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Cnmcok cokpameHnu

ABJIA — amteprudeckuii OpOHXOJIETOYHBIH acTiepriiuies

ABII — anTHOaKTepUATEHBIC IPETIAPATHI

ABT — anTubakTepuanbHas Tepanus

BAJI — 6poHxoanbBeOIIpHbIH JIaBaXK

BOC — 6poHXx000CTpYKTUBHBII CUHIPOM

b3 — 6ponxosKTa3BI

BOH — 6enkoBo-3HepreTrueckas HeI0CTATOYHOCTh

BUY — Bupyc ummyHoAepuIIMTa YeTOBEKA

BPBII — BaprK03HO pacuIMpeHHbIE BEHBI TUIIEBOA

JIHK — ne3oxkcupuOoHyKIIEHHOBASI KUCTIOTA

XKKBb — xemuyHokameHHast 00JI€3Hb

WA — uHBa3uBHBIN acnepruiuies

HUB/JI - mrs in vitro IUarHOCTHKH

HNKCH — uHTpauuTomiasMaTiiyeckas HHbEKIUS CIepMaTo30uaa

UMT — unnexc Macchl Tena

NPT — uMMyHOpEaKTUBHBINA TPUTICHH

KNU®B/I — komMIuieKcHOE McCiieIoBaHue (PYHKIIMKA BHEITHETO JbIXaHUS
KC — xopTukocTepouiHbIe MpenapaTsl

KHT- kune3utepanus

KT — xomnbroTepHas Tomorpadus

JIC — nexapcTBEHHBbIE CPEJCTBA

MBJI — kapbaneHemasbl Kilacca MeTajuio-p-1akramas

MB — mykoBUCLHI03

MBTP — mykoBucuu03HbIH TpaHcMeMOpaHHbIi perynstop npoBoaumocTtd (CFTR — Cystic
Fibrosis Transmembrane conductance Regulator)

M3C/] — mykoBucm103-3aBUCHMBIH caxapHblil quader (CFRD- cystic fibrosis related
diabetes)

MO — meauuHCcKast Opranu3anus

MIIK — MyuHMMaNbHas OAABIISIONIAS KOHIEHTpALHs

MPT — MarHuTHO-pe30HaHCHas: TOMOoTrpadus

HI'OB - HeepmeHTHpYyIOLINE rPpaMOTpULIATEIbHbBIE OaKTEPHH



HBJI — HerHBa3MBHAsI BEHTUJIALUS JIETKUX

HIIBII — HecTepouiHble MPOTUBOBOCHIAIMTEIBHBIE U IPOTUBOPEBMATHYECKUE IIPETIApaThl
HTBM — HetyOepKyIe3Hblil MUKOOAKTEpHO3

HTT — HapymeHue TOJIEpaHTHOCTH K TIFOKO3€

OJIH — octpas apixaTesibHasi HEAOCTATOYHOCTD

OHII — 0x010HOCOBBIE MAa3yXU

OPH — octpas peciupaTopHasi UHPEKIUSA

O®B; — 06beM (HOpPCUPOBAHHOTO BBIJIOXA 32 CEKYHTY

OI'TT — opanbHbBIN TJIFOKO30TOJIEPAHTHBIN TECT

OEJI — o611ast eMKOCTh JIETKUX

OO — ocTaTo4HBIN 00BEM JIETKUX

ITIBC — nceBno-baptrep cunapom (cuHapom rceao-baprrepa)
[II'T-M — npenMIuIaHTalMOHHOE TEHETHYECKOE TECTUPOBAHUE HA MYKOBHUCIIHI03
ITH — monwmmsl HOca

[THXK — noJiMHEeHaChIIIEHHBIE )KUPHBIE KACITOTHI

[TI/I — nepBuyHas nyMapHas JUCKUHE3US

[TLP — monumepa3zHo-1ienHas peaKius

PC -Bupyc — pecnupaTopHO-CUHIIUTHATBHBINA BUPYC

CANO — cunapoM aucTanbHOW HHTECTUHAIBHOW OOCTPYKITUH
CIJIA — cucronnueckoe JaBJICHUE B JISTOYHOM apTepuu
CIIUJI — cuaapoM npuoOpeTeHHOTO UMMYHO 1ehuIrTa

CUT — cpeanenenoyeyHble TPUTIIULICPHIbI

TJI — TpaHCIUIaHTALIMS JIETKUX

TOJIA — TpoM60>MO0IHS IETOYHON apTepHH

YAXK — ypcoae3okcuxoseBasi KUCIOTa

OOI'JIC — dubpo3zodaroracTpoayo1€HOCKOHS

®OE — ¢byHKIMOHATBHBIA OCTATOYHBIN 00bEM JIETKUX

XAJI — XpOHMUECKUI acepruiIjie3 JerKux

XPC — XxpoHHUYECKNI PUHOCUHYCUT

HOI'-2 — uHrUOUTOPBI IUKIOOKCUTEHA3bI-2 (HECTEPOUIHBIE TPOTUBOBOCIIATUTENBHBIE U
MPOTUBOPEBMATUYECKUE TIPETIapaThl TPYIIbI KOKCHOBI)

LU T- uenTp TpancnaHTauuu

OBM — 371eKTpOHHO-BBIUMCIUTENIbHAS MallIMHA

OKO — s3kcTpakopnopalibHOE OII0JOTBOPEHUE



3x0-KI" — axokapauorpadus

AISC — mI0THOCTh TOKa KOPOTKOT'O 3aMbIKaHUS

ASSR tect — auditory steady-state response (peructpaiusi BbI3BaHHBIX aKyCTUYECKUX OTBETOB
MO3Ta Ha IMOCTOSTHHBIE MOTYJTMPOBAHHbIE TOHBI)

Bcc - Burkholderia cepacia complex

CGM - continuous glucose monitoring (HeMpepbIBHBI MOHUTOPUHT TITFOKO3HI)

CLSI -Clinical and Laboratory Standards Institute (MHCTUTYT KIMHUYECKUX U Ta00pATOPHBIX
CTaHJapTOB)

EUCAST - EuropeanCommittee on Antimicrobial Susceptibility Testing, EBponetickuii
KOMUTET TI0 OTIPEJICIIEHUIO YyBCTBUTEIILHOCTH K aHTUMUKPOOHBIM TIperapaTaM

MENSURA - Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
Antimicrobianos — MicmaHCKuii COBET 0 cTaHIapTU3alUU YyBCTBUTEIBHOCTH U
PE3UCTEHTHOCTH K aHTUOMOTHKAM

MLPA — MynbTUIUIEKCHAS JIMTa3Has 30HA0Bast aMIUTH (UKL

MRSA - methicillin-resistant ~ Staphylococcus — aureus  (METHMLMJUIMHPE3UCTEHTHBIN
Staphylococcus aureus)

MSSA — methicillin-sensitive Staphylococcus aureus (METUIIMIUTMHIYBCTBUTEIbHBIN
Staphylococcus aureus)

NYHA - xnaccudukanuss XpOHUYECKON CepIeYHON HET0CTATOYHOCTH M0 (PYHKITMOHATBHOMY
kiaccy (knaccupuxanms Hero-Hopkekoii Kapauoornyeckoii accouuanmn)

PI — knaccuueckuii MyKOBHUCIUIO3 € aOCOTIOTHOM MaHKPEaTHUeCKON HEJTOCTATOYHOCTHIO

PS — kmaccuueckuit MyKOBUCIIMI03 ¢ HEHAPYIICHHOW (PYHKITUEH TIOHKETYTIOYHOM JKEIIe3bl

QFMP — konnuectBeHHas (iyopectienTHas MmynbTuIuiekcHas TP



TepMuHBI 1 onIpeaeIeHUA

E84.0 - Kucrto3ublii ¢pudpo3 c¢ jJérounbiMu nposiiaenusiMu (MKb 10 - E84.0) unu kmaccuyeckuid
MYKOBHUCIUIO3 ¢ HCHAPYIICHHOW (YHKIMEW MO DKeNyao9Hol xenesbl (PS) - ciiyuan ¢ HOpMaibHOM
9K30KPUHHOUM (DYHKIMEH TODKETYI0YHON JKeJe3bl, TIOATBEPKICHHON pe3yibTaTaMu J1abopaTopHOTo
uccienoBaHusl (OTCYTCTBHME HEUTpPalIbHOIO XKHUpa B KOINPOIpaMME, YPOBEHb I1aHKPEaTH4YECKOU
anacta3bl-1 B cryne He Hmke 200 MKr/r kama). I[Ipm reHeTHYeCKOM HCCIEIOBAaHMU BBISIBIISIOTCS

MYTallU{, IPU KOTOPBIX QYHKIMS MOHKETYJOUHOM JKeIe3bl OCTAETCS OTHOCUTENIBHO COXPAaHHOM.

E84.8 - Kucro3unblii ¢puopo3 ¢ apyrumu nposiBieHusimu (MKB10- E84.8) mnu kimaccuueckuii
MYKOBUCII/I03 € TaHKpeatnyeckol HemocratouHocTthio (PI) cooTBercTByeT Kitaccuueckomy
MYKOBUCIII/I03Y ¢ a0COTIOTHOM NMaHKpeaTHueCKON HEIOCTATOYHOCTHIO 0€3 U ¢ OCIOKHEHUSIMHU.
XpoHuyeckass NAaHKpeaTHyecKash HeJIOCTATOYHOCTb Y TAIEHTOB C KHCTO3HBIM (UOpPO30M
(MYKOBHCIIHIO30M) OIPEACISAECTCS aKTUBHOCTHIO MAHKPEATHUYECKOW 3J1acTasbl-1 B CTyse: KojeOaHus
aKTUBHOCTH 31acta3bl-1 B cTyne ot 100 1o 200 MKr/r kana CBUAETENbCTBYIOT 00 YMEPEHHOM CTENEeHU
SK30KPUHHOM HEIOCTATOYHOCTH TOJUKENTyIOYHON JKelle3bl; CHUKEHHE II0Ka3aTeasl aKTUBHOCTH
anmacta3el-1 B cTyne menHee 100 MKr/r kajma BBISBISET TSDKEIYHO CTENEHb NaHKPEATHYECKON
HEJ0CTaTOYHOCTH.

Cragum nuppo3a y NalMeHTOB ¢ KUCTO3HBIM (puOpo30M (MYKOBHUCIIMIO30M) YCTAaHABIUBAIOTCS IO
mkane METAVIR (Ilpunoxenue I'1): F1 — ¢pubpo3 Topk0 MOPTANBHBIX TPAKTOB; F2 — mopTanbHBIMA
¢bubpo3 ¢ oguHOYHBIMU cenTamu; F3 — puOpo3 mopTaabHbIX TPAKTOB C MHOKECTBEHHBIMH CENTaMH 0e3
uuppo3a; F4 — uuppos.

/KM3HEeHHBIMM NOKAa3aHUSIMU TIPU MYKOBHCIHO03€ SBIISIOTCS >KU3HEYTPOKAIOUINE COCTOSHUS
(MEKOHHMEBBIH WJIEYC, CHHAPOM MOTEPH COJH, JIETOYHOE KPOBOTEUEHHE, IMHEBMOTOPAKC, OEIKOBO-
SHepreTHyeckas HeaoctatoyHocTh 3 cr, JH (apixarenpHas HenmoctarouHocts) U JICH (jerouno-
ceplieuHas HeI0CTaTOYHOCTh) JIF00O0H CTETEeHHU, a TAK)KE COCTOSHUS, OTCYTCTBHE a/ICKBaTHOW Tepamnuu
KOTOpBIX BIEYET 3a CO0OW yMEHbIIEHHWE MPOAODKUTEIHHOCTH KU3HU MAIeHTOB, a HMEHHO,
BHEIITHECEKPETOPHAs IaHKpeaTHuecKas HEeJOCTaTOYHOCTb, TIEPBUYHBIA BHICEB  (BBISIBICHUE),
WHTEPMUTTUPYIOIIAs U XpOHUUYECKask WH(MEKIUs IETKUX, OMIMapHBIN IIUPPO3 TEeUeHH, MYKOBUCIIUI03-
aCCOLIMMPOBAHHBIN caxapHbI nuaber (MHCynMMHO3aBHUCUMBIN). [Ipu Hamuuuu BhIIIE yKa3aHHBIX
"JKU3HEHHBIX MMOKa3aHW" M0 peleHni0 BpaueOHOH KOMUCCHH MOTYT ObITh Ha3HAu€HBI Mpenaparsl Mo

TOProBOMY HAaMMCHOBAHHIO.



1. KpaTrkas uHpopmanus no 3a00/1eBAHUI0 WU COCTOSIHUIO (TPyIiIe 3a00/1eBaHUil

WJIM COCTOSTHUI)

1.1 Onpenesaenne 3a00JJeBAHUA UJIN COCTOAHNSA (FPVIIBI 3200J1eBAHMIT HJIH COCTOSHHUI)

Kucros3nsrit  ¢ubpo3 (mykoBucumao3, MB) — ayTOCOMHO-pEIECCHBHOE MOHOTEHHOE
HaCJIeICTBEHHOE 3a00JICBaHME, XapaKTEPU3YIOLIeecs OPAKEHHEM BCEX SK30KPUHHBIX JKEJE3, a TaKkKe
YKU3HEHHO BaKHBIX OPTaHoOB U cuctem [1,2].

1.2.9THOJ0TrHUS M IATOreHe3 3200 1eBAHNUA WU COCTOAHNSA (TPYINLI 3200J1eBAHMIT MJIM COCTOSTHM)

I'ew CFTR (MBTP - tpancmemMOpaHHBIH PEryasTOp MPOBOJUMOCTH MYKOBHCIIHI03a) ObLI
unentudunrpoBan B 1989 r. I'en pacnosiokeH B cepeHe JUTMHHOTO IIeYa 7 ayTOCOMBI, COJEPIKUT
27 sk30H0B U oxBaTbiBaeT 250 000 map HykneoTunoB. OH KOHTPOJUPYET CTPYKTYPY M (YHKIIHIO
onHouMénnoro Oenka. llocnegune wuccaemoBanus mokasand, yto MBTP sgaBasgercss coOcTBEHHO
XJIOPUAHBIM KaHAJIOM.
benok MBTP nokanusyetcst B anMKaabHOM 9acTH MEMOpaHbI AMUTEMATBHBIX KIETOK, BRICTUIIAIONINX
BBIBOJIHBIE TPOTOKHM KE€JIe3 BHENTHEH cekpenuu (MOTOBBIX, CIIOHHBIX, JKele3 B OpoHXax,
MO/DKETY0YHONW jKene3e, KHUIIEYHUKE, YPOTCHUTAJIbHOM TpPAKTe), OH pErylupyeT TpPaHCHIOPT
ANIEKTPOJIUTOB (TIaBHBIM 00pa3oM XJIopa) MEXAy 3TUMHU KIETKaMU U MEXKKJIETOYHON KUAKOCThI0. B
Oaze HGMD (The Human Gene Mutation Database;
https://my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.php) onmcano okomno 2 000 myraruii rena
- CFTR), oTBEeTCTBEHHBIX 3a pa3BuTHe cuMNTOMOB MB. Ilo cocrosinuto Ha 31 utonsa 2020 roga Ha BeO-
caiite mexayHapoaaoro npoekrta CFTR2 (https://cftr2.org) npencraBieno 360 maToreHHbIX BApHAHTOB
HYKJICOTHJIHOU mocienoBarenbHocTH TeHa CFTR. Ouu npensatctByroT cuHTedy Oenka CFTR, ero
TPAHCIOPTY K aluKaJIbHOW MeMOpaHe KJIETKM WIM HapyllalT ero (QyHKIUI0 B KauyecTBe KaHaja
aHMOHOB xJiopa. B 3aBucuMoctu ot BnusiHus Ha (yHkiuio Oenka CFTR Bce BapuaHTBl HyKJICOTHAHON
nocinenoBaresbHOCTH TeHa CFTR nioapa3iesitoT Ha 7 OCHOBHBIX KJ1accoB [3,4]

W3BecTHO, 4TO OAMH W TOT K€ BapUAaHT MOXET BbI3BaTh HECKOJILKO BHUJOB HapYIICHUS
CTPYKTYpHI WK GyHKIHUU OeJKa, U HE JJIs BCEX BapHAHTOB HYKJICOTHUIHOM MOCIEeI0BATEIBHOCTH T'eHa
CFTR omnpenenen kiacc
CornacHo JMaHHBIM HAIMOHAJIBHOTO pErucTpa HauboJiee YacTO BCTPEYAIOTCS CIEAYIOIINE MYTaIlUH:
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].

Myranuu resa CFTR HapymarT HE TOJBKO TPaHCIOPT, HO M CEKPELHI0O MOHOB Xjopa. [lpu
3aTpyJHEHUH MX MPOXOXKJICHHUS Yepe3 KIECTOUHYI MeMOpaHy YBEIWYMBAETCS peadcopOumsi HaTpus

JKCJIC3UCTBIMU KIICTKAMH, HAPYIIACTCS BHCKTpI/I‘-ICCKI/Iﬁ IMOTCHIUAII ITPOCBETA, UTO BbI3bIBACT USMCHCHUC
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QJICKTPOJIMTHOTO COCTaBa M JACruJparaluio CCKpETa KCIIC3 BHEIIIHECH CCKpCLUU. B PE3YIbTATC

BBIZ[CHSICMBIﬁ CCKPCT CTAHOBUTCA YPC3MCPHO TI'YCTBIM U BA3KHUM. HpI/I OTOM CTpaAaroT JICTKUC,

KeNyJOYHO-KUIICYHBIN TPAKT, IEYEHb, ITOKEITyJOUHas XKele3a, MovernoyoBas cucrema (tabdmn.1) [1, 6].

Tao6auua 1. [Tarorenes MB

OpFaHH U CUCTCMBI

ITaTonornueckue PO ECChI

Koneunslii pe3yapTar

Jlerkue

BponxooOctpykiys,

CHW)KEHHE  TOJEPaHTHOCTH K
uHpeKImy,

KOJIOHHM3ALUsl IbIXaTeNIbHBIX ITyTel

Pseudomonas  aeruginosa  (P.
aeruginosa) u JPYTUMH
[aTOJIOTHICCKIMH
MHKPOOpPTraHU3MaMHu,

XPOHHUYECKOE BOCTIAJICHUE
JIBIXaTeNbHBIX nyTeH,
OpPOHX09KTa3Hl, JIECTP YKL

MapCHXHUMBI JICTKUX.

,HI)IXB.TGIILHB.SI HEOOCTAaTOYHOCTb,
JICTOYHas runepTeH3ud,
cepacyHas HEAOCTATOYHOCTb.

[Tomxenynounas xenesa

OO6CTpyKIHS MPOTOKOB JKEJE3Hl,
MOABJICHUC KUCT,
HEI0CTAaTOYHOCTh IODKENYI0YHON
JKENE3bl (BHyTpeHHE - u
BHEIITHECEKPETOpHas),

KHUIICYHAS MaTbaOCOpPOIIHS.

MekoHnueBbIl niIeyC
Hapyienue cTyJa
JKUPHBIH, 3]IOBOHHBIH, OOMUIILHBIN),

CHIDKEHHE HYTPUTUBHOIO cTaTtyca (y

JIeTel — OTCTaBaHKE B Pa3BUTHH),
ABUTaMHHO3HI,

BBINAICHUS TIPSIMOM KHUILIKH,
caxapHsblil 1uaber.

(gacTsrii,

Macc

Xouecras, XOJIeIUTHAa3. Huppos [IEYEHH, CUHJIPOM
[IOpTaJIbHON TUIIEPTEH3UH,
[leuenn THIIEPCIUICHU3M, MeYeHOYHas
HEIOCTaTOYHOCTb,
xenmuHokameHHas 6onesnb (JKKB)
YBenuuenue Kumeunas HenpoxoauMocTb
BSI3KOCTH/aare3uBHocTd  KanoBeix | CIAUO
Kumeunnk

BBIIIAICHUA HpHMOﬁ KHUIIIKH,

OKOJIOHOCOBBIE MA3yXH

OO6cTpyKIust coycTuit
OKOJIOHOCOBBIX ~ Ia3yX,  3acTOi
CIIM3U B Ia3yxaxX, KOJOHHW3aIMs
CIIU3UCTONH  OOOJOYKH  TOJIOCTH
HOCA U OKOJIOHOCOBBIX Ia3yX
MATOJOTHIECKON MHUKpodIopoi (B

XpoHn4yecKkui

ITIOJIOCTH HOCA.

PHHOCHHYCHT,
TIOJIUTIBI B OKOJIOHOCOBBIX Ta3yXax U

DNEeKTPOIUTHBINA OamaHC

ToM uyucne P.  aeruginosa),

(hopmupoBanue TIOJTATIOB B

OKOJIOHOCOBBIX nasyxax c

pacipocTpaHEHHEM B IOJIOCTh

HOCa.

l'umokanmuemus, rtunoHatpuemus, | CHHIpPOM nceBgo-baprrepa —

THUITOXJIOPEMUS, AJIKaJI03

CHUHJIPOM NOTEPHU COIEH

PenponykTuBHas cuctemMa (y MY>K9IHH)

OOcTpyKkiisi W TOCHenyroIast
aTpe3uss BBIHOCAIIMX TMPOTOKOB
STUYEK.

Azoocniepmust

Bbecmionue

HpOFpeCCI/IpOBaHI/IC JIETOYHOU H CCpI[C‘IHOfI HCOOCTAaTOYHOCTH SABJIACTCA HanOoJjiee YacToit

NPUYMHON cMepTH HanueHToB (95%).

CHCKTp MHUKPOOPraHUu3MOB, CBA3AHHLBIX C I/IH(peKLII/IHMI/I JABIXaTCIbHBIX HYTCﬁ Yy NaoueHTOB C MB

IMpoAOJIKACT paCIUPATHCA U HUCCICHOBAHUA MI/IKpO6I/IOMa JICTKUX Y JTaHHOM KaTCropuu mnanucHTOB
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JEMOHCTPUPYIOT ~ CJIOKHBIH CHHEPTH3M MEXAY KYyJIbTUBHPYEMBIMH ¥  HEKYJIbTUBHPYEMBIMU
MUKpOOpranu3MaMu. MUKpoOHOIOTHYeCKast AMarHOCTHKA y TanueHToB MB nMeeT psijg ocobeHHOCTeH,
KOTOpBIE HEOOXOAMMO YUUTHIBATH MPU OpraHU3aluy paboThl C JAaHHOHM KaTeropueil manueHToB.

Yamie Bcero B OTACIAEMOM HIDKHHMX JbIXaTEJIbHBIX MyTeW y manueHToB ¢ MB BwisBisitorcs S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. bonee Tunu4Hbie
pecrupaTopHbIE MATOTeHbI, Takue kak H. influenzae, S. pneumoniae, M. catarrhalis Takxe MOTYT UTpPaTh
BAKHYIO POJIb B Pa3BUTUM OpOHXOJETOYHOro Ipolecca. Y mnauueHToB ¢ MB Moxer Bcrpewaercs
XpOHHUYECKas KOJOHMU3AIMsI MUKpOOpraHU3MaMu ceMelicTBa Enterobacteriales.

NmeroTcss HaOMIOACHUS BBIJCICHHUS W3 HIKHUX JIbIXaTeIbHBIX IMyTed mamnueHtoB ¢ MB
HedepMmeHTUpyomuX rpamorpunarensusix Oakrepuit (HI'Ob Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) Jlanubie BUIBI SBJISIFOTCS OJU3KOPOJICTBEHHBIMH,
MMEIOT TEHETHMYECKOE CXOJCTBO C OaktepusiMmu pomaa Burkholderia. OHM penko BBIACISIIOTCS Y
nanueHToB ¢ MB, onHako omucaHbl ciydad BbIIENEHHMS UX HpU XpoHHYeckod uHGpexuuu. Her
JOCTaTOYHOTO KOJIMYECTBA HCCIIEIOBAaHMUI, YKa3bIBAIOUIMX HAa BO3MOXKHOCTH IMEpeAaydl IITaMMOB OT
ManueHTa K MalyueHTy.

Jlpyrue MUKpOOpraHWU3MBI, MMEIOIINE STHOJIOTHYECKOoe 3HadyeHne npu MB: HeryOepkyse3Hbie
mukob6aktepun (HTMB) - Mycobacterium abscessus complex, Mycobacterium avium complex v npyrue
MHKOOAKTEpHH, TPUOBI - Aspergillus spp., Scedosporium spp., Trichosporon spp., éupycwi - Respiratory
syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza virus, Human
metapneumovirus. Bo3pacTaer BBISIBISIEMOCTh HETYOEpPKYJIE3HBIX MHUKOOAKTEpUl Yy MaAIMEHTOB
cTapuiero Bospacta. Mycobacterium abscessus complex u Mycobacterium avium complex SBISIOTCA
HanOoJiee YacTo BCTpevaromumucs [2].

Oco0eHHOCTAMH XPOHUYECKON MH(PEKIUU JIETKUX y O0IbHBIX MYKOBHCIIHMIO30M SIBJISIETCS TO, YTO
naHHast HHQEKus B 2/3 ciiydaeB BBI3BIBAECTCS HE MOHOKYJIBTYPOH, a acCOlMAalMell MUKPOOPTaHU3MOB.
3a pyOekoM 3TH TOKa3aTeNu B iBa pa3 HUxKEe — B 35% uccrnenyeMbix 00pa3oB OpOHX0aIbBEOISIPHOTO
naBaxa (BAJI) BBISBISIOT pOCT ABYX MUKpoOpranu3MoB U B 10% ciyyaeB accolManuy npeacTaBIeHb
Tpems u 6osiee BUIaMU MUKpoopraHu3MoB. Hanboliee yacTo BecTpeuaromieiicss acconuanuen sSpisiercs
couetanue P. aeruginosa u S. aureus [7,8]. B cocraBe MHKPOOHBIX accoUManUil BBIICIIN
OJTHOBpEMEHHO P.aeruginosa MyKOUIHbII U HeMyKouaHbIM ¢eHotunsl. Kpome P.aeruginosa, dacto
BBIACTISUTH JAPYTUX TpeacTaBuTeNnell HeepMEHTUPYIOMINX TPaMOTPHUIATENFHBIX MUKPOOPTaHU3MOB —
Burkholderia cepacia complex, Achromobacter spp., S.maltophilia, A.baumanii u np. [9].

[Tpu aHanu3e AAHHBIX MHUKPOOHOJIOTUYECKUX UCCIEI0BAHUN YCTAHOBIEHO, YUTO MUKPOOPTaHH3MBI
obutH BeIIENEHBl Y 61,9% neteit B Bo3pacte 1o 1 roga, y 92,9% - B Bo3pacte 1-4 roxa, y 93.8% - B

Bo3pacte 5-7 ner u B Bo3pacte 8-14 u 15-18 y 100% nereit. D10 CBUIETEIBCTBYET O TOM, UTO
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KOJIOHM3AIIHS JIETKUX MHUKPOOPraHU3MaMu OOJIbHBIX MYKOBHUCIIHJIO30M HA4YMHAETCS, (DAKTHUYECKH, C
MIEPBBIX JHEU MMOCIE POKICHUS U JOCTUTaeT MaKCUMyMa yXe K 5 rojam xu3Hu. B Bospacte 10 1 roma
Oonee yeM y 1/3 OOJIBHBIX MYKOBUCIIUJIO30M HIDKHHE JbIXaTCIbHBIE TYTH €IIe HE 00CEeMEHEHBI
MUKpPOOPraHW3MaMH, B Bo3pacte 1-4 JieT HWKHHE JbIXaTeJIbHBIC MyTH OOCEMEHEHBI MOYTH y BCEX
OoompHBIX (92,9%), a k 8-18 Tromam — y 100% OoibHBIX. XPOHHYECKYIO CTA(PHIOKOKKOBYIO,
CHHETHOMWHYIO WJIM CMENIaHHYI0 HH(EKINIO TUarHocTupyoT y 25% nereii yxe B Bo3zpacrte 1-4 rona, B
Bo3pacte 5-7 netr — y 50% OonbHBIX, B Bo3pacte 8-14 ner —y 65% u k 18 rogam — y 80% OGOIBHBIX
MYKOBHCITUIA030M [ 7]

[Tpu oreHKe MUKPOOHOJIOTHIECKOTO MPOQHIIST PECTUPATOPHOTO TPAKTA BBHISBICH POCT YaCTOTHI
BBICEBA TPAMOTPHUIIATEIILHON (DIIOPBI ¢ YBETUYCHUEM BO3pacTa OOJILHBIX.

Haubonpuras yacrora uagunupoBanus S.aureus oOTMe4eHa B Bo3pacTHoOU rpymnme 12-16 nert, rae
oHa coctaBmia 64,5%, P. aeruginosa B 24-28 et ¢ yactotoi 55,0%, B 3TOil ke BO3pacTHOM rpyImre
MakcuMmaiabHOe uHbuMpoBanue Burkholderia cepacia complex, kotopoe coctaBumo— 22,6%, S.
maltophilia B 16-20 net — 5,6%. Achromobacter spp. TOCTUTAET CBOETO MHKA y MAIUEHTOB cTapiie 36
JIET, TAe ee yacTtoTa coctaBuna 14,3%. MRSA uMeeT 1Ba muka MakCUMaJIbHOM 4acTOTHI, B 20-24 roga
u 32-36 nert, rae ero yactora coctapuia 11,4% u 10,5%, cooTBETCTBEHHO.

YactoTa XpOHUYECKOTO MHPHUIIMPOBAHUS JbIXaTENbHBIX MyTel S. aureus cocrasnser 56,0 %, P.
aeruginosa — 32,1 %, Bcc — 6,6 %, MRSA- 6,4%, Achromobacter spp.-3,9%, S. maltophilia— 3,4 %. B
7,5%  cmydaeB  OpIXaTelbHble  MyTH  OOJNIBHBIX ~ XPOHHWYECKH  HMH(UIMPOBAHBI  JOpyroit
rpaMOOTpHUIIATENIbHON (IIOPOM, cpelr KOTOPhIX HauOoJiee YacTO BCTPEYAIOLIMECs IMPeICTaBUTENN
cemerictBa Enterobacteriales (Klebsiella spp.: Klebsiella pneumonia, Klebsiella oxytoca, Raoultella
(Klebsiella) ornithinolytica; Escherichia coli, Serratia spp., Proteus spp. n 1ip.), a TaKxe NPeACTaBUTETH
HepepMeHTHpYIOIUX TpamoTpunarenbHbix Oaktepuit (HI'OB) (Pseudomonas spp.: P. stutzeri, P.
oryzihabitans, P. montelii, P. putida, P. koreensis, P. fluorescens, P. fragi, P. luteola; Acinetobacter
spp.: A. baumanii, A. Iwoffii, A. haemolyticus, A. calcoaceticus, A. junii, A. pittii, A. anitratus.). Y paga
MalMEeHTOB  BCTPEYaeTcsl  MUKCT-UH(OUUIMPOBAHWE  PECHUPATOPHOTO  TpakTa  pa3iIM4HOU
HETICeBJIOMOHAHON TpaMoTpuIaTebHOl ¢uiopoit. Jlons mnanuentoB, uHuImpoBanHsix HTMb
cocrasseT 0,9 %.

Jpyroii 0COOEHHOCTHIO MHUKPOGMIOPHI MPH XPOHUYECKON WHGEKIUU JEeTKUX Yy OOJIbHBIX
MYKOBUCITI030M SIBJISIETCS Pa3IMyHasi Pe3UCTEHTHOCTh K aHTHOMOTHKAM TMpEACTaBUTENEH OJHOTO U
TOTO JK€ BHJA BO30YAWUTENs, MEPCUCTHPYIOIMIETO Yy OOJBHOTO B JIETKUX. OJTO OOYCIOBIEHO Kak
(EeHOTUIMUYECKOM TeTePOTreHHOCTRIO, KOTOPAS SBJISETCS Pe3yIbTaTOM aIaliTAIlM MUKPOOPraHU3Ma Mpu
MEePCUCTEHIIMU TOJ] BO3JCHCTBHEM AaHTHOMOTHKOTEpANMHd W/WIM WMMYHHOW CHCTEMBI, TaK H C

N3MCHYHMBOCTBIO, CBS3aHOM C T'€HETUUYECKUMU HU3MCHCHUAMHU, IMPOUCXOISAINIMMU B 6aKTepI/IHX npu
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NEPCUCTCHLIUHU - MPUOOPETCHUEM MJIM MOTEepeld MOOMIIBHBIX T€HETHUECKHX 3JEMEHTOB, MMEIOIINX B
CBOEM COCTaBE T€HbI PE3UCTEHTHOCTH K aHTHOMOTHKAM. JlaHHAast 0COOEHHOCTh MMEET KaK KIIMHUYECKOe,
TaK M SMHUIEMHOJIOTHYECKOE 3HAUCHHE M JOJDKHA PacCMaTpUBAThHCS Kak (DaKTOp, OrpaHHMYMBAIOIINI
3P PEKTUBHOCTh AHTHOMOTHUKOTEPAIINH, CIIOCOOCTBYIOIINI BBDKUBAHUIO OaKTepHii M (POPMHUPOBAHUIO
XpOHUYECKON MH(pEKUNUU. ITOT (HAKT ABIAETCS BAKHBIM JJIs KIMHULIKMCTOB U €Ile pa3 MOATBEPKIAcT
HEOOXOJMMOCTh ~ HMCCIIEIOBAHUS AHTUOMOTHKOYYBCTBHTEIBHOCTH BBIJCICHHBIX HM30JISITOB  IIPH
Ha3HAYEHUHU aHTUOMOTUKOTEPAIUU U YKa3bIBae€T Ha HEOOXOIMMOCTh IPUMEHEHNUS KOMOMHUPOBAHHOU
AHTUOMOTUKOTEPAINUH MPHU JICYCHUH XpOHUUYEcKoi nHpekuu y 6oipHbIXx MB. [10,11]

PasBuTuio acmeprmiesa Jerkux |y nHanueHToB ¢ MB  cnocoOCTBYIOT — HapylleHHe
MYKOIIMJIMAPHOTO KJIMPEHCAa U UMMYHHOTO OTBETA, a TAK)KE MPOJODKUTEIbHAS aHTUOAKTepUabHas U
[IIIOKOKOPTUKOCTEPOUIHAS TEPAIIUSL.

Komonuzanust qeixatenpHbIX myTel y marueHToB ¢ MB Aspergillus spp.- BeisiBieHue rpudoB poaa
Aspergillus B >50% 00pa3lioB MOKpPOTHl WM B TeUue€HUE >6 MeCAleB B TOJ, OTCYTCTBHE
MHCTPYMEHTAJIbHBIX NMPU3HAKOB YXYALIEHUS JETOYHON (PYHKIMH, a TaKKe€ OTCYTCTBHE KIMHHUYECKHX
npu3HakoB oboctpenuss MB [12,13].

B Hacrosimiee Bpemsi HET yOEOUTENbHBIX TaHHBIX O HEraTMBHOM BJIMSHUM KOJOHM3AIMH
Aspergillus spp. npIXaTenbHBIX NyTed Ha (QYHKIWIO JbIXaHWs manuMeHtoB ¢ MB [12,13,14].
Komonuzanust nmprxarenpHbIX TyTed mamueHToB ¢ MB rpubamu Aspergillus spp. He sBIseTcs
MOKa3aHueM JIsl Ha3HauYeHUs MPOTHUBOTPUOKOBBIX JIC.

Haubonee pacripocTpaHeHHBIM OCIIOKHEHUEM, 00YCIOBICHHBIM Aspergillus spp., y TallUEHTOB C
MB sBnsercs amneprudeckuid Oponxosierounbsiii acnieprmnies (ABJIA). ABJIA xapakrepusyercs
pa3BUTHEM pEaKLUHUU TUNEPUYYBCTBUTENHLHOCTH | THMa MNpH KOJOHU3ALWU [JbIXaTENbHBIX IyTeH
Aspergillus spp., KoTopas 0e3 Je4YeHHS NPHBOJUT K pa3BUTHIO (UOpO3a JIETKUX M HEoOpaTUMOI
JIBIXaTeIbHOM HEeIOCTAaTOYHOCTH. Y manueHToB ¢ MB nHBa3uBHBIN acniepruiisie3 BCTpeyaeTcsl peaxo,
yaiie Kak OCJI0KEHEHHE MOCIIe TPAHCIIAHTAIIUHY JIETKUX Ha (POHE MMMYHOCYTIPECCUBHOM Teparuu.

NuBazuBHOro nopaxkeHus Tkanei nerkux npu ABJIA oObIYHO HE TPOUCXOIUT, XOTSI COYETAHHE C
XAJI BeisiBiisitoT y 10% nauuentoB. OcHoBHble Bo30yaurenu ABJIA — A. fumigatus n A. niger [15,16].

Xponuueckuit acnepruuies jgerkux (XAJI) mpencrapisier co00i MEAJICHHO MPOrPeCCUPYIOLIHiA
JIECTPYKTUBHBIA TMpollecC B JIETKUX, OOYCIOBJIEHHBIH Trpubamu Aspergillus spp., B paHee
CYIIECTBOBABILUX OpPOHXO03KTa3ax, MOJIOCTAX U mp. OnucaHa reHeTuyeckas Mpepacnoyio)KeHHOCTh K
3TOMY 3a00JIeBaHUI0, CBsI3aHHas ¢ AedunuroM uim quchynkaueid Th-17 numdponuros [17,18].

Mnuorue mauuentel ¢ MB no paszsutus XAJl nosydanu MHTaIsUOHHBIE WM HU3KHE 03I
KOPTUKOCTEPOUIOB Uil CHUCTeMHOro mnpuMmeHeHus. Kpome Toro, passutuio XAJI crocoOcTByeT

MOBBIIIEHHOE COJIep)KaHue KOHUIUHN Aspergillus spp. B OKpyXaroleil cpesie, B TOM YHCIe B KUIbIX U
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MIPOU3BOJICTBEHHBIX MomenieHusx. OcHoBHbIe Bo30yautenu XAJl — A. fumigatus, A.flavus n A.niger.
be3 neuenns XAJl npuBOIUT K YXYALIEHUIO KauyecTBa XU3HU NAMEHTOB ¢ MB u yBenuueHuro
JIETaJIbHOCTH.

1.3 DnuaeMuoI0rusi 3a601€BaHNA WK COCTOSIHMS (TPVIIILI 3200J1€BAHMIT HJIM COCTOSIHHI)

Yacrora MB xkosebiiercss cpeam TmpenacraButencii espomeousoB ot 1:600 mo 1:17000
HOBOpOXJeHHbIX. B P® wactota mykoBucHuao3a coctaBiger no gaHHeiM PI'BHY «Menuko-
reHeTUYeCKU Hay4dHbIN HeHTp uM. akagemuka H.I1. boukosa» 1:9000 HoBOopoxkaAeHHBIX [1,5].

1.4 Oco0eHHOCTH KOAMPOBAHUS 3200JeBAHUA WJIH COCTOAHUSA (IPVINLI 3200J1€BAHNN WJIN

COCTOSIHU) M0 MeXXKIYHAPOAHOM CTATHCTHYECKON Kaaccuuranuy 0oJe3Hei u npooJaem,

cBfA3aHHBIX €0 310poBbeM (MKB 10)

Kucto3usriit pudpos (E84):

E84.0 — Kucto3Hsiit ¢pudpo3 ¢ 1ErouHbIMU POSBICHUSIMH;
E84.1 — KucTo3Hblil pubpo3 ¢ KUIIEUHBIMH MPOSBICHUAMH ' ;
E84.8 - Kucto3nslit pudpo3 ¢ IpyruMu nposBICHUSIMU;

E84.9 - Kucto3uslil pubpo3 HeyTOUHEHHBII?,

' Koo ES84.1 Hzonuposanmoii xuwieunoii gopmul nem 6 coépemennoli xnaccuguxayuu BO3 u
Eeponeiickoti  Accoyuayuu Myxosucyuoosa. Koo ES84.1 - xucmosnvili ¢udpos ¢ KuuieyHvlmu

NposBIeHUAMU He peKOMeHOYemcs ucnoavzosams [19,20].
2B nacmosuyee spems —
1)Heonpeodenennulii OuazHo3 nPuU NONOAHCUMENLHOM HEOHAMALHOM CKPUHUH2E HA MYKOBUCYUOO3

2) y nayuenmog 11006020 803pacma u3 epynnvl pucka no MyKo8UCYuoo3y, KOMopbiM Ha OCHOBAHUU

pe3yibmamos 00Cied08anus He yOaemcs OKOHUaAmenabHO UCKTIOYUMb UIU NOOMBEPOUMsb OUACHO3.

1.5 Knaccudukanus 3a60/1eBaHUS WIH COCTOAHUS (TPYNNbI 32001€BAHUI WIH COCTOSTHUI)

Knaccudukanus, npunaras BO3, Mexaynapoanoir Acconmanueii MykoBucuunosa, EBpomnerickoit

Acconuanueid MykoBucumnosa [1, 2, 3,4,5,7, 8, 9]:

o Knaccuueckui MYKOBUCIIHI03 C HaHeraTquCKOﬁ HEAO0OCTATOYHOCTBIO (CMCH_IaHHaH N

JNeroyno-kuiednas gopma 3adonesannus'), PI. E84.8.

o  Kuaccuyeckuif MyKOBHUCHMIO3 C HEHapylIeHHONH (QyHKUMEH MOKEeITyJOYHOU Kelle3bl
(mpeMMyIIecTBEHHO Jerounas popma 3abonesanus'), PS. E84.0.

o HeOHpe,Z[eJ'ICHHHﬁ JAUAarHo3 Mnpuv MOJIOXKUTCIIBHOM HCOHATAJIbBHOM CKPUHUHIC HA MYKOBUCHHUI03.

E84.9.

o 3aboneBanusi, accouunpoBannbie ¢ reHoM CFTR(MBTP)

14



. M30JIMpOBaHHAs OOCTPYKTUBHAS a300CIIEPMUS,;

. XPOHUYECKHUN MTaHKPEATHT;

. JMCCEMUHUPOBAHHbIE OPOHXO3KTA3bI.

B knmmHMYECKOH MPaKTUKE UCTIONB3YeTcs KiaccuuKanus, npeacTaBieHHas B Tadmume 2 [2].

Tadauna 2. Knuanueckas kiaccupukaiyss MyKOBHCIUA03a (TpelsiockeHa Ha ocHoBe Paboueii
knaccupukanun mykoBucuunosa (Paumnckuii C.B., Kanpanos H.U., 2000), pexomennauuii BO3 u

EBpomnelickoit accoluanuu MYKOBUCIIH/1032), OIyOJINKOBaHO -
https://mukoviscidoz.org/doc/konsensus/CF_consensus 2017.pdf
dopma XapakTepucTHKa OPOHX0/1er04YHbIX U3MeHEeHU | IIposBiieHus OcnoxxHeHus
Knuanaeckas ®dazau Crenens JIH?
AKTUBHOCTB
mpoiiecca

Knaccuuec | XpoHU4ecKuit Bne Xpouudecknii |Abcieccsl,

KHil OOCTPYKTHBHEIN  |000CTpEHUS Lcr. (THOMHBIH, aTeJIeKTa3bl, THEBMO-

MYKOBHUCIH |OpOHXUT Ob6octpenue Tum IL.cr. IIOJIMTIO3HO- MMHOIIHEBMOTOPAKC,

103’ Bponxoakrassl 000CTpEeHHNS: II.cT. THOWHBIH) KpOBOXapKaHHE,

CMmemanHa |(iokanmn3oBanHble |OOocTpeHne PUHOCHHYCHUT |KpOBOTEUEHHUE

A1 WIN u XPOHHYECKOTO Cunanpom (;rerounoe,

JIErOYHO-  |IMCCEMHHMPOBAHH |OpOHXUTA IICEBJIO- KEITyJI09HOE),

KHMIIeYHast |bie) c ykazanueM |[IHeBMoHHS (C Baprrepa aNJIepPrudecKui

¢opma JIOKaJIU3aluu yKa3aHUEM Azoocniepmus  |OpOHXOJIETOYHBIH

3a6oseBanu ([THeBMOGHOPO3  |TOKaIH3AINN) Penmnusupyto |acneprmmies (ABJIA),

1 CMelIaHHbIA THIT LA JIerouyHas

(MykoBHCH HaHKPEaTUT TUIIEPTEH3Us, IIOJINII03

U103 C HOca. MEKOHUEBBIN

NaHKpeaTu WIIEyC, SKBUBAJICHTHI

yecKoil MEKOHHEBOI'0 Mieyca,

Hel0CTaToy BBINAJICHUE IPSIMON

HOCTBIO — KHLIKH

E84.8) Huppo3 neuenu

Jlerounas (6e3 u ¢ mopranpHOI

¢popma runep-

3a00J1eBaHU TEH3HCH )

1 KKb

(MyKoBHCI OrtcraBaHue B

Ua03 ¢ (U3UUECKOM Pa3BUTHH.

HeHapyuleH BenkoBo-

HOIl JHEpreTuyecKas

dpynknmeit HEJ0CTaTOYHOCTh

MOAKEJIYA0 Hapymenne

YHOH TOJIEPAHTHOCTH K

JKeJ1e3bl yrieBoaaM

— E84.0) MyxkoBuCHUI03-
ACCOLIMHMPOBAHHBIN
caxapHbIi auader
CHmxeHue
MUHEpaIbHON

IUIOTHOCTH KOCTHOM
TKaHU
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Bropuunstit
0CTEOnopo3
Amuiion1o3 modek
CuaoaieHuT
Buramun K-
Je(UITUTHBIC
COCTOSIHUSI
(reMopparuueckast
0oJe3HBb)

I'enotun (myranuu reaa CFTR (MBTP)) Ykazath coriacHo 0aze
nmanaeix CFTR2. org u
Koncencycy no
KIIMHNYECKUM

s dexram
TCHETUYECKUX
BapuaHTOB (0aza
nmanHbIX SeqDBhttp://
seqdb.med-gen.ru/)
Muxkpobuonornyeckuii cratyc (yKa3blBaeTcs IaTa MepBUYHOro BhiceBa  |CTadUIIOKOKKOBas
(BBISBJICHIS) MEKPOOHOTO ITaToreHa (MaTOreHOB) U, €CITH €CTh, HHDEKIIUA.
TOCIIETHETO) CunerHoiHas
nHpekmus. Madexmms,
BbI3BaHHAsA B. cepacia
complex

Hpyrue nHbeKIIm.
MukpoOHbIe
ACCOIMAITIH

Hpyrue Gpopmsr:
Heonpenenenuslit Auarso3 npy MojoKUTEIbHOM HEOHATAIEHOM
CKPUHHHTE Ha MyKOBHCIU03® — E84.9.
3abonesanus, acconunposanusie ¢ redom CFTR (MBTP):*
—  HW30JMPOBAaHHAS OOCTPYKTHUBHAS a300CHEPMUS;
—  XPpOHHMYECKHH MAHKPEATHUT; AUCCEMHUHHPOBAHHbBIC OPOHXO0IKTA3bI

Ipumeuanus:

! @opma u3z knaccuguxayuu MB Pauuncrozo C.B., Kanpanoea H.H. (2000).

2 Cmenenv  Obixamenvbholi  HedoCcmamouHocmu — ycmanasiueaemcs —coanacho  «Knaccuguxayuu  Ovixamenvhot
Hedocmamournocmuy (Hayuonanvuoe pyxosoocmeo no 6onesHam opeanos owvixanus, 2010). Cmenenv madxicecmu
3a001e6aHUSL PEKOMEHOYEMCS He YKA3bI8AMb UCX005 U3 NEPEUUHO-XPOHUYECKO20 MeUeHUs, NONUOPSAHHO20 NOPANCEHUS U
NpOSPeOUeHmMHO20 Me4eHUs.

3 IMonoorcumenvroiii HEOHAMANLHBIT CKDUHUHS UL HEOHAMAIbHAS 2UNEPMPUNCUHOZEHEMUS He AGTAMCA OUASHO30M U 6
KAACCUDUKAYUIO He BKITOUEHDbl, NAYUEHMAM C HEOHAMAILHOU UNepmpuncuno2eHemuell pekomenoyemes 6 1 200 npogecmu
nOBMOPHO nomosyio npoby. Hcnonvsyemcsi HO8bl OUACHO3 — «HEONPeOeNeHHbIl OUAZHO3 NPU  NOTOACUMETbHOM
HEOHAMANbHOM CKPUHUH2E HA MYKOBUCYUOO3»

4 Koo MKB pexomendyemcs ucnonb306ans u3 COomeemcmeyiouux pazoesos.
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Taoscecms cocmosinus yemanasausaemcs coenacho Ipunooicenuro k npuxazy Munucmepemea mpyoa u coyuaibHOU 3auumaol
Poccuiickou @edepayuu «O knaccuukayusax u Kpumepusx, UCNOIb3YEMbIX NPU OCYUJeCMBICHUU MeOUKO-COYUATbHOU
IKCHEPMU3bL 2PANCOaH (PedepanbHbiMU 20CYOaPCMBEHHBIMU YUPENCOCHUIMU MeOUKO-COYUanbHou skcnepmusoly (¢ 01
aueaps 2019, cm. pazden «Cnpagounvie Mamepuanvl, 6KIOYAS COOMEEMCMEUe NOKA3AHUL K NPUMEHEHUI U
NPOMUBONOKA3AHUL, CHOCOO08 NPUMEHEHUs U 003 JeKAPCMBEHHbIX NPenapamos, UHCMPYKYUU NHo NpUMEHEHUIO
JIeKapCcmeeHH020 npenapama)

B Oynymewm, no Mepe yriayOiaeHus 3HaHUH, 9Ta KIaccu(UKaIMs TakkKe MoTpedyeT mepecMoTpa.

1.6 Kinnanuyeckasi KapTHHAa 3a00JIeBaHUS WM _COCTOSIHMS (Tpynnbl_3200J1eBAHMI WM

COCTOSIHMiA)

Myxkosucyuoos moscem 66imv 3anN0003peH NO CIeOVIOWUM NPpU3HaAKam (maon. 3,4).

Hanuuue enympuympoono no oannwvim Y3HU - cunepaxozenno2o kuuieuHuka, MeKOHUEBblLL U1eyc
- NpU POXCOEHUU.

B nepuooe nosoposcoennocmu 3amsasxicnas Heonamanvhas scenmyxa, sumamutr K-sagucumvie
2emoppazuieckue coOCmosHUsl, MEKOHUesbll Uneyc.

Mexonuegulii uneyc — 3mo CUHOPOM, XAPAKMEPUIVIOWUXCS NPOSGTIeHUeM HU3KOU 0OmypayuoHHoU

KUleyHol Henpoxooumocmu, 06e3 nepepviéa npoceema KuuieuHou mpyoku. /lannoe saboneeanue npu
MyKoUCYUO03e 00YClO8IeHO MeXaHU4eCKUMU npuduHamu - obnumepayueti npoceéema HNIOMHOU
MEKOHUANbHOU NPOOKOU.
B mupoesoti obwenpunamori npaxmuxe cuumaemcs, umo 6 90-95% cayuaes smuonocueti MeKOHUEE020
uneyca Agnsemcs mykosucyuoos [21]. Mexonueswiti  uneyc ouacnocmupyemca y 15-20%
HOBOPOJCOEHHBIX C MYKOBUCYUOO30M. B esponetickux cmpanax nayuenmsl ¢ MEKOHUEBbIM ULEYCOM
noonexcam o00s3amenbHOMy 00ca1edo8anul0 Ha Mykosucyuooz [1,22].  Ilo Oaumnvbim pecucmpa
nayuenmos ¢ MyKogucyuoozom P®, dons nayuenmog ¢ MyKoBUCYUOO30M, NEPEeHecuux MeKOHUEBbIL
uneyc nmpu poxcoeHuu,  cpynne demeu nepgo2o 200a xcuzHu cocmasuna 22,1% nayuenmos, umo
ompajicaem e2o peanbHyto pacnpocmpaneHHocms [23].

3aoepircka npubasku eeca, uacmolii, 0OUNLHBLIL, C RPUMECHIO HCUPA U 3T1060HHBIM 3ANAXOM
CMYJl, NOBLIULEHHBIL annemum, 8 803pacme nocie 2004 NU300bl bINAOEHUS. NPAMOU KUWKU, dNU300b
3a0epaHcKY CMyid ¢ KIUHUYeCKUMU NPOABIeHUAMUY YaACMUYHOL WU NOJIHOU KUULEYHOU HENPOXOOUMOCTU
(cunopom oucmanvrou unmecmunanvrol oocmpykyuu — CAHO).

C pannezo eo3pacma 803MOJICHbI HABAZUUBLIL KOKIOUWENOOOOHbIU  Kaulelb, 4acmo
peyuousupyrowue pecnupamopuvie UHQeKyuu ¢ A6NeHUAMU OPOHXUMO8, NHEBMOHULL, MOdCem
ommeyamuvcs ceucmsauee Oblxanue u/unu «OpalbHas Kpenumayusy, 00blKd, Kauelb ¢ 8bloeNeHuemM
2HOUHOU MOKpOmMbl, 8 MOM 4Yucle 6He Nepuooo8 00OCMPeHUs, GIAXCHblE PAZHOKANUOEpHblE XPUnbvl

pasHoﬁ CmeneHu JoKalusayuu 6 3asucumocmu om pacnpocmpaneiiocmu npoyecca.
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B pannem eo3pacme ommeuaromcs anu300bl nposisnenuli CHUHOPOMA ROMEPU CONel (CUnoKaluemusl,
eunoHampuemus, 2UnOXiopemus) — nomeps 6ecd, CPbleU8AHUS, pPEOma, 6:A10Cb, OMKA3 Om eobl.
Bcneocmeue nomepu 2nekmponumos ¢ nomogou HCUOKOCMbIO, OCOOEHHO 6 YCIO08UAX YCUNEHHO20
nomoomaoenenus: (MUxopaoka, Hcapkas no2ood, npebviganue 8 cayHe, puzuueckue Haspy3Ku), uepes
JHCENYOOUHO-KUUEUHBII MPAKM, HeOOCMAamo4Hoe NOCMYNieHue coaell ¢ nuwel u 8000U (0CoOOeHHO )
oemell Nepeo2o 200a HCUZHU NPU OMCYMCMBUU OOMAYUU COIU) Moxcem pazsusambcs [lcesdo-bapmmep
cunopom (I165C).

Cunopom manugecmupyem npeumyujecmeeHiHo Ha NepeomM 200y MHCUSHU ) NAYUEHMO8 C
MYKOBUCYUOO30M U SBTIACNCI HCUSHEY2PONCAIOWUM COCMOAHUEM, NOIMOMY DACCMAMPUBAEMCS C
MOYKU 3PEHUsl MANCEN020 U ONACHO20 ocnoxcHeHusi MB, mpebylowe2o 6 onpeoeneHHbviX Cay4asax
akempennozo emewamenvcemea. IIBC moocem 6Ovimv nepgvim  cumnmomom MB. Knunuueckue
NPOAIBNIEHUA. OM 3A0epHCKU Pu3uuecko2o pazeumus 00 OCMPO20 COCMOAHUS, NPOMEKAIUe2o ¢
OMKa30M om e0bl U NUMbS, BALOCMBIO, CPLI2ZUBAHUAMU U PEOMOU, NPU3HaKamu decuopamayuu. Yacmo
OWUOOYHO NPUHUMACICSL 3a OCMPYIO KUUEYHYIO UHDEKYUIo, Namoao2uio noyex, aopeHo2eHUmaibHbolil
cunopom [2].

«Conenvlit» RPUBKYC» KOHCHBIX NOKPOBOS.

epopmayuu cpyonoit knemku.

Dopmuposanue npu3HaAKOE XPOHUUECKOU CUNOKCUU 8 sude Oehopmayuu KOHYesvlX hanane
u HOZmeill no muny «6apabanHbIX NANOYEK» U «4ACOBbIX CIMEKOL).

Ilpusnaxku xponuueckoz2o zaimopuma, ROJTUNO3HO20 CUHYCUMA.

MyKkosucuuoos-accoyuuposannvle 3a0601e6anus nedenu (cysticfibrosis-associatedliverdisease
(CFLD) sxatouarom 6 cebss makoe MHO2000pazue HO30102Ull KaK: OUTUAPHbIL YUppo3 neveHu ¢ u oe3
CUHOPOMA BHYMPUNEUEHOYHOL NOPMATbHOU 2UNepmMeH3ul, nepcucmupyrouee nogvluleHue YposeHs.
neyeHounvlX ¢hepmenmos, uopo3, cmeamo3s’, HCENYHOKAMEHHAS OO0JIe3Hb U U30AUPOBAHHO NULULb
VILbMPA38YKOBbIE USMEHEHUs napeHxumbl neyeru [24,25].

Bcempeuaemocms myxosucyuoos-accoyuupo8antoll 2enamoouiuapHol namoaocuu 80 6Cem Mupe
npumepno 37,9%, npuuem 2,5% nemanvHuix ucxo008 ommeyaemcs UMeHHO no NpUdUHe 0eKOMNeHCcayuu
3abonesanuil nevenu [26]. Ilo Eeponetickomy Pecucmpy nayuenmos c myxogucyudozom 3a 2017 a.
npoyenm nAayueHmos ¢ YUppo3om nedeHu U NOPMAIbHOU cunepmensuell 6 Benuxoopumanuu
cocmasnsiem — 1,51% (149 nayuenmoe om 8344), 6 Poccuu sice — 4,42% (136 nayuenmos om 2291) [5].
Luppo3 neuenu c nopmanvHou eunepmensueil 3aguxcuposan y 4,5% nayuenmos PD ¢ 2017 2, Oe3
nopmanvhou eunepmenzuu — y 2,3%, yuppos nevenu (cunepmensus e uzeecmua) y 0,7% 601vHbIx U

nopasicenue nedenu 6e3 yupposza —y 15,9% nayuenmos.
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V' 1,5% nayuenmos nopadcenue neuenu A611emcsi NepeviM KIUHUYECKUM cumnmomom MB;
UMEHHO HNOIMOMY 6 OUACHOCMUYECKUUl al2Opumm Npu Yuppose MNeyeHu HeACHOU IMUO0I0cUl
PEKOMEHOYemcst GKII0Uams nomogwill mecm 0Jisi uckuoyenuss MB [24,25].

llopasicenue neuenu, xax u mHozcue opyaue genomunuueckue nposenenuss MB, 3asucum ne
MOIbKO U He CMOAbKO om ceHemuuecko2o oepexma u muna mymayuu CFTR, no om Oelicmeus 2enos-
Moougpuxkamopos, naxooswuxcs ene nokyca CFTR, nanpumep, Z annenv cena SERPINAI (al-
antitrypsin unu ol-antiprotease) [2,5] u amnenv A VNIR 6 cene eNOS4 [19], u om ¢axmopos
OKpYHcaroweli cpeovl, KIIOUAsL AMPOSEHHbLE.

Knunuuecku npu popmuposanuu yupposza nevenu ouazHoCmupyemcs ygeiuvyeHue Heueoma 3a
cuem 2enamochnieHoMe2anuu, pacuiupenie no8epxXHOCMHbIX 6eH Ha nepeoHeli OPIOUHOL CIMeHKe.

Peyuousupyrowjue nankpeamumul (Kax npasunio, y NAYUEHMO8 C COXPAHHOU @YHKYyuel
noodceny0ounou dxeeneszvl — PS).

C 6o3pacmom y nayuenmos ¢ MB nepeoko paseusaemcs u IHOOKPUHHAA HEOOCM AN OYHOCH b
ROO0XHCETYOOUHOUL MHcene3bl (MyKOBUCYUO03-3a8ucumblil caxaphuiti ouabem (M3C/]), komopuiii, kak
npasuio, npomexkaem 6ecCUMnmMOMHO, U MOXHCEM 00JI20e 8PeMsl OCMABAMbCs He OUACHOCMUPOBAHHBIM.
Ilpu smom uzeecmno, umo yace 3a 2—4 200a 00 manugpecmayuu ouabema yxyouaomcs noKazameiu
HYmMpumuerHo2co cmamyca u ovixameivHou @yukyuu. Kombumayus MB u oOuabema oxaszvieaem
He2amusHoe GIUAHUE HA NPOOOIHCUMETLHOCIb HCUSHU. TaK, cpeOHsss NpOOOIHCUMENLHOCTb HCUSHU
nayuenmos ¢ M3C/] nusice no cpaguenuro ¢ nayuenmamu 6e3 ouadbema, mMeouana BblHCUBAECMOCU Y
nayuenmos ¢ M3CJ] cocmasisem 24 2ooda, no cpasuenuio ¢ 32 eodamu y nayuenmos ¢ MB, Ho 6e3
ouabema [27].

Y 6onvumuncmea nayuenmoes mysrcckozo nona cnudicena hepmunvnocme.

B b6onvwuncmee ciayuaes gpepmunvHocms dtceHuuH, OONbHBIX MYKOBUCYUOO30M, COXPAHEHA.
Oonaxko 6 onpedeneHHbIX CIYYAsAX BO03MOJCHO bOecnioodue, 00YCI08NIEHHOE AHOBYIAMOPHbIM
MEHCMPYANbHbIM YUKTIOM U 8MOPUYHOL aMeHOopeell, 8bI36AHHOU UCMOWeHUeM NAYUEHMKU.

Haubonee uacmotui npuuunou cHudicenus hepmunioHocmu y nayuenmox ¢ HOpMaibHbIM 08YIAMOPHbIM
YUKIOM S18/IeMCsl USMEHEHUsI B0OH020 U 2NIeKMPOIUMHO20 COCMABA YEPSUKANbHOU CIU3U, 8 CE53U C
oonvuum ronuvecmeom MBTP 6 yununOpuueckom snumenuu weuxu mamxu. B pesynomame
UepBUKATbHBILL ceKpem (omoeisiemMoe WelKu MamKi) CIMaH08UMCs CIUUKOM 883KUM, YMO CHUNcAem
cnocobrocmy Kk oniooomeoperuto [28,29].

Hanuyue y nayuenma cumnmomos, ykazawHvlx 6 mabnuye 3, mpedyem npogeoeHus
ougpgpepenyuanvroco ouacrnoza MB. Heobxooumo yuumvleams, umo nepeuHu CUMNMOMOS,

npe@cmaeﬂeHHble 6 ma@mue 3, cocmaeienbl 6  NPpUMEpPHOM  coomeemcmeuu Kaxicoou u3
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PACCMaAmpusaemvlx 803pacmHulx epynn nayuenmog ¢ MB. JI1060ti u3 ykazsauHvlx CUMRIMOMO8 MOdiCen

Habooamvcsi y demell MAAOue20 Uil CMapuie2o 803pacma

Taoauna 3. Knuauyeckue nposiieHus:, Tpedyroniue muddepennuanbHoro auarnosa ¢ MB [1,2,30].

Bo3spacr

CHUMIITOMEI U CUHAPOMEI

I'pynuon

PennnuBupyronye Uiy XpoHUYECKUE PECIIUPATOPHBIE CUMIITOMBI, TAKME KaK Kalllelnb WIH
OJIBIIIIKA

PennnuBupyronias Win XpoHUYECKasi THEBMOHMS

OtcraBanue B pU3HMUECKOM Pa3BUTHU

HeodopmiieHHbIH, OOMIIBHBIN, MACISHUCTBIN U 3JI0BOHHBIN CTYII

XpoHHnUecKas 1uapest

BelntasieHne npsMoi KHIIKH

3arspKHas HEeOHATaJbHAas KeNTyxa

Cornenslif BKYC KOXKHU

TennoBoil yaap uiau AeruipaTalys Ipy KapKor Morojie

XPpOHHMYECKAS] THIIONIEKTPOJINTEMUS

JlaHHBIE CEMEMHOro aHaMHe3a O CMEPTU JETe Ha NEpBOM TOAY *KU3HU WIM HaJIN4YUE
CHOCOB CO CXOHBIMH KITMHUYECKUMH MPOSIBICHUSIMHI

lunonporennemus / oTeKu

MekoHuEBbIN HIleyC

JlomkompHbIH

Croiikuii Kamens ¢ wim 6e3 THOHHOW MOKpOTHI

Jumarnoctudecky HesicHas! pelANBHAPYIOLIAs HIIH XPOHUYECKask OJIBIIIKA
XpoHHYEeCKU THOWHBIN/TIONNTIO3HO-THONHBIN CHHYCHT

OTtcTaBaHUe B Bece M pOCTe

Brinagenue npsMoil KUIIKA

MuBarnganus

XpoHuueckas guapest

CumMnroM «OapabaHHBIX MMAI0UYCK»

Kpucramisl conu Ha Koxe

l'umoronnyeckas neruapaTaris

['umosneKTpoIuTEeMIS M METaOOIMIECKHIH aTKaio3

['emmaToMeranvs wim AMarHOCTHYECKH HESICHOE HapyIieHue (YHKITNHN TeYeHn

IIxonpHEINH

XpOHHYECKUE PECTTHPATOPHBIE CUMIITOMBI HESICHOH 3THOJIOMH
Pseudomonas aeruginosa B MOKpoTe

XPpOHUYECKHI CUHYCUT

HazaneHbi nonumnos

BponxoskTassi

Cumntom «OapabaHHBIX MMATOYEK»

XpoHHuuecKas auapest

CHHIIPOM TUCTATFHON MHTECTHHAIBHOW OOCTPYKITHI
[Tankpeatut

Brinanenue npsaMoi KUILIKH

CaxapHnblif 1uabeT B COYETaHUH C PECIIMPATOPHBIMU CUMIITOMaMHU
I'ematomeranus

3a0oseBaHue IeYEHN HESICHOW STHOJIOTHH

[Monpoctku
B3pOCITBIE

u

I'HoliHoe 3a001€BaHME JIETKUX HEICHOM DTHOJIOTUH

CumnToM «0apabaHHBIX MATIOYEK»

[Tankpeatut

CHHIIPOM TUCTATbHOW MHTECTUHAIEHOW OOCTPYKITUI

CaxapHslii [rabeT B COYETaHUH C PECITUPATOPHBIMUA CUMITTOMAMHU
[Ipu3Haku uppo3a NeueHu U NOpTaIbHON MHMIEPTEH3UU
OtcraBaHue B pocTe

3azepKKa MoJIOBOrO Pa3BUTHS

WNudepTunbHOCTH ¢ a300CnepMUEH Y JIMIT MY>KCKOT'O 1101
CHmxeHne GepTUIBHOCTH Y JIUIT JKEHCKOT'0 TToJIa
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Tabauna 4. Kiinanueckue nposiBIICHUs, XapaKTepHbIE sl MyKOBUCIKI03a [2,30].

Boicokocneunguunbie 1 MB

Menee cnenugpuynbie g MB

Co cmoponbl cucmembl NUWLECAPEHUA
e  MeKOHHEBBIN UIIEYC
e  DK30KpUHHas HEI0CTaTOYHOCTh
IIOJIKENYIOYHOM JKeIe3bl y JeTer

Co cmopoHbl cucmembl RULLECADEHUA '
e OrcraBanue QU3NIECKOT0 PA3BUTHUS

e [unonporenHemus

e JlepuuuT >KUpopacTBOPUMBIX BUTAMHUHOB

e CuHAPOM JUCTATHHON HMHTECTUHAILHOM
O0CTpYKIIUHU

e  PekTalbHBIN IpoJarc

e  bunuapHblii uppo3

e [lopranbHas runepreH3us

e XKBb y pgereii 0e3 TreMOTUTHYECKOTO
CHUHJpOMa

e [lepBUYHBIN CKIEPO3UPYIOLIUI XOIAHTUT

e  DK30KpUHHAs HEJ0CTaTOYHOCTh

MODKEITYIOYHOMN KENE3bl Y B3POCIIBIX
e PenuauBupyronmii aHKPEaTUT

Co cmoponbl dvblxamenbHblX nymei:

e XpoHudeckas  WHQEKIUSA,  BBI3BAaHHAS
MYKOUTHOH (hopMoit Ps. aeruginosa

e DBpoHXO3KTa3bl B BEPXHUX [ONAX OOOHX
JIETKAX

e [lepcuctupyromas WH(EKIHs, BHI3BAaHHASI
B. cepacia

e XPpOHUYECKUU
THOMHBINA CUHYCHUT

THOWHBIN/IIONUIIO3HO-

Co CmopoHbl ObLXAMEIbHBIX nymeii:

e XpoHHMUECKas WA  PEHUIUBHPYIOIIAS
uH(pekins, BbI3BaHHas S. aureus, P.
aeruginosa, Achromobacter spp., H.
Influenzae

e PenTreHonornveckue MPHU3HAKA
OpOHXO0IKTA30B, aTeJIeKTa30B,
TUITepUHISIIAT WIn XpOHUYECKast
WHOUIBTpAIUS  HAa  PEHTTEHOrpaMMe

OpraHoOB I'PyIHOM MOJOCTU
o KpoBoxapkaHse, cBsi3aHHOE ¢ MU (y3HBIM

MOpaXKeHWEM  JIETKUX, OTJIHYHBIM  OT
TyOepKyse3a Wi BaCKyJIuTa

o XpOHWYECKHH  W/WIM  TPOAYKTHUBHBINA
KaIlenb

e Anneprudeckuii OpOHXOJICT OUHBIH
acmeprunies

e  XpOHHUUYECKUU THOWHBIN/TTOTUTIO3HO-
THOUHBIA CHHYCUT

e PenTtreHoiormdeckue MIPU3HAKA

XPOHHNYECKOro IaHCUHYCHUTAa

gl?_ yeoe:

e CUHIPOM BIEKTPOJIUTHBIX HapyLICHUN
e BpoxaeHHOE JBYCTOPOHHEE OTCYTCTBHE
CEMSIBBIHOCSALINX MPOTOKOB

g Q yeoe:

e VToNmeHrne KOHIEBbIX (anaHr

e Ocreonenus/ocTeonopo3 B Bospacte <40
ner

e Herumuyueiii quader

Ilpu MB HepeOdko ecmpeuaemcs OCHMEONOPO3, KOMOpblli )y IMUX NAYUEeHMO8 6ce20d HOCUM
6MOPUUHBLL XapaKmep.
K npuuunam ezo paszeumus y nayuenmoé c MB omuocam: XpowuuecKuu MuKpoOHO —

goCnaIumenbHoulll npoyecc, deqbuuum eumamuna D u K; Huzkoe nompe@zeuue Kajlbyus, HU3KAA
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Quzuueckas axkmueHoOCmb, caxapuviti Oouabem Ha ¢pone MB, mpancniaHmayus 0OpeaHos u
UMMYHOCYRDECCUBHAs Mepanus;, 2UNOKCUsL U SUNEPKANnHUs, O0e@uyum KOCMHOU MACCbl U HapyuieHue
MUKPOAPXUMEKMOHUKY KOCIU 8CIe0Cm8ue HeOOCMAamoyH020 HAbopa nuKka KOCMHOU MACCbl 8 Nepuoo
AKMU8HO20 pocma u U30bLIMOYHOU KOCMHOU NOMEPU Y 3POCIIbIX.

B nexomopuvix pabomax nokasama 63aumMocea3b pa3IUdHbIX MYMAyull u/uiu ux KoMOuHayui
(F508del u op.) ¢ pazeumuem Huzkou kocmmuou maccol [31,32], 601bMuUHCIMBO OpYeUX ABMOPO8 He
ommeuaiom OaHHOU C853U.

Pexomenoayuu no gopmynupoexe ouacHoza u3znodiceHvl 8 KIUHUYECKUX PEKOMEeHOAUUusx no
ocmeonopo3sy. Coznacumenvhas KOMUCCUS NO €8PONENCKOMY KOHCEHCYCy peululd UCHONb308amb
mepmun  «bonesnu kocmu npu MBy (éxnouarowuii HU3KYI0 MUHEPATbHYIO HAOMHOCHMb KOCMU U
nepenomvl), a He «ocmeonoposy. [na P®, yuumwvieas ocobennocmu mMeouyuHcko2o obecnevenus,
PpeKomeHOyemcs 0Cmagums OuacHo3 — ocmeonopos [33,34,35].

Yacmoma ocmeonoposa npu MB 6 demckom u noopocmkosom eozpacme cocmagnsem om 20 0o
50% u ysenuuusaemcs nocae 18 nem scuznu (50 - 75%) [36].

Ilo 0annvim poccuiickux uccieoosamenetl 8 0emMcKOM 803pacme YaACmoma CHUNCEHUS MUHEPATbHO
nromnocmu kocmu (MIIK) cocmaénsem om 33 0o 65,2% u ocmeonoposa - om 7,7% 0o 15,6% [37,32].

Bo e3pocnoii nonynayuu nayuenmos ¢ myxosucyuooszom uacmoma Huskux noxasameneu MIIK
cocmasnsna 43,6%, ocmeonopo3sa - 8,4% [33].

Knaccudukanus acreprusuiesa JJIETKUX MPEACTaBIeHA B IpriIoxeHuu ['1.

Annepzuyueckuit OpoHxonezouHblil acnepzunies y nayuenmos ¢ MB npomekaem XpoHuyecku ¢
nepuoouveckumu odbocmpenuimu. OCHOBHbIMU KIUHUYECKUMU npusHakamu obocmpenus AbBJIA
ABIAIOMCSA HEKOHMPOaupyemoe medenue MB, npucmynst yOyuibs, Kauieib ¢ MOKPOMOLU, cooepaicaujelt
KOpUuHegvle Ul YepHble BKIIOYEHUS U CAUUCMblE NPOOKU, OPOHXO0OCMPYKMUBHBLUL CUHOPOM U/UU
BO3HUKHOBEHUE JO03UHOPUILHLIX UHDUILMPaAmos, 601U 6 2pyOHOU KlemKe, peppaxmepHoe K
NPUMEHEHUI0 AHMUOAKMEPATbHBIX NPENnapamos NOGbIUUEHUEe MeMNepamypbl meid, d MaKdice CHUNCEHUe
ovixamenvhou  @ynxkyuu. Ilpu orumenvnom meuvenuu AbBJIA pazeusaemcs 3agucumocms om
KOPMUKOCMEPOUodo8 Ol CUCEMHO20 NpUMeHeHUs, hopmupyemcs u ¢udpos neekux, npugoosuull K
ovixamenvHol Hedocmamoyurnocmu [15].

Xponuueckuu acnepeunnes neekux. Ilpoodonxcumenvnocmov XAJ > 3 mec. Haubonee wacmoie
NYTbMOHAbHbIE CUMIIMOMbL — NPOOYKMUBHLLU Kaulelb, 00bLUKA U KPOBOXAPKAHbE, NPOCPECCUBHOE
CHUICEeHUe 1e204HOU YyHKYUU, 0Ouue — cyogebpunumem, obwas c1abocms u CHUMNCeHue Maccvl meid,
CHUDICEHUEe MONEPAHMHOCIMU K HA2PY3KAM, OMCYMCmeue Uil HenoaHblll Omeem Ha NOJTHOYEHHbIl KYPC

aHmMUOAKmepualbHoOU mepanuu  wupokoeo cnekmpa oevcmeusa. XAJl uwacmo npunumarom 3a
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obocmpenue MB, 0bycrosnennoe bakmepuaibHbiM 8030youmenem, U HA3HAYAOM HedIPHeKmusHyo 6
IMUX CAYUAAX MEPANUI0 AHMUOAKmMepuaIbHulMu npenapamamu pezepsa [15,17,18].

IIpoenosz: XAJI nepeoko ouacHocmupyrom NO30HO U JledeHue npogoosam HeadekeamHo. bes
nevenus XAJI npusooum K YXyouwleHuro Kawecmea iCUsHu nayuenmog ¢ MB u  yeenuuenuro
nemanvHocmu. Jlemanonocmo npu XAJI 6 nepevie 6 mecayes nocie ouacnoza cocmasisem 15 — 30%.

Haubonee uvacmas H€l’l0Cp€dCﬂ’l€€HHaﬂ npuiuHa cmepmu — j1e2o04Hoe Kposomedenue.

2. /lmarHocTuka 3200/1eBaHUS MJIH COCTOSIHUSA (TPynnbI 3200/1eBAHMH WJIH
COCTOSIHHUI1), MEIMIMHCKHE OKA3AHNS U IPOTHBONOKA3aHUA K IPUMEHEHHUIO

METOA0B TMAIrHOCTHUKH

Juaenoz MB  noomeepocoaemcss npu  Haauyuu  00HO20 Uiy Oonee  XapakmepHbulX
Genomunuyeckux npossirenuti MB 6 couemanuu ¢ dokazamenbcmeamu Hapyuwenus @yuxyuu MBTP,
MAaKUMU Kak. GvlaslleHue KIUHUYecKu 3nauumvlx mymayuti cena MBTP npu cenomunuposanuu unu
yeenuueHue YposHs XI0pUO08 8 cekpeme NOMOBuIX dicene3 nayuewma. [[ns peuienus npobrem
ouaenocmuxu MB o6viiu pazpabomamnvt Kpumepuu, CO2NACHO KOMOPbIM 00Os3amenvhbim 0ns MB
ABNACMCA HAIUYUE XAPAKMEPHO20 KIUHUYECKO20 CUHOPOMA NIIC O00KA3amenbCmeo Kako20-1ubo
HapyuwieHus yHKYuU X10pH0o20 KAHAIa OOHUM U3 MemOoO08.

B nacmoswee epems cywecmeyem HeCcKONbKO 8apuanmos ouazHocmudeckux kpumepues MB,
KomopuiMu noav3yromes cneyuanucmsl [1,2].

Haubonee pacnpocmpaneno ucnonvzoganue OUAZHOCMUYECKUX KpUmMepues, VmeepiHcOeHHbIX
Eesponetickumu cmanoapmamu u HayuoHatbHbiM KOHCeHCycom (mabauya 5) [1,22].

Tadoamuna 5. /[lnarnoctuueckue KpuTepuu, yreepxkaeHubie EBponerickumu ctangaptamu 2014 rona,
nepecmoTp 2018 rona [22,38] u HarpioHaIbHEIM KOHCeHCYycoM (2016) [2].
[TonoxuTenbHbIN pe3yapTaT IOTOBOIO TECTA

/U
JBe mytarmmn MBTP (CFTR), Be3siBatonie MB (cormacHo 6a3e CFTR-2 http://www.cftr2.org)
n

HeonaranpHas runepTpUIICHHOT€HEMHUS

W

XapakTepHble KIIMHUYECKHUE IPOABICHHUS, TaKue Kak Anuddy3HbIe OpPOHXOIKTa3bl, BEICEB U3 MOKPOTHI
3HaunMoOi a1t MB matoreHHoO# MUKpOGhIOpH! (0COOSHHO CHHErHOWHOW TAJIOYKH ), IK30KPUHHAS
NaHKpeaTnyeckas HeJOCTaTOYHOCTh, CHHJIPOM MOTEPH COJiei, 0OCTPYKTUBHAS a300CIEPMHUSI

Juaznocmuka 06mypayuonnoil Kuuieynoi Henpoxooumocmu (6 m.4., MCKOHUEE020 Ueyca)é
nepuooe Ho8OpPOIHCOCHHOCIU

Kuweunvie nposenenus Mykosucyuoo3a 6 nepuooe Ho80POICOEHHOCU MO2YM C80OUMbCS He
MonbKo K  ¢hopmuposanuio Mekonuegozo uneyca. Takoce MYKOSUCYUOO3 Modicem — Obimb

OUACHOCUPOBAH Y NAYUEHMO8 C GHYMPUYmpoOHol nepghopayueri MOHKOU KUWKU, NPUSHAKAMU
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NEePeHecenHHo20  6HYMPUYMpPOOHO20 — IHEPOKOIUmMa  (6Hympuympooroe  opmuposanue  CHAex,
NepUmMoHUmM) U npu HApyueHuu RPOXoOUMOCMU MOICMOU KUWKU, NPU HOPMATbHOM (opMuposanuu ee

HepBHOcO annapama.

Anmenamansnaa — onucauvuvle 3a001€8aHUA OMHOCAMCA K HNO30HUM (Demonamusm, HOIMOMY
B03MOJICHBLE NPOSAGIEHUS MO2Ym Oblmb u3yanuzuposansl 6 111 mpumecmpe. Ilpu nanuyuu y niooa no
oannvim Y3U npusnarkoe cunepaxo2enHozo KuuiedHuka yenecoobpasto nanpagums pooumerneti ha J{HK
OUACHOCMUKY MYKOBUCYUO03A — NOUCK Haubolee Yacmuvlx Mymayui, a pebeHKa npu podcoeHuu — Kax
COCMasnAIwWe20 2pynny pucka no MEKOHUeBOMY U1eycy u KUUe4HOU HenpoxooumMoCcmiu.
Ilocne poscoenun — ouacHocmuxka KUuLeyHOU HEeNpOXOOUMOCMU U OCTIOHNCHEHUL 8 COOMBEmMCmMEUU C
KAUHUYECKOU NPAKMUKOU NAYUEeHMO8 C MEKOHUEBbIM UNEYCOM, 0013amenbHas KOHCYIbmayus
cneyuanucma Nno - MyKOBUCYUOO3Y, NposedeHue nomoegoti npoowl, JHK-ouaecnocmuxu. Ilpu
HEBO3MOINCHOCIU NPOGedeHUst NOMOBol npobwl — ooszamenvrasn J[HK-ouaenocmuka [22].
Juaznocmuxka Ilcesoo-bapmmep cunopoma y nayuenmos c MB

llces0o-bapmmep cunOpom OuazHOCMUpyemcs Ha OCHOBAHUU HATUYUSL Y peOeHKa YCMAHO8IeHHO20
ouaenoza «MyKkosucyuoosy, xapaxmepHou KIUHUYeCcKoOU KapmuHvl (cm. pazden 1.6 «Knunuueckas
KapmuHa» U  OUOXUMUYECKUX USMEHEeHUU: 2UNOHampuemuu, 2UNOKAIUeMuu, 2UnoXiopemuu,
Memaboauueckoeo ankanoda [2].
Juacnocmuka acnepeunne3a npu MyKoGUCUUOO3E CIONXCHA U HepeOKO 3anasovléaent, NOCKONbKY
MHO2Ue OuacHoCmuyeckue Kpumepuu nepecekaromcs ¢ MUNUYHbIMU NPOABLEHUAMU OCHOBHO20
3a601e8aHUA.
s nocmanosku 0uazHo3a Heobxo0UMo KOMNIEKCHOe CRneyuanusuposantoe oociedosanue (maon 6,7).

Taonuua 6. /luacnocmuuecxue kpumepuu ABJIA coenacno koucencycy @onoa MB (2003) [39].

* yXyOulenue meyeHus MyKOGUCYUO03a: Kauleib ¢ MOKpOmMoOU, cooepicaujeli Ciusucmole npooxu,
00blwKa, npucmynsi yoyuivs, cHudicenue KEJI, O®B; ocmpoe unu nepcucmupyrowee
YXyOuleHue COCMOAHUS, He C8A3AHHOe C OpPY2UMU NPUYUHAMU,

* ypogensv oowezo IgE> 500 eo/mn;

* Hanuuue cneyughuueckux Aspergillus IgE unu nonoscumenvHas KodcHas npodba ¢ aHmMu2eHom
Aspergillus;

* nanuuue cneyuguyeckux Aspergillus IgG;

* usmenenus: Ha penmeenozpamme unu KT, peppaxmepunvie k «cmanoapmuouy mepanuu [12,40].

Tabnuya 7. /Juacnocmuueckue kpumepuu XAJI coenacrno pykogoocmey no ouazHocmuxe u ie4yeHuro
XpoHuueckozo acnepaunnesa (2016) [2].

Vxyowenue meuenus MB, omcymcmeue unu Henonnvlii omeem Ha 2-4 —HeOenbHbvlll Kypc
anmubaKxmepuaibHoOl mepanuy. WUpPOKo20 CHeKmpa 0etiCmeus

/4
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nanuuue KT npusnakoe XxpoHuueckoz2o acnepeuine3a ieeKux,

Hanuuue cneyuguueckoeo IgG k Aspergillus 6 cvieopomke kpogu,

gviasnenue muyeaus Aspergillus 6 okpawieHnbix Mazkax u/uiu 8 OUONCUUHOM Mamepuane, Ulu
svidenenue Aspergillus spp. npu nocege buoncuiinoco mamepuana, bAJI, moxpomwt [41].

Juaznocmuka yuppo3a neuenu y nayuenmos ¢ MB:
o [llosviuenue ANAHUHAMUHOMPAHCPEPa3bl, acnapmamamuHompancpepasvi u

eammaznromamuimpancgepasl, ¢ meueHue 6onee, yem 6 mecayes nNpu UCKIIOUEHUU OPYeUX

NPUYUH [42,43] (cnedyem yuecms, umo OauHble NOKA3AMENU UMEIOM HEBbICOKYIO

cneyuguuHoCms Y NaYyueHmoas ¢ KUCMO3HbIM Guopo30om (MyKoBUCYUOO30M));

o [Ilanbnamophoe ysenuuenue pazmepos nevenu u ceneszenku [43];

o Yonunenue npompomobunosoco (mpomboniacmuno8ozo) spemeHru 8 Kposu uau 6 niazme [43,89]

o Xapaxmepnasa Y3U-xapmuna (HeoOHOpOOHAs 2X02eHHOCMb NAPEHXUMbL, MANCUCTOCTD,
3aKpyeienue neueHoYHo20 Kpds, Nnpopacmanue cOeOuHUmenbHoOU MKAHU 6 60poma neyeHu),
8blsiBIIeHUE UBDLIMOYHOU CBO0DOOHOU HCUOKOCIU 8 OPIOWHOU NOJOCMU KAK NPUZHAK ACyuma
[44,45,46];

o Obeonenue 8eHO3HO20 KPOBOMOKA U (popMuposaHue npusHakos nopmaibHOU cUnepmeH3uu no
oannvim Y3/I;

o Ilpusnaxu gopmuposanus ubposa/yuppo3a no OaHHbIM HENnPIMOU 21ACMOMEMPUU NeYeHU C
oyenkou cmenenu uoposa no mopgponocuuecxou xnaccugpuxkayuu METAVIR (I[Ipunoscenue
172):5 cmaouu pubposa - om 0 0o 4, 20e FO - omcymemsue pubposa, F1 - nopmanvhwiii pubpos
(36e30uamoe pacuupenue NOPMAlbHLIX Mpakmos) be3z cenm, F2 - nopmanvuoui ¢uobpos u
eounuynvle cenmol, F'3 - nopmanvuwiii hudbpos u muoscecmeennvie cenmol 6e3 {11, F4 —yuppos
neuenu [47];

O Buvisgnenue 8apuKO3HO-pACWUPEHHBIX B6€H NUWE800d U JcelyoKa Npu  NnposedeHuu
ouaenocmuyeckou PIIJ]C.

o Tascecmv u cmenenv Komnencayuu MB-accoyuuposannoeo yupposa nevyeHu 8 KIUHUYECKOU
npakmuxe nposooumcs no kiaccuguxayuu Yaiino-Ileto (Child-Pugh)(Ilpunoscenue 173)
[48,49].

Jluacnocmuueckue Kpumepuu MyKOBUCUUOO3-3A6UCUMO20 caxapHnoz2o ouadema (M3C/):
2unepeiuKemMus Hamowax (ypogens 210K03bl N1a3mMvl Hamowax >7,0 MMonv/) unu «ouabemuyeckuii»
YposeHb 2nt0Ko3bl kposu 6 xooe CI'TT (npu yposre 21toko3bl naasmul Hamowax <7,0 Mmoaw/1 u 2110Ko3bl
nnazmul uepes 2 uyaca 8 xode OI'TT >11,1 mmonv/n), umu nocmnpaHouanrbHas unepiuKemus,
onpeoenaemas HenpepvleHbIM MOHUMopureom euokoswvl (CGM) npu omcymemeuu cumnmomos [50].

Jluacnocmuka ocmeonoposza y nayuenmoeé ¢ MB esxniouaem oyenky KIUHUYECKOU KAPMUMHbL,

permeenooencumomempuro (Ilpunosicenue I'4), 1abopamoprvie mMemoobl UCCIEO08AHUS.
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Jluaznoz ocmeonoposza npu MB cmasumcs npu nanuuuu:
o I u 0Oonee KOMNPECCUOHHBIX NEPeLOMO8 mel NO360HKOS8, KOMOpble He C6A3aHbl C
8bICOKOIHEP2EMUUECKOU MPABMOll ULU JTOKATbHLIM 3A0071e8aHUeM, NPUBOOAUWUM K USMEHEHUIO
munepanvrou niomuocmu kocmu (MIIK). Ilpu nanuuuu komnpeccuonHvlx nepenomos n0360HK08
0J151 NOCMAHOBKU OUACHO3A OCMEONnopo3a He mpebyemcs, ymoodwvl Z-kpumepuii owin < -2 SD.
unu
o Knunuuecku 3uayumoco anammesa nepenomos u MIIK no Z-kpumepuro <-2 SD
(cmanoapmuvle omknionenus). Knunuuecku 3Havyumvlil anammes nepeiomos — 3mo:
1) 2 u 6onee nepenomos onunHvlx Kocmel 8 ospacme 0o 10 nem;
2) 3 u bonee nepenomos ONuHHbIX Kocmell 8 110oom o3pacme 0o 19 nem [51].

2.1 /Kaj100b1I ¥ aHAMHE3

Cm. paszoen 1.6 Knunuueckas kapmuna.

2.2 DusukajanLHoe 00c/1e/I0BaAHNEe

Pebenxy ¢ nooospenuem na MB cnedyem nposecmu noinoe QuzukaibHoe oociedosanue, m.x.
npu 3mom 3a0601e8anHuUU UMEIOMCs MYTbMUOPSAHHbLE NPOSBNEHUS.
Cwm. pazoen 1.6 Knunuueckasn kapmuna.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE HCCAE10BAHUS

Tecmul 015 ycmanognenus 0uazino3a MyKoeucuyuoo3

e Pexomennyercs mpoBeleHHE CKPUHHHIA HOBOPOXKJICHHBIX HA MYKOBUCIUAO3 (HEOHATAJbHBIH
CKPUHHHT, KOMIUIEKC HCCIIeI0BAaHUM ISl AMarHOCTUKY MYKOBHCIIM/I03a), TaK KaK PaHHEE BBISBICHHUE U
CBOEBPEMEHHOE HAyaJlo Tepanmuu MO3BOJSET MNPEAYNPEIUTh Pa3BUTHUE TAKEIBIX OCIOKHEHUH,
yIIydlIaeT MoKa3aTeNu (QU3NYECKOr0 Pa3BUTHUA, 3aMEIUISIeT TEMIIbl CHIDKEHUS (YHKIUH JIETKUX,
CHHKAeT MOoTpeOHOCTh B rocnuranu3anuu [1, 52,53,19,30,2,22,54].

(YYP-B, Y1 - 2).

KommenTapmii: /lposooumcs 6 Poccutickoii @edepayuu y 8cex HOBOPONCOEHHDIX.

Ilpomoxkon ckpununea ¢ P® exnrouaem 3 obszamenvuvix smana: UPTI, UPT2, nomosas npoba
(mabnuya 8). Ha nepsom smane 8 Kpos8u HOBOPOINCOEHHBIX (4-5 OeHb y OoHOuwleHHbIX, 7-8 OeHb Y
HeOOHOWleHHbIX) onpedensemcs ypoeewv HPT. Bszamue o06pazyos Kpou ocyujecmensiemcs 6
coomeemcemeuu ¢ Ilpuxazom Nel85 om 22.03.2006 "O maccoéom obcredoganuu HO80POHCOEHHBIX
Ooemeti Ha HacledcmeeHHbvle 3abonesanusn”. Ilpu npesviuwenuu nopozogozo yposus UPT nposooumcs
pemecm Ha 21-28 Oenv ocusnu. Ilpu nonosicumenvnom pemecme npoGOOUMCS NOMOBAs npooaq.
Ilosumusnas nomoeas npoba pacyeHusaemcs KAk NOJIOHCUMENbHLIUL pe3VIbmam CKPUHUHed, u

nayuenma nHanpasnsaiom 6 Llenmp myxkosucyuoosa (mubo npogunsbroe omoenerue). [Jemu ¢ MEKOHUEBbIM
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uneycom Hezasucumo om ypogusa UPT uyscoaromes 6 nposedeHuu nomogoi npoovl U3-3a 603MOHNCHO2O
V HUX JIOJICHO ompuyamenvhozo pezyiomama [2,22].

Onmumanvhsie CpoKU YCMAHOBKU OUACHO3A U HAYANA HAONIOOEHUs NAYUEHMA, BbIAGIEeHHO20 NO
npoepamme HeOHaAMAaIbHO20 CKPUHUHEA - nepavle 2 mecaya xcuznu [2,22].

Obcnedosanue u HaOIIOOEHUE HOBOPONCOEHHBIX NO NPOSPAMME MACCOB020 CKPUHUHA OOJINCHO
npoBOOUMBCAL ¢ COONOOEeHUeM NPUHYUNOE NPOPDUIAKMUKU NEPEeKPEeCmHO20 U GHYMPUOOIbHUUHO2O
UHDUYUPOBAHUSL, ONMUMATLHO AMOYIAMOPHO WU 8 YCI08UAX OHe8HO20 cmayuonapa [2].

Tabimua 8. Otanbl HeoHaranbHOro ckpuHuHra B Poccuiickoit @enepanuu (Ilpukasz Nel85 ot

22.03.2006 «O maccoBoM 00CII€1I0BaHUH HOBOPOKJIECHHBIX JIETEH HA HACJIEICTBEHHBIC 3a00JIEBAHU).

I atan Ha 4-5 nenb y nonomenHoro (Ha 7-8 —i1 — y HEIOHOIIIEHHOTO)
HOBOPOKJIEHHOTO — OTIpeIeIeHHe HMMYHOPEAKTHBHOTO TPUTICHHA
(1PT) B BbICYIIIEHHOH KaIlje KpOBU

II 5ran [Ipu nonoxutensHoM pesynbrate (cut-off>99,5 nentuns) na 21-28-i
JIeHb NOBTOPHBIN TecT Ha PT

III >ran [Tpu m0JI0OKUTENHHOM pe3yJIbTaTe — MOTOBAS TPoda

IV stan [Ipu norpaHnYHOM pe3ynbTaTe MOTOBON MPOOBI — JOTOTHUTEIbHBIE

MeTo bl 00cnenoBanus, Bkmovas JJHK-muarnoctuky, onpenenenue
pPa3HOCTH KUIIEYHBIX MMOTECHIIMAJIOB U JPYTHE.

. JUis  ITUarHOCTMKM  MYKOBHCLMJIO3a PEKOMEHAYeTCS MpOBEACHHE MOTOBOM  MpOObI
(uccnenoBaHue YpOBHS XJIOPHUIOB B MOTE, KOMIUIEKC UCCIIEOBAHUM 17151 JMAarHOCTUKU MYKOBHCIIMI03a).
JlJig yCTaHOBJIEHUS JMArHo3a HEOOXOAMMO IMOJYYUTh KaK MUHHUMYM 2 TOJIO)KUTEIbHBIX pe3yibTara.
[ToToBast mpoba MokeT ObITh MpoBeneHa peOeHKy B Bo3pacTte 48 yacoB C BECOM HE MeHee 2 Kr
[1,2,22,55,56].
(YYP-B, YA - 2).
KommenTapuu: /lomosas npoba aensemcs «3010mvimM CManoapmom» OUASHOCMUKU MYKOSUCYUOO03d,
NpPOBOOUMCSL KAK MUHUMYM 08adicObl. B P@ ucnonv3ytomes 2 memoouku nomogoz2o mecma.
1) Knaccuueckuii npsamoti memoO onpeoeieHus 31eKmpOoIUmHO20 COCmasa noma (Xaiopa uuu
Hampus) Memooom nul0KapnuHo8oz2o srekmpoghopesa no I'uocony u Kyxy (1959 2.). Hopma — 0o 30
MMOJIL/N, nocpanudnsie 3Haderus 30-59 mmons/1, nonodxcumensvHulil pe3yivmam - 60 MMoav/11 U gvluie
(npu Haeecke noma He menee 100 me) [1,2,6,38,]. Ilokasamenu xnopuoos eviuie 150 mmonsv/n
0012ICHbL ObIMb NOOBEPSHYMbL COMHEHUTO.
2) Ilomosas npoba nymem onpeoenenus Npo8OOUMOCU NOMA C NOMOUBIO CREYUATbHBIX NOMOBbIX
AHAU3AMOPO8 KOppeaupyem ¢ onpeoeieHuem ypoeHs X10puoos, No360s1em Nowyyums a0eKeamHulil
pesynvmam npu Koauvecmee noma 6 oopazye — 3-10 mxa. Honyyun wupokoe pacnpocmpaHenue npu

6H€0p€Huu MAaAcCco6020 CKPUHUHRA HOBOpOOfCOEHHle.
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IIpu onpedenenuu npo8OOUMOCIU NOLONCUMENLHBIM PE3YTbIMAMOM OJisl MYKOSUCYUO03a CHUMAEMCSL

nokazamens: gviute 80 Mmonv/n;, noepanuunvim 3Haveruem — 50-80 mmonv/n; Hopmanrehvim — 0o 50

mmonv/n. Ioxkazamenu nposodumocmu gviuie 170 Mmoasb/1 001#CHBL ObIMb ROOBEPSHYMbI COMHEHUIO.
Bpems coopa noma ne dondxcno npesviuiams 30 MUHym, MUHUMATLHO OONYCMUMOE KOIUYeCme8o noma
— 75-100 me (15 mxn 6 konnekmope “Macroduct”), ckopocmb nomoomoenenus O0aHCHaA Oblmb He MeHee
1 o//mun [22]. Obszamenvubim A614emcs npedéapumenvhoe MiuyamenbHoe OYUUEHUe KONCU
nayuenma [2]. Ocoboco enumanus mpebyem nNOO2OMOBKA KOJNCU V NAYUEHMOS, ONUMETbHO
HAXo0sWUxcs 8 CmayuoHape.
Ilozpanuunvie pe3ynvmamost nomogoii RPOobl.

Bosmooicnbie NPUYUHBL NOCPAHUYHBIX PE3Ylbmanios nomosotu np06bl.'

o HUnousuoyanvnvie ocobenHocmu y nrooeti be3 MyKosucyuoo3d, 0CoOOEeHHO ) 83POCIbIX
o Henpasunvnas noocomoska xk npobe
o Hocumenbcmeo «msiexuxy mymayuti npu mykogucyuoose [22]
Pexkomenoauuu:
o UCNONIL308AHUE PASHBIX MEMO008 ONpedeneHUs XI0puoo8 nomad, N0MOPHbLE UCCLEO08AHUSL
o pacuwupennviii JJ[HK-ananus (cexeenuposanue cena);
o pacuupentoe KAUHUKO-1AO0pamopHoe u UHCMPYMEHMAbHOe obcnedosanue:

Konponozuuecxoe uccneoosanue u Onpedenenue akmueHocmu nankpeamuieckou snacmasvl-1 6 Kaze,
NEKMPOIUMBL 8 OUOXUMUUECKOM ObOujemepanesmuieckom auvaiuse kposu (HMccreoosanue ypoeus
Kanus 8 Kposu, Hccrneoosanue ypoeHs X10puoos 8 Kposu), nocee MOKpomvl/ Ma30K ¢ 3a0Hell CMeHKU
enomku (Muxpobuonocuueckoe (KyivmypaibHoe) UCCIe008aHUe CIUZU C MUHOAIUH U 3A0OHEU CIMEeHKU
2IOMKU HA a3poOHble U  PAKYyIbMAMUEHO-AHAIPOOHbIE MUKpOOp2anusmbl, Mukpobuorocuueckoe
(KyntomypanvbHoe) — ucciedoéarue MOKpOmMblL HA  A3pOoOHble U (PaKyibmamueHo-aHa’apooHbvle
MUKPOOP2AHU3MBL), PEHMEHO2PAhUsL OP2AHO8 2PYOHOU KILeMKU, NA3YX HOCA, CNEPMOPAMMA;

o Habno0eHue 8 YyeHmpe MyKosUcCYuo03a 00 OKOHYAMENbHO020 NPUHAUS PeuleHUsl O OUASHO3e.

He cnumaromest ¢ yuema, noxa ouacnos He 6y0em ucKioueH,

o MemoO onpedeleHusi pa3sHoCMU HA3ATbHbIX NOMEHYUAN08 WIU UMepeHUe 3JIeKMPUiecKo2o

moxa 6 buonmame KUWKU, OMpaxcaowjue HapyueHue yHKyuu XiopHo2o kanaia™.

Ipumeuanue: *B kauecmee OONONHUMENILHO2O MECMA NAYUEHMAM ¢ NOOO3PEHUeM Ha

MYKOBUCYUOO3, OCOOEHHO 8 COMHUMENbHBIX CILYHASIX NPU NOSPAHUYHBIX 3HAYEHUSIX NOMOB020 MeCmd,

npU HeBbIPANCEHHOU CUMNMOMAMUKE U/UNU NPU HEeNOJHbIX KIACCUYECKUX NPOsGIeHUsx Oone3Hu

Modxcem Obimb peKOMeHOOE%ZHO npoeedeHue uccne0o8anus pasHocmu  Kuueirnvlx nomenyualos

[1,2,6,38,57].
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Coenacno cmaHOapmuviM ONEPAYUOHHLIM Hpoyedypam, Ol UBMePeHUs PA3HOCMU KUUEYHBIX
NOMEHYUANI08 UCNOTIL3VIOMCS PEKMAbHble OUONMAMbl, NOLYYEHHbLE NPU PEKMOPOManocKonuu. /s
npoBedeHUs. UCCe008aHUsl HeoOXo0uMo He MeHee 4 obpaszyoe 6uonmamos. Pexomenoyemvie
pedepenmuule 3HaueHUss (KOHMPObHbIE NOKA3AMENU 300POBbIX JH00ell) NPU UCHOIb30BAHUL MEMOOd
OPKII 6 P®: niomuocms moka kopomkoeo 3amvikanus (A1SC) 6 omeem Ha 88edenue amunopuoa
(cmuMynayus Hampueevlx Kawanoe) 6 KOHmMponbHou zpynne cocmasuna 8.98+3.42 uA/cm?.
Usmenenue AISC 6 omeem na 8gedenue Gopckoruna (Cmumyasiyus Xa10PHbIX KAHAI08) COCMABUNLO
25.78+4.41 uA/cm’. B omeem na esedenue cucmamuna AISC uzmensemcss 6 NOIOANCUMENLHYIO

CMOpPOHY, Umo ompaosicaem 6X00 UOHO8 KANUs 68 KIEemKU. Hpu IMOM Ni1OmMHOCmMb moKa cocmaeuia

101.68+10.99 uA/cm?’[58].

e PexomeHnnoBaHO MIPOBEJICHHE MOJIEKYJISIPHO-T€HETHYECKOTO HCCIIEeIOBaHUS TUIs
nneHtuukanuu myranuii rena MBTP (CFTR) (MoliekylnsspHO-T€HETHUECKOEe HCCIIEOBaHHE
mytaruii B reHe CFTR (MyKOBUCIIH/I03) B KPOBH, KOMIUIEKC MCCIIEIOBAHUM TSI TUArHOCTHUKA
MYKOBHUCII1032) TIO TOKa3aHUSM:

1) HoBopoxaeHHBIM ¢ MOJOXKUTEAbHBIM MPT ¥ MOMOXUTENBHBIMA WM MOTPAHUYHBIMHU
3HAYEHUSMU TIOTOBOM MPOOBI, MEKOHHEBBIM UIEYCOM

2) JlrogsMm c MOTpaHUYHBIMUA 3HAYEHUSMH TMOTOBOM mpoOnl (cMm. Pazgen «/lnarnoctuka
MYKOBHCIIHI032))

3) IlanueHTam ¢ KIMHHUYECKUMHU MPOSBICHUSIMH KJIACCHYECKOT'O0 MJIM MOHOCHMIITOMHOTO
MB

4)  IIpu CFTR-accounnpoBaHHBIX 3a00J1€BaHUSIX (TTAHKPEATHT, BPOXKICHHOE IBYCTOPOHHEE
OTCYTCTBHE CEMSBBIHOCSIIIETO MTPOTOKA/00CTPYKTUBHAS a300CTIEPMUS)

5) PoacrtBenHukam mnamueHToB ¢ MB (ans ompeneneHus craTyca HOCHUTENBCTBA IO
YKETTaHUIO)

6) JKenmmnHam mocine poXKISHHs IEPBOTO pedeHKa ¢ MYKOBUCIIUIO30M, a TAKXKe BO BpeMs
MOCJIEYIOUX OepeMEHHOCTEH MPU HATMYUK peOeHKa ¢ MyKOBHCIIMI030M

7)  Ilnon na 10-12-# Henene npu nmoxo3penuu Ha MB (mpu Hamuuuu cubca ¢ MB) nmm
0oOHapyXEHUH THIEPIXOre€HHOr0 KMIIEUHUKa Npu Y 3-00cae10BaHuN

8)  Monopam ramer u sMOpuoHOB B mporpammax OKO (OKO-UKCH), BHyTpuMaTO4HOI
MHCEMUHAIUU

9)  CynpyxeckuMm napam ¢ BBICOKMM F'eHETUYECKUM pruckoM MB, xenaromum npoittu KO-
III'T MB jna npenoTBpamieHus poxkaeHus pebenka ¢ MB  (mpu  orcyrcTBHM

IIPOTUBOIIOKA3aHUI U OrpaHU4eHui) [2,22,59].
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(YYP-C, YA -5).
KommenrTapun: Krunuueckyro 3mnauumocmsv OOHAPYHCEHHBIX 2eHEeMUYECKUX 6apuamnmos cieodyem
ycmanasausams ¢ yyemom pekomenoayuti Koncencyca [2], nocmosanno ooHosnsieMblx 6a3 OAHHbIX:
[60].
Cmpamezusa monexkynapno-2enemuueckou ouacnocmuxu MB exkniouaem neckonabko smanoe.
Ha nepeom 3mane npogooumcsi nouck eapuanmos, Haubolee 4acmvlx 8 NONYIAYuu, K KOMOPOU
npunaonexcum oocnedyemviti [2].
Ha emopom 3mane nposoosm pacuiupenusili nouck 0o1ee peoKux 6apuanmos, UCnoIb3ys
cexgenuposanue no CrHeepy uiu BblCOKONPOU380ouUmenvHoe cekgenHuposanue ceroma (MPS/NGS).
Ananuz exnrouaem ucciedosanue éceil kooupyrouei nociedosamenvrocmu eena CFTR (27 2x30H08),
obnacmetl dK30H-UHMPOHHBIX coeOuHenul, 5’- u 3’- Hexkooupyrowux ooaracmet (0o 200-300
HYKIeomuoo8), a makxdce, MHCeIAMENbHO, 2AYOOKUX UHMPOHHBIX obOnacmet, 20e pPAcnONONCEeHbl
8apuanHmvl ¢ OOKA3AHHOU NAMO2EHHOCHbIO.
Ilpumeuanue: npumenenue oanno2o memooa Heobxooumo npu Haznadenuu CFTR-mooynsamopos c
Yenbio UCKIIOYeHUsl KOMNJIeKCHbIX alilefiel, 8IUAIWUX Ha d¢hdekmusnocms mepanuu
Tpemuit s3man. O6biuHbLIMU CKAHUPYIOWUMU MEMOOdMU, 8 MOM YUCILe CEeKBEHUPOBAHUEM, MONCHO
8bIAGUMb  HAPYUWEHUS  NOCIe008AMENbHOCMU — 2eHd, He3HaAyumenbHvle NO  NPOMANCEHHOCHU:
HYKIIeOmuoHnvle 3amensl, HeOonvuue oeneyuu/uncepyuu. Ilepecmpouiku, oxeamsigaroujue HeCKOIbKO
9K30HO8/UHMPOHO8, MAKUMU MEMOOaAMU He 8blA8NAI0Mcs. Pekomendyemces ucnonws3osams cieoyroujue
mexnonoeuu: MLPA — myromuniekcHylo aueazHyio 30H008Vi0 amniugukayuio aubo QFMP —
KonuvecmeenHyto ghyopecyenmuyto myavbmuniexcruyio [P [22,30,61].

Tpebosanus x rabopamopuu, nposodsueli anaiuzvl Ha namoeeHuvie sapuanmol cena CFTR,
usnodicenvl 8 Koncencyce [2].

Coenacno oanuvim  Eeponeiickoeo koucencyca no MB, nposedenue pacuiupenHo2o
MmonexyaapHozo ucciedoganus cena CFTR nozsonsem gvlasums namoceHuwvili sapuanm 8 98%. Omo
Modicem ObIMb C853AHO AUOO ¢ meM, YMO UCNOIb308AHHbIE MEeMOObl He NO3BONUIU NPOAHATUSUPOBAMNb
pecuonbl 2ena, 20e pacnondazalomcs Namo2eHHvle 2eHemuyecKue 6apuanmol, IUO0 ¢ A6leHuem
00HOPOOUmMeNbCKOU oucomuu, 1ubo ¢ penoxonusmu MB [22].

IHpouue _nabopamopuvle _uccinedosanus, npoeooAuwiuecs Nnpu__OuazZHOCMUKe U __68__npouecce

OUHAMUYECK020 HADI00eHnus

L4 PexomengoBaHo MMPpOBCACHUEC BCEM IIAlIMCHTAM C MB 061uer0 (KJ'II/IHI/I‘IGCKOI"O) daHaJIn3a KPOBHU
PAa3BCPHYTOT'O C LCJILIO OpI/ICHTI/IpOBO‘-IHOﬁ OICHKHU BOCTTAJIUTCIILHOI'O IMMPOLICCCa, KOHTPOJIS BJIUAHUA Ha
IOoKa3aTcsii KpPOBHU HpOBOHHMOﬁ TCpaliiu MU B KOMIUIEKCHOI OIIEHKE HYTPUTUBHOTO CTaTyCa

[2,62,63,64].
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YYP-B, Y11 -3).

KommenTapuu: 6 cpednem Heobxooumas uacmoma npoeodenus UcCie008aHuUsl — eHceK8apmaibHo. B
Pamkax obwjeco (KIUHUYeCK020) aHAIu3a Kposu HeobX0OUMO: UCCIe008aHUue YPOBHA 00wWe2o
2eM0o2100UNA 8 KPOBU, UCCIe008AHUE YPOBHS IPUMPOYUINOE 8 KPOBU, UCCIE008AHUE YPOBHS TEUKOYUMO8
8 KpO8U, UCCIe008aHUe YPOBHS MPOMOOYUMO8 8 KPOBU, OUDDepeHyuposanvlii nOOCUem 1etiKkoyumaos
(netikoyumapuas gopmyna), NPOCMOmMp MA3KA KpoGU Ol AHAIU3A AHOMAAUU MOp@oocuu
IPUMPOYUNO8, MPOMOOYUMO8 U JIEUKOYUMOS, OnpedeNeHue Y8emogo20 NoKazamens, onpeoeieHue
PAasmepos 3pumpoyumos, Ucciedo08aHue CKopoCcmu 0Ceoanus 3pUmpoyumos.

J PexomennoBano mnpoBeneHue oOmero (KIMHAYECKOTO) aHalM3a MOYHM BCEM MAIMEeHTaM C
MYKOBHCITUIO30M TIpHM TEPBUYHOM JIMATHOCTUKE W JWHAMHYECKOM HAONIOJCHUU C IIeTbI0
CBOEBPEMEHHOTO BBISBIICHUS OPAXKEHUS MTOUeK [65].

YYP-C,YIO-5)

Kommenrapuii: kxpamnocms uccnedosanus — e pesce 1-2 pasz 6 200, npu Heobxooumocmu - yawe
OnpeneneHue HATUYHSA MAHKPEATHYECKOH HEIOCTATOYHOCTH

e Pexomenmyercst mpoBeeHNE TAOOPATOPHBIX TECTOB JIISl ONIPECTICHHS CTENICHH IMTaHKPEaTHIeCKOH
HEJO0CTaTOYHOCTH BCEM MAIlMEHTaM C [10I03pEHIEM Ha MyKOBHUCLIM/I03 U TAIIUEHTaM C MyKOBUCIIUA030M
(ompeneneHre aKTUBHOCTM NAHKpeaTW4Yeckoil anacta3bl-1 B Kaje), CTENeHH KOPPEKIHMH
MaHKPEaTUYeCKONM HEIOCTAaTOYHOCTH —  KOIPOJIOTUYECKOE HCCIEJOBAaHHE C  OIpeIeiIeHUEM
HEUTpaJIbHOTO kHupa B Kaue [1,2,22].

YYP-C, YA -5).

KommeHnTapuu: y nayuenmos ¢ coxpanuou @yHKyueli nooxNceryOouHoU dcenesbl OonpeoeneHue
AKMU8HOCMU NAHKPeamu4eckou 31acma3svl-1 6 Kanie nposooumcst exice200Ho.

Cpeonss yacmoma uccied008anull y nayueHmos ¢ MyKogucyuoo3om npugseoera 8 Ilpunoscenuu 7.
Mukpobuonocuueckas ouazHocmuka

. PekoMeHyeTcsi BceM MallieHTaM ¢ MyKOBUCIUI030M (MJIH C TIOJ03PEHUEM Ha MYKOBUCIIHIO3)
MUKpPOOHMOJIOTMYECKOE HCCIEAOBAHUE MOKPOTHI (MHAYLUPOBAHHOW MOKPOTHI MM TpaXealbHOTO
acmupara), WiH, B UCKIIOUUTEIbHBIX CUTYyalUsaX (ISl MIAACHIIEB), Opo(apuHTeaTbHOr0 Maska W/uiu
KUJKOCTH OpPOHXOAIBBEOJSIPHOTO JlaBaxka JUIsl HASHTU(UKAIMKM TAaTOreHa/-0B W OMNpeAeTeHUS
YYBCTBUTEIBHOCTH BbII€ICHHOM MuKpodopsl [1,2,6,22].

YYP-C, YIA-5).

Kommenrtapuu: /Hccnedosanue npogooumcs npu nepeuyHol OuazHOCmuKe U 6 npoyecce
OUHAMUYECKO20 HAOI0OeHUs, 8 MOM Yucie, 01 KOHmMpos 3¢gexkmusHocmu mepanuu, He pedice 1 paza
8 3 mec., no nokazauusm - uawe. Takoce npogOOUMCs KOHMPOTbHOE UCCIe008aHUe NOcie Kypca

aHmuMMKpO6HOZZ mepanuu npu cocnumanusayuu ujiu ¢ yeibio OYeHKU 3qbgbel<mu6Hocmu l’lpOG@d@HUﬂ
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spaoukayuu  npu  nepsuuHom  evicese P. aeruginosa u  Opyeou  epamompuyamenbHoOu
anmubdbuomukopezucmeHmuou gaopwvl (wepes 7-10 onetl om nauana mepanuu,).

Ilpu  XpoHuueckou  2pamoOmpuyamenvHolu  AHMUOUOMUKOPE3UCTNEHMHOU  ¢hiope
PEKOMEHOYemcsl Hanpaeiams Ha MUKpoobuonocuueckoe obcredosanue 601bHbIX nayuenmog ¢ MB 6
nepuoo npogedeHuUss 3pAOUKAYUOHHOU MEePAnUU — eHCeMECAYHO C Yeablo OYeHKU dpghekmusHocmu
INUMUHAYUU 8030yOUmenell;

Hanpaenams oemeti 0o 5 nem na ouacHocmuky MUKpoOHou ¢hiopwvl, NOIYUEHHOU ¢ NOMOUBIO
enybokoeo maska us 3eea. [lnsa oemeil cmapuie 5-6-1emue2o 803pacma u 63pPOCiblX PeKOMEHOYemcsl
NPUOPUMEMHBIM CYUMAMb AHAIU3 MOKpOmbl. Y Oemell ¢ NOAUNOZHBIM CUHYCUMOM — UCCTe008aHUe
PeKOMeHOYemcst NPo8oOUMb Nymem NOAy4eHus 21y00K020 MA3Ka Npu pUHOCKONUU,

Ilpu nanuuuu Henpouz8oNbLHO20 OMXAPKUBAHUS Y NAYUEHMO8 CO CMAOUIbHLIM MeYyeHUuem
Oone3sHU peKoMeHOO8AHO HANPAGIAMb NAYUEHMO8 eHCe200HO Ol UCCIe008aAHUS OUACHOCMUYECKO20
mamepuana Ha sviasnenue HITMB. /{na ckpununea HTMB nysxcHo ucnonvzosams nocesvl U MAsKu HA

Haauyue KUCI0moycmoudugblx bakmeputl, Komopbvie 6epymcs u3 MOKpombl nayuenmad.

OCHOBHBIM ~ MUKPOOUOTOZUYECKUM — MeMOOOM OUACHOCMUKU —OPOHXO0Ne20UHOU  UH@eKyuu
AGNAEMCA  KYIbMYPATbHLIL MemMoO ¢ NOCeBOM PeCNUpPAmopHbIX 00pa3y08 HA HeceleKmUsHble,
CeNleKmugHble U XpOMO2eHHble NUMAMeNbHble CPEObl.

L]enecoobpasno npogedenue MUKpOOUOLIOSULECKO2O UCCIe008AHUSL PECNUPAMOPHBIX 00paA3Y08
1O peKoMeHOayuu 8pava 6 0OHOU U3 1a60pamopull IKCnepmHno20 ypoeus no MB ue pesice 1 pasa 6 2o0.

Baosicnvim siensiemes ucnonv3oeanue ceneKmusHulx cped Osi 8blOCNeHUs. MUKPOOPESAHUZMOB,
mpeobyouux ocodvle ycious Kyrbmueupo8aHus uiu OJis 8blOeIeHUs. UX CNeYUDUUECKUX, C8A3AHHBIX C
MB mopgpomunos. Ocobenno ons B. cepacia complex, a maxoice S.aureus 6 suoe ghenomuna meaKux
Kosnonuil [66,69].

s nosviwenus eeposmuocmu evidenenus S.aureus y nayuenmos ¢ MB pexomenoyemcs
UCNOIb306aMb OOHY U3 CENleKMUBHBIX Cped — MACO CONeBol azap/iicene3o colesol azap umu
XPOMO2eHHbll azap Ons S.aureus.

B cnyuae evioenenus SCVs ¢enomuna S.aureus ciredyem ucnonv3osams OONnOIHUMENbHbBIE
Memoowl uoenmugurayuu (I1LP, macc-cnekmpomempuio).

Ckpunune Ha MRSA nposodumv nymem npsamozo nocega Ouomamepudanla Ha NIOMHbLE
numameinbHble Cpeobl, ¢ OAIbHEUWUM OnpedesieHueM YyeCmeumenibHOCmMu 6bl0eleHH020 S.aureus K
yeghokcumuHy OUCKo-Ouh@y3uoHHbIM MEMOOOM UIU NOCEBOM 00PA3Y08 HA XPOMO2EHHble Cpedbl ONis

MRSA.
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Hcnonvzosanue cenekmuenvix cped (acap MakKouku, acap OHOo, yempumuouwvli azap c
Yempumuoom) moxcem nomousb 8 uoenmuguxayuu P.aeruginosa.

Jna nosviwenus eeposmuocmu ooHapyxcenusn B.cepacia complex 6 pecnupamopnom obpasye
om nayuenma ¢ MB cmpoeo pexomeHOyemcs UCHONb308aHUe CeNeKMUBHOU cpedvl 015 B.cepacia
complex (BCSA unu opyeue norumuxcun cooepicaujue cpeovl).

Ha cenexmusnvix cpeoax ons B.cepacia complex moxcem 6vimo nonyuen pocm opyeux HI'OB
(B.gladioli, Ralstonia spp., Cupriavidus spp., Pandoraea spp., Inquilinus spp. u op.).

s ecex bakmepuil B. cepacia complex, uoenmuguyuposannvix peHomunuyecKumu memooamu
Ha mecm-cucmemax, npoeecmu NOOMEEPHCOAIOUYI0 UOSHMUPDUKAYUIO MemOoOamu MOLEKYAAPHOU
uoenmuguxayuu (Macc-cnekmpomempuu Ui MoeKyIsPHO-2eHEeMUYECKUMU MEeMOOaMU,).

Hoenmugpuxayuro 0o poda Mukpoopeanuzmos, omuocawuxca Kk Achromobacter spp.
PeKoMeHOYemcs. npo8ooums (HEeHOMUNUYECKUMU MemoOamMu HA KOMMEPUEeCKUX mecm-cucmemax.
Buoosyto uoenmughuxayuro pexomenoyemcs npogooums MOAEKYIAAPHLIMU Memooamu ( ¢ NOMOWbIO -
MAcc-CneKmpoMempuy Uiy MOJLEKVAAPHO-2eHeMUYECKUMU MemOoOamu,).

Hoenmugpuxayuro S.maltophilia pexomendyemcs nposooums eHomunuyecKumu Memooamu ¢
UCNONb308AHUEM KOMMEPUECKUX MEC-CUCEM,).

Ha cenexmusnvix cpeoax ons B.cepacia complex npu pymunnom MukpooOuoniocuieckom
uccnedosanuu moxcem Haoarwoamocs pocm ovicmpopacmywux HTMB (naubonee wacmo M.abscessus),
umo mpebyem nposeoeHuss UOeHMUDUKAYUU MOAEKVIAPHLIMU MemOo0aMu (C NOMOWbI0 MAcCC-
CHEeKmpoMempuY Uil MOJEKVIAPHO-2EHEMUYECKUMU MeMOoOaMu,).

Hoenmugpuxayuro H.influenzae cnedyem nposooums 6 coomeemcmeuu ¢ Pexomenoayusimu
«Onpedenenue 4y8cmeumerbHOCMU MUKPOOP2AHUZMO8 K AHMUMUKPOOHBIM npenapamamy, 2021 e.

hitps://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, ~Memoouueckumu  pexkomenoayusimu  Ois

MUKpOOUON0208 «Bvloenenue, uoeHmughuxayus u onpeoeieHue 4yecmaumeibHoCmuy K AHmuOUuomuKkam
Haemophilus influenzae», 2000 2o0a [67,68].

JnumenvHocms unHKyOayUuU NepeUUHO20 NOceda HeoOX0OUMA CPOKOM He MeHee 7 CYMOK C
€IHCeOHEBHBIM NPOCMOMPOM U U3VHEHUEM 8CeX BbIPOCUIUX U008 KOJIOHUL [69].

Hoenmughurxayus MuKpoopeanuzmos ¢ UCnonIb308aHUEM KOMMEPUECKUX MeC-CUCTEM, MOICEem
nompe608amsv NPOLOH2UPOBAHHO20 Nepuoda uHKybayuu (0o 48 yacos).
Bce muxpoopeanusmul, evidenennvie uz ovixamenvhvlx nymeti om nayuenmos ¢ MB Oondchbl 6bimb
UOEHMUDUYUPOBAHBI KAK MUHUMYM 00 pOOd, MUKPOOP2AHU3IMbL, UMelowjue KIUHUYecKoe 3HayeHue — 00
euoa [70].

B cnyuae svidenenus uz obpazya MuKkpoop2anuzmos, uOeHmu@duKayuo KOmopvix mexHuiecku

HeB803MOMNCHO Nposecmu 6 1adbopamopuu, HeoOX00UMo coxpaHeHue Kyibmypsl 0la ee nociedyoujel
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peudenmugpukayuu ¢ UCHOIL30BAHUEM MACC-CHEKMPOMEMPUU  UTU  MOLEKVIAPHO-2eHEeMULeCKUX
memooos [71].

Onpedenenue 4y8CMBUMENLHOCU — BbIOEIEHHOU MUKPODIOPbI K  aHMUOAKMEPUATbHBIM
npenapamam U UHMEPNPEemayuro  pe3yibmamos UCCIe008aHUus HeoOX00uMo HNpo8ooOUms 8
coomeemcmeuy ¢ AaKmyaabHOU 6epcuell pPeKOMEeHOayuti no ONnpeoeleHuro YyeCmeumenrbHOCmu
MUKPOOP2AHUZMO8 K AHMUOAKMEPUATbHBIM NPEenapamam uiu HO8blX 6epCull nocie ux 6CMynieHus 8
cuny [67].

baxmepuu, evizviearowue xponuyeckyro ungexyuro npu Mykogucyuoo3e mMo2ym pacmu 6 euoe
cMecu  KONOHUANbHBIX MOPGHOmMUNo8 00HO20 U MO020 dHce Mukpoopeanuzma. Yyscmeumenvnocmo
PA3IUYHBIX  MOPGPOMUNO8 8 npedenax O00HO020 00pa3ya Moxcem 3HAYUMENbHO BapbUuposamb.
Heobxooumo onpeodenenue anmubuomuxope3ucmeHmuoCcmu Kaxrcoo2o 8vloeieHno2o mopgomuna [67].

Onpeodenenue uyscmeumenbHOCMu MURUYHBIX WIMAMMOE S.aureus K npomueoMuKpOOHbIM
npenapamam moxcem Oblmob BbINOJHEHO OUCKO-OUPDDYZUOHHBIM MEMOOOM, MEMOOOM PAOUEHMHOU
om@py3uu, ¢ UcnonbL308aHueM mecm-cucmem, OCHOBAHHLIX HA Memooe OnpedeneHus NOSPAHUYHBIX
KOHYEHmMpayuul uiu Memooamu CeputiHblx paszsedenuil (onpeoeieHue MUHUMATbHOU NOOA8IAoulell
xkonyeumpayuu (MIIK)) [67]. Onpeodenenue uyecmeumenvnocmu S.aureus Ko 6CeMy HNepPedHIO
nepevucieHHbIX 0Jis MmeCmupo8anus NPOMUEBOMUKPOOHBIX NPenapamos ciiedyem nposooums He uawye 2
pas 6 200. Ilpu ecex nocneoyrouux MUKpoOUOIOSUYECKUX UCCIeO008AHUAX NpU 8blOeleHuU S.aureus
cnedyem npo8ooums CKpUHUHS Pe3UCMEHMHOCMU K [-TaKMAMAaM Y 8bl0eJIeHHO20 WMAMMA ¢ NOMOUbIO
yeoxcumuna. [72].

Onpeodenenue uyecmeumenvHocmu wmammos P.aeruginosa. /[na munuunvix wmammos
P.aeruginosa mecmuposarnue mooicem 66imv bINOIHEHO KAK OUCKO-OUPDYZUOHHBIM MEMOOOM, MAK U
C UCNONb308AHUEM MeCm-CUCMeM, CO30AHHbIX HA OCHO8e NOCIe008AMENbHbIX PA36e0eHUll KAK 8
sapuanme NOZPAHUYHLIX KOHYEHMPayutl, max u ceputinblx pazeedenuil c onpedenenuem MIIK, a maxoice
onpedenenue MIIK memooom epaouenma [73,74,75]. Onpedenenue uyecmsumenvuocmu P.aeruginosa
cedyem npogooums OmMoOeNbHO Ol Kaic0020 MOpghomuna ¢ ykazauem npoghuiisi 4yecmeumenibHoCmu
no xascoomy mopgpomuny. [76].

na  uneansyuowHvlx  Gopm  mobpamuyuna — Hapsdy ¢ onpeoeleHuem — CmeneHu
yyecmeumenvnocmu P.aeruginosa cnedyem onpedensims 3nauenue MIIK. [77].

Kommenmapuu:  Hcnanckum  cogemom no cmaHoapmusayuu — 4y8CMEUMENbHOCMU U
pesucmernmuocmu k aumubuomukam MENSURA (Mese Espanola de Normalizacion de la Suseptibilitad
v Resistencia a los Antimicrobianos) é 2005 200y nepecmompenst u ycmanosiensi 60.1ee 8biCOKUe MOUKU
omceyeHus: 0N UHLANAYUOHHBIX POPM 86€0eHUs MOOPAMUYUHA NPU ONPeOeleHUU YYECMEUMENbHOCU

P. aeruginosa mouku onsa uyecmeumenvuvix wimammos <64me/n, O ycmousuusblx wimammos >128we/x,
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NnO CPABHEeHUIo co 3HaueHuem <4me/n Ona uy8CMEUMENbHBIX WMAMMO8 U >4 M/l 0na YCMOUdUBbIX
wWmammos npu napenmepanroHom egederuu [78].

OnpedeneHue wyscmaumenbHoOCmu K Koaucmury npogooumcs memooom MIIK. MIIK konucmuna
cnedyem onpeoensms mojibKo MemoOOM MUKpopaszeedeHull 8 oynvone [67].

Cnedyem yuumvleamov, 4mo Kpumepuu O onpeoeieHusi Kame2oputi akmueHOCmu KOJUCIMUHA
N0 OMHOWEHUIO K MUKPOOY OCHOBAHbL HA CLIBOPOMOYHOU KOHYEHMPAYUU aHMUOAKMepUaibHo2o
npenapama CUCMeMHO20 Oelicmsus. B céa3u ¢ wupokum npumeHeHuem UHATAYUOHHLIX GOopM
npenapama 3mu Kpumepuu mepsiom 00 3HAYUMOCHb, NOCKONbKY 8 CyYde UHANAYUU JIOKATbHbIe
KOHYEeHmMpayuu O0eucmsyouux eeujecms MHOSOKPAMHO NPeGblULalon me, KOmopble MONCHO 00CMUYb
npu napeHmepanrbHoM cnocobde ggedenus. B mo e epems k Hacmoswemy epemenu He onpeoesieHvl
kpumepuu 3uavenus MIIK ona konucmuna npu uHeaniayuoHHOM e2o npumeHenuu. HMcnonvzosanue
Kpumepues, 0CHOBAHHBIX HA CblIBOPOMOYHLIX KOHYEHMPAYUAX, MAKUM 00PA30M, MONCEm NpUBecmu K
owubKamM UHmMepnpemayuu pe3yiomamos UCCie008anus 4y8CMeUmenbHOCmu MUKpOOP2AHU3Mos8 Oisl
UHRATAYUOHHBIX (hopm anmubuomuros [2,77].

Onpeoenenue uyecmeumenvnocmu Burkholderia cepacia complex. I1o uoeonocuu EUCAST ne
npeocmasnaemcsi B03MONCHLIM —PEKOMEHO08amMb  onpeodenienue  Yy8cmeumenbHocmu — baxmepui
B.cepacia complex ons ebioopa npomugoMukpooOHbix npenapamos OJisi mepanuu UHGexyutl, 6b136aHHbIX
npeocmasumensimuy 3moi epynnvl Mukpoopearnuzmos. [67]. B ciyuae neobxooumocmu onpeoenenus
yyecmeumenvhocmu B.cepacia complex cnedyem ucnonv3zoeames memoovl u Kpumepuu, onpeoeieHHbvle
akmyanvrvimu cmanoapmamu CLSI (Clinical and Laboratory Standards Institute, Hucmumym
KAUHUYECKUX U TAOOPAMOPHLIX cmanoapmos). [67].

Onpeodenenue uyscmeumenvnocmu Stenotrophomonas maltophilia. [lpu onpedenenuu
yyecmeumenvHocmu wmamvmos S.maltophilia credyem pykosoOocmeosamvcsi akmyanibHou epcueti
PeKOMeHOayuti no ONnpeoeleHUur0 Yy8CMeUMeNbHOCMU MUKPOOP2AHUSMO8 K HNPOMUBOMUKDPOOHLIM
npenapamam [79].

Onpeoenenue uyscmeumenvnocmu Achromobacter spp. B nacmosiwee epems He onpeodenervl
cmanoapmel onpeoenenus uyecmsaumenvbHocmu wmamvmos Achromobacter spp. Ilpu neobxooumocmu
onpedenenusi  yyecmeumenvHocmu  A.xylosoxidans — cnedyem  pykogoocmeosamuvci — PK/DJ]
(nesudocneyupuueckumu) noepanuynvimu 3uavenusmu ona MIIK ¢ coomeemcmeuu ¢ pexomenoayusamu
EUCAST nubo coenacno akmyanvhoii eepcuu pexomenoayuil. [67].

Ilpu evl0aue 3axknwueHUs NO MUKPOOUOIOZUUECKOMY UCCIE008AHUIO 1eNecO0OPA3HO
VKA3b18AMb 2PYNNY GbLOENEHHBIX MUKPOOP2SAHUZMO8 8 COOMBEMCIMEUU PAHICUPOSAHUEM OaKmepull no

UxX KIUHUYEeCKOM) 3HAY€RUI0 npu MyKOGI/lI/;UOOSQ. B omueme o pesyibmanie uccne0o8anus mamepuana

35



om bOonvHo2o nayuenma c¢ MB pexomenoyemcs ykazvleamv HAIU4ue MYKOUOHBIX U HEMYKOUOHLIX
Genomunos P.aeruginosa [80].

Ilpu unmepnpemavyuu pe3yniomamos onpeoeneHus 4yecmeumeabHOCImu MUKPOOPZAHUIMOE
cnedyem yKasul8ams CMAHOApm u 200 U30aHUs, N0 KOMopomy npo8ooulocs uccieoosanue [67,81,82].

Ilpu unmepnpemayuu pe3yibmamos onpeoeneHuUs YYECHMEUMENbHOCIU  Cledyem
ucnonvzoeams nocpanuunsie 3navenus EUCAST 10.0 ona ouenku pe3yromama no 00Hou u3z mpex
Kamezopuil 4yecmeumebHoCHu:

Y - YyecmeumenvHvlli npu  CMAHOAPMHOM — pedcume  O03UPOBAHUS:  MUKDPOOPSAHUIM
oyeHusaemcs Kax « 4yecmeumenvbHulii npu CMaHOAPMHOM pexcume 003UPOBAHUs» 6 MOM Cyude, ecu
VPOB8EeHb aKMUBHOCIU NPOMUBOMUKPOOHO20 NPenapama c8UOemeibCmeyem 0 8biCOKOU 8epOosmHOCIU
aghhexmuenocmu mepanuu npu CMAHOAPMHOM percume 003UpPOBaAHUsL.

Y - Yyscmeumenvuviii npu ygeauueHHOU 3SKCHOZUYUU: MUKPOOPSAHUSM OYEHUBAEMCS KaK
«HyecmeumenvHulii npu  YBEIUUEHHOU IKCROUYUU»™*, eciu ypoeeHb aKmueHOCMU Npenapama
ceudemenbcmeyem 0 8blCOKOU 8epPOSMHOCIU IPHEeKMUSHOCMU Mepanuu Npu yeeaudeHuu 3KCno3uyuu
npenapama nymem KOpPpeKyuu pexcuma O003upoeanusi uiu 01a200aps e20 KOHYeHmpayuu 8 ouaze
uHghexyuu.

P - Pesucmenmuvlii. MUKpoOpeanusm oyenugaemcs Kak «Pesucmenmuuliiy npu 6blCOKOU
8EPOSIMHOCMU  MePanesmu4eckol Heyoauu odadce Npu Y8eIUYeHHOU IKCNO3UYuu npenapama.
*kcnosuyus ompasicaem 3a8UCUMOCMb BIUAHUS RPOMUBOMUKPOOHO20 npenapama Ha 6030youmers &
ouaze uHpexyuu om nymu 68e0enuss, 003bl, UHMEPBALA 003UPOBAHUS, NPOOOINCUMETbHOCMU UHDY3UU
npenapama, a maxaice e2o pacnpeoeieHus U nymu ebl8e0eHUs.

Kpome smoeo, cnedyem ykazvieamv 6 3axnioueHuu, umo uHmepnpemayus 3HaAYeHull
MUHUMATBHOU NOOABNAIOWel KOHYEeHMPayuu Kax 4yeCcmeumenvHbulll /pe3sucmeHmublii 0Cyujecmeinemcs
HA OCHOBAHUU Kpumepues, pacCHumaHHulx 015 CblBOPOMOUHBIX KOHYEHmMpayull npenapama npu e2o
BHYMpUBEHHOM 66edeHuu. Ilpu Opysux nymsax npumeHeHus npenapama aHAl02UYHOe 3HAYeHue
MUHUMATBHOU NOOAGAIOWell KOHYESHMPAayuu Modxicem 0bimb UHMEPNPEMUPOBAHO UHAYE.

B coomsemcmeuu ¢ Ilpuxazom Munzopasea Poccuu 13 oxkmsabopa 2017 2 Ne 804w om «O6
VMBEPAHCOeHUU HOMEHKIAMYPbl MEOUYUHCKUX VCIYe» eCMb HeCKOIbKO YClye: MUKpoOuonio2uieckoe
(Kyiemypanvroe) ucciedosanue ciu3u ¢ MUHOANUH U 3AOHel CMeHKU 2IOMKU HA a3pooOHvie U
Gaxyremamueno-aHaspooHvle MUKDPOOP2AHU3MB, MUKpOOUOI02UYECcKoe (kyremypanbHoe)
uccne0osanue MOKpomul HA  a3pooOHvle U (DaKyIbMAMUSHO-AHAIPOOHbIE  MUKPOOP2AHUSMYL,
Muxpobuonocuueckoe (KyibmypanvHoe) UcCcie0o8anue JaaABANCHOU HCUOKOCMU HA adpoOHble U
@axynbmamuero-anaspooHvie MUKDPOOP2AHU3 MBI, Onpeodenenue Yy6CmeumenbHOCmu

MUKPOOPSARU3MOB K I’lpOﬂ1M60MMKpO6HblM Xxumuomepanesmu4eCcKum npenapamam OUCKo-
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ougy3uonnvim memooom, Onpeoenenue 4y8CmeUmMenbHOCMU MUKPOOP2AHUIMOS8 K NPOMUBOMUKPOOHBIM
XUMUOMEPANEeBMUYECKUM — Npenapamam  Memooom  epaoueHmuou  oug@ysuu, Onpedenenue
YY8CMBUMENbHOCIU MUKPOOP2SAHUZMO8 K NPOMUBOMUKPOOHBIM XUMUOEPANeSMULeCKUM Npenapamam
Memooom pazeedenuil, OnpeodeneHue Yyy8CmMeUmeibHOCMU MUKPOOP2AHUIMO8 K NPOMUBOMUKDOOHBIM
XUMUOMEPANEBMUYECKUM — NPenapamam ¢ UCNOIb308AHUEM — ABMOMAMUYECKUX — AHAIU3AMOpOs,
Onpeoenenue Yy8CmMEUmenbHOCmu MUKPOOP2AHUIMOB K NPOMUEOMUKPOOHBIM
XUMUOmMepanesmuiecKkum npenapamam Memooom nocpaHudHblX KOHYeHmMpayuil.

Hayuenmam ¢ MB ¢ nodo3penuem na mukooaxmepuo3, evizeanuvtit HTMbB neodxooumo
uccreoosanue oopazyo8 OUACHOCMUYECKO20 MAMepuana Kak MUHUMYM OOUH pa3 8 200 8 OUHAMUKE
[1,2,6,22].

Ioxazanuem Kk uccnedosanuio oOuacHocmudeckoeo mamepuara wa HTME cayscam:
ompuyamenvbHas KIUHUYECKas UW/UlU pPeHmeeHoN02UYecKas OUHAMUKA NpU  OMCYMCMEUU HOBbIX
namozenos, omcymcmeue 3ggexma om npogooumol anmudakmepuanbHou mepanuu. B xkauecmese
OUACHOCMUYECKO20 MAMepuala UCnoib3yom: MOKpOmy (Uiu UHOYYUPOBAHHYIO MOKPOMY), 8 CIy4asax

omcymemausi Mokpomul — cmwlg ¢ pomoenomxu (CPI), 6pouxoanveeonapuuiii nasadxc (bAJI).

s nposepxku nooospenuti, umo nayuenm ¢ MB 3apasicen muxobaxmepusmu, 6 __Kauecmige

OUAZHOCMUYUECKO20 _MAMEPUAId__UCROIb3VIOM _MOKDOMY Ul undyuupoeaﬂnyio MOKpomy (6

UCKTIOYUMETbHBIX CIVYASX - UCCAE008AHUE MPAXeATbHO20 ACRUPAMA NPU HEBO3MONCHOCTU NOLYUUMb
MOKpOmMy/unoyyuposanuyro mokpomy. Credyem nOMHUMb, 4mMO 68 OAHHOM clyuae d¢hghexmueHocms
8bIABIIEHUSL MUKODAKMEPULL O4eHb HU3KAS).

s uccneoosanuti Ha uanuuue HTME He cnedyem ucnonv3osams mpaHCOPOHXUATLHYIO
ouoncuto (TBB) u e3samue opogapureeaibHbIX MA3KO.

V' nayuenmos, ewidensiowux MOKpomy 6 O0CMAmMOYHOM Koauuecmee, O/ UCCIe008AHUS
cobuparom ee ympeHnu10io nopyuro. JJocmamounslii 00vbem ucciedyemor nopyun MOKponvl COCMAgisiem
3 - 5 mn, 6 yensax nogvluleHusi UHGOPMAMUBHOCHU HEOOX0OUMO UCCAEO08aAMb MOKPONMY, KOMOPYIO
cobuparom 05 UCCAe008aHUSL MPU OHS NOOPSO.

Bnauumvimu  Kpumepusmu mMuxobaxmepuosa y nayuenmoe c¢ MB sensiomcs  caedyrouue
pesyibmamsl Mamepuaid U3 ObIXAMeNbHbIX Nymell. NOJI0NCUMETbHbII pPe3yIbmam HA Haludue
Kkucromoycmouuuswix 6axmepuii (KYb) npu muxpockonuu npenapamos ¢ okpackou no Lunto-Hunvceny
unu  oMuHecyeHmubiMu  Kpacumensmu  (Mukpockonuueckoe — ucciedosanue  MOKpOmMbl  HA
muxobaxkmepuu (Mycobacterium spp.), uamuuue pocma HTMBE wua numamenvhvix cpedax u

noomeepxcoerue 00H020 U MO20 Jice UOAd MUKOOAKmeputi Kak MUHUMYM U3 08YX 00pazyos
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(Muxpobuonocuueckoe (KyibmypaibHoe) Ucciedo8anue MoOKpomsl HA aspoOHbie U PaKyibmamueHo-
AHAIPOOHbBIE MUKPOOD2AHUMbL).

Tecmol nHa nexapcmeennyio uyecmeumenvrnocmo HTMB nposoosam uckuouumenbHo Memooom,
ONpeoeNsIIoWUM MUHUMATLHYIO N00asisiowyo KoHnyenmpayuto npenapama (MIIK) (A426.30.004
Onpeoenenue 4y8cmeumenbHOCMU MUKPOOP2SAHUIMOE K AHMUMUKPOOHBIM XUMUOMEPANEBMUYECKUM
npenapamam mMemooom pazeeoeHull).

C yenvio KoHmpoas d¢hghexmusHocmu xumuomepanuu He pedice, wem paz 6 1-3 mecsaya
HeobXo0UuMo npoeooums noceé Moxkpomwl Ha eviasieHue HTMBE 6 ouacnocmuyeckom mamepuane
[83,84].

Kpumepuem s¢pgpexmusnozo neuenuss saensemcsa omcymcmeue pocma Muxobaxmepuii Ha
NUMAMENbHLIX CPeoax He MeHee Yem 8 mpex nocie008amenbHo 83MmulX 00pa3yax OUACHOCMUYECKO20
Mamepuana.

llocne 3asepwienus Kypca Xxumuomepanuu MUKoOOAKmMepuo3a HeobXo0umMo NOCMOAHHOE
OuHamuyeckoe HabnoOeHue 3a COCMoaHUeM NAYUeHma u pe2ynsapHoe, He pexce yem pas 6 6 mecsayes
nabopamopnoe obcredosanue Ha narudue uru omcymcemeue HTMPE 6 ouacnocmuueckom mamepuazre.

Memoowvt ouaznocmuxku mukobakmepuosa.

Heobxooumo uccnedosanue memooom I[P 0na uckmoueHus Hamuyusi 6 ucciedyemom
mamepuane  Mycobacterium  tuberculosis complex (MTBK) (MonexkynapHno-ouonocuueckoe
uccnedosanue MOKpomsl, OPOHX0ANbEEONAPHOU 1ABANCHOU HCUOKOCIU UTU NPOMBIBHBIX 800 OPOHX08 HA
Mycobacterium tuberculosis complex (muxobaxmepuu mybepkynesa)).

Memoowl mukpockonuu ¢ oxpackoti no L{unto-Hunvceny unu mioMuHecyeHmubiMu Kpacumensimu
HACMOSIMENIbHO ~ PeKOMEHOYemcs  KII0Yams 8  ANOPUMM — MUKPOOUONOSUUECKOU — OUACHOCTUKU
MUKOOAKMEPUATbHBIX UHPDEKYUIL.

Buvioenenue xynomypor  muxpooaxmepuii HTMEB  ocywecmeénsemcs UCKIIOYUMENbHO 8
cneyuanu3UpOBaAHHbIX 1a400PAMOPUAX PMUUAMPULECKOU CIYHCObL.

Ilocesvr Ha dcudkyro numamenvHyio cpedy bynvon Muoonopyka 7H9 (8 aemomamuueckou
cucmeme ywema pocma (Ananusamop b6axmepuono2udeckuil 0nisi UOeHMUPDUKAYUU MUKPOOP2AHUIMOS
UBJ[ (ona in vitro OuaeHocmuku), asmomamuyeckuti) (01 KyIbMUSUPOBAHUS MUKOOaKkmeputi))
IIpooonsicumenvrocms uccnedoganus 45 ouell.

ITocegvl Ha niomuvle numamenvhvie cpedwt Jlesenumeiina-Hencena, @unn-II ucnonvzyomes
Kak pezepsHvle OudacHocmuyeckue memoovl. IIpodonsxcumenvHocms  uccieoosanusi 84  Ows.
Hocmosepnas kaunuueckas unmepnpemayus pe3yiomamos MUKpoOUoI02Uu4ecKo2o 00C1e008aHus Ha

Haiuyue Muxobaxmepuii O0ocmueaemcsi npu 003A3aMeNbHOM COOMOOeHUU CedyIouec0 Npasuid:
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MONEKYNIAPHO-ceHemuieckoe,  MUKPOCKONUYecKkoe U  KVIbMYpalbHOe UCCLe008aHUe  OONHCHDL
npoU3600UMbCA NAPAILIENbHO MOILKO U3 OOHOU U MO dice NPodbl OUASHOCMUYEeCK020 Mamepuaia.

Ipu svioenenuu u3 pecnupamopruvix 0opasyos bvicmpopacmywux HTMB, ciedyem nanpaeisamo
WmamMmovl 8  MUKPOOUONIO2UYECKYIO  1aO0pamopulo  9KCNEPMHO20  YPOBHs  OJisl  ONpeoeneHus
YY8CMEUMeNbHOCMU K AHMUOAKMEPUATbHbIM NPEnapama.

[Ipu nepBuuHOM BBIACTEHUU B. cepacia complex, Achromobacter spp., Ralstonia spp.,
Pandorea spp., Cupriavidus spp., Inquilinus spp., iacHTH(QHUKAINIO PEKOMEHIYETCS HCIIOIb30BaTh
MacCC-CIIEKTPOMETPHIO WJIM MOJICKYJIIPHO-TEHETHUECKUE METOJBI C IEIbI0 JTUATHOCTUKU HATHIHS
MIEPEYNCIIEHHBIX MUKPOOPIraHu3MoB y nanuenta ¢ MB [71].

YYP-C, VIO -5).
KommenTapmii: 6 [Ipuxaze Munzopasea Poccuu om 13 okmsabps 2017 2 Ne 804u «O6 ymeepawcoenuu
HOMEHKIAmMypbl MEOUYUHCKUX YCIY2» OaHHble YCIy2U He NPeoCcmasiensi.
° PexomenayeTcs MUKOJOTHYECKOE WCCIIeJoBaHHE Onomarepuana mnamueHtaMm ¢ MB ¢
MOJI03PEHUEM Ha TPUOKOBBIC MOPAKEHUS JICTKUX M JUII KOHTPOJIS IMPOBOJMMON TEpaIUU: MOKpPOTA,
MIPOMBIBHBIC BOJIBI OpPOHXOB, OPOHXOATBBEOJIAPHBIN JIaBaXK, OWOITATHI, ONMEPAMOHHBIA MaTepHall
(TpsiMasi MUKpOCKOTIASI OroMarepuaia, METOl JJIOMUHECIIEHTHON ((hIyopeceHTHON) MUKPOCKOTIHH C
OKpacKkod KalmbKO(MIIOOpOM OenbIiM, TOCEeB OumomaTepuwalia Ha arapu3oBaHHylO cpeaxy Calypo B
Mo uduUKauu DMMOHCA), I HACHTHU(PHUKAIUA TAaTOT€Ha/-OB M ONPENEICHUs YYBCTBUTEIBHOCTH
BBIJICJICHHBIX MUKpoMuULeTOB [17,39,85,86].
YYP-C, YA -5).
KommenTapuu: ¢ coomsemcmesuu ¢ Ilpuxazom Munzopasea Poccuu om 13 oxkmsbopsa 2017 & Ne 804n
«06 ymeepoicOeHuu HOMEHKIAMYpbl MEOUYUHCKUX YCIY2) eCMb HEeCKOJIbKO YCIye. MUKPOCKONUYECKOoe
uccneoosanue MoOKpomovl Ha 2pubvl  (0podcoicesble U MUYETUATbHBIE), MUKPOOUOLOSUYECKOe
(Kyibmypanivhoe) uUcciedo8aHue MOKPOMbl HA — MUYeludivbHvle 2puosl, MUKPOCKONUYECKoe
uccnedosanue OPOHX0AIbEEONAPHOU ABANCHOU HCUOKOCTNU HA 2PpudbL (OPOdICIHCEBbIE U MUYETUATbHBIE),
MUKpobuonozuieckoe (KyibmypaibHoe) Ucciedo8anue 6POHX0AIbEEOIAPHOU IABANCHOU HCUOKOCTIU HA
epubwbl (0podrcoicesvle U MUYETUATbHBIE).

- Ilocee Ha epubvl u MUKPOCKONUYECKOe UCCIe008aHue — N0 NOKA3AHUAM, KPAMHOCMb NO
nompeOHOCmU, 8 MOM Yuce, NpU KOHMpOJie NPOBOOUMO20 JIeYeHUS.

- Henmpughyeuposanue BAJI u 6ponxuanvHoco acnupama, a maxdice NpUMeHeHUue MYKOIUMUKO8
nosviuiaem 3¢hghekmueHocms OUACHOCTNUKUL.

- Mukpockonus u noces MOKpombvl NO380NAION GbIAGUMb KOJIOHU3AYUIO ObIXAMENbHLIX Nymell

Aspergillus spp. y 20—60% nayuenmos ¢ ABJIA.
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- [Ipu muxpockonuu u nocese BAJI unu mokpomut Aspergillus spp. evissnsarom y 25 — 80% nayuenmog
¢ XAJI. Heobxooumvl nosmopuvie uccie008anus ¢ NpUMeHeHUeMm CHeyupuueckux MUKOI02U4ecKux
Memo008 OKpacku u numamenvhuix cped. Onpedenenue suoa Aspergillus uepaem ponv npu HasHayeHuu
npoOMuUB02PUOKOBLIX NPenapamos Oisi CUCMEMHO20 NPUMEHEHUs. (AHMUMUKOMUKO8) (pedKue 6udbl
Mo2ym Oblmb YCMOUYUBLL K A301AM).

- Dghexmusnocmv  MUKPOCKORUUECKO2O UCCLE008AHUSL  VEEIUUUBAeMCs Nocie 0Opabomku
pecnupamopHuix cyocmpamosg xanvkoghuyopom odenvim. Iloces Ha mukonozuyeckue cpedvl ciedyem
nposooumsv npu memnepamype 300°C u 370°C, npooondxicumenbHocms UHKYOAyUuU He MeHee 5 CYMOK.
Konuuecmesennvie noxkazamenu nocesa pecnupamopHulx O6uocyoOCmpamos He No380AAI0M OMAUYUMD
KOJIOHU3AYUIO ObIXAMENbHBIX NYymel om UHQpeKyuu.

e PexomeHayeTcs mpoBeneHHE JIAOOPATOPHBIX HCCIECTOBAHUN ISl JHATHOCTHKH AIIEPTHYECKOTO
OpOHXOJIETOYHOTO acrepruiiesa: yposenb oomero ummyHnorsnooynuna E (IgE), cneunduyeckue IgE u
IgG « Aspergillus fumigates. [Ipu momo3pennu Ha XAJl — peKOMEHJIOBAHBI T€ K€ MCCIICIOBAHUS U
ompenesieHue TrajakTOMaHHaHa B KpoBW (Merabonuta Aspergillus fumigates) (ompeneneHue
MeTtabonuToB rpubos) [1,2,17,22,39,85,86].

YYP-C, VIO -5).

KomMmeHnTapmii:

- Dosunogunuro nepugpepuveckoii kposu > 0,4x10°/n 06viuHO GbIAGIAIOM 6 OCMPOL CMAOUU U NPU
obocmpenuu ABJIA, 60 8pems pemuccuu u 8 cmaouu Guopo3a KOAUYECMB0 303UHOPUI08 MOICem ObIMb
HOPMAIbHBIM.

- [na ABJIA xapakmepro 3uauumenvHoe yeeauuerue yposHs odoweeo IgE 6 cvisopomke Kposu,
oovluno 6Oonee 500 mxe/n. Bo epemsi pemuccuu 6 no30HUX cmaousix cooepxcauue obuezo IgE 6
CblBOPOMKE KPOBU CHUNCACMCS, XOMSI OCIAemcs 8blile HOPMATbHBIX nokazamednell. Ilosviuienue yposHs
obwezo IgE — pannuii npusnak o6ocmpenus ABJIA, komopulii 603HUKAem 00 KIUHUYECKUX NPOAGIEHUL
3abonesanusl.

- Cneyuguueckue IgE u IgG k Aspergillus svisgnsaiom npu oebrome unu obocmperuu ABJIA.

- YyscmeumenvHocms onpedenenus cneyuguueckoeo Aspergillus I1gG 6 cvleopomke Kposu y
nayuenmos ¢ XAJI cocmasnsem oxono 90%. IIpu smom y 50% nayuenmoe ¢ MB gvisignsiiom nosviuieHue
cneyuguuecxkozo Aspergillus IgG 6 cvigopomke Kpogu 6e3 KIUHUKO-PEHM2eHON0SULeCKUX NPUSHAKO8
XAJL

- Hzonuposannoe nosviuienue yposus cneyuguueckozo Aspergillus IgG 6 cvisopomke Kposu 6e3
OONONHUMENbHLIX Kpumepueg ouacHocmuku XAJl ue sasnsiemca ocHosanuem Oas NPOBEOEHUs.

AHMUMUKOMUYECKOU mepanuu.
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- Cooepoicanue oowezo IgE npu XAJI moxcem dvims ymepenno nosviutero (100—500 Eo/n), unoeoa
onpeoensirom cneyugpuueckuti Aspergillus IgE.

- IIpu XAJI y nayuenmos ¢ MB s¢pghexmueno onpedenenue memaboiumos epubos (2arakmomanHana
(komnonenma knemounou cmenku Aspergillus spp. mecm Platelia Aspergillus, Bio-Rad) ¢ BAJIL.

- Cneyuguunocmo u yygcmeumenbHoCmb onpeodenenus earakmomannana ¢ BAJI npesviwaiom 80%,
Ymo eviule pe3yIbmamos UcCie008anus cbleOpOmMKU Kposu. OnmumanbHulil OUASHOCMUYECKUL UHOEKC
onmuueckou niomuocmu mecma Platelia Aspergillus 6 BAJI ne onpedenen: npu ucnoiv3o8anuu
noxazamens 0,5 — nosviuiaemcs wyscmeumenbHocmos memooa, npu 1,0 — cneyuguunocms.

B coomeemcmeuu c Ilpuxazom Mumnzopasa Poccuu 13 oxmsabps 2017 o Ne 804n om «O6
VMBEPAHCOCHUU HOMEHKAAMYPbl MEOUYUHCKUX YCIY2» eCMb HECKOIbKO YCIy2:! UCCLe008aHue VPOBH:.
obweco ummyrnoenooyruna E 6 kposu, onpedenenue aumumen kK epubam pooa acnepeunnvt (Aspergillus
Spp.) 8 KpOBU, KOMNIEKC UCCAe008aHUll OJisl BbIAGNEHUS allepeeHd, onpeoeieHue mMemadoiumos
2pu608).

TIayuenmam ¢ MB cnedyem esceco0no onpoensmv konyenmpayuio oowezo IgE 6 coieopomie kposu.

Ecnu yposenv ooweco IgE cocmaensem 200—500mke/n u ecmov nooospenue na ABJIA, credyem
nosmopums anaiuz yepes 1-3 mecaya;

Ilocne nauana neuenuss ABJIA neobxo0um monumopume ¢ KIUHUYECKOU OYEeHKOLl, YPOBHeM 00ue2o
IgE 6 cwisopomke, cnupomempuell (Ucciedoganue HeCcnpo8OUUPOBAHHLIX 00bEMO8 U NOMOKO08) U
peHmeeHozpaghuell epyoHou Kiemku (penmeeHozpagusa neckux). Bo epems neuenus xomyenmpayuro
oowezo IgE 6 cvieopomie cedyem uzmepsams Kadicovie 6—8 neoeiw.

B nepuoo pemuccuu monumopune ooweeco IgE 6 colgopomxe cnedyem nposooums Kadxcovie 3 mecaya
8 meyeHue nepeo2o 200a, a 3amem Kaxcovie 6 mecayes.

Hsmepenue Aspergillus-cneyuguueckux IgE u IgG (onpedenenue ammumen xk epubam pooa
acnepaunnvl (Aspergillus spp.) 6 kposu) 6o epems jieueHus: He yerocooOpa3HoO, NOCKOILKY UX YPOBHU He
KOPPEeNUpyom co CHUdICEHUuemM oouje2o cbleopomouro2o IgE unu kiuHuuyeckux uiy penmaeHoni02Uyeckux
nposieieHuil)

° PexomengoBano nanueHTam c MB c M1OJI03PEHUEM Ha ABJIA TS
WCKITIOYCHHMSI/TIOITBEP K ICHUSI MUKOT€HHON CEHCUOUTU3AINK MPOBEICHNE KOKHOM MPOOBI C aHTUT€HOM
Aspergillus (Hako>KHBIE UCCIIEJOBAHUS peaKIUK Ha ajuieprensl) [39].

YYP-C, YIA-5).
Kommenrapmii: B coomsemcmeuu c [lpuxazom Munzopasa Poccuu 13 okmabops 2017 2 Ne 8041 om
«O06 ymeepacoeHUU HOMEHKIAMYPbl MEOUYUHCKUX YCIYe»: HAKOMCHble UCCIe008aHUs peakyuu Ha

ajjlepeeHal.
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Kooxcnaa  npoba ¢ ammueenom  Aspergillus — omauvaemcsi  6blcoKOU — OUACHOCUYECKOL
YY8CMBUMENLHOCIbIO, HO HU3KOU cheyuguunocmoio. Tlonodcumenvrvle pe3yibmamyl KOHCHOU Npoobl
HepeoKo 8bIABIIOM Y DONbHBIX MYKOSUCYUO030M be3 ABJIA.

e PekoMeHIyeTcsl MaToJOTOaHATOMHYECKOE HCCIe0BaHUE OMOINCUMHOTO (OIeparuoOHHOTO)
MaTepHalia TKaHe Jierkoro y naruertoB ¢ MB n XAJI ¢ umnpernanuei cepedpom mo I'omopu—I pokoTT
C IEJBI0 JTUATHOCTHKU HOAYJISIPHOTO acTepruiuie3a, a TakKe MCKIIFOUEHUS HOBOOOPAa30BaHUS JICTKHX,
Tybepkyiesa [17,85,86].

YYP-C, VIO -5).

KommenTapuu: B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu om 13 okmsabps 2017 e Ne 804u
«06 ymeepoicOeHuu HOMEHKAAMYpbl MEOUYUHCKUX VCIY2». NAMOL020-AHAMOMUYECKOe UCCAe008aHUe
ouoncuiino2o  (onepayuoHHo20)  Mamepuala — MKaHel — J1eeKo20;,  NAMOA020-AHAMOMUYECKOe
uccreoosanue OUONCUNIHO20 (ONEpAYUOHHO20) Mamepuaira mKaHel J1e2Ko20 ¢ HNpuUMeHeHuem
2UCMOOAKMEPUOCKONUYECKUX —~ Memo008, MUKpobuoiocuieckoe (KyaibmypaivbHoe) Ucciedo8anue
buonmama Ha muyeruanibHvle cpuosi.

- Ilpu ecucmonozuyeckom ucciredosanuu buonmama (NAmMoLO20-AHAMOMULECKOM UCCIe008aAHUU
ouoncutinoco mamepuana) npu XAJI uz kasepuvl unu 3016l 80CnaneHus onpeoeisaom ughvl Aspergillus,
NpU3HAKu XpoHudeckoz2o eocnanenus. (OCHOBHOe Ha3HauyeHue OUONCUU o04az2a NOPANCEeHUs —
OUazHOCMUKA HOOYNAPHO2O acnepauiiie3d, a makdice UCKIIOYeHUue HOB00OPA308aAHUS JIe2KUX,
mybepkynesa u np. Omcymcmesue eugh Aspergillus 6 buonmame u3 ouaza nopasxcenus He UCKIIOUAem
ouaznoza XAJI npu nanuyuu opyaux kpumepueg ouaznocmuxu [15].

e Pexomenayercsi MUKpOOHOJIOTMYECKOE MCCIEAOBAHNUE OTIEISIEMOrO U3 OKOJOHOCOBBIX Ma3yx
(OHII) (MukpobOHogoTrHYecKoe (KyJbTYpPaIbHOE) UCCIICIOBAHNE CMBIBOB M3 OKOJIOHOCOBBIX IMOJIOCTEH
Ha  a’poOHble U  (PaKyIbTAaTUBHO-aHA’POOHBIE  MHUKPOOPraHU3MBI,  MHKPOOHMOIOTHYECKOE
(KynpTypanbHOE) HCCIEIOBaHUE MYHKTAaTOB M3 OKOJIOHOCOBBIX TOJIOCTEH Ha HECMopooOpas3yrolue
aHa’POOHBIE MHUKPOOPTaHM3MBbI) I HWIACHTU(UKAIIMK TIATOTeHa/-OB W OMNpENCIeHHS ero (ux)
YyBCTBUTEIHLHOCTU K aHTUMUKPOOHBIM Mipenapartam npu XPC Ha done mykoBucimuaosa [87,88].
YYP-C, YA -4).

KommenTapuii: xononuzayus cunecHotHou naiouxkou ooviuno Havunaemcs umenno ¢ OHII; 6 6onee
panHem 8o3pacme u 00CMOBEPHO dauje umeem mecmo y 60avuvix MB ¢ nonunosuvim XPC. Mamepuan
0oJdicer ObIMb NOYYeH HA CMEPUNbHbILL Mapiesvill MAMNOH U3 8EPXHEUeNIOCIMHbIX NA3YX MemoooM
OUACHOCMUYECKOU — NYHKYuUu Na3yxu, UHMPAONEpaAyuoHHo nymem 3abopa sKccyoama — u3
8EPXHEUENIOCMHbIX NA3YX WU NPU 30HOUPOBAHUU Uepe3 PACUUPEHHOe COYCmbe ) NayueHmos nocie

OHOOCKONUYECKO20 PUHOXUPYDP2UHUECKO2O0 JIEYECHUAL.
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buoxumuueckoe uccneoosanue Kposu

. PekoMeHOBaHO TIpOBEACHHE BceM mamueHTaM ¢ MB OHOXMMHYECKOTO aHallM3a KpPOBU
o01IeTepaneBTHYECKOTO (oOmmit 0eoK, aIbOyMUH, oTpesieieHne AKTUBHOCTHU
acmapraTaMuHOTpaHc(epasbl B KPOBH, ONPEICIICHAE aKTUBHOCTH aJlaHWHAMUHOTPaHCc(epasbl B KPOBH,
OTIpeJIc/IieHUe AaKTHBHOCTH ramMMa-TIIoTaMuITpancdepasbl B KpPOBH, ONPEICICHUE AaKTHBHOCTU
menoyHoi Qocdarassl B KPOBH, HCCIEIOBAHNE YPOBHS XOJIECTEpUHA B KPOBH, UCCIIEIOBAHUE YPOBHS
TPUTJIMIIEPUIOB B KPOBH, UCCIIEOBAHUE YPOBHS HATPUs B KPOBH, UCCIICIOBAHUE YPOBHS KaJIsl B KPOBH,
HCCIIEIOBAaHUE YPOBHS XJIOPUJOB B KPOBH, ONPE/E/IEHNE aKTUBHOCTH aMuja3bl B KPOBH, ONpEAEICHHE
AKTUBHOCTH JIMMAa3bl B CHIBOPOTKE KPOBM, HUCCIIEIOBAHHUE YPOBHS OO0IIero OminpyOMHA B KPOBH,
HCCIIEIOBAaHUE YPOBHS CBOOOJHOTO M CBA3aHHOTO OMJIMPYOMHAa B KpOBH, HccienoBaHue ypoBHs C-
PEaKTUBHOTO OeliKa), XKeroaHo, Mo MoKa3aHusAM - yaile. MccienoBanue NpoBOANUTCS € LIETBIO KOHTPOJIS
COCTOSIHUSI MEYeHH, (PYHKIUU TMOKETYA0OYHOU JKeJe3bl, IEKTPOJIUTHOTO OOMEHAa M XPOHHYECKOIO
BOCMaJieHus1 corjacHo mokaszanusaMm (Tabm. 10, pazgen 6 «OpraHuzanus OKa3aHUS MEIUIIMHCKOMN
omMotmy) [2,62].

YYP-C, VIO -5).

KommenTapuii: xkonmpons snekmponrumos npu ncegdo-bapmmep cunopome nposooums no
nompebHocmu.

. PekoMeHI0BaHO UCClIEIOBaHME KHCIOTHO-OCHOBHOTO COCTOSIHMSI KpOBHU (HMCCIEIOBaHUE
KHCJIOTHO-OCHOBHOTO COCTOSIHMSI M Ta30B KPOBH, UCCIIEIOBaHNE YPOBHS Oy(depHBIX BEUIECTB B KPOBH),
YPOBHEW HATpus M Kajus IpU Nojo3peHuu Ha cuHapoM llceBmo-baptrep y nanuentoB ¢ MB u npu
KOHTpoJie Tepanuu cuaapoma Ilcesao-baprrep [2,89,90].

YYP-C, YA -5).

KommenTapuii: uccredosanue Kuciommuo-ocHOBHO20 COCMOANUSL U 24308 KPOBU, UCCIe008AHUE YPOBHS
OyghepHbIX Bewgecm8 6 Kposu NpPOBOOUMCS MAKdyiCe Npu Opyeux COCMOSHUAX (Hanpumep, npu
MEKOHUEeBOM uneyce, CUHOPOME OUCMANbHOU UHMECMUHATLHOU O0OCMPYKYUU, NPU XUPYPSUUECKUX
eMeuamenbcmeax u 000cmpenun OPoHxo1e204H020 npoyecca, Nompeb08asuLe2o 20CNUMAIU3ayuLL)

. PekoMeHI0BaHO BBIMIOJHEHUE KOAryJlIOrpaMMbl (OPHEHTUPOBOYHOTO HCCIEAOBAHUS CHCTEMBI
reMocTasa) BCEM IMallMeHTaM MpHU MEepBUYHON AuarHoctuke MB, W mpu Hamuyuu 1upposa nedeHu 1
pa3 B 6-3 Mec. C IENbI0 KOHTPOJS OEIKOBOCHHTETHYECKOW (YHKIIMHM TMEYEHH U CBOECBPEMEHHOTO
MPEAOTBPAILEHUS FEMOPPArHIECKUX OCIOKHEHUM [22].

(YYP-C, YA -5).

Kommenrapmii: makoice uccnedosanue koazynioepammol Modxcem nompebo6amvcs npu OUAeHOCmMuKe U

mepanuu MEeKoHuesoco ujueyca, neped XxupypcudecKkumu emewamelbCcmeadmu U neped NOCMAHOBKOU
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nopm-cucmemol (nopm  UHQY3UOHHBIU/ UHBEKYUOHHDILL, umnianmupyemviii ***) CO2NACHO
COOMBEeMCMBYIOUWUM PEKOMEHOAYUIM.
B xauecmee ckpunune-memooa mocym npogooumscs: Hcciedosanue 6pemeHu  C8epmbl8aHiUs]
HeCmabunu3supoBanHou Kposu Ulu pexambyuurayuu niasmsl Heakmueuposannoe, Hccredosanue
8pemeHU Kpo8omeyeHusl.
B nexomopuix cumyayusax modxcem nompedosamvcsa onpeoenreHue mpomMOUHOB020 8peMeHU 8 KPOBU,
onpedenenue akmuenocmu awmumpomouna Il 6 Kposu, uccredoeanue aKmueHOCMU U CEOUCMS
¢axmopa Bunnebpanoa 6 Kposu.
. PexomenioBaHO nccie0BaHNE YPOBHS TTIOKO3BI B KpOBH BeeM manreHTam ¢ MB 1 pa3 B 6 mec.
C LETBI0 KOHTPOJISI SHAOKPUHHON (DYHKITUHU TIOHKEITYA0YHOMN KeJIe3bl, CBOEBPEMEHHOMN IUArHOCTUKU
M3CI [50,91].
YYP-C, VIO -5).
. PekoMeH10BaHO B KauecTBE CKPUHMHTIA Ui cBoeBpeMeHHoM auarHoctuku M3C/] mpoBeneHue
opanbHOTO Titoko30TodepanTHoro Tecrta (OI'TT, mpoBedeHWE TIIOKO30TOJIEPAHTHOTO TECTa) C
Harpy3koil riroko3oit (1,75 T riaroko3sl/kr, He Oosnee 75 T), (TOYKH KOHTPOJISA — HATOMIaK, dyepe3 60
MHHYT, yepe3 120 muHyT) BceM aetsMm crapiie 10 jeT (Mo moka3aHHusM paHbIe) €KEToJHO B MEPHO/T
KIIMHUYEeCKo# ctabmiapHocTr [50,92,93].
YYP-C, VIO -5).
KommenTapuii: Omxionenus, 6visignenHvle 8 X00e eOUHUYHO20 OPAIbHO20 21H0KO30MONEPAHMHO20
mecma, OONJNCHbL ObIMb NOOMBEPHCOCHbL NOBMOPHLIM MecmoM. Bozmoodicno ons ouacnocmuku
UCNOIb308aMb HENPEPLIGHBILL MOHUMOPUHZ YPOBHSL 2/IIOKO3bL.
Onpeodenenue 2nukemuyu Hamowax u yepes 2 yaca nocjie npuema nuwy 8 meuerue nepgvix 48 uacos
u/unu OI'TT uawe npooosmcs 8 credyrouux Ciy4asx:

1) obocmpenue necounozo 3abonesanus,

2) 6HympueeHHas aHmubaKxmepualbHdas mepanus,

3) Hauano npuema KOPMUKOCMepouoos 0/ CUCEMHO20 NPUMEHEHUS,

4) sHumepanvHoe KOpMIeHUe Yepes 30HO Ul 2ACIMPOCHOMY,

5) nnanuposanue bepemennocmu u nepuoo bepemennocmu (12-16 neo u 24 -28 ned) u uepes 6-

12 nedenv nocne bepemennocmu,

6) nianoeas MpaHcniaHmayusi OpeaHos,

7) onepamuenoe eMeulamenbCcmao,

8) Hanuuue cumnmomos ouabema [50,91].
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. Hcnonb3oBanne rimkupoBanHoro remorioomHa (HbAlIc) B kadecTBe CKpHHHUHT-TECTAa HE
PEKOMEHJyeTCs B CBSI3U C HEIOCTAaTOYHONH WH(POPMATUBHOCTHIO Uil ManuMeHToB ¢ MB mo stum
nokazanusM [50,92].

YYP-C, YA -5).

Kommenrapuii: y nayuenmos ¢ Mykosucyuoo3om HOpManbHblli RpOQDUIL 2IUKUPOBAHHO20 2eMO2TI0OUHA
He ucKmouaem Haiuyue caxaprozo ouabema. Hccnedosanmue modicem ObimMb HA3HAYEHO C YENbio
Koppekyuu uxcyaunomepanuu y nayuenmos ¢ MB u M3C/], a maxowce nayuenmam c¢ HapyuieHuem
monepaumnocmu K 2niokose [94]. Ilpu napywenuu monrepanmHocmu K 2N0KO3e KpoMe mo20
uccnedyemces yposenv C-nenmuoa 6 kposu [95]. Ilo nokazanusim mocym uccieoo8amscs mpexoHesHblll
2NuUKeMudeckuli npoguns

e Pexomennyercs manueHtam ¢ MB u M3CJl npoBeneHue peryiasipHOro KOHTPOJISI YTIEBOTHOTO
oOmMmeHa (ompesesieHre ypoBHS TIIFOKO3bI B KPOBH HE MeHee 3 pa3 B JICHb) C IEJIbI0 CAaMOCTOSITEILHOTO
MOHHUTOPUPOBAHUS  COCTOSHUS. VI3MepeHHe TIJIMKHMPOBAHHOTO TEMOIVIOOMHA PEKOMEHAYeTCs
€KEKBapTAJIbHO C LENbI0 KOPPEKIIMU HHCYIMHOTepanuu y nanuetoB ¢ MB u M3C/] [50,92].
YYP-C, VIO -5).

KoMmMmeHTapuu: yenesoe 3naueHue ypoeus eIUKUPOBAHH020 2emo2iobuna Ha ¢hone neuenus M3C/]
cocmaensem <7%.

. PekoMeHI0BaHO IS KOMIUIEKCHOM JTUArHOCTUKM OCTEONOpO3a M JUArHOCTUKH MATOJOTHH
nmoyvek nanveHtam ¢ MB onpenenenne ypoBHs 0011ero ¥ HOHU3UPOBAHHOTO KaybIHs, pocdopa KpOBH,
KpeaTHHHHA CHIBOPOTKU KPOBHM U KiIHMpeHca KpeatuHuHa (pacuer no (opmyne Kokpodra-I'onra),
IeI0YHOM ocdaTasbl CBIBOPOTKH KpOBH [2].

YYP-C, YA -5).

KommenTapuu: Mzmenenus nabopamopHvix noxazameineu He AGIAIOMCA KPUMepUsmMu NOCMAaHO8KU
ouazHoza ocmeonopo3sa. Jlabopamophvie memoovl UCNONBL3YIOMCA NO NOKA3AHUAM O/ NPO8edeHuUs
oughghepenyuanvHoll  OUASHOCMUKY OCMEOnopo3a ¢ Opy2umu 3a001e8aHUAMU CKelemd, OYeHKU
be3zonachocmu  HA3HAYEHUs  NpPenapamos, BIUAIOWUX ~— HA  MUHepanuzayuio  Kocmel
(aHmuocmeonopomuyecKux npenapamos), aHaIu3a npoyecco8 hopmuposanus u pe3opoyuu KOCmHou
MKAHU.

e V¥ Bcex nanueHToB ¢ MB pexomennoBaHO exerogHoe nsmepenue yposHs 25-OH Butamuna /| B
KpPOBH, MPEANOYTUTEIHHEE JIETOM M 3UMOH, C IIEJIbI0 CBOEBPEMEHHOTO BBISIBICHUA Ae(pUIINTa BUTAMUHA
D, nmon6opa no3sl BuTaMuHa D 1, COOTBETCTBEHHO, MPODUIAKTHKN ocTeonioposa [96].

(YYP-C, YA -5).
KommenTapuii: Hopmanvusiii yposenv 25(0OH)D cvisopomku kposu - 6onee 30 ne/mn (75 Hmonwv/n) u

menee 100 ne/mn (250 umonw/n).
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HUccneoosanue 1,25 (OH)-D ne pexomenoosano [96].

Pabouaa epynna Meoswcoynapoonoco ®onoa Ocmeonoposza (International Osteoporosis
Foundation) u Mecoynapoonou @eodepayuu Knunuueckou Xumuu u Jlabopamopmnoii Meouyunol
(International Federation of Clinical Chemistry and Laboratory Medicine) pexomendyem 0as
UCCe008AHUSL KOCIHO20 0OMEHA 02PAHUYUMbC 08YMsL MAPKEPAMU CblBOPOMKU Kposu: N-KoHyesbie
nponenmuodsl npoxoanacena I muna (PIN -mapkep xocmeoobpazosanus) cvieopomku kpoeu u C-
KOHYesble mMenonenmuobl Moaekyn koanazena I muna, ceazanmvie nonepeynvimu cuuekamu (CTX-
mapxep pezopoyuu kocmu) [97]. Oyenxa smux mapkepos modtrcem nposoouUmscs y 63pOCiblx HAYUeHMO8
0nsl paHuell oyeHku (uepe3 3 mec.) s¢ghgpexmuenocmu anmupezopomusnou (CTX cviopomku) unu
kocmuoanabonuyeckou (P1NP cvigopomku) mepanuu.

o PekoMeHyeTcss TIpOBOJAUTE MOHHUTOPUHT MccnenoBaHUS YpOBHS JKelie3a CHIBOPOTKH KPOBH
(e’xeroiHO, MO TIOKA3aHUSM - Yallle) ¢ [EeNbI0 BBISBICHUS AeUIIUTa Kene3a /WM XPOHHYECKOTO
BocmajcHus [62].

YYP-C, Y10 -5).

. PexomMeHyeTcsi MpoBOUTHE MOHUTOPUHT YPOBHEH >KMpOPacTBOPUMBIX BUTaMHHOB (A, E, K) u
BUTaMUHa B2 B ChIBOpOTKE KpOBM BceM mMaireHTam ¢ MB, 1o nmokazaHusiM ¢ 11eJ1bl0 CBOEBPEMEHHOTO
BBISIBJICHHSI MX HEJIOCTATOYHOCTH | aJIeKBaTHOUM Koppekuuu tepanuu (Taosm. 9, [Tpunoxenue 7) [2,62].
YYP-C, VIO -5).

KomMmeHnTapmii:

Tabauya 9. Hopmamuewl ypogHeli umamuHo8 8 cbleOpomke Kposu nayuenmos ¢ MB

Bumamun A (pemunon) 30-72 ne/mn

Bumamun E >(0,7 m2/on
a-moxoghepon/xonecmepun >5,4 me/e

Bumamun K (menaouona nampus 6ucynoghum) IIpompombunosoe epems
Bumamun B> (Huanoxobanramumn™) 187-883 ne/mn

* pexomenoyemcs onpedensamv 'y nayuenmog ¢ MB ¢ cunopomom Kopomkou KuwiKu, nocie
OOWUPHOU pe3eKyuU KUUeyHUKa.

Huskue yposnu orcupopacmeopumvix SUMAMUHOE PESUCMPUPVIOMCA NPAKMUYECcKU Yy 6cex
nayueHmos, HeCMOmps Ha AOEeKEAMHYIO 3AMEeCMUMENbHYI0 Mepanuro.

Ilokazano, umo ymepenno nosviuiennvie yposHu pemunona (0o 110 me/on) é cvieopomke Kposu
noaoxcumenvro xoppenupyiom ¢ OPB; (ODPB;>80% y 90% u3z makux nayuenmos), He3a8UCUMO OM
gospacma, NAHKpeamuyeckou QYHKYuu u HYmMpumueHo20 cmamycda, 0e3 Kakux-iubo NpusHaKos

MOKCUYHOCmMU.
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V Heneuennvix nayuenmos c¢ MB eemoppacuueckuil CUHOPOM MOdCem MaHUu@ecmuposams
gumamun-K nHedocmamounocmvio. ¥ HOBOPOINCOEHHBIX U 2PYOHBIX Oemell OHA MONCem NPOAGUMbCS
HEeOOBACHUMOIL 2eMOPPacudeckoli Nypnypou, UHMECMUHATLHbIMU KPOBOMEUEHUAMY, ONUMENbHOU
Kpogomouugocmoio 6 mecmax uHwvekyuu. Cmapuwiue Oemu, HAX00AWUECs HA UHMEHCUBHOU
AHMUOAKMEPUATLHOL Mepanuu Uil ¢ CONYMCMEYIOWUM NOPANCEHUEM NeYeHU, MAaKHce CKIOHHbL K
HAapyWeHUuIo npoyeccos Koa2yiayuu, oasxce Ha ¢one npuema sumamuna K.

. PexoMengoBaHO BceM mNalNMEeHTAM MYKCKOro TmoJia B Bo3pacTe crapuie 15 gjer c
MYKOBHCIIHI030M TPOBEICHUE CIIEPMOTPaMMBbl U MOJIEKYJISIpHO-TeHeTH4Yeckoro (ananu3 rena CFTR,
ecii He ObUT paHee BBITIOTHEH) UCCIEIOBAHUS C IENIbI0 ONPEIETICHUs MTPOTHO3a U TAKTUKU PEIICHUS
Bonpoca penpoaykuuu [98,100,101].

YYP-C, Y11 -4).

KommenTapuu: cnepmozpammy makdsce ciedyem 6bINOIHAMS NAYUEHMAM MYHCCKO20 HOAA C
VCMAHOBNIeHHbIM  OuacHosom MB 6 npoyecce ounamuyecko2co HabMOOeHUss npu OMCYMCMEUU
asoocnepmuu ¢ 4acmomotul , 6 cpeonem, 1 pas 6 2o0.

e PexkomeHm0BaHO BceM TMaIMEHTAM MY)KCKOTO TIoJla B BO3pacTe crapmie 15 ner c
MYKOBHUCIIUZI030M TIPOBEJCHHE TOPMOHAIBLHOTO HCCIEAOBAHMUS — OINpeAeSiCeHHEe YPOBHS OOIIEro
TECTOCTEPOHAa H  CTEPOHUCBS3ZBIBAIONIETO TJIOOynMMHA  (MCCIEIOBaHWE yPOBHA  TJIOOYIWHA,
CBSI3BIBAIOILIETO TIOJIOBbIE TOPMOHBL, B KPOBHM) B CBIBOPOTKE KPOBH C II€JIbI0 JAMArHOCTUKU
runoronagusma [102,103,104].

(YYP-B, Y11 - 3).

KomMeHTapuu: npy BBISIBICHUM SHIOKPUHOJIOTMYECKUX HApYIIEHUM- HaOmoneHue 1 pa3 B rog u
JIeYeHUE y Bpaua-dHI0KpHHoJora. [Ipu oTCYyTCTBIUU SHIOKPUHOIOTMUECKUX HAPYIICHHI-C YaCTOTOM He
pexe 1 pa3 B 3 roza.

Memoowt noodopa namozenemuyeckoii mepanuu (ueaxkagpmop-+iymaxagpmop)

. [Ipn Ha3Hauenuu mnpenapara uBakadrop+iymakadpTop pPEKOMEHIyeTCs HMETh JaHHbIE O
reTepO3UrOTHOM HOCUTENbCTBE 00ouMHu poauternsimu myranuu F508del (cormacno unctpykium). [pu
OTCYTCTBHH TaKOH MHPOPMAIIH PEKOMEHAYETCS POBECTH MOJIEKYIISIPHO-TE€HETUYECKYIO TUAarHOCTHKY
C [eNbI0 BBISICHEHHS T€TePO3UTOTHOTO HOCUTENbCTBa poauTensmu Bapuanta F508del. Ecnu poaurenu
(unu XoTs OBl OIMH U3 POAUTENEH) M0 KaKUM-THO0 MPUYUHAM HE JIOCTYITHBI JUIS MPOBEACHUS JAHHOTO
WCCIIEIOBAHUS, TO PEKOMEHIYeTCS MAIMEeHTy JAOMOTHUTEIBHO MTPOBECTH aHANIN3 C IENIbI0 UCKITIOUEHUS
HaIW4Yus TPOTsDKEHHOW nenenmu B obOmactu wmytamuu  F508del, 1o ecth nmns uckirodeHUs
TeMU3UTOTHOCTH TI0 JaHHOW MyTaluu. PexoMmMeHayeTcs TakkKe HCKIIOYUTh HOCHTEIHCTBO

BapuaHta L467F ecena CFTR (NM _000492.3:c.1399C>T; NP_000483.3:p.(Leu467Phe)) B coctaBe
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KOMIUIEKCHOTO ajutensi ¢ myranueit F508del, nokazanHO mpHBOISIIEro K pe3UCTEHTHOCTH K TEparuu
[105,106,107,108,109,110].
YYP-CVYII-4).
. Pexomenyercs npruMeHeHne (POpPCKOIMHOBOIO TECTA HA KUILIEYHBIX OPTaHOMIaX, MOJTYYEHHBIX
OT IMallMEHTa B pe3y/lbTaTe OMOINCHUU MPSIMON KHUIIKU C LIEbIO ONpEAETCHHUs NOKa3aHUN K TapreTHOU
Tepanuu:

o Ilpu peakux wmyramuax rteHa CFTR ¢ 1enbl0 OIEHKA BO3MOXKHOCTH TIPOBEICHUS

naroreHeTudeckoit repanuu [111,112,113,114].

o [Ipn otcyrctBuu 3¢ddexra OT (CormacHO MHCTPYKIMH) depe3 6 MecslleB ¢ Hadala
Tepanuu
@) Bcem IIanmueHTamMm - HOCHUTECIISIM KOMIIJIIEKCHOI'O aJlJIeJIs JJIsA BBISICHCHU A

YyBCTBUTEIHHOCTU K MBakaTopy u nymakadptopy [115,116,117]
YYP-C, VIO -5).
Kommenmapuu:
Ilpu  nonyuenuu Kyromyp o0peaHoudo8 U  GbINOIHEHUU (POPCKOIUHOB020 Mecmad  OO0NHCHbI
UCNONIb308AMbCL NPOMOKOTbL, paspabomanusie nod pykogoocmeom /. bexmana [111, 112, 113, 114]

u onucanHvle 8 omevecmeerHot pabome [118].

2.4 UHcTpYMEHTAJLHDBIC TMATHOCTHYECKHE HCCIe10BAHUS

MeToabl BU3YAJU3ALUH JETKUX

J Pexomennyercs mpoBeneHue peHTreHorpaduu opraHoB rpyaHoil kinetkn (Pentrenorpadumus
nerkux, PeHrtreHorpadus nerkux nu¢poBas) HalUMEHTAM C TOJO3PEHHEM Ha MYKOBUCIHMIO3 U
MalyueHTaM ¢ MYKOBHCIMO030M C LIENbI0 OINpPEAENEHHs XapakTepa U o0beMa MOPaKeHUs JICTOYHOM
TKauu [1,2,22].

YYP-C, YIA-5).

KommenTtapuu: penmeenoepaghus modxcem 6uiagums maxkue npusHaKu, Kaxk oegopmayus u ycuieHue
JIe20YHO020  DUCYHKA,  NHEBMOUOpOo3,  NepudpoHXUalbHas  UHGUILMpaAYUs,  KOHCOIUOAUUSA
(amenexkmaszvl), GPOHX0IKMA3bL, OYILIbI, BbIAGUMb NPOAGIEHUS OPOHXUATLHOU 0OCMPYKYUU. TOKATbHYLE
yuacmru 630ymusl J1e204HOU MKAHU, Y8eludeHue pempocmepHaIbHO20 NPOCMPAHCMEd, VIIOWeHUe
ouagpazmul, a makdice Kugos, ymonujeHue 6poHXUATbHIX CIMEHOK, causucmule npooku. Ilayuenmam c

MYKOBUCYUOO30M NPOBOOUMCSL NO NOKA3AHUAM, 8 cpeonem I paz 6 2 2oda (Ipunoscenue 7).
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Hannuwviti memoo moorcem Oblmb HEOOCMAMOYHO UHDOPMAMUBEH O MOYHO20 ONUCAHUSA XapaKmepa
USMEHEeHUl 8 JIe2KUX, HO umeem MeHbULylo y4egyio Hazpysky. [lo nacmoswe2o epemenu 6 pazmvix
YeHmpax, Kypupyouux nayueHmos ¢ MyKoGUCYUOO30M, 8 MOM Yucie 3apyOerHCHbIX, OJisl OUHAMUYLECKO20
HaOI00eHUs 3a NAYUEHMOM Yauje UCNONb3YenCs peHmeeHozpaghus, 6 psaoe YeHMpos - KOMNbIOMeEPHAs
momoepagus [22].

. PekomenyeTcsi mpoBeneHne KommbioTepHO ToMorpaduu (KT) opraHoB rpymHOM TOJIOCTH
MAIMEeHTaM C TIOJA03PEHUEM Ha MYKOBUCIIH/IO3 U TIAIMEHTaM C MYKOBHCITUI030M C LIEJIBIO OTIPE/ICIICHUS
XapakTepa U o0bemMa MopaXKeHus JerouyHou Tkanu [1,2,22].

YYP-C, Y10 -5).

Kommenrapuii: B nacmosiwee epems Komnslomepnuas momozpaus s1611emcs. 0CHOBHbIM MemoOoM
ouazHocmuKu uzmeHenuil 6 jeckux npu MB.

Komnvromepnas momoepagus opeanos epyonou norocmu (KT) - sxcnepmuas memoouxa Ot
oemanuzayuu uzmerenuil. Ilposooumcs Huzko0o3nas Komnvromepuas momoepagpus (HAKT) —
CHUDICeHUe cunbl moxa 00 1 mMA/ke maccol 0151 Oemetl u MONOObIX 83pocivlx 8ecom <5() ke 6 couemanuu
¢ Hanpsxcenuem Ha mpyoke 100 kB. Bvinonansiemcs na 2nybune 600xa, npu He803MONCHOCTU 3A0EPHCKU
ovixanus, oemsam 00 3-x iem — 8 ycaosusax ceoayuu. 1 paz 6 2 2ooa, npu obocmpenuu — HeouepeoHoe
uccneoosanue. @Pyuxkyuonanvrnoe KT-uccnedosanue opeanog 2pyoOHOU NOIOCMU «HA 6bl0OXe» ONd
OYEeHKU OPOHXUATILHOU 0OCMPYKYUU NPU He803MOoxCHOCmuU evinonnenus KUDB/].

- KT-aneuoepaghus  opeanos epyonou nonocmu (KT +  enympusennoe  0OoarocHoe
Kowmpacmuposarue) / nepgysuonnas cyunmuepagus neekux npu nooospenuu na TIJIA, neped
mpancniaHmayuell 1e2Kux, npu Kpo8oxapKaHoi)

- Komnviomepnas momoepagusa asnsemcs, 8 mom uucie, OCHOBHbIM MemoOoM OUASHOCMUKU
acnepeunneza npu MB. Komnwviomepnas momozpaghus neekux opeano8 2pyOHOU KIemKU MOdicem
8blA6UMb MaKue NPU3HAKU, KAk oOeopmayus U YCuleHue Je20YH020 PUCYVHKA, NHe8Mo@puopos,
NepudPOHXUATILHYIO UHDUILIMPAYUIO, ameleKmasvl, OpOHX0IKMA3bl, O)ILIbL.

- Ilpu ABJIA na KT neexkux eviasnsaom «iemyuduey uH@UIbLMPpaAmvl 8 Ne2KUX, OPOHX0IKmAa3vl,
pacuiuperue OpPOHX08 U3-34 CKONUBWIEUCA CAU3U («CUMNMOM NepuamKuy»), maxk Hazvléaemvle
CUMNMOMbL  «KOIbYAY U «MPAMBAUHBIX nymelly, npedcmasiaioujue cobol YmoaueHue CMmeHoK
nepugepuyeckux 6poOHX08 6 pe3yibmame NePUOPOHXUANLHOU UHDUILMPAyUU U HUOPO3A, 803MONCHBL
amenexkma3svl. OCHOBHbLIMU DEHM2EeHON0SUYECKUMU NpusHakamu panuux cmaoutl ABJIA sensiomcs
08YCMOpPOHHUEe UHDUTLMPaAmbl, UCHe3aloujue nocie NPUMEeHEeHUs KOPMUKOCIEPOUOO8 Ol CUCTNEMHO20
npUMeHeHUsl;, NPU3HAKU XPOHUYECKO20 NEPUOPOHXUATILHO20 80CNANEHUS U MYKOUOHBIX npo6oK. Tlo30Hee

8bIABNAIOM  08YCMOPOHHUE, NPOKCUMATbHbIE, Hauje 6epxHedoiesble OpPoOHX0IKmMasvl, @Guobpo3 u
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ymoawenue niegpevl. KT — Oonee uyscmeumenvHulli Memoo GblAGNEHUSA YKA3ZAHHBIX NPUSHAKOG, deM
penmeenozpaghusl.

- YV nayuenmos ¢ XAJI na KT 0b6b1uHO 6b151671510M KOMNIEKC OPOHX0IKMA308, OKPYHCEHHBIU 30HOU
gocnanenus, uHo2oa cooepacawyux acnepeuriomvl. KT npusnak acnepeuniomvli: 00OUHOYHASL NOIOCMb C
COOEPAHCUMBIM, CMEWAIOWUMCST NPU  NepeMeHe NONO0NCEHUsT meld (CUMAMOM «NOSPEeMYWKUY), C
XapakmepHoti nNpociotKkou 030yxa (cumnmom «cepna») [17,39,85,86].

e PCKOMCH/IOBAaHO TIPOBEJCHHE MArHUTHO-PE30HAHCHOW TOMOrpaduu OpraHOB TPYIHOU KIIETKU
narueHTaM ¢ MB B KauecTBE YTOYHSIONIETO METOJA ISl CHIDKEHUS Jy9eBOW HArpy3Kd IpH
MHOTOKPaTHOM KOHTPOJIC BOCHAIUTEIBHOTO Tiporiecca. Jlo 7 JIeT — B YCIIOBUSAX CENAIlUH, IMOCiIe — Ha
cBoOoHOM mpixanuu [119,120].

YYP-C, Y14 -5).

MeToabl BU3yaJIM3aluH OKOJOHOCOBBIX MAa3yX
. Pekomennyercs mnpoBeaeHue kommbioTepHoil Tomorpaduum OHII (koHycHo-myueBas win

mynetucnupaneias) win MPT OHII npu mnepBu4HON OIEHKE MaTOJOTHYECKOTo IIpolecca B
OKOJIOHOCOBBIX Ma3yXax U MpH MOATOTOBKE K KaXIOMY PHHOXHUPYPrHYECKOMY BMEIIATENIbCTBY
[121,122].
YYP-C, VIO -4).
KommenTapmii: KT OHII npou3zeooumcsi 8 akcuaibHoU NAOCKOCMU ¢ PEKOHCMPYKYUuell u300padcenust
8 KOPOHAPHOU U casummanbHol npoekyusx. [lemsam ne pexomenoyemcs evinoanenue KT OHII 6e3
KAUHUYECKUX NOKA3AHUU (C Yelvlo OUHAMUYECKO20 HADN0O0eHUs), M.K. 9MO 6 3HAYUMENbHOU Mepe
Veenuuusaem CymMmMapHyio 1y4esyio Hazpy3Ky (8 c6sa3u ¢ HeoOX00UMOCMbI0 NEPUOOULECKO20 8bINOIHEHUS
KT opeanoe epyonoui knemku). Bzpocioim KT OHII nposooumcs 1 paz 6 1-2 2o0a unu uawe no
noxazanuam. B 3uauumenvroti mepe namocromoruyHvimu 0nsi XPC npu MB KT-npusnakamu
ABNAOMCA.  OeMUHepantu3ayus U Meouaiusayus Kpruko8UOHO20 OMPOCMKA 8 COYEemAaHUuu C
3aNONIHeHUeM BePXHeUetOCMHOL NA3YXU NIOMHbIM COOEPUCUMBIM, 2UNONIA3US (6NI0OMb 00 azeHe3ul)
JIOOHLIX U KIUHOBUOHLIX NA3YX, MeOuaiusayus («meoudivHoe 6vlOyXanue») 1ameparvbHOU CMEeHKU
noiocmu Hoca; Oonee ObICMPLIL POCM 3AOHUX KIEMOK peuemdamozo 1aoupuHma no CpasHeHuio ¢
nepeoHumu. JlondcHusl oyeHugamuvca: Haaudue noaunog Hoca (cmenewsv IIH I-III, coenacho
knaccuguxayuu Johansen LV, 1993), nocreonepayuonnvie usmenenus. Penmeenocpagus OHII ne
aensemcs ungopmamusnoim memooom ouaznocmuxu XPC npu MB. MPT oxononocoguix nazyx makoice
He moxcem Ovimb anvmeprnamueoll KT, m.x. He no3eonsiem oyeHums cOCmosHue KOCMHbLIX CIMPYKMYp.
B coomsemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxmsabpa 2017 2. Ne 804n om «O6

VMEepAHcOeHUU HOMEHKIAMYPbl MEOUYUHCKUX YCIye». KOMNbIOMEPHAS MOMozpagus npuoamoyHbix
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nasyx Hoca, 2opmaHu, ChRupaibHdasl KOMNbIOMEPHAs moxwozpaqbwz npuc)amoqulx nasyx Hoca,

MACHUMHKO-PE3OHAHCHAA moxwoepaqbuﬂ OKOJIOHOCO8blX NA3YX.

AOaoMHMHATBbHAS peHTreHorpadus
e PexoMeHZ0OBaHO MpoBeaeHue abaoMuHabHOW peHtreHorpadguu (O630pHast peHTreHorpadus

OpraHoB OpPIONIHON TOJIOCTH) MPH MEKOHHEBOM HWIJICYCE M CHHJIPOME JUCTAIBHONW WHTCCTHHAIBHOU
ooctpykuuu (CANO) ¢ nenbro TMarHoCTUKA HEMPOXOAMMOCTH Kulieunuka [ 123,124].
(YYP-C, YA -5).
KommenTapmii: o630pnas  penmeenocpagusi opeanog OpHOWHOU  NOAOCMU  NPOBOOUMCS 8
8EPMUKATLHOM NOJIOHCEHUU NAYUEHMA, 8 NPAMOU NPOEKYUU.
C moii oice yenvio npu cunopome OUCMATbHOU UHMECMUHATLHOU 0OCMPYKYUU MOACEM NPUMEHAMbCS
KOMNbIOMEPHAs MOMO2padus 0p2anos OPIOUWHO NOJOCHU.
MeToabl IMATHOCTUKH OCTEOINOPO3a
Onpeodenenue ucxoonou MIIK npu npogedenuu penmeeHOoOeHCUmMoMempuy HA3HAYaAemcs Oemsm
cmapuie 8 nem. Paubuie - npu Haiuyuu maxkux (pakmopos pucka Kax:
1) nuskuti UMT (<90% om uoeanvrnozco UMT),
2) axmusHocmb ne2ounozo 3abonesanus (ODB; <50% dondcHot),
3) Onumenvuas (3 mec u bonee) mepanusi NePOPALLHLIMU KOPMUKOCIEPOUOAMU OISt CUCEMHO2O
npuMeHeHus,
4) 3a0epaicka No108020 CO3PEBAHUS, 2UNOCOHAOUIM,
5) Hanuuuu HuzKoIHEpeemuuecKux neperomos 8 aHamHese.
TloemopHvie ucciedosanus peKoOMeHO08AHO NPOBOOUMb OemAM U 83PocabiM 00 50 nem:
1) npubruzumenvuo uepez 5 nem, eciu Z-xpumepuii eviwie -1 SD u nayuenm KiuHuwecku
cmabunen,
2) kadcovle 2 200a, ecnu Z-kpumeputl medxcoy -1 u -2 SD,
3) Kadxcowl 200, ecnu Z-kpumeputi -2 SD u Hudice unu ecms HU3KOIHEpemu4ecKue nepeiomsl 8
aHamHe3e Ui UMeromcs 3Hadumvle haKxmopsl pucka 0cmeonoposd.
V' orcenwyun 6 nocmmenonayze u myoscuurn 50 nem u cmapuie pexkomeHOyemcs nposeoeHue
ocmeooencumomempuy nNPUOIUIUMENbHO:
1) xaoxcowvie 5 nem, ecnu T-kpumepuii gviute -1 SD,
2) kadicovle 2 2o0a, eciu T-kpumepuil mescoy -1 u -2,5 SD,
3) eaxcecoono, ecau T-xpumepuini < -2,5 SD wumu umeromca 3Hauumvlie @HAKmopvl pucka
ocmeonoposa.
Ocmeodencumomempus O0NHCHA ObIMb NpoedeHa 00 HA3HAYEHUs AHMUOCEeONnOoPOMUYecKoll
mepanuu [2].
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e Jlna omenku auHamukun MIIK Ha ¢one nedeHuss ocreomopo3a PEKOMEHAOBAHO IPOBOAUTH
pentrenoaeHcutomerputo (DXA) 1 pa3 B 6-12 mec y nereii crapiue 8 et u 1 pa3 B 12 mec y B3pocibIx
[36,125,126].

YYP-C, YA -5).

KommenTapuii: penmeenooencumomempuro sHcenamenbHo Rpo8oOUms Ha 0OHOM U MOM JHce annapame
(Oencumomempe KOCMHOM PEHMSEHOBCKOM) OOHUM U MeM dHce CHeYUATUCTIOM.

Penmeenoepagusa kocmeii ckenema nayuenmam ¢ MB 0ns ouaznocmuku ocmeonopo3a He npo8ooumcs,
npumensiemcs npu nepenomax [36].

e V nereil u noapocTtkoB ¢ MB pexomeHnayercs MpoBOAUTH PEHTT€HOIEHCUTOMETPHIO MOSICHUYHOTO
OTJieNa M03BOHOYHHKA B MiepeHe-3aaHel npoekiuu (0T 0 JIeT) U o mporpaMmMme «Bce Tesno» (¢ 3 JieT no
MOKa3aHMUSIM), HCKIIOYash TOJOBY H3 pPACYETOB KOCTHOW MMHEPAIbHOM IUIOTHOCTH C LENbIO
CBOEBpPEMEHHOTO BbIsiBJIcHHsI CHIDKeHHsI MITK 1 KoppeKIuu BeIsSIBIEHHBIX U3MeHEeHUH [51]

YYP-C, VIO -5).

KommenTtapuu: Hccneoosanue MIIK npokcumanvroeo omoena b6eopa y Oemell U NOOPOCMKO8 He
NnpOoBOOUMCSL 8 C8A3U 8aPUAOETbHOCMbIO PA3GUMUS CKelemd.

YV 0emeii ¢ 3a0eporckoii nunelinoco pocma u pazeumus pezyivmamol MIIK 0ondchbl ananuzuposamucsi
€ yuemom abcontomHo20 pocma iy pocmoso2o 803pacma, Ul CPABHUBAMbCS C COOMEEMCMBYIOUWUMU
neouampuyeckumuy 6a3amu OaHHuLX, GKIIOYAWUX cneyuduyecKkue 0Jis 603pacma, nouia u eopacma Z-
kpumepuu [51,127].

e V B3pocibix manueHToB ¢ MB pekomeHayeTrcs NpOBOAUTH OCTEOJIEHCUTOMETPHUECKOE
UCCIIeIOBaHUE (PEHTTEHOJICHCUTOMETPUIO) MOSICHUYHOTO OTZAeNia MO3BOHOYHHMKA B MeEpeIHe-3aHei
npoekiuu U ¢ 20 JeT - NPOKCUMAJIbHOTO OT/eNa OelpeHHON KOCTU (aHanu3upyeTcs: o01acTh eHKu
oenpa (Neck) m oOmuii mokasarens Oeapa (TotalHip), mis 3akirodeHusi BEIOMpAeTCs HaUMEHbIIEE
3HaueHue Z- wiu T-KpuTepus) C I[eNbl0 CBOEBPEMEHHOW JMAarHOCTUKH HapyLIEHUS KOCTHOM
MUHepanuzaiuu [36,127].

YYP-C, YA -5).

Omnpenesienne PyHKIMH BHELIIHET0 IbIXaHUS
e PexomeH10BaHO npu nojo3peHuu Ha MB u y naninentos ¢ MB uccnenoBaTh GyHKIHIO BHEIIIHETO

AbIXaHUA: CHHUPOMETPUA — B CPCAHCM KaXbIC 3 Meciaa (I/ICCJ'IGI[OBaHI/Ie HECIIPOBOLIMPOBAHHBIX
AbIXaTCJIIbHBIX 00BEMOB U INOTOKOB, IIpU HeO6XOI[I/IMOCTI/I — JOIIOJIHUTCIIBHO HCCJIICAOBAHHC
AbIXaTCJIIbHBIX 00BEMOB C MMPUMCHCHUCM JICKAPCTBCHHBIX r[per[apaTOB), 60,[II/IHJ'ICTI/I3MOl"pa(I)I/I$I — II0

IOoKa3aHuAM, B CPCIHCM - CKCIOAHO C LSO ONPCACICHUA U JUHAMUYCCKOTO KOHTPOJIA JICT OYHOI
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(GyHKIHH, OTIpeIeNIeHUs] 00paTUMOCTH OOCTPYKIIMU TIPH €€ HATNYKH (TIPU OTCYTCTBUU BO3PACTHBIX WU
WHBIX POTUBOMNOKa3anuil) [1,2,22].

(YYP-C, YA -5).

KomMmenTapuii: uccriedosanue (hynxyuu eneuine2o ObIXxanus (CRupomempus) 603MOACHO y oemeli ¢ 5-
6 nem, 6 mom cuyyae, eciu NAYUEHM MON*CEN BbINOIHUMbL MAHe8p QOPCUPOBAHHO20 BblOOXA,
OUACHOCMUYECKAs YeHHOCMb UCCe008anus y oemeil maaowe 5 nem Hudce. Cnupomempus no3eonsem
KOCBEHHO OYeHUmb ne20unble 00vbembl, 600uniIemuzmMozpapuio npogoosm 0is 6oiee MOUHOU OYEeHKU
JIe20UHBIX 00BLEMO8 NO NOKAZAHUSM.

Haubonee uwacmo y nayuenmose c¢ MB eviasnsaiomcs obcmpykmusHvle U pecmpuxmueHvle
HapyweHus 8eHmuIayuu (8 3a8UCUMOCMU Om 00bemMa U Xapakmepa NopadceHus OpOHXUATbHO2O0
oepesa).

Ipu uccrneoosanuu @BJ] na pannux cmaousx ABJIA 0b6biuHO 8bIAGIAIOM NPUHAKU OPOHXUANLHOU
obcmpyKkyuu, Nno mepe Npocpeccuposanusi 3a00NeeaHus — codemaHue OoOCMPYKMUBHLIX U
PECMPUKMUBHBIX HAPYULEHUII.

B coomsemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabopa 2017 2 Ne 804n om «O6
VMBEPHCOeHUU ~ HOMEHKIAMYPbl — MEOUYUHCKUX — YCIYe»:!  UCCIe008aHue  Hecnpo8oOUUPOBAHHbLIX
ObIXAMeNbHbIX 00beMO8 U HOMOKOS8, UCCIe008aHUEe ObIXAMENIbHbIX 00beMo8 ¢ NpumMeHeHuem

JIEKAPCMBEHHBIX NPenapamos, 600UnIemusMocpaghusi.

e PexomeHZ0BaHO MPOBEACHUE MYJIbCOKCHMETPHH W/UIIM UCCIICIOBAHUE Ta30BOT0 COCTaBa KPOBU
(uccnenoBaHre ypOBHSI KHCIIOPOJa KPOBU, MUCCIICIOBAHME YPOBHS YIJIEKHUCIOTO T'a3a B KPOBH) BCEM
MalyeHTaM ¢ nojo3penneM Ha MB u Bcem manuentam ¢ MB npu kaxaoill rocrnuraiv3aliud, IO
MoKa3aHusM (00OCTpEeHHE XPOHHMYECKOrOo OpOHXOJETOYHOro TIpollecca, HAIWYUE JbIXaTeIbHOM
HEJ0CTaTOYHOCTH, TpeOyrolei oKkcurenoTepanuu) — vame [2,128,129].

YYP-C, YA -5).
YibTpa3ByKoOBbI€ METO/IbI HCCIEI0BAHUS

e PexoMEeHZ0BaHO MPOBEICHHUE YIbTPa3BYKOBOTO HCCIEAOBAHMSI OPraHOB OPIOIIHOW MOJOCTH U
nedyeHu (yIbTpa3ByKOBOE UCCIIEIOBAHIE OPTraHOB OPIOLTHOM MOJIOCTH (KOMIUIEKCHOE), YIbTPa3BYKOBOE
HCCIIeIOBAaHUE TICUYCHHU, YIbTPa3BYKOBOE HCCIIENOBaHKE TernaToOUINapHOi 30HBI) BCEM MAllMEHTaM C
MOJ03PEHHUEM HAa MYKOBHUCIIMI03 U MallMeHTaM C MYKOBHUCLHIO030M, 0C000€ BHUMAaHHUE YAENSATh
CTPYKTYpE MODHKENyI0YHOH JKeTe3bl, ONPEAeTATh TUIl KPOBOTOKA B TIeUeHH (Jomnruieporpadus cocyaoB
MOPTAJIIbHON CUCTEMBI, IYIJIEKCHOE CKAHUPOBAHHME COCY/IOB MEUYEHH) C LETbIO BBISIBJICHUS U3MEHEHUH,
XapaKTePHBIX JUTSl TAHHOTO 3a00JIeBaHus U UX TuHAMUKH [ 1,2,22].

(YYP - C, Y] - 5).
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Kommenrapmii: naruuue numelinoco Kpogomoka 6 neueHu ceudemenbcmeyem o GopmuposaHuu
@ubposa. Llenecoobpasno conocmasums ¢ OaHHLIMU HUOPOITACTOMEMPUL.
. PekomeHnnoBano mpoBeneHue (GUOPOITACTOMETPUM TICUCHU (DIACTOMETpHSI TIEYCHH) BCEM
nagueHTaM ¢ MB ¢ menplo OLEHKHM cTeneHu BblpakeHHOCTH ¢ubpo3a no mkaine METAVIR
(ITpunoxenue I'1) [2, 22, 130].
(YYP-A, VIO -1).
KommenTapuu: ucciedosanue makoice yenecoobpasno HazHaA4ams nayuenmam ¢ nooosperuem na MB
npU HATUYUU HESICHO20 NOPAXCEHUS NeYeHU.
. PekoMeH10BaHO BCeM MalMeHTaM MY)KCKOTO I10J1a B BO3pacTe cTapuie 15 JeT ¢ MyKOBUCIUA030M
BBITNIOJIHEHUE YPOJIOTMUECKOT0/aHAPOIOTMYECKOT0 00CIe0BaHUS C MPOBEACHUEM YIbTPa3BYKOBOIO
uccieoBaHusl TOJIOBBIX opraHoB (Y3M opraHoB MOIIOHKH, YJIBTPa3BYKOBOE HCCIIECIOBAHUE
MIpe/ICTaTeNIbHON JKeJe3bl TPaHCPEKTalbHOE, YJbTPa3ByKOBOE HCCIIEOBaHHE OpPraHOB MaJloTO Tasa
(KOMIIJIEKCHOE) JUTsl BBISIBIIEHUS] CTPYKTYPHBIX U MOpQosorndeckux nuzmenenut [98,104,119,131].
YYP-C, VIO -4).
KommenTapuu: npu nanuuuu napywenui- noemopnoe oociedosanue 1 pas 6 200, npu omcymcmeuu
HapyuieHuti- no mepe Heobxooumocmu, Ho He pedce 1 paza 6 3 200a

e PexkoMEHZOBAaHO  pEeryispHOE  IEPUOJUYECKOe  HdXOKapauorpaduyeckoe  Hcciel0BaHUE
(axokapauorpadus, 2Oxo-KI') ¢ mommiepoBckuM aHanmu30M (M3MEpEeHHE TpaaueHTa aBJICHUS Ha
JIETOYHOM apTepu) y TNanuMeHToB ¢ MB, Tak kak mpu 3TOH TATOJOTHH, OCOOEHHO TIpH
pacnpoCTpaHEHHOM TOPaKEHUHU, BO3MOKHO pa3BUTHE JIETOYHOM THUIEpPTEH3Uu U (HOpMHUpOBaHUE
JIeroyHoro cepaua [2].
YYP-C, YA -5).
KommenTapmii: cpeonss vacmoma nposeoenus IOxo-KI'— 1 p/200 (npedcmasnena 6 Ilpunosicenuu 7).
JuiekTpokapauorpadgus
. PekoMeH0BaHO TMpoBelNeHUE AIEKTpoKapauorpaguu manveHTaM ¢ MYKOBHCIMIO30M IIpU
[IceBno-baprTep cunapoMe ¢ LENbI0 KOHTPOJIS BAUSHUS 3JIEKTPOIUTHBIX HAPYIICHUN Ha CEpIACUYHYIO
NesITeNIbHOCTD, Mepe/l HA4ajJoM Tepanuy MHTHMOMTOpaMH MPOTOHHOTO Hacoca, MpernapaTaMu MpPOTHUB
HTMBb, npu 1imutenbHOM NMPUMEHEHUH a3UTPOMMIMHA™* Mo APYruM mMokKa3aHUsAM, Ha (OHE Tepamnuu
BBICOKMMH JI03aMHU CETIEKTUBHBIX J2-aJpeHOMUMETHKOB (2 Hellenn) ¢ 1embio orleHku naTepBana QT [89,
132]
YYP-C, YA -4).
JHIO0CKONMUYECKHE MEeTOAbl HCCICA0BAHUSA

o PekomeH0BaHO IpoBe/ieHNE TPaXeOOPOHXOCKOIUH MAIlMEHTaM C MYKOBHCLHJIO30M B CIIydasx

HCO6XO,[[I/IMOCTI/I MMPpOBCACHUA JOIMNOJHUTCIBHOI'O MI/IKpOGI/IOHOFI/I‘ICCKOFO HCCaIcaJ0BaHusg XHIAKOCTU
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OpOHXOATBBEOJISIPHOTO JIaBaXka, C CAHAIMOHHOM IIENbI0 TPU TMOMBITKE PACIPABHUTH aTENEKTa3 JOJIU
JIETKOTO B ciydae Hed(h(hEeKTUBHOCTH IPOBEICHHs KOHCepBaTuBHOW Tepanuu [1,2,17,85,86].
(YYP-C, YA -5).

KomMmeHTapwuii:

- TpaxeobpoHnxockonuss ¢ CaHAYUOHHOU YEabl0 PACCMAMPUBAEMCS 6 KIUHUYECKUX CAYYAAX, KO20d
CmMaHoapmuas — KOHCepeamuenas mepanus — ameiekmasa  (unearayuu  Jlopuazou — anvgha**,
Kopmukocmepouoamu oas cucmemno2o npumenenus (Ilpeonusonon™*)) ne sgpghexmuena, u mpebyemcs
noomeepocoenue  uoeHmugukayuu  MuKpobHo2o — neuzaxca — nayuewma ¢ OnpeoeleHuem
YY8CMEUMENbHOCMU K AHMUMUKPOOHBIM NPEenapamam.

- Bwicokuii puck pazeumusi mpaxeoOpoHXuma npu acnepauiiese mpedyem Nnpo8eoeHUs PAHHUX
OpoHxockonuii ¢ nocaedyrowum aabopamopuvim uccieoosanuem bAJI. Kpumepuem ouacnocmuku
ACnepeuUe3Ho20 MpaxeoOpoHXUma AGNAemcs GulasleHue npu OPOHXOCKONUU cneyuguyecKux
UsMeHeHUll (Apumema, U3vA36IeHUsl, NCBOOMEMOPAHO3HbLE USMEHEHUS).

B coomeemcmeuu c Ilpukazom Munzopasa Poccuu 13 okmsaopsa 2017 e Ne 8041 om «O6 ymeeporcoenuu
HOMEHKIAmypbl MEOUYUHCKUX YCILY2». MPaxeoOPOHXOCKONUsL, 8U0eompaxeo0pOHXOCKONUSL.

. PekoMeHayeTcss mpoBeAeHHE 3HIOCKONHMU TMOJOCTH HOCa (SHIOCKOMUYECKas 3HIOHA3aJIbHas
peBU3HSI IOJIOCTU HOCA, HOCOTJIOTKH) ManuenTtaM ¢ MB no nokazaHusm: npu He0OXOAMMOCTH OLEHKU
BBIPAKEHHOCTH XPOHUYECKOTO PUHOCHHYCUTA, CTETICHH HAa3aJIbHOTO IMOJIUI03a, YTOUHEHUs MOKa3aHUN
K PpUHOXUPYPTUYECKOMY JICYEHHIO, OILIEHKH pe3yJbTaTOB JHJIOHA3aJbHBIX OSHIOCKOMUYECKHX
XUpypruyeckux BMmemarensbets [ 133,134,135,136].

YYP-C, VIO -4).

KommenTapuii: sHoockonus nonocmu HOca 6blNOIHAEMCA OMOPUHONAPUH2O0N020M. Hacmoma
uccne008anusi onpeoensiemcs UHOUBUOYaIbHo 8 3agucumocmu om meyerus XPC.

e  ®ubponzodaroracTpoyoJA€HOCKONNIO  (330(haroracTpoAyoJICHOCKONHIO)  PEKOMEHIYEeTCs
MIPOBOJMTH BCEM ManueHtaM ¢ MB ¢ uppo3om nedeHu At KOHTPOJIS BAPUKO3HO PACHIMPEHHBIX BEH
numieBosga (BPBII) 1 pa3 B 6-12 mec, npu nogo3penun Ha ['OPB, 3po3uBHO-sS3BEHHBIE MOPAXKEHUS,
BOCIAIUTEIbHBIC 3a00JIEBaHUS CIIM3UCTOM MUIIEBOIA U JKenmyaka [2].

(YYP-C, YA -5).

e PexTopomaHockomus ¢ OHOTICHEl peKOMEHAYeTC s 10 TOKa3aHUsM MallMeHTaM C M0I03pEHHEM Ha
MB 515 npoBeieHUsI U3MEPEHUs PA3HOCTU KHUILIEYHBIX oTeHuMaios [2,137,138].
(YYP-C, YA -5).

I/IHCprMeHTaHbHaH AUArHOCTUKA MEKOHHEBOI0o Hjieyca

55



e PexoMeHIOBaHO TpoBeneHHE 0030pHOM peHTreHorpaduu TpyIHOW M OpIOIIHOM IMOJIOCTH B
IIPSIMOM IPOEKIIUY BEPTUKAIIBHOM II0JIOKEHUH ITanyeHTaMm ¢ MB 1 noo3peHnemM Ha MEKOHUEBBI UIIEYC
C 1EJIBIO OIIEHKH COCTOSIHUSI OpraHOB OproiiHOM nojioctu [ 139].

YYP-C, YA -5).

e [lamuenTtaM ¢ MOJO3pPEHUEM HAa MEKOHMEBBIM HIIEyC peKoMeHyeTcss Y3U OpromHol mojaocTu
JUI OLEHKU CKOPOCTH KPOBOTOKAa M MHJEKC PE3UCTEHTHOCTH Ha cocyaax OpbDKEHKU B pa3iIMuHBIX
YPOBHSIX, ONPEICIICHNs HAJIMYUE U XapaKTep CBOOOIHOM KUAKOCTU B MEXKIETIEBOM INPOCTPAHCTBE,
JaTepalbHBIX KaHallaX, MajJoM Ta3y (YJIbTPa3BYKOBOE HCCIEIOBAHHE OpPraHOB OpIOIIHOM IMOJIOCTH
(KoMILIEKCHOE), YIbTpa3ByKoBasl Jonmieporpadus cocy1oB OpblKENHKH, YIbTPa3BYKOBOE OIpe/ICIICHHE
KUJKOCTU B OPIOLIHOM MOJIOCTH, YABTPAa3BYKOBOE MCCIEA0OBAHUE OPraHOB MOIIIOHKH, YJIbTPa3ByKOBOE
Hcce0BaHUE OpraHOB MaJIoro Tasa (KomruiekcHoe)) [139].

YYP-C, VIO -5).
KommenTapuii: uccredosanue pexomenoyemcs npogooums 8pauom Yabmpa3zgyKo8ou OUASHOCMUKU
COBMECHO C 8PAYOM-OEMCKUM XUPYD2OM.

e PexomeHnnyercs mpoBeeHHE PEHTTEHOKOHTPACTHBIX METOJIOB UCCIEI0OBAaHUS MPHU MOJA03PEHUU
Ha MEKOHHUEBBIH WJeyC Ul yCTAaHOBJICHUS AUarHO3a, OLIEHKH YPOBHS MMOPAXEHHUS, ONIpeIeIeHus o0beMa
KOHTPACTHOTO BEIIECTBA JJIs MPOBEICHUSI TOBTOPHOTO TYrOoro KoHTpactupoBanus [139].

YYP-C, VIO -5).

KomMenTapum:

Jluacnocmuueckue memoowvl, npumeHsiemvle Npu 00CAe008AHUU. Uppucozpagus (pempocpaouas),
UHMepPBANIbHAsL penmeeHozpaus Ol OYEeHKU Naccaxica no  JHCeryOOYHO-KUUEUHOMY MPaKmy
(406.17.002 PenmeeHOKOHMPOIb NPOXOAHCOEHUST KOHMPACMHO2O Beuecmsd no HceiayoKy, MOHKOU U
0600ounotl kuwke, A06.18.002 PenmeenoKOHMPOIb NPOXOAHCOEHUS KOHMPACMA NO MOJICIMOU KUUIKe).

o V HosopodcoenHvix Oemell NpUMEHAIOMCA  8000PACMBOPUMbIE  DEHMEEHKOHMPACHHbLE
sewecmaa Ha ocHoge tioda. Konmpacmmuoe sewjecmseo 6600umcs dHOONPOCEEMHO, UMO MUHUMUSUDYEM
cucmemHoe 8030elicmeue, HO HYICHO YYUMbIBAMb 8030elCmeue HA KUULEUHVIO CMEHKY, NOCKOJIbKY
OQHHBIU PACMEOp 2UNEPOCMONAPHBIUL U MOMNCem NPO8OYUPOBAMb 0e2UOPamayuio U HceryoouHo-
Kuuieunvle KposomeyeHus. Taxoce 6000pacmeopumoe KOHmMpacmHoe 8eulecmao MOoXCem 6CACbIBaAmvCs
8 KUWEUHUKe, 6bIBOOUMCS 8 SMOM Clyyde OHO NOYKAMU, U Mbl MOJNCEM BU3YANUZUPOBAMb HA
OMCPOYEHHBIX CHUMKAX KOHMPACM 8 cOOUpamenvHotl cucmeme novex. 4moovt MUuHUMU3UPOBAMsb pUCK
NOpasiceHus: CIU3UCMOLL, PeKOMEHOYemcs paseedenue ¢ PU3UON02UYECKUM PACMBOPOM 8 COOMHOUEHUU
1:1.

o Beedenue 6apuesoii 636ecu Hedonycmumo y OAHHOU 2PYNNbl NAYUEHMO8, HOCKONbKY

npoosuxcenue dapus no JKKT mpebyem coomeemcmsyroueli nepucmaibmuieckoi aKmusHOCmu,
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KOMOPOU y HOBOPOIHCOEHHBIX demetl Hem. Dmo Modxcem npusecmu K hopmuposanuio 00mypayuoHHoul
KUWEYHOU HeNnpoXoOUMOCmu 0OapuesviMu KAMHAMU HA (QOHe 6CACLIGAHUS IHCUOKOU  uacmu
KOHMPACMHOU 836€CU.

o Pempocpaonas  uppucocpagus ¢ = 8000pacmeopumMviM - KOHMPACMHLIM — 8EUJeCINBOM.
Konmpacmnoe eewyecmeo 66ooumcsi 6 moacmyro KUKy uepes 30H0, 3a8€0eHHblI 8 AHYC HA 21YOUH) 2-
3 cm, ¢ KOHmMpoaeM 3aNOIHEeHUs MOJCMOU KUWKU N00 penmeeHockonueu. Obvem 3anoiHeHus moJicmor
Kuwiky 20 ma/xe, 015 my2020 KOHMPACMUPOBAHUSL BO3MOJICHO Y@eiuueHue obvema 00 25 mi/ke.
Koumpacm eso0umcs meonenno, konmpoaupyemcs xo00 moacmou KUKy, ouamemp npoceema KUK,
xapaxkmep 2aycmpayuu, HAIUYUe COO0EPHCUMO20 6BHYmMpu npoceema xuwku. Illpu oocmudicenuu
KOHMPAcmom Kynoia C1enotl KUUKU HeoOX00UMO OYeHUms e20 pacnonoxcenue. /lanee npooonicaemcs
86e0eHUe KOHMPACMHO20 8eujecmed, OYeHUBAEMCcs paACmMANCUMOCHb KUUWKU, 3a0pOC KOHMpAcma 6uliie
bayaunuesoti 3acnomku, xapaxmep no08300WIHOU KUWKU (Ouamemp npoceema, 2aycmpayus,
cooeparcumoe), a makHce 603MOHCHOCHb NONAOAHUSL KOHMPACMHO20 8€UjeCmad 8 pacuiupeHHbll omoei
MOHKOU KUWIKU U PACCMOSHUE OM ULEOYEKANbHO20 Y2ld 00 pacuiupenHo2o omoend. [[nsa ayuuie2o
NPOOBUIICEHUS KOHMPACMA NO KUWEYHUKY, BO3MOJCHO UCNONIb308AMb JIE2KULL MACCadxdC nepeoHel
oprownot  cmenxku. Ilo  3asepuwienuu  ucciedo8anuu  He0OX00UMO  3a@urcuposams  0Ovem
UCNONIL30BAHHO20 KOHMPACMHO20 6Beujecmed 6 MeOUYUHCKOL OOKyMeHmayuu Oisi NpoeeodeHuUs
NOBMOPHO20 MY2020 KOHMPACMUPOBAHUSL 8 KAYECHEe KOHCEPBAMUBHO20 JleYeHUs MEKOHUeB020 Uleycd.
. PekoMeH10BaHO MpoOBEIeHNE NTMAarHOCTUYECKOM JTalapoCKOIUHU MallMeHTaM ¢ TOJI03PEHUEM Ha
MEKOHMEBBIN WIIEYC JIJIsl YCTAHOBJICHUS MPUYMHBI KUIIIEYHON HenpoxoaumoctH [123,139].

YYP-C, YA -5).

KommenTapuii: 6 Hacmoswuii MoMenm 6 c653uU ¢ aKMUBHbIM Pa38umueM 1anapoCcKkONu4eckou mexHuxKu
U aHecme3Uuoso2udecKko20 Nnocodus HOBOPONHCOEHHBLIM U HEOOHOULEHHBIM OemsAM, OAHHblU Memoo
aensemcs Haubonee UHOOPMAMUBHLIM U HAUMEHee MPABMAMUYHbIM Ol 6epupurayuu npuyuH
KuweuHol Henpoxooumocmu. Eciu ecmsv 603modicHocms, xupypeuueckoe nedenue MO*CHO 8bINOIHUMD
JIanapoCcKoOnU4ecKy Ui pacuupums odvem jeyeHus 00 MUHUIANApOmMoMUuY 8 30He unmepecd, 1uoo,
UCKTIIOYUUB AHAMOMUYECKUll OedheKm, nOCMA8UmMb NOKA3AHUS K KOHCEPBAMUBHOMY J1e4eHUTO.

HNHcTpymMeHTAbHAS AUATHOCTHKA CHHAPOMA JUCTATbHON MHTECTHHAILHONH 00CTPYKIHH

Cunopom OucmanvHol UHMECMUHANLHOU OOCMPYKYUU — 3SMO YACMHLIL CAYYal HU3KOU
06MypayUOHHOU KULUEYHOU HENPOXOOUMOCMU, BO3HUKAIOWUL NPU HAPYULEHUU KUULEYHO20 MPAH3UMA Y
nayueHmos ¢ MYKOGUCYUOO30M, cmapuie HeoOHamanibHoz2o eo3pacma. Jlannoe 3abonesanue peoko
ecmpeuaemcs 6 gospacme 00 2 em, 8 CUly 0COOEHHOCMU Ouemsvl U COXPAHeHUU NepcmalbmuidecKkol
akmueHocmuy Kuwky. s pazeumusi ONUCbl8aemo20 CUHOpPOMA HeoOX00UMO COYemaHue HeCKOIbKUX

qbaKmopoe — HAPYUWIeHHAA CeKpeyus nuwesapumelbHblx gbepmeumoe, numeeoﬁ PAYUOH, cocmomquﬁ usz
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NPOOYKMOS, NPUBOOAWUX K 3A2YCMEHUI0 KUleunoeo xumyca (puc, s610Ko, epywia, OaHaH,
X11e600y10uHble U30eNUs: NUUEHUYHBII X]1e0, MAKAPOHbl, NeyeHbe, Kapmoghen, uail, yHceie, MACo, Kypuya
unu pviba), a maxdHce OeKOMNEHCayus KUWKU Ha (POHe XPOHUUECKO20 PACMANCEHUs KULUEYHOU CIMEeHKU.
3abonesanue npossisiemca no muny Kauio8020 3a6aid, HO XapaKmepHoUu 0CcoOeHHOCMbIO ABNIAEMCs Mo,
Yymo o6CMpPYKYUsL NPOUCXo0OUm Gvlule MOACMOL KUWKU U CIAHOAPMHble KOHCEeP8AmusHble Memoobl
paspeuileHus Kaiooz2o 3agana 6yoym ne 3QgexmusHoi.

Ilonumas eviueonucanHvle Gakmopwvl, B03MONCHO CHOPMUPOBAMb SPYRNbL PUCKA, CO30AMb
cucmemy npo@uraKmuKu, OUASHOCMUKU U JIe4eHUsL.
. PekomeHnoBaHO mpoBeAeHHE OO30pHON pEHTreHorpaduu OpIOIIHOM MOJOCTH B MNPSAMOM
MPOEKIIUMA BEPTHKATHLHOM TMIOJIOXKEHUU mMarueHTaM ¢ MB u KIMHUKOW HU3KOW OOTYypallMOHHOU
KHIIIEYHON HEMPOXOAUMOCTH C IEJIBI0 OIEHKH COCTOSIHUS OpraHoB OpromrHo# nosoctH [140,141,142].
YYP-C, VIO -5).
KommenTapuu: npu onucanuu penmeenocpammsl OPIOWHOU no1ocmu ciedyem oopamumes HUMAHUe
makice Ha COCMOosHUEe Ouappazmoi.
J [TaruenTaM ¢ TOJMO3pPEHMEM HA CHUHAPOM JINCTAIBHOHW WHTECTHHAIBHOW OOCTPYKITUU
pekomenayercss Y3M OpromrHOW TOJOCTH Il OLIGHKH XapakTepa COJEPKUMOTO KHICYHUKA,
MPEUMYIIECTBEHHO B TPaBbIX OTHelax OpromHoW mojoctu. OmnpeneneHne HAIWYUAS CBOOOIHOM
KUJKOCTH B MEXKIETIEBOM IPOCTPAHCTBE, JIaTepalbHBIX KaHajdaX, MajloM Ta3y (YyIbTpa3ByKOBOE
HCCIIEIOBAaHUE OPraHOB OPIONIHON MOJIOCTH (KOMILIEKCHOE), YIbTPa3BYKOBOE OMpeeNiEeHUE KUAKOCTU
B OpIONIHOW TMOJOCTH, YJIbTPA3BYKOBOE HCCIEIOBAaHWE OPraHOB MOIIOHKH, YJIbTPa3BYKOBOE
Hcce0BaHue OpraHOB MaJioro tasza (komruiekcHoe)) [140,141].
YYP-C, YA -5).
KommenTapuii: uccredosanue pexomenoyemcs npogooums 8pavom YIbmpazgyKo8ou OUa2HOCMUKU
COBMECHO C 8paAYOM-0emCKUM Xupypeom. Yiempazeyk moocem He obecnedumsv a0eK8amHou
8U3YANUIAYUU NPUHUHBL POPMUPOBAHUS 0OCMPYKYULU, MO204 8 NPUHAMUU XUPYPSULECKO20 peuleHUs
HE0OX00UMO PYKOBOOCMBOBAMbCS KIUHUYECKOU KAPMUHOU U OAHHbIM peHmeeHocpapuu
. PexoMeHyeTcsi mpoBeeHHE PEHTIEHOKOHTPACTHBIX METOJO0B MCCIIEOBAHUSI MIPH MOI03PEHUH
Ha CHHJPOM JUCTATbHON WHTECTHMHATBLHOW OOCTPYKIMH IJI1 YCTAaHOBJICHUS JUArH03a, OIEHKU YPOBHS
nopaxenus [ 140, 142].
(YYP-C, YA -5).
KommenTapun:
Jluacnocmuyeckue memoowvi, npumensiemvie Npu 00credo8aHuU: uppucozpagus (pempocpaonas),

uUHmepeaivbHas peHmeeHozpaqbuﬂ ons OUYEeHKU naccastca no OfC'e]ZyaO'-lHO-Kl/lwellHOMy mpakmy
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(A06.17.002 PenmeeHOKOHMPONL NPOXOACOEHUST KOHMPACMHO20 8eUeCm8ad No HCeryOK)y, MOHKOU U
06000unou kuwke, A06.18.002 PenmeeHOKOHMPOIb NPOXOHCOCHUSL KOHMPACA NO MOJCMOU KUUIKE).

o V Oemeil ¢ myko8ucyuoozom u CUHOPOMOM OUCMATLHOU UHMECMUHATLHOU O0OCMPYKYUU
YenecoobpasHo npumMeHeHue 8000PACMEOPUMbBIX PEHMEEHKOHMPACMHbL CPeOCS, COOEPHCAUUX
t00. Koumpacmuoe cpedcmeo 8800uUmMcsi dHOONPOCEEMHO, UMO MUHUMUSUPYEM CUCTEMHOe
goz0elicmaue, HO HYICHO Y4umvleams 6o30elicmeue Ha Kuuwieunylo cmeHky. Takoce
8000paAcmMeopumoe KOHMpPACmHoe cpeocmeo ModiCem BCACblBaAmbCs 8 KuueuHuKe, 8ble0OUMCs 8
9MOM clyuae OHO NOYKAMU, U Mbl MOXNCEM BU3YVANUSUPOBAMb HA OMCPOYEHHbIX CHUMKAX
KOHmMpacmuoe cpeocmeo 6 cobupamenvHou cucmeme nodex. Umodvl MUHUMUUPOBAMb PUCK
NOpastcenusi CIU3UCMOU, PEeKOMEHOYemcs pazeedenue ¢ pacmeopom Hampus xaopuoa** 0,9% e
coomnowenuu 1:1.

o Beseoenue bapus cynvghama** oonycmumo y 0anHOU epynnvl NAYUEHMOS8, HO He HCEeNaMmenbHO
nockonvky npoosudicenue oapus no KKT moowcem Ovimb HapyweHo, 6 cledcmeue
0eKOMNECUPOBAHHO20 ~ COCMOAHUA  UWKUNEPUCMATbIMUYECKOU — AKMUBHOCMU,  KOMOPOU Y
HOBOPOJCOEHHbIX Oemell Hem. Dmo Modcem npugecmu K QopmMuposanuro oo6mypayuoHHoll
KULEYHOU HenpoxXoouMocmu OapuesbiMu KAMHAMU HA (DOHe 6CACBIBAHUS IHCUOKOU yYacmu
KOHMPACMHO20 CPeoCcmsaa.

Pempocpaonaa uppuzozpagusa c eooopacmeopumvim KOHMPACHMHBIM cpeocmeom. Koumpacmmuoe
Ccpeocmeo 88OOUMCS 8 MOJCMYIO KUWKY Yepe3 30HO, 3A8e0eHHblll 6 aHyc Ha 2nyouny 2-3 cm, ¢
KOHMpOleM 3anoIHeHUsi MOACMOU KUKy noo penmeerockonuei. Odvem 3anoiHenus moicmotl KUKU
20 mn/ke, 0151 myeo2o KOHMPACMUPOBAHUS 803MONCHO Yeeaudenue oovema 0o 25 mi/ke. Konmpacm
8800UMCSL MEONIeHHO, KOHMPOIUPYEemcs X00 MOJICMOU KUWKY, Ouamemp npoceema KUWKY, Xapakmep
2aycmpayuy, Haiuuue COO0epIuHcUMOo20 GHYmMpu npoceema Kuwiku. Ilpu docmuodicenuu xowmpacmom
KYNOJa Clenot KUKy HeobXo0umo OoyeHums e2o pacnoinodiceHue. /lanee npooondicaemcs 66edenue
KOHMPACMHO20 CpeoCcmed, OYEeHUBAemcs pAacmANCUMOCMb KUWKY, 3A0poc KOHmpacma evluie
bayaunuesoti 3acnomku, xapaxmep no08300WIHOU KUWKU (Ouamemp npoceema, 2aycmpayus,
cooepaicumoe), a maxdice 603MONCHOCHb NONAOAHUSL KOHMPACMHO20 CPeOCmEd 8 pacuupeHHblil omaoel
MOHKOU KUWKU U PACCMOSHUE OM ULEOYEeKATbHO20 Yaid 00 pacuiupennoz2o omoend. [na ayuuie2o
NPOOBUIICEHUSL KOHMPACMA NO KUUEUHUKY, BGO3MOJICHO UCNONb308AMb JIe2KULL MACCadc nepeowel
OPIOWIHOU CIMEeHKU.

o PekoMeHI0BaHO paccMOTpPETh MPOBEIECHUE TUATHOCTHYECKOM JamapoCKONHUU TalMeHTaM C
MOJ03PEHUEM Ha CHHIPOM TUCTANLHOW MHTECTHHAIBHOW OOCTpyKIMU Oe3 aHaMHe3a OMepaTHBHBIX

BMEIIATEIbCTB Ha OPIOIIHOM MOJOCTH (IIPU OTCYTCTBUH CIIaeK) JUIsl BEpU(PUKALMU TPUUUHBI KUIIEYHOM
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HENPOXOJUMOCTH M Juld OOecnedyeHus BU3yalIM3allMM MecTa OOCTPYKUMM IpU IHPUMEHEHUU

MUHUJIAIOPOTOMHOIO JOCTYIA IPU HHTECTUHOTOMUH [ 142, 143,144].

YYP-C, Y11 -4).
HccaenoBanue ciayxa
J PekoMeHyeTcs MpoBeIeHNe TOHAILHOM TOPOTOBON ayIMOMETPHH IIPU CYOBEKTUBHOM CHUKCHHUH
ClIyXa W/WIHM TIOSIBJICHHH YIIHOTO IIIyma; JI0 U TOCJe Kypca Tepanuu aMHHOTIUKO3UIAMH; MPHU YK
BBISIBJICHHOW CEHCOHEBPAILHOM TYrOYXOCTH B CBSI3U C PHCKOM PAa3BUTHS CEHCOHEBPATBHOU TYTOYXOCTH
Ha (OHE MPUMCHCHUS CUCTEMHON aHTHOAKTEPHAILHOW TEparuy IMperapaTaMi aMUHOTIUKO3UIHOTO
psina, o0IagaroIIMMU OTOTOKCUYHOCTHRIO [2,22,145,146,147]
YYP-C, YA -5).
KommenTapuii: Tonanvuas nopocosas ayouomempus 00AHCHA BbINOIHAMBCA: A) NPU CYOLEKMUSHOM
CHUMCEHUU CIYXA U/UNU NOABIEHUU YUHO20 WyMa, 6) 00 U nocie Kypca mepanuu dMuHOSIUKO3UOAMU,
8) Npu yice 8blsBIEeHHOU CEHCOHEBPANILHOU my20yxocmu He pexce 1 paza 6 200. [{na demeti maaowe 4-7
Jiem (8 3a8UCUMOCMU OM CNOCOOHOCMU K KOONEpAyuu 80 8pemsi CyObeKMuUGHO20 UCCIe008aAHUs CIYXa)
ANbMEPHAMUBHBIMU —~ OOBEKMUBHBIMU — MemoOaMu  AGIAIOMCA — pecucmpayus — 6bl36aHHOU
OMOAKYCMU4eCcKol IMUCCUU  U/UTU  pe2UcCmpayus. KOPOMKOIAMEHMHBIX —CNYX08bIX  BbI36AHHLIX
nomenyuanos, ASSR-mecm.
2.5 Nnble AMarHocTuyecKme uccjae0BaHus

JAnddepennuanbHblii JUATHO3

Haubonee wacmuie nozonoeuueckue ghopmol ons oughgepernyuanvroeo ouaznosa npu MB:
O 8podICcOeHHble aHoManuu bpoHxuarbHoo oepesa (KT, mpaxeobponxockonus),
O mybepkynesHas uHgexyus  (Koucyremayus — epaua-pmuzuampa, npodoa  Manmy, npu
Heobxooumocmu — aniepeer mybepKyie3usili peKOMOUHAHMHbIU, K8AHMUDEPOHOBbIU mecm),
O  UMMYHOOeuyumHoe cocmosiHue (HeoobxoouMa KOHCYIbmayus epaia-umMmyHoI02a (aniepeonoea-
UMMYHOJI02a), OnpedeneHue YposHell UMMYH02100yIun08 ocHogHbix Kiaccos (G, M, A, E), a makaice, no
NOKA3AHUAM, CYOKIACCO8 UMMYHONLI00YIUHO8, YposHs u Gyukyuu T-kxniemok, B-kiemox, ¢hazoyumosa,
KOMNOHEHMO8 KOMNIeMeHmMA, eCeCmeeHHbIX KULIepos, mecmyl Hd 8UPYC UMMYHOOeduyuma uenogexa
(BUY),
O nepsuyHas yunuapras ouckuwesus (IIL[/]) — pecnupamopuvie CcumMnmomvl, CXOOHblE C
MYKOBUCYUOO30M, NPU OMCYMCMEUU YACMO20 OOUILHO20 CMYIA C NPUMECHIO HCUPA U 31080HHLIM
3aNAXOM, «CONEHO020» NPUBKYCA KONCHBIX NOKPOBOB MO2YN HAOII00AMbCA Y NAYUEHMO8 ¢ NePEUUHOL
YUIUApHOU  OucKkuHezueu. Xapaxkmepuvie KIUHUYECKUE NPOABLEHUA: XPOHUYECKUl  OpoHxXum,

OpoHxoskmazvl (Y wacmu nayuenmos), XpOHUHEeCKUll CUHYCUM, XPOHUYecKulli omum (mpuaoa
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Kapmacenepa y nonosunvl nayuenmos nepsuuHol YUIUAPHOU OUCKUHE3UEU CONPOBONCOAIOMCSL
CXOOHbIMU KIUHUYECKUMU HNPOAGIEHUAMU U OOPAMHBIM PACNONIONCEHUM GHYMPEHHUX OpP2AHO8),
namono2uyeckue UsMeHeHuss N0 OAHHbIM C8emOBOl MUKPOCKONUU (OMCymcmeue O8UINCEHUS UMU
HeaoeKk8amHblil NAmmepH OBUNCEHUS PECHUYEK MepyamenbHo20 SNUmenus) u/uiu 1eKmpoHHOU
MUKPOCKONUU (NAMOL02Usi CMPOEHUs. peCHUYeK) OUOnmama ciu3ucmou 000104k Hoca u/uiu Opouxa,
2eHemuueckoe ucciedosanue (¢ nomowwio naueneu, sxkunodarouux cewvt DNAHS5, DNAHI11, DNAII,
DNAI2, NMES (TXNDC3), DNALI, CCDC151, CCDC114, ARMC4, CCDC114, ARMC4, CCDC103,
DYXICI, SPAGI1, LRRC6, DNAAF2, DNAAF1 (LRRC50), C21orf59, DNAAF3, ZMYNDI10, DNAAF5
(HEATR2), HYDIN [84], RSPHI, RSPH9, RSPH4A, RSPH3, DRCI (CCDCI164), GASS (DRC4),
CCDC65(DRC2), CCD(C39, CCDC40, OFDI1 (peoxuii ¢penomun), CCNO, RPGR u MCIDAS (0sa
NOCNEOHUX — NUSMEeHMHble PEeMmuUHUmbl, 00bIYHO OuacHOCmupyembvle y 63pOCIAbIX NAYUEHMO8), KAaK
CKPUHUH2-MEMOO Moxcem Oblmb UCNONIb308AHO UCCTI008AHUE YPOBHS OKCUOA A30Ma 8 8blObIXAEMOM
HA3a1bHOM 8030yXe (y 6OIbUUHCMBA NAYUEHMO8 C NePEUYHOU YUTUAPHOU OUCKUHE3Uel — CHUJICEH, CM.
KP no oxasanuro meOuyuHcko nomowu 0emsm ¢ nepeudHou YUIUapHo OUCKUHe3uell).
Jughgdhepenyuanvuas ouaznocmuxa MeKoHuaIbHO20 uneyca:

*  boneznv l'upwnpynea, netipounmecmuranioHas OUCHIA3Us

*  Buympuympoouas ungexyus, 6HympuympoOusiii HeKpOmusupyiouwutl IHmepoKoIum

HOB0PONCOEHHO20

*  BuympuympooOuwiii nepumoHum, a02e3usHbulii NepumoHum

* [lopaosicenus nepsnoco annapama moacmou kuwku [148].
KoHcynabTauuu cnennaaucTon
e Pexomenayercs B BEJICHUU MAIMEHTOB c MYKOBHCIIHI030M UCIOJIb30BaTh
MYJIbTUAUCIUIUIMHAPHBIN MOJAXO0J B BHJY TOrO, 4TO 3a00JIeBaHHE XapaKTePU3YeTCs MOpPaKEHHEM
MHOTHX OPTaHOB U CUCTEM, TPeOyeT KOMIUIEKCHON TEPAaInu, YTO IUKTYET HEOOXOAUMOCTh COBMECTHOTO
BEJICHUS MAIlUEHTA CTICIIUAMCTaMH pa3HbIX poduiei [2,22].
YYP-C, YA -5).
KommenTapuu: nayuenmos ¢ MB nabniodaem epau-nynvmononoe (u/unu, 8 0emckoi npakmuke, 8pay-
neouamp), uH020a — 8PAY-UHDEKYUOHUCI a MAKHCE 8PaAY-2eHeMUK, He0OX0OUMA KOHCYIbMAayus 6paia-
2acmposnumepono2a (Ui 6pada-ouemonoza) Oas UCKIIOUeHUs 2unepayuoHo20 COCMOSHUL U e20
KOppeKyuu npu omcymcmeuu 3¢gpgexma om epmenmoszamecmumensHol mepanuu u (1o NOKA3aHUsAM)
npu Opyeux namono2u4ecKux NpOosAGAeHUSAX CO CMOPOHbL HCENLYOOUHO-KUULEYHO20 MpaKmd, epaid-
ouemonoza — O0ns noobopa Ouemvl U (pepMeHmHOU mepanuu, KOHCYIbmayus epaya-
OMOPUHONAPUH2002A NPU 0OOCMPEHUU XPOHUYECKO20 CUHYCUMA, OUACHOCIUKU UIU OUHAMUYLECKO20

HAOMI0OEeHUsT HA3ANIbHO20 nojaunosa, epada- Cyp()OJZOZCl-OmOprHOJlapuHZOJZOZCl — npu Heobxooumocmu
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KOHMPOJSL ~ CAYX080U  (YHKYuu y  HAYUEHMO8,  HOLYYAIOWUX  npenapamvl,  obradaroujue
OMOMOKCUYHOCIBIO, KOHCYIbMAYUsi 68paia-3HOOKPUHONI02a - NPU 3A0epicKe pocmd, HNON0B020
Pazeumus U HApYUleHUusx y2iee00Ho20 0OMeHa, 8pavya no JneuedOHol usKyrvmype (unu epaia no
MEOUYUHCKOU  peabunumayuu, uiu epava—gusuomepanesma Ui CHEYUAIUCma ¢  BblCUIUM
(HeMeQuyuHcKuM) 00pazosanuem (UHCMPYKMOP—Memooucm no Jae4ebHol QusKyibmype, Uil
cneyuanucma co CpeoHuM npo@eccUOHAIbHbLIM (MeOUYUHCKUM) 00pazoeanuem (UHCMPYKMoOp Nno
JleueOHOU PU3KYIbmype, MEOUYUHCKAsL CeCmpa No MAcCaxicy, MeOUYUHCKAs cecmpa no guzuomepanuu)
- 01 o0OyueHus UHATAYUOHHOU mepanuu,  KUHesumepanuu, ObIXameibHbIMU MpPeHaXcepamu,
KOHCYTbMAayus 6paia—Kapouosoz2a (6paia-kapouonio2a 0emcko20) npu HaaIuduu 1e204Hol 2unepmeH3uu
(necounoco cepoya), KOHCYIbmMayus 6paya-yporo2d, 8paua-ypono2a-aHoponozca O0emcKo2o, 8payd-
axkyuwepa-2uHeKkon02a no nogooy penpooyKmMueHoU QyHKYUU, KIUHUYECKo20 Papmaxonoea 0 peuleHusl
CHIOJCHbIX  B80ONPOCO8 NO mMepanuu U NpeoOmBpPAUEeHUIO/IeUeHUI0  HeHCelamelbHbIX  ABNeHUl
JIeKapcmeeHHol mepanuu, KOHCYIbmMayuu epada-pmusuampa npu OUacHOCmuKe u mepanuu 1e204Ho2o
MUKODAKmepuosa , KOHCYIbmayusi 8pada-mpaHcnianmono2d npu Hatuduy yupposa neyeHu, NoKa3aHuil
0J151 MPAHCHIAHMAYUYU JIe2KUX U NOCTAHOBKU 8 TUCT MPAHCHAAHMAYUU.

. PexomengoBaHa manueHTaM MYKCKOTO IOJjla B BO3pacTe ¢ 15 JjileT KOHCy/lbTaluMs Bpaya-
ypoJiora/Bpaua - ypoJioTa-aHApoJIora JETCKOro Il OLEHKU COCTOSHUS PENpPOAYKTHBHOM CHCTEMBI U
ompeneNeHUs] TAKTUKU JalibHewero Haomonenus [98,104].

YYP-C, VIO -5).

KomMmenTapuu: arcopumm 0o6credosanus u makmuka peueHus 0npoca penpooykyuu y mysxcuun ¢ MB
npeocmasnena 6 Ilpunosxcenuu I'S.

Kouncynomuposanue 68 npoyecce OUHAMUYECKO20 HAONIOOEHUsT OCYWEeCmEIsAemcs Nno mepe
Heobxooumocmu.

e PexkoMeHJOBaHO mMalMEHTaM MY)KCKOTO TMOJa C MYKOBHUCLUHIO30M MpPU THUIOIUIA3HH TECTHKYI,
TUIOTOHaM3Me — HaOIroieHne 1 o0cieoBaHue y Bpada-sHA0KPHUHOJIOTa UK Bpada-ypoJiora/yposora-
aH/ApOJIOTa JETCKOTO JUIsl BBIABICHUS MPU3HAKOB SHIOKPUHHBIX, aHAPOJIOTUYECKUX HAPYIICHUH WU
pelieHus BOIpoca 0 HE0OX0MMOCTH TOPMOHAIBHOM Koppekuuu [98,99,104].

(YYP - C, VI - 5).

3. JqueHne, BKJIHOYaA MEAUKAMCHTO3HYI0O 1 HEMCAUKAMECHTO3HYIO TEPaIluU,
AUETOTEPAIINIO, 066360JII/IB3HI’I6, MCAUIHUHCKHUEC MOKAa3aHUA U IPOTUBOIIOKA3aHUA K
NPpUMCHCHUIO ME€TOA0B JICUCHUS

Lenu neuenus:
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Obecneuusams MaKCUMALHO 8bICOKOE KAYEeCMB0 JHCUSHU NAYUESHMNA,

IIpedynpesxcoamsv u Jneuums 000CMpeHUs XPOHUUECKO20 UHDEKYUOHHO-80CNATUMENbHOO
npoyecca 8 6POHX0NE20YHOU cucmeme;

Obecneuums usuyeckoe pazeumue nAyueHma cO2NACHO 803PACMHBLIM HOpMam (OocmudiceHue
okazameneu @usuueckoco paszsumus 6 epanuye 25-75 nepyenmunvb nocie KOppeKyuu
HYMPUMUEHO20 cmamyca, pekomeHoyemas yeas - 50 nepyeHmuin);

Obecneuumsv npopuIaKmuKy 0CI0HCHEeHULL,

Jleuenue ocnooicnenutl (ncesdo-bapmmep cunopom, mexonueswviti uneyc, C/HHUO, M3C/,
(MYKOBUCYUOO3-CBAZAHHDIU CaXapHblil Ouabem) yuppos nedenu 6e3\c CUHOpOMOM NOPMATbHOU
eunepmensuu,  eunepcnienusmom, KB  (dcenunHokamennas — OOne3Hb),  NOIUNO3HBLU
punocunycum, BIOH  (benkoso-snepeemuueckas  HeOOCMAMOYHOCMb),  KPOBOXAPKAHUE,
KposomeueHus ie2ounvie, kposomeuenus uz BPBII (sapuko3no pacuiupennvix 6en nuuje6ooa) u

gepxHell mpemu dHcenyoxa.

Obsizamenvhvle cocmasjiAarujue 1e4eHust.

Jluemomepanusi,

3amecmumenvnas mepanus HeOOCMAMOYHOCMU IK30KPUHHOU DYHKYUU HOOHCETYOOUHOU
JHcenesnl;

Mykonumuueckas mepanus;

Jlpenuposanue bpoHxuanrbHo2o oepesa u ieuedHas GusKyibmypa,

AnmubakmepuanvHas mepanus;

Bumamunomepanus;

IIpeoynpesicoamv u neuumv o0bocmpeHus UHGDEKYUOHHO-80CNAIUMENbHO20 Npoyecca 8
oxononocosvix nasyxax (OHII) ona ymeHvuwienus cmeneHu Hucxooaujeli KOHMAMUHAYUU
OpoHXOIe20UHOU cuCmeMbl;

Tepanus ocnosicnenuii [1,2,6].

3.1 KoncepBaTuBHOE JIeUCHHE

3.1.1 MykoJmnTHYeCKAs Tepanusa

PexomengoBano Bcem mamueHTamMm ¢ MB (38. HUCKIIIOYCHUCM HMCHOIIUX MCIUIIMHCKHC

MPOTHBOIIOKA3aHWsI) IPOBEJCHUE aKTUBHOW MYKOJIMTHUECKOM TEPAITUH C ISJTbI0 YMEHBIIICHHUS BI3KOCTH
MOKpPOTHI 1 00JerueHus ee sBakyamuu [1,2,6,22].

YYP-C, YA -5).

KomMmeHnTapuu: 8s160p iexapcmeenHvlx cpedcme onpeoeniemcs UHOUSUOYATbHO.

Buvibop nymu 6sedenus: npeonoumenue omoaemcs uH2aIsIYUOHHOMY 88€0eHUI0 MYKOTUMUKOS.
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Oyenka 3ppexmusnocmu nevenusn: KIUHUYECKU (OYeHKA CYMOYHO20 KOAUYeCm8ad MOKPOMbL,
U3MEHeHUll ee KOHCUCMEHYUU, OYeHKA CmeneHu OblXameabHoU He00CmamoyHOCmuL).

Oyenka bezonacHocmu nedyeHus. KIUHUYECKU (CNeyudnbHblx CMaHOapmu308aHHbIX MEMOOUK OYeHKU
be30nacHoCcmu dSMux 1eKapcmeeHHbIX CPeOCms He Cyujecmeayem).

Jlononnumenvhvle 3ameyanus: 6ce cnocodvl pa3HCUNCEHUsT MOKPOMbl He0OX00UMO KOMOUHUPOBAMb C
yoaneHuem ee u3 ObIXamelbHbIX Nymel, UCNOAb3Ys Memoovl Kunesumepanuu. Illepeo ceancom
KUHe3Umepanuuy H#ceaameibHo, d Npu Haruyuy 6POHX000CcmpyKyuu — 0053amenbHo, nepeod UH2ATAYUAMU
MYKOTUMUKO8 NPOGECmU UHSANAYUU OPOHXOIUMUKOS.

B knunuueckou npakmuxe 01 MyKOIUMUYECKOU Mepanuy UCHONb3VIOMCA:

o OopHazaanvgha’ - paspviéaem 6000podHnbie ceazu monexyn JHK, komopuie A61510mcs 0CHOBHOI
cocmassweli 2HOUHOU MOKPOMbL, U A61Aemcs 0A3UCHOU MYKOIUMU4eCcKol mepanuet, obecneyugaem
aghghexm 6 meuenue cymok. l[lpumensiemcs uneanAyuouHo 6 0ose 2,5 me 8 Cymku, npu Heobxooumocmu
(pacnpocmparneHuble OPOHX0IKMA3bl- 5 Me 8 cymxu (no 2,5 me x 2 p/ou uepes neoyaaiizep), XpOHUUeCKUll
NOIUNO3HBIU CuHycum - 5 me 6 cymku (2,5 me — uepe3 uebynauzep, 2,5 me - ¢ UCNOIb30BAHUEM
VHUBEPCAIbHOU  UHRASIYUOHHOU  CUCTeMbl ¢ (QYHKYueu nyabcupyioujeli nooauu aspo3ons no
1.25me=1.25mn 6 xadxcowiii Hocosoti x00) [1,2,22,149].

o 7% eunepmonuueckuti pacmeop Hampus xaopuoa c¢ 0,1% wHampuem 2euanypoHamom
NPUMEHAEMCs UHRANAYUOHHO Yepe3 HeOynauzep no 5 ma 2 paza 6 Oeub, yayyuiaem KIUPEHC
OblXamenbHblX nymell U s67151emcs 0A3UCHOU MYKOIUMUYECKOU mepanuetl ¢ OblCMpblM MyKOAUMUYeCKUM
agpgpexmom [1,2,22,150,38], raxoce moocem npumensmocs 3% cunepmonudeckull pacmeop Hampusl
Xnopuoa, ocobenno y demeti maaowezo ospacma [151].

o Manuumon™* 6 ¢hopme nopowka oOns uneanAYull yryuuwiaem Kiupenc ObiXamenibHblX nymel,
cnocoocmeyem euopamayuu cauzu [2,22,152].

Mannumon™* npumensiemcs 6 0oze 400 me 08axcovl 8 0eHb uepes cneyuanbHulll unearsmop. llepeo
Ha3HayeHuem MaHHumona** nayuenm o0ondicen npolumu mecm Ha OPOHXUAILHYIO 2UNEPPeaKmugHOCb
npU HA3HAYEeHUU HAYATLHOU 003bl 8 COOMEEMCMBUY ¢ UHCMpPYKYuel K npenapamy. IIlpomusonoxaszan
demsam 0o 6 nem. [losviuaem xomniaenmnocms noopocmios [153].

Mannumon™* u 7% eunepmonuueckuii pacmeop uampusa xaiopuda c¢ 0,1% nampuem
2UATTYPOHAMOM SBNAIOMCS MYKOIUMUKAMU ObICMPO20 Oeticmeus U co4emaromcs ¢ 00pHa3ou anvga **.
Ilepsas uneanayus myxorumuueckoeo npenapama nposooumcs ¢ MO é npucymemaeuu epaua.

3.1.2 BponxoauTH4yecKasi Tepanus
e  PexomeHI0BaHO Ha3HAUEHUE WHTATSIIMOHHON OPOHXOMUTHUYECKON Tepanuu namnueHtam ¢ MB
MIpU HaJUYUUA OOpaTUMOM MM YaCTHYHO OOpaTUMON OpOHXHAIBHOW OOCTPYKIIMU (TPUPOCT YPOBHS

O®B; nocne uHransuu OpoHXOIUTHKA >15%) ¢ LENbI0 yIydlIeHUs PBaKyallud MOKpOTBI, MEpes
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MPUMEHCHHEM HHTASIIACH aHTUOAKTepUaTbHBIX MPEMapaToB, TUIEPTOHHYECKOTO pPacTBOpa HATpHs
XJIOpUa, nepea Kkuuesurepanueit [1,2,6,22].

YYP-C,YIA-5).

Kommenrapuii: npomusonoxasanuem a6ns1emcs UHOUBUOYATbHAS HENEPEHOCUMOCTIb.

e Pexomennyercs mnauueHtamMm ¢ MB B kauecTBe OpOHXOJIUTHYECKOW Tepanmuu  Ha3HAYUTH
OpOHXOJIMTUYCCKHUI TpernapaT W3 TPYIIL: CEIICKTHBHBIC [2-a[pCHOMUMETUKH WA aJIPCHEPTHYCCKUC
CpeICTBa B KOMOMHAIIMH C aHTUXOJIHHEPTHUSCKUMU HITH aHTUXOJMHEPTHUIECKHUE CPEACTBA JTHO0 Ipyron
mperapar Ui JICYCHHs] OOCTPYKTUBHBIX 3a00JICBAaHHMM JBIXaTEIbHBIX MyTEH 10 HHIUBUIYATbHBIM
MOKa3aHUsAM B pexxuMe «11o TpedoBanuto» [1,2,22,154,155,156,157].

(YYP-B, Y11 -2).

Kommenrapuii: 6 peoicume «no mpebosanuio» ucnonv3yemcs celekmughviii bema-2-aopeHoMUMemux
canvbymamon** @ monomepanuu umu 6 codemanuu ¢ M-xonunepeHUYeCKUMU npenapamamu
(unpamponus 6pomud”™™) uau urxcuposannas xombunayus enomepont+unpamponus 6pomud** unu
npenapamvi NPOIOHSUPOBAHHO20 Oelicmeus (muomponus Opomud™™) aubo Opyzoii npenapam Ons
Jleyenuss 00CmMpYKMUBHbIX 3a001e8aHULL ObIXAMENbHbIX Nymel N0 UHOUBUOYATbHBIM NOKA3AHUSM.

Hcnonvsosanue 003upo8aHHbIX A2PO30TbHBIX UH2ANAMOPOS8 00:A3AMENbHO CO CHelicepom, npu
HA3HAYeHUU UH2ATAYUOHHBIX OPOHXOIUMUKOS (Npenapamos O ieyeHus 00CmpyKmMugHuIX 3a001e8aHUL
ObIXxamenbHblX nymetl) (CereKmusHblli bema-2-a0peHomumemux caiboymamon™* ¢ monomepanuu uiu 6
couemanuu ¢ M-xonunepeHuuweckumu npenapamamu (unpamponusi opomud™**) unu uxcuposannas
KoMOuHayus enomepoa+unpamponus o6pomud™** unu npenapamvl npoAOHSUPOBAHHO2O OEUCEUs
(muomponusi 6pomud™*) aubo Opyeoco npenapama 015 AedeHus OOCMPYKMUBHBIX 3a001e8aHULL
ObIXamenbHblX nymell no UHOUBUOYATbHBIM NOKAZAHUAM) NAYUEHMAM C MANCENOU OPOHX00OCmpYKyuell
(ODB; <30% om 00121cHO20) UHANAYUU OOIHCHBI NPOBOOUMBCA NPU NOMOWU Hebynatizepa.

Buibop nymu esedenus npenapama ons nevenuss 06CmMpYKMUBHbIX 3a001€8aHULL ObIXAMENbHbIX NYmel.
npeonoumeHue omoaemcs UHSANAYUOHHOMY NYMU 68€0EHUSL.

Oyenxa 3¢ppexmusrnocmu neverus: KIUHUYECKU (CUMNMOMbL OPOHXO00OCMPYKYUL) U NO OAHHBIM
cnupomempuu.

Oyenxa be3onacnocmu JnedeHus: KIUHUYECKU U NO pe3yibmamam 00beKmusHo20 0cMompa
(Hucno cepoeunbix COKpaujeHull, cepoeyHblll pumm,).

Ipumenenue npenapamos 81e 3ape2ucmpupo8anHblX 8 UHCIPYKYUU IeKAPCMBEHHO20 CPeOCmea
NOKA3AHULL OCYWeCmensaemcs Nno peuleHuro 6paiyebHol Komuccuu, ¢ paspeutenus Jlokanvnoeo
IMUYECKO20 KOMUMEMA MeOUYUHCKOU Opeanuzayuu (npu Haiuyuu), ¢ yciosuem NoONUCAHHO2O
unpopmuposanno2o coznacus pooumeinel (3aKoOHHO20 npedcmagumelis) u pebeHka 8 o3pacme cmapuie

15 nem.
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3.1.3 AwnrtubaxkrepuajbHas tepanus (AbT)

3.1.3.1 O0uue NPUHIHUIBI AHTHOAKTEPHAJIBLHOH Tepanuu

e  PexomennoBaHa aHTHOakTepuaibHas Tepanus (rwiaHoBble Kypcbl ABIl B Buzae uHramsumii
yepe3 HeOymaid3ep WM COBMECTHO C TabJeTHpOBaHHBIMH (popMamu, WM BHYTPMBEHHO) BCEM
ManueHTaM C JIETOYHBbIMU MposiBiieHUussMU MB, y koTopblx oTmeuaercs oboctpenue MB (Bkirouast
oboctpenusi Ha (oHEe OCTPOil pecrnupaTOpHON WH(EKIMH) WU BBISBISIOTCS HOBBIC MATOTCHHBIC
BO30YIUTENIH PecUpaTOpHOi MH(EKIMH B KonmdecTBe Gonee 10° KOMOHHEOOPa3yIOMUX eAUHUI] TIPH
TUTAHOBOM ~ MHUKPOOHMOJIOTHYECKOM HCCIEOBAHUM C IENBI0  JpaJUKalMd  MPUIMHHO3ZHAYMMBIX
MUKpPOOpranusmos [2,6,22,158,159,160,161].

YYP-B, Y1 -2).
KommenTapmii: /s epamompuyamenvroi muxpogaopvl (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemybepxynesnvix mMukobaxmeputi uiu
npu UX XPOHUYECKOM 6blcege 3HAYeHue umeem a000e KOIUYeCmeo KONOHUl, ONnpedenreHHoe Nno
Pe3yIbmamam MUKpoOUOI02ULEeCKO20 UCCIe008aHU.
. [Ipu mnpoBenennu anTuOakTepuanbHOW Tepanuu (ABT)—  OGakrepumanbHON HHPEKIHH B
OpOHXOJIETOYHOM CHUCTEME MalUeHTaM ¢ MYKOBHUCLHJO30M PEKOMEHJOBAaHO OpPHEHTHPOBATHCS Ha
YyBCTBUTEIBHOCTh BBIJICJICHHOTO MHKpoopranusma (Pseudomonas aeruginosa, MRSA, Burkholderia
cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus u Haemophilus infuenzae u
0p.) K aHTHOAKTEepUAIBHBIM TperapaTaM ¢ IeIbI0 MOBBIIICHHUS d3PGEKTUBHOCTH JieueHus [2].
YYP-C, YIA -5).
KommenrTapuu:  Jlabopamopnoe — onpedeneHue  4y8CmMEUmMeENbHOCMU — MUKPOOP2AHUSMA K
AHMUOUOMUKAM He 8ce20d NOTHOCMbIO CO8NAOAeN! ¢ KITUHUYECKUM OMBemoM Ha NPOBOOUMYIO Mepanuio
[2,6,22,159,160,161].

1Ipu 8vib60pe anmubuomuxa yeiecooopasHo yuecms 3Q@hexmusHocms paree nposoOUMbIX KYPCO8
anmubaxmepuaioHou mepanuu [2].

Hayuenmam ¢ MB Hnazunauarom maxcumanvHbie 803pacmuble 003bl NPEnapamos Uil 003bl,
pekomenoyemvle Ons nayuenmog ¢ MB. B ceazu ¢ msdcecmvio 3a001€8aHUs, HE0OXO0OUMOCMbIO
MAKCUMATILHBIX 003UPOBOK AHMUMUKPOOHBIX NPEenapamos u 0epuyumom 1eKapcmeeHHvlx hopm ons
UHATAYUOHHO2O NPUMEHEHUSI 8 MUPOBOU KIUHUYECKOU NpaKkmuxe mpaouyuoHHo npumeHsiomcs off-

label (e uHCcmpyKyuu) UHBEKYUOHHbIE AHMUMUKPOOHblEe cpedcmea 6 Gude  UHANAYUL

[89,162,163,164,165,166,167,168,169,170].
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(@]

Ilpomueonokazanun: onpedensomes UHOUBUOYATbHO U 3ABUCAM  OM  UHOUBUOYATLHOU

HenepeHOCUMOCmu (8 mom uucie ariepeun), Xxapaxmepa COnYmMcmeyIowux 3a001e8aHull (21a8HbIM

06pa30M 3ab01e6anUs neyeHu u l’lO‘t@K) u sozpacma nayuenma.

o

Buibop nexapcmeennvix cpeocme onpeoensiemcs: 6UOOM 8030y0Umeins, GulsGIEHHO20 )

nayuenma, 4y8CmeUmenibHocmvlo 6030youmens (in vitro) k oannomy ABII; ¢azou 3abonesanus

(obocmpenus — pemuccus); NPOOOIHCUMETLHOCIBIO  UHDEKYUOHHO20 Npoyecca (XPOHUYecKdsl

ungexyuss — enepsvie BvlAGIeHHbIU 8030)Y0umeny); I3PHeKmusHoCmbl0 mepanuu NPeouecmeayioueco

obocmpeHus 1e20uHou” uHekyuu (OamHvle 0 NPUPOOHOU PEe3UCMEHMHOCIU OCHOBHLIX NAMO2EHOS,

xapakmepHuix 0151 nayuenmos ¢ MB npedcmaenen 6 [lpunoxcenuu 1'6).

o

Buvioop nymu eeedenusn onpeoensemcsi. U00OM 8030y0umens, 8bla6IeHH020 Y nayueHma, @gazou
3abonesanus (obocmpenue — pemuccus);, npoOOIICUMENLHOCMbIO UHDEKYUOHHO20 npoyecca
(xponuueckas uHpexyus — 6nepevie BuIAGIEHHLIL B030YOUmMENb), MeCmomM OKA3AHUS
MEOUYUHCKOU ~ nomMowu  (ambynamopHas  —  CMAYUOHAPHAS),  IPHEKMUBHOCHbIO
npeduiecmsyroujell aHmubaKmepuaibHol mepanuu. Buympusennoe esedenue aHmubuomuxos
HayuHaemcs 8 cmayuorape ¢ Kypcom jaedenuss 14-21 oenv. Beedenue ocywecmensemcs uepes
nepugepuyeckuli 6eHo3Hbll Kamemep (Kamemep nepugepuyeckuti) uiu yepe3 nopm-cucmemy
(nopm UHGDY3UOHHLLU/UHBEKYUOHHDIL, UMNIAHMUPYeMblll ***),  komopvle ycmanasnusaromces
C0211aCHO MemooudecKum PYKOB0OOCMEaAM «Benosznuiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONb308AHUEM HEe0OX00UMbLX
nekapcmeenHvlx cpeocms. llopm-cucmemsl ycmauagnusaiomes coenacHo Pacnopsacenuio
Ipasumenvcmea Poccutickoit @edepayuu om 31.12.2018 Ne 3053-p «O6 ymeepoicoeHuu nepeuns
MEOUYUHCKUX UZ0eNUll, UMNIAHMUPYEMbIX 8 OP2AHU3M Yelo8eKd NpU OKA3AHUU MeOUYUHCKOU
NOMOWU 8 PAMKAX HPOSPAMMbL  20CYOAPCMBEHHLIX 2APAHMULL  OecniamHo20 OKA3AHUS
2padtcoOanam MeOUYUHCKOU NOMOWU, a MAKICe NePeyHs MeOUYUHCKUX U30eTUll, OMNYCKAeMblX N0
peyenmam Ha MeOuyUHCKue uzoenus npu npedoCcmasienuu Habopa coyuanbuslx ycayey. Jlewenue
Modicem npo8oOUMbCs 8 CMAayUuoHape U 8 amoOyIamopHuIX YClosusx. Buympumvlueunviii nyms
86€0CHUSl NPU  MYKOBUCYUOO3€E NPUMEHAMbC He O0NJNCEH 6 CBA3U C  HeoOX0OUMOCMbIO
ONUMENbHLIX YACMBIX KYpPCo8 mepanuu, maxk kax npu MB umeromca ocobenHocmu 6
Gapmarxoxunemuxe AMI, p-1akmamHblx anMUOUOMUKOS, BbIPAXCAIOUWUECS 8 YEeNUYyeHUU
0bvema pacnpeoeneHus HA KULOSPAMM MACCbl Meld U CHUNCEHUU Nepuooa noyeblee0eHUs.
Yeenuuenue cucmemnoco kiupenca 3a cuem yCKOpeHUs MemaOoiu3mMa 6 neyeHu U yseiudenue
NnOYeuH020 KIupeHca onpeoensaiom HeoOXo0umMoCcms NPUMeHEeHUsl 8bICOKUX 003 AHMUOUOTMUKOS C

bonee wacmoim ux gedenuem [2,22,163,171,172,173,174].
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o be3onacnocmuv: 6 cea3u c npumeneHuem y NayueHmos ¢ MYKOBUCYUOO30M BbICOKUX 003,
ONUMENbHBIX KYPCO8 U KOMOUHAYUL AHMUOAKMEPUATbHBIX NPenapamos, 00HO8PEMEHHOU mepanuu
JIEKAPCMBEHHBIMU NPEnapamamil pAasHulX CPYnn, a MAaKi#ce 6 CEA3U C BO03MONCHLIM HapyUeHUuem
QyHKYUuU neuenu, ciedyem OCYWeCmesams COOMBEmMCmsayuue KOHMpPOIUpyrowue Meponpusimus
(k1uHuueckue, 1aOOpamMopHvle,  UHCMPYMEHMANbHbIE) Ol  MOHUMOPUPOBAHUSL — 803MOACHLIX
HedxcenamenvHuvlx 3 pexmos  1eKapcmeeHHblX — Npenapamos, ux — npeoynpexcoeHus U, npu

Heobxooumocmu, mepanuu [2,176].

. IIpu octpoii pecniupaTopHOW HH(EKIMM MalMEHTaM C MYKOBHMCLIHJI030M PEKOMEHI0BAaHO
Ha3HAUYEHUE AaHTUOAKTEpHAJIbHON Tepamud B  JOMAIIHUX YCIOBHAX  COTJIACHO — TPOQIIIIO
JyBCTBUTEIHLHOCTH BBIJICTICHHON PECTMPATOPHON MUKPOQIIOPHI B CSA3M C aKTUBAIMEH XPOHUYECKOTO
BOCTIAJIMTEIFHOTO TIpoIiecca Ha (hOHE TPUCOCTUHEHHUS OCTPON pecuparopHoi nadpeknuun [2,22,89].
YYP-C, VIO -5).

Ouyenka rgppekmuenocmu ABT: kiunuuecku (muxopaoka, pecnupamopmuvie CUMIIMOMbL), HO OAHHbIM
1a60pamopHuLX Memo0oo0s 00c1edosanus (eukoyumos, yposenv C-peakmuenozo 6enka, no noKa3aHusim
- NPOKANLYUMOHUHA — (UCCTe008aHUe VPOBHS NPOKANbYUMOHUHA 6 KpOBU)) U NO OAHHbIM
MUKPOOUONIO2UHECKO20 UCCNe008aHUsL (ApaduKkayus 6030y0umens, nepcucmuposarue, cynepuHgexyus,
cHudicenue evloenenus 6036youmens <I0* xonomueobpasyiouwux eounuy U OMPUYAMETbHUIL
pe3yribmam nocesa u m.o.).

Ouyenka be3onacnocmu j1e4yeHusa: 3a8UCUmM OM NPUMEHAEeMO020 lekapcmeeHHno2o cpeocmsa (JIC) u
NPOBOOUMCSL C YUEeMOM BO3MONCHBIX HENHCELAMENbHBIX ABIEHULL.

JlonoanumenvHole 3ameuanu:

1. Ilpu nasnauwenuu ABII cnedyem ucnonvzosame komounayuu JIC ¢ paziuuHvlm Mexanuzmom Oeticmaeust
(Hanpumep, f-raxmamuvie aHMUOUOMUKU 8 KOMOUHayuu ¢ amurociuxosuoamu). Ilpu evioerenuu 6
MOKpome nayuenma 0OHOBPEMEHHO 08YX MUKpPoopeanuzmos evloop ABII 3aeucum om ceoticme boinee
PE3UCEHMHO20 8030YOUmes.

2. O0HoB8peMmeHHOe HA3HAYeHUe NPenapamos Ois UHSAIIYUOHHO20 U BHYMPUBEHHO20 NYyMeU 88e0eHs.
00HOU™ hapmaxorocuyecKou spynnel He pekomeHoyemcs. Bozmooicno masHauenue umneaniyuoHHoOU u
sHympusennou  ABT 00HO8peMeHHO NO peuwleHuro KOHCUIUYMA CHeyualucmos u ¢ ydemom
Gapmaxonocuueckou epynnsvl npenapamos.

3. IIpumenenue ABII 6 sude uneanayuil yepes nedyiauzep:

- MOdfcem npo8oOUMbCsl KaK 8 CIayuoHape, max u 6 OOMAWHUX YCIL08USX,

- 0215 peulenus 60Npoca 0 HA3HAYEeHUU UHLATAYUOHHOU mepanuu ciedyem nposecmu CRUPOMEmpUIo 00

nepeoﬁ UHeaAyuu aHmuoOuoOmuKka u yepes HECKOJNbKO MUHYn nocjie uHealAayuu (aﬂ}l BblAB/IEHUA
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B03MOICHO20 OPOHXOCNA3MA (NPU OMCYMCMBUU 803PACMHBIX U/UNU UHBIX NPOMUBONOKA3AHULL)) (CM.
pazoen «bponxonumuueckas mepanusay) - neped uneanayueti ABII neobdxooumo npoeecmu uHeaIAYUIO
opouxonumuxa (npenapama Onsi iedeHus O0OCMPYKMUBHLIX 3a00Ne8aAHUll ObIXAMENbHbIX Nymell).
Cumnamomumemuxu OJis1 UHSANAYUOHHO20 NPUMEHEHUs, Hanpumep, caiboymamon™** 2,5 me yepe3
HeoOynauzep (uiu 003UpOBAHHBLI A3PO30bHLLI unearsmop no 200 — 400 mxe ¢ ucnoavzosanuem
cnevcepa) 3a 15-30 munym 0o umeanayuu aHmuOUOMUKA 8 MOHOmMepanuu uiu 6 codemanuu c M-
XoauHepauyeckumMu npenapamamu (unpamponusi opomud**) unu puxcuposannas KomoOuHayus
genomepon-+unpamponus opomud** unu npenapamel npoIOHSUPOBAHHO2O OeUCmEUs (MUOMPONUs
opomuo**)) unu opyaue npenapamuol 015 1eueHuss 0OCMPYKMUBHBLX 3A00Ne6AHUL ObIXAMENbHBIX Nymell,
MYKOIUMUKOB, 4 MAKIHCe OPEHANC;

- npu uneanayuu ABIl 6 domawnux yciosusx sxenamenbHo UCHOIb3068aMb HeOyaau3ep, OCHAWEeHHbIU
durbmpom 05 8b10bIXAEMO20 8030VXA,

- npu uneanayuu ABII npednoumumenvree npumeHsams MyHOWMYyK, no cpagHenuto ¢ mackou. Cnedyem
PEKOMEHO008amb NAYUCHMAM Nepexooums Ha npumMeHeHue MyHOUmyKad 6 MAKCMalbHO paHHue CPoKU,
Kak npasuo, ¢ 3-x iemue2o eospacma [177]. Bovixanue npenapama nyuuie ocyuwecmensimos uepes pom,
npuMeHeHue HOCOBbIX 3AAHCUMOB 80 8peMsl UH2ANAYUU Yyeeruyusaem 3¢)hekmusHocms nedenus,;

- NpU NPoBedeHUU UHSATIAYUL 8 YCI0BUAX MEOUYUHCKOU Op2anu3ayuu u amoyiamopHo nayueumsl ¢ MB,
O0JIAHCHBL NONIL30BAMbCS UHOUBUOYATILHBIM HEOYIAU3EPOM C 803MONMCHOCMBIO 3aMEHbl Kaxcoble 3 Mecaya
KOMNJIeKmMa pacnvliumens u mpyoxu 86030yxo800a u puibmpa

- OnmMUMAanbHLIM HeOynauszepom 01a nayuenma ¢ MB asnsiemcs uHeansAYuoHHulll npudbop ¢
HU3KONOMOYHBIM —~ KOMIPEeccopom  (Vpo8eHb NOMOKA — CoHcamoco 6030yxa 00 6 Jjg/Mun), ¢
npouseooumenvHocmuio 450 me/MuH, CHAOIHCEHHBIL CUCMEMOU KOHMPOJIS UHCRUPAMOPHO20 NOMOKA U
cucmemoll KIanamog 600Xa U 6bl00XA, NO360JAIOWell COKpamums Hnomepu MeOuKameHma 8
OKpYJICarwyo  cpedy,  obecneyugarwull  MAKCUMANbHYIO — 3pekmusHocms  mepanuu,
NPUCNOCOONIEHHDBIN K XUMUYECKOU U MepMUYecKoli Oe3uHGeKyuu U K asmokiasupo8aHuro;

- ona 6gedeHuss meouxkamenma 8¢ OHII npumensemcsa nebOynaiizep ¢ YHUBEPCANbHOU UH2ANAYUOHHOU
cucmemotl pyHKyuu nyiscupyrowel nooayu asposoJis,

- 8 Kavecmge MOOUIbHO20 YCMPOUCMBA BO3MONCHO UCHONb308AHUE MIUl-HeOynalzepa -
Hneanayuonnozo npubopa ¢ emkocmvto OJisi 1eKAPCMBA C 2eHepamopom as’po3ons (mesh), kamepoti
pacneliumens, OIOKOM YNpAasieHUus U NPUCNOcoOieHueM Ol OYUCMKU 2eHepamopa aspo30Jis
(Uneansyuonnwiti npubop Velox mun 055 ¢ npunaonexcHocmamu) ¢ npou3eo00umeibHOCmMbl0 He MeHee
457 me/mun, ¢ cucmemori K1ananos 600Xa U 8bl00XA U HAKONUmMenem 015 a3po30.is, € YCMpPOUCMEoM Ol

ouucmeiku M€M6paHbl, C HepacnvlisAemblm (Ocmamowbm) obvemom He bonee 0,5 M. Bece wacmu mow-
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Hebynauzepa Oo0HCHbl Nooiexcamsv mepmudeckou oOesungexyuu. /na nayuenma c¢ MB e6adcho
npoU3800UMb 3AMeH) KOMNOHEHMO8 MAIu-Hebynat3epa kadxicovle 3 mecaya [178].

4. Ilpumenenue ABII 6nympo ucnonvsyemcs o mepanuu obocmpernuti MB (sxnouas obocmpenus Ha
@one OPHU) 6 domawinux yciosusx uiu O0isi NPOPUIAKMUYECKO20 le4eHUs. NAYUeHmos, XPOHUYecKu
unguyuposannwix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., HTMB.

5. llpumenenue ABII énympusenno nokazauo:

- npu madxcenvix obocmpenusix MB (neuenue 6 ycnoeusx meOuyuHckou opeanuzayuu) (He menee, 4em
08yMs npenapamamii);

- 8 mex cayuasax, koeoa npumenenue ABII Hympb u uneanAYUOHHO OKA3ANOCH HeIDDeKMuUeHbIM,

- 014 NIAHOB0U mepanuu nayueHmos, unguyuposannvix P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., nemybepKyie3Hvix MUKobakxmeputl,

- npu yxyouileHuu medenus 3a001e6anusl U NOAGNEHUU HOBbIX CUMNINOMO8 Y NAYUEHMO8, NOJYUAIOUWUX
ABII 6nympeo.

6. Opeanuzayus 6HYmMpuseHHoOU mepanuu 8 amMOYIAMOPHLIX YCI08UAX CNOCOOCMEYem NO8bIULEHUIO
KomMniaeHmuocmu, npogunakmuxe obocmpenutl. llpebvisanue 6 OonbHUYE OmMAOUIAEMCS PUCKOM
nepeKkpecmuHo20 U CYnepuH@UYUpO8aHus pe3UCMEHMHbIMU K  AHMUOUOMUKAM — UWMAMMAMU
MUKDPOOP2AHUZMOB, CMPECCOM, NPONYCKOM WKONbHBIX 3aHamutl. Kpome moeo, npebviganue nayuenma 6
cmayuoxape 3HaYumenbHo 00podxce, uem amoyiamoptoe nevenue. Kamemepusayus éen 0oasno cmana
PYMUHHOU MeOUYUHCKOU npoyedypol 6 mupe Olisi obecnedenus pa3IuyHulX 6U008 6HYMPUBEHHOU
mepanuu. [Iposedenue sHympugenHou mepanuu uepes nepughepuieckuii 6eHO3HuIl Kamemep (Kamemep
nepughepuveckuil) uiu nopm-cucmemy (nopm uH@Y3UOHHLIU/UHBEKYUOHHDLU, UMNAAHMUDYeMbLLL ***)
A61AeMCs NPAKMUYECKU 6e30NACHbIM, ecliu coONI00amMes OCHOBHbLE YCI08UA: MemOO 00ICeH CMamy
NOCMOSHHBIM U NPUBLIYHBIM 8 NPAKMUKE, 00JHCEH OblmMb 0becneuen be3ynpeyHvlil YX00 3a Kamemepo.
Kamemep ycmanasiusaemcs 6 ycnosusix OHegHO20 CMAyUOHApa Uil 6ble30HOU Opu2adoll Ha Oomy
[2,179,180,181,182].

Ilpogpune nayuenma, Komopomy modxicem npoeoOOUMbCA GHYMPUGEHHAA AHMUOAKMEPUATbHAA
mepanus 8 0OMAUIHUX YC108UAX

1. Onvim panee npo8OOUMOLL 6HYMPUBEHHOL AHMUOAKMEPUATILHOU Mepanuu 8 YCI08UsAX CMAyUoOHapa
2. Ilayuenm, Hyscoarowulica 8 nposedeHuu niaHo8020 Kypca aHmubaKxmepualbHol mepanuu, uiu
umerowuti 0bocmpenue XpOHU4ecko20 OPOHXO0Ie204YH020 npoyecca, He MmpeoyIouuLl KpyeioCymouHo2o
HabM0O0eHUss MeOUYUHCKUM CNeyUudaIucmom, 6 mMOoM 4Yucle NAYUeHmsvl C MANCENbIM MmedeHuem
3a601e8aHUs 8 CMAOUILHOM COCMOSHUU, NOAYYalowue Ha OOMY KUcIopooomepanuro (obecneyeHvl

KOHYEeHmpamopom KUciopood, annapamypou 0 HeUHEA3UBHOU GeHMUNAYUU 1e2KUX)
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3. Tlonoowcumenvrnoe omuowenue nayuenma u 4Yji€eHo6 cembUu K npoeedeHu}o 6Hympu6€HHOIZ
aHmu6aKmepua/sz0L7 mepanuu, omcymcmeue HeepoIo0cUYECKUX U NCUXOCEHHbIX HapymeHuiZ, Komopble

Mo2cym npensimcmeoeantb 6€3OI’ZCZCHOM)/ l’lpO@@d@HUiO JNleyeHUs 8 OOMAUHUX yciaosusix

Ycnosua, neobxooumeie 0na nauana mepanuu ¢ 0oOMawiHUX yca06uUAX:
1. Yooenemsopumenvuvie canumapHule yC108Us npOHCUBAHUS CEMblUL

2. CnocobrHocmv nayuenma uiu e20 pOOCMBEHHUKO8 K O00VHeHUlo npasuiam yxood 3a
Kamemepom/nopm-cucmemot, NpoxoxtcoeHue obyyeHus NpaKmudecKkum HasblKam,

3. Komnnaenmnocms cembu NO BbINOJHEHUN) PEKOMEHOAYUU 8pada 3a npeovlOyWull nepuoo
Haobn00eHus;

4. Ilpedsapumenvhuviti OcCMOMpP CHEYUATUCOM NO MYKOBUCYUOO3Y 6 YCIOBUAX MEOUYUHCKO2O
yupeoicOeHuUs, nepgoe 88edeHue aHmubakmepuaibHo2o npenapama/npenapamos 6 JIIY (cmayuonap
00H020 OHsl, OHEBHOU CMAYUOHAP), OYEHKA NePEHOCUMOCIU Mepanuu, 3a UCKTIOYeHueM C1yiaes, Ko2oa
Ve umeemcsi onvim npUMeHeHUss KOHKPemHo20 J1eKapCcmeenHo20 npenapama,

5. Iloonucanue ungopmuposanno2o coanacus nayueHmom/3aKkOHHbIMU NPeoCmasumenimu

(nodpobnas ungopmayus — ememoouteckux pexkomenoayusax « Opeanuzayus 6HYmMpuseHHoU mepanuu

nayueHmam c Mykoeucuu()osww 6 aM6yﬂam0prlx YCaosuAiAx»

3.1.3.2 AuTnOaKkTepuajbHas Tepanus NPy BbiCeBe METHIN/IJIMHYYBCTBUTEIbHOI0

Staphylococcus aureus (MSSA) v Haemophilus influenzae

e  PexomeH0BaHO MpH BbIOOpE aHTHOAKTEPUANIBHBIX IMpPErnapaToB AJS Tepanuu MaIleHTOB C
MYKOBHCIIU030M C BbICEBOM Staphylococcus aureus w Haemophilus influenzae npumensts JIC B
COOTBETCTBUU C UYBCTBUTEIBHOCTBHIO C IE€JIbI0 SpaJUMKAlUUA MPUYMHHOZHAYMMOTO BO30YyIUTENs
(mpemapartbl, TO3UPOBKH M KPAaTHOCTh BBEACHHMS, IIpeIcTaBlIeHbl B Tabiumax 10,11) [2].
(YYP-C,YIA-5).

Tadauua 10. AuTHOaKTEpUATBHBIE TPETIAPATH], IPUMEHSIEMbIC Y AIIMEHTOB C MYKOBHCLUI030M, IIPU
BBICEBE U3 MOKPOTHI/ OpoHXHaNIbHOTO cekpera Staphylococcus aureus (MSSA)

AHTHOAKTEPHATbHBII CyTtounsblie 10361 |[CyTO4HBIe 103bI (Crioco0 BBeaeHust |Kparnocrs
npenapar s aerei 151 B3POCJIbIX BBeJIeHUs
AMokcutmuH+[ KiraBymnano [60-90 mr/kr 1,5-2 r (pacuer no BHYTph 2-3

Bast kucioTta|** (cycmeH3us ((pacder mo AMOKCHITHIUTHHY )

U1l IpUeMa BHYTPb — AMOKCHIIMIUINHY)

[POTHBOIOKa3aHa JETsIM 110 3

MeCSIEB, TAOIETKH 90-120 mr/xr 3,6-4,8T B/B 3-4
HCIIeprupyeMble

[POTHUBOINOKA3aHBbI ACTAM IO

2 niet, TabJIeTKH, TOKPBITHIE

[JIEHOYHOH 000J04YKON
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POTUBOIIOKA3aHBI JICTSIM J10
12 et 1 ¢ MaccoH Tejla MeHee,
40 xr)

Oxcauuing**

200-300 mr/kr

4-12r

B/B

46

Ledanexkcun** (kancymsl
250 MI MPOTHBOIOKA3aHBI
mersM 1o 10 jeT, TabneTKu
250 MT — IPOTUBOMOKA3aHbI
neTsiM 110 7 Jet)

25-50-100 mr/kr

2-4r

BayTpb

3-4

Ledazomnu**

100-150 mr/kr

4-6 T

B/B

Ledypokcum**
(cycriensust mjisl mpueMa

BHYTPb — IIPOTUBOIIOKA3aHa
meTsM 110 3 Mec., TaOIeTKH —
TPOTUBOITOKA3AHBI JETSAM J0
3 11eT)

20 -30 mr/kr

05-1r

BnyTtpb

150-200Mr/xr

3-9r

B/B

LedTpruakcon**

50-80 Mr/kr

4

B/B

1-2

Ledermum**
(TIpOTUBOMIOKA3aH JIETSIM 110 2
MeC. JKU3HH)

100—-150 mr/xr

4-6 1

B/B

2-3

A3UTpOMUTTIH**

(Tabmerku 125 mr —
MMPOTHUBOITOKA3aHEI 110 3 JIET,
CYCIICH3US JIJISI TpreMa
BHYTPH — IPOTHBOIIOKa3aHa
meTsM 10 6 Mec.)

>6 mec.-10 mMr/kr

500 mr

BHyTpb

1
Kypc 7-10 nreit

Kraputpomutima**
(TabmeTkn —
MPOTHBOIOKA3aHBI JICTSIM JI0
12 ner)

15 mMr/kr

1r

BHyTpb

JxozaMuua**
(TIpOTHBOIIOKA3aHUE - TIPH
Macce Tenma 6osee 10 kr)

40—50 mr/kr

1-3r

BHYyTpB

2-3

Kotma namunmy * *

(p-p A B/B 11 B/M BBeIEHUS
[IPOTHUBOIIOKA3aH AETSAM J0 3
1eT, Karcysbl
MPOTHBOMOKA3aHBI JACTSIM JI0
8 JIeT ¢ Maccoit Tenma 10 25kT)

20-40 mr/kr

1,8-2,4r

BayTph

3-4

ersim crapiue 3x
iret 40Mr/KT

2,4-2,7T

B/B

3-4

Jlokcuiukma **
(MPOTHBOMOKA3aH ACTSIM 10 8
TeT)

Jlersm ¢ maccoi
mena MeHee 45 Kr B
[EepBBIM 1eHb
lteueHus 4 MI/kr, B
[TOCTIEAYIOIIHE JTHU
- 2-4 MI/KT.

JleTsam ¢ maccoit
rena Ooiee

45 Kr - KaK
B3pOCIBIM

1 neap-200 Mr
zateMm 100 Mr oauH
pa3 B CyTKH

BayTpB

1-2
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Ko-tpumokcason

orpum| **
(cycrieH3ust i mpruema
BHYTPH — IPOTHBOIIOKa3aHa

[IPOTHUBOIIOKA3aHbI JICTSIM JI0
3 jer, pacTBOp It UHPY3UH
MIPOTUBOIIOKA3aH JAETAM J0 3
meT)

6-10 MI/KT o

[Cynbdpamerokcazon+TpuMer TpuMeTONpUMY

[IpU TSKEIIOU
MHpEKIHH
BO3MOXXHO

neTsiM 10 6 Helelb, TaOJIEeTKY [yBETUYCHUE J103bI

Ha 50%

320 Mr o
TPUMETOIPUMY

BHyTpb
B/B

Tuamdennkosia rIUIUHAT
ALIETUIICTENHAT

250 mr (B mepBbIe
2-3 mHSA JIeYeHUs
1032 MOXKET OBITh
yBeITMUeHA B 2
aza)

500mr

(B mepBbIe 2-3 nHA
neyeHust 103a
MOYKET OBITh

yBEIHYEHa B 2 pasa)

Muramsiun

Tabamnua 11. AuTuGakTepuanbHble MpenapaThl, IPUMEHSIEMbIE Y MallMeHTOB ¢ MyKOBUCLIHUI030M, IIPU
BBICEBE M3 MOKPOTHI/OpOHXHAIBHOTO cekpera Haemophilus influenzae

AHTHOMOTHK

CyTouHbIE 103bI
InJIg perei

CyToYHbIE 103bI
IJIsE B3POCJIBIX

Cnoco0 BBeaeHHAA

KparHoctb
BBEJICHUSA

AMOKCULIMJUIAH **

60-90 mr/kr

1,5-2r

BHyTpb

2-3

AMokcumiH+[ KimaBynan
oBast KHciora]**
(CycrieH3us ajis mpreMa
BHYTpb — IPOTHBOITOKA3aHa
eTsIM 10 3 MecsIIIEB,
TaOJICTKU AUCIIEPTUPYEMbIC
[IPOTHBOIOKA3aHbI ICTSIM I10
2 jer, TaOJIETKH, TTOKPHITHIE
IICHOYHOH 000JI0YKOM
[IPOTHBOIIOKA3aHbI ICTSIM 10
12 et 1 ¢ Maccoii Tena
meHee 40 kr)

60-90 mr/KT
(pacuer mo
AMOKCHITHJUTHHY)

1,5-2 r (pacder mmo
AMOKCHIIHJITHHY )

BHyTpb

2-3

90-120 mr/xr

3,6-4,8

B/B

3-4

Ledypoxcum™**
(cycrensus sl mpreMa

BHYTPH — IPOTHBOMOKAa3aHa
TeTsIM 110 3 MecC., TaOJIETKH —
MPOTHBOMOKA3aHBI JACTSIM JI0
3 1eT)

20 -30 mMr/kr

05-1r

BHyTpB

150- 200Mmr/kT

3-9r

B/B

Ledukcum

(cycreHsus s mpreMa
BHYTpb — IIPOTUBOIIOKA3aHa
teTsiM 10 6 MeCSIIIEB,
TaOJIETKU AUCTIEPTHPYeMbIe
[TPOTHUBOIIOKA3aHEI IETSIM C
Maccou Tena J0 25 KT,
TaOJIETKH, TIOKPBITHIE
IUIEHOYHOM 000JI0YKOH 1
KarcCyJbl MPOTHBOIIOKA3aHBI
metsim o 12 ser)

SMI/KI

400 mT

BHyTpB

1-2

Ledrpuakcon™*

50-80 mr/kr

B/B

Ledorakcum™**

100-150 mr/kr

2-8T

B/B

-4
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Ledemum** /letu c maccoit 4-6 T B/B 2-3
(TpoTuBOMOKa3aH AeTsIM 10 [reaa<40xr
2 Mec. )KHM3HN) 100—-150 mr/xr;

JleTstm ¢ maccoi

rema >40 kr — 4-6r—
JlOKCHITMKITHH** [eru ¢ maccoii Tena |l aeap-200 Mr BHyTpb 1-2
(TIpoTUBOMOKa3aH AeTsIM 10 |10 45 kr B iepBbiii  ateM 100 Mr oguH
8 jer) eHb - 4 MI/KT, B [pa3 B CYTKH

MOCJISIYIOIINE THU

- 2-4 MI/KT.

JleTstm ¢ maccoi

resa boiee

45 Kr - KaK

B3POCIIBIM
Tuampenukona rmuuHat — [S00 -1000 mr 1000Mr uaransaiun 2
ALETHIIMCTENHAT

3.1.3.3 AuTudakrepuajbHas Tepanusi npu MRSA (MeTUIUIIJIMHPEe3UCTEH THBII

CTaPWIOKOKK) - HH(peKunu

e [Ipu nepBuuHoM BbiceBe MRSA y cTaOWIbHBIX MallMEHTOB (BHE OOOCTPEHHS XPOHUYECKOTO
BOCIAIUTEIBHOTO MPOIIecca) B KauecTBE NMEPBOM JTMHUK Tepanuy IpU OTCYTCTBUU MPOTUBOMOKA3aHHIMA
pEeKOMeHAyeTCsl Ha3HaYeHHe ABYX aHTHOAKTepUabHBIX MpErnapaToB per os B TeueHue 1-3 mecsies,
yarie 3TO KOMOHWHAIHS pudammumHa™** c (%3701 (0):10)7¢ KHCJIOTOM WA
Cynbdamerokcazon+Tpumeronpum™* (tadmn.12) [2,22].

(YYP-C,YIA-5).

KommenTapum:
oV nayuenmos cmapwe 12 nem pugpamnuyun** mooncem couemamvcsi ¢ OOKCUYUKAUHOM **

(#munoyuxnunom) ons npuéma per os (maon.12). Jonyckaemcs monomepanus OOKCUYUKIUHOM ** unu
Cyavghamemoxcazonom~+Tpumemonpum™**  (mabn.12) [6, 7]. Heobxooumo  nomuums o
2enamomoKCULHOCMU NPenapamos.

o Bosmooicnoii  anemepnamueou  aensemcsa  ucnonvioeanue #Heankomuyuna** 6 gopme ona
UHBEKYUOHHO2O NPUMEHEHUS UHSATIIYUOHHO (NPUMEHEHUE GHE 3apecUuCmpupO8aHHbIX 8 UHCMPYKYUU
JIEKAPCMBEHHO20 CPeOCmBa NOKA3AHULL OCYUeCMEIAemcsi N0 PEeueHuio 8pavyeOHol KOMUCCUU, C
paspeuwtenusi JIOKAnbHO20 SMUYECKO20 KOMUMema MeOUYUHCKOU opeanu3ayuu (npu Hawuduu), ¢
yenoguem NoONUCAHHO20 UHDOPMUPOBAHHO20 co2lacusi pooumenell (3aKOHHO20 npedcmasumens) u
nayuenma 6 eospacme cmapuie 15 nem) ¢ meuenue 3-4 neoenwv [162,163,168,169,170,183,184] (maba.
12).

© C yuemom 3Hanuti 0 mecmax 803moxcHou xonronusayuu MRSA, napannienvHo, 00HO8peMEHHO C
HA4anom 3paoukayuoHHoOU mepanuu, Heobxoouma oo6padbomKa KoX4cu, NOIOCMU HOCA U POMO2IOMKU
AHMUCENMUKAMU, 4 MAKIHCe Oe3UHPDEKYUSL OKPYICatoueli cpeobl:
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1) suoonazanvno mynupoyun 2% 2 pasza 6 Oenwb + 0Opabomra KodicU BOOHbLIM PACMBOPOM
xnopeexcuouna** 0,5% 6 meuenue 5 ouell;

3) nonockanue norocmu pma 0,5% 600HbIM pacmeopom xaopeekcuouna ** ¢ meuenue 2-x Heoenv,

4) ecenepanvHasn YOOpKa HCuno2o NOMeujetusl;

5) exceonesnas cmena HamenbHO2O Oelbsl 6 meueHue 5 OHell;

6) cmupka nocmenvbHblX NPUHAOLEHCHOCMEL, Oelbsl, NOJOMEHeY 8 PedtCUMe BblCOKOU mMeMnepamypol
edHCeHe0eIbHO 8 MeYeHUe Ce20 Nepuooa l1edeHus;

7) nocie uHuyuayuu JeyeHusi HeoOX00uMa CMeHa 3YOHbIX WeEemOK, pacdecox, UWAPUKOBbIX
0e3000panmos, 2yOHoU NoMaowl;

8) 6ce unemvt cemvu, a maxdxce OOMAUIHUE HCUBOMHbIE OOJHCHBI ObIMb 00CIE008aAHbI U, 8 Clyyae
uoenmuguxayuu MRSA, canuposanul.

e [Ipu mepBuuHoM BbiceBe MRSA y HecTaOWIBHBIX MAIMEHTOB (TIpU OOOCTPEHUU XPOHHYECKOTO
BOCITAJIUTEIHFHOTO MPOIIecca), PeKOMEHIYETCsI TIPOBECHIE BHYTPHBECHHOW HITH TIEPOPATLHOM TepaIiu
B T€UCHHE 2-X HEJIENb JIMHE30JIUIOM* * MM TeHKOIUTAHWHOM, IIPOYNMHU aHTHOMOTHKAMH, aKTHBHBIMU B
oTHomenun MRSA (tabn.12) [2,163,183,184,185].

(YYP-C, YA -5).

KommenTapuu: V nayuenmos ¢ uacmoimu obocmpenusamu npu xponuueckom unguyuposarnuu MRSA
B03MOJHCHO UCNONb30BAHUE UH2ANAYUL HeaHKoMuyuHa™*™* 6 ¢popme 018 UHBEKYUOHHO20 NPUMEHEHUs &
HenpepwvieHom pedicume (maobn.12) [183,184].

Tabamua 12. AHTuGaKTpUaIbHBIEC MpenapaThl, IPUMEHSEMbIE Y MAlIUEHTOB ¢ MyKOBUCIUI030M, IIPU
BBICEBE M3 MOKPOTHI/OpPOHXMAIBHOIO CEKpeTa METHIMIUTUHPE3UCTeHTHOro Staphylococcus aureus

(MRSA)'.

AHTHOAKTePUATBHBII Cyrtounas n03a niasi | CyrouHnasi no3a |Cnocod KpatHocTs

npenapar Hereit IS BBeJICHUS BBeE/eHUNA
B3POCJIbIX

Pudamrmurms ** 20 Mr/kr/cyT 600-1200 Mr  [BHYTpB 2

(B MOHOTepamuu  He

Ha3HAYaIo0T) (maxcumanbHo 600 Mr B

(mIpoTHBOTIOKA3aH  JIETSIM CYTKH)

mo 1 roma)

Ko-tpumokcason 6-10 Mr/KT/CYT IO 320 mr o BryTpb 2

[Cynbdamerokcazon+Tpu rpuMeTornpumy, TPUMETOIIPUMY B/B

MeTopuM | ** [IPH TsDKENONH WHEKITUU

(cycrieH3ust 1l IpHeMal BO3SMOXKHO yBEIHUYEHHE

BHYTPb — 10361 Ha 50%

MPOTHUBOINOKAa3aHa  AETSIM

no 6 Hexmenb, TaONETKH

[POTHUBOINOKA3aHbl  AETSIM

no 3 Jer, pacTtBOp IS

MH(Y3UH TPOTHBONOKA3aH

netsiM 1o 3 ner)

Dy3unoBast KHCI0Ta 40-60 Mr/kr 2250mr BHyTph 3
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(pOTHBOMOKA3aHa JCTSIM
o 3 ner)

#<1 roga: 15mr/kr 3 pasa
B JICHb

#(mo 3 met) 1-4 roga: 250
MT 3 pa3a B I€Hb

5-12 ner: 500 mr 3 paza B
MeHb

> 12 ner: 750 mr 3 paza B
MeHb

(TpoTHBOMOKA3aH ACTIM

2,4 mr/kr/cyTt

200 mr, ganee 100

60 muH.

K namuma** 20-40 mr/kr/cyt 1,8-2,4r BHyTpB 3-4
(mpoTHBOMOKa3aH  JETSIM 40mr/KT/CYT 1,8-2,7r B/B 3-4
o 3 ser)
JIOKCHIIMKITNH** [lersim ¢ Maccoli Tena 1 nens-200 mr  BHYTpB 1-2
(mpoTuBOmMOKa3aH jAeTsiMMeHee 45 Kr B nepBbiil  |3aTem 100 Mr omuH
o 8 Jer) neHb JeueHus 4 pa3 B CyTKH

MT/KT/CYT, B

MOCIIeAYIOIIHE THU - 2-4

MI/KT/CYT.

/lersam ¢ maccoii Tena

Oosee

45 Kr - KaK B3pOCIbIM

TurenukiIna** B Bo3pacre 8-11 et - HauaneHas no3a - |B/B B Teuenue 30- 2

VICT

MUH.)

o 8 yer) MaKCUMaJbHas 1032 - MT

100 mr

Hoza c 12 go 17 ner
cocrasysier 100 mr.

JInHaezomum™ * mo 12 met — 20-40 1200 mr BuyTps, B/B 3 — no 12 ner, 2 -
(TabnerupoBaHHbIC POPMBIMI/KI/CYT (MaKCHMAaJIbHO crapie 12
rpotuBorokazansl  AeTssM600 mr). Craprme 12 mer
mo 12 mer) - 1200 mr
Bankomurma** 40 mr/kr/cyT 21p B/B 2-4
#BaakoMumH** 250 mr 2 pa3a B aeHb. K 500 mr IMHTaIITnOHHO 2
(bopMBbI st OTMEpPEHHOM J103¢
MHBEKITTOHHOTO IMO00aBUTE XJIOpHIA
npuMeHenus)' Hatpus 0,9% mo 4 ML
TelikomIauuu >1 mecsma - 10Mr/kr 800 mr B/B 1-2

(maxkc. 400 M) BBOASATCS

3 1036l Kaxzable 12

HgacoB (Harpy3ouHas

mo3a). [locnenyromue 24

gaca 10 MI/kr (Makc.

400 Mr)

OJTHOKPATHO/CYT.
LedTaponuna ¢ocammr**2 mec-2 roma 24 Mr/kr. 600 mr B/B 2
(mporuBonokazan  aeTsaM/OT 2-128 mer 36 Mr/kr,
Mo 2 Mec) 12-18 ner 36 mr/kr. —

pazoBas no3a (PazoBas

032 He JT0JDKHA

mpesbimats 400 mr)
TenaBanumy** namueHTam ctapiue 18 (10 mr/kr B/B (He menee 60 |1
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Tlpumeuanus:

# - npumeneHue 1eKAPCMEEHHOLO NPENApama GHe 3apeSuCMpUpOSaAHHbIX 8 UHCMPYKYUU JeKAPCMEEHHO20 CPeoCcmed
NOKA3GHULL OCYUeCBIACTC N0 PEUeHulo epayeOHoll KoMuccuy, ¢ paspewenuss JIoKampHo2o 3muieckozo Komumema
MeOUYUHCKOU Opeanu3ayul (Rpu HAIUYULL), ¢ YCa08uem ROONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUA pooumerell (3aKOHHO20
npedcmasumelis) u pebenka 6 gospacme cmapute 15 nem.

I [89,162,163,168,169,170,183,184].

Onuodemuonocuueckue ucciredoganus Odemoncmpupyrom, umo MRSA accoyuupyemcsa co
CHUICEHHOU 16204HOU pyHKYuell, OoabuLell NOMpeOHOCMbIO 8 MeOUKAMEHMO3HOU mepanuu u Xyouiel
gvlocugaemocmoio. [l spaouxayuu 6030youmens UCHOLb3YIOM OOCMAMOYHO ACPeCCUBHble CXeMbl
Jleyenus.

3.1.3.4 AuTnéakTepuaabHas Tepanus NpU BbISBJIEHUH B MOKPOTe/OPOHXHAIBLHOM CeKpeTe
P.aeruginosa

o PekoMeHIyeTcst 0 THOBpeMEHHOE Ha3HaUYeHHE 2—3 MPOTHUBOMUKPOOHBIX MPEMapaTOB U3 Pa3HBIX
TPYII, YTO TMPEIOTBpalacT Pa3BUTHE YCTOWYMBOCTH P.aeruginosa W CHOCOOCTBYET TOCTHXKEHUIO
MaKCUMaJIbHOTO KIMHUYECKOTO Y dekra (dpaaukanuu P. aeruginosa) (tabmn.13) [2,6,22,158,159,160,
186,187].
YYP-C, VIO -5).
KomMeHTapuu: naubonee uacmo npumeHsaom KOMOUHAYUY AMUHOTIUKO3UOO8 C yeghanocnopunamu 3—
4 nokonenus (mab6ba.l13). Llenecoobpaszno nepuoouyecku MeHamMb KOMOUHAYUU AHMUOUOMUKOS,
aghgpexmuenvix 6 omuouleHuu curecHotHou nanouxku. Credyem NOMHUMbB, YMO J1abOOpamopHoe
onpeoeyieHue Yy8CMEUMENbHOCMU MUKPOOP2AHUBMA K AHMUOUOMUKAM He 6ce20d NOIHOCHbIO
cognaoaem ¢ KIUHUYECKUM OMBemoM HA NPO8OOUMYI0 Mepanuo

B mascenvix cnyuasx, npu HecmabuibHoM coOCmMosHUU, OONYCKAEMCsl HenpepbléHoe NPUMEHeHUe
npenapama [188].

Pewenue o nasnauenuu neszapecucmpupo8aHHbviX Npenapamos no HCUZHEHHLIM NOKA3AHUAM
NPUHUMAEMC  KOHCUMUYMOM — (hedepanbHOl — MeOUYUHCKOU — Opeausayuu, 6603 npenapama
ocywecmensaemcs 6 COOmeemcmsuu ¢ 3aKOHOOamenbHOU 60a3ou 01 obecneyeHus NAYUeHmos
HezapecucmpuposanHviMu 6 Pd nexkapcmeennvimu npenapamamu no HCUSHEHHLIM NOKA3AHUAM
(IIpuxaz Munucmepcmea 30pagooxpaneHus u coyuanbHo2o pazeumus Poccutickoii @edepayuu «O
nopsioKe NpuUMeHeHUsl 1eKapCMEEeHHbIX Cpeocma Y NAYUeHmos Nno IHCUSHEHHbIM NOKA3anuim» om 9

agzycma 2005 2. Ne 494).

Taoauna 13. AnTrOakTepranbHble Mpenaparhl, IPUMEHsIeMble Yy MAIUEeHTOB C MyKOBUCIUA030M, IIPU
BBICEBE U3 MOKPOTBI/OPOHXUAIBHOTO ceKkpeTa P. aeruginosa.

AHTHOaKTepHANbHBI  |CyTo4yHas qo3a iA|/CyTouHble 10361 |(Cnioco0 BBegeHusi KpaTHocTh
npenapar nereii 151 B3POCJIbIX BBeeHHUs
IAMUKaLH** 20-30Mr/kr 700 — 1500 r B/B 1
[erTamunua** 10 mr/kr 10 mr/kr B/B 1

#<1 mec. 30 mr/kr; [1,5T BayTpB 2
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[Hunpodnokcarua™*
(MIpOTHBOMNOKA3aH JIETAM C

>1 mec. 40 Mr/kr
(750 mr - maxkc.)

MYKOBHCLIMJIO30M 110 5 10 mr/xr 800 Mr B/B 2

er)

#JleBodokcanmu ** 1620 mr/kr 500-1000 mr/cytr  |BHYTpB 1-2

(npotuBonokasaH a0 18 1620 mr/kr 1000 mr B/B

meT)

Ledraszumum 150 — 250 Mr/kr 6-9 B/B 2-3

Ledermum** 100-150 mr/xr 4-6 T B/B 2-3

(TpOTHUBOMOKA3aH JIETIM

10 2 Mec. JKHU3HH)

Ledpenumt|{cynpbakram] |c 2 mecsiies - 50-80 4 r B/B 2-3

(TPOTUBOIIOKA3aH JETSIM  [MI/KT

M0 2 Mec. JKHU3HHN)

LedTazuaum + o 18 et He 750/1500 mr B/B 3

[aBuOakTam] ** MIPUMEHSICTCS

LedTonozan + #90-120 mr/kr Or B/B 3 (B cityuae, eciu

[Tazobakram]** MIIK s
P.aerugenosa paBHa
vn Goree 2 Mr/i -
30-40 mr/kr (110
tedTono3any) 4
BBEJICHUS B CYTKU
(kKaxapIe 6 9acoB))

[Mumepanumma+ 270-360 mr/kr 1351 B/B 3-4

[TazobakTam]

(TIpOTUBOTIOKA3aH JICTSIM

o 2 jer)

[edonepazon+[Cynpoakr {150-200 Mr/kr 8 T B/B 2

an]**

A3TpeoHam 150-250 mr/kr 8 T B/B 4

(TIpOoTHBOMOKA3aH 110

Bo3pacTta 9 mec.)

Nmumnenem+ 50 — 100 mr/kr o 2-4 T B/B 3-4

[{unacratun** NMUIICHEMY

(TIpOTHBOTIOKA3aH JIETSIM

M0 3 Mec. KH3HH)

Mepomnenem 60-120 Mr/kr 3-6T B/B 3

(MPOTHBOMOKA3aH ACTSIM

10 3 Mec. JKH3HH)

lopunenem o 18 ner He 3000 mr B/B 3

[TPUMEHSICTCSI

¢)OC(1)0MI/ILII/IH** 0,2 — 0,4 r/xr 10-12r B/B 3-4

(POTHBOIOKA3aH ACTIM

o 12 mer)

ITpumevanus:
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*TIpumenenue nexapcmeeno2o npenapama y 0emeii 6He 3apeucmpupoSantbix € UHCMPYKYUU 1eKaPCMEEHHO20 CPedCcmed
NOKA3aHULL OCYWECMBISAEMCsl N0 PeueHuio 8pavedHoll Komuccuu, ¢ paspewenus JIOKarbHo2o 3muueckoeo Komumemad
MEOUYUHCKOU OpeaHu3ayuy (Mpu HAmuyuu) npu HAIuduu nOONUCAHHO20 UHQOPMUPOBAHHO20 CO2AACUs pooumerell
(3axoHH020 npedcmagumens) u pebenka é o3pacme cmapuie 15 nem

Tpu nanuuuu meOuyuHCKUX NOKA3aHUU (N0 HCUSHEHHBIM NOKA3AHUSIM, GKIIOUAS UHOUBUOYANILYIO HENePeHOCUMOCHb, dalee —
MO  JCUBHEHHbIM NOKA3AHUAM) NO PEeueHulo 6paveOHOl KOMUCCUU OCYUeCMEISemcs: HA3HauyeHue JIeKapCmeeHHbIX
npenapamos He no MexcOyHapoOHOMY HENAHMEHMOBANHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOBAHUIO (uacmb 15
cmamou 37 Dedepanvrozo 3axona om 21.11 2011 Ne 323-@3 «O06 ocrosax oxpanvl 300pogbs epaxcoan Poccuiickot
Dedepayuuy u nynkm 6 Ilopsoka Ha3Hayenusi JIeKAPCMBEHHbIX NPenapamos, Gopm peyenmypuvix OIAHKOS Ha
JleKapcmeeHHble npenapanmol, Nopsaoka 0QopmaeHuUst YKA3AHHbIX OIAHKOS, UX YUema U XPaHeHUsl, YIMBEPAHCOCHHO20 NPUKAZOM
Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue épaueb6HOU KOMUCCUU OQDOPMIACMCS NPOMOKOIOM U BHOCUMCS 6
MEOUYUHCKYIO OOKYMEHMAYUIo nayueHma.

Pewenue o nasnavenuu nezapecucmpupo8anHbix Npenapamos no HCUHEHHbIM NOKA3AHUSAM NPUHUMAEHICS KOHCUTIUYMOM
hedepanbHoli MeOUYUHCKOT Opeanu3ayuLl; 6603 NPEeNapama OCyWecmeansencs 8 COOmEemcmeull ¢ 3aKOH00amenbHol 6azou
0715 obecneyenus RAYUEeHMO8 He3apesucmpuposanHvimu 6 P® nexapcmeennvimu npenapamamu no JICUHEHHbIM ROKA3AHUAM
(Ilpuxaz Munucmepcmea 30pasooxpaneHus u coyuarvHozo pazsumusi Poccutickoi @edepayuu «O nopsioke npumeHeHus.
JIEKAPCMEEHHBIX CPEOCME Y OOJIbHbIX NO HCUZHEHHBIM noKasanusmy» om 9 aszycma 2005 2. Ne 494).

. PekoMeHyeTcsl MpoBeieHne MPOQPIIAKTUYSCKUX KYPCOB aHTHOAKTCPUATBHOW TEeparuu IpH
XPOHUYECKOW KOJIOHW3AIMU HIDKHUX JBIXaTeIbHBIX IyTed P. aeruginosa, Ui yBEITUYCHHS
MPOIOJDKUTEIILHOCTH KU3HU ManueHToB [2,89,163,184,185].

YYP-C, Y10 -5).

KomMmeHTapuii:  credyem  nomHums,  4mo  npogeoeHue  NPOPUIAKMUYECKUX  KYPCO8
AHMUOAKMEPUATbHOU Mepanuu  NpaKmuyecku He CKA3vl8aemcs Ha YCMOUYUBOCU UMAMMO8
MUKPOOP2AHUZMOB MONbKO NPU CB0EBPEMEHHOL CMEHe NPUMEHEMbIX Npenapamos.

Ipu wacmoix obocmpenusx uH@eKYUuoOHHO-80CNAIUMENLHO20 NPOYecca 8 OPOHXOIE20UHOU cucmeme
cnedyem yg8eaudusams NPoOONCUMENbHOCMb KYPCO8 aHmMubaKxmepuaibHol mepanuu 00 3 Heoelb U
bonee, UCNOIBL308AMb BHYMPUBEHHBIU CNOCOO 88€0eHUsL U /UNU COKPALYAMb UHMEPBAIbl MeHCOY KypCamu
wunu  medxcoy Kypcamu 6/6 mepanuu  npumeHsmo  yunpoguroxcayun** 6  mabremxax.
Lunpogrnoxkcayun** npumensemcs makice npu Kaxicoou OCMpol pecnupamopHol uHgexyuu u
obocmpeHnuu OpoHxone2ouno2o npoyecca neekou cmenenu)[1,6,38,158,161,163,189,190]. V oemeii
maadute 5 Jjem HasHauamov yunpoguoxcayurn™** no pewienuro 6pauedbHO20 KOHCUTUYMA B8UOY
omcymemeus arbmepuamugrno2o ABII.

Crparerusi anTuOnorukorepanuu P. aeruginosa napexuuun npu MB

Jdpapukanus Pseudomonas aeruginosa npu NneppU4HOM BbICeBe
o [Ipn oTcyTcTBHM y MalMeHTa KIWHUYECKH 3HAYMMBIX PECIUPATOPHBIX CHUMOTOMOB, MpPH
MUHUMAJbHBIX CTPYKTYPHBIX U3MEHEHHSIX B JIETKUX U MPHU YCIOBUH MPOBEICHUS 0AaKTEPHOJIOTHIECKOTO
MOHHUTOpDHHTa He pexe 4-X pa3 B TOJ PEKOMEHIYeTCs MPOBEACHHE OJHOTO M3 2-X PEeXKHUMOB
aHTHOaKTepUaIbHOW  Tepamuu ¢ IeNbl0  dpagukanuu  P.  aeruginosa Jns  yBeJIWMYEHUs
MPOJIOJKUTENFHOCTH JKU3HU M TPO(UIAKTUKYA CHUXKEHHUS (DYHKIIMH JIETKHX JUIsI BCEX BO3PAacTOB

nmanuenToB [10, 11, 31]:
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- uHTaIsIMK ToopamunrHa®* B Buze pactsopa 300 Mr x 2 pa3a B ICHb WM B BUJE KAIICYJ C TIOPOIIKOM
JUTst MHTraIsui (00e JiekapcTBeHHBIe (POPMBI IPOTUBOTIOKA3aHBI IS AeTe 10 6 er) 112 mr x 2 pa3a B
JneHb B TeueHue 28 muer [1,2,6,22,158,159,160] (YYP — A, Y/l — 2), BO3MOXHA KOMOWHAIUS C
rumpodaokcarmHOM** (Ta6:1.13) B Tewenne 3-x Henens [1,2,22,89,158,159,160,163,185].
YYP-A, YA -2).

WIn
- KOMOMHAIMS UHTATAIUOHHOTO KosmcTuMeTata Hatpus™* (1min. EJ] x 2 pa3a B neHb y neteii muiajme
8-10 net, 2 maH. EJl x 2 pa3a B neHp y nauuentoB 8-10 net u crapuie) (st aeredt miaame 6 et
Ha3HayaTh [0 PEIIECHUI0 BpaueOHOro KoHcuiauyma) [163] B TeueHue 3-X MecslleB B COYETaHHU C
uumnpodaokcarmHoM** (tabn.13) per os u3 pacuera 30-40 Mr/kr/cyTku B 1Ba mpuémMa B T€UEHHE OT 3
HEeJeNb 10 3-X MECAIIeB B 3aBUCUMOCTH OT Bo3pacrta [2,22,163,185].
YYP-C, VIO -5).
KommenTapuu: 6 nacmoswee 6pemsa 6esonacnocmv U 9QhdekmueHocmy  UHSANAYUOHHO2O
mobpamuyuna™* ookazana y oemeti ¢ 6 mecaunoeo éospacma [191].
B cnyuae ucnonv3osanus uHeanAyuoHHO20 AHMUOUOMUKA 6Nepabvle, Nepedas UH2ANAYUS OO0NHNCHA
npoeooUmvCsi N0 8padebnvim Haobarwoenuem. Ilpu naruuuu senenutt Oponxocnasma 3a 10-15 munym oo
uHeanayuu criedyem UCnoib308ams OPOHXOIUMUKU.
Yepez 7 — 14 Ouetl nocie oKoHuaHus Kypca aHmMuOAKmepuailbHol mepanuu HeobdXooumo nposecmu
baxkmepuonocuyeckoe UuUcciedo8anue Mokpomul (21y60xkoeo opoghapuneeanvnoco maszka [163]) ons
oyenku 3pgdexmusHocmu spaduxayuorrou mepanuu [2].
YV cmabunvnuix  nayuenmos ¢ Oonee  madcénvim - 3abonesaHuem  aéeKux — (npu  Hauduu
chopmuposasuiuxcs 6POHX0IKMA308, amMeleKmasax, HUsKUMU QYHKYUOHATIbHbIMU NOKA3AMeniamu), 8
OMCYmcmasuu O0JIHCHO20 bAKmMepuoIo2uiecko2o KOHmpoas (pesce, yem 1 pasz 6 3 mecaya) 603MOHCHO
uHUYUUpyowee oaumenbHoe NpUMeHeHue UHSAIAYUL MOOPaAMUYUHA 8 HeNnpepbl8HOM pedicume 00 3-6
Mecayes (no pewenuto nedaweeo epada) [163]. Bozmooicno dobaenenue k mepanuu nepopanrbHO20
yunpodghrokcayuna 6 meuenue 3-4 nedenw [2].
. [Ipn HaNMWYMKM KIMHUYECKU 3HAYMMBIX PECHUPATOPHBIX CUMITOMOB, MPU3HAKOB 0OOCTPEHHUS
OpOHXOJIETOYHOrO MpoIlecca, Y HEKOMIUIAGHTHIX MAaIlMEeHTOB PEKOMEHJIOBAH BYXHEIEIbHBIH Kypc
BHYTPUBEHHON KOMOMHHPOBAHHOM (7[Ba MpenapaTa) aHTUCHHETHOWHOM Tepanuy C LENbI0 dpaTKaIluu
Bo3OymuTens [89,163,185,190].
(YYP -C, YI-5).
KommenTapuu: npeonoumenue omoaémcsa xombunayuu yegpmazuouma™* ¢ amunoznuxozuoamu
(moopamuyun** unu amuxayun™*). B cnyuae couemanus P. aeruginosa co S. aureus pexomernoyemcs

KoMOuHayus meponerema** ¢ moopamyurnom™* unu amuxayunom™* (maoén. 13) [89].
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Konmponws s¢pgpexmuenocmu maxarce noxkasan uepes 7-14 oneii nocie okoHuaHus mepanuu.
NuTepMuTTHpPYIOIIAA U XpOHMYeCcKasa nHpekunu P. aeruginosa

Ilpu unmepmummupyroweti ungexyuu P. aeruginosa 603modcHocmb camayuu MOKpPOMbl
nayuenmos ¢ MB 3nauumenvno eviuie, 4em npu XpoHuyeckou. B muozonemnux uccinedoeanusix
NOKA3aHO, 4MO AKMUBHAS AHMUMUKPOOHAS mepanusi no360jsem Hnpedynpeoums Uiy Omcpoyums
paszsumue xponuueckou P. aeruginosa unghexyuu 6onee uwem y 80% nayuenmos ¢ MB.

e PexomennoBaHo, ecnu  dpagukauus  P.aeruginosa  1ocie  IPOBEIEHHOIO  Kypca
AHTUOMOTUKOTEPANIUM y TAIlME€HTa C MYKOBHUCIIMI030M HE MPOM3OILIAa W Yy MalMeHTa pa3BHIIACh
XpOHUYECKasi CHHETHOWHass MH(EKIHs, Ha3HAYCHUE WHTASIIMOHHOW MPOTHBOCUHETHOWHOM Tepamnuu
(ToOpamutue™* (Karcysbl ¢ MOPOIIKOM JJISi MHT SN, paCTBOP YISl MHTAISIINN ) WM KOJTUCTUMETAT
HaTpus (pacTBOp IS MHTasIuiA)) (Tadmn. 14) [289].

YYP-C, VIO -5).

KommenTapuu: nozeonsem ymenvuiums puck paszeumus obocmpenuii OPOHX0Ne204H020 npoyeccd,
cmenenb 8blpa*CeHHOCMU PeCNUPAmopHbIX NPOSIGNIEHUN, COKPAMUmMs YUCio Kypcos mabiemuposaHHoll
UMY BHYMPUBEHHOU AHMUOAKMEPUATbHOU Mepnu U VIYY4uums noKazamenu @OYHKYUU 6HeuHe20
ovixanus [2,89].

Taboauna 14. Cxema aHTHOAKTEPUAIBHON TepaNuu MPU XPOHUIECKON CHHErHOWHON MH(EKITNH

[2,22,190].

WNuransmuu Tobpamunmaa™* B pactBope mis uaransiui 300 mr wm ToOpamuninaa™** B karcynax ¢
MTOPOIITKOM JUTSI HHTAISAKN - 112 Mr (4 Karcysibl) 1BaK/Ibl B CYTKH HHTEPMHUTTHPYIOITUMHU Kypcamu 28
JTHEN puema, 28 AHeH nmepepsiB, BCETo 6 KypcoB B 1oJ1 (00€ JiekapCcTBEHHBIEC (POPMBI
MIPOTUBOIOKA3aHbI JETIM JI0 6 JIeT)

HJIN

pactBop i wHramsanuii Komuctumerar nHatpus™* 1-4 mun. EJI/24 vac moCTOSIHHO WM JIpyrow
AHTUOMOTHK B HMHTAJSAIUSAX IMOCTOSHHO BCEM JIETSIM C XPOHHYECKOW KOJIOHM3AlMel CHHETHOMHOM
Najxoyky (MPOTUBOIIOKA3aH JIETSIM JI0 6 JIeT)

VY manueHToB ¢ MPOTPECCUPYIONIUM CHIKEHHEM (PYHKIIMU JETKUX U YaCThIX 000CTPEHHSIX, a TAKXKe MPU
HeZ0CTaTOYHOM 3(h(eKTe OT UHTATALMOHHON aHTHOAKTEpUAIbLHOM Tepanui OCHOBHOM peXUM Teparnuu
BKJIIOUAET: 2-X HEJEJIbHBIN KypC BHYTPUBEHHOW aHTUMUKPOOHOM Tepamnuu Kaxkapie 3 Mecsia

Lpenapamul 0ns enympusennozo ssedenus: Toopamuuua** 10 mr/kr wim Amukanua™* 20 mr/kr 1pas
B AeHb 1iu ToOpamurua** 10-12 Mr/kr B IeHb (JI0 JOCTHXKEHHS B CBIBOPOTKE KPOBU KOHLIEHTpAIUH 1-
2mkr/mn) Hledrazuaum™** 150-200 mr/kr B neHs B/Buau + Mepomnenem™** 60-120mr/kr/244ac B/B unun
+ Apyroit aHTHOMOTHUK, AKTUBHBIM IPOTUB CUHETHOIHOM nanouku. [Tpu knuHUYecKkoil HeCTaOUIBHOCTH,
B T.4., IpU MPHUCOECTUHEHUH OCTPOIl pecnupaTopHOil MH(MEKUUU: yBeTUUYEHUE MPOJ0JIKUTEIBHOCTU
KypCOB B/B aHTHOAKTEpHaJIbHOW Tepanuu 10 3 Hel. W/WIM COKpaIlleHne HHTEPBAIOB MEXy KypCaMH,
u/unu npueM Llunpodnokcanuna**/#Odnokcanuua*™* 20-40Mr/Kr/cyTku BHYTpb MEXIY KypcaMu B/B
aHTHOAKTepHAbHOW Tepamnuy, a TakXKe HEeMpepblBHAs MHTAISALMOHHAS aHTUOAKTEepHUaJbHAs TEpaIHs
kypcamu ToOpamunnna** u Konuctumerara Hatpus™* (o0e iekapcTBeHHbIE (POPMBI TPOTHBONIOKA3aHbI
JeTsM 10 6 JeT)

[Ipumeuanue:
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# IpUMEHeHHe y JeTel JeKapCTBEHHOr o IperapaTa BHE 3apErHCTPUPOBAHHBIX B HHCTPYKIIMH JIEKAPCTBEHHOTO CPEACTBA
MOKA3aHUH OCYIIECTBISIETCSl 110 PEUICHUIO BpaueOHOM KOMHCCHH, ¢ paspenieHus JIOKaabHOrO 3THYECKOIO KOMHUTETa
MEIMIMHCKON opraHu3anuy (MpH HAJMYHH), C YCIOBHEM IIOJIIHMCAaHHOTO WH(OPMHPOBAHHOIO COIJIACHS POIUTENEH
(3aKOHHOT'0 TIPEICTABUTEINS) U peOeHKa B Bo3pacTe crapiue 15 ner;

Tobpamurua** (pactBop mis MHramsnuii), ToOpamMuIHE** (Kamcyinbl ¢ TOPOIIKOM Juis MHTajsinuii), Komucrumerar
HaTpus (pacTBOP VISl HHTAJISLNNA) -IPOTHBOIIOKA3aHbI JETSIM 10 6 JIeT);

OdrokcanyH — MPOTHBOIIOKA3aH AeTsM (o 18 1er);

[porusBonokazanus st octanbHbIX JIC — cM. Tabmn.13.

3.1.3.5 AuTnéakTepuaabHas Tepanus NpU BbiceBe U3 MOKPOTHI/OPOHXHAJIBHOIO CeKpeTa
Burkholderia cepacia complex

O0mme npaBuJIa aHTUMMKPOOHOI Tepanum:

J Pekomennyercs npu uHuuupoBanuu Burkholderia cepacia complex HemeaneHHas
aHTHOaKTEepUaTbHAs TEPAUUs BCIEIACTBUE €€ BEICOKOU BUpysneHTHoctH [1,2,89,163,184,185,192,193].
YYP-C, Y1 -5).
KommenTapmii: unguyuposanue Burkholderia cepacia complex oocmogepno yxyowaem KiuHuueckoe
cocmosnue nayuenma u npoeHo3. Ecms omoenvHbie coobujenus 00 ycneuHou 3paoukayus HeKOmopbix
usonamos Burkholderia cepacia complex ¢ npumenenuem panneii azpeccunoi aHMuUOAKMepUuaiIbHoU
mepanuu 00 ¢opmuposarus xponuueckou ungexyuu. [lpu smom ciedyem yuecmo, umo 00KazamenvbHas
baza 6 omHoweHuu mepanuu OaHHOU uHpexyuu 6 Hacmosujee epems Heeeauxa. Illpenapamul,
npumensiemvle npu OAHHOU UHeKyuu npeocmasieHvl 8 maoauye 16.

e PexomeHZ0BaHO TSl Tepanuy MaIlMeHTa ¢ MyKOBHCIIMI030M C BbICeBOM Burkholderia cepacia
complex, Kak pHU MEPBUYHOM BBICEBE, TaK U JUISl JIeYeHHs] 00OCTPEHHUs] OPOHXOJIETOYHOTO IMpoliecca
OT/IaBaTh MPEANOYTEHUE KOMOWHAIMU U3 TPEX mpemnapaToB (Kak Oojee 3¢ (HEeKTUBHOM), KypcoMm OT 3
Hezens 1 0osiee, a Takke KOMOMHUPOBATh BHYTPUBEHHBINM M MHTATSIIMOHHBINA H/WIH IEPOPATIbHBIN TyTh
BBEJCHUS aHTHOAKTEpHAIBHBIX ITpenapatoB [163,184,194].

YYP-C, YA -5).

Kommenrtapuu: Haubonvwiyro akmugnocms in vitro coxpausaiom Llepmazuoum™*, [le¢pmasuoum +
asubaxmam** Hunepayunnun+Tazobakmam, Meponenem™*, HUmunenem**,
#Cynvgpamemoxcazon+Tpumemonpum ** u #Tempayurxnunsl. B KiuHuyeckux uccie0os8anusx naubouee
apppexmugnbi Meponenem™*, #Toopamuyun**, #Cynogpamemoxcaszon+Tpumemonpum **,
#llunepayunun+Tazobaxmam, #oxcuyuxnun™* u #llepmazuoum™** (maon.15). [na onmumuzayuu
ucxo0008 «cepacia syndrome» pexomeHOyemcs o0053amenvbHOe GKIIOYeHUe 8 CXeMy JleYeHUs
#Cynvpamemoxcazon+Tpumemonpuma™*. Dggexmueno npumenenue mpéxKOMNOHEHMHOU CXeMbl

8Hympueenno2o 6sedenuss Meponenema™**, Tobpamuyuna™* c [egpmazuoumom™* 6 meuenue 2 -x

Heoenv u bonee (maon.15) **[1,2,163,184,196].
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o O¢gexmusna onumenvnas, om 3 0o 12 Hedenb, mepanusi NepopalIbHLIMU NPEnapamami
#Cynvgpamemoxcazonom+ Tpumemonpumom** u/unu #/[okcuyurxnunom™* u /unu
#Xnopamgpenuxorom™* (na ¢hone enHympusennon mepanuu unu nocie Hee) (mabn. 15). Ilpu
xponuueckou ungexyuu Burkholderia cepacia complex pexomendyemcs npuem mabaemuposanubix
Gopm #Cynvpamemorxcazonra+ Tpumemonpuma™* (mabn.15) [1,2,163,184].
o bBonvwuncmeo  muxpoopeanuzmos  Burkholderia  cepacia  complex  demoncmpupyrom
PE3UCEHMHOCMb K AHMUNCEBOOMOHAOHbIM — AHMUOUOMUKAM, — 6KIIOYAs — NPUPOOHYIO
pezucmenmuocms Kk  Konucmumemamy wnampua™* (npomueonokazan oemsam 0o 6 nem) u
amuHnoz2nuxkozudam. B mo oice epems, naxonnena ungopmayus 06 d¢hhexmuenocmu npumMeHeHus.
Toopamuyuna**(npomusonokasan oemsm 0o 6 nem) [1,2,163,184,196].
o B psaode cuyuaes npu KpaiHe mMANCEIOM medeHuu 00ne3HU (mepanus cenayus-cuHopoma)
00NyCmMuMo codemanue 08yxX P-1aKmamMHbIX aHMUOUOMUKOS (8HYMPUBECHHOTEHYMPUBEHHO U
BHYMPUBEHHO +UHSATIAYUOHHO) U NPUMEHEHUs. CBEPXBLICOKUX 003 AHMUOUOMUKOS (N0 peueHuUo
KOHCUIUYMA UTU 8payeOHOU Komuccuu). Mmeemcs nonoxicumenvuvii Onbim npuMeHeHus mpex f3-
JIGKMAMHBIX — AHMUOUOMUKOS, 6KIOYaAs 068a Kapbanewema. Llenecoobpasna pomayus u
Hapawueanue 003  AHMUOAKMEPUATbHBLIX — Npenapamos 00  CMAOUIU3AYUYU — KIUHUKO-

penmeenonocuyeckoll u iabopamoproul kapmunwl [1,2,163,194,196].

o Jlns perert crapmie 12 €T W B3POCHBIX PEKOMEHJOBAHO HWHTAIAIMOHHOE MPUMEHEHUE

#ToOpamurniuaa™* (B Bue pacTBOpa WJIM B BHJIE KArCysl C MOPOIIKOM JUISI WHTAIAIMA), a TaKKe
#Meponenema** u #lleprazuaguma™™, npegHazHaueHHBIX IJI BHYTPUBEHHOTO HCIOJIb30BaHUS
(Tabu.15). Bo3MOKHO MHTaISIIMOHHOE TPUMEHEHHE #THaM(EHUKOJIA TIIUIIUHATA alleTHIIIUCTHHATA
(Ta6m.15), BBIOOp MHTAISIIIMOHHOTO aHTUOMOTHKA B 3aBUCUMOCTH OT KITMHUYECKOH (D (PEKTUBHOCTH,

MEPEHOCUMOCTH U PE3YJIbTAT YyBCTBUTEILHOCTH B TTOCEBE MOKPOTHI [2,89,162,163,184].

(YYP - C, Y] - 5).

KommenTapuii: 06 spaouxayuu Burkholderia cepacia complex mooicno cyoums monvko uyepe3 200

nocie nocieoHe20 NOA0NCUMETbHO20 pesyibmama noceea npu  ycilosuu, KAK MUHUMYM, mpex

ompuyamelbHblx 6a7<mepu0ﬂoeuqecmtx anaiuzose MOKpombl.

OMHOUeHUU

nayuenmoes ¢

noa0JCUMeNbHbLMU pe3yibmamamu nocesos Ha Burkholderia cepacia complex, nposooumcs nonumuxa

cmpodcatiuie20 UHGEeKYUOHHO20 KOHMPOLA U cueueHuyeckux mep [2].

Taoauna 15. AnTuOakTepualibHble Mpenaparbl, IpUMEHsIEMble Y MallMeHTOB C MYKOBUCIIU030M, TIPU

dpaguKaIluy U Tepanuu HHPEKIUH, BbI3BaHHOU Burkholderia cepacia complex [2,89,162,163,184]

AnTHOaKTepHATBbHBIN NpenapaTr | CyTo4uHas 103a CyTtounast Cnoco0 Kparnocts
IJIsl Aerei 032 1Ji BBe/ICHHU A BBeJIeHUsA/CyT
B3POCJIBIX
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Ledrasnaum+[ ABubaktam]** B Bo3pacre 3-6 mec. 7,5 T (151 mpu B/B 3
(npotuBonokasan nersM 10 3 mec. (40 mr/kr/10mr/kr;B (cemanusi-cuaapome)
PKU3HH) BO3pacTe bMec-
18ner
SOMr/kr/12,5mr/xr
(MakcUMaJIbHO
2000/500mr)
#lledrasumum** (hopma s 2r 2T Wuransmumn 2
MHBEKITMOHHOTO TTPUMEH CHUSI )
#ledrasumamm 300 mr/kr Or B/B 3
(12r mpu cenarms-
CHHpOME)
Mepormenem™** 120 mr/kr 6,0r B/B 3
(TIpOTUBOIMOKA3aH JETIM JI0 3 MeC. (9,0 T mpu cemarmsi-
PKU3HH ) CHH/IpOME)
#JlopurieHem He pa3zpemren 1,5-3,0 (4,5t ipu B/B 3
Cenanus-CHHIPOME)
IMunepanummna+| Tazo0akram| 400-500 mr/kT 13,5 B/B 3
(TpOTHBOMOKA3aH JIETSIM 710 3 Mec.
PKU3HH)
#A3TpeoHam 150-250mr 8 B/B 2-4
(TIpoTHBOIIOKA3aH JACTIM 110 9 Mec.
PKV3HH )
# Ko-Tpumokcason 20 mr/kr (10 2880Mr B/B u 3
[Cynsdhamerokcaszon+ [TPUMETOIIPUMY) BHYTDb
Tpumeronpum | ** (cycriensus s
[epopaIbHOr0 TPUMEHEHHUS -
[IPOTHBOITOKAa3aHa JETsIM 110 6 Hef,
MHBEKIIMOHHAS (hopma -
MMPOTHUBOITOKA3aHHE JI0 3 JIeT —)
#MunonukirH (TpotuBonokazan  |[locme 8 mer: 200Mr BryTpb 1-2
meTsIM 10 8 J1eT) 2-3MI/KT
umpodmokcamma™* <1 mec. 30 mr/kr; [1,5T BryTpb 2
(mpoTrBoOMOKa3aH fetam 1o S ner ¢ | >1 mec. 40 mr/kr
MB u BeiceBoM P.aeruginosa, mo (750 mr - makc.)
OCTaJbHBIM TTOKa3aHusM - 10 18 [[8,9]
ITeT, ) 10 Mr/xr 800 mT B/B 2
#JleBodrokcara ** 1620 mr/kr 500-1000 mr/cyT BHyTpB 1-2
16—20 Mr/kr 1000 B/B 2
J{okcHuiukma ** Jlersim ¢ maccoi 1 nenp-200 mr 3aTeM BHYTpB 1-2
(mpotnBomOKa3aH nersM 1o 8§ ner) rena Menee 45 xr B (100 Mr oguH pa3 B
TIEpBEIi IeHb CYTKH
lteueHus 4 MI/Kr, B
MOCIENYIOIINE JHH
- 2-4 MI/KT.
JleTtsam ¢ maccoit
rena Oojee
45 xr - KaK
B3POCIIBIM
#Xnopamperuxon** 50-100 Mr/kr 2-4r BuyTps, B/B 34
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(TabneTKy MPOTHUBOIIOKA3aHBI IETSM
no 3 sier unm ¢ Maccoi Tena <20kr)

#Tuamdenukona rIuIMHAT 500-1000 mr 1000mr Wuransmun 2
AICTUIINCTEUHAT

Tlpumeuanus:

Tpu nanuyuyu MeOUYUHCKUX NOKA3AHUTL (MO JCUSHEHHBIM NOKA3AHUAM, 6KIIOYAS UHOUBUOYAILHYIO HENEPEHOCUMOCb, ddlee
— NO JICUBHEHHbIM NOKA3AHUAM) NO PEUeHUI0 6payeOHOl KOMUCCUU OCYWEmSIsemcs Ha3HauyeHue IeKapCmeeHHblX
npenapamos He no MexcOyHapoOHOMY HENAHMEHMOBANHOMY HAUMEHOBAHUIO, d NO MOP20BOMY HAUMEHOBAHUIO (wacmb 15
cmamou 37 Dedepanvrozo zaxona om 21.11 2011 Ne 323-@3 «O06 ocrosax oxpanvl 300pogbs epaxcoan Poccuiickot
Dedepayuuy u nynkm 6 Ilopadka HasHaueHus JNEeKAPCMEEHHbIX NPENnaApamos, Gopm peyenmyprvix OIaHKO8 Ha
JleKapcmeeHHble npenapamol, Nopsaoka 0QopmaeHUs. YKA3AHHbIX OIAHKOS, UX Yuema U XPaHeHUsl, YIMBEPAHCOCHHO20 NPUKAZOM
Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue epaueOHOU KOMUCCUU OQDOPMISAENCS NPOMOKOIOM U BHOCUMCS 6
MEOYUHCKYIO OOKYMEHMAYUI0 nayuenmad.

#IIpumenenue 1eKAPCMEEHHOZO NPENAPAMA 6HE 3APEUCIPUPOSAHHBIX 6 UHCIPYKYUU JeKAPCMBEEHHO20 CPedcmed
NOKA3GHULL NPOU3BOOUMCSI NO PeUleHUuIo 8paveOHOU Komuccuu ¢ paspeutenuss JIokanbno2o smuueckoeo Komumema
MEOUYUHCKOU OpeaHu3ayuy (Mpu  HAIuYul), npu HAIUYUY NOONUCAHHO2O UHPOPMUPOBAHHO20 CO2NACUS pooumeell
(3axonHbIX npedcmasumenell) u pebenka ¢ sospacme cmapuie 15 nem.

3.1.3.6 AuTHGaKTepuaIbHas Tepanus NpPU BbiceBe U3 OPOHXHAJIBLHOIO cekpera Achromobacter

Spp-

OO0uue npaBujIa AHTUMMKPOOHOM Tepanuu:
e [Ipu BbiceBe M3 OpOHXMAIBHOIO cekpera Achromobacter spp. PEeKOMEHIOBAaHO MPUMEHSTH

AHTHOAKTEPUATHHYIO TEPAIHIO B COOTBETCTBUU C YyBCTBUTEIHHOCTHIO MUKPOOPTraHu3Ma (Tadnuia 16)
[1,2,89,162,163,199,200,202].
YYP-C,YIO-5).
Kommenrapun: Achromobacter spp. xapakxmepuszyemcsi Myibmupe3ucmenmHoCmoio, CHOCOOHOCIbIO
Gdopmuposamv duopuiLM, YMO 00BACHAEM HEeyOauu AHMUOAKMEPUATLHOU IPAOUKAYUOHHOU mMepanuu
MUKPOOP2AHUMA NPU XPOHUYECKOU UHDEKYUU.
Ilosmopuwiti  evices  Achromobacter  spp.,  conposodxcoarowuiicss — yeeaudeHuem  npooyKyuu
cneyugbuyeckux npeyunumupyoOWUx aHmume, accoyuupyemcs ¢ b6oaee bblcmpbim nadeHuem 1é204HOU
@YHKYUU, CONOCMABUMBIM C MAKOBLIM NPU XPOHUUECKOU CUHESHOUHOU uH@ekyuu (K 3a001e6aHuo
npeopacnonazaem umMmyHooepuyum,).
Haubonee akmugnvimu anmubaxmepuaibHulMu npenapamamit 0isi BHympUBeHH020 66€0eHUs AGIAIOMCS
nunepayuiiun-mazobakmam,  #meponewem™**  u  #Hceynegpamemokcazon+ — mpumemonpum* ¥,
Hyedpmazuoum **, Hyepenum**, ona uneanayuu -#ronucmumemam nampus u Hyegpmazuoum** (popma
0/151 UHHEKYUOHHO20 NpuMeHeHust) (maon.16) .

e PexomengoBano manueHtam ¢ MB mpu mepBom BwiceBe Achromobacter spp. wuanm TpH
obocTpeHuu OpPOHXOJIETOYHOTO IMpoliecca, CBI3aHHOM ¢ Achromobacter spp. BHYTPUBEHHOE BBEICHUE
KOMOHWHAIIMK JBYX AHTHOMOTHKOB PAa3IMYHBIX KIACCOB KypcoM 14-21 1eHb C IENbl0 dpajuKaiiuu

BO30YyAUTEIA:
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o 1 JIMHUSA - [Munepaunmnua+Tazobakram/#Meponenem™*/
#Cynbshamerokcazon+Tpumeronpum™* (Tabmn.16);

o 2 gunus —#llebrazugum**, Munonmkinng, #Komuctumerar marpus**, #Xmopambenukom**;
KoMOWHUpOBaHHas Tepanus #Mepornenem™* u #llunpoduokcarmuua**  (JleBoduokcarmu™®*)
(Tabmn.16).

o AJbTepHaTHBHas Tepanusa: #Meponenem** + #Munonuknun\#JleBodaokcanmua™* +
#Xnopampenukon**+ #Komuctumerar Harpus**(pactBop g wuHTANAIME)  (Tabmn.16)
[1,2,89,162,163,184,199,203].

YYP-C, YA -5).
e [locme OCHOBHOrO Kypca AaHTHOAKTEPHATbHOW TEpanmuy pPEKOMEHJOBAHO Ha3HAYaTh

#Konuctumerar HaTpus™*(pacTBop A MHraJIAIMi) (MPOTUBONOKAa3aH JeTsAM 10 6 mec.) Ha 3

Mecsa. MosxHo ucnosib3oBath #Cynbhamerokcazon+Tpumeronpum** (tabn.16) B Teuenue 1

Mmecsua [1,2,89,162,163,184,199,200,201,202,203].

(VYP - C, VI - 5).

e PexkomeH/i0BaHO MpH XpoHUYECKOW HHpeKuuu Achromobacter spp. y mnauuentoB ¢ MB

MPUMEHSATH TUTENHHO MHTAISIIUY (HbopMarms o mpenaparax — 1adm.16):

1-s1 mums: #Konmuctumerara HaTpus™™* (pacTBOP TSI MHTAIISIIHINA )

2-s1 muHusA: #Mepornenema**

AnbrepHatuBHas Tepanus: #llebrazumum** u #ToOpamunmH (pacTBOp I WHTASIIUN WA

Karcysbl ¢ MOPOMIKOM JIJIST MHT QST ) **

3-1 aunmsa: J{ns neueHuss oOoctpeHHil, 00yclOBIEHHBIX Achromobacter spp., UCHOIB3YIOT

KOMOWHAIINIO JIBYX

aHTHCUHETHOMHBIX

[1,2,89,162,163,184,199,200,201,202].

(YYP - C, Y] - 5).

AHTUOUOTHUKOB

Pa3IMIHBbIX

KJIaCCOB

Tabéamnua 16. AuTubakTepranbHblie MpenaparTsl, IPUMEHSIEMBIE Y MAIIMEHTOB C MYKOBUCIUI030M, IIPU

BBICEBE M3 MOKPOTHI/OpOHXHAIBHOTO CeKpeTa Achromobacter spp.

[1,2,89,162,163,184,199,200,201,202].

AHTHOAKTepHAIbHBIE Cyrtounast no3a nisi | Cyrounas Croco6 Kparnocts
npenaparsbl aereit Ho3a nis BBeJleHUSI | BBeleHUs
B3POCJIBIX
#lledrazummum™* B Bo3pacre 10 2 21 Wuramsauuu | 2
(popma ISt HHBEKITHOHHOTO mec: 25 — 50
MIPUMMEHEHH ) MT/KT/CyT, cTapie 2
mec — 50-100
MT/KT/CYyT
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JUTSL THTAJISIAH )
(mpoTHBOMOKAa3aH NETIM J0 6
MeC. JKU3HH)

#ledrasumm 300 mr/kr 9-12r B/B 3
#Meporenem ** 250 mr - 500 mr - Wuransmuu | 2
(popma 11t HHBEKLIIMOHHOTO
TIPUMEHCHHUS )
#MeporieHem ** 120 mr/kr 6T B/B 3
Munepannmmna+Tazobaktam | 400 - 500 Mr/kr 13,5 B/B 3
# Ko-Tpumokca3zon 20 mr/kr (110 2880 mr B/B u 3
[Cynbdamerokcazon+TpuMer | TPUMETOIPUMY) BHYTPb
orpum| **
#lokcnmukmma** Heru ¢ maccoii tena | 1 genp-200 Mmr | BHyTph 1-2

JI0 45 KT B IIEPBEIi 3areMm 100 mr

IIEHb - 4 MI/KT, B OIIMH pa3 B

MOCJISIYIOIINE HH - | CYTKH

2-4 Mr/KT.

Jersim ¢ maccon

Tenna oosee

45 xr - KaK

B3POCIIBIM
#Xnmopampenuko** 50-100 mr/kr 2-4r Buytps, B/B | 3-4
#Tmambenukona riIuIuHAT 500 -1000 mr 1000 mr Nuramsmmm | 2
areTHIUCTENHAT
#Komuctumerat HaTpus 2-4 muH EJ] 2 —4vmH EJ] HNuramsuun | 1
#l1edonepazon + 150-200 mr/kr 8r B/ 2
[Cynbbakram]**
#mumeneMm + 50-100 mr/kr B neusp | 2-4 1 B/B 34
[dumactaTeH |** 110 UIMHTICHEMY
#lImurneneM 250 mr -500 mr - WNuaramsun | 2
+[mmacratum]**
#MUHOIMKITNH Hersim crapiue 8 ner | CpenHsist Buytpb 2

Ha3HAYaloT B HavaJIbHAs 1034

HayajJabHOU 03¢ 4 npenapara Jis

MT/KT MaCCHI TeJa, B | B3POCIBIX

NaJIbHEUIIEM - 2 coctaniser 0,2

MI/KT Macchl Tejia I, B

Kaxkaple 124. NAJILHEUIIIEM -

0,1 r kaxxnapie 12
q

#Tobpamura™* (pacTBOp 600 mr 600 Mr WNuransmum | 2

Ilpumeuanus:
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Tpu nHanuyuy MeOUYUHCKUX NOKA3AHUL (MO JHCUSHEHHBIM NOKA3AHUIM, GKIIOUAS. UHOUBUOYANbHYIO HENEePEHOCUMOCb, Odjiee
— NO JICUBSHEHHbIM NOKA3AHUAM) NO PEeueHulo 6pauebHOl KOMUCCUU OCYWEMBIAemcs HA3HAYeHUue JeKapCmeeHHblX
npenapamos He no MexcOyHapoOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, A NO MOP20BOMY HauMeHosanulo (yacmo 15
cmamou 37 Dedepanvrozo 3axona om 21.11 2011 Ne 323-D3 «06 ocrosax oxpanvl 300poebs epadxcoar Poccuiickot
Dedepayuuy u nynkm 6 Ilopadka HasHaueHus JNEeKAPCMEEHHBIX NPENnaApamos, Gopm peyenmyprvix OIAHKO8 Ha
JleKapcmeeHHvle npenapanol, Nopsaoka 0QopmaeHUs. YKA3AHHBIX OIAHKOS, UX Yuema U XPaAHeHUsl, YIMBEPAHCOCHHO20 NPUKAZOM
Munzopaea Poccuu om 14.01.2019 Nedn). Pewenue epauebHOU KoMuccuu o@opMasemcss nPomoKOIOM U GHOCUMCS 6
MEOYUHCKYIO OOKYMEHMAayuio nayuenma.

Tpumenenue nexapcmeenno2o npenapama 6He 3apecucmpupo8anHblX 8 UHCMPYKYULU JTeKAPCMEEHHO20 CPe0CmBEa NOKA3AHULL
NPOU3BOOUMCST O PEUEHUI0 8pa4ebHOll Komuccuu ¢ paspeuwienus JIOKanbHo20 2mMuuecko20 KoMumema MeOUyUHCKoU
opeanuzayuy  (Mpu  HAIUYUY), APU HATUMUU NOONUCAHHO20 UHDOPMUPOBAHHO20 Cco2nacus pooumenell (3aKOHHbIX
npedcmasumerieti) u pebenka 6 gozpacme cmapuie 15 nem.

3.1.3.7 AuTu6akTepuajibHas Tepanus MUKOOAKTepuo3a

THopaosicenue neckux, e6vizeannoe HemybepkynresHvimu muxkobaxmepuimu (HTMB), moocem
npeocmasisime cepbe3nyto ONACHOCmb 0Jisl 300p08bsl nayuenmos ¢ M B, oonaxo na cogpemennom smane
OUACHOCMUKA U JleYeHUe MUKOOAKmMepuo3a He CmaHoapmusupo8ambi.

J PexkoMeHyeTcst IMarHoCTHYECKH 3HAYUMbIMU KPUTEPUSIMU MUKOOAaKTepro3a y nannuestos ¢ MB
CUHMTATh: TIOJIOKUTEIIBHBIA Ma30K Ha HaJIW4Kue KucioToycToiunBbix Oaktepuit (KYbB) B matepuane u3
JbIXatelbHbIX myTeil, Hamuue pocta HTMb win MBT Ha nurtatenbHbIX cpenax, MOJITBEPKICHHUE
OJIHOTO ¥ TOTO K€ BHJIa MUKOOAKTepuil Kak MUHUMYM U3 JIByX 00pa3lioB, HaJIHUKE pe3yIbTaTOB TecTa
nekapcTBeHHOW uwyBcTBUTEIbHOCTH HTMbB [204,205,206,207,208], (IIpukaz3 MwunsnpaBa P® ot
21.03.2003 Ne 109 «O coBepiIeHCTBOBAaHMHM MPOTUBOTYOEPKYJIE3HBIX MepomnpusTHii B Poccuiickoit
Oenepanuny. (I[Ipunoxenue 11) MHCTpYyKIHS 110 YHUPHUITUPOBAHHBIM METO/1aM MUKPOOHUOTIOTHIECKUX
WCCIIeIOBAaHU MPU BBISABICHUH, TUAaTHOCTUKHU U JICUCHUU TyOepKyse3a).

YYP-C,YIA-5).

e [Ipu BBrIOOpE aHTHOMOTHKOB mis Tepanuu uHpeknunrn HTMB y nanmuentoB ¢ MB pekomeHI0BaHO
OpPUEHTHPOBATHCS HA TECT HA JICKAPCTBEHHYIO YYBCTBUTEIBHOCTD C LIE€IIBIO MOBBIIIEHUS () (HEKTUBHOCTH
tepanuu [206,207].

YYP-C,YIIA-5).

Kommenrtapuu: Cxemor neuenus HTMB na ocnose Coenaco8annwix pekomeHoayuii AmMepuxancko2o
gonoa kucmosnozo gubposza (myxosucyuoosa) u Eeponetickoeo obwecmsa Kucmo3znozo ¢ubposa no
JIeYeHUI0 MUKOOaKmepuosa y nayuesmos ¢ KUCMo3HbiM hudpo3om.

Peosxcumovr npuema anmubuomuxoe npu ungexyuu HTME npeocmasnensvt ¢ Tabnuye 17, a 3nauumvle
nobounvle s¢hghexmui/a6nenus moxkcuyHocmu onucanst 6 Tabauye 18.

Cnedyem yuecmo, umo mecm Ha Jiekapcmeenuyro uyecmeumenviocms HTME ne eécezoa koppenupyem
¢ mepaneemuyeckou 3¢GexmusHocmuio npenapama.

. PexomennoBano kpurepueM s¢dexkruBnoro nedenuss HTMb y manuentoB ¢ MB cuurath

OTCYTCTBHUC POCTa MHK06aKTCpHﬁ Ha MUTATCJIBHBIX CPpCAaxX HEC MCHEC YCM B TPCX MOCICAOBATCIBHO
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B3SATBIX oOOpaslax JauarHocThdeckoro wmarepuana (Mokpota) [204,205,206,207,208], (IIpukas
Munzapasa PO ot 21.03.2003 Ne 109 «O coBeplieHCTBOBAHUH MPOTUBOTYOEPKYIIE3HBIX MEPOTIPHUITHI
B Poccuiickoit ®enepauun» (IIpwnoxenue 11), MHCTpyKIHMs 1O YHU(PHUIMPOBAHHBIM METOJAM
MUKPOOHOIOTUYECKUX HCCIIEIOBAHNH TIPH BBISBICHUH, THATHOCTHKH U JICYCHUU TyOepKyIesa).
YYP-C, YA -5).

3.1.3.7.1 AnTudaxkrepuajJbHasi Tepanus MUKOOAKTepro3a, BbI3BAaHHOTO M. abscessus

Yuumeieas nedocmamox OaHHbIX KIUHUYECKUX UCCLe008aHUl, cyuwjecmeyem 00abuioe pazHoobpasue
Haznauaemvlx pedxcumos mepanuu. Obwumu credyem cuumams Cieoyrowue Co2nacos8anHble
pexomenoayuu no anmubuomuxomepanuu nayuenmos ¢ MB npu M. abscessus [206,207]:

. PexomennoBano nmanuentam ¢ MB 1 HTBM nipoBoauTh aByxdaszHoe JieueHne MUKOOaKTepro3a,
BBI3BAaHHOTO TpejcTaBuTeasiMu M. abscessus complex — ¢a3za HWHTEHCHBHOTO JICYEHHUS JI0JDKHA
CMEHATHCS (pa30i MOIIEP>KUBAIOIIETO JICYCHHS C MIETBI0 dPauKaIiy JaHHOTO Bo30yauTes [206,207].
(YYP - C, VUL - 5).

Kommenrapun: Ykasaunvie ¢ mabauyax u cxemax anumubaxkmepuaibHule npenapamol 8 PO ne umerom
nokaszanus HTMB, Ho 5mo nokazanue yKa3zano 80 6cex 8 3apyOedCHbIX KIUHULECKUX PEeKOMEHOAYUSIX No
MB [206,207].

- uHmeHcueHas (haza OO0NNCHA BKIIOUAMb eHCeOHEBHbIll NepPOPANbHbIlL  NpUemM  MAaKpoIuod
(npeonoumumenvro Hazsumpomuyuna**) 6 couemanuu c HamuxayuHom™* eHympueennHo Ha
npomscenuu 3-12 Hedenb, a makdce O0O0HO20 UNU HECKOIbKUX U3 CAeOVIOWUX NpPenapamos:
sHympusenno #mueeyuxkiun**, Humunenemtyunacmamun®* unu #yepoxcumun (mabn.l7), umo
onpeoensemcsi (HO He OUKMYemCsi) pe3yibmamam. mecmos Ha 4y8CmeumelbHOCHmb K AHMUOUOMUKAM,
Jnumenvhocms  hazel UHMEHCUBHO2O JNleHeHUs 3A6UCUM OM CMeNneHu maxicecmu 3a001e6aHus,
PE3YIbMAMO8 HA3HAYEHHO20 eUeHUs U NePEeHOCUMOCIU NAYUEHMOM JeKaAPCMBEHHOL CXembl,

- noooepacusarouias Gaza O00NNCHA BKIIOHUAMb eHCCOHEeBHbIU NEePOPANbHbIL Npuem MaKpoIuod
(npeonoumumenvro #Hazumpomuyuna**) u uneanayuu Hamuxayunom™* ¢ couemanuu c 08yma-mpems
U3 Creoyiowux OONOJIHUMENbHBIX AHMUOUOMUKO8 NEPOPANbHO. #MUHOYUKIUH, #MoKcugrokcayun™* u
#aunezonuo** (mabn.17). Beibop npenapamoé onpedensiemcs (HO He OUKMYemcs) pe3yibmamami
Mecmos Ha 4y8CMEUMENbHOCHb K AHMUOUOMUKAM,

JleyeHueM nayueHmos ¢ muxobaxkmepuoszom, evizéanuvim HTMB u3z epynnei M.abscessus complex
OO0JICHBL COBMECIHO 3AHUMAMbCSL cheyuanucmol no MB u mukobaxmepuo3am, noCKOIbKY 0080IbHO
YaACmMo y makux nayueHmos nosi8siemcsi 1eKapcmeeHHas HenepeHOCUMOCHb U UHMOKCUKAYUS, U Mo20d
mpebyemcs UsMeHUms cxemy npuema aHmuOUomuKos;

Cxema emympugenHo2o 6gedeHus Hamuxayuna** c #Hyegoxcumunom w/uru Humunenemom u/unu

#mueeyuxnunom senaemcs Haubonee pacnpocmpanennou. K npenapamam ¢ ycmanosnenHou in vitro
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AKMUBHOCTBIO OMHOCAMCS MAKPOAUOwl (Hrkaapumpomuyun** u #Hazumpomuyun**), #unezonuo**, a
maxaice nepuooudecku. Hyunpoghroxcayun™** u/unu #moxcugroxcayun®**(maon.17).

Bosnukaem éce 6onvuie onacenuii no n0o0y mozo, 4mo jeyeHuio NayueHmos ¢ uHgexyuel, 6bi36aHHOL
M. abscessus, y komopwvix umeemcs nubo een erm [209] (umo enomunuuecku 6vipadxcaemcs 6
UHOYYUOETbHOU PE3UCMEHMHOCMU K MAKpoauody), 1ubo mymayust 23S rRNA (umo npueooum x 6bicoKoll
KOHCMUMYMUBHOU — PE3UCMEHMHOCMU K MAKpOaudy) Modxcem Hpensamcmeosams nepexoo ¢
BHYMPUBEHHOU HA NEPOPANbHYIO Mepanuto (YYumsléds OMHOCUMENbHO HU3KYIO 3pghekmusrnocmy
NnepopanrbHo20  npuema  aHmuOUOmuxkos), U 8 MaKoM cayuae Modcem  OblMb  NOKA3AHA
NPOOONIAHCUMENbHAS/CBEPXNPOOOTIHCUMENbHASL BHYMPUBECHHAS Mepanusi 08yMsl U bonee 3P hekmusHbIMuU
AHMUOUOMUKAMU.

Hapsaoy c¢ #amuxayunom™*, #Humunenem+yunacmamun™**, a makoce meponenem™* sensomcs
npenapamamu 6v160pa 6 Kauecmee CONymcmeyroujelti 6HympUGeHHOl mepanuu, npenapamovl umerom
8bICOKYVIO AKMUBHOCMb N VItro, 8 MO 8pemMs KaK npodhuib noOoYHbIX 3(hhekmos brazonpusimuee, 4em y
yeoxcumuna u mueeyuxniuna** (maon.17).

Axmusnocmo in vitro #xaiapumpomuyuna** necxonvko eviwe, uem y #Hazumpomuyuna**, oounaxo
OaHHble NO BIUAHUIO KAXHCO020 U3 IMUX Npenapamos Ha sxcnpeccuro 2ena erm [209] npomueopeuussi
[210,211,212]. #Knapumpomuyun** (maba.17) aenisemcs 6onee cunbHbiM UHSUOUMOPOM (hepMeHMHOU
cucmemol P450, uem #Hazumpomuyun™*, nosmomy nobounvie 83aumooeicmeus npenapamos ¢ Hum
bonee pacnpocmparneHsi.

#/lunezonuo™* (mabn.17) demoncmpupyem akmusHocms in vitro 6 npudausumensto 50% xyromyp M.
abscessus. Tem He MmeHee, HeoDOXOOUMO O0elCcmMB08amMb C 0COOOU OCMOPOICHOCMbIO NPU JleUeHUU
nayuewmos C XPOHUHECKUMU CONYMCMBYIOWUMU — UHGEKYUAMU — MemUYULIUH-Pe3UCTNEHMHO20
307I0MUCO020 CMAPUIOKOKKA, M.K. OIUMENbHAS Mepanus TUHe30IUOOM MOdHCem CHNpO8OYUPO8ams
pesucmenmuocmo MRSA.

Dmopxurononsl u HFmunoyukaun u Hooxcuyuxkiun**(maon.17). peoxo oemoncmpupyom akmugHOCHb
in vitro, xoms oHU U 8KIIOYEHbl 8 CaHoapmuyio cxemy nevenus [205,206,207].

e Kareropuuecku He peKOMEHAYETCS NPUMEHEHHE MOHOTEpanuu MaKpPOJIUAAMU WIH HHBIM
AHTUMHUKPOOHBIM CPEICTBOM MpH JIeYeHHMH MHKoOakTeprosa, Bbi3BaHHOro HTMbB wu3 rpymmer M.
abscessus complex ¢ 1enbo npenoTBpaleHus pazButus pesuctentHoctu HTMb [205,206,207].
YYP-C,YIA-5).

Tadmamua 17. AHTHOaKTepUaTbHBIEC TIPENapaThl, IPUMEHSEMbIE Y MAIlIEeHTOB ¢ MyKOBUCIUI030M, TIPH
BBICEBE U3 MOKPOTHI/OpOHXHATILHOTO ceKpeTa MukoOaktepuit Micobacterium avium complex (MAC) u
Mycobacterium abscessus complex (MABSC) [2,205,206,207], [Tpuka3 Munzapasa P® ot 21.03.2003
Ne 109 «O coBepiieHCTBOBaHUM HMPOTUBOTYOEPKYJIE3HBIX Mepornpuatuil B Poccuiickoit @eneparum».
WucTpykuums mo yHH(QUIIMPOBaHHBIM METOaM MUKPOOMOJIOTHYECKUX UCCIIEIOBAHUI IPU BBISBICHUH,
JMAarHOCTHKH U JICYCHUH TyOepKyJiesa.
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IAHTHOAKEpHATBHBIH Npenapar CytouHnas no3a | Cyrounas go3a [Cnocod KpatHocth
IJIs1 mereit 715l B3POCJBIX  [BBeIEHHS BBeICHHUS
HAMHIKaH* * Mersm: 15-30 15 mr/kr B/B 1
MT/KT
IToxpoctkam: 10-
15 mr/kr
MakcuManbHas
jmo3a: 1500 mr
#AMukanua* * 250-500 mr 250-500 mMr uransunonso 2
#A3uTpOMUITIH* * Jersim: 10-12 250-500 mMr BuyTpb 1
MT/KT
ITonpocTkam:
Imo3MpoBKa st
B3POCITBIX
MakcumanbHas
imo3upoBka: 500
M
#lledokcutun 150 200 mr/kr B/B 3-4
MT/Kr(MaKkcHUMab [((MakcuMasbHas
Has mo3a — 12 mo3a — 12 r/nmeHb)
I/ IeHB)
#KmapurpoMura** 7,5 mr/kr 500 mr BHYTpb 2
(MakcuManbHas
imo3a — 500 mr)
He 500 mr B/B 2
E€KOMEHTYeTCsl
#Ko-Tpumokca3oin [cynbhamerokcazon + 10-20 mr/kr 1920 mr BuyTph 2
TpuMeTonpum |** (mo B/B 2
[TPUMETONIPUMY)
#OTamOyToI** Muagenuam 1 |15 Mr/kr BuyTpb 1
meTsiM: 15 Mr/kr
moapocTkaM: 15
MT/KT
#lMmureHeM+[imnacTaTuH ] * * IPacuer no3pl o |Pacuer no3el o  (B/B 2-3
MMHIICHEMY: MMHIICHEMY:
[Ipu macce Tena  |[lanueHTsI C
Imo 40 xr — 60-120[maccoii Tena
MT/KT >50Kkr:
(MakcumanbHas  [2-2,25t (1rx2p/nu
imo3a — 2000 mr), [umu 750 Mr x
3p/nH)
[TanieHTHI C
Maccou Tena
<50kt — 30 mMr/kr
(15 mr/xr x
2p/nH)
#ITuaesommm** <12 ner: 10 mr/xr|600 -1200 mMr BryTps 1-2
12 net u craprue:
10 mr/kr
(MakcuMaTbHas
imo3a- 600 mr)
<12 ner: 10 mr/xr|[600 — 1200 mr  [B/B 1-2
12 net u craprue:
10 mr/kr
(MakcrManbpHas
imo3a- 600 mr)
H#Moxkcudmoxcarys** 7,5-10 Mr/kr 400 mr BuyTph 1
(MakcrManbpHas

91




imo3a — 400 mr B
ITCHB)
7,5-10 mr/ 400 mr B/B 1
(MaxkcuMasbHas
imo3a — 400 mr B
ITCHB)
H#MUHOLMKIVH 2 Mr/kr 100 mr BHyTph 1-2
(MaxkcumasbHas
imo3a — 200 mr)
# J]oxcumkmma* * <12 met ¢ maccoii 200 mr BHyTph 2
(TIpOTHBOITOKA3aH JAETSM 10 8§ JIeT) rena <50kr:
4MT/KT
12 ner u crapiue:
200 mr
# Pudamnuuma** 10-20 mr/kr <50 xr 450 mr  [BHyTpBH 1
(MakcumanbHag  [>50 kr 600 mMr
imo3a — 600 mr)
Pugabyrun™** 5-10 Mr/kr 150-300 BHyTph 1
(MakcuManbHasg (150 mr, ecnu
imo3za — 300 Mr)  |[ManyeHT
pUHAMAET
CUJTBHBIN
HHTHOUTOP
n3odhepmeHTa
CYP3A4
450-600 mr, eciu
MalueHT
[PUHUMAET
CHIIBHBII
CTUMYJIATOP
CYP3A4
#CrpenToMuua™®* 20-40 mr/ 15 mMr/kr B/B 1
(MakcuMasbHas |(MakcuMaibHas |B/M
imoza — 1000 mr) |mo3a — 1000 mr)
H#TUrequKInue™** 8-11 ner: 1,2 100 mr B/B 2
MT/KT
(MakcuMabHas
imo3a 50 Mr)
12 net u craprue:
lyZapHast 1o3a -
100 mr, 3aTeM —
50 mT
[Ipumeuanue:

#lIpuMeHeHre JIEKapCTBEHHOT' O MperapaTa BHE 3aperuCTPUPOBAHHBIX B MHCTPYKLIUH JIGKAPCTBEHHOTO CPEACTBA
MOKa3aHMUH IPOU3BOIAUTCS 110 PELICHHUIO BPaueOHOH KOMHUCCHH C pa3pereHns JIoKaabHOro STHYeCKOro KOMUTETa
MEIWIMHCKOM OpraHu3auuy (Ipyd HAJIWYMK), NPH HAJIUYUMU MOIANHCAHHOTO HH(OPMHUPOBAHHOIO COIJIACHS
poauTeneil (3aKOHHBIX MPEICTaBUTENEH) 1 peOeHKa B Bo3pacTe crapuie 15 ner.

Bce npenapatsl, npumensiemsie npu Micobacterium avium complex (MAC) u Mycobacterium abscessus complex
(MABSC) naznavatotcst BHe mHCTpyKm# (off-label) 1o >kn3HEHHBIM TTOKAa3aHUAM.

BospactHple orpaHuueHusT yKa3zaHbl B JO3MPOBKax Uil JIeT€H, pacdeT NPHUBOAUTCI B COOTBETCTBHU C
CornacoBaHHBIMH pPEKOMEHAAUUSIMH AMepuKaHcKoro Qonzma kucro3Horo ¢uoposa (MyKOBHUCIHMIO033) H
EBponeiickoro obmiectBa KMCTO3HOrO (GuOpo3a MO JEUEHHUI0 MHKOOAKTEpHO03a y MAIMEHTOB C KUCTO3HBIM
¢ubpo30M, peKOMEHIALUSIMH 110 BEACHHUIO 00JIe3HEH JIETKUX, BBI3BAHHBIX HETYOCPKYJI€3HBIMA MUKOOAKTEPHSIMHU
U JPYTUMU COTJIacCUTENbHBIMU ToKyMeHTamu [2,205,206,207].

Ta6auua 18. Baxsble Mm000YHBIC/TOKCHYECKHE MACHCTBHSI aHTHOAKTEpUATbHBIX MPENapaToB W
pexomMeHayeMbie MeTo ikl KoHTpoJis 3a 6akTepusmu MAC u MABSC npu MB [1,2,176,205,206,207]
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[Ipenapat Yactele moOo4YHbIe/TOKCHYECKHE | MeTonbl KOHTPOIIS
JEHUCTBUS
#AMukauH** [Toueunast TOKCHYHOCTH IIpoBepka KOHLIEHTpaLUU
AMHKal[MHA B KPOBHU'
IIpoBepka KOHLIEHTpaLuu
KpeaTHHHHA B KPOBH
OTOTOKCHYHOCTS (3BOH B ymax, | [IpoBepka cuMnToMaTuku,
MOTEpsI CIyXa Ha BHICOKUX [lepBuuHOe 0OcnenoBanue,
4acToTax) MIPOBECHNE TEPUOUUECKUX
ayJIMorpaMm
#AzuTpoMuLIUH** TomHOTa, pBOTA, AUApEs IIpoBepka cUMNITOMAaTHKH
OTOTOKCHYHOCTH IIpoBepka cUMNITOMAaTHKH,
ayJTUOTPaMMBI
CuHApOM YIIIMHEHHOTO OKT
unTepBaua QT
#Knaputpomurua** I'ematut [TewenounbIe TPOOHI
HckaxxeHne BKyCOBBIX IIpoBepka cUMITOMAaTUKH
OIIYIIEHU I
3aMeIeHHBIN TTe9eHOYHBIN IIpoBepka cUMITOMAaTUKH
Merabonn3M pudadyTrHa
#lledoxcnTuH Jluxopajxa, ChIb IIpoBepka cHMIITOMATHKH

Do3nHOGUIHNS, aHEMHUS,
JIEHKOIeHUs!, TPOMOOITUTOIICHHUST
WuTtepdhepeHuys ¢ APyruMu
NPOOUPHBIMU aHAIN3AMU IS
U3MEpEeHHs KpeaTHHHHA
CBIBOPOTKHU KPOBH

OO0mmi KIMHAYECKAI aHaIn3
KpOBH

Hcnonw3oBath npyrue
aHaJN3bI

#Ko-TpuMoKcaz3on

TomHoTa, pBOTa, TUapes

[IpoBepka cuMNTOMaTUKA

(Cynwpdamerokcazomt+ AHeMust, TSHKOTICHUS, OO0mmit KTMHIYIECKUHA aHaTN3
TpUMETOIIPUM ) ** TPOMOOITUTOI CHUS KpOBH

JIuxopanka, ChIllb, CHHIPOM

CruBenca-/[>xoHCOHa [IpoBepka cUMNTOMAaTHKA
#OTamOyTOI** Hesput 3puTensHOro HepBa [IpoBepka CHMIITOMATHKH

[lepudepuueckas HeBponaTus

(TToTEps IIBETOBOTO
3pEHUS/OCTPOTHI 3PEHHS)
[lepBuuHOE 0OCe0BaHNE U
HPOBE/ICHHE MTEPUOANIECKIX
TECTOB JUISI IPOBEPKU
I[BETOBOT'O 3PEHHS U OCTPOTHI
3peHus’

3axioueHune odranbMosora
IPY BO3HUKHOBEHUHT
CHMIITOMOB

IIpoBepka CHUMITOMATHKY;
UCCIIeI0BaHNE TPOBOIMMOCTH
HEPBOB

#HMmunenem-+uracTcTil * *

T'ematut

[ledenouHbIE TTPOOBI
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#Mmunenem-+ipuractaTuy * *
(Tpomomkenue Kypca)

TowmHoTa, poTa, TUapes

[IpoBepka cuMOTOMAaTUKHI

#JInuesonua** AnemMus, TEHKOICHHUS, OO0 KIMHUYECKNAN aHaIn3
TPOMOOITUTOI EHUS KpOBH
[Tepudepuueckas HeBponaTHs
IIposepka
CHUMITTOMATHKH/KITMHAYECKasI
Herpur 3putensHoro Hepsa OLICHKA/3JICKTP O U3 OJIOT HST
[IpoBepka cuMnToMaTUKu
(TOTepst IIBETOBOTO 3PEHUS U
OCTPOTHI 3pEHUS)
[TepBuunOE 00CIETOBaHUE U
MPOBEJICHUE TIEPHOINICCKUX
TECTOB LISl IPOBEPKH
[[BETOBOT'O 3PEHUS H OCTPOTHI
3peHust
3akiroueHre opTarbMosora
NP BO3HUKHOBEHUH
CHUMIITOMOB
#Moxcudnokcarua™* TourHora, pBOTa, qHAapest [MpoBepka cUMITOMATHKA
becconnuria, 6ecrokoiicTBo, IIpoBepka cuMITOMAaTHKU
TPEBOKHOE PACCTPOHCTBO
TenauHuT IIpoBepka cUMITOMAaTUKH
CBeTouyBCTBHTEIHHOCTh [IpoBepka cHMIITOMAaTHKH
CuHApPOM YIITMHEHHOTO OKI
uaTepBana QT
#MUHOIMKINH CBeTouyBCTBHTEIHHOCTh [IpoBepka cHMIITOMAaTHKH

TomHoTa, pBOTA, IUapes
T'onoBokpyxeHue
IIurmMenTanusa Koxxu

[IpoBepka cuMNTOMaTUKA
[IpoBepka cuMNTOMaTUKA
KimHnueckas onenka

#Pubammumme™* u #pudaOyrnn™*

OpamxeBoe OKparBaHNe
OMOJIOrMYECKUX KUAKOCTEH
(BO3MOXKHOE OKpAIIBAHNE
KOHTaKTHBIX JINH3)
T'ematut

TomHoTa, pBOTa, IUapes
Jluxopasxa, 03HOO
TpombonuToneHus

IloueuHas HEXOCTaTOYHOCTH
(pudaMmuTuH)

Y CKOpEHHBINA MOYEYHBIH
MeTab0IM3M MHOTOUUCIICHHBIX
JIeKapCTB

[IpoBepka cCUMNITOMATUKU

[TeueHOIHBIC TTPOOBI
[IpoBepka cUMNTOMAaTHKA
[IpoBepka cUMOTOMATHUKHI
OO0t KIMHAYECKUHA aHAH3
KpPOBH

AHanu3sl KpoBU

Koppekuus 103upoBKY APYTHX
JIeKapCTB/ypOBHS B
CBIBOPOTKE, PH HAIWYAN
TaKOBBIX

#Pudabyrua™*

Jleiikonenus

[lepemuuii yBeut (mipu
COYETaHUH C
KJIapUTPOMHULIMHOM)
I'punmno3nsle CHMIITOMBI,
MOJTUAPTPAITHS, TOTUMHUAITHS

OO0 KIMHUYECKAN aHaINn3
KpPOBH
[IpoBepka cHMIITOMATHKH

HpOBepKa CHUMIITOMAaTUKH
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#CtpentoMua** [loueyHast TOKCHYHOCTH PerynspHbie npoBepKy ypoBHs
CTPENTOMHUIIMHA B CHIBOPOTKE
KPOBH

PerynspHbie npoBepKy ypoBHS
KpEaTHHHUHA B CHIBOPOTKE
KpOBH

OTOTOKCHYHOCTSH (3BOH B yIlIax,
MOTeps CIIyXa Ha BBICOKUX
4acTorax) [TpoBepka CHMIITOMATHKH,
[lepBuuHOE 0OCIIEIOBAHHE,
MPOBEICHUE MIEPHOINICCKUX

ayJIMorpaMm
#Turenurmua** TomHOTa, pBOTA, ANApEs IIpoBepka cUMNITOMAaTHKH
ITankpeatur IIpoBepka KOHLIEHTpauu
aMuIa3hl B CHIBOPOTKE KPOBH®
I'unonporennemust IIpoBepka KOHLIEHTpauu
ajgp0yMHHA B CBIBOPOTKE
bunupyOnnemus KpOBH

[IpoBepka KOHIEHTpaLUKU
OmpyOnHA B CEIBOPOTKE
KpOBH

lns nonmyuenus makcumansHOro yposHs B 20-30 WI/MII © MUHMMATBEHOTO YPOBHS <5-10 pr/m.
[pu npueme 25 MI/Kr/eHb HEOOXOIMMO MPOXOIUTH EKEMECTUIHBIE OCMOTPBI

3V U1l ¢ IOYEYHOH JOCTATOYHOCTHIO

3.1.3.7.2 AuTudaKkTepuajibHas Tepanuss MUKOOAKTEPHO030B, BbI3BAaHHbIX MAC

(Mycobacterium avium complex)

Obwumu cnedyem cuumams cieoyroujue peKkomeHoayuu no aHmuOuomuKomepanuu nayueHmos ¢
MB, ungpuyuposannvix MAC (Mycobacterium avium complex): [205,206,207]

e B ciydae ¢ 4yBCTBUTENBHOMN K #KIapUTPOMULIMHY** opMOil mopaxeHs] HeTyOepKyIe3HBIMU
muko6akTepusmu Jerkux (HTMB) rpynmst MAC pekomMeH0BaHO TPUMEHSTH JICKAPCTBEHHYIO CXEMY
JICYEHHUST HA OCHOBE €XKETHEBHOIO IEpOpalbHOrO ImpueMa Makpoiauaa (IpeanoyTHUTENIbHO
#azutpomumHa**), #pudammuuuna** u #aramOyrona** (tadmn. 17) [205,213];

(YYP-C; Y1 -5).

KomMmenTapum:
He pexomenoyemcs npumensams npepvieucmyio cxemy (mpu pasa 6 Heoeinrd) NnepoparbHO20

npuema anmudbuomuxog o nevenus HTMBJI epynnot MAC;
IIpu nevenuu HTMBJI epynnet MAC nposodums nauanvhwlil Kypc #amukayuna** enympugenno
npU HATUYUU OOHO20 UNU HECKObKUX HUNCECAEOYIOWUX YCIOBULL:
- NONONCUMENILHBIN MA30K HA Haauyue Kuciomoycmoudugvlx oakmepui (KYb) ¢ mamepuane u3z
ObIXAMENbHBIX NYyMell;
- PEeHmM2eHON02UYeCKAs KapMUHA 00PaA306aHUSA 6 Ie2KUX KAGepH WU MAXCENIOU UHpeKyuu,

- CUCmMmemMHble NPU3HAKU 36160]166’61H1/l}l,'
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Jlewenuem nayuenmos ¢ popmoti HTMBJI epynnovt MAC, pezucmenmuoii k #xaapumpomuyumy **,
O0IJHCHBL COBMECMHO 3anumMamvcsi cneyuaaucmol 6 oonacmu HTMB u MB.

llayuenmul ¢ 6vicoxoli bakmepuarbHol HASPY3KOU (CO2IACHO NONONCUMENbHOMY Pe3Yabmamy 6
mecme MUKPOCKONUU MA3KA MOKPOMbL, HATUYUIO KABEPHbI U/UNU CYUWECNBEHHbIX B0CHANUMENbHBIX
npoyecco8 6 NecKUX, UaU CUCMEeMAMUYECKUX CUMNMOMO8 HA pPEeHmeeHe) MO2ym NOo4yECmeosamy
VAyuuenue nocie nepeoHauyanvHozo (1-3  mecaya) Kypca uHvexkyuu —Hamuxayuma**  unu
#empenmomuyuna**(maon. 17) 6 dononnenue Kk CmaHOapmHOMy KVPCY JledeHus U3 mpex npenapamos
0718 nayuenmos ¢ 3abonesanusmu aeckux, gvizearnvimu MAC. Umerowuecs oannvie ne noxkazwleéaiom
Panudull mexcoy moKCuuHoCmuio npu npueme 15 me/xe #tamuxayuna™** (maoén. 17) 1 pasz 6 oenv unu 25
Me/ke mpu paza 6 nedenro [214].

Ilpumenenue #amurxayuna™* ¢ eude uneanayuii (nexapcmeennas gopma O UHveKyuil) (mao..
17) emecmo 8HYyMpuBeHH020 AMUHOAUKOZUOA MOXCem Obimb DoJlee NPeonoYmumenbHbiM 68Uy MeHee
MuamenbHo20 HAONIO0EHUsI U MEHbULe2O0 MOKCUUEeCK020 OeUucmsusl, 0OHAKO OaHHble pe3)lbmamos
JleYeHusi OCMaromcesi HenoHbiMU, U IphekmusHocms maxKoeo nedeHus Ons NayueHmos ¢ KA8epHOU
JIe2KUX, ¢ cyomepanesmuieckumu ypOGHAMU NeKAPCme COMHUmenvHa [162].
. Kareropuuecku He pekoMeHayeTcss IPUMEHEHHE MOHOTepaTi MaKpOJIUIHBIM MPEnapaToM WiH
WHBIM aHTUMHUKPOOHBIM cpencTtBoM mpu jedennn HTMBJI rpynmer MAC ¢ nensio npoduiakTuKd
pazButus pesucteHtHoctu [206,207].
(YYP-C; Y1 -5).
KommenTapuii: Ocnoguvivu pakmopamu pucka 07s pazeumust y NAYUeHmo8s ¢ 3a001e6aHUAMU 1e2KUX,
svizeanuvimu MAC, ycmouyueocmu x #xnapumpomuyuny** senaromes makpoiuonas mMmoHomepanus u
npeovidywee JeueHue MaKpoIuoamMu ¢ HeCoOOmEemcmeyiouuMy OONOIHAIOWUMU NPEnapamami.
Ilosmomy, Heobx00uMO He3aMeOaUMenbHO NPEKPAmums npuem MaKkpoIudos (00bI4HO NPONUCHIBAEMbIX
8 Kauecmee NpomMu80BOCHAIUMENbHBIX npenapamog npu MB) nocne uzonayuu muxodaxmeput, npu
9MOM MAKPOIUObL HUKO20A He 00IHCHbI NPONUCHIBAMbCS 01 1edenusl 3a001e8aHUlL 1e2KUX, 8bI36AHHbIX
MAC, 6e3 08yx coomeemcmayrouwux OONOIHAIUUX NPENnaApamos.
Maxponuounas mepanus 00bIYHO He PEKOMEHO08AHA NpU 3aD0Ne8aHUAX JleeKUX, vi3sanHbvlx MAC, npu
yemotiyugocmu K #xaapumpomuyuny** [213] oOnaxo makpoaudsr mo2ym oxkazvléams O1a20NPUAIMHOE
eruanue npu MB 6nacooaps ceoum ceoticmeam He-anmubuomuxos. Knapumpomuyun-ycmouuussie
nayuenmsi ¢ 3a001e8anuamu neckux, evizganuvimu MAC, mozym ucnvimovliéamos 2¢hghexm om neuenus
napenmepanbHo20 aMUHoIUKo3uoa, #pupamnuyuna™®* (obviuno #pugdabymuna™*) u #omambymona™*
8 couemaHuu ¢ OOHUM UNU HECKOAbKUMU OONONHAIOWUMY npenapamamu (yuumvléas Hebobuioe
KOIUYeCm80 OAHHbIX NPAKMUYecKux pexkomeHoayuil) (mabna. 17), maxumu kax #pmopxunonronsi

[213,215,216]. #Pughabymun™**(mabn. 17) moocem dasams nonodicumenvuviii d¢hgexm npu ieyeHuu
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KIapUumpOoMUyuH-yCmou4ugslx NayueHmos ¢ 3a001e6anuamu neckux, avizgannvimu MAC, oonako uacmo
npoABNAIOMCcA NOOOUHble 0eliCmeUus (0COOEeHHO, Nnamono2uyeckKoe usMeHeHue Kposu, paccmpoicmeo
HCENYOOUHO-KUULEUHO20 MPAKMA, NOAUAPMPAN2Us), KOMOpble MPeOyIom CHUINCEHU 003bl UU NOJIHOU
ocmanoexu nevenus [217,218,219].

. B cnyuasx BeisiBieHus y nauveHtoB ¢ MB 6onee omnoro Buma HTMbB pexomennyercs
MPOBOJIUTH MHKPOOHMOJIOTUYECKOE HCCIENOBAaHWE [UIA OIpENeNieHHs] TOro, Kakas/Kakue |3
MUKOOAKTEpHUI BBIIENIACTCS TIOCTOSIHHO, M KaKasi/Kakue SBISIFOTCS MPUYUHON TOSBICHUS 3a00ICBaHMS.
[220,221].

(YYP-CYIA-S).

. PexomeHn10BaHO AIMEHTOB ¢ MYKOBHUCIIUI030M C 3a00JI€BaHUSIMU JIETKUX, BbI3BaHHBIME HTMb
obcnenoBath Ha npeamer ABJIA, Tak kak MUKOOAKTEPHO3bl, HEPEAKO COYETAIOTCA C aJIEPTUYECKUM
OpOHXOJIETOYHBIM aCIIEPTUIIIE30M /1IN BbiceBaMU rpuboB pona Aspergillus B MokpoTe min oOpa3znax

OpoHXOATBBEOJIIPHOTO JTaBaXka [205].
YYP-CYII-5).

Kommenrapuu: B makux ciyuasx pekomeH008aHo nposooums mepanuio obeux ungexyui. Ilockonvky
#pupamnuyun** (epynna npomusomybepkyniesHvie npenapamol) ycKopsem HOYEUHbll MemadoIu3mM
MPUA30NI08bIX NPOMUBOCPUOKOBLIX NPEenapamos, JledeHue dcnepeunie3a npu 3a0071e6aHUAX JIeSKUX,
svizeanuvix MAC, npeocmaensemcs bonee crodichvim. llepswviii cnocob — npumensmo #pughabymumn **
emecmo #Hpupamnuyuna** (neuenue #pugpabymunom™* conpogoscoaemcs unHoykyuel neueHoOUHuIX
Gepmenmos, omuocawuxcs K noocemeticmsy yumoxpoma P450) 6 couemanuu c o0OvIuHBLIMU
dononusowumu npenapamamu 0ns spaouxayuu MAC u #eopuxonazonom™* unu #nozaxonazonom™**,
KOMOopwlll MOdicem Oblmb MeHblULe NOOBEPIHCEH OeltiCEUI0 OONONHAIWUX npenapamos #pugdadbymuna **,
uem #6OpukoHazon**, ¢ KoppekmuposKou 003UpOoBKU 8 COOMBEEMCMEUU C YPOBHAMU KOHYESHMPAayull
(maon. 17) [205,222,223]. Ilpu Hedocmynnocmu mepanesmu4eckoco 1eKapCmeeHHo020 MOHUMOPUHEA

emecmo #pugamnuyuna** mosrcem npumenamocs #amuxayun™ uepes neoynatizep [162,205,224].
3.1.4 Tepanusi nopa:keHuii JIerkux, BHI3BAHHBIX rpudamu pona Aspergillus

Pezynomamer nposedennoco 6 HUH meduyunckou mukonoeuu um. I1L.H. Kawkuna ¢ 2014-2017
22. UCCNe008aHUs CEUOEmMenbCmeyIom, 4mo KoJAoHuzayus ovixamenvhvlx nymeu Aspergillus spp.
eoznukaem y 22% nayuenmos ¢ MB, a pasnuunvie eapuanmol achepaunnesza - 9,2% [225].

Haubonee wuacmvui eapuanm acnepeunne3a y nayuenmos ¢ MB -  amnepeuueckuil
bponxonezounviii acnepeunnes (AbJIA). Yacmoma ABJIA y noopocmkos u e3pocivix nayuenmos ¢ MB
— 10-15%, pedice y oemeiti mnaowieeo gozpacma [40,41].

XAJI pazsusaemcs y 2-5% nayuenmos ¢ MB. Hueazuenwlil acnepauiies 1e2Kux y nayueHmos ¢

MB go3nuxaem peoko (0,5-1%) [225].
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Ipubvl poda Aspergillus moeym xononuzuposams ovixamenvhvle nymu nayuenmos ¢ MB unu

8bI3LIBAMb, 6 3AGUCUMOCTIU OM COCMOAHUA UMMYHHOU CUCMeMbl NAYUeHmA, allepeudecKull
oponxonezounviii acnepaunnes (AbJIA), xponuweckuu acnepeunnes neexux (XAJI) u uneazusHwiil
acnepeunnesz (MA) [17,39,85,86].

. PexomMeH10BaHO IPUMEHEHNE AHTUMUKOTHYECKUX IIPENApaTOB KaK STHOTPOIIHOM Tepanuu Ipu

ABJIA 1 XAJI (1a6m.19) [17,39,8
(YYP - C, VI - 5).

5,86].

Tabauna 19. AuTumukotuxu, npuMmensiembie npu ABJIA u XAJI [17,39,85,86]

AHTHMHKOTHK CyTouHbIE CyTtounbie 10361 [[IyTh BBeienusi [KpaTtHoctb
IM03BI /151 1eTel [IUIs1 B3POCIbIX npueMa B J1eHb
#Bopukonazon** 18 Mr/kr 400 mr BuyTpb 2
(TIpOTHBOMOKA3aH JETSIM 110 2 JIET)
#Bopukonazon** 18 mr/kr B 12 mr/kr B B/B 2
(IpOTHBOIMOKA3aH JETSIM 10 2 JIeT) [[IEPBBIE CYyTKH, [[IEPBBIE CYTKH,
BateM 16 Mr/kr j3atem 8 MI/Kr
#Tpakonazon imo 12 et 5 400 mr BryTpb 2
(TabeTKN MPOTHBOITOKA3aHbI MI/KT, cTapiie
meTsM 10 3 J1eT) 12 ner 200 mMr
#Ilo3axoHazomn - 300mMr2pB1 BHYTPb 1 (B IepBEIi HCHB
TabJIeTKH neHb, 3atemM 300 — 2p/nH)
MI/CYT
#Ilo3axonazom** - 600 MT BHYTDb 2-4
CyCIIeH3Usl JJIsl IpreMa BHYTpPb
(mpoTuBOMOKa3aH aeTsiM 1o 13 mer)
#Kacropyarua™* 70 mr/m> B 1-it (70 mr B 1-it nenb, [B/B 1
(TIpoTHBOMOKa3aH OETSIM 10 3 MEC |IeHb, 3aTeM 10 3aTeM 1o 50 Mr
PKV3HH ) 50 mMr/m>
(cyrouHas mo3a
He BoITe 70 MT)
#Amporepurina B 3-5 mr/kr/cyt  [3-5 mr/kr/cyT B/B 1
[[TMTIOCOMaNBHBIH |.
#Amporepunna B [JIummaabrit S Mr/KT/CyT S Mr/KT/CyT B/B 1
KOMITIEKC |
#Amporepunna B** 0,6-1,0 0,6—1,0 mr/kr/cyT [B/B 1
MT/KT/CyT
#Amporepurina B 12,5 mr 12,5 mr HUHT AU N InBa pasa B
[TumocomanbHBIH | uepes HEJet0
(popma TSt HHBEKITHOHHOTO HeOymnaiizep':
[TPUMEHEHHS )
(mpoTrBOMOKa3aH JeTsiM 10 1 mec
PKU3HH)
#Amporepunima B [Jlumuaaeiid12,5 mr 12,5 mr HUHTAISIIIUNA nBa pasza B
KOMILJIEKC | uepes HEIIEI0
(popma 17151 HHBEKIMOHHOTO HeOyaiizep':
pUMEHEHUs])
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IIpumeuanns:
*IIpumenenue nexapcmeentozo npenapama y 0emeii 6He 3aPeUcmpupOSaHHbIX 6 UHCIMPYKYUU JTeKAPCMBEHHO20 CPedCmea

NOKA3aHULL NPOU3BOOUMCST NO peuleHuio 8pavyeOHol Komuccuu ¢ paspeuieHus JIOKanbHo2o ImMuyeckozo Komumemad
MEOUYUHCKOU OpeaHu3ayuy (npu HAAUYUY), NPU HATUYUU HOONUCAHHOZ0 UHDOPMUPOBAHHO20 CO2NAcUsl pooumenetl
(3axoHHbIX npedcmagumerell) u pebenka 6 sospacme cmapue 15 nem.

I~ IIpumenenue nexapcmeennvix gopm 015 napeHmepanpHo20 NPUMEHeHUs 6 6UOe UHZAIAYULL PASPEULACMC KOHCUTUYMOM
CReYUanUCmo8 no HCUIHEHHLIM ROKA3AHUAM C paspeuienus JIOKanbHo20 SMuiecko20 KOMUmema MeouyuHCcKol Opeanu3ayul,
npU HAAUYUU NOONUCAHHO20 UHGOPMUPOBANHO20 coznacus pooumenell (onekyna) u pebenka & eospacme cmapute 15 nem, @
VCNIOBUAX CHEYUATUZUPOBANHO20 cmayuonapa. B danvheliuiem npu xopouteli nepeHoCUMoCmu npuem npenapama paspeuieH
8 amMOYIaMOPHBIX YCTIOBUAX.

2 - Hueanayuu #Amgpomepuyuna B [nunocomanvrnozo] unu #Amgomepuyuna B [Jlunuonozo xomnnexcal mozym 6vimo
albMmepHamusoll Ul  OONOJHUMENbHOU Npomueocpubrosoll mepanuei 6 Jjevenuu ABJIA npu nedocmamounou
appexmusnocmu mepanuu CUCTNEMHBIMU AHMUMUKOMUKAMU, HenepeHocumocmu  a3oneublx JIC wiu nomenyuansHo
ONACHBIX JIeKAPCMBEHHbIX 83aumodeticmeusix [162,226,227].

Ilpu  Hanuuuy  MEOUYUHCKUX — NOKA3AHULL (MO JCUSHEHHLIM — NOKA3AHUAM,  6KIIOYAA  UHOUBUOYATLHYIO
HenepeHoCUMOCHb, 0anee — NO HCUSHEHHBIM NOKA3AHUAM) NO PeuleHur0 6paieOHOt KOMUCCUU OCYIemEIAemcsa Ha3HaYeHe
JIeKAPCMEEHHBIX Npenapamog He Nno MeHCOYHAPOOHOMY HeNnaHMeHmOS8aHHOMY HAUMEHOBAHUWIO, d N0 MOP206OMY
Haumenosanuto (wacmo 15 cmamou 37 @edepanvrozo saxona om 21.11 2011 Ne 323-D3 «0b6 ocnosax oxpanwl 300po6bsi
epasicoan Poccuiickou Dedepayuuy u nynxkm 6 Ilopsaoka nasnaueHus 1eKapcmeeHHbIX npenapamos, Gpopm peyenmypHoix
01aHK08 Ha J1eKapCmeeHHvle Npenapamvl, NOPAOKA ODOPMIEHUA YKA3AHHLIX ONAHKOS, UX YyYyema U XpaHeHus,
ymeepoicoenno2o npukazom Munzopasea Poccuu om 14.01.2019 Nedn). Pewenue pauebnoti komuccuu ogopmisiemcs
NPOMOKONOM U BHOCUTNCA 8 MEOYUHCKYIO OOKYMEHMAYUIo nayueHma.

Ipu ucnonvzosanuu #Heopuxonazona™* u Opyeux cpedcms epynnvi mpuaszonos ecezoa ciedyem Yuumvleams
B03MONHCHOCIL IeKAPCMEEHHbIX 3aumodeticmeuti. Hanpumep, npu nasuauenuu #eopuxonazona** ciedyem ommenums
pudpamnuyun®*  unu  Opyeue uHdykmopwl pepmenmog yumoxpoma P-450  (uneubumopvr npomowHou  nomnwl,
Kapbamazenun**, penumoun**), NOCKOILKY 6 9MUX CIYUASX Mepanesmudeckast KoHyenmpayus #eopuxonasona™** ¢ niazve
U MKAHAX 00bIYHO He 00CTUeaAemcs.

YV nayuenmos, nonyuarowux Oaumenvuyro mepanuto HeopukoHazonom**, mozym pazeumucs KOJiCHvle peakyuu
gomouyecmeumenvhocmu. Bo epema nevenus nayuenmam pexomeHoyemcs uzbe2amv UHMEHCUBHO2O UL OTUMETbHO2O

06]lyli€Hu}l NPAMbIM COJIHEYHBIM C6EMOM.
Tepanusa ABJIA

° [Tpu ABJIA pexoMeH1I0BaHO IPUMEHEHUE KOPTHKOCTEPOUIOB JJII CHCTEMHOT'O TPUMEHEHUS
Y MPOTUBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEJICTB TPYIIIILI TPHA30JIOB (#BOPUKOHA30I™** U #UTpAKOHA301)
(Ta611.19)[39,85,228].
YYP-C,YII-5).
Kommenrapmii:  #llozakonazon™* npumensaiom npu HenepeHOCUMOCMU UMU HEBO3MONCHOCIU
npumeHenus #eopuxonazona™* unu #umpaxonazona

Hcnonvzosanue kopmuxocmepouoos Ojisi CUCEMHO20 NPUMEHEHUs] PeKOMEHOO08AHO Npu

gvipasiceHHom oponxoobcmpykmugnom cunopome (bOC), nanuuuu 303uHODUILHBIX UHGUILMPAMOS 8
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JIe2KUX Uy HedhhekmueHocmu npuUMeHeHus npomueocpUOKOBbIX 1eKAPCMBEEHHBIX CPeOCms 2pynnvl
mpua3zonos [39,85,228].

Jna kynuposanus 6pOHX00OCMPYKMUBHO20 CUHOPOMA U IOZUHOPUILHBIX UHDUILIMPAMOS 8 J1e2KUX
Haznauaiom npedHuzonon** no 0,5-1,0 me/xe/cym uiu Opyeoil KOPpMUKOCMEPOUO CUCEMHO20
oeticmeust 8 3KGUBAIEHMHOL 003e (Hanpumep, Memuanpeonu3onon™*) e meuenue 14 Oueti @
3a8UCUMOCIU OM CMeNneHU OPOHX00OCMpPYKmMueHo2o cunopoma. Ilocrnedyowee chudxcenue 0o3vl (om 5
00 10 me kadicovle 0ge nedenu) 6 meyenue 1-3-5 mecayes. IlpodonsxcumenbHocmy nedeHus 3a8UCUm om
akmusHocmu u msdcecmu 3abonesanusi. Huzxas noooepacusarowasn ooza (om 5,0 0o 7,5 me / cym)
Modcem  nompebogamuvca 6 meueHue ONUMENbHO20 6peMeHU Ol KOHMPOs 3a001e8aHus U
npeoomspaujeHus peyuouos y HeKomopwix nayuenmos. [229,230 |.

Kpumepuamu s¢ppexmusnocmu cayxcam Kynuposanue KIUHUYECKUX NPUSHAKOS, UCYE3HOBEHUE
903UHOPUNLHBIX UHPUTLMPAMO8 8 1e2KUX U CHUdCeHUe ypoeus obwezo IgE 6 colsopomie kposu. [locne
oocmudiceHus: d¢hghekma nocmenenHo cCHudiCaom 003y npenapama nioms 00 ommeHvl 8 medenue 3-4
Heoeb.

Bo epemsa pemuccuu nayuenmul 6 cneyuguueckor mepanuu He HyHcOaomcs.

Ilpu peyuouse ABJIA 6no6b npumensiom #Heopuxonazon™* unu #umparxonazon (maba.19) 6 meuenue 2—
4 mec, npu svipaxcennom bOC — npeonuzonon** unu memuanpeonuzonon**,

Kpome peyuousa ABJIA nokazanusmu K HA3HAYEHUIO MPUA30I08 ABIAEMCA 3A8UCUMOCTbL OM
KOpMUKOCMepouoos OJisi CUCMEMHO20 NPUMEHEHUs, UX HedOCmamounas 3¢oexmusHocms u
8bIpadICerHble Hedcelamenvhvie d¢hghexmopi.

Ilpumenenue npomusocpubKOBbIX 1EKAPCMBEHHBIX CPeOCmE epynnbl mpuasonos y nayuenmoe ABJIA
no036015em 00CMOBEPHO YMEHbUIUMb NPUMEHEHUEe KOPMUKOCMEPOUOO08 OJisl CUCTNEMHO20 NPUMEHEHUS,

NpUBOOUM K YIYUULeHUIO (DYHKYUU BHEUIHe20 ObIXAHUS U YMEeHbUeHUIO Yacmomyl peyuougos ABJIA.

Tepanusa XAJI
° PexomennoBano B kauectBe jeueHuss XAJl y nanmentoB ¢ MB ncnonbp30Bath JIUTENbHBIN

KypC MPOTUBOTPHUOKOBBIX JICKAPCTBEHHBIX CPEJICTB, JIeUeHUE «POHOBOT0» 3a00JICBaHUS M YMEHBIICHUE
STPOr€HHOM UMMYHOCYIIPECCUH, a TAKIKE XUPYPTrUYECKOI0 yAajJeHus oyaros nopaxenus. [15,17,18].

YYP-C,YIO-5).

Kommenrapmii: [layuenmor ¢ XAJI mnyscoaromcs 6 OnumenvHom HaAOM0O0eHUuu Oisi KOHMPOs
3a0601e8aHUsL U CBOEBPEMEHH020 JNledenust peyuousda. OCHO8Y AHMUMUKOMUYECKOU mepanuu
cocmaeniem npumeHeHue nepopanvbhblx  #eopuxonazona** umu  Humpaxoumazona (mabn.l19)).
#llozaxkonazon™** npumenaom npu  HeNePEHOCUMOCMU  UIU  HEBOZMONCHOCMU  NPUMEHEeHUs
#eopurxonazona™** unu #umpaxonazona. #Kacnogpyneun** (maon.19), a marowce #Am¢pomepuyun B

[nunocomanvuwiii] unu #Ampomepuyun B [Jlunudnuiii komniexc] uiu ooviunsiti (mabdn.19) nasnauarom
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8/6 npu HedppekmusHocmu nepopalbHLIX NPOMUBOSPUOKOBLIX NEeKAPCMEEHHbIX CPEOCME 2pPYNNbl
Mpuasoos.

AnvmepramugHulii Memoo jeyeHus — #eHympunoiocmuoe 8gedenue amgpomepuyuna B**.
Baxcnoti cocmasnarowei neuenuss XAJI y 6onvnvix MB ssnsemcsa ynyuuieHue 3IKCNeKmMopayuu

MOKpOmBbI.

Koppexyus ummynnozo degpexma 00b1uHo docmueaemcs yCneunbim leyeHuemM 0CHO8HO20 3a001e6aHUs
U CHUdCEHUEM 003bl KOPMUKOCMEPOUOO08 OJisl CUCHEMHO20 NPUMEHEHUS.

Xupypeuueckoe emeuiamensCmeo — 8adCHbIN KOMNOHEHN KOMNAEKCHO20 Nedenusi XAJl. Oonosnaunvim
NOKA3aHUeM A614emcsl 8bICOKUL PUCK UTU pa3eumue 1e204H020 Kpogomedenus. Ymoovl ymeHbuumeo
8epOSIMHOCMb UHGUYUPOBAHUA MKAHEU U pA36UMuUs cChneyuuyeckol smnuemsl niespvl, 00 U Nocie
ONnepamueHo20 nedenus NPUMeHsaIom #eopukonazon™** unu #umpakonason (Xupypauveckomy ne4enuio
MO2ym Npensamcmeosams pacnpoCmMpaHeHHOCHb NOPANCEHUS, MANCECMb COCMOAHUL NayueHma u
8bIPAJNCEHHASL  ObIXAMENbHASL HeOOCMAMOYHOCMb, 4 MAKHCE MHOHNCECMEEHHble ACNePIULIOMDYL.
Yacmoma ocnosicuenuil (KpogomeyeHue u np.) npu ONepamueHoOM jledeHuu moxcem oocmueams 5—20%.

3.1.5 Tepanusi BHELIHECEKPETOPHO HEAOCTATOYHOCTH MOMKETYA0UYHOM Kejie3bl

e 3aMecTUTENbHYIO Tepanuio maHkpeatnueckumu depmentamu ([lankpeatun™*), (B Buze
MUHUMHUKpochep, ¢ pH-4yBCTBUTENbHBIM MOKpPHITHEM 0€3 NPUMEHEHHS] METAaKpUIOBOW KHCIOTHI
[231,232,233,234,235] ¢ unm 6€3 >keTaTHHOBOM KarcCyibl) PEKOMEHA0BAaHO Ha3HAYaTh BCEM IMTAIIMCHTAM,
BKJIIOYasi HOBOPOXAEHHBIX ¢ MB, MMM KIMHUYECKUE MPOSIBICHUS KUIIEYHOTO CHHAPOMA WU
HU3KYIO KOHIICHTPAIMIO TaHKpeaTHuecKko »sjactaszbl-1 B kame (<200 MKr/r) mpw OTCYTCTBUHU
npotuBonoka3anuii. llenp BMemaTtenbcTBa — KOPPEKIHMS BHEUIHECEKPETOPHOU MaHKpeaTHuecKoin
HEJ0CTATOYHOCTH (M0 KIIMHUYECKUM MOKa3aTelNsM U OTCYTCTBHE HEHTPAIBLHOTO KHpa B KOIPOTpaMMe)
[2,19,233,234,235,236].

(YYP-B, Y11 -3).

KOMMGHTapHﬁ: HDM nposedeﬂuu 3aMeCcmumeibHol mepanuu Heobx00uUMo KOHmpoJjaupoeamas.

- nokazamenu KONpOSPAMMbl, 8 Nep8yro ouepedb KOIUYECMBO HelUmpaibHO20 HCUpd,
- yacmomy u xapaxmep cmynd,
- edlceMeCuHYI0 NPUbAsKy MAccvl mena u OUHAMUKY pOCma nayuenma.

s eoccmanosnenus — A0eK6AMHOU — ACCUMUNAYUU — dHCUpa  Ccledyem  NPUMEHsMb
8b1COK0IGhhekmusHbvle nankpeamuyeckue epmenmol 8 8U0e MUHUMUKPOCED, 4mMOo 8 OOIbUUHCIEe
cyuaes no3gosisem KOMIEeHCUPO8ams CIeamopero U YMeHbuums oepuyum maccol meid.

Ilokazanusa: 6ce nayuenmvl ¢ NPUSHAKAMU HEOOCMAMOYHOCIU IK3OKPUHHOU QYHKYUU
nOOJICEeNYOOUHOU  Jicene3bl  (cmeamopes — (HeUmpanbHuIlL JHCUP 6 KONpocpamme), CHUNCEeHUe

nankpeamuyeckou snacma3zvi-1 menee 200 mxe/2).
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IIpomueonokazanus. uHOUBUOAYANbHASA HENEPEHOCUMOCHD.

Buvibop nymu esedenus; 6Hympv 00 u 80 épems Kaxcooeo npuema nuwu. Ilankpeamuueckue
pepmenmol He credyem HazHauams nocie eovl. Kancynvi, codepacawjue MUHUMUKPOCHEPDI, MOIHCHO
BCKPBIBAMb U NPUHUMAMb UX COOEPHCUMOE OOHOBPEMEHHO C HeOOIbUUM KOIUYECBOM NUWU, UTU
NPUHUMAMb YETUKOM, He BCKPbIBAsl, eCiu peDeHOK yice 00CMAMOYHO OOIbULOU U MONCEM NPORTIOMUMb
Kancyiny.

Oyenka 2¢hghexmusnocmu nevenus: K KIUHUYECKUM NOKA3AMENAM A0eK8AMHOU 003UPOKU
NAanKpeamuyecKux ghepmenmos ciedyem omHecmu: yayduleHue npubasku eeca oemetl, yMeHvblueHue
obvema cmyna, e2o Yyacmomsl, yMeHbleHUue 310860HHO20 3anaxad, UcuesHogeHue 6oel 8 xcusome.
Jlabopamopuvie nokazamenu — ymenvbuienue cmenenu cmeamopeu.

Oyenka 6e3onacHocmu 1e4enus - N0 KIUHUYECKUM NPUSHAKAM.

Jlonoanumenvhole 3aMeYanUs.

Iloo6op 003 nankpeamuueckux ghepmenmos npo8oOUMcs IMIUPUYECKU.
o Jloza nankpeamuna uHOUBUOYAIbHA OJIsL KAAHCOO20 NAYUESHMA.
o ¥V oborvuwuncmea nayuenmos 003a 00axCHA 0CmMasamvcsi MeHbuie unu He npegoiuiams 10 000 EJ]
no aunaze Ha 1 ke maccvr mena 6 cymxu unu 4000 E/] na 1 e nompebnennoeo scupa.
o Iloobop 003bl MOIN*CHO HaYamMb 8 3A6UCUMOCIU OM MACCbL mejd, 4mo cocmaeisem 6 Hauaie
neuenuss 1000 E/l/ke no nunaze na Kaxcowlili npuem nuwyu 051 Oemeti maaoute wemvipex nem u 500
EJl/ke no nunaze 6o epemsa npuema nuwu 015 Oemell cmapuie yemsvipex Jiem U 83pocivix. B
oanbHeluem 003a MO}cem NOCMeNneHHo NOBbIUAMbCS 00 HOPMAIUZAYUU CUMNIMOMO8 Ceamopeu.
o3y cnedyem onpedensimv makce 8 3A8UCUMOCIU OM GbIPANCEHHOCMU KUULEYHO20 CUHOPOMA,
pe3yibmamos KOHmMpOoJia 3a cmeamopeeti U N000epHCAHUsL A0eK8AMHO20 HYMPUMUBHO20 CIamycad.
o Hosopoowcoennvim na kadxcovie 120 ma numanusi (CMecob Uil HceHCKoe MOIOKO) CIMapmosas 003d
paccuumulgaemces kax 2500-3333 E/] nunaszwi (1/4-1/3 kancynvl npenapama ¢ akmugnocmoio 10 000
EJ[ nunaswer 6 kancyne). Omu 003v1 coomseemcemaytom npumepro 600-800 E/] nunaswi na 1 2 nuwesvix
JHCUPOB W TIO Y2-1 MEpPHOM JIOKKE KUIIEYHOPACTBOPUMBIX TrpaHyn u3 ¢uakonoB [11, 12, 37]. B
Hacmosuee 8pemMsa peKOMeHOYemcs noocyem NAHKpeamudeckux hepmeHmos no nompeonsiemomy
acupy ¢ pacuemom kodguyuenma na 1 ep ocupa. Jloza paccuumviéaemcs UHOUBUOVATLHO.
Jonycmumvie 3nauenus koagppuyuenma om 500 oo 4000 E/] na 1 ep scupa.
o V paoa nayuewmos, ocobennHo npu  6eIKO80—dHEPIeMUUECKOU — HedOCMAmo4HOCU,
2UNepayuoOHoOCmu U Opy2ux COCMOSHUAX, MOA*CEM NOHAO0OUMbCS NOBbIUEHHAST 0034 NAHKPeamuHa
oonee 10 000 E/] no nunaze na 1 ke maccol mena 6 cymxu unu 4000 E/] na 1 2 nompebaennoeo scupa

[237,238,239,240,241,242,243,244,245].
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o He cnedyem nogviuwams 003y gpepmenmos 00 ouens gvicoxoul (>18000-20000 Eo nunazwvi/xe 6
cymku). B oanvhetiwem 0oza noosepeaemcsi KOppekyuu HA OCHOBE KIUHUYECKUX CUMNMOMO8 U
nabopamopuwix oannvix. Credyem nomuums, ymo npumepuo y 10% nayuenmos nedocmamounocms
NO0X#CENYO0UHOU JHcee3bl He noodaemcs NoaHou Koppekyuu [19].

o agpgexmuenocms mepanuu NAHKPEAMUUECKUMU PEPMEHMAMU UHO20A MONCHO NOBLICUMb NPU

*k
OOHOBPEMEHHOM NpumeHeHuu #Hpamomuouna  (npomusonoxazan 6 O0emcKoM e8o3pacme),
panumuouna”” (npomusonokasan demsm 0o 12 nem), omenpazona” (npomusonoxazan oemsam 00 2
£

Jem) unu 330Menpazona’ (neiiemvl - NPOMUBONOKA3aHbI Odemsam 0o 1 2o00a, mabremxu
npomugonoKazanvl oemsam 0o 12 nem. Jlannvie npenapamvl mo2ym Obimb HAZHAYEHbI 8 CIyYde
NOMpeOHOCMU  3HAYUMENbHO2O VBelUudeHUuss 003 NAHKpeamudeckux @Gepmenmos u/uiu npu
omcymemeuu  ux JeyebHo2o Ipgexkma, umo Mmodcem Obimb 00YCIOBNEHO NOBLIUEHHOU
KUCTIOMHOCMBIO JHCETYOOYHO20 COKA U HeOOCMAMOUYHbIM oujerayusanuem xumyca 8 12-nepcmmotl
xkuwke [22,89].

3.1.6 Tepanusi SJHIOKPUHHON HEIOCTATOYHOCTH MOIKeTYA0UHOM Kee3bl (M3CI)

Jleuenue ouabema npu MB (M3C/]) 6 yenom 0012cHo coomeemcmaosams CMaHoapmam noMowu 6cem
nayuenmam ¢ ouabemom, Ho UMeIMcs 0codble MpedOBaHUsl K IeYeHUI0 NAYUEHMO08 ¢ MYKOBUCYUOO30M
[50,91].

° PexomennoBano nedenne marueHToB ¢ M3CJ] y crenuaaucToB MHOTONPO(DHIIBHONW KOMaH/IbI,
uMeromiet onbIT padotel ¢ M3CJl, U mpu 3TOM MOAIEPKUBATh KOHTAKT M KOHCYIBTHPOBATHCSA CO
CHEeHAIMCTAMH [0 MYKOBUCIHAO3Y C LeNbl0 3()()EeKTUBHOTO BeIEHUS MAalUEHTOB C YYETOM
oco0eHHOCTel 0CHOBHOTO 3a00eBanus [50,91].

YYP-C, YA -5).

. IIpu neuennn M3CJl pexoMeHayeTcs OOydeHHE CaMOCTOATEIBHOMY YXOAYy HpH auadere,
WHCYIUHOTEpanus 1 adpoOHas Harpy3ka He MeHee 150 MUH B HEZETIO C IIeNIbI0 aIeKBaTHOTO KOHTPOJIS
M3C/] u npenotBpanieHus ocioxHenui [50,91].

YYP-C,¥YIA-5).

. PexomeHnoBaHo cobmI0ieHre peKOMEHIAINA 10 TUTAaHUIO MAIUEHTOB ¢ MYKOBUCIIUA030M IS
narueHToB ¢ M3CJl. M3meHeHune moTpeOieHus] Kalopuil, >KUpPOB, OEIKOB, YIJIEBOJIOB WM COIU B
pe3ynbTaTe AMAarHOCTUKH Tuabera He JOMycKaeTcs. PexkomeHayeTcs paBHOMEPHOE pacIpeleieHne
YIJIEBOJOB B TE€YEHHE CYTOK M 3aMeHa padMHUPOBAHHBIX HA 3alIMINEHHBIC C IENbI0 MOAIepKAHUSI
HYTpUTHBHOTO craryca [50,91].

(YYP - C, Y - 5).
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e Pexomenayercs seuntb M3CJ] y maumentoB ¢ MB uHcynmnHamu, a He NepopajlbHbIMU
TUTNOTIMKEMUYECKUMH TIpenaparaMu ¢ b0 ONTUMAIbHOTO KOHTPOJS YPOBHS TIIIOKO3BI B KPOBU
[50,91,246,247].

YYP-C,YIA-5).

KommenTapuii: Dghpexmusrnocmov nepopanvhvix eunoziukemuueckux cpeocms o mepanuu M3C/[ ne
ookazana. Ilpu newenuu M3CJ] pexomenoyemcs npumensims OONIOCHVIO CXeMY Npuemd UHCYIUHOS.
Mooicem npumensamvbcsi cmaHOapmublll pexscum 0a3anbHO-060110CHO20 86€0eHUsl UHCYIUHO8, BKII0YAs
KombuHnayuio bazanvnoco (Mucynunsl u ananocu OnumenbHo2o Oeticmeus) u O6blcmpooelcmeayouezo
(Uncynunvl u aumanocu 0Ovicmpo2o Oeucmeus) UHCYIUHA NYymeM MHO2OKPAMHBIX eHCeOHEeBHbLX
NOOKOMCHbIX UHBEKYUU Uiy oOvicmpooeticmsyroujeco uncyauna (Mucynunvl u aumanoeu 6vicmpozo
oelicmeust) nymem Henpepul8HOU NOOKONHCHOU un@ysuu (uncyrunosas nomna). Ilayuenmos ciedyem
HAy4ums yCmanasiugams 003y UHCYIUHOE 8 COOMBEMCMEUL C COOEPAHCAHUEM V2Tle80008 8 UX nuuje.
Ecmb ouenv ocpanuuennvle oannvie 06 UCNONb308aHUU NEPOPATLHBIX 2UNO2NUKEMUYECKUX NPEenapamos
npu M3CJ/[. U3 nepopanbHuix 2uno2iukemMuyecKux npenapamos, 3ape2ucmpuposanHulx Ha meppumopuu
Poccuiickoti  @edepayuu  usyuenvl npou3eoomvie CYIbQOHUIMOUEBUHBI, Mempopmun™™, npoyue
npomusoziukemuieckue npenapamol (penaziunud**) u muazonuounouonsl. Ippexm e doxasam.
AHnanoeu enoxka2oHono0o6Ho020 nenmuoa- 1 (UHKpemunsl Uy UHKpemuHMUMemudeckue d2eHmol) Mo2ym
uepame 8AX*CHYI0 pONb, HO NOKA mpebyemcs npogecmu OONOTHUMENbHbIE UCCIe008aHUs, 4mMOoDbl
gblHeCmU 00KA3amebHble PeKOMEHOAYUU.

J Bo Bpems o6ocTpeHuil Je€ro4yHoro mnpoliecca pPEKOMEHIYeTCs dYalle MPOBEepATh YPOBEHb
rikemMun (10 3-6 pa3 B J€Hb), KOTOpasl HOBbIIaeTcs Ha (OHE BOCHAICHUS U YBEJIUYUTH 03y
WHCYJIMHA, KaK OOJIFOCHOTO, TaK M 0a3MCHOTO C LIEJIbI0 ONTUMAJIBLHOIO KOHTPOJIS YPOBHS TIIIOKO3BI B
KPOBH Y CBOEBPEMEHHOW KOPPEKIUH J103bl UHCYIUHOB [50,91].

YYP-C, YA -5).

KommenTapuii: /layuenmam ¢ mykosucyuoosom npu HapyuieHuu moiepanmuocmu K enoxoze (HIT),
0cobenHo 60 @pems obocmpeHus 3a00Ne8aHUs MAK dHce Modcem Nompebo8amvCs UHCYIUHOBAS
mepanus.

J PekomennyeTcss mpoBeneHre MOHHUTOpHHTra ocioxxHeHuit M3CJ] corimacHo MOHUTOPHHTY
apyrux ¢popM auadera s OpraHu3aluu npoduaakTudeckux Mmeponpustuit [50,91].

YYP-C, Y1 -5).

3.1.7 Tepanus nopakeHusi Ne4eHU

. PexomeHyeTcst HazHaueHUE MpenapaToB ypcoae3okcuxoneBoil  kucinotel** (Y IXK)

(HpOTI/IBOHOKa3aHI/IC J0 3 et JJIg KarlCyJ, HCT HpOTHBOHOKBBElHPIfI UL CYCIICH3WU UIA ITpUEMa BHyTpB)
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narueHTam ¢ MB ¢ 1enbi0 mpeoTBpalieHus renaToOMIHAPHON MATOJIOTHA W TePAlTuU UMEIOITUXCS
MOPaKEHUM MMeUEHU MPU OTCYTCTBUU MEIULIMHCKUX MPOTUBOTIOKa3auuii [1,2,22,248,249].
YYP-C, Y1 -5).

KomMmeHnTapmii:
Ilpomueonokazanua: unousuodyarvbHas HenepeHoCUMOoCmyb, OCmpble GOCHANUmMENbHble 3A0071e6aHUS

HCENUHO20 NY3bIPSL.

Buvioop nekapcmeennvix gpopm: npenapamol, gvinyckaemvie 8 guoe Kancyl u cupona (0as oemeltl ¢
Mmaccoti 0o 34 ke), oosuposka 15-30 me/ke 6 cymxu.

Ouyenka 3¢phexmuenocmu neuenusn: Knunuyecku u no oanuvim Y3U u pubposnacmoepaghuu (1 pas 6
12 mecayes) (cm. pazoen?. JJuaenocmuka).

Ouyenka 6ezonacnocmu jed4eHusn: Heobxooum nepuooudeckuil (2 paza 6 200) KOHMPOJb AKMUBHOCTIU
anaHuHaMuHompancgepasvl, acnapmamamunmopancgepasol, wenouHou ocgamasvl 8 Kposu (cm.
Pa3zoen 2. Jluacnocmuxa).

Tem He menee, 6 Hacmosauee epems, yYOeOUmMenbHbIX 00KA3AMENbHbIX OAHHLIX O NPedomepaujeHuU
pazeumus puoposza u yupposa va ¢hone npuema YJ[XK nem [250].

THayuenmam ¢ MB pexomendyemcs MUHUMUUPOBATb NPUMEHEHUE 2eNamOmMOKCUYHbIX JIeKap CMBEHHbIX
cpeocms, uckauenue ankoeons [2,249].

. Pexomeni0BaHO MpH pa3BUTHH XPOHUUYECKOU MIEUCHOYHOU dHIIEDATONAaTHH, ACIIUTA, BAPUKO3HO -
pacIIMpeHHBIX BEH MUIIEBOJA U JKelyAKa 3-4 cTerneHu M KPOBOTEUEHHUS U3 HUX IMPOBOAUTH TEPAIUIO
COIJIACHO COOTBETCTBYIOIIMM KIMHUYECKUM peKOMeHaanusaMm [2,249,251].

(YYP-C; YII-5).

KommenTapuu: gopmuposanue maxux 0cClodCHeHUll 8CMpeyalomcs Heuacmo, Ho, meMm He MeHee,
mpeoOyom SKCMpeHHbX Mmep JeyeHus. Paoy nayuenmos mooicem NOHA00OUMbCA MpAHCHIAHMAYUs
nevenu (cm.pazoen 3.4 Xupypeuueckoe neuenue), 8 nacmosiujee 8pems 6 Poccuiickoii @edepayuu
nposedero 16 mpancnianmayuii.

3.1.8 Tepanus ocreonopo3a y nauueHTos ¢ MB

3aoauamu neueHus ocmeonopoza AGNAOMCA: NpedOmsepaujeHue nepeiomos KOcmel, No8bluleHuUe
Kauecmea JiHCU3HU, 3amedsienue Uil npexpaujerue nomepu KOCMHOU Maccyl, y demell - obecneuenue
HOPMAbHO20 POCMA.

o PexoMeH10BaHO JIedeHEe OCHOBHOTO 3a00JI€BaHMSI TPH BTOPUIHOM OCTEOMOPO3€ Y MAIMEHTOB C
MB [36,96,125,252].

(YYP-C, YA -5).

o Konekanpuudepon**, B Tom uucie, B BUAe Kamnenb IJIs IpHUeMa BHYTPb, PEKOMEHIOBAaH BCEM

nanpeHTaMm ¢ MB B kauecTBe TCpariuu HEAOCTATOUYHOCTHU BUTAMUHA D B Bugze npueMa OarH pa3 B ICHb
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©XKEHEBHO WJIM OJUH pa3 B HeACT0 (B SKBHUBAJICHTHBIX 103aX) Ui MOJIACPKAHUS KOHIICHTPALIUH
25(0OH)D ceiBopoTku He Meree 30 ur/mi (75 Hmoub/n) (Tabm.20) [96,253,254, 255].
YYP-C, Y11 -5).

KomMmenTapum:
Taonuua 20. /lozvl konexanvyughepora™* (sumamuna D3) u pexomenoayuu no neuenuio deduyuma

sumamuna D y oemeiti u e3pocavix ¢ MB (E/])

Bospacm, 20061 Ipogunaxmuueckas 0oza, ME | Makcumanvnas nevebnas 0o3a,
ME

0-3 1500-2000 2000

4-10 2000-3000 4000

11-18 2000-4000 10000

>18 2000-4000 10000

e PekoMeHIOBAaHO Tepamuio ocreornopo3a mnpu MB  mpoBOAMTH  COTJIACHO — KIIMHUYECKUM
pEeKOMEHIalMsAM 1o ocTeonoposy [36,125,252].

YYP-C, YA -5).
KommenTapuii: Bonpoc o npumenenuu oucocghonamos pewaemcs 8 uHOUBUOYAILHOM NOPAOKe C
VUemom MUHePaiIbHOU NJIOMHOCIU KOCMHOU MKAHU, MATIOMPABMAMUYHBIX NEPELOMO8 6 AHAMHE3e U
MPAHCHIAHMAYUOHHO20 CIAMYCca
Ilpu newenuu oucoconamamu y nayuenmos ¢ MB nonyuenvt doxazamenvcmea ysenuuenusi MITK
Oonaxko manoe uucio HaONOOEHUll He NO380AUN0 BbIABUMb CHUNCEHUe DPUCKA NepeloMOo8 Npu
onumenvrocmu neverus 2 2o0a [256].
Jnumenvnocms  neuenus  Oucgocponamamu  onpedensgemcs  uHousuoyanvHo. Haszumauaromces
bucgpocponamel 6 Oemckoli npakmuxe peuieHuemM KOHCUIUYMA 6paded Ulu Npu paspeuieHuu

Omuueckoco Komumema u NOONUCAHUU blHd)OpMupOGClHHOZO 606p060ﬂbH020 coziacus podumeﬂmu

pebenka [257].
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3.19 Tepalmﬂ XPOHUIECKOI'O PUHOCUHYCUTA H HA3AJILHOI'O IMOJIUIIO3A

e Pexomenayercst uppuraunonHas tepanus npu Hamuuunun XPC [122,258].

(YYP - A, VI - 1).

KommenrTapuu: npomwieanus nonocmu noca npogooamcs — uzomonudeckumu  (0,9%) unu
eunepmonudeckumu (3%) coneevimu pacmeopamu 2 paza 8 CymKu (uiu uawge nO NOKA3AHUAM)
edHCceOHe8HO nepeo nposedeHuem UHeAnIAYUL 8 NOJI0CMb HOCA.

e PexoMeHayeTCs Tepanus KOPTUKOCTEPOHIaMU B BUIC HA3aIBHOTO CIIpesi MPU HAIWMYUHU HA3aJTHHOTO
roJymmo3sa [96,259,260].

YYP-A, YIIA-1).
KommenTapuu: ookasana s¢¢exmusnocmv 6 omuoweHuu ymenvbulenus pazmepa NoOIUN0S,

npeonoumenue ciedyem omoasamv KOPMUKOCMEPOUOaM 6 6Ude HA3ANbHO20 Chpes C HAuMeHbliell
cmenenvo cucmemHuol abcopoyuu (momemaszona gpypoam 6 0oze 400 mxe 6 cymku y e3pocavix, 200 mxe
8 cymku y oemelti ¢ 2-x jem, OnumenvHuiMu Kypcamu om 2 0o 12 mecayes, 8 HEKOMOPHIX CIYYASIX —
oonbuie), 8 m.4. NOCe pUHOXUPYP2UHECKO20 JIeYEeHUsL.

Tepanuss XpoHuueckozo NOAUNOZHOZO PUHOCUHYCUMA OOpHa3ol arvgha™** - cm. pazoen 3.1.2

Myxorumuueckas mepanusi.

3.1.10 KoHcepBaTuBHasi Tepanus Jero4YHoro KPOBOTeYeHUs U KPOBOXaPKaHbS

Jlecounoe kposomeuenue ecmpeuaemcs edxice200no y 4,0% e3pocnvix nayuenmos (pecucmp 2017
2.), Kpoeoxapkamve pazHOU UHMEHCUSHocmu ecmpeyaemcsa uawe. Ilpuyuna paseumus 2mux
OCNIOCHEHUL 3aKII04UAemcsl 8 PeMOOeIUPOSAHUU 1e20YHO MKAHU U PA3BUMUL NAMON0SUYECKU U3BUMbBLX
U YBEeNUUEHHBIX OPOHXUANbHBLIX apmeputl. B psode ciyuaee ameuoepaguuecku e noomeepaicoaemcs
passumue namolo2uieckKux OPOHXUAIbLHbIX apmepuil U NPUYUHOU KPOBOXAPKAHbS ABIAEMCS IPO3UBHOE
nopasjcenue Ciu3UCmMou OpoHX0IKmMa308. JleuebHvlie meponpuamus 6KIOUAOM 6 cebsi CHUMCeHue
AKMUBHOCMU 2HOUHO20 BOCNANIEHUSI 68 OPOHXAX, 2eMOCMAMUYecKyl0 mMepanuio U Xupypauieckoe
nocooue.
. PekoMeHOBaHO B KadyecTBE TI'€MOCTAaTHUYECKON Tepanuu MalueHTaM C KpOBOXapKaHbEeM
OPUMEHATh dTaM3WwIaT** (BHYTPUBEHHO WIM BHYTPb) W/WIM MHIHOUTOpHl  (puOpHHOIU3A:
aMUHOKampoHOBasi ~ Kuciota** u  TpaHekcamoBas  kucrnota**. Ilpu  HesddexkTuBHOCTH
BBIIICNIEPEUHUCICHHBIX ~ NPEnapaToB  pPEKOMEHJOBAHO  IPUMEHEHHWE  MpernapaTtoB  KpOBU:
CBEXX€3aMOpOKeHHas TuiazMa, PakTop cBepThiBaHus kpoBU VIII**, dakTropsl cBepThIBaHHS KpPOBU
(Dakroper cepthiBanust kpoBu II, VII, IX u X B xomOunammu [[IpoTpoMOMHOBBIN KoMIUTEKC]**,
Onrakor anb¢a (aKTUBUPOBaHHBIN)**) [261,263,264,265].
(YYP-C, YA -5).
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KommenrTapuu: Kypc cemocmamuueckux npenapamoé HA3HAYAEMCs HA HECKOIbKO OHel 00
KYRupogaHus Kpogoxapkauvs. Ha evicome necounozo Kposomeuenus OONOIHUMENbHIU 3pdexm
MOodicem oKazame 00KIA0bI8aHUE 2PYOHOU KIeMKU TbOOM.

. PekoMeHI0BaHO TIpUM BO3HMKHOBEHUHM KpOBOXapKaHbs y mnauueHtoB ¢ MB Ha ¢one
MaHH(ecTau 000CTpeHHs] OPOHXOJIETOYHOTO TIpolecca 00s3aTebHOe Ha3HAuYCHHE aHTHOMOTHKOB
[261,264].

YYP-C, YA -5).

KommenTapuu: Heobxooumo nomHums, 4mo KpoOBOXAPKAHbE Modicem Oblmb cledcmeuem Uil
YCyeyonamscs nepedo3suposKoll cenapuna™™®, ucnonvzyoweeocs Oisi NPOMbIGaHUs nepughepuyeckux
BEHO3HBIX KAMemepoa.

. PekomeH10BaHO MpoBeaeHNE OPOHXOCKONUHU MalMeHTaM C KpoBOXapkaHbeM Ha (ponHe MB mo
MOKa3aHMsIM BO BpeMsI KPOBOTECUCHHSI/KPOBOXAPKAHBsI C IENBI0 BRISICHEHHS HCTOYHHKA KPOBOTCUCHHS,
KaK 3Tal MOJArOTOBKHY K JalTbHEHIIEMY XHPYPTHIECKOMY ITOCOOHIO, HETTOCPEICTBEHHOTO KYITHPOBAHHUS
KPOBOXapKaHbsI TIPOBEICHUEM OpOHXOOJIOKAINH, CAHAIIMH TPaxeoOpOHXHATFHOTO JIepeBa OT CTYCTKOB
KpPOBU MPHU MPOBEACHUH UCKYCCTBEHHOM BEHTWIISIIMU JIETKUX [261,264].

(YYP - C, YIII - 5).

J IIpu Hea(h(heKTUBHOCTH KOHCEPBATUBHBIX METOAOB, HAPACTAHUU 3IN30J0B KPOBOXAPKaHbS U
pa3sBUTHM JIETOYHBIX KPOBOTEYEHUH mnamueHtaM ¢ MB pexkoMeHIoBaHO XHpyprudeckoe mnocobdue
[261,264].
(YYP-C, YA -5).
KommenTapmii: cu. pazoen 3.4 «Xupypeuueckoe neuenuer.
3.1.11 Tepanus abIXaTeJbHOI HEIOCTATOYHOCTH

Hvixamenvuas nedocmamouyHocms - 3mo  NAMONO2UYECKULL CUHOPOM, NPU KOMOPOM NAPYUATLHOE
HanpsiceHue KUciopooa 6 apmepuanvroti Kposu menvute 80 mm pm.cm. (SpO2 95%) u/unu napyuanvroe
HanpsiceHue yenekuciozo 2asa ooavuie 45 mm pm.cm.

Ilo spemenu pazsumus paznuuarom ocmpyio (Hapacmauue cCUMnmMOMO8 8 meyeHue 4acos Uiy oxel)
U xpoHuueckylo (¢ meyernue neoenv unu mecayeg) JJH. C kiunuueckoi mouku 3peHus yeiecooopasHo
ewe 8bl0eNAmb OCMPYIo ObIXAMeNbHYI0 Hedocmamounocms Ha @Qone xponuyeckou (OJH na ¢gonue
X[H).

Ilpuuuna pazeumus xpounuveckou [[H y nayuenmoe ¢ MB - cmpykmypuvle uzmeHeHusi 1e2Kux,
KOmopbule pa3eusalomcs 6cle0cmsue XpoHUuecko2o OpOHX0Ne20YH020 npoyecca U Npuooaujue K
CHUDICeHUI0  abcomtomuoll  naowaou 2azooomena. Ilpuyunoti paszeumus OJH — obocmpenue

XPOHUYECKO20 CHOUHO20 6p0HX0]Z€201tH020 npoyecca 6 JlIecKUx, JlecoYHoe Kpoeomederue,
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nueemomopaxc. Ilpuuunoi ona pazeumus O/H mozym 6vimb u oOwumu, 8 4acmHoCmu pazeumue
BUPYCHOU NHEBMOHUU 8 PA32ap SNUOeMUU SPUNAA.

Jpyeum, eadxcuvim xomnowenmom 6 pazeumuu J{H y nayuenmos ¢ MB sensemcs crabocms u
VmoMmieHue OblXamenbHOU MYCKYIAmypbl, OYEHb HYACMO CONPOGONCOAIOWUe MANCEN0e MeUeHUe
3a60.1€8aHUS.

. PexomenioBano nposeneHue kuciaopojporepanuu npu PaOz <55 MM pT.CT. B MOKOE, WK NpU
PaO, <60 mMM.pT.cT. B TOKO€, HO MPU HAIAYUU OTEKOB, IMOJIMIIMTEMHUH, JIETOYHON THUIEPTCH3UU
[128,129].

YYP-C, VIO -5).

KommenTapuu: «3or0mouy cmanoapm ouaeHOCmMuKy HapyueHuil 2a3000MeHa — 3a00p aHaiu3 Kpogu
HA KUCTIOMHO-OCHOBHOE COCMOSHUE U3 JIYUEBOll apmepuu.

- Kucnopooomepanus pexomenoosana ne menee 15-24 uacos  denw

- lenesoti yposenv: SpO: 90-92%
. PexomennoBana HeuHBasuBHas BeHTwiinus Jserkux (HUBJI) npu runepkanHuueckoin
JBIXaTEHPHON HEIOCTATOYHOCTH y mamueHToB ¢ MB [266,267,268]. Llens mpoBenenus HUBIJI -
HOpMaJIM3allis Win yiaydmieHue razooomena. K momoxutensHsiM 3¢dexkram HUBJI Taxke mMoxHO
oTHecTH 3G (EeKT yIydllIeHus: JpeHaXka MOKPOTHI 3a CUET 3HAUUTEIBHOTO YIIYUIIEHUS KOJUIaTepalbHOM
BeHTHISIIMH [261,262].
YYP-C,YIA-5).
KommenTapuu: [loxasanus x neunsasusenou eenmunayuu neekux npu O/H (npu cobrooenuu mpex
VC08Ull):

- Taoicenas ooviwka, yuacmue 8 ObIXaHUU 8CHOMO2AMENbHBIX MbLUY U NAPAOOKCATIbHOE ObIXAHUE

- Yacmoma ovixanus>25 6 munymy
- Pecnupamopuwiii ayuoos (pH<7,35) u cunepxannus (PaCO2>45 mm pm.cm.)

- Buipaoicennasn eunoxcemus (PaO2/FiO32)<200 mm pm.cm.

Toxazanus ons eenmunayuu areekux npu X/{H:
- PaCO>>55 mm pm.cm.

- PaCO: 50-54 mm pm.cm. u 3nu300b61 HOYHOUL 2UNOKCEMUU

- PaCO: 50-54 mm pm.cm. u uacmwie 2ocnumanuzayuu 8cle0cmaue No8MoOPHsIX 0OpaueHull
1lo060p pedxcuma u napamempos 6eHMUIAYUU 04eHb UHOUBUOYATILHO U 80 MHO20 3ABUCUM O UCXOOHO20
COCMOosIHUA nayuenma.
XpoHuueckasn ovixamenbHas HeOOCMAMOYHOCIb — SGJIAENCsl NOKA3aHUeM OJisl PACCMOMPEHUs.

HanpaejeHusd nayuerma Ha mpaHcCnilanmayuio 1ecKux (CM. pa3dejz 3.4 ((XMpypZZ/l'-t€CKO€ Jzequue»).
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3.1.12 KoHcepBaTuBHasi Tepanusi MEKOHHEBOI'0 Weyca
Dopmbl MeKOHUEB020 Uneyca:

Heocnooicnennas ghopma - naomuwiii MekoHuil popmupyemcs 6HympuympooHo u 3abugaem
oucmanvHbvle omoenvl MOHKOU KUWKU, 8bl3bl8As OULAMAYUIO NPOKCUMATbHBIX, YMOIWEeHUe KUUEeYHOU
CMEeHKU U KUUEYHYIO HeNPOXOOUMOCMb.

1Ipu neocnoscneHHoM MEKOHUEBOM UTIeYCe BOZMONCHA KOHCEPBAMUBHAS MEPANUSL.

Ocnoodicnennas gopma 0OCmMpyKyuy KUWKU NPUBOOUM K Ce2MeHMAPHOMY 3a80POMy, ampe3u,
HeKpo3y unu nepgopayuu KUWKU, MEKOHUEGOMY NEPUMOHUMY UIU HPOUCXooum obpazosauue
2UAHMCKOU MEKOHUEBOL NCEBOOKUCTbL.

OcnosrcHeHHbIIL MeKOHUEBbIU UNeyC 8ce20a mpedyem dIKCMpPeHH020 Xupypeuiueckozo nevenus [22,269].
J KoHcepBaTuBHas Teparvs MCKOHHEBOTO HJICyCa JUIS TUKBHIAIIUN HEMIPOXOMMOCTH KHIIICTHIKA
y marueHToB ¢ MB MoeT ObITh PeKOMEHIOBaHA JUIS JTMKBUIAIIMH HEPOXOAMMOCTH KHIIICYHUKA TIPU
COOJTI0IEHUH HEOOXOTUMBIX YCIIOBHIA:

o OTcyTcTBHE PEHTTEHOJIOTHYSCKUX MTPU3HAKOB XUPYPTHUSCKUX OCIIOKHEHUI

o OrtcyTcTBHE NMAaTOJIOTHYECKOTO OTACISIEMOT0 U3 XKelyaKa

o OtcyrcTBHE 00J€BOTO CHHAPOMA

o KomreHcupoBaHHBIN MeTabOIMYECKU 1 BosieMu4eckuii ctatyc [123,270,271].

YYP-C, VIO -5).
KomMenTapum:
Koncepsamuenvie meponpusmusi:

o [Ilepopanvhoe 6gederue 6000pacmeopuMoc0 KOHMPACMHO20 8eUieCmed ¢ peHm2eHKOHMpoaem
naccaxca no JKKT (A406.17.002 PenmeeHoOKOHRMPOIb NPOXOHCOEHUS KOHMPACMHO20 8eUlecmed
no JicenyoKy, MOHKOU U 00000UHOU KUlKe)

o Ilepopanvno myxonumuku (#N-ayemunyucmeun 6 pazeedenuu 1:5 6 0oze 1,0 ma/ke)

O Bbvicokas ouucmumenvHas Kiusma ¢ MyKoaumuxkamu - #N-ayemuiyucmeun 8 pazgeoeHuu 3 M

Ha 200,0 mn guzuonoeuueckozo pacmseopa NaCl noo yriempazgyKkogvim KOHMpOLem 3an0JIHeHUs

KUeuHuka uiu 6e3 maxko8020 MAKCUMANbHO WAOAWUM CHOCOOOM Bbl@EPEHHBIM 00BbEMOM

Jrcuoxocmu

o llosmopHoe myzoe KOHmMpacmuposauue mMOJICMOU KUWKU  PEHMESeHOKOHMPACMHbIMU

8000pACMEOPUMBIMU PACIBOPAMU C CO30AHUEM KONO-UNedNbHo20 pedriokca [270)].

3.1.13 KoncepBaTuBHasi Tepanus CHHAPOMA JUCTAJIBHON HHTECTHHAJIBHON 00CTPYKIIUH

e Tepanus cunapoma IUCTaIbHON HHTeCTHMHaIbHOU oOcTpykumu (CHAMO) y mnamueHToB c
MYKOBHCII030M C LIE€JIbI0 BOCCTAHOBJICHUS I1aCCaXa KUIIEYHUKA — PEKOMEHIYETCS IIPU OTCYTCTBUHU

MPU3HAKOB KHIIEYHOW HEMPOXOJUMOCTH IpHUMEHEHHe OoJbIIuX J103 #HauerwnnucrenHa** 600-

110



1200mr\cyTKH, TaKTya0361** OT 5 10 45 MJ1 B CyTKHM B 3 IIpHeMa B 3aBUCHMOCTHU OT BO3pacTa, 0OMIbHOE
MUTHE, TUIIEPOCMOJISIPHBIC PACTBOPHI, HOPMAIU3AIHUS PEeKUMa U JO3ZHUPOBKU MMPUEMa TTAHKPEATHICCKUX
dbepmenros [1,2,272,273].
YYP-C, YA -5).
Kommenmapuii: Ilpu Hneaghpexmusnocmu nposoOUMOU KOHCEPEAMUBHOU Mepanuu, NPU3HAKax
KUWEYHOU HenpoOXoOUMOCMU — ONEPAMUBHOEe JieYeHUue 6 COOMBEmCmEUU C pPEeKOMEHOAYUsMU No
KULEYHOU HenpoxooOuMoCmu.
B nacmoswee epemsa omcymcemeyiom 0okazamenbcmea 6blCOKO20 YPOSHS O Npeumyuiecmsee mozo uiu
unoz2o mepanesmudeckoeo emewamenvcmea npu CHUO 66udy HebOIbULO20 YUCIA UCCIE008AHUL U
peokocmu OaHHoU namono2uu y nayuenmos ¢ MB [274].

3.1.14 Tepanus ncesao - baprrep cunapoma
. Jleuenne pasusmerocs [IBC y manuentoB ¢ MB pekomMeHI0BaHO ITPOBOJIUTH IpenapaTaMu
Kamus  xyopuaa**, kanuicOeperaroliuMM AMYPETUKaMH Ui  MNPOQUIAKTHKU  3JIEKTPOIUTHBIX
Hapymenui [ 1,2,89,90].
YYP-C, VIO -5).
KommenTapuu: Ilepopanvhoe 66edenue xnopuoa kanusa™* 603modcrho npu cHudxiceHuu xkaaus om 3,5 00
3,0 mmonw/n, omcymemeuu usmenenuti Ha IKI. Buympueennas mepanus - npu CHUNCEHUU KATUSL HUNCe
2,5 mmonv/n, npu Hanuuuu uzmenenuii Ha IKI, npu onumenvHom HapyuieHuu cocmosHus pebeHKa.
IIpopunaxmuxa eunoxaruemuu 1-2 mmonv/ke maccel mena no 7% pacmeopy Kauus xaopuoa**,
mepaneemuieckas 003a 6600UMCs BHYMPUBEHHO U3 paciema 2-4 Mmonv/ke u bojee 8 3a8UcUmMocmuy om
VPOBHS Kanusi 8 KpOGU.
B xomnnexcnou mepanuu ucnonvzyromcsa Kanuticoepezarowjue Ouypemuku — CIAPOHOIAKTOH®*
(npomusonokazarn demsam 0o 3 1em) u3z pacuema 1-3 me/ke.
Ommena mepanuu npo8OOUMcsi NOCMENeHHO, NOcie HOAHOU CMOUKOU HOPMATU3ayuu ypoeHs
NEKMPOAUMO8 8 KpOBU, NpU CMAOUTbHBIX NpudAsKax eeca U NoO KOHMPONEeM KOHYeHmpayuu
NEKMPOIUMOE 8 EHOZHOU KPOSU.

3.1.15 IlaTorenernyeckasi repanus (uBakagrop+iymakadgrop)

. PexoMenayercsi — npuMeHeHMe — KoMOMHanmuM — uBakadroptiymakadpTop  (uBakagpTOp
(motenumatop Oenka CFTR) + nymakaptop (xoppekrop Oenka CFTR)) y mnauueHToB ¢
MYKOBHUCIIHI030M TOMO3HUTOTHBIX M0 Mytauuu F508del B rene CFTR ¢ 1enpio maToreHeTHu4eckoro
JIeyeHusl, MOBBIMIeHUs1 KoaudecTBa akTUBHOro Oesnka CFTR Ha moBepXHOCTH KJIETOK AK30KPHUHHBIX
Kené3, MOBBIIICHUS JETOYHOM (YHKIMHU, CHIKEHHS 4acTOThI JETOYHBIX OOOCTPEHUI U 3aMeJUIeHUs
nporpeccupoBanus 3abonesanus. [117, 275,276].

YYP-A, YIO-1).
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KommenTapumu:

Kombunayus usaxagpmop+iymakagpmop noxaszama O0ns jneueHus MYKOGUCYUOO3A V NAYUEHMOS8 8

so3pacme 2 nem u cmapuie, comozueomuuvix no mymayuu F508del ¢ cene CFTR (3¢pgpexmusnocms u

bezonacnocms  KomOuHayuu usaxagmop+iymakagpmop yCmamoeieHa MoONbKO Y NAYUEHMO8 C

MYKOBUCYUOO30M, 2omo3ucomHblx no mymayuu F508del ¢ cene CFTR). I[Ipu omcymcmeéuu OanHuIX O

ecemepo3ucomuom Hocumenvcmee mymayuu F508del y pooumeneti, pexomenoyemcs 0onoinumenbHoe

obcnedosanue ((cm. Pasden: «rabopamophvie ouaznocmuyeckue ucciedo8aHusy).

Taonuuya. Pexomendyemasn 0o3upoexka npenapama usaxagpmop-tiymaxkagpmop y nauuenmos 6

6o3pacme 2 nem u cmapuie.

aymaxagpmop 150 me kasxcovie 12

yacoe

Bospacm o3za Oowaa cymounasn 003a
demckuii o3pacm 2-5 n1em u | 00HO cauie Hsaxagpmop 250 me/
macca mena menee 14 ke usaxaghmop 125 me/ aymaxagpmop 200 me
aymaxagpmop 100 me kadxcovie 12
yacos
demckuil ozpacm 2-5 n1em u | 00HO cauie Hsaxagpmop 376 me/
macca mena 14 ke u 6onee usaxaghmop 188 me/ aymaxagpmop 300 me

oemckuii 6o3pacm 6-11 nem

2 mabnemxu
HUsaxagpmop 125me/
Jlymaxagpmop 100 me  xasicovie

12y

Hsaxagpmop 500 me/
aymaxagpmop 400 me

demckuil o3pacm ¢ 12 1em u
cmapuie, a makice 83pocivie

nayuernnivl

2 mabnemxu
HUsaxagpmop 125 me/
Jlymaxagpmop 200 me  kagicovie

12y

Hsaxagpmop 500 me/
aymaxagpmop 800 me

IIpenapam cnedyem npunumamo ¢ dHcupocooepiicaujel nuujeil

= JIpomueonokazanus

Hemckuii 6ospacm 0o 2 nem 05 1eKapCmMeeHHOU popmul 8 2panynax;

Jemckutl 6o3pacm 0o 6 nem O ieKapcmeenHot hopmuvl 8 mad.iemKax.

u Bo epemsa npuema npenapama usaxagpmop+iymaxapmop neodxo0umo KOHmMpPOIUPOSAMs

o AxmusHocmbv aANAHUHAMUHOMPAHCHeEPA3vbl U ACNAPMAMAMUHOMPAHCHeEPasbl 6 Kposu U

HUccneoosanue ypoeus obueco ounupyouna 8 Kposu, Hcciredosanue ypoeHs c80000HO20 U

CBA3AHHO20 6uﬂupy6uHa 6 Kpoeu nepe() HAa4ajiom JIe4eHUs npenapamom
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usakagmoptiaymakagmop, xadxcovie 3 mecaya 6 meuenue nepeo2o 200a mepanuu, a 3amem
00UH pasz 6 200.

o Ilpu Hasnauenuu usaxkagymopriymaxagpmop HeobX00UMO NPOBOOUMb  UCXOOHOE U

nocnedyroujue 00c1ed08anus opeana 3peHus Ha npeomem kamapakmol (Koncynemayus epaua-
ogpmanvmonoea, Ogpmanvmockonus, Buzomempus, buomuxpockonus enasa)

=  Jdhdhexmusnocmov _mepanuu creoyem oyeHusamv uepe3 6 MecAyes NO CHUNCEHUIO YUCIA

obocmpenutl, nompeornocmu 8 ABT, (hynxyuonanorvim mecmam (nomosas npooa, memoo OPKII
— NpU OMCYMCMBUU CHUCEHUs. NOKA3ameiel Nomogoll npoovl), NOKA3amensam CRUpOMempu,
HUMT. [117]

= Ilpu omcymcmeuu 3ghhexma uepes 6 mecayes mepanuu npenapamom

usaxagpmop-+aymaxkaghmop Heobxoo0umo:

O00NONHUMENbHOE 00CNe008aHUe HA HOCUMENbCMBO KOMNIEKCHO20 ANNels - CeK8eHUPOBAHUe
sceco ecena CFTR Ons evisAGleHUss HOCUMENbCMBA KOMNJIEKCHLIX adjllel, KOmopvle MOo2ym
obycnasnueams YCMoOU4YUEOCMb K mapeemHou mepanuu (cm  pasden  «1abopamopHvle
ouazHocmuyeckue UCcie008anusy) (6 mex ciyuasnx, Ko20a Cek8eHUposanue He Obio 8bINOIHEHO
nepeo navanom mepanuu). Ilpu 3mom MUHUMATLHHIM HEOOXOOUMBIM 00BEMOM UCCe008AHUSL 8
oamHom  cayuae  Oyoem  awmanuz  eapuamma  L467F  (NM _000492.3:c.1399C>T;
NP _000483.3:p.(Leu467Phe)), ookazanno npusoosweco k pesucmenmuocmu k mepanuu [105]
JIH0ObIM 00CMYNHBIM MEMOOOM UCCAE00B8AHUL.

nposedeHue GopcKkoIUHO8020 Mecma HaA KUUEUHbIX Opeanoudax (cm. pazoein Memoowvl noobopa

namozenemu4eckot mepanui)

= Jleuenue nayuenmos cnedyem npekpamums npu nosviuienuu akmuenocmu AJIT uiu ACT >5
sepxnux epanuy Hopmel (BHI) unu npu nosviuwenuu axmusnocmu AJIT unu ACT >3 BI'H 6
couemanuu ¢ ypoeuem oobwezo obunupyoura >2 BI'H. npu vlasieHuu kamapaxkmol.

= Cnedyem HOMHUMbL O B03MONCHBIX JIEKAPCHIBEHHBIX 63AUMOOCUCMEUAX (CO2NACHO
UHCMPYKYUU K npenapamy), 8 m.u., ¢ npomueocpubKosuiMu npenapamamu 0isi CUCHEMHO20

NpUMeHeHUss- NPOU3BOOHbIMU MPUAZ0NA, pudamnuyuHom™** u 36epoboem NpoobIPsAGIEeHHLIM

[115]

3.1.16 Tepanus npenaparamMu APYrUX Py W/ MJIH 10 0COOBIM MOKA3AHUAM

Mna  mepanuu  MB  npumensemcsi  pA0  JIeKAPCMBEHHLIX — Npenapamos  Opy2ux

gapmaxkomepanesmuueckux epynn. Kax npaeuno, pewenue o naznavenuu smux JIC o0ondxcHo
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npuHUMamyvCs cneyuaiucmamu M@duuuHCKOZZ opearuzayuu qbedepaﬂbyoeo YPO6HA HA OCHOBAHUU

UHOUBUOYATILHBIX NOKA3AHULL

e PexoMeHIyeTCsl pacCMOTPETh Ha3HAYCHNUE KOPTUKOCTEPOUIOB ISl CHCTEMHOTO MIPUMEHEHHSI TIPU:
O TSKEIIOM TEUSHHUH, OOYCIOBICHHOM YaCTBIMH OOOCTPCHHSIMH C SIBICHHSAMH BBIPOKECHHOM
JBIXaTeIILHOM HEIOCTATOYHOCTH,

O JUIMTEIHHOM BOCIAJIUTEIHLHOM IPOIIECCe, OCIOKHEHHOM 00pa30BaHUEM aTEIIEKTATUYCCKUX
H3MCHEHHUH B JICTKHX;
O BBIP@XXEHHOM U CTOWKOM OOCTPYKTMBHOM CHHApOME, pePpakTEPHOM K JEUCTBHUIO [32-
aroHUCTOB;
O amepruyeckoM Oponxosierounom acneprusuiese (ABJIA) [1,2,22]

YYP-C, VIO -5).

KomMmeHnTapuii: xopmuxocmepouodvl 01 CUCMEMHO20 NPUMEHEHUsl 8 MAlblX 003aX NOMO2arom He

MONILKO CMAOUNUZUPOBAMb COCMOSHUE NAYUEeHmMA, HO U YIVYUWUMb QYHKYUOHATbHbIE U KIUHUYECKUe

nokasamenu. Yawe 6cezo 0ns noddepircusaroujeii mepanuu HA3Ha4aiom npeonusonon™ no 0,3—

0,5 me/ke maccvl mena nayueHma 8 Cymku anbmepuupyrowum Kypcom. Ezo cnedyem npunumamo

6HYmMpsy  uepe3  cymku  (nocmoauno).  Ilpu  ucnonrvzosaHuu - UHLANAYUOHHBIX — DOPM

2NIIOKOKOPMUKOCEPOUODO8 MeONleHHee U 8 MeHbUeM KOIUudecmeae pa3eusaromes noboynvle s¢hgexmsol,

xoms oyenka ux sghghexmuenocmu mpebdyem nposedenusi ucciedoganuii [1,2,277].

. PexomennoBano  HaszHaueHue MakponuaoB  (#Kmaputpomumuma**,  #AsurpoMuiuH**)

nanueHTam ¢ MB 1 XpoHMYeCKO CHHETHOMHOW MH(EKIIMEH B KaueCTBE MPOTUBOBOCTIATUTENBHBIX JIC

c LENbI0 3aMeJIeHUS POTrPECCUPOBAHUS CHUKCHUS JIETOYHOM byHKINH

[1,2,6,22,163,278,279,280,281]:

o #Asurpomunme** B no3e 250 Mr (mamueHTam ¢ Becom MeHnee 40 xr) u 500 mr (mamueHTram c
BecoM 40 kr u Ooiiee) yepe3 /Ba IHS HAa TPETUH MEXAY MpHeMaMmH NHUIIU. J[JTUTEIbHOCTH
Tepanuu WHAUBUAyalIbHA Y Kaxkaoro 6osbHOTrO [2,163,278,279,280].

YYP-C, YA -5).

o #Knaputpomuiuu®* B no3ze 125 mr (manmentam ¢ Becom menee 40 kr) unu 250 Mr (manueHtam
¢ BecoM 40 kr u OoJiee) yepe3 IeHb HE3aBUCUMO OT MpueMa nuimu [2,163,281].

YYP-C, YA -4).

e Hecrepounnsle mnpotuBoBocnanutenbHbie npenapatel (HIIBIT) B Hacrosiee BpeMs MOTYT

paccMaTpuBaThCsi KakK  ajJbTepHATHUBA KOPTUKOCTEPOWAAM Uil CHUCTEMHOTO TIPUMEHEHUS C

MPOTUBOBOCIANUTENbHON 1eiblo. OIHAKO OTO KacaeTcss ToNbKo #uOympodena**. Meroauka

HazHaueHus: #ubynpoden™* naznagaercs B 7o3e 20-30 mr Ha 1 Kr Macchl Tena ABaK/bI B ICHD JCTIM B
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