMUIO.

Bpemsi c6opa nota He JOMKHO npesbliwate 30 MuH,
MWHMMaNbHO AONYCTUMOE KonuyecTBo nota — 75-100 mr
(15 MKn B Konnektope Macroduct), ckopocTb notootaene-
HUSA AOMKHA BbITb He MeHee 1 r/M2/MuH [20]. O653aTeNbHbIM
ABNsAeTcs npeaBapuTenbHOE TWaTeNbHOE OYULEHNE KOXKU
nauneHTa [2]. Ocob6oro BHMMaHWA TpebyeT MNOAroToBKa
KOXMW Y NaLMEHTOB, AIUTENbHO HaX0A4sAWMXCS B CTalUoHape.

B03MOXHbIE MPUYMHBI MOrPaHNYHbIX PEe3YNbTaToB

oTOBO#M NpPO6LI:

°  MHAMBMAYa/bHble OCOGEHHOCTHU Y Ntogen 6e3 MyKOBWC-
unao03a, 0CoO6EHHO Y B3POCbIX;

° HenpaBwibHasa NOArOTOBKa K Npob6e;

® HOCUTENbCTBO «MSArKMX» MyTaLMW MpU MyKOBUCLMAO3E

[201.

PexkomeHaauuu:
® MCMO/Mb30BaHWE pPas3HblX METOAOB OMPEAENEHUS XN0PU-

[0B noTa, NOBTOPHbIE UCCNefoBaHuUs;

* paclumpeHHbin JHK-aHann3 (cekBeHMpoBaHUe reHa);
® pacWwWpeHHOe KWHWUKO-NabopaTopHOe U WMHCTPYMEH-

TanbHoe o6cnegoBaHue (KOMPOMOrMyeckoe Muccnepno-

BaHWe W ornpegeneHne akKTMBHOCTM MaHKpeaTU4yeCKOoM

anactasbl-l B Kane, 3NeKTPoanTbl B OGMOXMMUYECKOM

obuieTepaneBTUYECKOM aHannM3e KPoBM, NOCEB MOKPO-

Tbl / Ma30K C 3aHeN CTEHKMU TNOTKKU, peHTreHorpadmsa

OpraHoB rpyaHoOM KNeTKK, Nasdyx Hoca, cnepMorpamma);

* HabnogeHWe B LEHTPE MYKOBUCLIMAO3A 10 OKOHYaTENb-
HOrO MPWHSATUS PELUEHUs O AMarHo3e — He CHMWMaloTCs
C yyeTa, NoKa AMarHo3 He GyAeT UCKIIIOYEH;

° MeToj onpefeneHus pPasHOCTM Hal3aslbHblX MOTeHuMa-
JI0B WM U3MEPEHUE INEKTPUYECKOro TOKa B GuonTtate
KULLKK, OTparkalolwue HapylweHne oYHKUWUM XJOPHOTo
KaHana.

B KauyecTBe AOMOMHUTENBHOrO TECTa NaumMeHTaM ¢ Noao-
3pPEHMEM Ha MYKOBMCLMAO3, OCOGEHHO B COMHMWTENbHbIX
ciydyasix — Mpu NorpaHnWyYHbIX 3HAYEHUSIX MOTOBOro TecTa,
NpY HEBbLIPAXEHHON CUMMNTOMATUKE W/WUNK NPWU HEMOMHbIX
KNACCUYECKMUX MPOABNIEHUAX GONE3HN, MOXKET GblTb PEKO-
MeHJOBaHO MPOBeJEHWe MUCCIe0BaHUS Pa3HOCTU KHULIEY-
HbIX noTeHymanos [1, 2, 6, 36, 57].

MoneKynsipHo-reHeTH4eCKOe UccsiefoBaHne

PeKomMeHLOBaHO MpoBefeHUE MONEKYNSPHO-reHeTnye-
CKOro uccnefoBaHusa Ans naeHTuduKauum mMyTauuin reHa
CFTR no noKkadaHusMm:
® HOBOPOXAEHHbIM C MONOXKUTENbHBIM NPT 1 nonoxurens-

HbIMW MW NOrPaHUYHBIMU 3HAYEHUAMM NOTOBOM NPOGHI,

MEKOHWEBLIM NEYCOM;

°  N0AAM C MOrPaHUYHbIMU 3HAYEHUSIMKU NOTOBOM NPOGLI
(c™m. pasgen «[JnarHocTuka MyKoBuCLNO03a»);

® nauueHTaM C KJIMHMYECKMMMU NPOSBIAEHUAMU Knaccuye-
CKOro uiv MoHocumnTomHoro MB;

* npu CFTR-accouMnpoBaHHbIx 3aboneBaHusax (MaHKkpea-
TUT, BPOXXAEHHOE ABYCTOPOHHEE OTCYTCTBUE CEMSABbIHO-
csLLEro NpoToKa / 06CTPYKTUBHAA a300CnNepmus);

°* poAcCTBEHHWKaM nauueHToB ¢ MB (gna onpeaeneHus
cTaTyca HOCUTENbCTBA MO XKeNaHuio);

® KeHLWMHaM nocne pPoxaeHus NepBoro pebeHKa ¢ MyKo-
BUCLIMAO30M, a TaKxe BO Bpems nocneayoowmnx 6epe-
MEHHOCTEeN NPU HanM4ymMm pebeHKa ¢ MyKOBUCLMAO030M;

® BHYTPUYTPOOGHOMY pebeHKy Ha 10-12-n Hep
npu nogo3peHun Ha MB (npu Hanuunu cubeca
¢ MB) nnun o6HapyXeHUU rMNepaxoreHHOro KMIeYyHnKa
npu ¥Y3-o6cneqoBaHuu;

° JoHOpam rametT n amM6proHoB B nporpammax IKO (KO-
MKCH), BHyTPUMaATOYHON MHCEMUHALMW;

® CYNpyXeCKWM napam C BbICOKUM FreHETUHECKUM PUCKOM
MB, »xenatowmm npontv KO, — npenmnniaHTalMoHHOe
reHeTuyeckoe TtectupoaHue (MNI'T) Ha MB agna npe-
JoTBpalweHns poxaeHunsa pebeHka ¢ MB (npu oTcyT-
CTBUW MPOTMBOMOKA3aHWM M orpaHuydeHui) [2, 20, 58]
(YYP—C, Y44 —5).

KAWHWYECKYIO 3HAYMMOCTb OGHapPYXKEHHbIX FeHeTu4ye-
CKMX BapuaHTOB creayeT ycTaHaBAuMBaTb C YY4ETOM PEKO-
MeHaauun KoHceHcyca [2], NOCTOSSHHO O06HOBASIEMbIX 6a3
JaHHbIX [59].

CTpaterusi MONeKyNPHO-reHeTUYECKON ANarHOCTUKM

MB BK/t04aeT HECKOJIbKO 3Taros.

1. Ha nepBomM 3Tane npoBOAMTCSH MOUCK BapuaHTOB,
Hanbonee 4YacTbix B NONyNSLMUKU, K KOTOPOW MPUHALNEKUT
ob6cneayembiin [2].

2. Ha BTOpom 3Tane MPOBOASAT PaCLUMPEHHbLIA MOWUCK
6onee pegKkux BapuaHTOB, MCMNONb3yS CEKBEHMpOBaHWe
no CaHrepy wauM BbICOKONPOM3BOAWUTENbHOE CEKBEHUPO-
BaHue reHoma (MPS/NGS). AHanna BK/lo4YaeT uccnegosa-
HWEe BCeW Koaupylowen nocnegoBatenbHocTu reHa CFTR
(27 aK30HOB), 06/1aCcTEN IK3OH-UHTPOHHbIX COeAMHEHUH, 5'-
n 3'-HeKkoaupytowmx obnacten (ao 200-300 HyKNeoTMaos),
a TaKxKe, XenaTenbHo, rMy60KUX MHTPOHHbLIX obnacTew, rae
pacnofioXeHbl BapuaHTbl C JOKa3aHHOM NaTOreHHOCTbLIO.

3. Tpetuit atan. O6bI4HBIMWM CKaHWPYOLWMMW METOAaMM,
B TOM 4YMC/ie CEKBEHWPOBAHMEM, MOXHO BbISIBUTb Hapylle-
HWS NocnefoBaTeNbHOCTM reHa, He3HaYyuMTeNbHble NO MPO-



TSAXEHHOCTU: HYKNEeOTUAHble 3aMeHbl, Hebonblne paene-
LUMn/MHcepumnn. MNepecTporkn, oxeBaTbliBaloLWMe HECKONbKO
9K30HOB/MHTPOHOB, TaKUMW METOLaMW He BbIBASIOTCS.
PekomeHayeTca ucnonb3oBaTtb cnegytowmne TeXHONOrmu:
MLPA (MynbTUNAEKCHYIO NMra3Hylo 30HAOBYIO aMnavduKa-
umto) nn60 QFMP (Konn4ecTBeHHYIO GNYOPECLEHTHYIO MY/b-
TunnekcHyto MUP) [20, 54, 60].

CornacHo gaHHbIM EBponenckoro KoHceHcyca no MB,
npoBeAeHne pPacIMPEHHOro MOSEKYASPHOro uccnenoBa-
HUS reHa CFTR no3BonseT BbiABUTb NATOreHHbIV BapuaHT
B 98%. 3T0 MOXKeT 6bITb CBA3AHO NGO C TEM, HTO UCMOJIb30-
BaHHble MEeTOAbl HE NO3BOAMAM NPOAHaNM3UPOBaTb Peruo-
Hbl FeHa, rge pacnonaratTca naToreHHble reHeTM4yecKue
BapuWaHTbl, TM60 C ABAEHNEM OAHOPOAMTENBCKON 4UCOMUMH,
nméo ¢ deHokonmuammn MB [20].

Mpoyne nabopaTopHble UccaegoBaHms,

npoBoAsiymMecs Nnpm JuarHocTMKe 1 B npoyecce

AUMHaAMHUYECKOro Hab1logeHuns

Bcem nauneHtam ¢ MB nokasaHo npoBefeHWE KJIMHU-
4eCKOro aHan3a KpoBHM C LENbI0 OPUEHTUPOBOYHOM OLIEHKHM
BOCMNaNMTENbHOroO NpoLecca, KOHTPONS BAUSHUSA MPOBOAM-
MOM Tepanuu Ha NoKasaTean KPOBU U B KOMMIEKCHON OLEH-
Ke HYTpUTMBHOro cratyca [2, 61-63] (YYP — B, Y44 — 3).
TaKXe peKoMeHLOoBaHO NPOBEAEHWE KMHMYECKOro aHaamn3a
MOYM BCEM MNauueHTam ¢ MB npu nepBUYHOM JMArHOCTUKE
W AMHaMUYECKOM HabnloAeHUU C Lenbilo CBOEBPEMEHHOIO
BbISIBNEHWUS NOopaxeHusa noyek [64] (YYP — C, Y44 — 5).

OnpepeneHne HalNyYmusl NaHKpeaTUYeCcKon

HeAoCTaToO4YHOCTH

PekomeHgyeTca npoBegeHue nabopaTopHbIX TeCTOB
ANA onpejeneHns CTeneHn NaHKpeaTMYecKow HejocTaTou-
HOCTW BCEM NauueHTaMm ¢ nojo3peHnem Ha MB u nauueH-
Tam ¢ MB (onpegeneHne aKTMBHOCTM NaHKpeaTMYeCKOM
anactasbl-l B Kale), CTEMEHU KOPPEeKLUMM MNaHKpeaTuye-
CKOM HeAoCTaTOYHOCTU — KOMPOSIOrMYecKoe uccnegoBaHue
C onpefeneHneM HeWTpanbHOro Xupa B Kane [1, 2, 20]
(YYP—C, Y44 — 5).

MunKkpo6uonornyecKkas gMarHocTuKa

Bcem nauyueHtam ¢ MB (unu ¢ nopgospeHnem Ha MB)
noKasaHo npoBejeHne MUKPOOMONOrM4ECKOro nccneaoBa-
HUSE MOKPOTbI (MHAYLIMPOBAHHON MOKPOTbI UM TpaxeanbHO-
ro acnupara), Uan, B UCKMOYUTENbHbIX CUTYaLMAX (419 Mna-
OeHLUeB), opodapuHreanbHOro MasKka u/unu xngrkoctu bAJ
ana maeHtTMduMKauMn natoreHa/naToreHoB U onpegeneHus
YyBCTBUTENbHOCTM BblaeneHHoONn MuKpodnopsl [1, 2, 6, 20]
(YYP—C, Y44 — 5).

NccnepoBaHne NpoBOAMTCS NPU NEPBUYHON ANMArHOCTH-
Ke 1 B npoLecce AMHaMUYecKoro HabnoaeHus, B TOM Yucne
A9 KOHTpons 3addEeKTUBHOCTM Tepanuu, He pexe 1 pasa
B 3 Mec, MO MoKal3aHuAM — Yaule. TaKKe MpoBOAMTCS
KOHTPO/JIbHOE WCCNegoBaHWe Nocfie Kypca aHTUMUKPOO6-
HOW Tepanuu Npu rocnuTann3aumnm UK C LEeNblo OLEHKK
3bdEKTUBHOCTHN NpoBEAEHUS 3paanKaLmMK Npu NePBUYHOM
BbiceBe P. aeruginosa v Apyron rpamMoTpuuaTenbHON aHTuU-
6GUOTMKOPE3UCTEHTHON dnopbl (Hepes3 7-10 aHewn OT Havyana
Tepanum).

[Mpn XpoHMYecKon rpamMoTpuLaTe/lbHOn aHTUOUOTUKO-
pe3ncTeHTHOM dnope nauneHToB ¢ MB B nepuog nposege-
HUS 3paAuKaLMOHHOM Tepanuu PEKOMEHAYETCA exxemMecsay-
HO HanpaBnATb Ha MUKpobGMonoruyeckoe obcnefoBaHue
C Le/blo OUEHKM 3PDEKTUBHOCTM INMMUHALMK BO3OYaUTE-
Nen; HanpaBnaTb AeTen 4o 5 neT Ha AMarHOCTUKY MUKPOOHOM
dnopbl, NOYYEHHOM C NOMOLLbIO FYGOKOro Ma3Ka 13 3eBa.
Ona peten ctapwe 5-6-neTHero Bo3pacTa M B3POC/bIX

NPUOPUTETHBLIM LIeN1ecoo6pas3HO CYUTaTb aHaNIM3 MOKPOTbI.
Y peTter ¢ NOAMMNO3HLIM CUHYCMTOM WCCNeAoBaHWE PEKO-
MEHAYeTCA NPOBOAMTL NyTEM MOAy4YeHUs ryeoKoro maska
NpPY PUHOCKONUM.

Bce MMKpOOpPraHnambl, BblAENEHHbIE U3 [bIXaTesbHbIX
nyTen naumeHToB ¢ MB, JOMKHbI 6bITb UAEHTUOULMPOBA-
Hbl KaK MWHMMYM A0 pOAa, MWKPOOPraHuM3Mbl, MMeloLime
KNMHWYECKOe 3HavyeHne, — Ao Buaa [65]. B cnyyae Bblgene-
HUS 13 obpasLia MUKPOOPraHN3mMoB, MAEHTUDUKALMIO KOTO-
pbIX TEXHMYECKM HEBO3MOXHO MPOBECTM B NabopaTtopuw,
Heob6X0AMMO COXpPaHeHWe KyNnbTypbl A5 ee nocneaytoLen
pengeHTMdMKaLMK C UCNONb30BaHNEM MacC-CNEKTPOMETPUM
WM MONEKYNAPHO-reHeTUYeCKMX MeToaoB [66]. Onpeaenexue
YyBCTBUTENbHOCTU BblAENEHHON MUKpOdNopbl K aHTMOaK-
TepuanbHbIM NpenapataMm W WHTepnpeTauuio pesynstatoB
nccneaoBaHns Heo6xoAMMO MNPOBOAMTL B COOTBETCTBMM
C aKTyanbHOM Bepcuer peKomeHZauuin no onpeaeneHvio
YyBCTBUTENBbHOCTU MWKPOOPraHM3mMoB K aHTubakTepuasnb-
HbIM NpenapaTtaM MW HOBbIX BEPCUI MOCNE UX BCTYNIEHUS
B cuny [67].

MNauneHtam ¢ MB ¢ Nogo3peHUEM Ha MUKOGaKTEPUO3,
Bbl3BaHHbIN HTMB, Heob6xoanmo uccnenoBaHne obpasLos
AMArHOCTMYECKOro MaTepuana Kak MMHUMYM OAMH pas B roj
B AMHaMuKe [1, 2, 6, 20]. NoKka3aHWeM K UccneaoBaHUio
AnarHoctnyeckoro matepuana Ha HTMB cnyxat oTpuua-
TenbHas KNMHUYECKasa U/WAKN PEHTreHoN0rnyecKkas AuHaMu-
Ka npu OTCYTCTBUM HOBbIX MATOreHoOB, OTCyTCTBME addeKTa
OT NPOBOAMMOM aHTUBaKTepuanbHOM Tepanun. B KavyecTBe
AMArHOCTMYECKOro mMaTepuana MCMonb3ylT MOKPOTY (Mnwu
WMHAYLMPOBAHHYIO MOKPOTY), B Clly4asax OTCYTCTBUS MOKPO-
Tbl — CMbIB C POTOrNOTKK, BAJL.

[na npoBepKK NOAO3PEHNUI, 4TO NaumeHT ¢ MB 3apaxeH
MUKOBGaKTEPUAMU, B Ka4eCTBE AMarHOCTUYECKOro Matepma-
la MCMNONb3YIOT MOKPOTY WMAM MHAYLMPOBAHHYIO MOKPOTY
(B MCKOYMTENBHbIX CAlyYasX, NPu HEBO3MOXHOCTHU NONYYUTb
MOKPOTY / WHAYLMPOBAHHYD MOKPOTY, MPOBOAAT uUcche-
JOBaHWe TpaxeanbHOro acnuparta, HO ciefyeT MOMHWTb,
4YTO B AaHHOM cny4ae 3PGdEKTUBHOCTb BbIIBAEHUA MUKO-
6aKTepun o4YeHb HU3Kas). [ns uccnefoBaHui Ha Hanuyue
HTMBE He pekomeHayeTcsa npuberaTb K TPaHCOPOHXMaIbHOM
61oncum 1 B3aTUI0 opodapuHreanbHbix Ma3KoB.

Heo6xogMmo npoBoanTb uUccnegosBaHue metogom [MLP
ANS UCKNIOYEHWS HanMyMs B WUCCNeayeMoM maTepuane
Mycobacterium tuberculosis complex.

Mpn nepsBu4yHOM BblAeNneHnn B. cepacia complex,
Achromobacter spp., Ralstonia spp., Pandorea spp.,
Cupriavidus spp., Inquilinus spp. peKomeHAyeTCcs UCMOoNb-
30BaTb Macc-CNeKTPOMETPHUIO UK MOSTIEKYASPHO-TeHeThYe-
CKMEe MeToAbl C LeNblo AMarHOCTUKM HalNyYus nepeyvncneH-
HbIX MMKPOOPraHM3amMoB Yy nauuneHTa ¢ MB [66] (YYP — C,
yaaq — 5).

BonbHbiIM MB ¢ nogo3peHvem Ha rpMbKoBble MopaXke-
HWUS NErKUX M AN KOHTPOAS NPOBOAMMOW Tepanumn peKoOMeH-
AyeTcs NpoBOAMTb MWKOMOTMYECKOe uccnefoBaHue 6uo-
MaTepuana (MOKpOTa, NPOMbIBHble BOAbl 6poHXxoB, BAIJT,
6uonTaTbl, onepauMoHHbIM MaTepuan) ana naeHTuduKkaymm
naToreHa/naTtoreHoB W OnpejeneHns YyBCTBUTENbHOCTH
BblAeNeHHbIX MUKpomuueToB [17, 37, 68, 69] (YYP — C,
yaaq — 5).

Heo6xogmMmMo paccMOTpeTb NpoBeaeHne nabopaTopHbIX
ncenenoBaHu ana guarHoctukn ABJIA: ypoBeHb obue-
ro ummyHorno6ynuHa E (IgE), cneundmnyeckune IgE n IgG
K Aspergillus fumigatus. Mpu nogospexHnn Ha XAJT peko-
MEHAOBaHbl T€ e UccnefoBaHusa W onpefeneHve ranak-
TOMaHHaHa (meTabonuta Aspergillus fumigatus) B Kposw
(onpepeneHne metabonuToB rpubos) [1, 2, 17, 20, 37, 68,
69] (YYP — C, Y44 — 5).
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

MNaumneHTam ¢ MB ¢ nogo3peHuem Ha ABJIA ans ucknode-
HWMS/NOATBEPKAEHUS MMKOrE€HHON CEeHCUMOMAN3aLMK NoKa-
3aHO NPOBEJEHNE KOXHOW Npobbl ¢ aHTUreHoM Aspergillus
(HaKOXHble UccnefoBaHUsA peaKkuuu Ha annepretbl) [37]
(YYP —C, Y44 — 5).

C uenblo AMArHOCTUKM HOAYNAPHOro acneprunanesa,
a TaK)Ke MCK/oYeHUs HOBOOOGpas3oBaHWA Nerkux, Tybep-
Kyne3a peKOMeHLOBaHO MnpoBeAeHME MaTofioroaHaToMu-
4ecKoro uccnegoBaHuss GMOMNCUMHONO (onepaumnoHHOro)
MaTepuana TKaHen fnerkoro y nauueHtoB ¢ MB u XAJl
C umnperHauuen cepebpom no fomopu — MPoKoTT [17, 68,
69] (YYP — C, Y44 — 5).

MuKpobuonormyeckoe wuccnegoBaHue oTAensdemMoro
M3 OKOoNoHOCOBbIX Nasdyx (OHIM) noka3zaHo Ans MAeHTUPUKa-
UMK natoreHa/naTtoreHoB M onpegeneHns ero/mx 4yBCcTBu-
TENbHOCTU K aHTUMMKPOOHbLIM MpenapataMm Mnpu XpoHu4ye-
CKOM puHocuHycute (XPC) Ha doHe MyKoBucumao3a [70, 71]
(YYP — C, Y44 — 4).

Bbuoxummnyeckoe uccsegoBaHne KpoBH

Bcem nauueHtam ¢ MB pekomeHOoBaHO npoBedeHue
6MOXMMUYECKOr0o aHannsa KpoBu (061NN BENOK, albOYMUH,
onpejeneHne akKTUBHOCTM acnapTataMuHoTpaHcbhepasbl,
anaHnHaMuHoTpaHcbhepasbl, ramma-rayramunTpaHcoe-
pasbl, Weno4yHon docdaTasbl, aMunasbl, AMnasbl B KpPO-
BW, UCCNeaoBaHWE YPOBHS XONEeCTepUHa, TPUIIULEPHULOB,
HaTpu1s, Kanusg, xnopunaos, obuiero 6unmpybmHa, cBo60AHO-
ro v cBA3aHHOro 6ununpyburHa, C-peakTMBHOIro 6e/Ka B Kpo-
BM) €XerogHo, No nokasaHuaM — vauwe. MccnegoBaHue
NPOBOAMTCS C LeNbI0 KOHTPONS COCTOAHMS NeyveHH, GyHK-
UMK NOAXKENYAOYHOM Kenesbl, 3NEKTPONUTHOro obmeHa
M XPOHUYECKOro BOCNasNeHUs cornacHo nokasaHuam [2, 61]
(YYP —C, Y44 — 5).

NccnepoBaHne KMCAOTHO-OCHOBHOMO COCTOSIHUSI KPOBM,
YPOBHEN HaTPMA U Kanus Heo6xoAMMO NPOBOAUTL NPU NOZ0-
3peHuun Ha MNBC y naumeHToB ¢ MB 1 Npu KOHTpOe Tepanuu
MNeC [2, 42, 72] (YYP — C, Y44 — 5).

BceM nauyveHTam npu nepBUYHOM AMarHoctuke MB
W NPpU HalM4yMKM LUMPPO3a NeYeHN PEKOMEHAOBaAHO BbINON-
HeHWe KoarynorpaMmmbl (OPUEHTMPOBOYHOIO UCCAeA0BaHuKA
cucTeMbl remoctasa) 1 pa3 B 3—6 MeC C Lefiblo KOHTPOoAs
6EeNKOBO-CUHTETMHECKON DYHKLMU NEYEHN U CBOEBPEMEH-
HOro NpeLoTBpaLLEHUS reMopparnyeckmnx 0cnoxHeHumn [20]
(YYP —C, y44 — 5).

Bcem nauuneHTam ¢ MB 1 pa3 B 6 MecC C Lie/ibio KOHTPONS
3HAOKPUHHOW DYHKLIMM MOSKENYAOUYHOWM Kenesbl, cBoeBpe-
MeHHOoW anarHocTnkmn M3C/[, Heo6xoaMMo nccneaoBaTh ypo-
BEHb MOKO3bl B KpoBu [49, 73] (YYP — C, Y44 — 5).

B KayecTBe CKpWHMHIa ANS CBOEBPEMEHHOW AuarHo-
cTMKn M3C/[, peKomeHLOBaHO pacCMOTpPeTb MpPOBeAeHue
OpasibHOro MIOKO30TONEPAHTHOrO TecTa C Harpy3Kon -
Ko30M 1,75 r rnoKo3bl/Kr (He 6onee 75 r; TOYKM KOHTpONs —
HaTowaK, Yepes3 60 MuH, Yepe3 120 M1H) BCEM ETAM CTap-
we 10 neT (N0 NOKa3aHMAM — paHblUE) EXXEro4HO B NepMos
KNMHWYeCKon ctabunbHocTu [49, 74, 75] (YYP — C, YA/ —
5). Ucnonb3oBaHUe rMUKUpoBaHHOro remornobuHa (HbALlc)
B KayeCcTBe CKPUHUHI-TECTa HE NOKa3aHo B CBA3M C HeaoCTa-
TOYHON MHDOPMATUBHOCTLIO ANS nauneHToB ¢ MB no atum
nokasanusam [49, 74] (YYP — C, Y44 — 5).

Bcem nauneHtam ¢ MB u M3C/[, Heo6xoauMmMo npo-
BEAEHWE PEryasapHOro KOHTPOANSA YyrneBOoAHOro o6MeHa
(onpepeneHne ypoBHS MIOKO3bl B KPOBW HE MeHee 3 pas
B [A€Hb) C LeNbld CaMOCTOATENbHOrO MOHWMTOPUMPOBAHMS
COCTOAHMA. M3MepeHne TMUKMPOBAHHOIO remornobuHa
pPEKOMEHAYEeTCS €e)eKBapTalibHO C LEeNblo KOppeKuuu
WHCYNUHOTEepanuu y naumeHToB ¢ MB n M3C/ [49, 74, 75]
(YYP —C, Y44 — 5).

[ns KOMMNIEKCHON [MarHoCTUKM OCTeonopos3a U aua-
FHOCTMKM MaToNorMM novyek nauuveHtam ¢ MB nokasaHo
onpeaeneHne ypoBHS OOLLEr0 U MOHW3UPOBAHHOMO Kalb-
umns, pocdopa KPOBU, KpeaTUHWHA CbIBOPOTKU KPOBU U KNK-
peHca KpeaTuHMHa (pacyeT no dopmyne KokpodTa — lonta),
wenovyHon docdaTtasbl CbIBOPOTKM KpoBwu [2] (YYP — C,
yaa — 5).

Y Bcex nauneHtoB ¢ MB peKoMeHOoBaHO exerogHoe
namepeHue yposHs 25-OH ButammHa D B KpoBu, npea-
noyTUTENbHEE NIETOM M 3UMOW, C LIeNbl0 CBOEBPEMEHHOIO
BbIiBNeHUs geduunta ButammHa D, nog6opa L03bl BUTAMMU-
Ha D u, cooTBETCTBEHHO, NPODUNAKTUKM OCTeonopo3a [76]
(YYP — C, ¥4 — 5). HopmanbHbih ypoBeHb 25(0H)D cbiBo-
poTKK KpoBu — 6onee 30 Hr/mn n meHee 100 Hr/mn.

PekomeHayeTcs NPOBOAUTE MOHUTOPWHI YPOBHS Kene-
3a CbIBOPOTKU KPOBM (EXKErogHO, Mo NoKalaHUaM — yvalie)
C Uenblo BbiABAeHMA geduunTa Kenesa U/MNnU XPOHMYe-
CKoro Bocnanenus [61] (YYP — C, Y44 — 5). Kpome Toro,
Heo6X04MMO NPOBOANTL MOHUTOPUHT YPOBHEN KMPOPaCTBO-
PUMbIX BUTamMuHOB (A, E, K) # BUTaMmnHa B,, B CbIBOPOTKE
KpoBu BCceM nauueHTam ¢ MB no nokaszaHusiM ¢ uLenbio
CBOEBPEMEHHOIO BbISIBNEHUS UX HEAOCTATOYHOCTU U afeK-
BaTHOWM KoppeKuun Tepanuu [2, 61] (YYP — C, Y44 — 5).

Bcem nauueHTaM My»KCKOro mona B BO3pacTe cTaplie
15 net ¢ MB Heob6xoAMMO pacCMOTpPEeTb BOMPOC O Mpo-
BeJEHUU CNepmorpaMmbl U MONEKYISPHO-TEHETUYECKOrO
(aHanu3 reHa CFTR, ecnu He Gbln paHee BbINOMHEH) Uccne-
[LOBaHUA C Lenbto onpeaeneHns nporHo3a v TaKTUKK pelue-
HUS Bonpoca penpoaykuuu [77-79] (YYP — C, Y44 — 4).
A C uenblo AMarHOCTUKM rMNoroHagn3Ma BCem nauueHTam
MYXCKOro nona B Bo3pacTe ctapwe 15 net ¢ MB Heob6xo-
AMMO onpegenaTb YPOBEHb 06LEero TeCToCTepoHa U CTepo-
nacBA3bIBatoWeEro rnobynnHa B CbiBOPOTKE KpoBu [80-82]
(YYP — B, Y44 — 3).

MeTtoabl nog60pa naToreHeTUYECKOM Tepannmn

(nBakagTOp + nymakagrop)

Mpun HagHavyeHnn Npenapata MBakadpTop + nymakadtop
peKoMeHAyeTCa UMETb AaHHble O reTepo3UroTHOM HOCH-
TenbCcTBE 060MMK poautTensimu myTtaumm F508del (cornacHo
WMHCTPYKUMK). Tpn OTCYTCTBUM TaKoW WHPOpMaLMU PEKo-
MeHAYyeTCS MPOBECTU MONEKYNAPHO-FEHETUYECKYIO AMUarHo-
CTUKY C LeNbl0 BbISCHEHUS FeTEPO3MIroTHOrO0 HOCUMTENLCTBA
poautensimu BapuaHTa F508del. Ecnu pogutenu (Mnu xots
Obl OAWH U3 poAUTENIEN) MO KaKUM-TMOO MPUYMHAM Hepdo-
CTYMHbI 415 NPOBELEHUSA AAHHOMO UCCNef0BaHUs, TO PEKO-
MeHAyeTCs AOMOMHUTENbHO MPOBECTU NaLMEHTY aHanus
C LEeNbl0 WUCK/IIOYEHUS HaNM4YMA MPOTAXKEHHON Aeneuuu
B o6nactn mytauun F508del, TO ecTb AN WUCKIOYEHUS
reMU3UIrOTHOCTM MO AaHHOW MyTauuu. PeKoMmeHgyeTcs Tak-
K€ UCKNI0YUTb HOCUTENLCTBO BapuaHTa L467F reHa CFTR
(NM_000492.3:¢.1399C>T; NP_000483.3:p.(Leu467Phe))
B COCTaBe KOMIMJEKCHOro annens ¢ myrtaunen F508del,
[OKa3aHHO NPUBOASALWEr0 K PE3UCTEHTHOCTM K Tepanuwu
[83-88] (YYP —C YAOA — 4).

PekomeHayeTca npumeHeHue (OPCKONMHOBOro TecTta
Ha KWWeYHbIX OpraHougax, NOJYyYEeHHbIX OT nauueHTa
B peaynbrate 6MOMNCUM MPAMON KULLIKKW, ANs onpegeneHus
NOKa3aHWN K TapreTHoM Tepanuu:

° Npu peaknx MyTauumsax reHa CFTR C Uenblo OLEHKM
BO3MOXHOCTM MPOBEAEHNS NAaTOrEHETUHECKON Tepanuu
[89-92];

° MpU OTCYyTCTBUU 3dpdeKTa (CornacHoO MHCTPYKUNK)
4yepes 6 Mec C Havana Tepanuu;

° BCEM NauMeHTaM — HOCUTENSIM KOMMIEKCHOro anne-
N9 ANa BbISICHEHUS 4YYBCTBUTENbHOCTU K MBaKadTOopy
n nymakadTopy [93-95] (YYP — C, Y44 — 5).



UHCcTpyMeHTaNbHble AUarHocTu4eckue

uccnepoBaHus

Mertoabl BU3yainsaummn 1erkux

PekomeHayeTcs npoBefeHue peHTreHorpapum u Kom-
nbtoTepHov Tomorpacmm (KT) opraHoB rpyaHOM KNeTKX Naum-
eHTam ¢ nogo3peHnem Ha MB v naumeHtam ¢ MB ¢ uenbto
onpeaeneHns xapaktepa M o6bema MoparKeHUs eroYHom
TKaHu [1, 2, 20] (YYP — C, Y44 — 5). PeHTtreHorpadus
MOXET BbIIBUTb TaKWe NPU3HAKK, KaK gedpopmMaumsa u ycu-
JleHWe Nero4yHoro pucyHka, nHeBModUOpPO3, NepubpPOHXMU-
anbHas MHOUNBTPaLKS, KOHCcoNMaaunsa (atenexktasbl), 6poH-
X03KTa3sbl, 6ynnbl, NPOSBAEHUST BPOHXMANbHOW 06CTPYKLMMK
(NOKanbHble y4acTKM B34YTHUSA NIEFOYHOM TKaHW, yBENNYEHNE
pPEeTpPOCTEPHANILHOIO MPOCTPaHCTBA, YNoweHne Auadpar-
Mbl), @ TaKkXe Kndo3, yTo/nueHne 6pOoHXMalbHbIX CTEHOK,
CNn3ucTble NpPo6KW. [laHHbIM MEeToa MOXET ObiTb Heao-
CTaTO4YHO MHPOPMATMBEH AN TOYHOIO OMUCAHUS Xapak-
Tepa U3MEHEHUIN B NETKUX, HO MUMEET MEHbLIYIO Ny4EBYIO
Harpy3ky. [lo HacToswero BPEMEHW B pasHbIX LEHTpax,
Kypupylowmx naumMeHtos ¢ MB, B TOM 4yncne 3apybexHbIX,
A9 AMHaMUYeCKOoro HabloAeHUs Yallle UCMOJb3YeTCs PEHT-
reHorpadus, B psage ueHtpoB — KT [20], koTopasa B HacTo-
duee Bpems SBNSETCS OCHOBHbIM METOAOM AMArHOCTUKHK
M3MEHEHMN B Nerkmx npu MB.

B KayecTBe yTOYHSAIOWEro MEeToAa ANst CHUXEHUS Nyye-
BOWM Harpy3ku MpuM MHOrOKpPaTHOM KOHTPOJie BOCMNauTeNb-
HOro npouecca nauueHtam ¢ MB pekomeHaoBaHO npose-
OEeHWe MarHMTHO-pPe30HaHCcHoH Tomorpapun (MPT) opraHoB
rpyaHoun Knetku. [1o 7 net — B yCnoBUSAX cegalmu, nocne —
Ha cBo60AHOM AbixaHuu [96, 97] (YYP — C, Y44 — 5).

Mertoabl BU3yasim3ayummn OKOJIOHOCOBbIX Na3yX

PekomeHgyetcs nposegeHue KT OHIT (KOHYCHO-ny4e-
Bas MAM MynbTucnupanbHasa) unn MPT OHIT npu nepBuy-
HOW OLIEHKE MaTo/0rMYeCcKOro nNpoLecca B OKOJIOHOCOBLIX
nasyxax v nNpy NOAroTOBKE K KaXKAOMY PUHOXMPYPruYecKo-
My BMewwaTenbcTBy [98, 99] (YYP — C, Y44 — 4). KT OHI
NPOBOAMUTCA B aKCUallbHOW MIOCKOCTU C PEKOHCTPYKLUMEN
M306paxKeHnst B KOPOHaIbHOM U carnTTaibHOM NPOEKLMSAX.
JeTtam He pekomeHayeTcsa BbinonHeHne KT OHI 6e3 Knu-
HMYECKMX MOKa3aHuM (C Uenbio AMHaMWYECKOro Habnio-
[eHWs), TaK KaK 3T0 B 3HA4YUTENbHOW Mepe yBenuyunBaeT
CYMMapHylo Ny4yeByl0 HarpysKy (B CBSi3u C He0ob6XxoAWMmO-
CTblO Nepuoan4eckoro BbinosHeHU KT opraHoB rpyaHom
KNETKW).

A6gomMHHaNnbHaA peHTreHorpagpus

[MpoBeneHne abaoOMuHaIbHOM PEHTreHorpapumn peKo-
MeHJOBaHO Npu MmekoHneBoM uneyce n CANO ¢ uenbto gua-
FHOCTMKM HEMPOXOAMMOCTM KMleyHmka [100, 101] (YYP — C,
YA/ — 5). 063o0pHan peHTreHorpadus opraHoB GPIOLLIHON
NnoJIoCTU NPOBOAMTCS B BEPTUKAIbHOM MOIOXKEHUN NaALMEH-
Ta, B npsmown npoeKkumn. C Ton xe uenbto npyu CANO moxet
npumeHaTbes KT opraHoB GPIOLIHON MOJIOCTH.

MeTtoabl AMarHoCTUKM OCTEONopo3a
OnpepenexHne ucxogHon MIMK npu npoBeOeHUM PEHT-

reHOAEHCUMTOMETPUM Ha3Ha4vaeTcs OeTaM cTaplue 8 feT.

PaHblle — npu HannMuuu Taknx GakTopoB pPUCKaA, KaK:

®  HWU3KUW MHAEKC Macchl Tena (MMT) — < 90% oT ngeanb-
HOro;

® aKTMBHOCTb Nlero4yHoro 3abonesaHusa (OPB;, < 50%
[IOJT}KHOMW);

e anuTenbHas (3 mec M 6onee) Tepanunsa nepopasnbHbIMU
KOPTUKOCTEPOMUAAMMU A1 CUCTEMHOIO NPUMEHEHMUS;

° 3ajJepKKa MNos0BOro CO3peBaHUs, TMNOroHaan3Mm;

® HW3KO3HEPreTUYeCcKUe nepenombl B aHaMHese.

[MoBTOpPHbIE UCCNeAOBaHUA PEKOMEHAOBAHO NPOBOAUTL
[eTam 1 B3pocnbim o 50 nert:

°  NpubnnanTenbHO Yepe3 5 NET, ecnu z-KpUTepu Bhbllle
—1 SD 1 nauueHT KIMHUYECKU cTabuneH;

° Kaxnable 2 roaa, ecnu z-kputepun mexay —1 n —2 SD;

°  KaXabli rog, ecnu z-kputepun —2 SD u HUXKe, KN ecTb
HU3KO3HEpPreTMYecKkue nepenomMbl B aHamHese, Uim uve-
10TCA 3Ha4YUMble GaKTOPbl PUCKa OCTeoNopo3a.
OcTeogeHCUTOMETPUS AOMKHA ObiTb MpoBejeHa

[10 Ha3Ha4YeHUs aHTMOCTEONOPOTUYECKOM Tepanuu [2].

[Onsa oueHkn anmHamukn MIK Ha ¢doHe neyveHusa ocTeo-
nopo3a PeEKOMEHA0BAHO NPOBOAWUTb PEHTreHOAEeHCUTOME-
Touio (DXA) 1 pa3 B 6-12 mec y aeten ctapuie 8 net [34,
102, 103] (YYP — C, ¥4/ — 5). PeHTreHoaeHCUTOMETPUIO
enatenbHO NPOBOAWTb Ha OAHOM M TOM e annapaTe
(neHcuTomeTpe KOCTHOM PEHTIEHOBCKOM) OAHUM U TEM XKe
cneumanuctoM. PeHTreHorpadusa Kocten ckeneta nauueH-
Tam ¢ MB ans AMarHOCTUMKM OCTEOnopo3a He NpoBOAMTCS,
npUMeHsieTcs npu nepenomax [34].

Y neten u noapocTtkoB ¢ MB pekomeHayeTcs NpoBOAUTb
PEHTreHOAEHCUTOMETPHIO MOSICHUYHOIro OTAesia No3BOHOY-
HWKa B nepeaHe-3aaHein npoexynm (ot O neT) U No nporpam-
Me «Bce Teno» (C 3 N1eT No NoKasaHWsM), UCKloYyas ronoBy
M3 pacyeToB KOCTHOM MWHepanbHOW MAOTHOCTW, C LieNbio
CBOEBPEMEHHOI0 BbIABNEHUSA CHUMKeHMa MIK u Koppek-
UMK BbiiBNEHHbIX M3MeHeHun [50] (YYP — C, yA44d — 5).
UccnepoBaHue MIK npokcumanbHoro otaena 6eapay aetem
M NOAPOCTKOB He NPOBOAMTCS B CBA3M C BapnabeNbHOCTbIO
pa3BUTUA CKeneTa. Y AeTen ¢ 3aePKKON IMHENHOro pocTa
1 pas3Butna pesynbtatel MIMK f0MXHbI aHanM3upoBaTbCH
C y4eToM abCOMOTHOrO pocTa MAM POCTOBOro BO3pacTa
60 cpaBHMBATbLCHA C COOTBETCTBYOLWMMK Neguvatpuye-
CKMMK 6asamMu [OaHHbIX, BKAOYaWMMK cneunduyeckme
19 BO3pacTa, nofia U pocta z-kpuTtepuu [50, 104].

OnpepeneHne GyHKYUU BHELUHETO AbIXaHUS

Mpu nogo3peHun Ha MB u y naumeHToB ¢ MB peko-
MEHAOBaAHO WCCNefoBaTb QYyHKUMIO BHELHEro AblXaHUS:
CNMPOMETPUS — B CpefHeM Kaxable 3 mec (Mccneposa-
HWE HeCnpPoOBOLMPOBAHHbIX AblXxaTenbHbiXx 06bEMOB U NOTO-
KOB, NP1 HEO6X0AMMOCTU — AOMOSHUTENBHO UCCneaoBaHne
AblXxaTeflbHblX 06bEMOB C MPUMEHEHWEM NEeKapCTBEHHbIX
npenapartos), 6oannaeTnaMmorpadma — Mo MOKa3aHuaM,
B CpPefHEM — €XerogHo C Lenbto onpegeneHusa U guHamu-
YECKOro KOHTPONS neroyHomn GyHKUKUKM, onpeaeneHuns obpa-
TUMOCTM OBCTPYKLMM MPU €€ Hanu4mmn (Mpy OTCYTCTBUMU BO3-
pPacTHbIX MK UHbIX NPOTMBOMNOKa3aHuw) [1, 2, 20] (YYP — C,
Ya4 — 5). WccnegoBaHue GYHKUUM BHELWIHEro AblXxaHus
(cnnpomeTpusl) BO3MOXKHO Yy AeTern ¢ 5—6 neTt B TOM ciy4ae,
€CNK1 NauMeHT MOXET BbINONHUTL MaHeBp GOPCUPOBAHHOIO
Bbl4oOXa, AMarHocTnyecKas LeHHOCTb UCCIeaoBaHNns y feTen
mnagwe 5 net Huxe. CNMpOMETPUS NO3BONSET KOCBEHHO
OLEHUTb NleroyHble o6bembl, 60aunneTn3Morpadmio NPoBo-
4AT Ana 6onee TOYHOM OLEHKM IErOYHbIX 06beMOB NO NOKa-
3aHMaM.

Mpu KaXkaon rocnuTanMsauun Bcem naumeHTam ¢ nogo-
3peHneM Ha MB # Bcem nauneHtam ¢ MB pekomeHgoBaHO
nposefeHune Mys1bCOKCUMETPUMU U/Uan UccaegoBaHme raso-
BOro coctaBa KpoB#H, N0 NOKa3aHUsAM (060CTPEHUE XPOHMYe-
CKOro 6pOHX0NEro4HOro npolecca, Hanuine AbixatefbHoW
HeJoCTaTO4YHOCTH, Tpebylolen OKCUreHoTepanuu) — valule
[2, 105, 106] (YYP — C, Y44 — 5).

YnbTpa3ByKoBble MeToAbl HCCI€OBaHUA

Bcem nauuveHTam ¢ nogospeHvem Ha MB u nauueH-
Tam ¢ MB pekoMeHOoBaHO NpOBefEHWE Y/1bTPa3ByKOBOIro
nccieqoBaHNs opraHoB GPIOLLIHOM MOI0OCTH M MEeYeHU, 0CO-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

60€e BHMMaHuWe cnegyeT YAensiTb CTPYKTYpe NOAKeNyLo4YHOM
eneabl, onpegenaTb TUN KPOBOTOKA B MEYEHW C LeNbio
BbISIBIEHUS UBMEHEHWI, XapaKTePHbIX A5 JaHHOro 3a6one-
BaHMSA, U UX AnHamuKK [1, 2, 20] (YYP — C, Y4/ — 5).Takxe
peKoOMeHA0BaHO NpoBefeHne pnbpoa1acToOMETPHUN NeYeHN
(anactomeTpus neyeHu) BceM nauueHtam ¢ MB ¢ uenbto
OLLEHKM CTeneHu BbipaxKeHHoCTH ¢unbpo3a no wKane
METAVIR [2, 20, 1071 (YYP — A, Y44 -1).

Bcem nauueHTaM MyXKCKOro nosna B BO3pacTe cTaplie
15 neTc MBHeEO6X0ANMMO BbINOMHATL YPOIOrMyecKoe/aHapo-
noruvyeckoe o6c¢negoBaHue ¢ NPOBELEHUEM Y/IbTPa3BYKOBO-
ro uccaegoBaHms NoJsioBbIX OPraHoB AN5 BbIABNEHUS CTPYK-
TYPHbIX U MOP}ONOrMYEeCcKUX MameHeHun [77, 82, 96, 108]
(YYP —C, Y44 — 4).

PeKkomMeHAoBaHO perynsapHoe mnepuoguMyeckoe 3xo-
Kapauorpagu4yeckoe wnccaegoBaHue (3xokapauorpadus,
9x0KTI") ¢ gonnepoBCKUM aHann3oMm (M3mepeHue rpagueHTa
[JaBfleHUs Ha NeroYyHon aptepuu) y nauueHToB ¢ MB, Tak
KaK npu 3ToM NaTtonorMm, 0CO6EHHO NpU pacnpoCcTPaHEHHOM
nopaxKeHun, BO3MOXHO pPa3BUTUE JIEFOYHOM FUMEPTEH3UM
n dopmupoBaHue neroyHoro cepaua [2] (YYP — C, Y44 — 5).

AneKTpoKapamorpagpus

PekomeHaoBaHO npoBefAeHune aneKTpokapanorpapum
naumveHtam ¢ MB npu MNBC ¢ uenblo KOHTPONS BAUAHUSA
3NEKTPONUTHBIX HapyLUEHUH Ha cepheyvHylo AesaTenbHOCTb,
nepeg Hayanom Tepanuu MHrMbutopamm NPOTOHHOM NOMIbI,
npenapatamu npotns HTMB, npu ganTensHOM NPUMEHEHNH
asuTpoOMULUMHA MO APYrMM MoKasaHuaMm, Ha doHe Tepa-
M1KU BbICOKUMM 03aMK CENIEKTUBHBIX [3,-8APEHOMUMETUKOB
(2 Hepn) ¢ uenbto oueHKN uHTepBana QT [42, 109] (YYP — C,
yaa —4).

9HAOCKONMUYeCKne MeToAbl HccefoBaHns

TpaxeobpoHxocKonus naumeHTam ¢ MB pekomeHaoBaHa
B Cnay4yasax Heob6XogMMOCTU MPOBEAEHWUS AONONHUTENbHO-
ro MUKPOOBMOSIOTMYECKOTO MCCnefoBaHUs uakoctu BATI,
C CaHaLMOHHOWM LieNblo MPKY NOMbITKE pacnpaBuTb aTeneKkTas
LONW Nerkoro B cnyvyae HeabGeKTUBHOCTN KOHCEPBATUMBHOWM
Tepanuu [1, 2, 17, 68, 69] (YYP — C, Y44 — 5).

3HAoCKONMS N00CTU HOca (AHAOCKOMMYEeCcKas 3HAOHa-
3anbHas PeBU3KS MOMOCTU HOCA, HOCOMOTKM) NauueHTam
¢ MB peKkomeHayeTcs N0 NnoKasaHUaM: Npu HEOBXO0AUMOCTH
OLLEHKM BblparkeHHocTn XPC, cTteneHn Ha3anbHOro noauno-
3a, YTOYHEHUS NOKa3aHUM K PUHOXMPYPTrUYECKOMY NEYEHMIO,
OLleHKM pe3ynbTaToB 3HAOHA3aNlbHbIX 3HAOCKOMUYECKMX
XMpypruyeckux BmelwaTtenbcts [70, 110-112] (YYP — C,
yaa — 4).

3r[c (a33odaroractpoayoleHOCKONUIO) peEKOMeHayeTcs
nNpoBOAMTL BCEM MauuMeHTam ¢ MB ¢ UMPPO30OM NeyveHu
ana koHTpons BPBIM 1 pa3 B 6-12 mec, npy noao3peHunn
Ha racTpoasodareancHylo pednoKCHyt0 60n1e3Hb, 3pPO3nB-
HO-A3BEHHbIE MOPaXKeHUs, BocnanuTenbHble 3ab6oneBaHus
cnmM3ncTon 060M04KKM nuuesona M xenyaka [2] (YYP — C,
yaa — 5).

PeKkTopomaHocKkonus ¢ OWOMNCUEN peKoMeHayeTcs
no NoKasaHWaM nauueHTam ¢ nogo3peHnem Ha MB ans npo-
BeAEHUS N3MEPEHUS PA3HOCTU KULWEYHbIX NOTEHLMaNos [2,
113, 1141 (YYP —C, Y44 — 5).

HUHcTpymMeHTanbHasa AnarHoCTUKa MEKOHUEBOIro

uneyca

MpoBeneHue 0630pHON peHTreHorpapuu rpyaHoun
M GPIOLLIHOM MOA0CTM B NPSMON NPOEKLMM B BEPTUKABHOM
NONOXEHUM PEKOMEHLOBaHO nauueHtam ¢ MB u nogospe-
HMEM Ha MEKOHWEBLIN WMNEYC C LieNblo OLEHKU COCTOSHMA
opraHoB 6ptowHomn nonoctu [115] (YYP — C, Y44 — 5).

Tak)Ke nauneHTam ¢ NoAO3PEHUMEM Ha MEKOHMEBLIN
uneyc pekomeHayetcs Y3U 6ptoliHOM no10CTU AN OLEHKHM
CKOPOCTU KPOBOTOKA M MHAEKCA PE3UCTEHTHOCTU Ha COCY-
fax 6pbIXKENKU B pa3/IMyHbIX YPOBHAX, ONpeaeneHns Hanu-
4yua U XxapakTepa CBOOOLHOM KMAKOCTU B MEKMNETNEBOM
NPOCTPaHCTBE, NaTepanbHbIX KaHanax, Maaom Tagy [115]
(YYP —C, Y44 — 5).

PekomeHayeTcsi npoBefeHWE PEHTIeHOKOHTPACTHbIX
MEeTOA0B MCCAe[0BaHMUS NMPU NOAO3PEHUN HA MEKOHUEBbLIN
uneyc Ana yCTaHOBNEHUS AMarHo3a, OLEHKM YPOBHSA nopa-
KeHus, onpegeneHns obbema KOHTPaACTHOro BeliecTBa
N9 NOBTOPHOrO TYroro KOHTpacTupoBaHusa [115] (YYP — C,
yaa —5).

MaumMeHTaM € NOAO3PEHMEM Ha MEKOHWEBBLIN Wneyc
ONS YyCTaHOBAEHMA MPUYMHBI KUMLLEYHON HEMNPOXOAMMOCTHM
pPEKOMeHAOBaAHO MNpoBeAeHUE AMarHOCTMYECKOM nanapo-
ckonuu [100, 115] (YYP — C, Y44 — 5). B HacToAwmmn
MOMEHT B CBSI3M C aKTUBHbLIM pPa3BUTUEM NanapocKonuye-
CKOM TEXHUKM U @aHEeCTE3UONOrMYEeCKOro NoCco6Ms HOBOPOXK-
[LEHHbIM M HEJOHOLWEHHbIM AETAM JaHHbI MeTog fBAseTcH
Hanbonee MHOOPMATUBHLIM M HaMMeHee TpaBMaTU4YHbIM
4Nna BepuPUKaLMK MPUYUH KULWEYHOW HEMNPOXOAUMOCTH.
Ecnn ecTb BO3MOXHOCTb, XMPYPrU4YeCKOE JieHeHUe MOXK-
HO BbIMO/IHUTb N1aNapOCKOMNUYECKN MU pacwmpuUTb 06beM
fle4YEeHUs 4O MUHM-NanapoTOMMKU B 30HE MHTepeca nu60,
UCKMIOYMB aHaTOMUYECKUIA AedeKT, NOoCTaBUTb MOKa3aHus
K KOHCEpPBaTMBHOMY NeYeHUIo.

HUHcTpymMeHTanbHas AMarHocTMKa CMHAPOMa

ANCTaNIbHOW HHTECTUHa/IbHOH 0GCTPYKLHNH

CONO — 370 4YacCTHbIM cny4yan HU3KOM O6TYypaLMOHHON
KULLIEYHON HENPOXOANMOCTH, BO3HWKAIOLWMI NPU HapyLWeHUK
KULLIEYHOro TPaH3uTa y nauneHToB ¢ MyKOBMCLIMA030M CTap-
e HeoHaTaNbHOro Bo3pacta. JJaHHoe 3ab6oneBaHne peaKo
BCTpevaeTcs B BO3pacTe 40 2 NeT B CMITy OCOBEHHOCTH ane-
Tbl U COXPaHEHUS NEPUCTaNbTUHECKOW aKTUBHOCTU KMLLKM.
[ns pa3BuTUSA ONUMCbIBAEMOro CMHAPOMA HEOBXOAMMO coYe-
TaHWe HECKObKMX GaKTOPOB: HapyLlWeHHas CeKpeLms nuile-
BapuTeNbHbIX GEPMEHTOB, MULEBOW PaLMOH, COCTOALLMM
M3 NPOAYKTOB, MPUBOASLLMX K 3aryCTEHUIO KULLIEYHOTO XMMY-
ca (puc, 6n0Ko, rpywa, 6aHaH, xn1e6obyno4yHole M3aenuns
(MWeHWYHbIM XxNeb), MaKapoHbl, NevyeHbe; KapTodesnb, Yan,
ene, MSCO, Kypuua uau pbl6a), a TakKe AeKoMMeHcauus
KULWKKN Ha GOHE XPOHUYECKOrO PaCTSAKEHUSA KULLEYHON CTEH-
KW. 3aboneBaHune nNposiBASETCA MO TUMY KanoBOro 3asana,
HO XapaKTepHOM O0COBEHHOCTLIO ABASETCS TO, YTO OBGCTPYK-
LM NPOMUCXOAWT BbiWe TOACTOM KWWKK, U CTaHAapTHble
KOHCEpBaTMBHbIE METOAbl pa3pelleHns KasoBoro 3aBana
O6yayT HeaddeKTMBHBI. [NToHMMas BbileonncaHHble GaKTopbl,
BO3MOXHO cHopmMUpoBaThb rpynnbl pUcka, cosgaTb cucTemy
NPOPUNAKTUKN, AUATHOCTUKU U NEeYeHus.

MayneHTam ¢ MB U KIMHUKOW HU3KOM OOTYypaLMOH-
HOM KMLIEYHOW HEenpoXoAMMOCTU PEKOMEHAOBAHO MpPO-
BeleHWe 0630pHOHU peHTreHorpaguun 6pPIOLHON M00CTH
B NPSIMON NPOEKLNN B BEPTUKANBHOM MONOMKEHUU C LieNbio
OLIEHKM COCTOSIHMS OpraHoB 6pioliHOM nonoctu [116-118]
(YYP —C, Y44 — 5).

MNauneHTam ¢ nogo3peHnem Ha CANO pekomeHayeTcs
Y3U 6prowwHoN noaocTn ANa OLEHKU XapaKTepa COAepKu-
MOro KWWeYHMKa, NpenMMyLLecTBEHHO B MpaBblXx OoTaenax
OPIOWHOM NONOCTU, onpefeneHua Hanu4ms cBoboaHOM
MWLKOCTM B MEXNeTneBOM NPOCTPaHCTBe, natepasbHbIX
KaHanax, manom tasy [116, 117] (YYP — C, Y44 — 5).

PekomeHayeTcs npoBefeHUE PEHTreHOKOHTPACTHbIX
MeTOoA0B MccaefoBaHUs Npu nogospexmn Ha CANO gns ycta-
HOBEHUSA AMArHo3a, OLEHKW YPOBHS noparkeHua [116, 118]
(YYP —C, Y44 — 5).



NauneHTam ¢ nogospeHnem Ha CAMNO 6e3 aHamMHe3a
onepaTuMBHbIX BMeLATENbCTB Ha GPIOWHOM NOAoCTU (Npu
OTCYTCTBMM CMNaeK) peKoMeHAOBaHO PacCMOTPETb MpoBe-
[eHWe AMarHoCTMYECKON nanapocKonuu pns BepubuKkaumm
NMPUYUHBI KUILEYHON HEMPOXOAMMOCTM M ANa obecneyeHms
BM3yann3aumm mecta 06CTPYKLMU NPU MPUMEHEHUN MUHM-
NlanapoTOMHOro AocTyna npu UMHTeCTUHoTOMUKM [118-120]
(YYP —C, Y44 — 4).

UccnepgoBaHue cnyxa

MNMpoBeaeHne TOHa/IbHO MOPOroBoH ayAMOMETPUN PEKO-
MeHAyeTCcsl MpU CYyObEKTUBHOM CHUMKEHWW cnyxa W/Wnu
NOSIBNEHUN YLIHOO LiyMa, A0 U MNoc/ie Kypca Tepanuu aMmu-
HOMNUKO3MAAMM, MPU YIKEe BbISBNEHHOW CEHCOHEBpPabHOM
TYrOYXOCTU, B CBSI3U C PUCKOM Pa3BUTUA CEHCOHEBpPasbHOM
TYroyxoctTu Ha ¢OoHe NPUMEHEHWUS CUCTEMHOW aHTUBaK-
TepuanbHOM Tepanuu npenapataMu amUHOTMIMKO3UAHOIO
psga, obnagaloluMMU OTOTOKCHMYHOCTbIO [2, 20, 121-123]
(YYP —C, Y44 — 5).

KoHcynbTauum cneumanmctTos

B BegeHuun naumeHToB ¢ MB pekomeHayeTcs Mcnonb3o-
BaTb MYNbTUAUCLMNIMHAPHbIM NOAX04, BBMAY TOrO 4TO 3a60-
NleBaHne XapaKTepu3yeTcs MoparKeHMemM MHOMMX OopraHoB
M cuctem, TpebyeT KOMMAEKCHOW Tepanuu, 4YTO AUKTYeT
Heo6X0AMMOCTb COBMECTHOIO BeEeHUs nauueHTa cneuua-
nMcTamu pasHblx npodunen [2, 20] (YYP — C, Y44 — 5).

[MaymeHTam MyXKCKOro nona B Bo3pacte ¢ 15 net pekKo-
MeHAOBaHa KOHCyNnbTauus Bpaya-yponora/yponora-aHgpo-
fiora AeTCKOro Ansi OLUEHKM COCTOSIHMS pPenpoayKTUBHOM
CUCTEMbI U ONpeaeNneHns TaKTUKKM JanbHenwero Habnoae-
Hua [77, 82] (YYP — C, Y44 — 5).

MaumeHTaM MyCKOorononacMyKoBUCLIMAO30M MPU FUMo-
nnasun TeCTUKYN, TMNOroHaan3Me nokasaHo HabnogeHue
n o6cnefoBaHKe y Bpadya-aHAOKPMHONOra Uim Bpada-yposno-
ra/yponora-aHaponora AeTCKOro AN BbIBAEHUSA NpU3Ha-
KOB 3HAOKPMWHHbIX, aHAPOMOrMYECKUX HapPYLWEHUN U peLe-
HWS BOMPOCa O HEOBGXOAMMOCTU FOPMOHANbHOM KOPPEKLMM
[77,82,124] (YYP — C, YA/ — 5).

ANOOEPEHLUA/IbHBIA ANATHO3
Haunbonee 4yacTtble Ho30nornyeckne dopmbl ang andode-
peHumManbHoro guarHosa npu MB:

° BpPOXAEHHble aHoManuu 6poHxuanbHoro agepesa (KT,
Tpaxeo6pPOHXOCKOMNUS);

e TybepKynesHasa MHPEKLMUSA (KOHCYNbTauns Bpada-epTnsn-
atpa, npoba MaHTy, NpuU HEOBXOAUMOCTU — anfepreH
TYGEPKYNE3HbIN PEKOMOWUHAHTHbLIM, KBaHTUHEPOHOBLIN
TecT);

°®  MMMyHogedWUMNTHOE COCTOsIHME (HEOBXOAMMbI KOHCY/b-
TauMsa Bpayva-MMMyHosiora (annepronora-MMMyHosnora),
onpegeneHne ypoBHEN WMMMYHOMNOOYIMHOB OCHOBHbIX
Knaccos (G, M, A, E), a TaKxXe, N0 NoKasaHunam, cybknac-
COB MMMYHOINOOYIMHOB, YPOBHSA U PYHKUUKU T-KNETOK,
B-kneToK, darouutosa, KOMMOHEHTOB KOMMJEMEHTA,
€CTEeCTBEHHbIX KUNNEePOoB, TECTbl Ha BUPYC UMMYHOAEDU-
unTa yenoseka (BUY));

° nepBUYHas LMAMapHas AUCKUMHE3US — pecnupaTopHble
CUMMTOMBI, CXOAHbIE C MYKOBMUCLIMA030M, NPU OTCYTCTBUM
4acToro o6ULHOMO CTyNa C MPUMECHIO KMUpPa U 310BOH-
HbIM 3anaxoMm, «COJIEHOro» MPUBKYCa KOXHbIX MOKPO-
BOB MOryT HabnogatbCsl y NauuMeHTOB C NepBUYHOM
LMANapPHOM OUCKMHE3MEN. XapaKTepHble KAWHUYECKUE
NPOSIBNAEHUSA: XPOHUYECKUN BPOHXWUT, OGPOHXOIKTa3bl
(y 4acTM nauMeHTOB), XPOHUYECKUIA CUHYCUT, XPOHHUYe-
CKMI OTUT (TpHagda KapTtareHepa y N0N0OBMHbI NaLMEHTOB
NepBUYHON LMIMApPHON AUCKUHE3NEN COMPOBOXKAAETCS

CXOAHBIMU KJIMHUYECKUMU NPOSIBNEHUSAMU U 0BpPaTHLIM
pacnonoXeHnemMm BHYTPEHHUX OpraHoB), matonoruye-
CKME M3MEHEHWA NO AaHHbIM CBETOBOM MWKPOCKOMWUK
(oTCYTCTBME ABUMKEHUS UM HEAAEKBATHbIN NaTTEPH ABU-
KEHUS PECHUYEK MepLaTENbHOI0 3NUTENNS) U/UK INEK-
TPOHHOM MUKPOCKOMMUU (NaTONOrMs CTPOEHUSI PECHUYEK)
éuonTata CAUM3MCTOM 0OONI0OYKM HOca W/UnKM BpoHXa,
reHeTUYeCKoe WccnefoBaHMe (C NOMOLbID MNaHenew,
BKAoYaowmnx redbl DNAH5, DNAH11, DNAI1, DNAI2,
NMES8 (TXNDC3), DNAL1, CCDC151, CCDC114, ARMC4,
CCDC114, ARMC4, CCDC103, DYX1C1, SPAG1, LRRCS,
DNAAF2, DNAAF1 (LRRC50), C21orf59, DNAAF3,
ZMYND10, DNAAF5 (HEATR2), HYDIN, RSPH1, RSPH9,
RSPH4A, RSPH3, DRC1 (CCDC164), GAS8 (DRC4),
CCDC65 (DRC2), CCDC39, CCDC40, OFD1 (pepkui
deHoTtnn), CCNO, RPGR n MCIDAS (aBa nocnegHux —
MUIMEHTHblE PETUHUTbI, OObIYHO AMarHOCTUPYEMbIE
Yy B3POCAbIX MaLMEHTOB)), KaK CKPWHUHI-METOL MOXET
ObITb MCMOb30BAHO UCCNeA0BaHME YPOBHS OKCHaa a3o-
Ta B BblAblXaeMOM Ha3anbHOM Bo3ayxe (y 601bWMHCTBA
naunMeHToB C NEPBUYHOM LUINAPHOW AUCKUHE3UEN —
CHUEH).

AnddepeHynanbHas AUarHoOCTUKA MEKOHUAJIbHOIO
uneyca:

60ne3Hb MpWNpyHra, HeMpPoMHTECTUHANbHAA Aucnna-
3us;

BHYTPUYTPOOHasA MHPEKLMSA, BHYTPUYTPOOHbLIN HEKPOTH-
3UPYIOLLMMA HTEPOKONNUT HOBOPOXKAEHHOIO;
BHYTPUYTPOOHbIV NEPUTOHUT, aAr€3UBHbLIN MEPUTOHWT;
nopakeHMs HepPBHOIro annaparta TO/ICTOM KULKK [125].

JIEMEHME

Llenu nevyeHus:

o6ecneynBaTb MaKCMMasbHO BbICOKOE KauyeCTBO KU3HU
nauuneHTa;

npeaynpexaatb M 1e4nTb 0B6OCTPEHUS XPOHUYECKOro
MHODEKLMOHHO-BOCNANUTENbHOIO npouecca B GPOHXO-
NIErOYHOW CUCTEME;

o6ecneynTb GU3nYecKoe pas3BuTHUE NaLmMeHTa cornacHo
BO3PAaCTHbIM HOPMaM (AOCTUXKEHWE NoKa3aTenen dusu-
4YecKoro pas3BuTUS B rpaHuue 25-75-i nepueHTUIn
nocse KoppeKuMn HyTPMTUBHOIO cTatyca, peKoMeHAaye-
Mas uenb — 50-1 nepueHTub);

ob6ecneynTb NPOPUNAKTUKY OCIOXKHEHNN;

neveHune ocnoxHexwuw (NMBC, meKkoHnesbI nneyc, CANO,
M3C/A, umppo3 nevyeHn 6e3/C CMHAPOMOM MNopTanbHOM
rMNEepTeH3MK, TUNEePCnIeHNn3MOM, KelYHOKaMeHHas
601€e3Hb, MOANMNO3HbIA PUHOCUHYCUT, BENKOBO-3HEepre-
TUYecKass HefoCTaTOYHOCTb, KPOBOXapKaHbe, KPOBO-
TeYeHUs NeroyHble, KposoteyeHus 3 BPBIT n BepxHen
TPEeTH enyaka).

0O6sA3aTenbHble COCTaBAAIOWUE NIeYEeHUSA:
aveToTepanus;

3aMecTUTeNbHas Tepanua HeaoCTaTOYHOCTU 3K30KPUH-
HOM QYHKLMK NOAXKENYAOHHON Xenesbl;
MYKOUTUYECKan Tepanus;

[peHMpoBaHMe 6GpOHXMaNbHOrO aepeBa M nevyebHas
GU3KYNbTYPAa;

aHTMGaKTepuanbHaa Tepanus;

BUTaMUHOTEPANUS;

npeaynpexiaeHve n neyeHne o060CTPEHUN UHOEKLMOH-
HO-BOCNanuTenbHoro npouecca B OHIMN a4na ymeHblweHUs
CTENEeHW HUCXOASLLEN KOHTaMWHaLMKW GPOHXONEro4YHOM
CUCTEMBI;

Tepanua ocnoxHenun [1, 2, 6].
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KJIMHUYECKUE PEKOMEHAALIUU

KoHcepBaTuBHOe€ ne4yeHue
Mykonutnyeckas tepanms
Bcem nauneHtam ¢ MB (3a MCKIIOYEHMEM MMEKOLWMX

MeAMLMHCKME NPOTMBONOKa3aHusl) PEKOMEHAO0BAHO NpoBe-

[leHNe aKTUBHOW MYKOJIMTUYECKOW TePanuu ¢ Liefblo YMEHb-

WEeHNS BA3KOCTU MOKPOTbI M 06neryeHus ee apakyauuu [1,

2,6,20] (YYP—C, Y44 — 5).

B KNMHWYECKOM NpaKTUKe AN MyKONMTUYECKON Tepanuum

MCNoNb3YOTCSH:

°* [opHa3a anbda — pas3pbiBaeT BOAOPOAHbIE CBSA3MU
monekyn AHK, KoTopble fBASIOTCS OCHOBHOM COCTaB-
NAOLWEN THOMHON MOKPOTbI, U Ha3Ha4YaeTCcsd B KayecTBe
6a3nCHON MYKONUTUYECKOM Tepanuu, obecneyusaeT
3ddeKT B TeyeHne CyToK. [MpnumeHsaeTcs MHransiumMoHHO
B Ao3e 2,5 Mr/cyT; npu HeobxoanMmMOoCTH (pacnpocTpa-
HEeHHble BPOHX03KTa3bl) — 5 Mr/cyT (no 2,5 mr X 2 pasa
B IeHb Yepes Hebynansep); Npu XPOHUYECKOM MNOJUMNO3-
HOM CHUHycuTe — 5 mr/cyT (2,5 mr — Yyepes Hebynansep,
2,5 Mr — € MCNonb30BaHWEM yHUBEPCANbHOW WHrans-
LMOHHOW CUCTEMbI C PYHKLMEN NyNbCUpPYIOLLEH Nnodayun
aspo3song no 1,25 mr = 1,25 ma B Kax bl HOCOBOW X0/1)
[1, 2, 20, 126];

° 7% rmnepToHMYECKUN pacTBop HaTpua xnopuaa ¢ 0,1%
HaTpUs TManypoHaTOM MNPUMEHSETCH WHransLUMOHHO
yepeld Hebynamndep no 5 mna 2 pasa B AeHb, ynyylwaeT
K/IMPEHC AbIXxaTeNbHbIX NyTEN U HAa3Ha4YaeTcsl B Ka4yecTse
6a3MCHON MYKOJIMTMYECKOW Tepanun ¢ BbICTPbIM MYKO-
nmTnyeckum adpdekTom [1, 2, 20, 36, 127], TaKKe MOXKET
npuMeHsaTbes 3% rMNepTOHUYECKUM PacTBOpP HaTpus
xjopuaa, 0co6eHHO y AeTel mnajliero so3pacTta [128];

® MaHHuTON B GOopme MopolLKa AN UHransumMm ynydwaet
K/IMPEHC AblxaTeNlbHblX MyTel, cnoco6CTBYeT ruapata-
umMm cnusu [2, 20, 129].

MaHHUTON U 7% rMNepPTOHMYECKUIM PacTBOP HaATPMUS XJ10-
puaa ¢ 0,1% HaTpus rmanypoHaTtoM ABASIOTCA MYKOJIUTUKA-

MM B6bICTPOro AENCTBMS M COYETAOTCS C AOPHA30M anbda.

BpoHxonuTn4yeckas Tepanus

Ha3HayeHMe WHranauMoHHOM GPOHXONUTUYECKON
Tepanun nauyuveHtam ¢ MB peKoOMeHOOBaHO MpU Hanu-
Yynnm 06paTMMON MM YaCTUYHO 0BpaTUMOM OGPOHXMaNbHOM
06CTPYKLMK (MPMPOCT ypoBHA OPB, nocne nHranaumm 6poH-
XONUTUKa > 15%) ¢ Lenbto ynydweHns aBakyauunm MOKpPOTHI,
nepen NpMMEHEHUEM MHTansuuin aHTMGaKTepUabHbIX Npe-
napaTtoB, FMMNEPTOHMYECKOro pacTBOpa HaTpus xJopuaa,
nepen kuHesutepanuen [1, 2, 6, 20] (YYP — C, Y44 — 5).

B KayecTBe OGPOHXONUTUHECKOW Tepanum nauneHTam
¢ MB pekomeHayeTcs Ha3Ha4MTb OPOHXONUTUHECKUIA Mpe-
napar M3 rpynnbl CENeKTUBHbIX [, afpeHOMUMETHKOB,
WK aapeHepruyecKkme cpeacTea B KOMGUHALMKU C aHTUXONN-
HEPrUYECKUMU, MU aHTUXONIMHEPrUYECKME cpeacTBa 60
ApYyron npenapat Ana nevyeHunss o6CTPYKTUBHbLIX 3abonesa-
HWW OblXxaTeNbHbIX NyTEN NO MHAUBUAYANbHLIM MOKa3aHUAM
B pexume «no tpebosaHuio» [1, 2, 20, 130-133] (YYP — B,
yaa— 2).

AHTHGaKTepuanbHas Tepanus

O6uimMe NpMHUMNbI aHTMOGaKTepUaabHOM Tepanuu

AHTnGaKTepuanbHas Tepanusa (N1aHoOBble KypcChbl
aHTMGaKTepuanbHbiX MNpenapaTtoB B BWAE WHranauumu
yepe3 Hebynamsep, uan COBMECTHO C Tab/ieTUPOBaHHbI-
MU dopmMamu, UAM BHYTPUBEHHO) PEKOMEHJOBaHa BCEM
nauuMeHTam C JIeroyYHbiMM nposiBiaeHusmn MB, y KoTo-
pbix OoTMedaeTca ob6ocTpeHne MB (BKao4as 060CTpeHUS
Ha ¢dOHEe OCTpOM pecnupaTtopHOn MHOEKLUWUKW) WAWU BbiSB-
NSOTCA HOBblE MATOreHHble BO36YAUTENW PECMUPATOPHOWM
MHdEKLMN B KonnyecTse Gonee 10° KONoHMeobpasyowmnx

€AMHUL, NPU NIaHOBOM MUKPOBUONOrMYECKOM MccneoBa-
HWW C Lenbio apaanKaLmMn NPUYNHHO-3HAYUMbIX MUKpOOpra-
HWU3MOB [2, 6, 20, 134-137] (YYP — B, Y44 — 2).

Mpn npoBegeHun naumeHTam ¢ MB aHTMGaKTepuanb-
HOM Tepanuu 6aKTepuanbHoOM MHOEKLMKU B BPOHXONErO4YHOM
CUCTEME PEKOMEHAOBAHO OPMEHTUPOBATLCA Ha YyBCTBU-
TENbHOCTb BblAENEHHOr0 MUKpoopraHuama (Pseudomonas
aeruginosa, MRSA, Burkholderia cepacia complex,
Stenotrophomonas maltophilia, Staphylococcus aureus
n Haemophilus infuenzae v ap.) K aHTUGaAKTepUanbHbIM Npe-
napaTam C Lefiblo NoBblleHNUS 9GPEKTUBHOCTH neveHns [2]
(YYP — C, Y44 — 5). NabopaTtopHoe onpeaeneHme 4yBcTBu-
TENbHOCTU MUKPOOpPraHu3ma K aHTMOGMOTMKaM He Bcerga
MOSIHOCTbIO COBMaAaeT C KJAMHUYECKMM OTBETOM Ha MpPOBO-
avmyto Tepanutio [2, 6, 20, 135-137]. Mpwu BbIGOpe aHTUGUO-
TUKa LenecoobpasHo yyecTb 3bPeKTUBHOCTL paHee NpoBo-
IMMbIX KYpCcOB aHTUGaKTepuanbHom Tepanuu [2].

Naunentam ¢ MB Ha3HavalOT MaKcumalbHble BO3-
pacTHble A403bl NpenapaTtoB WAM A03bl, PEKOMeHAyeMble
ona nagymveHtoB ¢ MB. B cBsa3n ¢ TaecTbio 3abonesa-
HMS, HEOBXOAMMOCTbIO MaKCUMasbHbIX AO3UPOBOK aHTUMMU-
KpOOGHbIX NpenapatoB U AedULUTOM fleKapCTBEHHbIX GOopMm
ANS MHFansaUMOHHOTO NPUMEHEHUS B MMPOBOWM KJIMHMYe-
CKOW MpaKTUMKe TpaauMuMOHHO npumeHstotca off-label (BHe
MHCTPYKLMK) MHBEKLMOHHbIE aHTMMUKPOOGHbLIE cpeacTBa
B BMAE MHranauum [42, 138-146].

Mpn ocTpon pecnupatopHon nHbeKLMm nauneHtam ¢ MB
peKoOMeHA0BaHO Ha3Ha4YeHne aHTMbGaKTep1anbHON Tepanuu
B [AOMalHMX YCMOBMAX COrNacHo Npodunlo YyBCTBUTENb-
HOCTW BblAENEHHOW pecnupaTtopHOn MUKPOGIOpbl B CBA3MK
C aKTMBaUMen XPOHMYECKOro BOCManuTenbHOro npouecca
Ha ¢OHe npucoeanHeHUs OCTPOW pecnupaTtopHoOn MHOEK-
unu [2, 20, 42] (YYP — C, Y44 — 5).

AHTHGaKTEepHasbHasa Tepanua Npu Boicese

METULMANNH-YYBCTBUTENbHOrO Staphylococcus aureus

(MSSA) u Haemophilus influenzae

Mpu BbIGOpPEe aHTUGaKTepuanbHbIX MNpenapaTtos
4NS Tepanuu NauMeHToB C MYKOBWCLMAO30M C BbiCEBOM
Staphylococcus aureus 1M Haemophilus influenzae peko-
MeHAoBaHO nNpuMeHaTb JIC B COOTBETCTBMM C YYBCTBUTENb-
HOCTbIO C LeNnblo 3paguMKauun MPUYUHHO-3HAYUMOIO BO3-
6yauTens (npenapatbl, JO3UMPOBKKU U KPaTHOCTb BBEAEHUS
npeacTaBneHbl B Tabn. 6, 7) [2] (YYP — C, Y44 — 5).

AHTMGaKTepuranbHasa Tepanus npu MRSA-uHbeKuunn

Mpn nepBuyHOM BbiceBe MRSA y cTabuibHbIX Mauu-
€HTOB (BHE 06OCTPEHMS XPOHWMYECKOro BOCMNaNUTENbHOrO
npouecca) B Ka4yeCcTBe NEPBON NUHUKM Tepanuu npu oTcyT-
CTBMM NPOTMBOMNOKA3aHWM pPeKoMeHAyeTcs Ha3HavyeHue
ABYX aHTubGaKTepuanbHblX NpenapaTtoB per 0S B TevyeHue
1-3 mec, Yalle 310 KoM6uHauua pudamnuuuHa ¢ y3u-
LOBON KUCNOTOW Mnan cynbdameToKcason + TPUMETOMPUM
(tabn. 8) [2, 20] (YYP — C, Y44 — 5).

Mpu nepBuyHOM BbiceBe MRSA y HecTabubHbIX Nauu-
eHToB (NpuM 06OCTPEHMU XPOHWUYECKOro BOCMaNUTENbHO-
ro mpolecca) peKomeHayeTcs nNpoBeAeHne BHYTPUBEHHOM
WNu NepopanbHOM Tepanuu B TedeHne 2 Hel NIMHEe30AMA0M
WY TEMKOMNAAHUHOM, MPOYUMKU aHTUOUOTUKAMMU, aKTUBHBIMM
B oTHoweHnn MRSA (cm. Tabn. 8) [2, 139, 147-149] (YYP —
C, yaa—5).

ANUAEMMONOrNYECKME UCCNE[0BaHUA AEMOHCTPUPY-
toT, yTo MRSA accounupyeTca CO CHUKEHHOW Nero4yHowm
PYyHKUMEN, 6onbllen NOTPEBGHOCTbI0 B MEANKAMEHTO3HOM
TepanuuM W Xyawen BblKMBaemocTblo. [Nna apajukauuu
BO36yaMTENA UCMONb3YIOT 4OCTATOYHO arpeccuBHbIE CXxe-
Mbl NeYyeHus.




Ta6nuua 6. AHTUGaKTepUanbHble NpenapaThl, NPUMEHsAEMbIE Y NALUEHTOB C MyKOBUCLMAO30M NPU BbiICEBE U3 MOKPOTbI / GPOHXMaNbHOIro
ceKpeTa METULMNINH-YyBCTBUTENbHOIO Staphylococcus aureus (MSSA)

Table 6. Antibacterial drugs used in patients with cystic fibrosis when cultured methicillin-sensitive Staphylococcus aureus (MSSA) from

sputum/bronchial secretion

. CyTOY4HbI€ J03bl Cnoco6 KpaTHocTb
AHTUGaKTepuanbHbiii npenapar o
ANA peten BBe/JeHusa BBeeHusa
AMOKCHULMANKH + [KNaBynaHoBas KUCNOTa]
(cycneHaust Ans npuema BHYTpb NPOTUBOMOKa3aHa AeTsM 4o 3 Mec, 60-90 mr/kr BHyTpb 2.3
TabneTKM gucneprupyemble NPOTMBOMNOKAa3aHbl AETAM A0 2 NeT, (Pac4eT Mo aMoKCUUNANUHY)
TabneTKM, MOKPbITbIE MIEHOYHON 060/I04KOM, MPOTUBOMNOKAa3aHhbl
netam o 12 net v ¢ maccow Tenia meHee 40 Kr) 90-120 mr/Kr B/B 3-4
OKcauunInH 200-300 mr/Kr B/B 4-6
LledanekcuH
(kancynbl 250 Mr npoTuBoNoOKa3aHbl AeTam Ao 10 neT, TabneTku 25-50-100 mr/Kr BHyTpb 3-4
250 Mr NpoTMBOMOKa3aHbl AeTAM 40 7 NieT)
LedazonuH 100-150 mr/Kr B/B 2-3
Lledypokeum 20-30 mr/kr BHYTpb 2
(cycneHaus ana npuema BHYTpb NPOTMBONOKa3aHa AeTaM [0 3 Mec,
TabneTKN NPOTUBOMNOKa3aHbl AeTaM A0 3 ner) 150-200 mr/kr B/B 3-4
LledTprakcoH 50-80 mr/kr B/B 1-2
Ledenmm 100-150 mr/Kr B/B 2-3
(NpoTMBOMNOKa3aH AeTAM 0 2 MEC KMU3HM)
A3UTPOMULLUH 1
(TabneTkn 125 Mr npoTUBONOKa3aHbl AeTam Ao 3 fieT, CyCneH3us > 6 mec — 10 Mr/Kr BHyTpb .
Kypc 7-10 aHewn

AN Npuema BHYyTpb NPOTUBOMNOKa3aHa AeTaM 40 6 Mec)
KnaputpomuumH
(TabneTkM NPOTMBOMNOKa3aHbl AeTam 4o 12 neT) 15 mr/wr BryTpe 2
[»o3amMnumH
(npoTMBONOKa3aH npu macce Tena 6onee 10 Kr) 40-50 mr/kr BryTpe 2-3
KnuHaamuumH 20-40 mr/kr BHyTpb 3-4
(p-p Ans B/B U B/M BBEAEHUS NPOTMBOMNOKa3aH AeTsam Ao 3 ner,
Kancynbl NPOTUBOMNOKa3aHbl AeTAM A0 8 NeT ¢ Maccom Tena Ao 25 Kr) [Oetam ctapuwe 3 net 40 mr/Kr B/B 3-4

[eTam ¢ maccor Tena meHee

45 Kr B NepBbli IeHb e4eHuns
JOKCULMKINH 4 mr/Kr, B nocneayowme gHu — BHyTpb 1-2
(npoTMBONOKasaH aeTam Ao 8 ner) 2—-4 Mr/Kr

[eTtam c maccoi Tena 6onee

45 Kr — KaK B3pocC/bimM
Ko-TpumoKcason [cynbdameTokcason + TpUMeTonpum] 6-10 Mr/Kr no TpPUMETONPUMY
(cycneHaus Ansa npMema BHYTPb MPOTUBONOKa3aHa AeTaMm 40 6 Hej, Mpwn Tenon nHdeKumm BHyTpb 5
TabneTku NPOTUBOMNOKa3aHbl AeTaM Ao 3 1eT, pacTBop AN MHOY3UN BO3MOXHO YBeNM4yeHue 403bl B/B
NPOTUBOMNOKa3aH AeTaM 4o 3 neT) Ha 50%
250 ™mr (B nepBble 2—3 gHA
TraMmdeHnKona rmumHaT aueTuiuucTenHaT Nle4eHUs 103a MOXKET ObiTb MHransiuMoHHo 2
yBenunyeHa B 2 pasa)

AHTn6aKTepuanbHag Tepanus Npy BbiISBAEHUU

B MOKpoOTe / 6pOHXMaNbHOM CEKpeTe

Pseudomonas aeruginosa

PekomeHayeTcs 0O4HOBPEMEHHOE Ha3HavYeHne 2—3 npo-
TMBOMMKPOGHbIX NpenapaToB U3 pasHbIX rPynm, YTo NpesoT-
BpallaeT pa3BUTUE yCTOMYMBOCTU P. aeruginosa wn cno-
CcO6CTBYET [OCTUMEHUIO MaKCMMalbHOMO KJMHUYECKOro
abdekTa (3pagukauun P. aeruginosa) (tabn. 9) [2, 6, 20,
134-136, 150, 151] (YYP — C, Y44 — 5).

Han6onee yacTo NpUMEHSIOT KOMGUHALLMM @MUHOTIUKO-
31ao0B ¢ uedanocnopuHammn 3—4-ro nOKoNeHns (CM. Tabn. 9).
Llenecoobpa3Ho nNepuoaMyecKM MeHATb KOoMOUHaLWK
aHTUOUOTUKOB, IPGDEKTUBHBLIX B OTHOLIEHUW CUHETHOMHOWM
nanoyku. Cnegyet NOMHUTbL, 4TO NaGopaTopHoe onpegene-
HWe YYBCTBWUTENBHOCTU MWUKPOOPraHn3mMa K aHTUGUOTUKaM

He Bcerga NofIHOCTbi0 COBNajaeT € KIWMHUYECKUM OTBETOM
Ha NPoBOAMMYIO Tepanuio. B Taxenbix cnyyasx, Npu HecTa-
OUNLHOM COCTOSIHUM [OMYCKAaeTCs HEMNpPepbLIBHOE NPUMeEHe-
HWe npenapaTta [152].

PeweHne 0 Ha3zHa4YeHUN He3apPerucTPUPoOBaHHBLIX Mpe-
napaTtoB MO }XW3HEHHbIM MOKa3aHUAM NPUHUMAETCH KOHCHU-
nMymMoMm denepanbHOn MeOUUMHCKOW OopraHu3aluu; BBO3
npenapara OCyLeCTBAAETCA B COOTBETCTBUU C 3aKOHOAa-
TenbHOW 6as3on Ana obecrnevyeHus NauueHToB He 3aperu-
cTpupoBaHHbIMM B Poccuiickon Pepepaunv nekapcTBeH-
HbIMW NpenapatamMmu MO XU3HEHHbIM MOKa3aHUAM (NpUKa3s
MwuHKcTEepCcTBa 34paBOOXPaHEHNUS U COLMaNbHOIO Pa3BUTUS
Poccuiickon depepaunn «O nopsaake NpUMEHEHUS nexap-
CTBEHHbIX CPEACTB Y NaLMEeHTOB MO XU3HEHHbLIM NOKa3aHu-
amM» oT 9 aBrycta 2005 r. N2 494).
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Ta6nuua 7. AHTHGaKTepHabHble npenaparsl, NPUMeHAEMbIE Y NaLMEHTOB C MyKOBUCLIMAO30M NPy BbICEBE U3 MOKPOTbI / GPOHXWaNbHOrO

ceKkpeTta Haemophilus influenzae

Table 7. Antibacterial drugs used in patients with cystic fibrosis when cultured Haemophilus influenzae from sputum / bronchial secretion

CyTO4HbI€E JO3bI Cnoco6 KpaTtHocTb
AHTUGUOTHUK o
ANA aeTen BBeAEeHUs BBeAeHus
AMOKCULMANNH 60-90 Mmr/Kr BHYyTpb 2-3
AMOKCUUMANKH + [KnaBynaHoBas Knucnotaj 60-90 mr/Kr BHVTDL 2-3
(cycneHausa gns npuemMa BHYTpb NPOTUBONOKa3aHa AeTam 4o 3 mec, (pacyeT N0 aMOKCULUANUHY) yTe
TabneTKu Aucneprupyemble NnpoTMBOMNOKa3aHbl AETSM A0 2 NeT,
TaBneTKH, MOKPbITbIE nneH?quw 060/104K0I, NPOTUBOMNOKa3aHbl 90-120 Mr/kr B/s 3.4
netsm go 12 net v ¢ maccon tena meHee 40 Kr)
LledypoKcum 20-30 mr/Kr BHyTpb 2
(cycneHauns ang npuema BHyTpb NPOTUBOMNOKa3aHa AeTaMm 4o 3 Mec,
Ta6NETKMU NPOTUBOMNOKAa3aHbl AeTaM Ao 3 fieT) 150-200mr/kr B/e 3-4
LlednKkcum
(cycneHauns ana npuema BHyTpb NPOTUBOMNOKa3aHa AeTam 4o 6 mec,
TabneTKn gucneprupyemble NPoTUBOMNOKa3aHbl 4ETAM C Maccoun 8 Mr/Kr BHyTpb 1-2
Tena fo 25 Kr, TabneTKu, NOKPbITbie N1EHOYHOM 060/104KON, U Kar-
Cynbl NPOTUBONOKa3aHbl AeTAM Ao 12 nert)
LedTprnakcoH 50-80 mr/Kr B/B
LedoTtakcum 100-150 mr/Kr B/B -
[etam ¢ maccom Tena < 40 Kr —

Uedenum 100-150 mr/Kr

o B/B 2-3
(NpoTMBOMNOKa3aH AeTAM [0 2 MEC XKU3HW) [etam ¢ maccon Tena > 40 Kr —

4-6r1
[eTtam ¢ maccon Tena ao 45 Kr
B NepBbI AeHb — 4 MI/KT,
[OKCULMKNWH B nocnegyowme aHn — BHyTpb 1-2
(npoTuBONOKa3aH AeTam 0 8 neT) 2—4 Mr/Kr
[eTam ¢ maccor Tena 6onee
45 Kr — KaK B3poc/biM

TnambeHnKkona rmuumHaT aueTununucTemHaT 500-1000 mr MHranauumm 2

Ta6auuya 8. AHTMGaKTepHasbHble Npenapatbl, NPUMEHSEMbIe Yy NaLUMEHTOB C MyKOBUCLMAO30M NPU BbICEBE U3 MOKPOTbI / GPOHXMAIbHOIO
ceKkpeTa MeTULMNNNH-pe3ncTeHTHOro Staphylococcus aureus (MRSA) [42, 138, 139, 144-148]

Table 8. Antibacterial drugs used in patients with cystic fibrosis when cultured methicillin-resistant Staphylococcus aureus (MRSA) from

sputum / bronchial secretion [42, 138, 139, 144-148]

(npoTnBONOKa3aH AeTaAM 4o 8 neT)

OHW — 2—4 Mr/Kr/cyT
[eTam ¢ maccon Tena 6onee
45 Kr — KaK B3poCnbiM

o CyTouHas go3a Cnoco6 KpatHocTb
AHTMGaKTepuanbHbIA Npenapar _
ANA peten BBeJEeHUs BBeJEeHus
Pudamniuumy 20 mr/Kr/cyT
(B MOHOTEpPANWUK HE Ha3HavaloT) BHyTpb 2
(MakcumanbHo 600 Mr/cyT)
(npoTuBONOKa3aH aetam Jo 1 roga)
Ko-TpumoKcaszon [cynbdameTokcason + TpumeTonpmm] 6-10 mr/kr/cyT no . BHyTpb
TPUMETONPUMY, NPU THKENON
(cycneHaunsa ang npuema BHYTPb NPOTUMBOMNOKa3aHa AeTaM Ao 6 Hej, MHOEKLN 5
TabneTKM NPOTMBOMNOKa3aHbl AeTAM A0 3 NeT, pacTBop ANA UHbY3uM »
BO3MOXHO yBeNM4eHne A03bl
npoTUBOMNOKa3aH aetam go 3 ner) o B/B
Ha 50%
40-60 Mr/Kr
#< 1 ropa: 15 mr/kr 3 pasa
B Ai€Hb
dysunpoBas Knucnota #(po 3 net) 1-4 roga: BHVTDL 3
(npoTBONOKa3aHa aetam o 3 ner) 250 mMr 3 pa3a B eHb yTp
5-12 net: 500 mr 3 pasa
B Ai€Hb
> 12 net: 750 Mr 3 pa3a B ieHb
KAMHAGMULMH 20-40 mr/Kr/cyT BHYTpb 3-4
(npoTuBONOKasaH Aetam fjo 3 neT) 40 Mr/Kr/cyT B/B 3-
[eTam c maccon Tena MeHee
45 Kr B NepBbIi AeHb Nle4eHuns
[JOKCULMKANH 4 mr/Kr/cyT, B nocnegywouue BHyTpb 1-2




Ta6auuya 8. OKoHYaHWe
Table 8. Ending

(dopMbl ANt MUHBEKLMOHHOTO MPUMEHEHUS)

AHTHGAKTepMANLHLIA Npenapar CyTo4yHasa po3sa Cnoco6 KpaTHocTb
ANS peten BBeJeHus BBeJeHusa
B BospacTte 8-11 net —
TureumKknuH 2,4 mr/Kr/cyT B/B B Te4yeHune 5
(npoTuBONOKa3aH aetam go 8 ner) MakcumanbHas gosa — 100 mr 30-60 MUH
Jo3ac12 go 17 net — 100 mr
Jiunesonun o (1M2af(i:nv|_a§t?|-;§%g(r)/;gcw BHyTpb, B/B 3 — po12ner
(TabneTnpoBaHHble GOPMbI NPOTUBOMNOKA3aHbl AeTaM Ao 12 neT) Crapiue 12 neT — 1200 mr 2 — cTapwe 12
BaHKoMUUMH 40 mr/Kr/cyT B/B 2-4
250 Mr 2 pa3a B AeHb

#BarKommuuH K otmepeHHOM go3e fo6aButb | MHransaumMoHHo 2

xnopuaa HaTtpus 0,9% no 4 mn

TenKonnaHuH

>1 mec — 10 Mr/Kr
(MakcumanbHo 400 mr) —
3 003bl Kaxable 124
(Harpy3oyHas gosa) B/B 1-2
Mocneayowwne 24 4 10
Mr/Kr (MakcumanbHo 400 mr) —
OAHOKpaTHO/CyT

UedTaponuHa pocamun
(NpoTMBOMNOKa3aH AeTaM [0 2 MeC)

2 mec — 2rofa — 24 Mr/Kkr
2-12 net — 36 Mr/Kr
12-18 net 36 Mr/Kr —
pa3oBas fjo3a
(pa3oBas jO3a He JoMKHa
npesblwatb 400 mr)

B/B 2

TenaBaHUMH

B/B (He meHee

MauneHTam ctaplwe 18 net 60 MnH)

Mpumedarmne. #MNpuMeHeHne NeKapCTBEHHOroO npenapara BHE 3aperncTPUpPOoBaHHbIX B MHCTPYKUMK JIC noKasaHWi OcyllecTBAAETCS Mo
peLleHnto Bpaye6bHOM KOMUCCHM, C paspelleHuns JToKanbHOro 3TUYECKOro KOMUTETa MEANLIMHCKOM opraHu3aLunu (Mpu Hanmuum), C ycnosuem
noANMCaHHOro MHPOPMMPOBAHHOIO COrNacka PoaUTeNen (3aKOHHOMo NPeacTaBnUTeNs) M pebeHKa B Bo3pacTe cTaplue 15 fer.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents

(legal representative) and a child over the age of 15 years.

MNPy XPOHMYECKON KONOHM3ALMU HUMKHUX AblXaTeNbHbIX
nyten P. aeruginosa ans yBeanyYeHUs NPOLOSIKUTENIbHOCTH
M3HU NaLMEHTOB PEKOMeHAYeTCS NpoBeaeHne npodunak-
TUYECKMX KypCcOB aHTMbGaKTepranbHOW Tepanuu [2, 42, 138,
148, 149] (YYP — C, Y44 — 5).

CtpaTternsa aHTMbunoTuKoTepanum MHGeKLMm
Pseudomona aeruginosa npu MyKoBUCLIA03E
Opaaunkaumsa P. aeruginosa npu nepBMYHOM BbiCEBE.

Mpwn OTCYTCTBUM Y NALMEHTA KIIMHUYECKMU 3HAYUMbIX PECTU-

paToOpHbIX CMMMATOMOB, MPU MWHUMANbHbIX CTPYKTYPHbIX

W3MEHEHUAX B NIETKUX M NPU YCIOBUKU NpoBeaeHna 6aKTe-

PMONOTMYECKOr0 MOHUTOPUHIA He pexe 4 pa3 B roa pPexko-

MeHyeTca NpoBeAeHWe OOHOIMo M3 2 PEXMMOB aHTUOaK-

TepuanbHOW Tepanuu c Lenblo apagukauun P. aeruginosa

ONS yBENMYEHUSA NPOAOSIKUTENBHOCTU XU3HU U Npodunax-

TUKM CHUMEHUA QYHKLUMU NNIErKUX ANSl MaLMeHTOB BCEX BO3-

pacTos [10, 11, 29]:

° WHranauuu Tob6pamuunHa B Buae pactBopa 300 wmr
2 pasa B [IeHb WX B BWU/E Kamncyn ¢ NOPOLLIKOM ANS UHra-
nauumn (o6e nekapcTBeHHble ¢opMbl MPOTUBOMNOKAa3aHbl
ana geten ao 6 net) 112 mr X 2 pasa B ileHb B Te4eHue
28 gHew [1, 2, 6, 20, 134-136] (YYP — A, Y44 — 2),
BO3MOXHa KOMOGWHauuMsa ¢ uMnpodaoKcauMHOM (CM.
Tabn. 9) B TeyeHne 3 Hep [1, 2, 20, 42, 134-136, 139,
149] (YYP — A, Y44 — 2)

unm
°*  KOMOMWHaUMS MHransiuMOHHOIro KonucTumeTaTa HaTpwus

(4 maH EA X 2 pasa B AeHb y aeten mnagwe 8—10 ner,

2 MmnH E[] X 2 pa3a B AeHb y nauneHToB 8—-10 neT n ctap-

we; ona geten mnagwe 6 NeT Ha3HayaTb NO PELIEHUIO

BpayebHOro KoHcunnyma) [139] B TeyeHune 3 Mec B coye-

TaHWU ¢ uMnNpodnoKcaumHoM (cMm. Tabn. 9) per os U3 pac-

yeta 30—-40 Mr/Kr/cyT B ABa NpueMa B Te4eHue oT 3 Hep,

[0 3 Mec B 3aBMCMMOCTH OT Bo3pacTa [2, 20, 139, 149]

(YYP —C, Y44 — 5).

MpU HaNUYMM KAMHUYECKM 3HaAYMMbIX PECMMPATOPHbIX
CUMNTOMOB, MPU3HAKOB 060CTPEHUS BPOHXONErOYHOr 0 NpPo-
Lecca, y HEKOMMNAaeHTbIX NaLMEHTOB PEKOMEHAOBAH ABYX-
HeAeNbHbIK KypCc BHYTPUBEHHOW KOMOGMHMPOBaHHOM (ABa
npenapara) aHTUCUHErHOMHOW Tepanuu C LieNblo apaauKa-
umu Bo3byautens [42,139,149,153] (YYP — C, Y44 — 5).

UHTepMUTTUPYIOLWas U XpoHnYecKas nHoexkymm P. aerugi-
nosa. MNpun MHTepMUTTUPYIoLWEeN nHdeKLmn P. aeruginosa BO3-
MOXHOCTb CaHalLMK MOKPOTbI NauMeHToB ¢ MB 3HaunTenbHO
Bblll€e, YEM MPU XPOHMUYECKOW. B MHOrONETHUX UCCNEL0OBaAHM-
SIX MOKa3aHO, YTO aKTMBHAs aHTUMUKPOGHas Tepanus No3Bo-
NFeT NPeaynpeanTb UM OTCPOYUTb Pa3BUTUE XPOHWYECKOM
UHbeKumu P. aeruginosa 6onee 4eM y 80% naumeHTos ¢ MB.

Ecnn apagvkaumnsa P. aeruginosa nocne nNpoBefeHHOro
Kypca aHTUBMOTUKOTEpPANUM Yy NauMeHTa ¢ MYyKOBMCLMIO-
30M He Mpou3oLia Uy nauMeHTa pasBunacb XpoOHUYECKas
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KJIMHUYECKUE PEKOMEHAALIUU

Ta6auua 9. AHTMGaKTEpPUabHbIe NpenapaTbl, TPUMEHAEMbIE Y NALMEHTOB C MYKOBUCLIM030M MPU BLICEBE N3 MOKPOTbI / GPOHXMAbHOIO

ceKpeTta Pseudomonas aeruginosa

Table 9. Antibacterial drugs used in patients with cystic fibrosis when cultured Pseudomonas aeruginosa from sputum / bronchial secretion

. CyTo4yHas fo3a Cnoco6 KpaTtHocTb
AHTMGaKTepuanbHbIi Nnpenapar o
AnA peten BBeAEeHus BBEeAeHus
AMUKaLWH 20-30 Mr/Kr B/B 1
leHTaMuumH 10 mr/Kr B/B 1
#< 1 mec — 30 Mr/Kr
LMnpodnoKcaLmH >1 mec — 40 mr/kr BHyTpb 2
(NPOTMBOMOKa3aH AEeTAM C MyKOBMCLIMA030M 10 5 ner) (MakcumaneHo 750 mr)
10 Mr/Kr B/B 2
#MeBodnoKcaumH 16-20 mr/Kr BHyTpb 1-2
(npoTuBONOKasaH Ao 18 ner) 16-20 Mr/Kr B/B 2
LledTazmgnum 150-250 mr/Kr B/B 2-3
Hedenvim 100-150 mr/kr B/s 2-3
(NpOTMBOMOKa3aH AeTAM 40 2 MEC XU3HM)
Uegenum + [cynbbakTaw] ¢ 2 mec — 50-80 Mr/Kr B/B 2-3
(NnpoTUBOMNOKa3aH AETAM [10 2 MEC XU3HW)
[o 18 net
LledTtazmgnm + [aBubakTam] He NpUMEHsIeTCS B/B 3
3 (B cnyyae, ecnu
MIMK anqa
P. aerugeinosa paBHa
wnu 6onee 2 mr/n —
LledTonosaH + [Ta3ob6aKkTam] #90-120 mr/Kr B/B 3040 mr/Kr
(no uedTonozany)
4 BBEJEHUS B CyTKU
(Kaxable 6 4))
MunepaunnnuH + [Tazob6akTam] (NpoTUBONOKa3aH AeTam 10 2 neT) 270-360 mr/kr B/B 3-4
LledonepasoH + [cynbbaKTaMm] 150-200 mr/Kr B/B 2
A3TpeoHam (NpoTUBONOKa3aH A0 Bo3pacTta 9 mec) 150-250 mr/Kr B/B 4
MmuneHem + uunacTtatuH (MPOTMBOMNOKAa3aH AeTaM A0 3 MeC KU3HW) 50-100 mr/kr B/B 3-4
no UMUNeHemy
MeponeHeM (MPOTMBOMOKa3aH AeTaM A0 3 MEC KU3HM) 60-120 mr/Kr B/B 3
JopuneHem [o 18 net He NnpumeHsaeTcs B/B 3
dochoMHUUMH (NpoTUBONOKa3aH AeTam Ao 12 ner) 0,2-0,4 r/kr B/B 3-4

lpumeyvaHue. #IpUMEHEHWe NeKapCTBEHHOMO npenapara y AeTel BHe 3aperMcTpUpoBaHHblX B MHCTPYKUMKM JIC noKa3aHui ocylwecTBns-
€TCs Mo peleHnto BpayebHON KOMUCCUN, C pa3peLlleHns JTOKanbHOro aTUHECKOro KoMUTeTa MEAULIMHCKON OpraHn3daLmm (Npyu Hannyium), c
yCcnoBMeM NoAnMcaHHOro MUHGOPMUPOBAHHOIO COrnacus poanTenen (3aKOHHOro NpeacTaBuTeNs) M pebeHka B Bo3pacTe cTaple 15 nert. Mpu
HanM4Ynm MeAMLMHCKMX NOKa3aHUM (N0 *XM3HEHHBIM NOKa3aHWaM, BKIOYas MHAUBUAYAIbHYIO HEMEPEHOCUMOCTb, Janee — MO0 XU3HEHHbIM
noKa3aHWaM) NO peLLeHNnto Bpaye6GHOM KOMUCCHUM OCYLLECTBNAETCA Ha3HaYeHWe IeKapCTBEHHbIX NPenapaToB HE N0 MeXAYyHapoLHOMY Hena-
TEHTOBAHHOMY HaMMEHOBaHMI0, a N0 TOProBOMY HauMeHoBaHMIo (4. 15 cT. 37 PeaepanbHOro 3akoHa ot 21 Hoa6psa 2011 r. N2 323-P3 «06
OCHOBax oxpaHbl 340poBbS rpaxaaH Poccuinckon deaepaumnm» 1 n. 6 Nopsaka HazHa4YeHUA NeKapCTBEHHbIX NpenapaTos, $opm peLenTyp-
HbIX 6N1aHKOB Ha IeKapCcTBEHHbIE Npenaparthbl, nopsaka 0bopMNEHNA YKa3aHHbIX 61aHKOB, UX YYeTa U XpaHEHUS, yTBEPKAEHHOIO NPUKa30oM
MwuH3apaBa Poccun oT 14 aHBaps 2019 r. N2 4H). PelweHune Bpaye6HON KOoMUCCHKU 0DOPMASETCA MPOTOKONOM U BHOCUTCH B MEAULIMHCKYIO
[OKyMeHTauMio NnauneHTa. PelleHne 0 Ha3Ha4YeHUn He3aperncTpMpoBaHHbIX NPenapaToB Mo XU3HEHHbLIM MOKa3aHUAM MPUHUMAETCSH KOH-
cunmymom denepanbHOW MeaULIMHCKON opraHu3almnun; BBO3 fnpenapara oCyLecTBSETCH B COOTBETCTBUU C 3aKOHOAaTeNbHOM 6a301 Ana
obecneyeHuns NaLmMeHTOB He 3aperMcTpupoBaHHbiMU B Poccuitckon deaepaLmm nekapcTBEHHbIMU Npenapatamu Nno }XM3HEHHbIM MOKa3aHu-
AaM (NpuKa3 MuHUCTEPCTBa 34paBOOXpPaHEHUs U coLmManbHOro pa3suTna Poccuinckonm ®egepaunn «O nopsake NpUMEHeHUs NeKapCTBEHHbIX
CpeacTB Yy 60/bHbIX NO XU3HEHHbIM NOKa3aHusaM» oT 9 aBrycta 2005 r. N2 494).

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents
(legal representative) and a child over the age of 15 years. If clinically indicated (for vital indications, including individual intolerance, herein-
after — for vital indications) and by decision of health authorities, medications are prescribed not by the international nonproprietary name
but by the commercial name (part 15 of art. 37 of the Federal Law dated November 21, 2011 N2 323 “On fundamental healthcare principles
in the Russian Federation” and paragraph 6 of the Procedure for prescribing drugs, prescription forms for drugs, procedure for issuing these
forms, its accounting and storage, approved by the Order of the Ministry of Health of Russian Federation, dated January 14, 2019 N2 4H). The
decision of health authorities is drawn up by the protocol and recorded into the patient's medical record. The decision on administration of
unregistered drugs for vital indications is made by the council of federal medical facility; medication import is carried out according to the
legislation on providing patients with medicinal products not registered in Russian Federation for vital indications (Order of the Ministry of
Health and Social Development of Russian Federation “On the procedure for the use of medications in patients for vital indications” dated
August 9, 2005, N2 494).



CUHErHomHas WHOPEKLMa, PEeKoMeHLOBaHO Ha3HaveHue
WMHransiUMOHHOW NPOTUBOCUHErHOMHON Tepanuun (Tobpamu-
UMH MK KonucTumeTaT HaTpus) (Tabn. 10) [154] (YYP — C,
yaaq — 5).

AHTHGaKTepuasbHasa Tepanusa Npu BbiceBe

13 MOKPOTbI / 6POHXMANLHOIO cexkpeTa

Burkholderia cepacia complex

O6wnmK cnegyeT cuuTaTb cnegylolme npaBuaa aHTu-
MWKPOGHOM Tepanuu nauumeHToB ¢ MB, MHPULMPOBAHHBIX
B. cepacia complex.

Mpn nHduumposaHun Burkholderia cepacia complex
BCNEACTBME €€ BbICOKOM BUPYNEHTHOCTM PEeKOMeHayeTcs
HemMeaneHHas aHTubaKTepuanbHasa Tepanus [1, 2, 42, 139,
148, 149, 155, 156] (YYP — C, Y44 — 5).

MHbunumpoBaHue Burkholderia cepacia complex gocto-
BEPHO yXyallaeT KIMHUYECKOEe COCTOSIHWE NauueHTa 1 npo-
rHo3. ECTb 0TAeNbHbIE COOBLLEHUSA 06 yCMELWHOW 3paguKaLnm
HEKOTOPbIX M30NATOB C NPUMEHEHNEM PAaHHEN arpecCUBHON
aHTUGaKTepuanbHOW Tepanun o GOPMUPOBAHUA XPOHM-
YeCKoM MHbeKuMK. Mpu 3TOM cneayeT y4ecTb, YTO AOKa3a-
TenbHas 6a3a B OTHOLWEHWW Tepanuu AaHHOW WHbEKUUH
B HacToslee Bpems HeBeNnKa. lNpenapatbl, NPUMEHAEMble
npu 4aHHOM MHbEKUMHK, NpeacTaBneHbl B Tabn. 11.

Ons Tepanuun nauymeHTta ¢ MB ¢ BbiceBom Burkholderia
cepacia complex (Kak npu nepBUYHOM BbICEBE, TaK
WM Ans nevyeHuss 060CTpeHUs GPOHXONEro4YHOro npolecca)
peKoMeHAoBaHO oThaBaTbh NpPeanoYTeHMe KomOuHauuu
M3 Tpex npenapaTtoB (Kak 6osee 3adOEKTUBHON) KypcoMm
oT 3 Hea u 6onee, a TaKKe KOMOGUHWPOBATb BHYTPUBEH-
HblM M MHranguMOHHbIK W/UNKU MepopanbHbiM NyTb BBeE-
neHns aHTMbaKTepuanbHbIX npenapatoB [139, 148, 157]
(YYP—C, Y44 — 5).

[ns geten ctapwe 12 neT 1 B3POC/bIX PEKOMEHLOBaAHO
WHransLuMoOHHOE NpUMeHeHWe Tob6pamuumHa (B Buae pac-

TBOpa WMAM B BWAE Karncyl C NOPOLKOM ANA WMHransiuuwm),
a TaKXe meponeHema M uedTasuguma, npegHasHayeH-
HbIX A9 BHYTPMBEHHOrO MCMoNb30BaHusa (CcM. Tabn. 11).
BO3MOXHO WMHransiuMoHHOE NpUMeHeHne TuamdeHuKona
rmMuuHaTta auetunumctenHara (cm. taén. 11). Boibop mHra-
NALMOHHOIO aHTUOMOTHKA OCYLLECTBNSETCS B 3aBUCUMOCTH
OT KNIMHWYeCKOoM 3G PEKTUBHOCTHU, NEPEHOCUMOCTHU U PE3YSb-
TaTa YyBCTBUTENbHOCTM B NOCEBE MOKPOTHI [2, 42, 138, 139,
148] (YYP — C, Y44 — 5).

AHTHGaKTEepHanbHasa Tepanusa Npu BbicEBE

13 6poHxranbLHoro cekpeta Achromobacter spp.

O6wumun cnegyeT cuuTaTb ciefylolmMe npaBuaa aHTu-
MWKPOGHOM Tepanuu nauneHToB ¢ MB, MHPMUMPOBAHHbIX
Achromobacter spp.

Mpu BbicEBE U3 BPOHXMaNbHOro cekpeta Achromobacter
SppP. PEKOMEHAOBAHO MNPUMEHATb aHTUGaKTepuanbHylo
Tepanuio B COOTBETCTBUM C YYBCTBUTENbHOCTbIO MUKPOOP-
raHuama (taén. 12) [1, 2, 42, 138, 139, 158-160] (YYP — C,
yaaq —5).

Achromobacter spp. XapakKTepu3dyeTc MyNbTUPE3U-
CTEHTHOCTbIO, CNOCOBGHOCTbI0O GOPMHUPOBaTbL GUOMAEHKMH,
4YTO OODBACHSET Heyaayn aHTMOGaKTepuanbHOM 3pajuKa-
LLMOHHON Tepanuu MUKPOOpraHndma npu XPOHWMYECKOM
MHdeKumn. MoBTOpHbLIM BbiCEB Achromobacter spp.,
CONPOBOXAaOWMNIACA yBENMYEHUEM NPOAYKUMKM Ccheuu-
dUYECKUX NPEUUnUTUPYIOWLMX aHTUTEN, accouuupyeTcs
c 6onee 6GbICTPbIM NageHUeM Iero4yHon GyHKLUKUK, cono-
CTaBUMbIM C TaKOBbIM MPU XPOHWMYECKOW CUHErHOMHOW
nHdeKuMn (K 3aboneBaHuio npeapacnonaraet UMMYHO-
aeduumT).

Mpu nepeBom BbiceBe Achromobacter  spp.
v Npu 060CTPEHNM BPOHXONErOYHOrO NpoLiecca, CBA3aH-
HOM ¢ Achromobacter spp., nauneHTam ¢ MB pekomeHao-
BaHO BHYTPMBEHHOE BBEAEHNE KOMOMHALMKN ABYX aHTUOUO-

Ta6nuua 10. Cxema aHTMbOaKTepUanbHOM Tepanmm Npu XpPOHMYECKOM CUHETHOMHON MHbeKunKn [2, 20, 153]
Table 10. Antibacterial therapy regimen for chronic pseudomonas infection [2, 20, 153]

MHransuum TobpamMmuumnHa B pacteope Ang nHranauum 300 Mr nnv TobpamMuLMHa B Kancynax ¢ MOpOWKOM ANs uHranaumm — 112 mr
(4 Kancynbl) ABaXAbl B CYyTKM UHTEPMUTTUPYIOLWMMKU KypcaMun 28 aHen npuema, 28 fHen nepepbiB, Bcero 6 Kypcos B roj (o6e
neKkapcTBeHHble OpMbl NPOTUBONOKa3aHbl 4eTAM 40 6 neT)

WUIn

PactBop ansl uHransuum konuctumetaT Hatpusa 1-4 mnH E[ /24 4 NOCTOAHHO MW APYroM aHTUGUOTUK B MHransUmMsax NOCTOSIHHO BCEM
[EeTAM C XPOHWYECKON KONOHU3aLMen CUHETHOMHOM NafoyKkM (NPOTUBOMNOKa3aH AeTsaM Ao 6 ner)

Y naumMeHTOB C NPOrpeccUpyowMM CHUKEHUEM DYHKLMU NIEFKMX U YacTbiMn 06OCTPEHUSAMM, @ TaKKe NpU HegocTaTodHOM addeKTe oT
WMHransuMOHHOM aHTMGaKTepHanbHON Tepanumn OCHOBHOWM PEXMUM Tepanuu BKOYaeT 2-HeAeNbHbIA KYPC BHYTPMBEHHOM aHTUMUKPOGHOWM
Tepanuu Kaxasle 3 mec

MpenapaTbl ANS BHYTPUBEHHOIO BBEAEHUA: TO6paMuumnH 10 Mr/Kr, unn aMmukauunH 20 Mr/Kr 1 pa3 B AeHb, v TobpaMuumH 10-12 mr/Kr
B A€Hb ([0 AOCTUXEHUSA B CbIBOPOTKE KPOBM KOHUEHTpauumn 1-2 MKr/mn) + uedrazmaum 150-200 Mr/Kr B AeHb B/B, UK + MeponeHeM
60-120 Mr/Kr/24 4 B/B, UK + ApYron aHTUOUOTUK, aKTUBHbLIN MPOTUB CUHETHOMHOM NanoYKku. NMpu KNMHUYECKON HECTAaBUNBHOCTH, B T.H.
npu NPUCOEANHEHUN OCTPON PECNUPATOPHON MHDEKLUUN, — YBENNYEHUE NPOLOMKUTENBHOCTU KYPCOB B/B aHTMOaKTepUanbHON Tepanuu
[0 3 Hep, U/UNu CoKpalleHUe MHTEPBANOB MEXAY Kypcamu, u/vnu npuem uunpodnokcaumnHa/#obnokcaumHa 20—-40 Mr/Kr/cyT BHYTPb
Mexay Kypcamu B/B aHTUGaKTepuanbHOM Tepanuu, a TakKe HenpepbiBHas MHransuuoHHas aHTMOaKTepuanbHas Tepanusa Kypcamu
To6pamMuLMHa U KonucTuMeTaTa HaTpua (06e NekapcTBeHHbIE GOPMbI NPOTUBOMOKa3aHbl 4eTAM 40 6 NeT)

lMpumeyaHue. #puMeHeHne y feTei NeKapCTBEHHOIMO NpenapaTa BHE 3aperncTpupoBaHHbIX B UHCTPYKLKK JIC noKa3aHui ocyllecTBnseTcs
N0 peLeHnto Bpaye6bHON KOMUCCHK, C pa3peLleHns JIoKanbHOro aTM4eCKOro KomuteTa MeAULMHCKON opraHusauunu (Npu Haanyum), ¢ ycno-
BMEM MNOANUCAHHOro MHGOPMUPOBAHHOIO COrnacus poauTenew (3aKOHHOro NpeacTaBuUTens) n pebeHKa B Bo3pacTe cTaplue 15 neT; Tobpa-
MULMH (pacTBOp AN MHranauum), To6paMULKH (Kancynbl C MOPOLWIKOM AN UHransaummn), KONMCTUMETAT HaTpUs (pacTBOpP ANS UHranauun)
NPOTUBOMNOKa3aHbl AeTaM [0 6 neT; obIoKCaLUH NPOTUBONOKa3aH AeTaM A0 18 neT; NpoTMBONOKa3aHUs AN octanbHbix JIC — cm. Tabn. 9.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents
(legal representative) and a child over the age of 15 years; tobramycin (inhalation solution), tobramycin (inhalation powder capsules),
colistimethate sodium (inhalation solution) are contraindicated to children under 6 years of age; ofloxacin is contraindicated to children
under 18 years of age; contraindications for other drugs are presented in table 9.
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Ta6nuua 11. AHTHGaKTepurasbHble Npenaparsl, NPUMeHAEeMbIe Y NaLMEHTOB C MyKOBUCLIMA030M NPU apafiMKaLui U Tepanun UHbEKLUK,

BbI3BaHHoOW Burkholderia cepacia complex [2, 42, 138, 139, 148]

Table 11. Antibacterial drugs used in patients with cystic fibrosis during eradication and treatment of infection caused by Burkholderia

cepacia complex [2, 42,138, 139, 148]

AHTUGaAKTepuanbHbli Nnpenapart CyTouyHas go3a Ana gerteun D L
p p p y o ARG BBe/JeHuUsA BBeAEeHUs/cyT
B Bo3pacTe 3-6 mec —
40 Mr/Kr/10 mr/Kr
(Lrl.qulizznngraz;?“:;ﬂa?:a MeC XU3HK) B Bo3pacte 6 mec - 18 et — B/B 3
P A A 50 mMr/Kkr/12,5 mr/kr
(MakcumanbHo 2000/500 mr)
#lledrasnaum 2r NHransaumMoHHo 2
(dopma ANst UHbEKLUMOHHOIO NPUMEHEHNS)
#ledTasnanm 300 mr/Kr B/B 3
Meponetem 120 Mr/Kr B/B 3
(NpoTMBOMNOKa3aH AeTAM 40 3 MEC XKU3HW)
#[JopuneHem He paspelueH B/B 3
MunepaunnnuH + [Tazob6aktam] 400-500 Mr/Kr B/B 3
(NpoTMBOMNOKa3aH AeTAM 40 3 MEC KU3HW)
#AsTpeorau 150-250 wr B/8 2-4
(NpoTMBOMNOKa3aH AeTAM 10 9 MeC XKU3HW)
#Ko-TpumoKcaszon [cynbdameToKcason + TpUuMeTonpum]
(cycneH3uns ana nepopanbHOro NpMMeHeHUs NpoTUBONoOKa3aHa aetam | 20 Mr/Kr (no TpumeTonpumy) B/B 1 BHYTpPb 3
[0 6 Hefl, MHbEKLMOHHas popma NpoTMBOMNOKasaHa 4o 3 neT)
#MUHOUMKAMH Mocne 8 net: BHVTDb 1-2
(npoTBONOKa3aH AeTaM 4o 8 ner) 2-3 Mr/Kr yTp
<1 mec — 30 mr/Kr
LimnpodnokcaumH > 1 mec — 40 mr/Kr BHyTpb 2
(NpoTrBONOKa3aH feTam Ao 5 net ¢ MB u BbiceBoM P. aeruginosa, No | (maxkcumasbHo 750 mr) [8, 9]
oCTaibHbIM NOKa3aHusaM — o 18 ner)
10 mr/Kr B/B 2
16-20 mr/Kr BHyTpb 1-2
#leBodNOKCaALUMNH
16-20 mr/Kr B/B 2
[eTam ¢ maccoun Tena MeHee
45 Kr B NepBbIi feHb NIe4eHuns
JOKCULMKANH 4 Mr/Kr, B nocnegyowme BHyTpb 1-2
(npoTBOMNOKa3aH AeTaM o 8 ner) OHW — 2—4 MI/KT.
[eTtam ¢ maccou Tena 6onee
45 Kr — Kak B3pocC/biM
#XnopambeHuKon
(TabneTKkn NpoTMBONOKa3aHbl AeTAM 40 3 net 50-100 mr/Kr BHyTpb, B/B 3-4
unun ¢ maccom tena < 20 Kr)
#TnamdeHunKona rmuumnHaT aueTuauncTenHar 500-1000 mr WMHransaunmoHHo 2

MpumeyaHue. MNpu HaNMYUU MEOULIMHCKUX MOKa3aHWM (MO XWM3HEHHbIM MOKa3aHWAM, BKOYas WHAMBUAYaNbHYIO HENepeHOCUMOCTb,
Janee — Mo XW3HEHHbIM MOKa3aHUsAM) N0 peLleHUIo BpayebGHON KOMUCCUM OCYLLECTBASIETCS Ha3HaYeHWe NeKapCTBEHHbIX MpenapaToB He
Nno MeXAyHapoaHOMY HenaTeHTOBaHHOMY HAaMMEHOBaHMIO, a MO TOProBOMY HauMeHoBaHMIo (4. 15 cT. 37 PeaepanbHOro 3akoHa ot 21 Hos-
6ps 2011 r. N2 323-P3 «O6 ocHOBax 0XpaHbl 340POBbS rpaxaaH Poccuiickon ®egepaummn» 1 n. 6 Mopsgka Ha3HaYeHUA NeKapCTBEHHbIX Npe-
napatoB, GopM peLenTypHbIx 61aHKOB Ha IeKapCTBEHHbIE NpenapaTsl, nopsaka obopMIeHNs YKa3aHHbIX 6/1aHKOB, UX yYeTa U XpaHeHus,
yTBEPXKAEHHOro Npnka3oM MuH3gpasa Poccum ot 14 auBapsa 2019 r. N2 4H). PeweHune Bpaye6HOM KOMUCCUM 0DOPMASETCA MPOTOKOIOM U
BHOCUTCSI B MEAMLIMHCKYIO JOKYMEHTaLMIO NauuneHTa. #MpruMeHeHe NeKkapCTBEHHOro npenaparta BHe 3aperucTpMpoBaHHbIX B MUHCTPYKLMUK
J1C noka3aHui NpoBOAMTCSA MO pPeLIeHWIo Bpaye6GHON KOMUCCUM, C pa3pelleHust JIOKabHOro 3TUHECKOr0 KOMUTETa MEAULIMHCKOW OpraHu-
3auumu (MpU HanM4mm), C yCNOBMEM MOANUCAHHOMO MHPOPMUPOBAHHOIO COrNacus poauTenen (3akoHHbIX NpeacTaBuTene) u pebeHKa B BO3-
pacte ctapwe 15 ner.

Note. If clinically indicated (for vital indications, including individual intolerance, hereinafter — for vital indications) and by decision of health
authorities, medications are prescribed not by the international nonproprietary name but by the commercial name (part 15 of art. 37 of the
Federal Law dated November 21, 2011 N2 323 “On fundamental healthcare principles in the Russian Federation” and paragraph 6 of the
Procedure for prescribing drugs, prescription forms for drugs, procedure for issuing these forms, its accounting and storage, approved by the
Order of the Ministry of Health of Russian Federation, dated January 14, 2019 N2 4H). #The administration of medication outside the indica-
tions registered in the drug instructions is performed by the decision of health authorities with the permission of Local Ethical Committee of
the medical facility (if any) and with signed informed consent from parents (legal representative) and a child over the age of 15 years.



TUKOB Pa3/IMYHbIX KNaccoB KypcoM 14-21 AeHb C Lenbio ° anbTepHaTMBHas Tepanus — MeponeHeM + MUHOLIU-

3paguKaumm Bo30yauTens: KNWH/neBodnoKcaunH + xnopam@PeHMKoON + KOMUCTH-

e 1-9 NAMHUA — nunepaunnnnMH + tTazobakTam/Mepo- MeTaTt HaTpua (pacTBOp Ans MHranauun) (cm. Taén. 12)
neHem/cynbdpametokcason + TpuMeTonpum (CM. [, 2, 42, 138, 139, 148, 158, 161] (YYP — C,
Taén. 12); yaa — 5).

e  2-9 nUHUA — uedTasnanM, MUHOUMKIUH, KONUCTUME- lMocne OCHOBHOrO Kypca aHTMGaKTepuanbHOM Tepanuu
TaT HaTpus, xnopaMbeHUKoN; KOMOMHMPOBaHHas Tepa- PEKOMEHA0BAHO Ha3Ha4yaTb KONMCTUMETAT HaTpus (pacTBop
nus — MeporneHeMm u uunpodnokcaunH (nesodnokca- [ONS MHransiumMm; NpoTMBOMNOKa3aH AeTaM Ao 6 Mec) Ha 3 mec.
LMH) (cM. Tabn. 12); MoOXHO 1crnonb3oBaTth CylbdaMeToOKCa30/ + TPUMETONPUM

Ta6nuua 12. AHT6aKTEpPUaNbHbie Npenapartsl, NPUMeHsieMble Y NaLUeHTOB C MyKOBUCLMAO30M MPU BbiCEBE
M3 MOKpPOTbI / 6poHXManbHOro cekpeta Achromobacter spp. [1, 2, 42, 138, 139, 148, 158-160, 162]

Table 12. Antibacterial drugs used in patients with cystic fibrosis when cultured Achromobacter spp. from sputum / bronchial secretion
[1,2,42,138, 139, 148, 158-160, 162]

CyTo4yHasa po3a Cnoco6 KpatHocTb
AHTHMGaKTepuanbHbie NpenapaTtbl ..
anA peten BBeAeHus BBefAeHus

B Bo3pacTe go 2 mec —
#lledpTazngum 25-50 mr/Kr/cyT WMHransiumoHHo 5
(bopmMa AN UHBEKLIMOHHOIO NPUMEHEHNS) Crapwe 2 mec —

50-100 mr/Kr/cyT
#lledpTazngum 300 mr/kr B/B 3
#Meponerem 250-500 mr MHranaumoHHo 2
(bopma Ana MHbEKLMOHHOIo NPUMEHEHMKS)
#MeponeHem 120 Mr/Kr B/B
MunepaunniunH + Tazobakram 400-500 mr/Kr B/B
#Ko-TpumoKcaszon [cynbdameTokcason + TpumeTonpum] 20 Mr/Kr (No TpMMETONPUMY) B/B v BHYTpb
[eTtam ¢ maccom Tena
00 45 Kr B NepBbIvi A€Hb
4 mr/Kr, B nocnegytowme gHu —
#[LOKCULMKNIUH 2— 4 wr/Kr BHyTpb 1-2
[etam ¢ maccon Tena 6onee

45 Kr — KaK B3pocC/biM
#XnopambeHuKon 50-100 Mmr/Kr BHyTpb, B/B 3-4
#TnamdeHuKona ruumnHaT aueTuauncTenHar 500-1000 mr MHransaumoHHo
#Konuctumerar HaTpus 2-4 mnH E[] MHranaumoHHo 1
#Lleponepas3oH + [cynbbaKTaMm] 150-200 mr/Kr B/B
#MMuneHeMm + [umnactaTuH] 50-100 mr/kr & aekb B/B 3-4

no UMUNeHemy

#MuneHem +[unnacrtatuH] 250-500 mr NHransaumMoHHo 2

[eTtam ctapwe 8 net —
EMUHOLMKNH B Ha4yanbHOM fo3e 4 MI/KT, BHyTpb 9

B JafibHenweM — 2 Mr/Kr
Kaxkable 12 4

#ToGpamuLH . 600 mr WMHransumoHHo 2
(pacTBOP ANA MHTransLMM NPOTUBONOKa3aH AETAM A0 6 MEC KU3HK)

lMpumeyaHue. #puMeHeHUe NeKapCTBEHHOMO NpenapaTa BHE 3aperncTpupoBaHHbIX B MHCTPYKUMKM JIC noKasaHu NpoBOAMUTCS NO pelle-
HUIO BpayebHOM KOMUCCUM, C pa3peLleHns JTOKanbHOro 3TUMECKOro KOMUTETA MEAULIMHCKOM OpraHu3auunm (Mpyu Hanu4vuK), C yC0BUEM NOS-
NMUCaHHOro MHGOPMUPOBAHHOIO COornacus poauTenen (3aKOHHbIX NpeAcTaBuUTenen) U pebeHKa B Bo3pacTe crtaplwe 15 net. Mpu Hannyuu
MeAULMHCKUX NOKa3aHWI (MO XU3HEHHbIM NOKa3aHWaM, BKI0Yas UHANBKUAYANbHYIO HENEPEHOCUMOCTb, fanee — Mo XU3HEHHbIM NOKa3a-
HUAM) MO peLleHnio Bpa4e6GHON KOMUCCUM OCYLLECTBNSETCA Ha3Ha4YeHe NeKkapCTBEHHbIX NpenapaToB He N0 MeXAYHapOAHOMY HenaTeH-
TOBaHHOMY HaMMeHOBaHUIO, a MO TOProBOMY HaumeHoBaHuio (4. 15 cT. 37 PeaepanbHOro 3akoHa ot 21 Hoabps 2011 . N2 323-93 «06
OCHOBax oxpaHbl 340p0Bbs rpaxaaH Poccuickon degepaunn» u n. 6 Nopsaka HazHavYeHUs NeKapCTBEHHbIX NpenapaTos, Gopm peLenTyp-
HblX 6/1aHKOB Ha NIeKapCTBEHHbIE Npenapartsbl, NopsaKka obopMIEHUA YKa3aHHbIX 6/1aHKOB, UX Y4eTa U XPaHEHUS, YTBEPIKAEHHOMO NPUKa30M
MwuH3apasa Poccun ot 14 quBaps 2019 r. N2 4H). Pewenune BpayebHON KOMUCCUU 0POPMAAETCA NPOTOKONIOM U BHOCUTCA B MEAULIUHCKYIO
[OKYMeHTaLMIo NaumeHTa.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents (legal
representative) and a child over the age of 15 years. If clinically indicated (for vital indications, including individual intolerance, hereinafter —
for vital indications) and by decision of health authorities, medications are prescribed not by the international nonproprietary name but by
the commercial name (part 15 of art. 37 of the Federal Law dated November 21, 2011 N® 323 “On fundamental healthcare principles in
the Russian Federation” and paragraph 6 of the Procedure for prescribing drugs, prescription forms for drugs, procedure for issuing these
forms, its accounting and storage, approved by the Order of the Ministry of Health of Russian Federation, dated January 14, 2019 N2 4H). The
decision of health authorities is drawn up by the protocol and recorded into the patient's medical record.
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(cm. Tabn. 12) B TeveHne 1 mec [1, 2, 42, 138, 139, 148,

158-162] (YYP — C, Y44 — 5).

Mpun xpoHnyeckon nHdeKunn Achromobacter spp. y nauu-
eHTOoB ¢ MB peKomMeHA0BaHO NPUMEHSTb UHraNALMKN ASTUTENBHO:
° 1-MHUA — KONUCTUMETaTa HaTpUs (pacTBOP AN1A UHra-

nauunn);

® 2-91 IMHNA — MEPONeHeM;

° anbTepHaTMBHaf Tepanua — LedTasngmm u Tobpamu-
LUMH (pacTBOp ANS1 MHTansiuun nam Kancynbl ¢ MOPOLLIKOM
ONS UHransauum);

e 3-A AMHMA — 019 NnevyeHns o60CTPEHUI, 0BYCNOBNEH-
HbIX Achromobacter spp., UICNOMb3YOT KOMOUHALMIO ABYX
@HTUCUHETHOMHbIX aHTMOMOTUKOB pPas3fIMYHbIX KaccoB
[1,2,42,138,139,148,158-160, 162] (YYP — C, Y44 — 5).

AHTMGaKTepuranbHaga TepanMa MMKo6aKTepnosa

MopaxeHne nerkux, BbidBaHHoe HTMB, moxeT npegn-
CTaBNSATb CEPbE3HYIO OMNACHOCTb A9 340POBbSA NaLMEHTOB
¢ MB, ogHaKo Ha COBpeEMEHHOM 3Tane guarHocTuKa v neve-
HWe MUKOGaKTePMO3a He CTaHAaPTU3UPOBaHbI.

[ONarHoCTUYEeCKN 3HAYUMbIMU KPUTEPUSMU MUKOBaKTe-
puo3sa y nauneHToB ¢ MB peKomeHayeTcs cHMTaTb MONOXKM-
Te/lbHbIM MAa30K Ha HallMyMe KUCI0TOYCTOMYMBBIX BaKTepui
B MaTepuane U3 abixatesbHbIX NyTen, Hanu4yne pocta HTMb
UM MUMKOGaKTepuin Ty6epKynelda Ha nuTaTeNbHbIX cpegax,
noAaTBEPXKAEHME OLHOrO M TOro e BuAa MHMKOOGaKTEpUM
KaK MWHUMYM W3 ABYX 006pasuoB, HanuyuMe pesynbratos
TecTa leKapCcTBeHHON YyBCcTBUTENBbHOCTH HTMB [163-167]
(YYP—C, Y44 — 5).

Mpn BbIGOPE aAHTMOMOTMKOB ANs Tepanuu MHPEKLUUU
HTMB y nauymeHToB ¢ MB pekomeHg0BaHO OpUEHTUPOBATb-
CSl Ha TeCT Ha NeKapCTBEHHYIO YYBCTBUTENbHOCTb C LiENbtO
noBblWeHns adbeKTUBHOCTH Tepanuu [165, 166] (YYP — C,
Yaa — 5). Pexxumbl npuemMa aHTUOUOTUKOB NPU MHPEKL MK
HTMB npeacTtaBneHbl B Ta6n. 13.

Kputepnem abdeKkTnBHoro nevenma HTMbB y naumeHToB
¢ MB pekomeHA0oBaHO cYuTaTh OTCYTCTBME pOCTa MUKOGaK-
Tepuit Ha NUTaTeNbHbIX CPeAax He MeHee Yem B Tpex nochne-
LoBaTenbHO B3ATbIX 06pa3uax AMarHoCTUYeCKOro matepua-
na (Mokporta) [163-167] (YYP — C, Y44 — 5).

Ta6nuua 13. AHTH6aKTepuranbHble npenapatbl, NPUMEHAEMbIE Y MaLMEHTOB C MyYKOBUCLIMAO30M MNPU BbICEBE M3 MOKPOTbI /
6poHXManbHOro cekpeta MukobakTepuit Micobacterium avium complex u Mycobacterium abscessus complex [2, 164-166]

Table 13. Antibacterial drugs used in patients with cystic fibrosis when cultured Micobacterium avium complex and Mycobacterium

abscessus complex from sputum / bronchial secretion [2, 164-166]

o CyTo4yHas fo3a Cnoco6 KpaTtHocTb
AHTHGaKTepuanbHbIA Npenapar _
ANA peTen BBeAeHus BBeAeHus
Oetam: 15-30 Mr/Kr
#AMUKaALUMH MoapocTkam: 10-15 mr/Kr B/B 1
MakcumanbHas gosa: 1500 mr
#AMUKaUMH 250-500 mr MHransaumoHHo 2
Oetam: 10-12 mr/Kr
HASHTPOMULIH MoapocTKam: 103upoBKa BHyTpb 1
NS B3POC/bIX
MaKcumanbHas gosa: 500 mr
150 mr/Kr
#llehokeuTuH MaKcumanbHas go3a: 12 r/geHb B/8 3-4
7,5 Mr/Kr _ BHyTpb 2
#KapUTPOMULMH MakcumanbHas fosa: 500 mr
He pekomeHayeTcs B/B
10-20 mr/Kr BHyTpb
#Ko-TpumoKcazon [cynbdameToKcason + TpuMeTonpum]
(no TpumeTonpuMmy) B/B 2
MnageHuam v getam: 15 mr/Kr
#31ameyron MoapocTtkam: 15 mr/Kr BHyTPb 1
PacyeT 03bl N0 UMUNEHEMY:
npu macce Tena go 40 kr —
#MMuneHem + [umnactaTuH] 60120 Mr/Kr B/B 2-3
MaKkcumanbHas go3a: 2000 mr
<12 net: 10 mr/Kr
12 net u ctapuwe: 10 Mr/Kr BHyTpb 1-2
MakcumanbHas gosa: 600 mr
#lmHe3onung
<12 net: 10 mr/Kr
12 net u ctapwe: 10 Mr/Kr B/B 1-2
MakcumanbHas gosa: 600 mr
7,5-10 mr/Kr
MakcumanbHas gosa: BHyTpb 1
400 mr/peHb
#MokcudnokcauymH
7,5-10 Mr/Kr
MaKcumanbHas gosa: B/B 1
400 mr/geHb




Ta6auuya 13. OKoH4YaHKe
Table 13. Ending

TGO T T T e CyTo4yHasa po3sa Cnoco6 KpaTHocTb
ANA peten BBe/JleHusA BBeeHusa
2 Mr/Kr
#MuHOLMKIMH MakcumanbHas fgosa: 200 mr BryTpe 1-2
#IOKCHLMKMH <12 net ¢ Mmaccov Tena < 50 Kr:
4 mr/Kr BHyTpb 2
(npoTMBONOKa3aH AeTaM o 8 neT) 12 ner v crapuwe: 200 Mr
10-20 mr/Kr
#PudamnuumH MakcumanbHas go3a: 600 mr BHyTP® 1
5-10 Mr/Kr
PudadyuH MakcumanbHas go3a: 300 mr BHyTP® 1
20-40 mr/Kr B/B
#CTpenTomuumi MakcumanbHas gosa: 1000 mr B/m 1
8-11 net: 1,2 Mr/Kr
HTAreLAKANH MakcumanbHas gosa: 50 mr B/e 5
H 12 neT 1 cTapuwe: yaapHasa gosa
100 mr, 3aTem — 50 mr

MpumeyaHue. #NpuMeHeHne NeKapCTBEHHOro npenapaTa BHE 3aperncTpMpoBaHHbIX B MHCTPYKUMK JIC noKasaHui NpoBOAMTCS MO pelle-
HUWIO BpayebHOM KOMUCCUK, C pa3peLleHnst JIoKanbHOro 3TMYECKOro KoMuTeTa MeAULIMHCKON OpraHnu3auunu (Npu HanuyuK), ¢ ycrnosuem nog-
NUCaHHOIro MHPOPMMUPOBAHHOIO Cornacus poanTenen (3aKOHHbIX NpeacTaBuTenemn) u pebeHka B Bo3pacTe cTapuwe 15 net. Bce npenapartsbl,
npumexsemble npu MAC n MABSC, Ha3HavatoTcs BHE MHCTPYKUuK (off-label) no n3HeHHbIM NokasaHMsaM. Bo3pacTHble orpaHnyeHus yKka-
3aHbl B JO3UPOBKax ANa AeTen, pacyeT NpUBOAUTCA B COOTBETCTBUM ¢ CornacoBaHHbIMM peKoMeHaaunsMu AMepuKaHCcKoro GoHaa KUCTO3-
Horo $ubpo3a (MykoBucumao3sa) v EBponenckoro obwectsa KUCTO3HOIO pubpo3a No eveHnto MMKo6aKTeprosa y NaLMeHTOB C KUCTO3HbIM
$Gn6pP0o30M, peKOMeHAALMAMM MO BeAeHUI0 60/1e3HEN Nerkux, BbiaBaHHbix HTMB, 1 apyrumu cornacutenbHbiM1 JOKYMeHTamu [2, 164-166].

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents
(legal representative) and a child over the age of 15 years. All drugs used at MAC and MABSC are prescribed off-label for vital indications.
Age limits are indicated in pediatric dosages calculated according to the American Cystic Fibrosis Foundation and European Cystic Fibrosis
Society Guidelines for the treatment of mycobacteriosis in patients with cystic fibrosis, Guidelines for the management of nontuberculous

mycobacteria-induced lung diseases, and other consensus papers [2, 164-166].

AHTHMGaKTepuranbHaga Tepanua MUKO6aKTeprnosa,

Bbl3BaHHOro Micobacterium abscessus complex

YyuTbiBas HeAOCTATOK [AaHHbIX KAMHUYECKUX MKcche-
[OBaHui, cyuwecTByeT 6onblioe pa3Hoo6pa3ve Ha3Ha-
YyaeMblx pexumoB Tepanuu. O6WMMKU cnepyeT cyuTaTb
cneayloume cornacoBaHHble peKoMmeHaaumMm no aHTMéumo-
TUKoTepanuu nauueHtoB ¢ MB npun MABSC [165, 166].
MauneHtam ¢ MB u HTBM peKomeHAoOBaHO NMPOBOAUTb
aByxdasHoe nevyeHne MUKOGaKTepuo3a, BbI3BAHHOMO
npeactasutenamm MABSC, — das3a MHTEHCUBHOro fneyve-
HUS JOMKHA CMeHATbeA Ga30M NoaaepKuBatowero neye-
HUS C Uenblo 3Jpagukaumu gaHHoro Bo3byauTens [165,
166] (YYP — C, Y44 — 5).

Kateropuyecku He pekomeHayeTcs NpUMMEHEeHUe MOHO-
Tepanuu MakponuMaamu UAM UHbIM aHTUMMKPOOGHBLIM cpefa-
CTBOM MpU NnevyeHUn MUKoBGaKTepunosa, BbldBaHHOro HTMbB
13 rpynnel MABSC, ¢ uenbio npefoTBpalleHuss pasBuTUA
pesucteHTHocT HTMB [164-166] (YYP — C, Y44 — 5).

AHTHGaKTEepHasbHasa TepanMa MMKOGaKTepPUO30B,

Bbl3BaHHbIX Mycobacterium avium complex

O6wnmK cnegyeT cuuTaTb cnegylolme pekomeHaaunu
no aHTMOUOTUKOTEpPaNMK nauneHToB ¢ MB, MHOMLUMpPOBAH-
Hbix MAC [164-166].

B cnyyae ¢ 4yBCTBUTENbHOMN K KNapUTPOMULIMHY GOpMOK
nopaxenuns HTMB rpynnbsl MAC pekomMeHa0BaHO NPUMEHSATb
NIEKapCTBEHHYIO CXEMY fIe4EHWUS Ha OCHOBE €eXXeAHEeBHOro
nepopanbHOro npuemMa Makponauaa (MpegnovTUTeNnsHO asu-
TpoMUUMHA), pudamMnuumHa n atambytona (cm. Tabn. 13)
[164, 168] (YYP — C; Y44 — 5).

Kateropnyecku He peKoMeHayeTcs NpUMeHeHne MOHO-
Tepanuu MaKpoaMAHbIM NpenapatoM WM WMHbIM aHTUMU-
KPOGHbIM cpeacTBoM npu nevyeHnn HTMBJT rpynnel MAC
C Uenblo NpPoPUNaKTUKKM pPas3BUTUA PESUCTEHTHOCTU [165,
166] (YYP — C; Y44 — 5).

B cny4yasx BbigBneHUs y naumeHTos ¢ MB 6onee ogHoro
Buaa HTMb pekomeHayeTcs NpoBOAUTb MUKPOOBMONOrnye-
CKOe uccnegoBaHue A9 onpefeneHus Toro, Kakas/Kakue
M3 MUKOBGAKTEPUI BbIAENAIOTCA MOCTOSAHHO M KaKas/Kakue
ABAAIOTCA NpUYMHOM 3aboneBaHusa [169, 170] (YYP — C,
yaaq — 5).

MNauneHtoB ¢ MB ¢ 3a6oneBaHUAMU JIErKKUX, BbI3BaH-
HbiIMM HTMB, pekomeHaoBaHO ob6cnegoBaTb Ha npeamMer
ABJIA, TaKk Kak MWKOGaKTepuo3bl, HEPEAKO co4yeTaloTcs
¢ ABJ1A n/vnu BeiceBamu rpu6oB poaa Aspergillus B MOKpO-
Te unu obpasuax bAJ1 [164] (YYP — C, Y44 — 5).

Tepanusi nopa>keHui Nerkux,

BbI3BaHHbIX rpu6amu poga Aspergillus

PesynbtaThl NpoBegeHHoro B HUM meamMUMHCKON MUKO-
norun mm. M.H. KawknHa B 2014-2017 rr. nccnenoBaHus
CBMAETENbCTBYIOT, YTO KOMIOHM3aUMsA AblXaTeNbHblX NyTewn
Aspergillus spp. Bo3HMKaeT y 22% nauueHToB ¢ MB, a pas-
NMYHble BapuaHTbl acneprunnesa —y 9,2% [171].

Haunb6onee 4yacTbii BapuaHT acneprunnesa y nauueH-
T0B ¢ MB — ABJIA. Ero yactoTta y NogpOCTKOB U B3POC/bIX
nauneHtoB ¢ MB — 10-15%, y geten mnagwero Bo3pac-
Ta — pexe [38, 39]. XAJl passuBaeTtca y 2—5% naymeHToB
¢ MB. VIHBa3MBHbIN acneprunnes nerkux y nauneHtos ¢ MB
BO3HWKaeT peako (0,5-1%) [171].
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KJIMHUYECKUE PEKOMEHAALIUU

[pnbbl popa Aspergillus MOryT KONOHU3MPOBaTb Ablxa-
TeNbHble NYyTU NauMeHToB ¢ MB nnu Bbi3biBaTb, B 3aBUCUMO-
CTW OT COCTOSIHUS UMMYHHOWM cucTeMbl nauueHTa, ABJ1A, XAl
W UHBa3WBHbIM acneprunnes [17, 37, 68, 69].

Mpn ABJIA 1 XAJ1 peKOMeHOOBaHO NMPUMEHEHUE aHTU-
MUKOTUYECKMX MpenapaToB KakK 3TMOTPOMHOM Tepanuu
(tabn. 14) [17, 37, 68, 69] (YYP — C, Y44 — 5).

Tepanus annepruyecKoro 6poHxos1€ro4Horo

acneprunnesa

Mpn ABJTA peKoMeHAoBaHO MPUMEHEHUE KOPTUKOCTE-
POMAOB AN CUCTEMHOIO NPUMEHEHUS U MPOTUBOrPUBKOBBIX
J1C rpynnbl TpMa3onos (BOPMKOHA301 U UTpakoHazon) [37,
68, 174] (YYP — C, y4/4 — 5).

Tepanus XpoHN4YeCKOro acneprusjiesa 1€rkmux

B kayecTtBe nevyeHuns XAJ1 y naumeHtoB ¢ MB peko-
MEHJOBAaHO MCMNONb30BaHWE ANUTENbHOIO Kypca npo-
TuBorpu6koBbix JIC, nevyeHune ¢doHoBOro 3aboneBaHus
M YMEHbLUEHWEe ATPOreHHOM MMMYHOCYNPECCUU, a TaKxKe
XUPYpPruyeckoe yganeHue o4yaros nopaxeHua [15, 17, 18]
(YYP — C, Y44 — 5).

Tepanus BHelWHeCEKPETOPHOH HeJOCTaTOYHOCTH

noaxenyao4YHoH xenesbl

3amMecTuUTeNbHYIO  Tepanuio  NaHKpeaTU4eCKUMH
depmeHTaMu (NaHKpeaTuMH) B BUAE MUHU-MUKpocdep
C pH-4yBCTBUTENbHLIM MOKPbLITUEM 6€3 MPUMEHEHUSA METa-
KpWnnoBon KUcnoTbl [175-179] ¢ unun 6e3 enaTtuHoBOW Kan-
Cynbl PEKOMEHAOBAHO Ha3HayaTb BCEM nauueHTam ¢ MB,
BK/Il0Yas HOBOPOMAEHHbIX, UMEIOWNM KJIMHUYECKME MpPO-
ABMEHUA KULIEYHOro CUHAPOMA WMAM HU3KYI KOHLEHTpa-
LUMI0 NaHKpeaTuyeckon anactasbl 1 B Kane (< 200 MKr/r),
npu OTCYTCTBMWM MPOTMBOMOKa3aHWi. Lenb BMewartenb-
CTBa — KOPPEKLMS BHELIHECEKPETOPHON NaHKpeaTUYeCcKom
HeLOCTaTOYHOCTM (N0 KAMHMYECKMM NOKa3aTensiM U OTCyT-
CTBMIO HEWTPANbHOIO Mpa B Konporpamme) [2, 25, 177-
180] (YYP — B, Y44 — 3).

Tepanusi 3HAOKPMHHOM HEJOCTaTOYHOCTH

nog)xenyao4Hoin xenesol (M3C/])

Tepanus anabeta npu MB (M3C/[) B uLenoM [O0MKHa
COOTBETCTBOBATb CTaHjapTam MOMOLM BCEM MauueHTam
¢ AMabeToM, HO MMetoTca ocobble TPEBGOBAHUS K NIeYEHUIO
60nbHbIX MB [49, 73].

Neuntb nauneHtoB ¢ M3C/[ peKoMeHAoBaHO y cne-
LUManucToB MHOronpodUnbHON KOMaHAbl, MMetoWwen onbIT
pa6oTbl ¢ M3C/, 1 Npu 3TOM NOAAEPKMBATb KOHTAKT U KOH-
CyNbTUPOBAaTbCH CO cneunanuctamm no MB ¢ Lenbto adpdek-
TMBHOIO BeAeHMs 60/bHbIX C Y4ETOM 0CO6EHHOCTEN OCHOB-
HOW Ho3os0ruu [49, 73] (YYP — C, Y44 — 5).

Mpu nevyeHnn M3CL pekomeHaytoTcs obyvyeHne camo-
CTOATENbHOMY yxo4y npu pauabeTte, WHCYNMHOTEpanus
n aspobHas Harpy3ka He meHee 150 MUH B HeAeNIo C Lienblo
ajeKkBaTHoro KoHtpona M3C/A 1 npeaoTBpalleHUst OCNoXK-
HeHwun [49, 73] (YYP — C, Y44 — 5).

Takxe uenecoobpasHo cobnlogeHne peKoMeHaauum
no NUTaHWIO NaLMEHTOB C MYKOBMCLMAO30OM Ana 60Nb-
Hbix ¢ M3C/. U3MeHeHMe NOTPebNEHNS KalOPUI, KUPOB,
6enKoB, YyrneBoAoB WM CONM B pe3ynbTaTe AUarHoCTu-
Kn anabeTa He ponyckaeTtcs. PeKOMeHAYIOTCA paBHO-
MepHOe pacnpejeneHne yrneBofoB B TeyeHUe CyTOK
M 3ameHa padpUHMPOBAHHBIX Ha 3aLLULEHHbIE C LENbIo
noaaepyaHusa HyTpUTUBHOro ctaTyca [49, 73] (YYP — C,
yaa — 5).

Neuntb M3C/[ y nauneHToB ¢ MB peKkoMeHayeTcs UHCY-
NIMHaMK, a He nepopasbHbIMU TMAOrIMKEMUYECKMMM Npena-

paTtamu C LeNbio ONTUManbHOro KOHTPOAS YPOBHS MOKOS3bI
B KpoBM [49, 73, 181, 182] (YYP — C, Y44 — 5).

Bo Bpemsi 060CTpeHUI Nero4HOro npoLecca peKoMeH-
LyeTcs yalle nNpoBepsiTb ypoBeHb rMKemun (4o 3-6 pas
B [€Hb), KOTOpas NnoBblWaeTcs Ha GoHe BOCManeHus, u yse-
SIMYUTBL AO3Y MHCYNIMHA — KaK 60M0CHOro, Tak u 6a3ncHo-
ro — C LeNblo ONTUMaabHOrO KOHTPOIS YPOBHS MIOKOS3bI
B KPOBW M CBOEBPEMEHHOW KOPPEKUMU A03bl MHCYMHOB
[49, 731 (YYP — C, Y44 — 5).

PekomeHayeTca npoBeAeHWe MOHUTOPUHIa OCOXKHEe-
HUIM M3C/[ cornacHo MOHUTOPUHIY Apyrux ¢dopm avabeTa
ONa opraHusaumm npodunakTUYecKux meponpuaTtuin [49,
731 (YYP —C, Y44 — 5).

Tepanus nopakeHusi ne4eHn

MauneHTam ¢ MB ¢ Lenbio npeaoTspalleHns renatooun-
apHOM NaToNOrMK 1 Tepanumn MMEIOLLIUXCS NOPaXKeHUM NeveHn
peKomMeHayeTcs Ha3HayveHue npenapaToB YPCOAE30KCUXO-
NeBov KUcnoTbl (NPOTMBOMOKa3aHue A0 3 neT Ana Kancyn,
HEeT NPOTMBOMNOKa3aHWM ANS CyCNeH3UK 4Na NpuemMa BHYTPb)
npu OTCYTCTBUU MEAULMHCKUX NMPOTUBONOKa3aHui [1, 2, 20,
183, 184] (YYP — C, Y44 — 5).

Mpn pasBuUTUM XPOHMYECKOM MNevyeHOYHOW 3Huedano-
naTtuMu, acuuTa, BapMKO3HO pacCWMpPEHHbIX BEH MULLEBO-
Ja v enyaka 3—4-N cTeneHW U KPOBOTEYEHUS W3 HUX
pEeKOMEHA0BAHO MPOBOAMTbL Tepanuio COrnacHo COOTBET-
CTBYIOWMM KIMHUYECKMM peKomMeHaauusm [2, 184, 185]
(YYP — C; Y44 — 5).

Tepanus ocTteonopo3a

Y NaLuMeHTOB C MYKOBHCLHUJO30M

3ajayamMu NleyeHusi ocTeonopo3a SABNAIOTCA NpPenoT-
BpalleHWe nepesomMoB KOCTEW, MNOBblIEHWE KayecTBa
U3HUW, 3aMefdsieHue WAV NpeKpalleHne NnoTepu KOCTHOW
mMacchl, y aete — obecneyeHne HOpPManbHOro pocTa.
PekomeHa0BaHO le4eHrne OCHOBHOMO 3a60/1eBaHUs Npu BTO-
pUYHOM ocTeonopo3e y nauueHToB ¢ MB [34, 76, 102, 186]
(YYP—C, Y44 — 5).

Konekanbuudepon, B Tom uyucne B dopme Kanesb
NS NpYemMa BHYTPb, PEKOMeH/JoBaH BCceM nauneHTam ¢ MB
B KayecTBe Tepanuu HeaoCcTaTo4YHOCTH BuTaMuHa D. MNpuem
OAMH pa3 B [eHb E€XeAHEBHO WX OAWH pa3 B Henento
(B 9KBMBANEHTHbIX A03aX) A5 NoAAEPKaHUSA KOHLEHTPALIMK
25(0H)D cbiBopoTKM He MeHee 30 Hr/mn [76, 187-189]
(YYP—C, Y44 — 5).

Tepanuio octeonopo3a npu MB peKoMeHA0BaHO NPOBO-
[AUTb COMMAacHO KIMHUYECKMM PEKOMEHJALMSM MO OCTEONO-
posy [34, 102, 186] (YYP — C, Y44 — 5).

Tepanusi XxpOHN4E€CKOro pUHOCUHYCHUTa

M Ha3a/IbHOro MoJinno3a

Mpun Hanuumn XPC pekomeHayeTcs WMppUraunoHHas
Tepanua [99, 190] (YYP — A, Y44 — 1).

Mpu Hann4ymMmM Ha3anbHOro NOANNO3a pPeKoMeHayeTca
Tepanua KOpTUKOCTEpOUaaMun B BUAE Ha3anbHOro cripes
[76, 191, 192] (YYP — A, YAA — 1). JoKa3aHa adpdeK-
TUBHOCTb B OTHOLEHUN YMEHbLIEHNA pa3Mepa NONUNOB;
npeanoyYTeHne cnegyeT oThaaBaTb KOPTUKOCTEpOMAAM
B BMAE Ha3aNbHOro Cnpesi ¢ HauMeHbllel CTEMNeHblo
cucTtemHon abcopbumn (MomeTasoHa dypoaT B Ao3e
400 MKr/cyT y B3pocnbix, 200 MKr/cyT y aeten ¢ 2 neT,
ANUTeNbHbIMKM Kypcamu OoT 2 Ao 12 Mec, B HEKOTOPbIX
cnyyadax — [ofiblie), B T.4. MOC/ie PUHOXMPYPrUYECKOro
neyeHus.

Tepanus XPOHWYECKOro MNOMMMO3HOIN0 PUHOCHHYCHUTA
npoBoaunTcs AopHa3om anbda (cM. paszgen «MyKonnTuyeckas
Tepanus»).



Ta6nunua 14. AHTUMUKOTUKHK, MPUMEHSAEMbIE NPU annepruyeckoM 6POHX0NEro4HOM acneprunnese 1 XpoOHM4EeCKOM acnepruniese nerkux

[17, 37,68, 69]

CyTo4Hble A03bl

KpaTHocTb npuema

(popma AN MHbEKLMOHHOTO NPUMEHEHNS)

yepes Hebynaizepl 2

AHTUMMUKOTUK o MNMyTb BBeaeHUA
ANA peten B AA€Hb
#BopuoHason 18 mr/Kr BHyTpb 2
(npoTMBONOKasaH aetam o 2 neT)
#BopuKoHa3on 18 mr/Kr B 1-e cyT,
B/B 2
(npoTMBONOKa3aH aetam 4o 2 ner) 3aTem 16 mr/Kr
#Mrparonazon [o 12 net: 5 Mr/Kr
TabneTku . BHyTpb 2
Crapue 12 net: 200 mr
(NpoTMBONOKa3aHbl AeTaM A0 3 neT)
#lNo3aKkoHason 1 (B NepBbIV AeHb —
- BHyTpb
TabneTkn 2 pasa B [ieHb)
#lNo3aKkoHa3on
CyCNeH3us ANna npuema BHyTPb - BHyTpb 2-4
(npoTMBONOKasaH aetam ao 13 ner)
2 i

#KacnodyHrux 7omr/mes 1 ‘;”e”b’

3aTem no 50 Mr/m< (cyToyHas B/B 1
(NnpoTMBONOKa3aH AeTaM 0 3 MEC KU3HW)

[03a He Bbiwe 70 Mmr)
#AMmboTEepULMH B [nMnocomManbHbIi] 3-5 mr/Kr/cyT B/B
#AMbOTEPULMH B [MMNUAHBIN KOMNNEKC] 5 mr/Kr/cyT B/B 1
#AmboTepuumH B 0,6-1,0 mr/Kr/cyT B/B
#AmdoTepuUMH B [nMnocomanbHbIn] #VHrANALMOHHO
dopMa AN UHbEKLMOHHOMO NPUMEHEHUS 12,5 mr N 192 2 pa3sa B Heaento
yepes Hebynansep

(NMpoTUBOMNOKa3aH AeTAM A0 1 MEC XU3HMK)
#AMPOTEPULMH B [MMNUAHBI KOMNNEKC] 12,5 mr #WNHrangaumoHHo 2 pasa B HeAenio

MpumevaHue. #pUMeHeHe NeKapCTBEHHOMO npenaparta y AeTel BHE 3aperucTpupoBaHHbIX B MHCTPYKLMKU JIC NoKasaHuWi NpoBOAMTCS NO
peleHnto BpaiebHON KOMUCCUK, C pa3peLlleHns JTIOKanbHOro 3TMYECKOro KOMUTETa MEAULMHCKOWM OpraHn3auum (Npy Hanu4um), ¢ yCloBueM
noAnNucaHHoOro MHHOPMUPOBAHHOIO COrnacua PoaAnUTENEN (3aKOHHbIX NpeacTaBuTenen) u pebeHka B Bo3pacTe ctapuwe 15 net; 1 — npumeHe-
HWe neKapcTBeHHbIX GOPM A5 NapeHTepanbHOro NPUMEHEHUS B BUAE MHIaniLMI pa3peLlaeTcs KOHCUIMYMOM CNELUannCToB Mo *KUSHEHHBLIM
NoKasaHusaMm, ¢ paspelleHns JToKanbHOro 3TM4ECKOro KOMUTETa MEeAULIMHCKON OpraHnu3aLmMm, Npy Hanu4ymMn NoANUCaHHOro MUHGOPMUPOBAHHO-
ro cornacus poagutenem (onekyHa) u pebeHka B Bo3pacTe cTaplue 15 neT, B yC/10BUAX CreuuannM3mpoBaHHOro ctaunoHapa. B gancHenwem npm
XOpOoLLen NepeHoCMMOCTH NpMUeM npenaparta paspelleH B ambynaTopHbIX YCNAoBUAX; 2 — uHransauuun #amdbortepuuntHa B [nMnocomanbHOro)
unu #amdoTtepuumnHa B [nMnnuaHoro komnnekca) MoryT 6biTb anbTePHATMBON MW JONONHUTENLHOM MPOTUBOrPUGKOBOM TEpanMen B Ne4eHun
ABJ1A npu HefocTaTo4YHON 3PHEKTUBHOCTH TEPANUKU CUCTEMHBIMU @HTUMUKOTUKAMU, HENEPEHOCUMOCTH a30/1bHbIX JIC UK Npu noTeHuManbHO
onacHbIX JIeKapCTBEHHbIX B3anMmoaencTauax [138, 172, 173]. Mpu Hann4mm MeSULMHCKUX NOKa3aHWM (N0 MU3HEHHBIM NOKa3aHWAM, BKIOYas
MHOMBUAYaNbHYIO HENEPEHOCUMOCTb, fanee — MO0 XU3HEHHbLIM NOKa3aHWAM) Mo pPeLeHnio BpaiebHON KOMUCCUM OCYLLECTBNAETCA Ha3Have-
HWe NIeKapCTBEHHbIX MPenapaToB He N0 MEeXAYHapOAHOMY HenaTeHTOBaHHOMY HaMMeHOBaHMIo, a N0 TOProBOMY HanMeHoBaHuo (4. 15 cT. 37
depepanbHOro 3akoHa ot 21 Hos6psa 2011 r. N2 323-$3 «06 ocHOBax 0xpaHbl 340p0BbS rpaxaaH Poccuinckon ®efepaummn» 1 n. 6 Mopagka
Ha3Ha4YeHUs NekapCcTBEHHbIX NpenapatoB, GOpM peLLenTYpPHbIX 61aHKOB Ha IeKapCTBEHHbIE Npenapartsl, Nopsaka opopMAEHUa yKa3aHHbIX
671aHKOB, UX Y4€eTa U XPaHeHus, yTBepKAEeHHOro Npuka3om MuH3aapasa Poccun ot 14 aHeapsa 2019 r. N2 4H). PeweHne Bpa4e6HOM KOMUCCUM
odopMnaeTca NPOTOKONOM U BHOCUTCH B MEAMULMHCKYIO JOKYMEHTaL Mo nauneHTa. lNpu ucnonb3oBaHuv #BOPUKOHa30M1a U Apyrux CPeacTB
rpynnbl TPUa30s/10B BCErAa CnefyeT y4nTbiBaTb BO3MOXHOCTb leKapCTBEHHbIX B3aUMOAENCTBUIA. Hanpumep, Npu HasHavyeHnn #B0puKOHa3ona
chnefyet OTMEHUTb pudaMnuULUH UK Apyrue nHAYKTopbl GepMeHToB LuToxpoma P-450 (MHrM6UTOPbI MPOTOHHOW NOMIMbI, Kap6amasenuH, GeHu-
TOWH), MOCKONbKY B 3TUX Cly4asx TepaneBTUHecKasn KOHLEHTpaLmMsa #BOPMKOHA30/a B M1a3me U TKaHAx 0Obl4HO He AoCcTUraeTcs. Y nauneHTos,
nonyyatoLmx AAUTeNbHYIO Tepanuio #80pUKOHA30/10M, MOTYT Pa3BUTLCA KOXHble peakunn GoToHyBCTBUTENBHOCTU. BO BpeMs neveHuns naum-
eHTaM peKoMeHayeTcs n3beratb UHTEHCUMBHOIO UK AJIUTENBHOMO 06/1yHeHUS MPAMbIM COSTHEYHBIM CBETOM.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents (legal
representative) and a child over the age of 15 years; 1 — administration of medications for parenteral use in the form of inhalations is allowed
by specialists council for vital indications, with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed
consent from parents (legal representative) and a child over the age of 15 years, within special hospitals. Lately, in case of good tolerance, the
medication is allowed within outpatient clinics; 2 — inhalation of #amphotericin B [liposomal] or #amphotericin B [lipid complex] may be an
alternative or additional antifungal therapy in the treatment of allergic bronchopulmonary aspergillosis in case of lack of efficacy of systemic
antimycotic therapy, intolerance to aerosol therapy, or in case of potentially dangerous drug—drug interaction [138, 172, 173]. If clinically indi-
cated (for vital indications, including individual intolerance, hereinafter — for vital indications) and by decision of health authorities, medications
are prescribed not by the international nonproprietary name but by the commercial name (part 15 of art. 37 of the Federal Law dated November
21, 2011 Ne 323 “On fundamental healthcare principles in the Russian Federation” and paragraph 6 of the Procedure for prescribing drugs,
prescription forms for drugs, procedure for issuing these forms, its accounting and storage, approved by the Order of the Ministry of Health
of Russian Federation, dated January 14, 2019 N? 4H). The decision of health authorities is drawn up by the protocol and recorded into the
patient's medical record. We should consider the possibility of drug-drug interactions at administration of #voriconazole or other medications
from triazole group. For example, when prescribing #voriconazole, rifampicin or other inducers of cytochrome R-450 enzymes (proton pump
inhibitors, carbamazepine, phenytoin) should be discontinued, since the therapeutic concentration of #voriconazole in plasma and tissues can-
not be usually achieved in these cases. Patients receiving long-term #voriconazole therapy may develop cutaneous photosensitivity reactions.
Thus, patients are advised to avoid intense or prolonged exposure to direct sunlight during the treatment.
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9

NEAWATPUYECKAA ®APMAKONIOIUSA / 2022 / TOM 19 / N2 2



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Tepanuns gbixaTte/IbHONH HE4OCTAaTOYHOCTH

[bixaTenbHas HEAOCTAaTOYHOCTb — 3TO MATO/IOMMYECKNNI
CMHAPOM, NPU KOTOPOM MapumanbHOE HanpsiKeHWe KUCo-
poaa B apTepuasnbHOM KpoBu MeHblie 80 MM pT. cT. (SpO,
95%) u/Mnn napumanbHOe HanpsiKeHUe YrineKUcnoro rasa
6onbwe 45 MM pT. CT.

o BpemeHu pa3BuUTUS pasnnyaloT OCTpyio (HapacTaHue
CUMMTOMOB B TeYeHWe YacoB WAU OHEN) U XPOHUYECKYIO
(B TEYEHME HEAENb UK MECSLIEB) AblXaTe/bHYI0 HEAOCTaTOou-
HOCTb. C K/IMHMYECKOM TOYKMU 3pEeHnsa LenecoobpasHo eue
BblAENATb OCTPYIO AblXaTebHY0 HEAOCTaTOYHOCTb Ha GpOoHe
XPOHUYECKOMN.

MpunymMHa pa3BUTUS XPOHUYECKOW [AblXaTe/IbHOW HeAo-
CTATOYHOCTHM y NaUMeHToB ¢ MB — CTPYKTYPHbIE U3MEHEHUS
NEerkux, KOTopble pas3BMBalOTCH BCMEACTBME XPOHMYECKO-
ro 6pPOHXOMIErOYHOr0 MpoLecca M NPUBOASAT K CHUXKEHUIO
abconoTHOM naowaan raldoobmeHa. [lpuunHa pasBuTUSA
OCTPOW AblXaTeNbHOM HEAOCTAaTOYHOCTU — 06OCTPEHME XPO-
HMYECKOr0 FTHOMHOro GPOHX0NEro4YHOro NpoLecca B NErkux,
Nero4yHoe KpoBOTeveHue, NMHeBMOTOpaKC. MPUYUHBI MOTyT
6blTb ¥ 06LMMU, B HACTHOCTU Pa3BUTUE BUPYCHOW NMHEBMO-
HWW B pasrap anuaemMuu rpunna.

OpyruMm BaXHbiIM KOMMOHEHTOM B pa3BUTUM [Abixa-
TeNbHOW HeJoCTaTOYHOCTM Y nauueHToB ¢ MB aBnsetcs
cnabocTb U YTOMIEHME AblIXaTeNbHOW MyCKynaTypbl, O4EHb
4acTo COMNpoBOXAawolIMe TsAKenoe TeyeHue 3abosneBa-
HUS.

MpoBeaeHne KucnopogoTepanuu pPEKOMEHA0BaHO
npn Pa0, < 55 MM pT. cT. B noKoe wiun npu Pa0, < 60 mm pT.
CT. B MOKOE, HO NPWU HaNNYUN OTEKOB, NOAULIUTEMMM, JIETOY-
HoM runepTteH3un [105, 106] (YYP — C, Y4 — 5). «3onoton
CTaHJapT AMArHOCTMKWM HapyleHuh razoobmeHa — aHa-
/N3 KPOBWM Ha KWUCIOTHO-OCHOBHOE COCTOsIHME C 3a60OpOoM
13 Iy4eBON apTepPUN.

* Kucnopogotepanus peKoMeHaoBaHa He MeHee 15-24 4

B [l€Hb.

* LUeneso# ypoBeHb: SpO, 90-92%.

Mpn rMnepKanHM4YecKon AbixaTelbHOM HEeAOCTaTO4YHOCTH
y nauuneHToB ¢ MB peKkomeHAoBaHa HeMHBa3MBHasi BEHTU-
naums nerkux [193-195]. Lenb ee npoBegeHus — HopMa-
NM3auma Uan ynydlleHne razoobmMeHa. K nonoxutenbHbiM
addeKTaM TaKKe MOXKHO OTHECTU IDDEKT ynyylieHns gpe-
Ha)ka MOKPOTbI 3@ CHET 3HAYMTENBHOIO Yy4lleHUs KonnaTe-
panbHOM BeHTUAsAumn [196, 197] (YYP — C, Y44 — 5).

KoHcepBaTuBHas Tepanus MEKOHMEBOIo uaeyca

Bblgensitot ase GpopmMbl MEKOHWEBOTO Ueyca.

HeocnoxHeHHas dopma — MNAOTHbIN MEKOHMN POpMKU-
pyeTcsi BHYTPUYTPOGHO M 3a6GMBaEeT AUCTajibHble OTAEeNbl
TOHKOM KMLUKM, Bbi3blBas AnnaTaumnio NPOKCUMasbHbIX, yTON-
WEHNE KMULWEYHOM CTEHKM M KMUILEYHYID HEMNPOXOAMMOCTb.
Mpn HEOCNOXKHEHHOM MEKOHMEBOM Mjleyce BO3MOXKHA KOH-
cepBaTUBHas Tepanus.

OcnoxkHeHHas ¢dopMa OO6CTPYKUMU KULWKKW NPUBOAUT
K CErMEeHTapHOMY 3aBOPOTY, aTPe3nun, HEKPO3Y nan nepdo-
paLMn KUWKK, MEKOHWEBOMY MEPUTOHWUTY MAM 06pas3oBa-
HUIO TMFTAHTCKOM MEKOHWEBOM NCeBAOKUCTbI. OCNOXKHEHHbIN
MEKOHMEBbLIV Mneyc Bceraa TpebyeT SKCTPEHHOro XMPYpPru-
yeckoro ne4venus [20, 115].

KoHcepBaTMBHasi Tepanus MEKOHMEBOro uWieyca
ANS IMKBMAALMW HENPOXOAMMOCTH KUILEYHMKA Y MaLMEHTOB
¢ MB mMoxeT 6bITb peKOMeHA0BaHa nNpu cob6t04eHMn Heob-
XOAUMbIX YCNOBUW:
® OTCYTCTBME PEHTIEHONOMMYECKMX MPUSHAKOB XNpypruye-

CKMX OC/IOXKHEHWH;
® OTCYTCTBME MATONOrMYECKOro OTAENSEMOrO U3 XKENyaKa;
® oTcyTCcTBME 60NEBOr0 CUHAPOMA;

®  KOMMEHCUPOBaHHbIN METaboNNYECKUA U BOIEMUYECKUI
ctatyc [100, 198, 199] (YYP — C, Y44 — 5).

KoHcepBaTuBHasi Tepanunsi cHHAPOMa AUCTaIbHOM

MHTECTUHaJIbHOH 0GCTPYKLHNH

Ona nevenna CAMO y nmauueHTOB ¢ MYKOBMCLMAO30M
C Lle/Ibl0 BOCCTAHOB/IEHUS NMaccaa KULWeYHUKa npu oTcyT-
CTBMM MPU3HAKOB KWLIEYHOW HEMPOXOAMMOCTU PEKOMEH-
AYyl0TCS NpUMeHeHne 60MblUnX 403 aueTunuuctemHa (600—
1200 mr/cyT), naktyno3bl (0T 5 go 45 mn/cyT) B 3 npuema
B 3aBMCUMOCTM OT BO3pacTa, 06MNbHOE NUTbE, TMNepPoCMo-
NSiPHblE PacTBOpPbI, HOpPManM3auus pexuma U AO3UPOBKM
npuemMa naHkpeatMyeckux depmeHTtoB [1, 2, 200, 201]
(YYP—C, Y44 — 5).

Tepanus nceBgo-baptrep-cnHapoma

JNeyeHnune pazsuBlierocs NMNbCynauneHToB ¢ MB peKomeH-
[JOBaHO NPOBOAWTL NpenapaTaMu Kanusa xnopuaa, Kanummcoe-
perawwnumMn guypetukamun ans npopunakTukn 31eKTponuT-
HbIX HapyweHun [1, 2 ,42, 72] (YYP — C, Y44 — 5).

MaTtoreHeTn4yeckas Tepanus

(nBakagTOp + nymakagrop)

PekomeHgyeTcs npumeHeHne KomMbGMHauuMM UBa-
KadTop + nymakadtop (MBakadTOop (NnoTeHumatop OenKa
MBTP) + nymakadtop (Koppektop 6enka MBTP)) y nauyu-
eHToB ¢ MB, romMo3uroTHbix no myTtaumn F508del B reHe
CFTR, ¢ uenbilo NaTtoreHeTM4eCKOro sie4eHus, NoBblILEHUS
KonnyecTBa aKTMBHOro 6enka MBTP Ha noBepxHOCTU Kne-
TOK 9K30KPUHHbIX Xefes, NOBbIWEHNS Nero4HON QYHKLMHK,
CHW}KEHWUS YacTOTbl SIErOYHbIX 060CTPEHUN U 3aMefNneHus
nporpeccupoBaHua 3aboneBanus [95, 202, 203] (YYP — A,
ya4d — 1). Kom6uHauns nakadTtop + nymakadbTtop noka-
3aHa anea nevenuss MB y nauueHToB B BO3pacTte 2 neT
n ctapuwe (3dPeKTUBHOCTb U 6€30MacHOCTb KOMOUHaLIMK
nBakadTop + nymakabTop yCTaHOBMEHA TOMbKO Y NauueH-
ToB ¢ MB, romo3uroTHbix no myTtauum F508del B reHe CFTR).
Mpn OTCYTCTBMM JaHHbIX O FeTEPO3UrOTHOM HOCUTENbCTBE
mMyTauun F508del y poautenen pekoMeHAyeTcst AOMOHU-
TenbHOe obcnegoBaHue (cM. pasgen «JlabopaTopHble ana-
FHOCTUYECKME UCCNEefOBaHUSY).

Tepanus npenapatamu Apyrux rpynn

M/MIN 110 0COObIM NMOKa3aHNUAM

Onsa Tepannn MB npumeHsieTcs paj JIeKapCTBEHHbIX
npenapatoB Apyrux dapmaKkoTepaneBTUYECKUX pynn.
Kak npaBuno, pelweHne 0 HasHavyeHun 3Tux JIC JOMKHO
nNpPUHUMaTbLCS cneunanucTaMm MeaULMHCKON opraHu3aumu
denepanbHOro ypoBHS Ha OCHOBaHWM WHAMBUAYANbHbIX
noKasaHuw.

PekomeHgyeTcs paccMoTpeTb Ha3Ha4YeHue KOpPTUKOoCTe-
poOMAOB A5 CUCTEMHOIO MPUMEHEHUS MpPU:

°  TSXKENOM TeYeHUH, 06yCNOBAEHHOM YacTbiMn 060CTpe-
HUSIMW C SIBIEHUSIMU BbIPAXKEHHOW AblXxaTeNbHOM Hepo-
CTaTO4YHOCTH;

° [ANWUTENbHOM BOCNaNUTENbHOM MPoLEeCcCe, OCI0XKHEHHOM
06pa3oBaHnEM aTeNleKTaTU4ECKMX UBMEHEHUI B NETKUX;

® BbIPaXXEHHOM M CTOMKOM OGCTPYKTUBHOM CUHAPOME,
pedpaKTePHOM K AENCTBUIO 3,-arOHUCTOB;

e ABNA[1, 2, 20] (YYP — C, YAA — 5).

NMauymeHTam ¢ MB 1 XpOHMYECKON CUHETHONHOW UHEK-
LMen B KayecTBe NPOTMBOBOCManUTENbHbIX JIC peKomeHao-
BaHO Ha3HayeHWe MaKpoSMAOB (KNapuTPOMULIMH, a3uTpo-
MULMH) C LIe/blO 3aMeAIeHUs NPOrpecCnpoBaHms CHUKEHNS
nerovyHon dpyHKUMK [1, 2, 6, 20, 139, 204-207]:

°  a3uMTPOMUUMH B Ao3e 250 Mr (nauMeHTam ¢ Maccom Tena
meHee 40 Kkr) n 500 mr (naumneHTam ¢ maccon Tena 40 Kr



M 60siee) Yepes ABa AHA Ha TPETUH Mexay npuemamu
NUWK, ANUTENBHOCTb TEpanuMu WMHAMBMUAYaNbHA Y Kax-
poro 6onbHoro [2, 139, 204-206] (YYP — C, Y44 — 5);
°  KNapuUTPOMULUMH B A03e 125 Mr (nauMeHTaM ¢ Maccomn
Tena meHee 40 Kr) unn 250 mr (nauMeHTam ¢ Maccom
Tena 40 Kr u 6onee) 4epes AeHb HE3aBUCUMO OT Npuema
nuwum [2, 139, 207] (YYP — C, Y44 — 4).
HecTepouaHble nNpoTMBOBOCMANUTENbHbIE NpenapaTbl
B HacToslee BpemMsa MOryT paccMaTpmMBaTbCs KaK anbrep-
HaTMBa KOPTMKOCTEpPOMAAM AN CUCTEMHOIO NPUMEHEHMS
C npoTuBoBOCnanuTeNbHOM uUenbto. OgHaKo 3T0 KacaeTcs
TONIbKO ubynpodeHa. MeToauKa HasHaydyeHus: nobynpodeH
Ha3HavaeTcs B fo3e 20—30 Mr Ha 1 Kr macchbl Tena aBax bl
B [€eHb AeTAM B Bo3pacTe OT 6 net. MakcumanbHas cyTou-
Has Ao3a Ana B3pochnblx coctaBnseT 1,2 r. MakcumanbHas
CyTO4YHas fJo3a ANs AeTeN M NOAPOCTKOB B BO3pacTe oT 12 Ao
17 neT— 1r[41, 2, 20, 208-210] (YYP — A, Y44 — 1).
AueTunumuctenH pekomeHayetcs B no3e 1200 mr/cyt
y naumneHToB cTapwe 12 net u B go3e 600 mr/cyT y aeten
Mnagwe 12 net B 2 npuema HenpepbiBHO C MepPBOro AHs
NPUMEHEHNs aMUKalnHa B Te4eHMe BCero Kypca 1M 7 gHen
nocsie ero OKoOH4aH1s (MMHUMYM 6 Hea) ANS CHUXKEHUS OTO-
TOKCUYHOCTU. [lpenapaT MMeeT OTHETAMBbLIA ClyXOCoxpa-
HAOWMN 3ddEKT NMPU aMUHOIIMKO3MA-CBA3aHHON noTepe
cnyxa, NOHMXKaeT PUCK OTOTOKCMYHOCTM Ha 80% M npeg-
ynpexaaeT pa3BuTue aHTUOUOTUKOPEIUCTEHTHOCTH, ABNS-
eTcs aHTMoKenaaHTom [2] (YYP — C, Y44 — 5).

KuHe3utepanusa

Bcem nauneHtam ¢ MB B 0653aTeibHOM NOpsiiKe PeKO-
MEHAOBaHO NPOBeEeHNE KMHE3UTEPANUN NO MHAMBUAYANb-
HOWM nporpamMmme (METOAMKW APEHUPOBaAHUSA BPOHXMANbHOIO
aepesa 1 nevyebHaa GU3KyNbTypa) C Lenbto ynyyweHusa aBa-
Kyauuu MOKpoThI [1, 2, 20, 195, 211] (YYP — C, Y44 — 5).

MauneHTam ¢ MB peKkomMeHAyTCa perynspHble 3aHaTus
ne4yebHOn PUIKYNLTYPON C LEenbio ynyylleHUs 3BaKyaluu
MOKPOTbI, YKPEnIeHns AblxaTelbHOoW MyCKynaTypbl, NOBbI-
LeHMa aMoLmMoHanbHoro ToHyca [1, 2, 20, 211] (YYP — C,
yaaq — 5).

AneTtoTepanua u BUTaMUHOTEPANUA

06wMe NPUHLUNNbI AHeToTepannu y nayneHToB

C MYKOBUCLMZ030M

[uneTtoTepanus cocTaBNsSeT BaXHY0 4aCTb KOMMNIEKCHON
Tepanuu npu MB [1, 2, 20].

[MoTpe6bHOCTb B 3HEpPrun y geten u B3pochbix ¢ MB,
No AaHHbIM Pa3/MYHbIX UCTOYHMKOB, AOMKHA 6blTb NOBbI-
weHa go 120-150% no cpaBHEHWIO C TEOPETUYECKUMM
pacyeTamu Ha aKTUMYECKyl0 Maccy Tena B 3aBUCMMOCTH
OT BO3pacTa M HYTPUTMBHOrO cTtaTtyca nauueHTa. 35-40%
BCEW 3HepreTM4eCcKom NnoTpebHOCTH JOMKHO obecrneynsaTb-
cs upamu, 20% — 6enkammn 1 60-65% — yrnesogamu [61]
(YYP — C, Y44 — 5). MauneHTam ¢ MB Heo6xoaMma paHHAs
HYTPUTMBHAA NOAAEP)KKA. YCTaHOBfieHa HenocpeacTBeH-
Hasi CBA3b MEXAY COCTOSIHMEM MUTaHUsa U yHKUMen ner-
Kux. CywecTByeT npsimas Koppensauus Mexay nokasaTenem
UMT, dyHKUMEN NErKUX U NPOAOSIKUTENBHOCTbLIO XU3HU.

Ona obecnevyeHUs MNOBbLIWEHHbIX 3HEPTreTUYECKUX
noTpebHOCTEN KanoOpPUMHOCTb CYyTOYHOrO paulMoHa nauu-
eHTam ¢ MB peKkomeHAayeTcs paccyuTbiBaTb He Ha dak-
TUYECKYI0, @ Ha LO/MKEHCTBYIOWYIO Maccy Tena € y4eToMm
KaTabo/MYeCKUX MPOLLECCOB MPU XPOHMYECKOM BOcCMane-
HUK U ncxoaa n3 geduumTa maccol Tena [2, 61] (YYP — C,
yaa — 5).

Mpu TAXenow abixaTeNbHON HegocTaTtoyHocT 50-60%
He6EeNKOBbIX KalopUi AONKHO MPUXOAUTLCS Ha KUPbI (MMe-
10T HAUMEHbLLWI AblXxaTenbHbl KO3 dUUneHT — 0,7) [212].

CylwiecTByloT AOBOJSIbHO C/OXHble GopMynbl Ans pacyeTa
HEeO6X0AUMbIX AOMOMHUTENBHBIX Kanopui, OAHaKo B NoBcea-
HEBHOW MPaKTUKE MOXHO MONb30BaTbCs CAeYIOWUMN OpU-
eHTUpamu:
e 1-2ropa — 200 KKan,
e 3-5netr — 400 KKan,
e 6-11 net — 600 KKan,
e cTapwe 12 net u ans B3pocnbix — 800 Kkan/cyT [1].
HepoctaTo4HOCTb MNUTaHWS PEKOMEHAYETCA AuarHo-
CTMpOBaTb, €C/IM NPOLEHT COOTBETCTBMSA MaccChl MO POCTY
WM MOy WUAK Macco-poCTOBOM MHAEKC, daKTuyeckas mac-
ca / naeanbHasa macca no pocty M nony X 100% mMeHblue
90% y nauMeHTOB [AEeTCKOro BO3pacta, a Y NOAPOCTKOB
n B3pocnbix — ecnm MMT coctaensieT MeHee 18,5 Kr/m2.
BegeHune nauuneHtoB ¢ MB ocywecTBnsioT B 3aBUCUMOCTH
oT ux du3mn4deckoro cratyca. [py noKkazaTensx z-Kputepus
no UMT ot —1 go —2 cneayeT AMarHOCTUPOBaTb CPeaHeTs -
Keny HefoCTaTOYHOCTb MUTaHUA, a NpU > —2 — TAKENYIo
HegocTaTovHOCTb NUTaHus [154] (YYP — C, Y44 — 5).
PekomeHgoBaHHaa LUeNb HYTPUTUBHOM MNOAAEPHKKM
npy MB — o6ecneyntb GU3MYECKOE pas3BUTME NaLMUeHTa
CcornacHo Bo3pacTHbIM HOpMaM (AOCTUXKEHWE NoKasaTtenen
dun3nyecKoro pasBuTUA B rpaHuue 25-75- nepueHTUIun
nocsne KOppeKUnn HYTPUTUBHOIO cTaTyca, peKomeHayemas
uenb — 50-1 nepueHTunb) [61] (YYP — C, Y44 — 5).

HeTtn nepBoro roga >n3Hm

[pyaHoe BCKapMavMBaHue

NaeanbHbIM 4N HOBOPOXAEHHbIX M AeTeN NepBoro roaa
U3HW SBNSETCA HenacTepu3oBaHHOE rpygHOe MaTepuH-
CKO€ MOJIOKO, TaK KaK OHO COAEPXWT LUMPOKWUIA CneKkTp
3aWMTHBIX GaKTOPOB U BUONOrMYECKN aKTUBHbIX BELLECTB.
BakHyl0 ponb Urpaet akTMBHOCTb TepMONabuabHON Aunna-
3bl B HAaTUBHOM (HenacTepM30BaHHOM) KEHCKOM MOJIOKE.
Ona peten ¢ MB nokasaHa 3aluTHas poJib €CTECTBEHHOIO
BCKapMAUBaHMS: MAaAeHLbl, NOoNyYalolwme rpyaHoe MoJIoKo,
MMEIOT Nyylne noKasaTenun nerovyHbix GYHKUMM U HUSKYIO
4acTOTy MHOEKLMOHHbIX 3MM3040B MO CPaBHEHUIO C AETb-
MW Ha MCKYCCTBEHHOM BCKapMavMBaHuWW. HOBOPOXKAEHHbIE
W OeTU NEePBbIX MECALEB XU3HU, KOTOpble HE MOTYT caMo-
CTOATENbHO BbiCacbiBaTb HEO6X0AWMbIM 06bEM MOJIOKa
M3 rpyau BBMUAY TAXKECTUM COCTOsHMS (o6waa cnabocTb,
oAbllKa, cepaeyHo-neroyHas HeaoCTaTOYHOCTb), AONMHbI
nonyyatb CLEXEHHOEe HemnacTepu3oBaHHOE MaTepUHCKOoe
MOJIOKO U3 BYTbINIOYKM MK Yepes3 Ha3oracTpasbHbli 30HA.

B HeKoTopbix cnydasax TpebyeTca [ONOMAHUTENbHOE
NOCTYMNJIEHUE 3IHEPTUM C MOMOLLBbIO O6OralleHus rpyaHo-
ro monoka. TaK, nNpu HegocTaTto4yHOW npubGaBKe Macchl
Tena MOJIOKO MOXHO oborawaTbh Ao6aBNEHUEM Ha KaxAable
100 Mn Nnpubnn3nTenbHo 5 r (1 MepHas I0XKKa) Cyxon cmecu
Ha OCHOBe ruaponusata 6efKa CO cpefHeLenovyeyHbiMu
Tpurnuuepuagamum (CUT).

OeTtam rpygHoro Bo3pacta ¢ MB v naHKpeaTuyecKown
HeAOoCTaTOYHOCTbIO PEKOMEHAYeTCA Ha3HayaTb depMeHT-
HYI0 3aMECTUTENbHYIO Tepanuio NpenapaTtaMmu naHkpeaTuHa
(B BMAE MUHU-MUKpOChEP) B KaxAoe KOPMIEHUE C LieNblo
KOPPEeKLMM MaHKpeaTMYeCKoOn HeaocTaTovHOCTH [2, 61]
(YYP — C, Y44 — 5). C MmOmMeHTa BBeAeHUS HEOHATa/IbHOIo
CKpWHWHra Ha MB B Poccun (2006 r.) nosiBUnacb BO3MOX-
HOCTb paHHero Ha4vana fle4yeHusl, OgHaKO BOMpPOC, Korga
M KOMY HayuMHaTb 3aMeCTUTENbHYI0 Tepanuio NaHkpeaTu-
YeCKUMU depmeHTaMK, He Bcerga siceH. YpoBeHb MaH-
KpeaTu4yecKoMn anactasbl 1 B CTy/e B Te4eHWe NepBoro roga
KMU3HW MOXKET CyLEeCTBEHHO BapbUpoBaTb, U OAHOKPATHOrO
€ro u3MepeHus He Bcerga goctatoyHo. CnegyeTr opueHTUpo-
BaTbCA Ha TeMMbl NPMBGaABKKN B Macce M nokasaTenn Konpo-
rpammsbl (Hannyue cteatopen) [61].
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

CmellaHHOe/UCKYCCTBEHHOE BCKapmaMBaHue

Y petei, COXpaHSAOWMUX YLOBNETBOPUTE/bHbIE TEMMbI
$U3nM4YEeCKOro pasBuUTUS, MOTYT MCMOAb30BaTbCA OObIYHbIE
ajanTMpOBaHHbIE MOIOYHbIE CMECH.

MpM cMewaHHOM/UCKYCCTBEHHOM BCKapMaMBaHUK
GONbLIMHCTBO MNajeHueB B Clyyae CBOEBPEMEHHON Auna-
FHOCTUKM NaHKpeaTUYeCKon HeJOCTaTOMHOCTH U ee KOPPEK-
LMW NaHKpeaTUuiecKnMn bepMeHTammn XopoLo pacTyT M pas-
BMBAIOTCA MPU UCMONb30BaHUM OObIYHbIX a4anTUPOBaHHbIX
MOJIOYHbBIX CMecen ¢ npeobnajaHUeM CbiIBOPOTOYHbIX 6en-
KOB B cocTaBe 6enKoBoro komnoHeHta (60 : 40) [61].

Y neten nepBoro roga *u3Hu ¢ MB He peKkomeHayeTcs
MCNONb30BaTb 3aMEHUTENN MONOKA C HU3SKUM COLEpIKaHu-
em 6enka (1,1-1,3 r/100 mn) 1 xupa (MeHee 3,5 r/100 mn),
TaK KaK OHM He o6ecneymBaloT HYTPUTUBHbIE NOTPEBHOCTH
Takux nauueHToB [213] (YYP — C, Y44 — 5).

Mpu HepgocTaToYHOM NpMGaBKe Macchl Tena y nauueHToB
¢ MB peKkomeHayeTcs oTAaBaTb NpeanoyTeHne BbICOKOKa-
NOPUNHBIM CMECHM, UMEIOLLMM B KayecTBe XMPOBOr0 KOM-
noHeHta CUT 1 pacTuTenbHble XUpPbl B 3MYIbrMPOBaHHON
dopme, 4TO NOIBONSET YNYYLWUTb YTUANIALMIO KUPA U CHU-
3UTb 403y NaHKpeaTuyeckux dpepmeHToB [214] (YYP — C,
yaa — 5).

PekomeHJ0OBaHO Ha3HayeHue CMecew Ha OCHOBE MMAPO-
NM3aTOB MOJIOYHOrO 6€e/Ka Npu anneprum K 6eKkam Koposbe-
ro MOJ/IOKa 1 BpEMEHHO — Noc/e onepaTMBHOrO BMellaTeslb-
cTBa No NoBoAy MeKoHueBoro nneyca nan CANO nubo apyrmx
onepatuBHbIX BMeLlaTeNbCTB Ha KUWEYHWKe C nedvebHon
uenbto [213] (YYP — C, Y44 — 5).

MaumeHTam, nonyyalowmm MaCCUBHYIO aHTMBaKTepu-
anbHylo Tepanuio, a TakKe NOBTOPHbIE KYPCbl aHTMOUOTUKOB
peKOMeHA0BaHO BBECTM aAanTUPOBaHHYIO KUCIOMONOYHYIO
CMeCb WK CMeCb, 060raleHHyo NPoBUOTUKaMK, B KONMUYe-
cTBe A0 1/3 cyTo4yHOro o6bema KOpMIEHUs 4na nogaepa-
HUS HOpMabHOW MUKPOdNOpPbI KMWeYHuKa [213] (YYP — C,
yaa — 5).

MpuKkopm peKomMeHayeTca BBOAUTbL B 4-5 Mec (Kak
M B MONynauMuM 340POBbIX AETeN), a HEKOTOPbIM AeTAM,
npv HU3KoW NpnbaBKe B Macce, — paHbLUE C LieNbio KOpPeK-
LMK OaHHbIX Hapywexwun [213] (YYP — C, Y44 — 5).

NMntaHne AOWKONIBHUKOB M LUKOJIbHUKOB U B3POC/IbIX
CTtaHgapTHble MPUHLMNbI MMTaHWA O4WHAKOBBI NS AeTeN,

NOAPOCTKOB U B3POCbIX.
OCHOBHOW MPUHLKUM — «a@KTUBHbIA» MOAXOA K MUTAHMIO

nauueHta ¢ MB B nto6om Bo3pacTe:

°* nuTaHuMe pebeHKa AOMKHO ObiTb perynapHbiM (6 pa3
B A€Hb JaXe ANS WKOMbHUKOB, @ TaKKe AN19 B3POC/blX,
dopmyna 3 + 3): 3 OCHOBHbIX NpMeMa NuLiM (3aBTpak,
oben, YHWH) MU 3 OOMNONHUTENbHbLIX NepeKyca (BTOpoM
3aBTpakK, NOAAHMK, Ha HOYb);

® MNUTaHWe AONXKHO ObiTb «MOTHbIM» B KaXAblh OCHOBHOM
npveM MWLM SOMKHbI BKIOYaTbCs 6t04a, cogepalume
KayeCTBEHHbIE XXWBOTHble 6eNKK, LUMHK (MSco, cybnpo-
OYKTbl, pbi6a, Aiua 1AM MONOYHbIE MPOAYKTbI — CbIp,
TBOPOT), KA4YECTBEHHbIE XWUPbl (PacTUTENbHOE, CIUBOY-
HOe mMacno, cMeTaHa, C/IMBKM), COXHbIe (Kpynbl, xN1e6,
OBOLLN) U B MEHbLUEN CTENEHU NPOCTble (GPYKTbI, Clnago-
CTH, BapeHbe, Mef) yrnesosbl;

® [OMNOMHUTENbHbIE MPMEMbl MNUWMK (NepeKycobl: BTO-
pon 3aBTpakK, MOJAHUK, Nepea CHOM) o06a3aTesibHbl;
OHM COCTOAT, KaK MNpaBu/o, N3 KUCOMOMOYHbIX MPOAYK-
TOB, TBOPOra, PPYKTOB, BbIMEYKU U YMEPEHHOIO KONMYe-
CTBa cnajocTen.
Mpn myKkoBucumpoze Ao 10% nauueHToB K MOAPOCT-

KOoBOMY BoO3pacTy dopmupytoT GMbpo3 U LMPPO3 MeYEeHH;

no 13% nauueHtoB K 20-netHemy Bo3pacTy u go 50%

k 30 rogam — M3C/J. Moatomy, HECMOTPSA Ha To, 4TO Npu MB,

npu OTCYTCTBMMU aiepruyecknx peaxuui, B MexKayHaposa-

HblX peKoOMeHZauumax paspelleHbl Ntobble NPOAYKTbI, HEKO-

Topble 61104a HE pekomeHAayeTcs ynoTpebasTb NOCTOSAHHO

“ B 60/bLUMX KOMYECTBAX:

° MNPOAYKTbl M 6nioga, OCNOXHAKWME paboTy nevyeHu
M KEeNYeBbIBOASAWMX NyTen — TyronjaaBKME M TpaHC-
XUpPbI (CM. Bblle), Kpenkue 6ynbOHbl, OCTPble, KUCMble
61t04a U NPAHOCTH;

° MNPOAYKTbl MPOMbIWAEHHOr0 MPOM3BOACTBA, CoAepa-
wre 60blWOe KOAMYECTBO CTabunn3aTopoB, WMCKYyC-
CTBEHHbIX KpacuTenewn n KOHCepBaHTOB, ManloHe3 npo-
MbILWAEHHOIo MPOM3BOACTBA;

® T.H. «<MYCOPHYIO MuLLy», rOTOBblE Cyxue nonybabpuKarbl,
dacTdya;

° CnagKuve rasupoBaHHble HanUTKM U Hepa3baBneHHble
$PYKTOBbIE HAMUTKK NPOMBbILINEHHOIO MPOU3BOACTBA;

e B 60ONbLIOM KOMMYECTBE U OTAENBHO OT APYrMX NPUEMOB
nMwn — padurHUpOBaHHbLIE NPOCTbIE YrNeBoabl (caxap,
KOHdETbl) C Lenblo He JOonycKaTb PE3KOoro nogbema
YPOBHS MIMKEMUH;

°  NpW gUCNencuyYecKmx BneHnUsax — 6onblne o6bembl NPo-
LYKTOB, YCUIMBAIOWMX ra3006pa30BaHNE B KULIEYHUKE:
LleNbHO3EPHOBOM U OTPYOHOM X/1€G, CBEXKYIO U KUCNYIO
6€e/0KOYaHHYI0, KpaCHOKOYaHHYI KanycTy, 6060Bble,
CBEKIY, KOXHMLY M CEMEYKM OT GPYKTOB, OPEXH, FPUOBHI.
Mpn 6poHX0NEroYHbiXx O6OCTPEHUAX, 3HAYUTEbHOM

OTCTaBaHMM B Macce Tena ANna yBenuyYeHus nocTynie-

HUSi 3HEpPruu, BbICOKOKa4yeCTBEHHOro 6efka, BUTaMMHOB

M MUHepanbHbiX BELWECTB B KayeCTBE MEPEKYCOB PEKOo-

MeHAYyeTCs MCMofib30BaTb CMELManM3MpoBaHHble BbICOKO-

3HEepreTM4eCcKMe KOKTEWIU WMAM CMeCH AN SHTepanbHOro

nutanus [2, 61] (YYP — C, Y44 — 5).

PekomeHgoBaHo ob6oralieHue pauuMoHa MOAMHEeHachbl-
WEHHbIMU XUPHBIMU KNWCAOTaMK, KanbLMeM, NPOBUOTUKaMM
4N BOCMNOJIHEHMSA MOBbIWEHHbBIX HYTPUTUBHbLIX NOTPEOHO-
cTen nauneHToB ¢ MB. C uenbto o6oralleHu1s pauMoHa ome-
ra-3 XMPHbIMKU KMCNOTaMW PEKOMEHAOBAHO UCMONb30BaTh
cnaboconeHytlo (He KOMYEHYI0) XKUPHYID MOPCKYI pbiby:
cenbfib, cemry, Gopenb 1 gpyrue 1ococeBble, MKPY 3—4 pasa
B Hefesto B KavyecTBe 3aKycku [61] (YYP — C, Y44 — 5).

PactutenoHoe macno (nbHAHOE, ThIKBEHHOE, KeApOBOE,
Macno rpeLKoro opexa, coeBoe, pancoBoe, NOACONHEYHOE,
KYKYpPY3HO€, OJIMBKOBOE) PEeKOMEeHAyeTCs MCMnofib30BaTb
B HepadunHUPOBaAHHOM BUae 63 TEPMUYECKON 06pabOoTKH,
fo6aBnsAa B canatbl M roTOBble OBOLHbIE 6/t04a, ANS MNpu-
rOoTOBNEHUS AOMAalLHero MawoHes3a C Lenblo oboraleHus
pauMoHa MNOMMHEHACHIWEHHBIMU XUPHBIMKU  KUCOTaMM
1 6MONOrMYECKN aKTUBHbIMK BellecTBamu [2, 61] (YYP — C,
yaa — 5).

NaumeHTam ¢ MB peKoMeHayeTcs exeqHEBHO ynoTpeo-
NATb B Ka4eCTBE OCHOBHOIO UCTOYHMKA KanbLMS U BbICOKO-
KayeCTBEHHOro 6e/lKka Heo6e3XKMPEHHbIE MOJIOKO, TBOPOT,
Cblp, KMUCNOMONOYHblE MPOAYKTbI, O6OraweHHble XWBbIMU
lWTaMMaMn MpoBUoTUKOB (BndnaobaKTepun U nakTobaK-
TEPUN) — MOTypTbl KOPOTKOIro CpoKa XpaHeHus, 6uokedpup
wt.n.[1, 2] (YYP — C, Y44 — 5).

Mpn dopmunpoBaHun M3C/L, peKomeHayeTcs Kanopui-
HOCTb pauMOHa W COoAEpXKaHWEe YKMPOB COXPaHSATb MOBbI-
WEHHbIMW 419 BOCMOJIHEHUS MNOBbIWEHHbLIX HYTPUTUBHbIX
notpebHocTen naumeHtoB ¢ MB [1, 2, 49, 73] (YYP — C,
yaa — 5).

MHWKPOHYTPUEHTbI H BATAMHHbI

Bcem getam ¢ MB pekomeHA0BaHO nogcanmMBaHue nuum
C LeNblo KoppeKunn B6anaHca xaopa v HaTpusa (Tabn. 15)
[2,61] (YYP — C, Y44 — 5).



Ta6nuua 15. CyTouHble noTpe6HocTh B conu (NaCl) y aeten ¢ MykoBrcUMAO30M [2, 61]
Table 15. Daily salt requirements (NaCl) in children with cystic fibrosis [2, 61]

Macca tena pe6em(a-/ Temnepartypa <5 Kr 5-10 Kr > 10 Kr
OKpYy)Kalolen cpeabl
20°C 0,8 r/neHb 0,5 r/nexb Moy
.8 1/8 O /R + 0,8 r/aeHb/10 Kr

] MuHUMYM 2 r/aeHb
95 °C 1,5 r/neHb 2 r/neHb + 1 r/neHb/10 Kr

] MuHWUMYM 4 1/AeHb
30°C 2,8 r/neHb 4 1/neHb + 2 1/neHb/10 Kr

Mpumeyvarune. CTapluve LeTu, Kak NpaBuio, Camu PEryampytoT KOJMYECTBO COIM B CBOMX G/I0AaX N0 NPUHLMMY «COIOHKA Ha CToNe».

Note. Older children usually regulate the amount of salt in their dishes themselves on the principle of “salt on the table”.

Bcem nauueHtam ¢ MB pekomeHa0BaHO OOMNOMHUTENb-
HOe BBe[leHWe NpenapaToB KajbLKs C Lienbio NpodunaxkTm-
KW HE0CTaTOYHOCTU KabLMs B OpraHM3me U ocTeoneHnye-
CKMX cocTosiHuM [2, 61] (YYP — C, Y44 — 5).

Bcem nauymeHtam ¢ MB pekomeHOooBaHO Ha3Ha4vyeHue
HUPOPaACTBOPUMbIX BUTAMMHOB C LIENbIO BOCMOJIHEHUS
neduumMTa UX NOCTYNAEeHUs € nuuen Ha GpoHe Manbau-
rectun u mManbabcopbuuun [2, 61, 76, 214] (YYP — (C,
yaa — 5).

«ArpeccuBHblI€» MeTOAbl HYTPUTUBHOMN NOJAEPKKH

Yy nayMeHTOB C MyYKOBUCLIMJO30M

K «arpeccuBHbIM» MeTOAaM HYTPUTUMBHOW MNOAAEPHKKMU
y nauueHToB ¢ MB oTHocaTCS:

1) 30HAOBOE 3HTEpasibHOe NUTaHWe B BUAE HOYHOM
runepanMmeHTauuMmM 4epel3 Hal3oracTpalbHbli  30HA
WK Yepes NepKyTaHHYO racTpoCToMy (TPYOKM NUTaTeNbHble
ractpoctomMuyeckme U etoHanbHble MIC, MIC-KEY ¢ npwu-
HaanexHoctamu). C NoOMOLLbIO HOYHOW runepanuMeHTaLnu
npu ageKBaTHOM KOHTpOfMe MNaHKpeaTUYeCKUMWU 3aMeHU-
TeNAMM MOXHO AononHuTenbHo o6ecneduntb oT 30 go 50%
paccyMTaHHOM 3HepronoTpebHocTH [9];

2) napeHTepanbHOE NUTaHUE:
® MOJHOe (LUEeHTpanbHbIM BEHO3HbIM KaTeTep); NOKa3aHUs-

MU SBASOTCS:

— COCTOSIHMS Nocne onepaumn Ha KULWEYHUKE;

— CMHAPOM KOPOTKOW KULUKK;

— OCTPbIM NaHKpeaTuT;
® yacTMyHoe (C Uuenbld [OOMOMHUTENBHOIO MNUTaHKS),

ncnonb3yetcs nepudepuyeckas BeHa:

— YWUPOBbIE 3MYSIbCUMU;

— [NIIOKO30-aMUHOKUCIOTHbIE CMECH, BUTAMUHbI.

PeKomMeHJ0BaHO MpUMEHEHUE «arpecCcuBHbIX» METOL0B
HYTPUTUMBHOM MOAAEPHKKMU NpU:
® OTCYTCTBMM MPUOBaABKM MaccCbl Tena WAN €€ CHUKEHWUU

B Te4yeHue 6 Mec;

° (daKTUMYeCcKoM macce Tena HUKe 3-ro NepueHTuns;

e (daKTMYeCKOM Macce Tena HUXKe [OOMKHOro 3HayeHus
Ha 15% vnn meHee 25-ro nepueHTUIS Ha GOHe AOMOSHMU-
TEIbHOro NUTaHWa cneuunanbHbiMK cmecamu [2, 20, 61]
(YYP —C, Y44 — 5).

«ArpeccuBHble» METObl HYTPUTUBHOW NOAAEPKKMU MOKa-
3anM BeCbMa BbICOKYID 3bPEKTUBHOCTb, B OCOOGEHHOCTHU
y nauneHToB ¢ MB C BbIpa)€HHbIMW HapYLLEHUSIMWU HYTPU-
TMBHOro ctaTyca. OgHaKo onTUManbHble METOAUKHK, CXEMbI
NPUMEHEHUS, BUAbl M cnocobbl BBEAEHUA MUTaTENbHbIX
cMecen, crnocobbl 3aMecTUTENbHOM GEPMEHTHOM Tepanuu
npuv NpoBeAEHMUM 30HA0BOM rMNepansMMeHTaLmnmn HyKaalTes

B AanbHenwen oTpaboTKe B NPaKTUKE OTEYECTBEHHOM NY/b-
MOHOMIOMUK U NeanaTpuu.

MoKa3aHo, YTO TO/IbKO MPUMEHEHUE IHTEPASIbHOIO 30H-
[AOBOr0 NUTaHWA Yepes racTpoCcToMy AOCTOBEPHO NPUBOAUT
K Yy4LWEHWIO HYTPUTUBHOMO cTaTyca nauneHTos ¢ MB.

KomnbioTepHble nporpamMmabl 47151 nogé6opa UeTbl

H pepMeHTHOM Tepanuu 47151 Bpa4Yen U nayneHToB

Paspa6oTtaHbl nporpammbl ana 3BM, KoTopble
HanpaBfeHbl Ha ONTUMMU3AUMIO KOMMJIEKCHOW Tepa-
nun MB 1 npumeHsaloTcs B psage perMoHoB PoccuicKon
depepaunn [215]. Mporpamma IBM «MOHUTOPUHT HYTpU-
TUBHOrO cTaTyca, pauuoHa NUTaHus u GepMeHTHOW Tepa-
n1MKM NPU MyKOBMUCLMAO3E» NO3BONSET COKPATUTb TPyAO3a-
TpaTbl Bpaya npu pacyeTax MHANBUAYaNbHON ANETHI U JO3bI
3aMecTUTeNIbHOW depMeHTHOM Tepanun. MobunbHasa Bep-
cusa nporpammbl 3BM «MOHUTOPUHI HYTPUTUBHOIMO CTaTy-
ca, pauMoHa NUTaHusa U pepMEHTHON Tepanuu Npu MyKo-
Bucumnaose. MobunbHaa Bepcus» NomoraeT naunmeHTam
camocToATeNnbHO noabupaTb 403y PEPMEHTOB Ha KaXKAablt
npuMeM MWLM, B pPEXWMME OHNalH nepepaBaTb AaHHble
(B penepcoHanM3npoBaHHOM BMAe) 0 PU3NYECKOM pas-
BWUTUU, paLMOHe NWUTaHWs, JO03ax NaHKpeaTuHa ANS KOH-
CynbTauuMu c nevalmm BpayvyoMm, obyvyaeT CaMOKOHTPONIO
Haj cBoMM 3aboneBaHueM. Mcnonb3oBaHWe AaHHbIX NPo-
rpaMmm nokasano cBoO 3GDOEKTUBHOCTb B KIMHUYECKOMN
npakTuke [215-218].

Xupypruyeckoe nevyeHue

Mpn HeaddEKTUBHOCTU KOHCEPBATUBHbLIX METOA0B,
HapacTaHMK 3MM3040B KPOBOXapKaHbs U pPa3BUTUW Neroy-
HblX KpPOBOTEYEHUW NaumeHtam ¢ MB peKoMeHAoBaHO
XMpYypruyeckoe nocobue ¢ Lienbio OCTAaHOBKM KPOBOTEYEHUS
[169, 196, 219, 220] (YYP — C, Y44 — 5).

PekomeHayeTca 3HAOCKOMUYECKOE XMPypruyeckoe
nevyeHne XPC Ha ¢doHe MB npu BblpaxKeHHOM 3aTpyaHe-
HWMM HOCOBOMO AblXaHWA 3a CYeT Hal3albHOro noauno3a
W/vnn Meananusauunn natepanbHOM CTEHKM MOMOCTM HOCa;
He KynupyeMoM KOHCEepBaTMBHbIMW MeToaamMu 060CTPEHMM
MHPEKLMOHHO-BOCNanUTenbHoro npouecca B OHI, KoTopbii
paccmaTpuMBaeTCsl B Ka4yecTBe Ba)KHOM MPUYMHbI KOHTaMu-
HauMKM GPOHXONEroYHOM CUCTEMbI; Pa3BUTUU CUHYCOreH-
HbIX OpPOUTaNbHbLIX WU/WNKU BHYTPUYEPENHbIX OCMOXHEHWUN;
Heo6XxoaMMOCTU caHauuu nonoctn Hoca u OHI nepen T/
[221-224] (YYP — B, Y4/ — 3).

MNauuneHTa ¢ MB B TepMUHanbHOM cTaguMm ULMppPO3a neye-
HWU, HO C OTHOCWUTENIbHO COXpPaHHOW GYHKLMEN BHELLIHErO
AbIXaHWs He06X0AMMO HanpaBMUTb K Bpady-TpaHCNIaHTonory
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

ANS OLEHKM BO3MOXHOCTM MpPOBEAEeHWs TpaHchnaHTauuu
nedvenu [1, 2, 20] (YYP — C, Y44 — 5).

XupyprudyecKoe ne4eHne MEKOHMEBOIo ujaeyca

NauneHtam ¢ MB U MEKOHMEBBLIM WIEYCOM MPU OTCYT-
CTBMM BOBMO}KHOCTW KOHCEPBATUBHOIO SIEYEHNUS UM NPU €O
HeadDEKTUBHOCTM PEKOMEHAYETCSH NPOBEeAEHNe onepaTmB-
HOMO Nle4YEeHUs C LEeNblo paspelleHns KUWEYHOW HEeNnpoxo-
[MMOCTHK M NpeaoTBpalleHna ocnoxHeHun [100, 199, 225]
(YYP —C, Y44 — 4).

TpaHcnnaHTauns Nerkmux

MauuneHTa ¢ MB Ta)Kenoro Te4eHus, TOpNMAHoOro K Tepa-
MUK, C YacTbiIMU OBOCTPEHUSAMU U OCOKHEHUAMU PEKOMEH-
[LOBaHO HanpaBWTb K Bpavy-TpaHCNAaHTONOry ANS peweHuns
Bonpoca o nposeaeHun T/1[226] (YYP — C, YA4d — 5).

B muposon npaktuke TJ1 aBnseTca obuwenpu3HaHHbIM
METOAOM Jle4eHUA MauMeHTOB B TePMUHaNbHOW CTaguu
3a60/1eBaHUIN NErKMUX pasnnMyHom atnonorun. Cpeamn nokasa-
HUM K TJ1y naumeHToB cTapuwe 18 net MB 3aHMMaeT TpeTbIo
nosuuuto, yctynas XObBJ1 n nero4Homy dnbposy, U 3aHMmMaeT
nepsoe MeCTO y NauMeHTOB AETCKOro Bo3pacTa OT 6 o
17 net. TJ/1 npu TwartenbHOM oT60pe NauMeHToB JOCTOBEPHO
ynyyllaeT noKasaTenun BbIXKMBAEMOCTU M KavyeCTBO KU3HM.
MegraHa NPOLOMKUTENBHOCTHM KM3HM NaumeHToB nocne TJ1
no nosofy MB xapaKTepuayeTca HaunyylwnMmMK noKasaTens-
MU NPU CPaBHEHUMU C APYrMMK 3ab0oneBaHUsSIMKN U COCTaBNSA-
eT 6onee 11 ner.

MPO®UNAKTUKA

Cnoco60B repBn4Hok npopunakTmkn MB He cyliecTByeT.

B KayecTtBe Mep BTOPUYHON NMPOdPUNAKTUKK 3TOro 3a60-
NeBaHus BbICTyNatoT:

1) nopogoBas AnarHoCTuKa;

2) HeoHaTanbHas gMarHocTuka MB.

Bcem nauueHTam ¢ MB, nnaHupylowWmMM 4ETOPOXKAEHME,
PEKOMEHAYETCA KOHCY/NbTaLMUs Bpadva-reHeTMKa W Mone-
KynsipHO-reHeTu4yecKkoe ob6cnegoBaHue cynpyru/cynpyra
Ha HOCWUTENbCTBO MyTauwui reHa CFTR. B cnyyae o6Hapyxe-
HWSA NaToreHHbIX BapuaHToB pekomeHayetcs MNIT-M Ha MB
[2, 79, 107, 227] (YYP — C, Y44 — 5).

MpodunakTuka ncespo-baprrep-cuHgpoma
PeKkomeHfoBaHbI cnefyolme mepbl 418 NpodunakTuku

MNeC:

® CBOEBpPEMEHHasl AMarHoCTMKa MyKOBUCLMA033;

°  nHbOopMUpOBaHue poauTenen o cumntomax M6C;

® KOHTPOJSib YPOBHS 3MEKTPOAMTOB KPOBM, OCOBEHHO
y AeTew paHHero Bo3pacTa;

° npodunakTU4eCKoe Ha3HavyeHue HaTpusa M3 pacyeTta
1-2 MMONb/Kr/cyT B BMAE noBapeHHon conu (1/5-1/6
YarMHOM NOXKW NPUMEPHO CcOOoTBETCTBYET 15 MMOsb
NaCl), coneBbix pacTBOPOB, NpegHa3Ha4YeHHbIX 419 nep-
opanbHoM pernapatauuu [2] (YYP — C, Y44 — 5).

BakuuHauus

M3BecTHO, 4TO geTv ¢ MB aBASOTCA rpynnov pucka
Nno pPasBUTUIO MHOEKLMOHHbBIX 3aboneBaHn U HOCUTENb-
CTBa TaKMX MMKPOOPraHM3moB, Kak S. aureus, H. influenzae,
S. pneumoniae, MYKOWAHbIX W HEMYKOUAHbIX GOpM
P. aeruginosa vt Burkholderia cepacia complex. Bbicoka pac-
NPOCTPaHEHHOCTb CPeamn 3TUX AETEN COMYTCTBYIOLWEN XPOHM-
YeCKOW NaToJIOrmu, YCyrybnsiolen TaxKeCTb Te4HEeHU UHDEK-
UMW 1M Npegpacnonaraiowen K BO3HUKHOBEHMWIO PasfinyHbIX
OCNOXHeHUN. MNpodunakTnka nHbekumn y naymeHtos ¢ MB
LOKHA OCYLWEeCTBAATLCA HE ANM30AMYECKM, a MyTeM NaHo-
MEPHOro BbIMOAHEHUS MEPONPUATUI, Npeaynpexaaowmnx

pacnpocTpaHeHne UHPEKLUN, a TaKKe Mep, NOBbILLAIOLWMX
o6yt 1 cneyndrYecKyto ConpoTMBASEMOCTb OpraHnu3ma.
ObPEKTUBHBIM CPEACTBOM B NpeaynpexaeHnn MHbEKUM-
OHHOM 3a60/71eBaEMOCTH ABNSETCA BaKUMHONpodHunaKkTmka.

PekomeHaoBaHO npoBefeHWe BaKUMHALMK COrlacHo
HKMM n kaneHaapto NpodunakTUYeCKNX NPMBUBOK NO 3MNK-
LEMUYECKUM MOoKasaHuaM. BakuuHupoBaTb feTen peko-
mMeHayeTcs B dasy pemuccum, Ha GoHe cTabuibHOro coma-
TUYECKOr0 COCTOSIHMS M NMPOBOAMMON Tepanun [228-231]
(YYP—C, Y44 — 5).

MauneHTbl C XPOHUYECKUM renaTtuToMm, B T.H. C HaYnHato-
WMMCS LLUPPO30OM NEeYeHU, MoryT ObiTb NMPUBKUTLI B Nepuoae
PEMUCCHUM UAN HU3KOM aKTUBHOCTM 3abosneBaHns Ha GoHe
BbIPaXKEHHOIO CHUXEHWUS YPOBHSA TpaHCaMMHa3 4O MaKCH-
MaJibHO JOCTUXUMbIX BeNUYKMH [230].

Tepanua KopTMKOCTEpOMAAMU AN CUCTEMHOrO Mpw-
MEHEHWS MNPUBOAMT K BbIPaXKEHHOW MMMYHOCYMNpPeccuu
VWb MPU UCMNOb30BAHUU BbICOKMX [03 (MPefHWU30M0H
> 2 Mr/Kr/cyT nam 20 Mr/cyT ana pebeHka maccon Tena
> 10 Kr) B TeyeHune 14 gHen n 6onee. Taknum aetam ybutble
BaKLUMHbI BBOAATCA B OO6blYHbIE CPOKM NO BbI3AOPOBIE-
HWW, XMBble BaKLMHbl BBOAAT HE paHee, 4YeM Yepeld 1 mMec
OT OKOHYaHM$ NeveHns. Kak xuBble, TaK U MHAKTUBUPOBAH-
Hble BaKUMHbl BBOAAT B 0ObIYHOM MOpPSAKe Nvuam, noayyato-
WMM CTEPOMAHbIE NpenapaTbl: KpaTKoBpeMeHHO (Ao 1 Hea)
nobble 403bl; Kypcamu ANWUTENbHOCTbIO A0 2 Hel HU3Kue
Unun cpegHue (4o 1 Mr/Kr npeaHn30/10Ha) A03bl; AUTENBHO
nogaepxusatowne fo3bl (Hanpumep, 5-10 Mr npegHn3ono-
Ha Yyepes AeHb); B Ka4ecTBe 3aMeCTUTENIbHOM Tepanum HU3-
Kue (dnanonornyeckune) Ao3bl; MECTHO — HAKOXHO, WMHra-
NAUMOHHO, B BUAe rMasHblX Kanesnb, BHYTpb cycTaBa [230].

MauneHTaM, KOTOPbIM NAaHMPYETCS NPoBeAEHUE TPaHC-
nnaHTauumn opraHoB (Ne4veHb, Nerkue), cneayet NpPoBeCTU
BaKUMHaAUMIO 4O onepauuu B CBSAI3U C AajibHEWLIMM MNpwU-
MEHEeHMEM LIUTOCTaTMY4ECKOM Tepanuu no OOWenpUHATbIM
npu TpaHcNNaHTaLuun opraHoB peKomeHaauuam [228, 230,
232].

PekomeHfoBaHa BaKUMHaUMa nauneHtoB ¢ MB npotus
NMHEBMOKOKKOBOM MHOEKLMM C Lenblo npeaoTBpalleHus
MHOEKLMUN, BbI3BaHHbLIX S. pneumoniae [228, 230, 232-
238] (YYP — C, Y44 — 5). Ans BaKunHauuu geten go 2 net
MCNoNb3yeTCcs MHEBMOKOKKOBAs KOHbIOrMpOBaHHas BaKLM-
Ha (MKB13). Cxema 3aBMCUT OT BO3pacTa Havyana MMMyHW3a-
umnn. Y geten ctaplie 2 net BO3MOXKHO NPUMEHEHWE MHEBMO-
KOKKOBOW nonuncaxapuaHon sakuuHbl (MMNB23) ogHOKpaTHO,
C NOBTOPHbLIM BBeAeHMEM Yyepe3 3-5 neT.

PekomeHoBaHa BaKuMHaUMA NPOTUB rpunna c Lenblo
npefoTBpaLLEHUS CE30HHOro rpunna M, COOTBETCTBEHHO,
060CTPEHUSA XPOHUYECKOro BOCNanMTeNbHOro npolecca
B nerkmx u OHM y naumeHtoB ¢ MB [232, 237, 239-241]
(YYP — C, Y4 — 5). BakumHauus npoTMB rpunna Bcex
BO3pPAcCTHbIX FrPynn NpoBoANTCA 3- U 4-BaNeHTHbIMU MHAKTH-
BMPOBaHHbIMK BaKuMHamu 1 pas B rof, OCeHbIo, 4O Havyana
anuaemuu rpunna. Jetam AoWKOobHOro BO3pacTa, KoTopble
nepBbiM pa3 HavyanuM BaKUMHWMPOBATbLCA NPOTWMB rpumnna,
Heo6xoanmo BBeaeHue AByx 403 no 0,25 mAa ¢ HTepBaaom
4 Hep.

PekomeHgoBaHa BaKuUMHaUMs MNPOTUB reMoPuSibHOM
MHPEKLUUM TUNa b ¢ uenblo npegoTBpaweHns UHPEKLUN,
BbI3BaHHbIX H. influenzae [232, 238, 242-244] (YYP — C,
yaa — 5). MposognMtcs MOHOBaKUMHaMM UM B cOoCTaBe
KOMOGUHWPOBAHHbIX BaKUWH. [IpMHUMAs BO BHUMaHWE Bax-
HOE KIMHWYEeCcKoe 3HavyeHue MHOEKLNN, BbI3BaAHHbIX FrEMO-
GUABHOM Nanoykon Tuna b, BakuMHauusa naumeHTos ¢ MB
[LO/MKHa ObITb HayaTa B MakCMManbHO paHHWE CPOKM, Npes-
ycmoTpeHHble HKIM (c Tpexmeca4yHoro Bo3pacTa), TPex-
KpaTHO Cc uHTepBanoMm B 1,5 Mec; peBaKLMHaLMA NpoOBO-



auTcs Yeped 12 mec nocne TpeTben NpuBMBKK. Mpn Havyane
BaKUMHaLNN B 6—12 MeC }XM3HM AOCTAaTOYHO ABYX UHbEKLUM
C vHTepBanoMm 1-2 mec ¥ peBaKuuHauuu 4epes 12 mec
nocse BTOPOM Jo3bl. [locne roga BakLMHMPYIOT OAHOKPaTHO.

PekomeHgoBaHa BaKLMHaLMsA NPOTUB BETPSHOM OCMbl
C Uenblo npepoTBpalleHns AaHHOro 3abofieBaHus U ero
ocnoxHeHun [228, 245] (YYP — C, Y44 — 5). BakunHauusa
AeTen ocywecTBnseTcs ¢ 12 MeC *MU3HU COrNacHO MHCTPYK-
LMK N0 NMPUMEHEHUIO NpenapaTa. TaKe NoKasaHo npoBe-
[EeHNEe IKCTPEHHON NPODUNAKTUKM BETPSHOM OCMbl KOHTAKT-
HbIX AeTen, HEe MPUBUTLIX B Te4eHue nepBbix 72—96 4 nocne
KOHTaKTa ¢ 3a60/1eBLNM BETPSHOM OCMOW.

Ocob6oe 3HavyeHue WHbeKkuusa Varicella zoster nmeet
y NauMeHTOB nocne NPoBeAEHMs TpaHCnaaHTauumn 1 nony-
YaloWmX KOPTUKOCTEPOUALI AN CUCTEMHOrO MPUMEHEHMUS,
KpOMe TOro, onucaHbl NOBPEXAEHUSA Nerkux Ha poHe 3a60-
NleBaHns BETPSHOM OCMowv B NONyNSLLMK B3POCbIX IOAEN.

PekomeHgoBaHa BaKuMHaUMA NPOTMB MEHWMHTOKOKKO-
BOM MHPEKLMM C LLeNblo NpeaoTBpaLeHnss MEHUHITUTOB U KX
ocnoxHeHun [246] (YYP — C, Y4 — 5). lonycKaeTcs npo-
BeJeHMe noimcaxapuaHbIMM U KOHDBIOTMPOBAHHBIMU BakK-
LMHaMKM y BCEX BO3PACTHbIX rpynn, 3aperMcTpupoBaHHbIMU
Ha TeppuTopmn Poccuickon depepauunun. Cnegyet umeTb
B BMAY, 4TO NPUMEHEHWE NONUCaxapuaHbIX BaKLMH y feTen
00 2 net MOXeT 6blTb HeIPPEKTUBHbIM. pu Hanuuuu
npeXHen BaKkuMHaLUM NoancaxapuaHom BakuuHom cneayet
NPOBECTU pPeBaKLUMHALUMIO KOHBIOrMPOBAHHOM BaKUMHOM
yepes 12 mec. BakumHaLmsa NpoBOANTCA COMNMACHO MHCTPYK-
LMK MO NPMMEHEHMIO Npenapara.

PekomeHgoBaHa BaKUMHaLMS NPOTUB renatuta A u rena-
TMTa B ¢ uenbio npefoTBpalleHns AaHHbIX 3a6oneBaHuin,
Y4YUTbIBas HaNM4ymMe NoparKeHUM NeYeHn B paMKax OCHOBHOWM
natonoruu [228] (YYP — C, Y44 — 5).

PekomeHgoBaHa BaKuMHauWs MNPOTUB POTaBUPYCHOM
nHobeKuuun [247] (YYP — C, Y44 — 5).

PekomeHgoBaHa naccuMBHas MMMYHM3aUWs NPOTUB
pecnupaTopHo-cuHuuTHanbHon (PC) BMpPYCHOM WMHbEKLNK
C Uenblo npegynpexaeHusa Taxenbix GpopM OCTpbIX GPOH-
XMonuToB y aeten ¢ MB [247, 248] (YYP — B, Y44 — 2).
PekomeHaoOBaHO nNpuMMeHeHWe npenaparta nanuBudymab
(rymMaHu3nMpoBaHHble MOHOK/IOHaNbHble aHTUTEeNa K GenKy
cnuanua (6enok F) PC-Bupyca) 1 pa3 B MecsL, nepea Havyanom
anuaemMmyeckoro nogbema PC-BupycHoM 3a601eBaeMocTy,
KOTOPbIM HaynMHaeTcs B HOAGpEe W MpojonKaeTcs Ao anpe-
na (4-5 BBeAeHWN 3a anuaeMMn4eckui cesoH). OgHako
ON9 OKOHYaTenbHOro peweHuss 06 OAHO3HAYHOM Lieneco-
06pas3HOCTM AaHHOro BMeLWaTenbCcTBa He06Xxo0a4MMO NpoBe-
NeHune aanbHenWnx nccneaoBanuim [249].

NMpodunakTuka acneprunnesa

PekomeHAOBaHO NPUHMMATb Mepbl MO MUHUMMU3ALMK
BEPOATHOCTM MHUUMpoOBaHUA Aspergillus spp. B CBA3M
C TeM, YTO AaHHbIA MaToreH pacnpocTpaHeH NoBCeMecCT-
HO, MOCTOSIHHO MPWUCYTCTBYET B BO3AyXe BHELWHeW cpeabl
WM BHYTPU MOMELLEHUN, @ NOAHOCTbIO MCKIIOYUTb KOHTaKT
nauMeHTa ¢ MUKpOMULETaMU HEBO3MOXHO. Llenb Bmelwa-
TenbctBa — npeaynpexaexHune ABJIA n XA [2] (YYP — C,
yad — 5). NMayueHTol ¢ MB He [O/MKHbI HaxoauTbCS
B XXWUJbIX U 6ONbHUYHBIX NOMELLEHMUSX, MOPAXKEHHbIX Niece-
Hblo. Heob6xoamMmo cneantb 3a cobaloaeHnemM TemnepaTyp-
HO-BNIAYXHOCTHOTO peXXMMa B MOMEeLLEeHUsAX, He AonycKaTb
npoTeyeK, aBapui, 3aTonsieHMn nogeanos 1 T.M. B cnyyae
NosIBNIEHNS NPU3HAKOB MJIECEHU B NOMELLEHUSAX HEOOXO-
AMMO nepeBecTu NauneHToB ¢ MB B apyroe nomelieHue.
[Onsa nuKkBugaunun nocneacTBUMi NOSBIEHNS NAeCeHN B 34a-
HUSAX HEOBXOANMO BbIABUTb U YCTPaAHUTb NPUYMHY NosiBAe-
HWS CbIPOCTM B 34aHWUK, NPOBECTM NMPOCYLLIKY U 06paboTKy

o4yaros 6MONOBPEXKAEHUN CTPOUTENbHBIMM GUouMAaMM,
aKTUBHbIMW NPOTHB FPUGOB.

B kBapTupax nauyueHtoB ¢ MB, a Take 60/bHUYHbIX
NOMELLEHNAX WU MOAMKAMHUKAX He AOMKHO ObiTb LBETOB
B ropLluKax, 3MMHWX cagoB M np. B cBA3K ¢ Tem 4To 60nbluoe
KONMYeCcTBO Cnop rpuboB NPUCYTCTBYET Ha YaCTUYKax Mblau,
HeobxoaMMo u3beratb KOHTakTa 6onbHOro MB ¢ nbliblo,
TWaTeNbHO NPOBOANTL BAAXHY YOGOPKY NOMELLEHUN.

MNauneHtam ¢ MB cnegyet usberatb MecT ¢ 60/blON
KOHLIEHTpaLuuen cnop rpnboB B OKpPYKatoLlen cpege — nap-
KW, cafbl, neca, MecTa CKOMNEeHUs pasnaratownxcs opra-
HUYECKUX BeLLecTB (KOMMOCTHbIE Macchl, THUIOWaa apese-
CvHa, TpaBa), 3epHOXPaHUIULLE, CTPOUTENbHbIE MAOLWAaAKH,
NOMELLEHUS C TEKYLWMM PEMOHTOM, He cnegyeT paboTtaTb
B Taknx cdepax, Kak cagoBoACTBO, 3eMeaenue, CTpoUTENb-
CTBO, NpebbiBaTb B Cheunann3MpoBaHHbIX MOMELLEHUNAX
(KOHIOWHU, KYPSATHUKHK U T.4.).

MauuneHTbl ¢ MB He AoMXKHbI UCNONb30BaTh B NULLY Noa-
FHUBLLUME UMK 3anfecHeBesble 0BOLWM, Aroabl, GPyKTbl, Tak
KaK B MpoLecce KOHTaKTa BO3MOXHa WMHCMMpauus cnop
MUKPOMMLLETOB, 06CEMEHEHHNE KOXKM U OeAbl NauneHTa.

Mpun HapyweHun npaBun aKkcnnyaTauuu Aspergillus spp.
MOFYT MnopaaTb CUCTEMbl BEHTUAALMM, MOITOMY cnegy-
€T CBOEBPEMEHHO O6CAYKMBaATb M OCYLLECTBAATL 3aMeHy
GUNBTPOB KOHAWLIMOHEPOB.

OPTAHU3ALIMSl OKA3AHUSl MEAAULIUHCKOM

nomoLiu

Mpv 0Ka3aHWM MeANLIMHCKOM NOMOLUM NaLMeHTaM C MyKOo-
BUCLMAO30M HEOBXO0AMMO MCMONb30BaTb MYNbTUAWUCLMMAN-
HapHbIA NOAXO0A, YTO 06YCNOBAEHO KaK TAXKECTbIO COCTOSHUS,
TaK M NOpaKeHNeM pasnnyHbIX OPraHoB U CUCTEM.

BegeHue naumeHToB ¢ MB npegnoytMTensHO NpoBOAUTb
B CMeLMannM3npoBaHHbIX LEeHTpax (KabuHeTax unu otgene-
HUSX MyKOBMCLMAO03a). CneayeT cnonb30BaTh CTaLMOHapPOo-
3amelyaoLme TEXHONOMMHK.

AnHamnyeckoe HabnwgeHne B ambynaTopHO-MOAMKAN-
HUYECKMX YCMOBUAX MPU OKa3aHWW MNEPBUYHOM MEOMKO-
CaHWTapHOW MOMOLLM OCYLLECTBASET Bpay-negnatp yvact-
KOBbIM (Bpay-neguaTp, WauM Bpay-nynbMOHOMON WAM Bpad
obuen MNpPaKTUKKW, KOTOpble MPOLWAM COOTBETCTBYIOLLUM
TeMaTUYEeCKU Kypc B paMKax nporpaMm HenpepbiBHO-
ro MeaMUMHCKOro o6pa3oBaHus, a TaKXe WMMET OnbIT
BeAeHUs NauMeHTOB C AaHHOW HO3010rMMEN; KOHCYNbTaL MK
cneuMannMcToB — Mo MOKa3aHWsaM) C 4acTOTOW, onpeae-
NIIEMON TAXECTbIO COCTOSHMSA MauMeHTa M MMeloWwnmuncs
OCNOXHEHNSAMU 6one3Hun (1 pa3 B 1-3 Mec naM No nokasa-
HUsM). Bnepsble gMarHoCTMpOBaHHbIE AETU UM MaLMUEHTHI
C TaxenbiMn popmamm 3aboneBaHna JOMKHbI Habno4aTbCs
Yalle (erkeMecCsiYHO), NnauMeHTbl C ErKMM UAM aTUMMYHbBIM
TeyeHnem MB MoryT Habntogatbcs pexe (Kaxablie 3—6 Mec).

Ha6nogeHve 3a nauMeHTOM W KOHTPOJSiIb COCTOSIHUA
HEO6X0AMMO OCYLLECTBAATL PEryASPHO B YCI0BUSX AHEBHO-
ro ctaumoHapa. locnutannaawumsa NnpoBOANUTCA MO NOKa3aHu-
AIM B KPYI/JIOCYTOYHbIN CTaunoHap (B MyNbMOHOMOrMYECKoe,
WHOEKLMOHHOE WKW WHOE OTAENEHWe, B LITaTe KOTOPOro
€CTb CMeuuanucTbl, UMeloLWne ONbIT BeAEHUS NauMeHToB
C JaHHOW HO30/10TneN).

MauuneHTa rocnuMTanM3upyloT B NanaTty ¢ y4eToM noa-
TBEPKAEHHOIrO paHee MUKPOOMONOrMYECKOro nensaxa
(ocob6eHHO ana P. aeruginosa, B. cepacia complex, MRSA,
Stenotrophomonas maltophilia, Achromobacter spp., HTMB,
XPOHUYECKOro acneprunnesa), npyM BO3MOXHOCTU — B UHAM-
BUAYyanbHbIM 6GOKC. B 3aBMCMMOCTH OT COCTOSHMA NauueHTa
CPOK rocnuTanu3aunmn MoXKeT cocTaBuTb OT 4 f0 21 aHS.

MauuneHTbl ¢ MB, Hyxatolwmecs B cTalMOHaApHOM Jieye-
HUM B pamKax MNepBUYHOM crneunann3MpoBaHHOM Meau-
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KJIMHUYECKUE PEKOMEHAALIUU

KO-CaHWTapHOM MOMOLM, HaNpPaBAATCA N0 MEAULMHCKUM

noKasaHusM B NYNbMOHONOTMYECKOe, WHPEKLUMUOHHOEe

WKW MHOE OTAeNeHue (Mo MoKa3aHWsaM, YCNOBMS yKa3aHbl

Bblll€) MEAMLIMHCKON OpraHu3aunu BpaiyoM CKOpOM meau-

LUMHCKOW NOMOLLM, Bpayom-neanmaTpoM y4aCcTKOBbIM, Bpa-

4YOM-NY/IbMOHO/IOrOM MM UHBIM CneunanucTtoM amoéynaTop-

HO-MOMIMKIUHUYECKOrO 3BEHa.

MauneHTOoB ¢ MB, HyXXaloWKUXCs B OKalaHWW cneuua-
NM3NPOBAHHON MEAMLMHCKOM NMOMOLLM, B TOM YUC/E BbICO-
KOTEXHOMOMMYHON, B CTaLMOHAPHbIX YCNOBUSAX, MO Meau-
UMHCKMM MOKas3aHWaM HanpasfsioT B COOTBETCTBYOLEee
OoTAENEeHMe MeaNLMHCKON opraHn3aunv Bpay-nya1bMOHONON
unu Bpay-neguatp.

MapuwpyT1M3auma nauueHTa [eTCKoro Bo3pacTa
BO B3POCNY0 CETb — BO B3POC/bIA LEHTP MYKOBUCLMAO-
3a — ocylecTtsnsercs K 18 rogam.

MauneHTbl ¢ MyKOBUCLMAO30M MOyYaloT:

° B paMKax MepBUYHON MeLUKO-CaHUTapHOM NOMOLM —
NNaHOBYIO W HEOTNOXHYID amMO6ynaTopHO-NOMUKINHMU-
YECKYI0 M MEePBUYHYIO CMELMann3MpoBaHHyl0 MOMOLb
(cooTBeETCTBYOWErO NPObUNSA, MO NOKA3aHUAM U B 3aBU-
CUMOCTHM OT TSIXKECTH COCTOSIHUSA, @ TaKKe CKOpYIO Meau-
LMHCKYI0 MOMOLLb);

°* B paMKax cneuvanuMsnpoBaHHOM MeAWLMHCKOM MOMO-
WM — crneunanMaMpoBaHHylo, B TOM 4YUC/ie BbICOKO-
TEXHOMOMMYHYI0 MEAMLMHCKYI0 MOMOLb, B COOTBET-
CTBYIOLMX YCNOBUSAX OHEBHOIO MM KPYrIOCYTOYHOIO
cTaluMoHapa.

Mpn HanpaBneHuWn B oTaeneHne (LeHTP UM KabuHEeT)
MYKOBMCLMAO3a BpayoM-NeanaTpoM y4acTKOBbIM UK Bpa-
4OM ApYyron cneuuanbHOCTM NPeaocTaBAseTcs BbiNMCKa
M3 amOynaTopHOW KapTbl (MCTOpPUM OGOSIE3HMU) C YyKa3aHU-
€M MpeaBapUTENbHOrO (MM 3aKIYUTENbHOMO) AMarHosa,
COMyTCTBYOLWMX 3a601EBAHUI, @ TAKKE UMEIOLLUXCA Pe3Yb-
TaToB NabopaTopHbIX U GYHKLMOHANbHbIX UCCELOBaHUN.

UCXO0Abl U NPOTHO3

MB — XpoHuW4yecKoe Heusneymmoe 3aboneBaHue,
No3TOMY MaLMEHTbl HYKAAOTCH B aKTUBHOM AUCMNAHCEPHOM
Hab0AEHUN U HENPEPLIBHOM SIeYEHUUN. Y OAHUX MALMEHTOB,
HECMOTPS Ha CBOEBPEMEHHYIO ANArHOCTUKY M afeKBaTHYIO
Tepanuio, nopaxeHne OGPOHXONEro4yHOM cUCTEMbl BGbICTPO
NPOrpeccupyerT, y APYrux AMHaMUKa n3MeHeHuin 6onee 6na-
ronpuaTHa. MHOrMe nauueHTbl AOXMBAIOT [0 B3POCOro
W [laXke 3penoro Bo3pacTa.

UCTOYHUK ®PUHAHCUPOBAHUA
He ykazaH.

FINANCING SOURCE

Not specified.

PACKPbITUE UHTEPECOB

ABTOpPbI NOATBEPAMNIN OTCYTCTBME KOHPIMKTA UHTEpe-
COB, O KOTOPOM HEOBGXOANUMO COOBLUNTb.

DISCLOSURE OF INTERESTS
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Ta6nuua 1. LLikana oueHKn ypoBHeW 4OCTOBEPHOCTU AoKa3aTenbcTs (YA) Ans MeTOA0B AMArHOCTUKM (AMAarHOCTUYECKUX BMeLLaTeNbCTB)
Table 1. Grade scale for levels of evidence (LoE) for diagnostic methods (diagnostic interventions)

yan PacwuudpoBKa

Cuctematmyeckune o0630pbl UCCEA0BaHUI C KOHTPoNeM pedepeHCHbIM METOAOM UK CUCTEMATUYECKUIH 0630p paHAOMU3UPO-

1. .
BaHHbIX KIMHUYECKUX UccnegoBaHUnM C NnpUMEHEHUEM MEeTaaHaIn3a

OTaenbHble UCCnefoBaHWs ¢ KOHTponeM pedepeHCHbIM MeTOAOM UK OTAe/lbHble PaHLOMU3UPOBAHHbIE KIMHUYECKKe Uccie-
2. [OBaHUS U cUCTEMaTUYECKME 0630pbl UCCefoBaHWUi N060ro an3anHa, 3a UCKJIYEHUEM PaHAOMU3UPOBAHHbIX KIIMHUYECKUX
uccneaoBaHWn, ¢ NPUMEHEHMEM MeTaaHanusa

Wccnenosarua 6e3 NocneqoBaTelbHOr0 KOHTPOA pedepeHCcHbIM METOA0M, UK UCCNeNoBaHUa ¢ pedepeHCHbIM MEeTooM, He
3. ABNALMMCH HE3aBUCUMbIM OT UCCNIEAYEMOro METO/a, UM HEPaHAOMW3MPOBAHHbIE CPaBHMUTENbHbLIE UCC/IEA0BAHUS, B TOM YKC-
Nle KOropTHbIe UccneaoBaHmus

4. HecpaBHUTENbHbIE UCCNEA0BaHNUS, ONMUCAHWE KTMHUYECKOTO cllyyYas

MmeeTcs nuib 060CHOBaHME MexaHU3ma AeNCTBUSA UU MHEeHWEe 3KCNepToB

Ta6nuua 2. LLIkana oueHKn ypoBHeW 4OCTOBEPHOCTU AoKa3aTenbcTs (YAL) ans MeToaoB NpodUNaKTUKK, IeYeHUs U peabunnTauuu
(NpodunakTUHECKHUX, NTe4ebHbIX, peabnnnTaLMOHHbIX BMeLWaTeNnbCTB)

Table 2. Grade scale for levels of evidence (LoE) for prevention, treatment, and rehabilitation methods (preventive, treatment,
rehabilitation interventions)

yan PacwudpoBKa

1. CructeMaTnyecKuin 0630p paHAOMU3UPOBAHHbBIX KIIMHUYECKUX UCCNefoBaHUM C NPUMEHEHWEM MeTaaHan1sa

OTAeNbHblE PaHJOMU3UPOBAHHbIE KIIMHUYECKUE UCCNIeA0BaHNA 1 CUCTEMaTUYECKMe 0630pbl UccieloBaHWit Nt060ro An3aiHa, 3a

2. N
UCKNIOYEeHNnEM PaHAOMN3NUPOBaHHbIX KNMHNYECKNX UccnenoBaHnn, C NpUMEHEHUEM MEe€TaaHaIn3a

HepaHaoMu3npoBaHHbIE CpaBHUTENbHbIE UCCNEeA0BaHUSA, B TOM YUC/IE KOFOPTHbIE UCCIed0BaHNUS

HecpaBHUTENbHbIE UCCNEA0BAHNUS, OMUCAHME KTIMHUYECKOTO CllyYast Mn CEPUN CllyHaeB, ccneloBaHne «CnyYan-KoHTPOSb»

MmeeTcsa nuiwb 060CHOBaHME MexaHUu3Ma AeNCTBUSA BMellaTenbCcTBa (AOKIMHUYECKNE UCCNEL0BaHNS) UM MHEHUE IKCNEPTOB

Ta6nuua 3. LLIkana oueHKn ypoBHeN y6eanTenbHoCcTU pekoMeHaauunn (YYP) ans metogoB NnpodunakTUKK, AMarHoCTUKKU, nevyeHns

1 peabunutaunm (TPoPUNaKTUYECKMX, LUAarHOCTUYECKUX, NeHebHbIX, peabunnTaLMOHHbIX BMELLaTENbCTB)

Table 3. Grade scale for grades of recommendation (GoR) for prevention, diagnostic, treatment, and rehabilitation methods (preventive,
diagnostic, treatment, rehabilitation interventions)

YYP PacwudpoBKa

CunbHaa pekomeHgauma (Bce paccMaTtpuBaemMble Kputepun abGEKTUBHOCTU (MCXOAbI) ABNAIOTCA BaXKHbIMWU, BCE UCCNeLOBaHUS
A UMEIOT BbICOKOE WU YAOBNETBOPUTENBHOE METOAONOMMYECKOE KavyecTBO, UX BbIBOAbI MO MHTEPECYIOWMUM UCXo4aM ABNSIOTCA
cornacoBaHHbIMM)

YcnoBHas pekoMeHzauus (He Bce paccmaTpuBaeMble Kputepun aGdOeKTUBHOCTHU (MCXOAbI) ABNSIOTCH BaXKHbIMU, HE BCe Uccneno-
B BaHWS UMEIOT BbICOKOE WK YAOBNETBOPUTEIbHOE METO0NIOMMYECKOE KaYeCcTBO /UM UX BbIBOAbI MO MHTEPECYIOWMM UCXOAaM
He ABASTCS COrnacoBaHHbIMM)

Cnabasi peKOMeHAaLMs (OTCYTCTBME AOKA3aTe bCTB HAAIEKALLEro KayecTsa (BCe paccMaTpuBaeMble KpUtepun 3G bEeKTUBHOCTH
C (MCXOAbl) ABASAIOTCH HEBAXHBLIMU, BCE UCCNEL0BAHNA UMEIOT HU3KOE METO0/I0MMYECKOE KaueCTBO U WX BbIBO/bI MO UHTEPECYIO-
LWIMM MCX0aM He ABNAIOTCA COrNacoBaHHbIMM))
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