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CImcoxk coxkpameHuin

ABJIA - annmeprudeckuii GpOHXO0JIETOYHBII acepriuies
ABII — anTM6aKTepHaIbHbIE ITpernapaThl

ABT - aHTMb6aKTEpUAIbHAS TEPATINS

BAJT - 6poHX0a/IbBEOISIPHBI JIaBaxk

BOC — 6pOHX006CTPYKTMBHBIN CUHIPOM

B3 — 6pOHX03KTa3bI

B3H - 6eK0BO-3HEpTreTUYECKast HeJOCTaTOYHOCTb
BUY - Bupyc uMmmyHomeduUIMTa 4yeioBeKka

BPBII - BapMKO3HO paciiypeHHbIe BEeHbI MUIEBOAA
IHK - me30KcHMpUOOHYKIEMHOBAS KUCIOTA

JKKB - skeJTuHOKaMeHHast 601e3Hb

VA - uHBa3MBHBIN acreprusines

NKCU - MHTpanmuToIvia3MaTruuecKkast MHbeKIMS CliepMaTo30uaa
UMT - nHAeKC Macchl Tea

NPT — MMMyHOpPeaKTUBHBI TPUTICUH

KN®B]I, — komII7IeKCHOe uccienoBaHme GyHKIWY BHEITHETO IbIXaHUST
KC - kKopTuKOCTepougHbIe TIpernapaTsl

KHT- kuHe3uTepanus

KT - kommnbioTepHasi Tomorpadus

JIC — nekapCTBeHHbIE CPEACTBA

MBJI - kap6areHemMa3sbl Kiacca MeTaJIo-B-JIakTamas

MB — myKOBUCI03

MBTP - MYKOBUCLMIO3HBIN TpaHCcMeMOpaHHbI perynasTop mpoogumoctu (CFTR - Cystic

Fibrosis Transmembrane conductance Regulator)

M3C/I — MyKOBUCIIMI03-3aBUCUMBIN caxapHbIit nuabet (CFRD- cystic fibrosis related diabetes)

MO - MeauIMHCKasI OpraHu3aIus

MPT - MarHUTHO-pe30HaHCHAas ToMOorpadus

HBJI — HeMHBa3MBHAs BEHTWISILMS JIETKUX

HIIBII - HecTepouHble MPOTUBOBOCHAIUTEbHBIE TTperapaThl
HTBM - HeTy6epKy/e3HbIil MUKOGAKTEPMO3

HTT — HapylieHue TOJIepaHTHOCTH K IVIFOKO3€e

OIlH - ocTpas gpIxaTeyibHasi HeLOCTaTOYHOCTh

OHII - 0K0/10HOCOBBIE TTa3yXu

OPU - ocTpas pecrupaTopHast MHGEeKIMs

O®B; — 06beM (OPCUPOBAHHOTO BBIIOXA 38 CEKYHMY

OT'TT - opaJibHbIii [TIIOKO30TOJIEPAaHTHBIN TeCT



OEJI - 0611ast e MKOCTbD JIETKMX

OO - ocTaToOUHbI 06BEM JIETKUX

ITBC - niceBmo-BapTtTep cuHapom (CMHAPOM TiceBOo-bapTTepa)
[II'T-M - npeMMIIJIaHTAaLlMOHHOE TeHeTUUYeCkoe TeCTUPOBaHMe Ha MYKOBUCII03
[TH - nmonumel HOCa

IMHXXK - ronmMHeHachlllleHHbIE XMPHbIE KUCIOThI

[T — mepBuYHas uuanapHas IUCKUHE3US

[LIP — nonuMepa3HoO-1ieNHas peaKkius

PC -BupyC — pecnipaTOpHO-CUMHIUTUAIBHBIN BUPYC

COVO - cMHAPOM IMCTaTbHOI MHTECTUHATBHOM 00CTPYKIUK
CIJIA - cucronmueckoe faBjieHNe B JIETOYHOM apTepun

CITU]I, - cMuHApOM ITPUOGPETEHHOTO UMMYHOIePUIMUTA

CLUT - cpepHelerioueyHble TPUTIULLEPUIBI

TJI — TpaHCIUIaHTALMS JIETKUX

TPY3U - TpaHCpeKTa/ibHOE YIbTPa3BYKOBOE MCC/IeJlOBaHMe OPTaHOB MaJIOro Ta3a
TAJIA — TpoM605M60JIMS IETOUHOI apTepPum

VIXK - ypcome3okcuxoneBast KUCJIOTa

®ITIC — pnbpos30daroracTpoayo e HOCKOIMS

®OE - QyHKIMOHAIbHbIN OCTATOYHBIN 06'bEM JIETKUX

XAJT — XpOHMYEeCKUIi aciepruiies JIerkux

XPC — XpoHUYeCKUii pPUHOCUHYCUT

LIOT-2 - WMHrUMOUTOPBI IMUKIOOKCUTEHA3bI-2 (HECTEPOUIHbIE IPOTUBOBOCIIAJIUTEIbHBIE U
MIPOTMBOPEBMAaTHUECKIE TTPerapaThl IPYIIThl KOKCHUOBI)

L T- ueHTp TpaHCIUIaHTAL U

OBM - 2/1eKTPOHHO-BBIUMCIUTENbHAS MallIMHA
9KO - srcTpakopriopa/ibHOe OIIOIOTBOpEeHNE
9x0-KT - sxokapayuorpadust

AISC — MI0THOCTb TOKA KOPOTKOTO 3aMbIKAHMSI

ASSR Tect - auditory steady-state response (peructpauysi BbI3BaHHBIX aKyCTUUECKUX OTBETOB
MO3ra Ha IMOCTOSIHHbIE MOAYIMPOBAHHbIE TOHBI)

CGM - continuous glucose monitoring (HerpepbIBHbI I MOHUTOPUHT ITTIOKO3bI)
MLPA — My/IbTUITIEKCHAST IMTAa3HasT 30H0BasT aMITIMGUKATIST

MRSA - methicillin-resistant Staphylococcus aureus (MeTUIM/UIMHPE3UCTEHTHBI Staphylococcus
aureus)

MSSA - methicillin-sensitive ~ Staphylococcus  aureus  (MeTUMUWUIMHYYBCTBUTETbHBIA
Staphylococcus aureus)

NYHA - xinaccuduranmsi XpOHMYECKON CepaevyHoii HeJOCTaTOYHOCTM MO (QYHKIMOHAIbHOMY
rnaccy (knaccuduranmst Hpio-MopKeKoit KapAnomorndeckoit accoryarym)

PI — kmaccuyeckuiit MyKOBUCIMIO03 C aB6COTIOTHOM MaHKpeaTUyecKoi Hel0CTaTOUHOCThIO

PS - knaccuyeckuit MyKOBUCIIM03 C HeHApYLIeHHO QyHKIMeli ToKeTy0UHO JKene3bl



QFMP - xonuuecTBeHHas yopeciieHTHas: My/lIbTUILIeKcHast TTIP



TepMuHBI U onipeseIeHus

E84.0 - Kwucrosubiit ¢puoépos c aéroudbiMu mpossieuusvu (MKB 10 - E84.0) wiu
KJIacCUYeckuit MyKOBUCLIMI03 C HeHapylleHHo QyHKIMeli ooKenygouHoii skemessl (PS) - cryuan
C HOPMAaJIbHOVM 9K30KPMHHOIV (YHKIMEN IOMKENyJOUHON  SKele3bl, TOATBEPKAEHHON
pe3ysabTaTaMu JIabopaTOPHOTO MCC/IeNOBaHMS (OTCYTCTBME HEMTPAJIbHOTO KMpa B KOMPOTPaMMe,
YpPOBEHb IMaHKpeaTuyeckoy snactasbi-1 B crysne He Hmke 200 MKr/T Kasia). [Ipy reHeTmMyeckom
MCCIIeNOBAHUY BBISIBJISTIOTCS MYTAI[MM, TIPU KOTOPBIX (DYHKIVST TTOMKETyIOUHOI SKele3bl 0CTaeTCs
OTHOCUTEJIbHO COXPAaHHOI.

E84.8 - Kucrosubiit ¢pu6po3 ¢ gpyrumu npossiaeHusvmu (MKB10- E84.8) win kiaccuueckumii
MYKOBUCIIMIIO3 C MaHKpeaTuuyeckoil HemocTaTouyHOCTbIO (PI) coOOTBeTCTByeT KiaacCUYeCKOMY
MYKOBUCHUI03Y C a6COMIOTHO MaHKpeaTUyeCcKoi HeJOCTATOYHOCThIO 63 U C OCIOKHEHUSIMMU.

Xpounyeckasi MaHKpeaTMyecKass HEeJOCTAaTOYHOCTh Y IMAllIeHTOB C KMUCTO3HBIM (GuOpO30M
(MYKOBUCII[IO30M) OIpefeNsieTcs] aKTUMBHOCTbIO MaHKpeaTUuyeckoil amacrassi-1 B CTyne:
Koie6aHusl aKTUMBHOCTM 3jactasbi-1 B cryne or 100 mo 200 MKI/T Kajia CBUIETENbCTBYIOT 00
YMEpeHHO! CTereHU 5K30KPUMHHON HeNOCTaTOYHOCTM IOJIKEeNyJOUHO >Kele3bl; CHUKeHUe
ToKasaTensl akTUBHOCTHU 37acTasbl-1 B cTyne MeHee 100 MKI/T Kala BBISIBISIET TSDKETYIO CTeleHb
MaHKPeaTU4Yeckoil HelOCTaTOUHOCTM.

Craguy nupposa y ManyeHToB C KUCTO3HBIM (GMOPO30M (MYKOBMCIIMIO30M) YCTaHABIMBAIOTCS
mo mkaie METAVIR (Ilpunoxkenue I'l): F1 - ¢Gubpo3 TONbKO MOPTaIbHBIX TPaKTOB; F2 —
MOPTaabHBIE (GMOPO3 C OOMHOUHBIMM cemTamu; F3 — ¢(ubpo3 MOpTaNbHBIX TPaKTOB C
MHOXECTBEHHBIMM cenfTaMu 6e3 nuppo3sa; F4 — muppos.

JKu3HeHHbBIMU NOKa3aHMSIMU TPY MYKOBUCIMI03€ SIBJISIIOTCS SKM3HEYTPOsKaIollye COCTOSTHUS
(MEKOHMEBBII UJIEYC, CUHIPOM TIOTEPU COJIM, JIETOUHOE KPOBOTEUEHME, THEBMOTOPAKC, 6EIKOBO-
9HepreTuyecKkasi HeAOCTaTOUHOCTb 3 T, JJH (mpixaTenbHas HemoctaToyHOCTh) U JICH (jierouHo-
cepievHass HEeJIOCTaTOYHOCTh) JII06OM CTemeHyM, a TakkKe COCTOSIHMUS, OTCYTCTBME aIeKBATHO
Tepamnuy KOTOPBIX BJEUET 3a CO0O0J yMeHbIIeHue MPOMOIKUTETbHOCTM KMU3HM TAIMEeHTOB, a
MMEHHO, BHelIHeCeKpeTOpHasi TMaHKpeaTMueckasi HeIOCTaTOUHOCTb, TI€PBUYHBIN  BbICEB
(BBISIB/IEHME), MHTEPMUTTUPYIOIAS ¥ XpOHMUecKass MHOeKIMs NETKUX, OMIMAapHbBI LMUPPO3
MeyeH”, MYKOBUCIMI03-aCCOIMMUPOBAHHBIN CaxapHbIil AuabeT (MHCYAMHO3aBUCUMBIA). [Ipu

HaJIMUMM BbIlIE YKA3aHHBIX ">KM3HEHHBIX ITOKa3aHUI1" MO peleHmno Bpaqe6H0171 KOMMUCCUM MOTYT
ObITh Ha3HAUEHbI IperapaTsl I10 TOProOBOMY HaMMEHOBAaHMIO.



1. KpaTkass muHpopmauus

1.1 Onpenenenne 3a601eBaHMS WJIN COCTOSTHMS (TPYIIIIBI 3200I€eBaHMIt
WINM COCTOSITHUIT)

Kucrosusiit  ¢ubpo3 (MmykoBucumumos, MB) — ayTOCOMHO-pellecCMBHOE MOHOTeHHOe
Hac/lefICTBEHHOE 3a00JeBaHNMe, XapaKTepyusyloleecs: IIOPakeHeM BCeX K30KPMHHBIX Kenés3, a
TaKoKe )XM3HEHHO Ba)KHBIX OPTaHOB U cucrem [1,2].

1.2.9THosorust 1 naToreHes 3a60J1eBaHUS VIV COCTOSTHUS (TPYIIIbI
3a00JIeBaHMIT WM COCTOSTHUIT)

Ten MB 6b11 M30aMpoBaH B 1989 I., OH pacIioyioKeH B CepenyHe IJIMHHOTO Iieya 7 ayTOCOMBbI,
comepskuUT 27 3K30HOB 1 oxBaThiBaeT 250 000 map HyKIeoTuAoB. OH KOHTPOIUPYET CTPYKTYPY U
¢dyukiuio 6enka, Ha3BaHHOTO MBTP - TpaHCcMeMOpaHHBINI peryisarop npoBogumoctu MB. Ha
CETOMHSIITHUI NeHb BbIAeNeHO okomo 2 000 myTaruii reHa - TpaHCMeMOPaHHOTO Pery/siTopa
npoBopguMocTy MykoBucuyuzposa (MBTP- CFTR), oTBeTCTBeHHBIX 3a pa3BuUTHE CMMIITOMOB MB.
Cpeny HMX, COMIACHO MAAHHBIM HAIMOHAJIBHOTO PETMCTpa, Hauboaee YacTo BCTPEUAIOTCS
cnemyrone mytanuu: F508del (52,8%), CFTRdele2,3 (6,21%), E92K (3%), 2143delT (2,15%),
3849+10kbC>T (2,02%), W1282X (1,9%), 2184insA (1,85%), 1677delTA (1,81%),N1303K (1,54%),
G542X (1,35%), L138ins (1,24%) [3].

MBTP (CFTR) sokanmsyeTcs B amnMKaJdbHOI YacTM MeMOpaHbl SIUTENIMATbHBIX KIETOK,
BBICTWIAIOIIVX BBIBOAHBbIE TPOTOKM >Keje3 BHeIIHell cekpelyu (MOTOBBIX, CIIOHHBIX, JKele3 B
OpoHxaX, IOMIKENyOOUHOI >Kejle3e, KUIIEYHUKe, YPOTeHUTAJbHOM TpPaKTe), OH pPeryaupyeT
TPaHCIIOPT 3JIEKTPOJIUTOB (IJIaBHBIM 00Pa30M XJIOpA) MEXIY STUMM KJIeTKaMM Y MEXKKJIETOYHOM
SKUIAKOCTBIO. Tlocnemuue wuccmemoBauust mokasanu, uto MBTP (CFTR) sBisieTcsi COGCTBEHHO
XJIOpUAHBIM KaHanoM. Myrtaumuu reHa CFTR (MBTP) napymaloT He TOJIBKO TPaHCIIOPT, HO U
CeKpeLuIo MOHOB XJopa. IIpu 3aTpygHeHUM UX TPOXOXKIEHUsS dYepe3 KIETOYHYI0 MeMOpaHy
YBEIMYMBAETCS peabcopOLMsi HATpUSl KeIe3UCThIMM KJIeTKaMM, HapyllaeTcs 3JeKTPUYeCcKuii
MOTeHLIMal TPOCBETa, UTO BbI3bIBAeT M3MEHeHMe 3JIEeKTPOJMUTHOIO COocTaBa M JeruipaTaluio
CeKpeTa >kejie3 BHeIlHeli cekpeluu. B pesynbraTe BbIfensieMblii CEKPET CTAHOBUTCSI Upe3MepHO
TYyCTBIM U BSI3KMM. [IpM 3TOM CTpamarmT JIerKue, >XeTyLOYHO-KUIIEUHbI/i TPaKT, IeYeHb,
TIOZIKeNTylouHasI JKejle3a, MoueronoBas cucrema (tabn.1) [1, 4].

Ta6/mua 1. [Tatoreses MB

OpraHbl 1 cucTeMbl MaTonornyeckne npoueccsl KoHeuHbIln pesynbTaT

Nerkune BpoHxo06cTpyKumns, [ObixaTenbHas HeA0CTaTOYHOCTb,
CHUXEHWE TONEPaHTHOCTM K UHbeKLum, NeroyHas runepreHsus,
KONMOHM3aUMsi  AbIXaTeNbHbIX  NyTen cepAeyHas HeloCTaTOYHOCTb.
Pseudomonas aeruginosa (P.
aeruginosa) 7] ApyruMn
naTonorMYyecknMm MUKpoopraHnusMamm,

XpoHU4yeckoe BOCnaneHue
AbIXaTeNnbHbIX NyTeN, 6DOHX03KT63bI,
AECTpYKUMA NapeHXUMbl NeErknx.

MomxenynoyHas xenesa O6CTpyKUMS NPOTOKOB Xenesbl, MekoHueBbIii nneyc
MNosiBNIEHNE KUCT, HapyweHune cTyna (4acTblil, >XWUPHbINA,
HEeoCTaTOYHOCTb noaKenyAo4Hon 3N10BOHHbIN, 06UNbHbIN),
xenesbl (BHYTpeHHe - " CHWXEeHWe HYTPUTWBHOro ctaTtyca (y aeTei
BHELUHeCeKpeTopHas), — OTCTaBaHuWe B pasBuTUK),
KuweyHas Manbabcopbuus. aBUTAMUHO3bI,

BblNnageHuns I'IpﬂMOVI KULWKH,
caxapHblii anaber.

MeueHb Xonecras, Xonennutuas. LIMppo3  MeyeHn, CUHAPOM  MOpTanbHOMN
FUNEPTEH3WUM, TUMEPCMIEHN3M, NEYeHoYHas
HeAO0CTaToOUHOCTb,

JXeNYHOKaMeHHas 6onesHb (XKKB)

KunweyHunk YBenuuexve Bﬂ3KOCTM/a,ClI'e3MBHOCTI/I KuweyHas HEenpoxoAnMoCTb
KanoBbIX Macc cano
BblNnageHuns I'IpﬂMOi;I KULWKH,

OKOJIOHOCOBbIE Masyxu O6CTPYKLUMS COYCTUII OKOSIOHOCOBbLIX | XPOHWYECKWI  PUHOCUHYCWT, TMONWMbI B
nasyx, 3acToii CnAM3M B MNasyxaX, | OKOJIOHOCOBbIX Masyxax M MoslocTu Hoca.

KONOHM3aUMs  CAU3NUCTON  060/104KK
MoJIOCTM HOCa M OKOJIOHOCOBbLIX Masyx
naTosiornyeckoi Mukpodnopoi (B ToM
uucne P. aeruginosa), dhopMupoBaHue
MONNMOB B OKOJIOHOCOBbLIX Masyxax C
pacnpocTpaHeHneM B MOMOCTb HOCa.

SNeKTpoNUTHbIN 6anaHc Fmnokanuemus, runoHatpuemums, CuHapoM ncesao-BapTrepa -  CMHAPOM
rMNoXnopemus, ankanos notepwu conem
PenpoayKT1BHas cuctema (y My>XUnH) O6CTpyKUMs U mocnegyiollas aTpesus Becnnoaue

BbIHOCALLMX NMPOTOKOB SINYEK.
Aszoocnepmus




IIporpeccupoBaHue JIETOUHON ¥ CepAeYHOii HemOCTATOUHOCTM sBjsieTcss Hauboee dacToit
TIPUYMHOI CMepPTHU TTauueHTOoB (95%).

CHexTp MUKPOOPTAaHM3MOB, CBSI3aHHBIX C MHPEKUIMSIMM IbIXaTeIbHBIX MyTeii y TanueHToB ¢ MB
MIPOIOJKAET PACIIMPSITHCS M UCCIeNOBAHMS MUKPOOOMA JIETKMX Y TAHHOM KaTeropuu naiyeHToB
IeMOHCTPUPYIOT CJIOKHBIV CUHEPIM3M MEXAY KyJIbTUBUPYEMBIMU U HEKYJIbTUBUPYEMBIMU
MUKpOOpraHusmamu. Mukpobuosornyeckasi AOMarHoCTMKa Yy TanueHToB MB wumeer psif,
0COOEHHOCTEe!, KOTOpble HEeOOXOAMMO YYMTHIBATb IIPM OpraHusauuyu paboThl C JaHHOJ
KaTeropmerii rmauyeHTOB.

Yamie BCero B OTHENSIEMOM HMKHMX AbIXaTeNbHbIX MYTel y IMauueHTOB ¢ MB BbIsIBASIOTCS S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. Bonee TUTIMYHbBIE
pecniupaTopHble naTtoreHbl, Takue kak H. influenzae, S. pneumoniae, M. Catarrhalis Tax)xe MOTYT
UIpaTh BaXKHYIO POJb B PasBUTUM OPOHXOJErOYHOTO IIpoilecca. Y mMaiMeHToB ¢ MB MoxkeT
BCTPEYAETCs] XpOHMYECKast KOJIOHU3alMsi MMKPOOpraHu3MaMu rnopsiaka Enterobacterales.

VimeloTcst HaGMIOmeHMsT BbIIENEHMsST U3 HWKHUX [bIXaTeabHbIX TyTeil TaiueHToB ¢ MB
HeepMeHTUPYIOIINX rpaMoTpuiaTenbHbix 6akrepuit (HTOB Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) JJaHHbIe BUIbI SIBJISIIOTCS GJIM3KOPOICTBEHHBIMIHA,
MMeIOT TeHeTUYEeCKoe CXOMACTBO ¢ Gakrepusimu poja Burkholderia. OHU peaKo BBIAESIOTCS Y
manyeHToB ¢ MB, omHaKO OMMCAaHbI CAydyay BbIEIeHUs MX TPU XPOHMUUEeCKoit MHbpekuunu. Het
JIOCTATOUHOTO KOJMYECTBA MCCIIEIOBAHMI, YKA3bIBAOUIMX HAa BO3MOKHOCTDb MEpefaul MITaMMOB
OT MalyieHTa K IIallMeHTYy.

Ipyriie MMUKPOOPTaHM3MbI, MMeEIOIIEe 3THOJOTMUYECKoe 3HaueHue mpu MB: HeTy6GepKyiesHble
mukob6akrepuu (HTMB) - Mycobacterium abscessus complex, Mycobacterium avium complex v npyrue
MUKoOaKTepun, Tpubsl - Aspergillus spp., Scedosporium spp., Trichosporon spp., supycsl - Respiratory
syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza virus, Human
metapneumovirus. Bo3pacTaeT BbISBISIEMOCTb HETY6epKY/Ie3HbIX MMUKOOAKTEPUI y TMalMeHTOB
crapiero Bospacra. Mycobacterium abscessus complex u Mycobacterium avium complex SIBASIIOTCSI
HauboJsee 4acTo BeTpevamomymmcs [2].

Pa3BuTuIO acmepruuiesa JETKUX Y MalKeHToB ¢ MB CIocO6CTBYIOT HapyllleHMe MYKOIVIMAPHOTO
KIMpeHca ¥ MMMYHHOTO OTBeTa, a Takke MPOAO/DKUTENbHAS aHTUOAKTepuaabHass U
IJIIOKOKOPTMUKOCTEPOUIAHAS TePaIysl.

KonoHusanus gpixaTelbHbIX MyTeli y mauueHToB ¢ MB Aspergillus spp.- BbIsiBIeHMe rpuboB poaa
Aspergillus B >50% 006pasiioB MOKPOTbI WJIM B TeueHMe >6 MecsIeB B TOH, OTCYTCTBUE
MHCTPYMEHTATbHBIX TPU3HAKOB YXYAIIEHWS JIETOUHOM GYHKIUM, a Takke OTCYTCTBUE
KIVHNYECKUX MTPU3HAKOB o6ocTpenus MB [5,6].

B HacTostiiee BpeMst HET yoequTeIbHbIX JAHHBIX O HETaTMBHOM BIIVISTHUM KOJIOHM3aIuu Aspergillus
Spp. [IbIXaTedbHBIX MyTeli Ha (QYHKUMIO AbIXaHMsl mauueHToB ¢ MB [5,6,7]. KomoHusauus
IbIXaTeNbHBIX MyTei ManyueHToB ¢ MB rpmbamu Aspergillus spp. He SBASeTCS MMOKasaHMeM IS
Has3HavYeHUs MMPOTUBOIPUOKOBBIX JIC.

Hawubosee pacrmpocTpaHeHHBIM OCIOKHEHMEeM, O6YCIOBIeHHbIM Aspergillus Spp., y MalleHTOB C
MB sBisieTcst ayiepruueckuii 6poHxoserouHbiii aceprusuies (ABJIA). ABJIA xapaKTepusyeTcst
pasBUTMEM peaklMy TMIEePUYyBCTBUTENBHOCTM I Tuma mpu KOJOHM3ALUMM ObIXaTelbHBIX IyTel
Aspergillus spp., KoTopast 6e3 jeueHus] TPUBOIUT K pa3sBUTHIO GMOPO3a JETKUX U Heo6paTUMOit
IIbIXaTeJbHOI HEeJOCTATOYHOCTU. VIHBa3MBHOTO MOPaskeHMs TKaHeit jerkux mpyu ABJIA 06bIYHO He
MTPOVCXOINT, XOTS coueTanue ¢ XAJI BoisiBastioT y 10% maimenToB. OCHOBHbIE BO36ymuTenn ABJTA
- A. fumigatus u A. niger [8,9].

XpoHuueckuit acneprusuies yierkux (XAJI) mpeacTaBisieT co00ii MeIJeHHO IPOTPecCUpYONnii
IIeCTPYKTUBHBIN TIPOIeCC B JIETKUX, OOYCIOBJIEHHBI Tpubamm Aspergillus spp., B paHee
CYIIECTBOBABIINX GPOHX0IKTA3aX, MMOMIOCTSX M Mp. OmycaHa reHeTu4ecKas IpepacioiokeHHOCTD
K 9TOMY 3a60JIeBaHNIO, CBSI3aHHas ¢ meduiyrom mav gucdynkumeit Th-17 numdonnros [10,11].

Muorue nanueHTsl ¢ MB mo pasButusg XAJl mosyyaay MHTQISILVOHHbIE WM HU3KME [103bI
KOPTUKOCTEPOUIOB MJISI CUCTEMHOTO TpumeHeHus. Kpome Ttoro, pasButuio XAJI croco6CTByeT
TIOBBIIIIEHHOE COofiepskaHue KOHUauii Aspergillus Spp. B OKpYXKarwlleil cpefie, B TOM UM B XKUJIbIX
¥ TIPOU3BOACTBEHHBIX TOMelleHussx. OcHOBHbIe Bo36ymutenu XAJl — A. fumigatus, A.flavus u
A.niger. Be3 neueHusi XAJI NpUBOAUT K YXYAIIEHMIO KauecTBa >KM3HU MauueHTOB ¢ MB u
YBEJIVNUEHUIO JIETAIbHOCTU.

VY nmauueHToB ¢ MB MHBa3suBHbBIN acrieprujie3 BCTpeYaeTcs penKo, yalle Kak OCI0XKeHeH e mocie
TPAHCIUIAHTALUY JIETKUX Ha GOHE MMMYHOCYTIPeCCUBHOI Teparmm.



1.3 dnmaemMmonorus 3a001eBaHNUSI MIM COCTOSIHMSI (TPYIIIbI 3a00/1€eBaHM
VI COCTOSTHUMN)

Yactora MB koneb6nercss cpemu IIpeAcTaBuTeneii eBporeougoB oT 1:600 mo 1:17000
HOBOpPOXAeHHbIX. B P® yacrora MyKkoBucuuposa coctapiseT no gaHHeiM OI'BHY «Menuko-
reHeTHYeCKuii Hay4yHblli IeHTp uM. akagemuka H.I1. BoukoBa» 1:9000 HOBOpOXAeHHBIX [1,3].

1.4 Oco0GeHHOCTM KOAUPOBAHUS 3a00/IeBaHMUS VIV COCTOSIHUS (TPYIIITBI
3a00/1eBaHMI1 MM COCTOSTHMIT) M0 MeKIyHApPOAHOM CTATUCTUYECKOI
KiIaccuburamuy 601e3Hel U Mpoo6ieM, CBI3aHHbBIX €O 340poBbeM (MKB
10)

Kucrosusiit hpuopos (E84):

E84.0 — KucTo3HbIit (p16po3 ¢ JIETOUHBIMMU ITPOSIBIIEHUSIMU;

E84.1 — KucTo3HbIi Gpu6PO3 ¢ KMUIUIEUHBIMM ITPOSIBIIEHMUSIMU |;

E84.8 — Kucro3sHblit pubpo3 ¢ IpyrMMu MposiBIeHUSIMMA;

E84.9 — KucTo3HbIit puOPO3 HEYTOUHEHHBIT2.

1 _Kod E84.1 M3onupoeanHoii KuweuHoli Gopmsl Hem 8 cospemeHHoli knaccuguxkayuu BO3 u
Esponelickoii Accouyuayuu Mykosucyudosa. Koo FE84.1 - kucmo3uslli (puépo3 ¢ KuuleuHbMuU
nposieneHuUsIMU He peKoMeHIYemcs ucnonv3oeams [12,13].

2 -B nacmosyee spems - HeonpedeneHHblil OUAzHO3 NPU NONOHUMETLHOM HEOHAMANLHOM CKPUHUHZE
Ha MyKo8UCYUJ03.

1.5 Knaccudukauys 3a00/1eBaHMS WIN COCTOSITHMS (TPYIIITbI 3200/ IeBaHU
WJIN COCTOSTHUN)

Knaccudukanyst, mpuasitas BO3, MexmyHapogHoi Accormanyeir MykoBucimao3a, EBporieiickoit
Acconuarmeit MykoBucuumosa [1, 2, 3,4, 5,7, 8, 9]:

o Knaccumyeckmit MyKOBUCUMAO03 C ITAHKpeaTM4yeCKOl HeAOCTAaTOYHOCThIO (CMellaHHas WiIn
JIeroyHO-KuIevHast hopma 3a6oneBanmsi'), PI. E84.8.

o Knaccuueckuii MYKOBUCIMAO3 C HEHApyIIeHHON QGYHKIMeN TMOMKeNTyIOuHOM JKesle3bl
(TIpeMMyIIeCTBeHHO JlerouHas opma 3a6onepanmus'), PS. E84.0.

o HeomnpeneneHHbIN AMarH0o3 Mpy MOJIOXKUTETbHOM HEOHATATbHOM CKPUHMHTE Ha MyKOBUCIIMIO3.
E84.9.

o 3ab6oneBaHus, accoluupoBaHHbie ¢ reHom CFTR(MBTP)
©  M30JMPOBAaHHAS OO6CTPYKTUBHAS a300CTIEPMMUSI;
0  XPOHMYECKUIT TaHKPEATUT;
0 IMCCEMMUHMPOBAHHbBIE OPOHXO3KTA3bI.

B kMHMYecKoii TpakTHKe UCIO0Nb3yeTcs Knaccudukauys, mpefcTapiaeHHas B Tabauie 2 [2].

Ta6nuna 2. KnuHudeckas kimaccudukaims MyKOBUCIMIO03a (TIpejiokeHa Ha OcHOBe Pa6oueii
kinaccudukanum mykosucimaosa (Paunuckmii C.B., Kanpanos H.U., 2000), pekomengauuit BO3 u
EBpomnerickoit accouyanumn MYKOBUCLIUI034), OIy6JIMKOBAaHO -
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf

®dopma XapakTepucTtuka 6poHX0IeroyHbIX U3MEHEeHUIN MposBneHns OcnoxHeHus
KnuHuyeckas ®daza 7] CreneHb [H?
aKTUBHOCTb
npotecca

Knaccuueckui XpoHuyeckuit BHe XpoHuyeckunin Abcuecchl, aTenekTassbl,
MykoBucumnpos! 06CTPYKTUBHbIN obocTpeHus (FHOMHBbIN, MHEBMO-
CMmewaHHas wnn 6pPOHXUT O6ocTpenne Tun Lcr. NoJIMNO3HO- MUOMHEBMOTOpPaKC,
NIeroyHo- BpoHX03KTa3bl obocTpeHus: rHOMHBIN) KpoBOXapkaHue,
KkuMweyHaa ¢opma (nokanusoBaHHble 1 ObocTpeHne II. cT. PUHOCUHYCUT KpoBOTeYeHne
3a6oneBaHuns AVCCEMUHMPOBAHHbIE) XPOHMYECKOro CuHapoMm ncesno- (neroyHoe,
(MykoBucungos c [ yKasaHuem 6poHxuTa IIL cT. BaptTtepa XKenyaoyHoe),
naHKpeaTuyeckon nloKanusaumn MHeBMOHMS (c Asoocnepmus annepruyecknin
HefoCTaTOYHOCTbIO MNHesModhunbpo3 yKasaHuem Peunansupytowmnin 6pOoHX0NEeroYHbIit
- E84.8) nokanusauun) naHkpeaTut acneprunnes  (ABJIA),
JlerouHas ¢opma CMellaHHbIV T1n neroyHas runepTeHsus,
3a6oneBaHus nonumnos Hoca.
(MykoBucLMAO3 C MekoHweBbI uneyc,
HeHapyLUeHHOMN SKBUBAsEHTbI
cdbyHkumnen MEKOHMEBOrO  uneyca,
noaXKeNyAo4HO1 BbiNaAeHne npsiMoit
enesbl KULLKN
- E84.0) Livppo3 nevyexu

(6e3 u c nopTanbHoOW

runep-




TeH3unen)

XKB

OTcraBaHue B
Pr3nyeckoM pasBUTUN.
Benkoso-

3HepreTuyeckasa
HEeAOoCTaTO4YHOCTb

Hapyuwexne
TONEPaHTHOCTU K
yrnesoaam
MykoBMcLMA03-
accoLMMPOBAHHbI
caxapHbli1 anabet

CHuxeHune
MUHepasbHOW
NI0THOCTH KOCTHOM
TKaHn

BTOpUWUHbIi 0OCTeonopo3
AMUnonz03 nouek
CunanoageHut

BuTtamuH K-
neduunTHblie
COCTOSIHUSA
(remopparunyeckas
6onesHb)

FeHotun (MyTauun reHa CFTR (MBTP)) YKkasaTb cornacHo 6ase
AaHHbix CFTR2. org wu
KoHceHcycy no
KIAMHUYECKUM
acbdexkTam
reHeTNYecKnx
BapuaHToB (6asza
AaHHbIX  SeqDBhttp://
seqdb.med-gen.ru/)

Mwukpobuonoruyecknini ctatyc (ykasbiBaeTcs AaTa NepBUYHOrO BbiCeBa (BbISIBNIEHWSA) Cradunokokkosas
MUKPO6HOro natoreHa (NaToreHoB) W, €CNn ecTb, NOC/IeHero) MHbeKumns.
CuHerHoiHasn
nHpekuns. UHbekums,
Bbl3BaHHas B. cepacia
complex

Apyrue MHbeKUMN.
Mukpo6Hble
accouuaumu

Apyrve dopmbl:

HeOI‘IpeﬂeﬂeHHblﬁ AVarHo3 npu MoJIOXKNTENIbHOM HeOHaTa/lbHOM CKPWUHUHIe Ha
MyKoBMCLMA03> - E84.9.

3abonesaHus, accouMmnpoBaHHble ¢ reHom CFTR (MBTP):4

* U30/MpOBaHHas 06CTPYKTUBHAs a300CMepMus;

. XpOHM‘-IECKMIZ MaHKpeaTuT; ANCCEMUHUPOBAHHbIE GDOHXOBKTBSbI

Ipumeuanus:
I @opma u3 knaccugukayuu MB Pauunckozo C.B., Kanpanosa H.H. (2000).

2 Cmenens OvixamensHoii HedocmamouHocmu —ycmanaenusdaemcst coznacHo «Knaccupukayuu
dvixamenvHoli HedocmamouHocmu» (HayuoHansHoe pyko8odcmeo no 6one3HSIM 0pzaHo8 OblXAHUS,
2010). CmeneHb msiecmu 3a00/ie6aHus pekoMeHOyemcsi He YKA3bleams UCX00S U3 NepeUuHO-
XPOHUYECK020 MeyeHus, NONUOP2AHHO20 NOPAXCEHUs U NPO2pedUeHIMH020 meyeHUsl.

3 ITonoxcumenvHolii HeOHAMANLHBIL CKPUHUHZ UMU HEOHAMANbHAA 2UNePMPUNCUHOZEHEMUs He
2671910MCc1 OUAZHO30M U 8 KAACCUDUKAYUIW He BK/IIUeHbl, NAYUEeHIAM C HeOHAMAIbHOll
2unepmpuncuHozeHemueli pekomerdyemcs 8 1 200 nposecmu NO8MOPHO NOMOBYIH Npooy.
Hcnoneayemcst Hogblli 0uazHo3 — «HeonpeodesieHHbill 0UAZHO3 NPU NOJIOHCUMENbHOM HEOHAMANbHOM
CKPUHUH2e HA MYKOBUCYUA03»

4 Kod MKF pekomMeHdyemcs UCno1b308amb U3 CO0MEemcmayuux pasdenos.

Taxcecmy cOCMOsIHUSL ycmanasaueaemcst coznacHo Ipunoxcenuto xk npukasy Munucmepcmea mpyda u
coyuanvHoli 3awumst Poccutickotli @edepayuu «O kaaccupurkayusx u kpumepusix, UCNOoNb3yembix npu
ocywecmeieHuu MeouKko-coyuansHoll aKkcnepmu3ssl 2paioan (hedepanvHulMu 20Cy0apcmeeHHbIMU
yupexcoeHusMu meouko-coyuansHoli akcnepmusst» (¢ 01 ausaps 2019, cm. paszden «CnpasouHvie
Mamepuansl, 8KAOUAS COOMEemMcmeue NOKA3aHUll K NPUMEHeHU U Npomueonokasaxuii, cnoco6os
npumeHeHust u 003 JIeKApPCMBEHHbIX NPenapamos, UHCMPYKYUU N0 NPUMEHEHU JeKapCcmeeHHO0z0
npenapama»)

B 6ymymiem, mo Mmepe yrny6ieHust 3HaHMIA, 9Ta KIaccubUKaIys Takke MoTpebyeT mepecMoTpa.

1.6 KnmHnueckass KapTuHa 3a60/IeBaHMUS WM COCTOSTHUS (TPYIIIbI
3a00JIeBaHMI1 MJIVL COCTOSTHUIA)

Myxkosucyudos moxcem 0vims 3an0003peH No cnedyruum npusHakam (maoi. 3,4).

Hanuuue eHympuympo6Ho no oavHsim Y3U - 2unepaxozeHH020 KUleuHuKd, MeKOHUesblll uneyc - npu
DOXOeHUU.

B nepuoae Hoeopomaennocmu 3AMAMXCHAS HEOHAMAlbHas xeamyxa, eumdamuH K-3asucumole
2emoppazudeckue cocmostHus, MeKOHUEeBbIl uneyc.

MexkoHuegolli uneyc — amo CuHOpoM, Xxapaxmepusyujuxcsa nposisieHueM HU3Kol 00mypayuoHHoU
KuuleuHoli Henpoxodumocmu, 6e3 nepepvlea npoceema KuweuHol mpyoxu. laHHoe 3abonesanue npu



MyKo8uUCYUudo3e 00YCN08/1eHO MeXaHUuecKuMu npuuuHamu - obaumepayueli npoceema na0MHOLU
MEKOHUANBHOTI NPOOKOLI.

B muposoli o6ujenpursamoti npakmuke cuumaemcs, umo 6 90-95% cnyuaes smuonozueti MeKOHUEB8020
uneyca sensemcsi Mmykogucyudos [14]. MekoHueswili uneyc OJuaeHocmupyemcs 'y 15-20%
HOBOPOMOEHHBIX C MYKOBUCYUO030M. B esponelickux cmpamax nayueHms. ¢ MEKOHUE8bIM UJEYCOM
nodnexam ob6s3amenvHomMy o6cnedoganuio Ha mykosucyudosz [1,15].  Ilo OamHuiM pezucmpa
nayueHmos ¢ mykosucyudozom P®, dons nayueHmos ¢ MyKO8UCYUOO30M, NepeHeculux MeKOHUEeBbIll
uneyc npu poxcdeHuu, 8 epynne demeli nepgozo 200a #usHu cocmasuna 22,1% nayueHmos, umo
ompaxcaem e20 peaibHyl pacnpocmpaHeHHocms [16].

3adepcka npubaeku eeca, uacmoiii, 06UIbHLLIL, C NPUMECHIO HCUPA U 3/1060HHBIM 3ANAXOM CIYJL,
noevliuleHHbIll annemum, 8 603pacme nocie 200a 3nu300bl 8biNAJEHUS NPAMOU KUWKU, 3NU3006l
3adepmKu Cmyna ¢ KAUHUYECKUMU NpPOABAEHUSMU YACMUYHOL UAU  NOJHOU  KUlleuHoll
Henpoxodumocmu (CUHOpOM ducmanvbHoli uHmecmuHanbHotli o6cmpykyuu — CIIHO).

C paHHez0 603pacma 803MO}CHbI HABAZUUBHLII KOKOUIEN0000HDII Kaulesis, uacmo peyudusupyoujue
pecnupamopHsle UHPeKYUU C s167eHUIMU OPOHXUMO8, NHEBMOHULL, MOXEem ommeuamscs ceucmsujee
ObIXaHUe U/UIU «OpaibHas Kpenumayus», 00blUKd, KAess ¢ 8bl0eeHUeM 2HOLIHOL MOKPOMbl, 8 MoM
yucne He nepuodos8 000CMpPeHUsl, 8J1AXHbIE PA3HOKAIUOEPHBLE XPUNBI PA3HOLI CIeneHu JOKAU3ayuu 8
3A8UCUMOCMU OM PACNPOCMPAHEHHOCNU NPOYeccd.

B panHem 8o3pacme ommeuaiomcsi anu300vl NposieieHuli cuHOpoma nomepu cojeti (2unoxanuemus,
2UNOHampuemusl, 2UnoXJopemusl) — nomepsi 8eca, Cpvl2U8AHUS, pPBOMA, 65710Cb, 0MKA3 Om eobl.
Bcnedcmeue nomepu 31eKmpoaumos ¢ nomoeot Hudkocmeio, 0CO0EHHO 6 YCN08USX YCUTIEHHO020
nomoomaesieHust (MUXOpaoka, #apkas nozooa, npebvléanue 6 cayHe, usuueckue Hazpysku), uepes
Hey0OUHO-KUWeUHblll mpakm, HedocmamouHoe nocmynjeHue cojeti ¢ nuujeti u 8000t (0c06eHHO Y
demeli nepg02zo 200a X#U3HU Npu omcymcmauu 0omayuu coau) moxcem passuseamocs Ilcesdo-Bapmmep
cuxdopom (TIBC).

CuHOpomM MmaHugecmupyem npeumywjeCmeeHHo Ha nepeoM 200y XMU3HU Y NAyueHmos ¢
MYKOBUCYUOO30M U SIB/IS€MCS HUSHEYZPOHAIOWUM COCMOSIHUEM, NO3MOMY paccmampusaemcst ¢
MOUKU 3peHuUsl Ms#en0z0 U ONAcHO020 O0CloXHeHust MB, mpebyoujezo 8 onpedeneHHblX CIYUAsX
IKcmpeHHo20 emewlamenscmed. ITBC moxem 6bimb nepsvim cumnmomom MB. KnuHuueckue
NposieJieHUs: 0Mm 3adepi(Ku (QU3UUECKO20 paszsumusi 00 0CMpoz0 COCMOSIHUS, NPOMeKawuwezo c
0MKAa30M 0m eobl U NUMbS, 810CMbI0, CPbIZUBAHUSLMU U pBOMOLL, npusHakamu dezudpamayuu. Yacmo
OWUBGOUHO NPUHUMAEMCS 3 OCMPYI0 KUWEUHYI0 UHpeKYUio, Namosozuio nouek, adpeHozeHumanbHoiil
CuHOpoMm [2].

«ConeHblil» NPUBKYC» KOHCHBIX NOKPOBOBE.
Hedopmayuu zpyoHoti Kiemku.

dopmuposanue NPu3HAKO8 XPOHUUECKOLl 2unokcuu 6 eude depopmayuu KoHUesbIX ananz u
Hoz2meti no muny «6apabaHHbIX NAJIOUEK» U «UACOBbIX CINEKOI».

IIpusHaku XpoHU4ecKo20 zaﬁmopuma, noiuno3Ho20 cuHycuma.

Mykosucuyudo3-accoyuuposanHsie 3abonesaHus neueHu (cysticfibrosis-associatedliverdisease
(CFLD) sxnwuarom 8 cefsi maxkoe MH02000pasue HO30102Ull Kak: 6GUIUapHsili yuppo3 neueHu ¢ u 6e3
CUHOpOMA BHYMpUNeueHOUHOl NOPMAIbHOU 2unepmeH3ul, nepcucmupyrujee nosviuleHue Ypo8Hs
neueHoUHbIX (epmeHmos, Gubpo3s, Cmeamos, MeIUHOKAMEHHAs 00JIe3Hb U U30AUPOBAHHO JIUULDL
YI6Mpaseykossle UsMeHeHus: napeHxumol nevexu [17,18].

Bcmpeuaemocms  MyKo8UCYUA03-ACCOYUUPOBAHHOTI 2enamoOuluapHoli namosozuu 60 6CeM Mupe
npumepHo 37,9%, npuuem 2,5% JsemanvHuix UCX0008 OmMmeuaemcs UMEHHO NO NpuduHe
dekomneHcayuu 3abonesanuti neuenu [19]. Ilo Esponetickomy Peeucmpy nayueHmos ¢
MyKosucyudosom 3a 2017 2. npoyeHm nayueHmos ¢ Yuppo3om neueHu u NOpmaisbHoli 2unepmer3ueti 8
Benukobpumanuu cocmaensem — 1,51% (149 nayuenmos om 8344), 6 Poccuu me — 4,42% (136
nayuermos om 2291) [3]. Lluppo3 neueHu ¢ nopmanvHol eunepmensuelli 3aguxcuposar y 4,5%
nayueumos P® 6 2017 2, 6e3 nopmasvHoli eunepmensuu — y 2,3%, yuppo3 neueHu (2unepmeH3sus He
ussecmua) y 0,7% GonbHbIX U NOpaXceHue neueHu 6e3 yupposa —y 15,9% nayuermos.

YV 1,5% nayuenmos nopaxceHue neueHu s1615emcsk NepewviM KAUHUYECKUM cumnmomom MB; umenHo
noamomy 6 duazHocmuueckutl anzopumm npu Yuppo3e neueHu HesiCHOU 3muonozuu pekomeHdyemcs
8KIIOUAMb NOMO8bLL mecm ons uckaoueHus MB [17,18].



TopaxceHue neueHu, Kak u MHozue opyeue peHomunuueckue nposesieHust MB, 3agucum He mMoJbKo U He
cmosbko om 2eHemuueckozo depekma u muna mymayuu CFTR, Ho om OJdelicmeust 2eH08-
Moduguxkamopos, Haxodswuxcs eHe jokyca CFTR, nanpumep, Z annenv 2eHa SERPINAI (ol-
antitrypsin unu al-antiprotease) [2,3] u annen A VNTR @ zene eNOS4 [12], u om ¢axkmopos
oKpyxcaroujeti cpedsl, 6KII0UAS AMPO2EHHDLE.

Knunuuecku npu ¢opmuposaruu yuppo3a neueHu OudzHOCMUpyemcs yseaudeHue ¥usoma 3a cuem
2enamocnjieHomezanuu, paclupeHie no8epPXHOCMHbIX 8eH HA hepedHeli OPIWHOLL CmeHKe.

Peuyudusupyrowjue namkpeamumst (KaKk npasuio, y NAyueHmMos ¢ COXPAHHOU QyHKyuel
nooxceny0ouHoli xcene3wvl — PS).

C eo3pacmom y nayueHmos ¢ MB Hepedko paseueaemcss u IHOOKPUHHAS HeOOCMAMOUHOCMb
n00cesry00uHoll xHcene3vl (MYK08UCUUOO3-3asucumblli caxapuouiii duabem (M3C/I), komopelli, Kak
npasuJio, npomexaem 6ecCUMNMOMHO, U MOxcem 00J120€ 8pemst 0CMasamaucst He OUAZHOCMUPOBAHHBIM.
IIpu smom u3zeecmuo, umo yxce 3a 2—4 200a do manupecmayuu duabema yxyouiaromcs noxkazamenu
HympumueHozo cmamyca u OvixamenvHoli ¢yHkyuu. Kombunayus MB u duabema oxasvieaem
HeeamugHoe GJUsIHUe HA NPOJOJIHUMENbHOCMb HU3HU. Tak, cpedHsas NPoOOnHUMENbHOCMYb HCUSHU
nayueumos ¢ M3CJ] Huxie no cpasHeHuro ¢ nayueHmamu 6e3 duabema, MedUaHa BviHUBAEMOCTU Y
nayueumos ¢ M3C/] cocmasensem 24 200a, no cpasHexuto ¢ 32 zo0amu y nayueHmos ¢ MB, Ho 6e3
duabema [20)].

Y 6onsuurcmea nauueHmoe MyMcCKoz20 nojia CHuUxceHa cbepmwlbuocmb.

B GonvuuHcmse ciyuaes epmuibHOCMb HeHUWUH, 00JIbHbIX MYKOBUCYUOD030M, coxpaHeHd. OOHAKo 6
onpeodeieHHbIX Cyuasx B03MOXCHO Oecnyiodue, 00YC/I08JIEHHOE AHOBYJIAMOPHBIM MEHCMPYAIbHBLM
UUKJIOM U 8MOPUYHOLI aMeHopeeti, 8bI36aHHOL UCMOWeHUeM NAYUeHMKU.

Haubonee uacmoti npuuuHoti CHUMeHUs! hepmuabHOCMU Y NAYUeHMOK ¢ HOPMANbHBIM 08YJIIMOPHBIM
YUKJIOM 5187151emCsl UBMeHeHUs. 800H020 U NeKMPOIUMH020 COCMA8d YepeUKaIbHOU CIu3u, 8 C8s3U C
Gonvwum Konuuecmgom MBTP 6 yuauHOpuueckom anumenuu weliku mamiku. B pesynsmame
yepsuKavHolli cexpem (omoesnsemoe weliku MamKu) CmaHogumMcs CAUWKOM 683KUM, Umo CHUxiaem
cnocob6Hocmy K onsiodomeoperuio [21,22].

Hanuuue 'y nayueHma cumMnmomos, VYKA3aHHblXx 6 mabnuye 3, mpebyem nposedeHus
JuggepenyuanvHozo OduazHo3a MB. Heobxo00umo yuumoleams, umo NepeuHu CUMNIMOMO8,
npedcmasnenHsie 6 mabnuye 3, COCMAsNeHbl 8 NPUMEPHOM Ccoomeemcmeuu Kaxcdoli u3
paccmampusaempix 803pAcmHbIX 2pynn nayueHmos ¢ MB. Jo6oti u3 yKa3aHHbsIX CUMNIMOMO8 MOXcem
Habmodamucs y demeti maaduiezo il cmapuiezo 803pacma

Ta6nuuoa 3. KnuHuueckue mposiBiaeHus, Tpebylomye muddepeHianibHoro nuar{osa ¢ MB
[1,2,23].

Bospact CUMNTOMbI U CUHAPOMBI

pynHoii PeLnanBrpyoLMe U XpPOHNYECKME PecnMpaTopHble CUMMTOMbI, TaKWe KaK Kallenb WX OAbllKa
Peumnaneupytolwas nam XxpoHmyeckas NHEBMOHUA

OTcTaBaHue B GOU3NHECKOM pasBUTUN

HeodopMneHHbIi, 06UbHbIA, MAaCASAHUCTbIA U 3N0BOHHbIN CTYN

XpoHuyeckas avapes

BblnageHve NpsMoit KULLIKK

3aTsXHas HeoHaTaslbHas XenTyxa

ConeHblit BKYC KOXW

TennoBoit yaap wnu gernapatauus npu xapkoi noroae

XpoHuyeckas runosnekTponuTeMms

[aHHble ceMeliHOro aHaMHe3a O CMepTW JeTeil Ha MepBOM roAy >XW3HWU WKW Hanuune cUbCOB CO CXOAHBIMM
KIIMHUYECKUMU NPOSIBNIEHNSMU

FmnonpotenHemus / otekn

MekoHWeBbI nneyc

JOWKONbHbIN CTOINKMIA Kalwenb ¢ unu 6e3 rHoMHON MOKPOTbI

JIMarHocTuyeckn HesicHasi pPeLManBUpYIOLWAs AWM XPOHUYECKas OAbILLIKa
XPOHUYECKMNI THOMHBIN/NONNMNO3HO-THOMHbIA CUHYCUT

OTcTaBaHue B Bece u pocte

BblinageHue NpsaMoit KULLIKK

WNHBarnHaums

XpoHuyeckas anapes

CuMnToM «BapabaHHbIX nanoyek»

KpucTtannbl conv Ha Koxe

rMnoToHnyeckas aernapataums

fMnoanekTponutemmns N MeTabonmyeckuii ankanos

FenaToMeranus unuM ANarHoCTUYECKN HEACHOE HapylueHne yHKLMKU NeYyeHn

LUKONbHBbI XpOHVIHeCKI/Ie pecnmpaTopHble CUMNTOMbI HESACHOW 3Tuonorum
Pseudomonas aeruginosa B MOKpoTe

XPOHUYECKNIA CUHYCUT

HasanbHbli nonunos

BpoHx03KTa3bl

CumnToM «bapabaHHbIX nanoyek»

XpoHuyeckas auapes

CWHAPOM ANCTanbHON MHTECTUHANbHOM 06CTPYKLUMUM
MaHkpeaTuT

BbinageHne npsMoi KULWKK

CaxapHblil AnabeT B coueTaHUM C PeCrMpaTopHbIM CUMMITOMaMK
enaTtomeranua

3abonieBaHne NeYyeHn HesiCHOW 3TUOIorUn

MoapocTku " FHoMHOe 3aboneBaHue Nerkux HesiCHOM 3TMoNorMmn
B3pOC/ible CumnToM «6apabaHHbIX Nanoyek»
MaHkpeaTuT

CVHAPOM ANCTaNbHON UHTECTUHANBLHON 06CTPYKLNM

CaxapHblii AnabeTt B coueTaHun C pecnmpaTopHbIMM CUMMNTOMaMK
Mpu3HaKku LMppo3a nevyeHn 1 NopTanbHoOM r’MnepTeH3nm
OTcTaBaHue B pocTe

3a/zepxxKa rnosioBoro passuTus

WNHDEepTUIBLHOCTb C a300CNepMmUen y L, MyXXCKoro nona




| | CHMxKeHne hepTUNbHOCTM Y NULL XKEHCKOro rnona

Ta6nuua 4. KnuHnyeckye MposiBJIeHNsT, XapaKTepHbIe AJ1T MyKOBKCIMI03a [2,23].

BbicokocneuudunuHbie gns MB MeHee cneunduuHbie ans MB
Co CTOpPOHbI CUCTEMbBI NULL|EeBaPEHNS : €O CTOPOHbI CUCTEMbI NULEBaAPEHUNST:
e MekoHMeBbIi uneyc e OtcraBaHue GU3NYECKOro pasBuTns
e DK30KPUHHAs HeJOCTaTOYHOCTb MOMKENYAOUHOW HKenesbl Yy e [unonpoTenHemns
neten o [lepnunT XnpopacTBoOpUMbIX BUTAMUHOB

e CVHAPOM AMCTanbHON MHTECTUHANbLHON 06CTPYKLMNM

e PekTanbHblii Mponanc

e BunuapHsiit UMppo3

o lopTanbHas runepTeHsuns

e XKB y aeteit 6€3 reMoNMTUYECKOro cMHAPOMa

e [lepBMYHbIA CKIEPO3MPYIOLLNIA XONaHTUT

e DK30KPUHHAsi HeAOCTaTOYHOCTb MOKENYZOYHON JKenesbl Yy
B3POC/bIX

o PeunaMBMpYIOLWMI NaHKpeaTuT

Co CTOPOHbI AbIXaTeJIbHbIX nyre_u": Co CTOPOHbI AbIXaTe/IbHbIX ﬂylﬁ.‘
o XpoHuuyeckas MHbeKUMs, Bbi3BaHHas MyKoOMAHOW topMoit Ps. o XpoHWYeckas v peunavBupytoLLas MHbEKLMs, Bbi3BaHHas S.
aeruginosa aureus, s. aeruginosa, A. xilosoxidans, H. Influenzae
o BpoOHX03KTa3bl B BEPXHUX A0NSX 060MX NErkmx e PeHTreHonormyeckme npusHaky GPOHXO3KTa30B, aTeNekTasos,
o [epcucTupyowas UHdeKUus, BbizBaHHas B. Cepacia rUNepuHGNAUMM  UNK  XpoHWYeckas  MHGUAbTpauus  Ha
o XPOHWYECKMUIA FHOMHbIIN/NOMNO3HO-THOMHBIN CUHYCUT peHTreHorpamMMe opraHoB rpyAHOI NMoaocTn

e KpoBoxapkaHbe, CBsi3aHHOe C AUDPY3HbIM MOpaxeHneMm
Nerknx, OTIMYHBIM OT TyBepKynesa unu Backynuta

o XPOHMYECKMIA N/ NPOAYKTUBHbIN Kallenb

o Annepruyeckuii 6poHX0NeroYHbIin acneprunnes

o XPOHMYECKMI THONHBIN/NOANMNO3HO-THOWHBIN CUHYCUT

e PeHTreHonornyeckue MPU3HAKN XPOHNYECKOro NaHCUHYCUTa

Apyroe: Apyroe:
o CUHZPOM 3/1eKTPOSIUTHBIX HapyLIEHWi o YTosilleHne KoHLeBbIX dhanaHr
e BpoxaeHHoe ABYCTOPOHHEE OTCYTCTBME  CEMSABbIHOCALLMX e OcTeoneHus/ocTeonopos B Bospacte <40 net
NpoTOKOB e HetunuyHblii anabet

TIpu MB Hepedko 8cmpeuaemcsi 0Cineonopo3s, KOmopalli y 3mux nayueHmos cez0da HOCUM 8MopPuUHbLii
xapakmep.

K npuuunam ezo passumus y nayuenmos ¢ MB 0omHocam: XpoHUuecKuti MUKpooHo — 80CNaIumesbHolli
npoyecc, Oeuyum eumamuna D u K; Hu3zkoe nompebneHue Kaavyusi; Hu3Kas Guauueckas
akmueHocmo, caxapHulii duabem Ha ¢ove MB, mpaHcniaHmayusi 0p2aHos U UMMYHOCYNpeccusHas
mepanusi; 2UNOKcuUs U 2unepkantusi; deuyum KOCMHOU Maccyl U HapyweHue MUKpoapxumexmoHuKu
Kocmu ecniedcmeue HedocmamouHozo Habopa nuka KOCMHOU Maccel 8 nepuod akmueHozo pocma u
U3061MOUHOLI KOCMHOLL nomepu y 83poCJiblx.

B Hekomopuix pabomax noka3aHa 83auMocesidb pauuHbIX Mymayuti u/uau ux komouHayuti (F508del
u 0p.) ¢ passumuem HU3Kol KOoCmHoU maccol [24,25], 60nbWUHCIEO Opyeux agmopos He ommeuarm
daHHoli c8s3u.

Pexomendayuu no Gopmynuposke 0uazHo3a U3J0NEHbl 6 KAUHUUECKUX pPeKOoMeHOayusx no
ocmeonopo3y. CoznacumenvHasi KOMUCCUSL N0 €8PONEliCKoMY KOHCEHCYCYy peuwlunda Uuchojib308anb
mepMuH «0onesHu Kocmu npu MB» (8kawouanowuii HU3KYI0 MUHEPATbHYI0 NJ0MHOCMb KOCMU U
nepenomsl), a He «ocmeonopos». [na P®, yuumoieas 0cobGeHHOCmU MeduyuHCKoz0 obecneueHus,
pexkomeHdyemcst ocmasums 0uazHo3 — ocmeonopos [26,27,28].

Yacmoma ocmeonopo3a npu MB 8 demckom u nodpocmkosom go3pacme cocmasnsiem om 20 0o 50% u
yeenuuugaemcs nocne 18 nem xusnu (50 - 75%) [29].

Ilo danmbimM pocculickux ucciedosameneti 6 0emcKoM 603pacme uacmoma CHUMCEHUST MUHEPAIbHOL
naomuocmu kocmu (MIIK) cocmasnsiem om 33 do 65,2% u ocmeonopo3a - om 7,7% 0o 15,6% [30,25].

Bo 83pocioli nonyisyuu nayueHmos ¢ MYKOBUCYUOO30M uacmoma Hu3skux nokazameneti MIIK
cocmasasina 43,6%, ocmeonoposa - 8,4% [26].

Knaccudukaums acreprusuiesa Jerkux rnpeicrapiaeHa B npuiaokeHnn I'l.

Annepeuueckuii 6GpoHX0e20UHbIll acnepzunie3 y nayueHmos ¢ MB npomexkaem XpoHuuecKu c
nepuoduueckumu 060ocmperusmu. OCHOBHBIMU KAUHUHECKUMU npusHakamu ob6ocmpenuss ABJIA



ABNAOMCA HEKOHMpoaupyemoe meuerue MB, npucmynst yoyuivs, Kauieas ¢ MOKpomoti, codepxcaujeti
KOpUuHesble UIU UepHble BKIIOUEHUS U CAU3UCMble NPOOKU, OPOHX000CMPYKIMUBHBIL CUHOPOM U/UNU
B03HUKHOBEHUE 3I03UHOQUIbHBIX UHPUIBMpamos, 001U 8 2pyOHOll KJemKe, peppakmepHoe K
NpUMeHeHUl aHmubakmepaipbHslX Nnpenapamos noevluleHue memnepamypsl mead, a maxie
CHUMceHUe JbixamenvHol QyHkyuu. ITpu onumensHom meueHuu ABJIA pazeusaemcs 3a8UCUMOCb OM
KOpMUKOCmMepoudos Onsl CUCMemMHO20 npumeHeHus, opmupyemcst u ¢Gubpo3 nezkux, npusodauuli K
dvixamesnvHoll HedocmamouHocmu [8].

XpoHuueckuii acnepeunne3 neekux. IIpodomwumensHocms XAJI > 3 mec. HaubGonee uacmole
Ny bMOHAbHBlE CUMNMOMbL — NPOOYKMUGHLITL Kaulenb, 00blUKA U KPOBOXAPKAHbE, NPOZPECCUBHOE
CHLiCeHUe J1e20uHOll (hyHKYUU, 00wue — cybgedpunumem, 06was c1abocms U CHUMeHuUe MAaccsl mend,
CHUJ¥eHUEe MONepaHmHOCmMu K Hazpy3Kam, 0mcymcmeue uiu HenonHblli 0meem Ha NOJIHOYEHHbLU Kypc
aHmubakmepuaneHoli mepanuu wupokozo cnekmpa Oeticmeus. XAJI uacmo npuHumawm 3a
o6ocmpeHue MB, o6ycnosneHHoe 6akmepuansHsiM 8036youmesnem, U HazHayarm HeadekmusHyro 6
2MUX Cyyasx mepanur aHmubaxmepudaibHsMu npenapamamu pesepea [8,10,11].

IIpozto3: XAJI Hepedko JuazHocmupyiom no30HO U JieueHue npogodsm Headekeamuo. be3 neuenus
XAJI npusodum K yxyouleHuio Kauecmeda »usHu nayueHmos ¢ MB u yseiuueHuio JemaibHOCMLL.
JlemanvHocms npu XAJI 8 nepevle 6 mecayes nocie duazHoza cocmasnasem 15 — 30%. HaubGonee
uacmas HenocpeoCMeeHHAas NPUUUHA CMEPMU — JIe204HOe KPOBOMeUeHUe.



2. IlnarHoCTHUKa

Juazrno3 MB noomeepxdaemcss npu HAIuuuu 00HO20 uau 0ojiee XapaxmepHwlX (heHOMunuueckux
nposenenuti MB 8 couemanuu ¢ dokazamenbcmeamu Hapywerus ¢yukyuu MBTP, makumu Kak:
8bls6/leHUe KAUHUYEeCKU 3HAUUMblx mymayuill eena MBTP npu zeHOmMunupo8aHuu uiu yeeauueHue
ypo8Hs xn0pudos 6 cekpeme NOMOBbIX Heee3 nayueHmad. s peweHus npobnem ouazHocmuku MB
Obliu paspabomarsl Kpumepuu, C021dCHO KOMopsim o0s3amensHsim O MB siensemcs Hanuuue
XApakmepHozo KJAUHUYECK020 CUHOpoMd NJHC OOKA3AMeNbCmeo KAaKoz0-aubo HapyuweHus QyHKyuu
XJIOPHO20 KAHANA 00HUM U3 MemMO0008.

B Hacmosiwee 8pemsi cyujecmeyem HeCKOJbKO 8apuammos dudazHocmuueckux xpumepues MB,
KomopuIMU noav3ytomes cneyuanucmet [1,2].

Haubonee pacnpocmpaHeHo UCNONb308aHUe OQUAZHOCMUUECKUX — Kpumepues, ymeepiOeHHbIX
Esponetickumu cmaHoapmamu u HayuoHansHbIM KOHceHcycom (mabauya 5) [115].

Ta6nuua 5. [IMarHoCTUYeCcKue KpUTepuu, yTBepkaeHHble EBpomeiickumu cranmapramu 2014
rona, mepecmotp 2018 roza [15,31]  HalMOHATBHBIM KOHCEHCYCOM (2016) [2].

MonoxuTenbHbIN pe3ynbTaT NOTOBOro Tecta

n/vnm

[Ase myTauun MBTP (CFTR), Bbi3biBatowme MB (cornacHo 6ase CFTR-2 http://www.cftr2.org)

HeoHaTtanbHas runepTpuncuHoreHemMmns

Unn

XapakTepHble KAWHUYECKUE MNPOSiBNEHUs, Takue kak Anddy3Hble 6POHX03KTasbl, BbICEB M3 MOKPOTbl 3Ha4yMMoON Ana MB naToreHHomn
MUKPOMIOpbl  (0OCOBEHHO CMHErHOMHOM Manoukn), 3SK3O0KPWHHAs MNaHKpeaTMyeckass HeAOCTaTOYHOCTb, CUHAPOM MOTEpU  Conew,
06CTpyKTUBHas a3oocnepMus

JluazHocmuka MeKoHUe8020 uneyca

AnumenamansHaa - JlaHHoe 3abo0/ieaHue OMHOCUMCS K NO30HUM emonamusim, NnOIMOMY
803MOMCHblE NPOsIBJIEHUS MO2ym Oblmb 8u3yanusuposawst 8 III mpumecmpe. IIpu Haauuuu y nioda no
daHHbiM Y3 npusHakos 2unepixozeHH020 KUUIEUHUKA Uesec000pasHo Hanpasums podumeell Ha
JTHK duaznocmuxy mykosucyudosa — nouck Haubosee uacmsix mymayuti, a pebeHka npu poxcoeHuu —
KAK cocmasnsowezo 2pynny pucka no MekoHuegomy uieycy u KuuleuHoti Henpoxooumocmu.

IMocne poxcdenus — duazHoCMuKa KuuleuHoli HenpoxoouMoCmu U OCN0MCHEHUL 8 coomeemcmauu ¢
KJUHUYECKOTl Npakmukoll nayueHmos ¢ MeKOHUEeBbIM UNeYcoM, 0053amenvHas KOHCYlbmayus
cneyuaiucma no  MyKosucyudody, nposedeHue nomoeoti npo0si, THK-Oouaznocmuku. Ilpu
He803MOMCHOCMU nposedeHust nomoeoti npobst — o6s13amensvhasn JJHK-0uaznocmuxa [15].

Juaznocmuxa Icesdo-Bapmmep cundpoma y nauuermos ¢ MB

IIcesdo-bBapmmep cuHOpom OuazHOCMupyemcs: Ha OCHOBAHUU HANUYusi y peGeHKa yCmaHoBJIeHH020
duazHo3za «MyKosucyudos», xapakxmepHoll KAuHuueckol kapmumuoel (cm. pasden 1.6 «Knunuueckas
KapmuHa» U  OUOXUMUYECKUX U3MEeHeHUl: 2unoHampuemuu, 2unoKaiuemMuu, 2unoxjiopemut,
Memabonuueckozo ankanosa [2].

JluazHocmuka acnepzuiie3a npu MyKosucuudose CJ0¥HA U HepedKo 3anasdvliéaen, NOCKOJIbKY
MHO2Ue QuazHocmuueckue Kpumepuu nepecekarwmcs ¢ MUNUUHBIMU NPOABTIEHUSMU O0CHOBHO20
3a060/1€8aHUSL.

JIns nocmaxosku 0uazHo3a Heobxo0uMo KOMNIEKCHOE Cheyuanu3uposaHHoe oocaedosaque (maobn 6,7).

Tabnuya 6. /JuazHocmuueckue kpumepuu ABJIA coznacHo koHceHcycy @onda MB (2003) [32].

® yXyAlleHne Te4eHns MyKOBUCUMAO3a: Kalleslb C MOKpOTDﬁ, COAEP)K&LL{GI:? C/IN3NCTbIE HpOﬁKM, o4blwKa, npucTynbl yaylwbs, CHUXeHune
JXKEJT, O®B;, ocTpoe uin nepcucTupyrollee yxyAleHne COCTOSIHUS, He CBS3aHHOE C APYruMu npudnHamm;

e yposeHb obujero IgE> 500 ea/mn;

® Hann4me cneungpudeckux Aspergillus IgE nm NoNOKNTENIbHAS KOXHas npoba ¢ aHTureHoM Aspergillus;
* Hannuymne crieyngudeckmnx Aspergillus 1gG;
* U3MeHeHUs1 Ha peHTreHorpamme unn KT, peppakTepHble K «CTaHAapTHOM» Tepanuu [5,33].

Tabnuya 7. Tuaznocmuueckue kpumepuu XAJI coenacHo pykoeoocmey no ouazHocmuke u JeueHuio
XpoHuueckozo acnepeunnesa (2016) [2].




Yxyawenne tedyeHnss MB, oTCyTCTBUE WM HEMOJIHbIA OTBET Ha 2-4 —HeAeNIbHbIA KypC aHTM6aKTepuasibHOM Tepanuu LWUPOKOro CrekTpa
Aencraus

n

Hanmume KT Npu3HaKoB XPOHWYECKOro acrieprusinesa erkux,

Hanmyme crieungpuyeckoro IgG k Aspergillus B ceiBopoTke Kposy, .
BbisiBAieHne Muuennsi Aspergillus B oKpaleHHbIX Maskax u/uam B GMOrNcuiiHOM MaTepuane, uiun BeigeneHve Aspergillus spp. npu nocese
6uoncuiiHoro matepmana, bAJl, MOKpoTbI [34].

Huaznocmuueckue Kpumepuu nocCmMaHoéKu duazHo3a yupposa y navueHinoe ¢ MB:

TosvluteHue — anaHuHamuHompaucepassl U achapmamamuHompancepassl u  Mapkepos
Xonecmasa, kKak npasuio, 8 npedenax 2-5 Hopm [35];

XapakmepHnas  Y3U-kapmuHa  (HEOOHOPOOHASl — 3X02eHHOCMb — NAPEHXUMbl,  MIHCUCMOCMD,
3aKpyeJieHue NeueHouHoz0 Kpas, npopacmadue coeOUHUMeNbHOU MKAHU 8 80pomd neueHu),
8bisi6/IeHUe U30bIMOUHOU C80000HOU Hudkocmu 8 OpHWHOU Nnoiocmu KAk npusHak dacyuma
[36,37,38];

O6edHeHue 8eHO3HO20 KPOBOMOKA U (OPMUPOBAHUE NPU3HAKO8 NOPMANbHOU 2unepmeH3uu no
danHbim Y3IT;

Ipusnaku ¢opmuposarus Gubposza/yuppo3a no OAHHbIM HENPSAMOLL NACMoMempuu neueHu c
oyeHKoli cmeneHu gubposa no mopgonozuueckoti knaccuguxkayuu METAVIR (TlpunoxceHue I2):5
cmaduii ¢gubposa - om 0 do 4, 20e FO - omcymcmeaue ¢ubposa, F1 - nopmanvHoili (ubpo3s
(38e30uamoe pacuwiupeHue nopmaivHvlx mpakmos)ées cenm, F2 - nopmanvHoili ¢Guépo3 u
eduHuuHvle cenmel, F3 - nopmansusiii Gubpo3 u mHoxecmeeHHovle cenmot 6e3 LI, F4 —yuppo3
neueru [39];

BuoisigieHue 8apuK03HO-pACUUPEHHBIX 86€H NUWE800a U HenyoKka npu npogedeHuu ouazHoCmuueckoli
@Ir7IC.

Taxcecmsv u cmeneHv KomneHcayuu MB-accoyuuposaHHozo yuppo3a neueHu 6 KJAUHUUECKOL
npakmuxe npogodumcs no kaaccugpuxkayuu Yaiind-Ilvto (Child-Pugh)(IIpunoxcenue I'3) [40,41].

JuaznocmuueckuH Kpumepuu MyKOSUCUUOO03-3A6UCUMO20 caxapHozo duabema (M3C/):
2unepenuKemMust Hamowjax (ypoeeHs 210K03bl NAA3Mbl HAMOWAx >7,0 MMOb/N) unu «duabemuueckuti»
ypoeeHb 2/110K03bl Kposu 6 xode CITT (npu yposHe 2/0K03bl Naasmsl Hamowjax <7,0 MMOJb/1 U
27110K030bL nnasmol uepe3 2 uaca 6 xode OI'TT >11,1 MMOTb/7), UNU NOCMNPAHOUANBHASL 2UNepeaUKeMUsl,
onpedensiemMas Henpepvl8HbLIM MOHUMOPUH20M 2ntoKo3bl (CGM) npu omcymcmeuu cumnimomos [42].

Juaznocmuka ocmeonopo3a y nauyueHmoé ¢ MB exnwouaem OYeHKY KIUHUYECKOU KapmuHbl,
peHmeeHodeHcumomemputo (Ipunoxcerue I'4), nabopamopHsie Memoobl UCCE008AHUSL.

JuazHno3 ocmeonoposa npu MB cmasumcsi npu Haauuuu:

o 1 u 0onee KOMNPECCUOHHbIX NepPeoMo8 Mea NO360HKOB8, KOMOpble He C8A3aHbl C
8bICOKOIHEpzemMUUeckoll mpasmoti unu JNOKAIbHbIM 3a007esaHuem, NpueodauumM K U3MEHEHUN
MuHepanvHoti nhnomuocmu kocmu (MIIK). Ilpu Haauuuu KOMNPeCCUOHHbIX Nepesiomos N0360HKO8
07151 NOCMAHOBKU OUAZHO3d 0CIeonopo3a He mpebyemcs, umoosl Z-kpumeputi 6o.1 < -2 SD.

unu

o KnuHuuecku 3Hauumozo avamHe3da nepenomos u MIIK no Z-kpumeputo <-2 SD (cmaHOapmHbie
omiJI0HeHus,). Knunuuecku 3Hauumolii aHamHe3 nepeiomos —amo:

1. 2 u 6onee nepenomos OnuHHsIX Kocmeti 8 8o3pacme 0o 10 siem;

2. 3 u 6onee nepesiomos OnuUHHBIX Kocmetl 8 11060m 8o3pacme do 19 nem [43].

2.1 JKasmo6sI 1 aHaMHe3

Cm. pasoen 1.6 KnuHuueckas KapmuHa.

2.2 dusuKajibHOe 00cjIieJoBaHue

Pebenky c¢ nodospeHuem Ha MB cnedyem nposecmu nojHoe ¢usukansHoe o0ciedosaHue, m.K. npu
2MoM 3a001e8aHUU UMEIMC MYNbIMUOP2AHHbIE NPOSBIIEHUS.

Cm. pazden 1.6 KnuHuueckas kapmuHa.

2.3 JJaGopaTOpHbIe AMATrHOCTUUECKIME VCCTeI0BaHMS

Tecmesl 071 ycmaHo81eHus: 0uazHo3a MyKosucyuoo3



e PekoMeHyeTCsl MTPOBEIeH)e CKPYHVHTA HOBOPOXKAEHHBIX Ha MYKOBUCIMIO3 (HEOHATaTbHbIN
CKPUHMHT, KOMIUIEKC MCCIEMOBAaHMI IJIsT OMarHOCTMKM MYKOBMCIMIO03d), TaK KaK paHHee
BBISIBJIEHNE Ui CBOEBPEMEHHOe Hayvajo Teparuy MO3BOJsIeT MpeaynpenuTb pa3BUTHeE TSKeTbIX
OCJIOKHEHM, YAydIilaeT MokasaTenyu (U3MIecKoro pasBUTHS, 3aMeJiseT TeMIIbl CHVKeHMs
yHKIMM JTETKUX, CHYDKAET MOTPeOHOCTD B rocnmtanusauyn [1, 44,45,12,23,2,15,46].

(YYP - B, VI - 2).
KommenTapwmii: IIposodumcs 8 Poccutickoti @edepayuu y 6cex HOBOPOHOEHHDLX.

IIpomokon ckpunuHea 6 P®D ekaouaem 3 o6a3amensHsix smana: HPTI1, MPT2, nomoseas npoba

(mabnuya 8). Ha nepgom amane 8 Kpo8U HOBOPOXOEHHbIX (4-5 deHb y JOHOUleHHblX, 7-8 OeHb y
HedOoHOuUleHHblx) onpedensiemcsi yposeHv MPT. B3smue 006pasyo8 Kposu ocywecmensemcss 8
coomeemcmeuu ¢ Ilpuxazom N° 185 om 22.03.2006 "O maccosom 00c1e008aHUU HOBOPOHOEHHbIX
demeli Ha HacnedcmeeHHvle 3a0onesanus’. Ilpu npessiwieHuu nopoz08ozo yposHs HMPT nposodumcs
pemecm Ha 21-28 demb xcusHu. IIpu nonodumensHoM pemecme npogooumcs nomosas npooa.
Io3umusexas nomogas npoba pacyeHusaemcs: Kak NOJOMCUMENbHLIL pe3ynvmam CKpuHuHed, Uu
nayueuma Hanpaeasiom 6 Llenmp Mmykosucyudoda (nubo npoguivHoe omdeneuue). demu ¢
MEKOHUEBbIM UNEYCOM He3asucumo om yposHs UPT Hyxcdaiomcs 8 npogedeHUU nomogoti npo0sl u3-3a
B03MOMCHO20 Y HUX JIOXCHO OMmpuyamensHozo peyismama [2,15].

OnmumansHble CPOKU YCMAHOBKU OUdzHO3A U Hauana HA6M00eHus nayueHmad, 6visi8l1eHH020 NO
npoepamme HeOHAMAIbHO20 CKPUHUH2A - nepavle 2 Mecsaya wu3Hu [2,15].

O6cnedosarue u HabnwoeHue HOBOPOHOEHHbIX NO NPOZPAMME MACCO8020 CKPUHUH2Ad OOJIHCHO
nposodumucst ¢ Co000eHUeM NPUHYUNO0E NPOPUAAKIMUKU NEePeKPecmHO20 U HYMpubOIbHUUHO20
UHGUYUPOBAHUS, ONMUMATILHO AMOYIAMOPHO WU 8 YC108UsIX OHe8HO20 cmayuoHapa [2).

Ta6amuma 8. DTanbl HEOHATAJbHOTO CKpuHMHra B Poccuiickoit ®epepaiiun (IMpukas N2 185 or
22.03.2006 «O maccoBoM 06C/IeqOBaHUYM HOBOPOXKIEHHBIX [eTeii Ha Hacae[CTBEHHbIe
3a60/IeBaHNUS»).

I stan Ha 4-5 feHb y AoHoweHHoro (Ha 7-8 - — Yy HeJOHOLEHHOro) HOBOPOXAEHHOMO — onpeaeneHune
MMMyHOpeaKTUBHOro TpuncuHa (UPT) B BbiCyLUEHHOM Kanie KpoBu

II satan Mpu nonoxuTtensHoMm pesynbraTe (cut-off>99,5 ueHTUna) Ha 21-28-i1 AeHb MNOBTOPHbIA TECT Ha
npT

III sTan Mpy NonoxuTeNnbHOM pesynbTaTe — notoBas npoba

1V atan Mpu norpaHN4HOM pesynbTaTe MOTOBOM MNpobbl - AOMOMHUTENbHblE METOAbl 0ob6cnefoBaHUs,

sKkntovas HK-aAnarHoctuky, onpeaeneHme pasHoCTV KULLEYHbIX NOTEHLMANos U apyrue.

e [N OMArHOCTMKM  MYKOBMCIMIOO32 PEKOMEHAYEeTCSl TIpOBEeJeHue TOTOBOII  MPOOBI
(MccnemoBaHyue YPOBHSI XJIOPUIOB B IIOTe, KOMIUIEKC WMCCIAENOBAHMIA [JISI OUArHOCTUKU
MYKOBUCIIMI03a). [IJiT yCTAHOBJIEHUS AMarHo3a HeOo6XOOMMO IOMYyYUTh KakK MUHUMYM 2
TTOJIOKUTENIbHBIX pe3ynbraTta. [loToBas mpoba MOXKET GbITh ITpoBeeHa pebeHKy B Bo3pacTte 48
YyacoB C BecoM He meHee 2 kT [1,2,15,47].

(YVP - C, VO] - 5).

KommenTtapuu: [Tomogas npo6a a6J5emcs «3070MmlM CmaHoapmom» 0uazHoCmuKu MyKosucyudosd,
npo8ooumcs Kak MUHUMyMm 08axvl. B PO ucnons3ylomcs 2 Memoouxu nomogozo mecma.

1) Knaccuueckuti npamoti memo0d onpedesieHust 21eKmMpoJiumHo20 cocmasa noma (X10pa uau Hampus)
Memodom nuioKkapnuHogozo anekmpogopesa no I'udcorny u Kyxy (1959 2.). Hopma — 0o 30 mmons/n,
nozpaxuuHsle 3HaueHust 30-59 Mmonw/n, nonoxcumensvHeili pesynomam - 60 MMOAb/N U 8blule (NpuU
Hasecke noma He mexee 100 me) [1,2,4,31,]. [Toxazamenu x10pudos eviuie 150 MMONb/N Q0NHCHBL ObIMB
nodeepzHymol COMHEHUO.

2) Ilomosas npoGa nymem onpedejieHus Npo8ooUMOCMU NOMA ¢ NOMOUBI0 CNEYUANbHBIX NOMOBbIX
aHanu3amopos Koppeaupyem c onpedeneHuem YyposHs x10pudos, n0360Jsaem Noayuums adek8amHaiii
pesynsmam npu KoJjuuecmee noma 6 oo6pasuye — 3-10 mxi. Ionyuun wupokoe pacnpocmpaveHue npu
8HeOpeHUU MACCO8020 CKPUHUH2A HOBOPOHOEHHDLX.

IIpu onpedeneHuu nposooUMOCU NOTOHUMENBHBIM Pe3YAbMamom 0711 MyKosucyudoza cuumaemcs
nokasamev: eviuie 80 MMONL/J; NOZPAHUUHBIM 3HaueHuem — 50-80 mmosv/n; HopmansHoiM — 00 50
mmoav/n. Tlokazamenu nposodumocmu eviuie 170 MMOJIb/ QONXHCHDBL OblMb NOO8EPZHYMbL COMHEHUIO.

Bpems c6opa noma He 0onxCHO npeswiiuams 30 MUHYm, MUHUMAIbHO 00NYCMuMoe Koau4ecmao noma —
75-100 mz (15 mkn 6 konnekmope “Macroduct”), ckopocms nomoomaoesieHus 0onxcHd 6bime He MeHee 1
2/M?/MuH [15]. O6s13amensvHbIM s16/155emcs npedsapumensHoe mujamesnpHoe oUUWjeHuUe KOxU nayueHma



[2]. Oco6oz0 eHumaHus mpeGyem nod20mosKa KOxuU Y NAYueHimos, ONUMenbHO HAxo0SWjUXcs 6
cmayuoHape.

Hozpanuunsie pe3ynrsmainst NomMoeoii NpooGwL.
Bo3Mo#cHble NPUULUHbI NOZPAHUYHBLX PE3YbIManos Nomoegoti npoos!:

o HHousudyansHsie ocobeHHOCMU Y t00ell 6e3 MyKo8ucyudo3a, 0COOEHHO Y 83POCTbIX
o HenpasunvHast n0020mosKka K npobe
o Hocumenscmeo «MsieKux» Mymayuii npu mykosucyudose [15]

Pexomenodayuu:

© UCN0JIb308AHUE PA3HBIX Mem0008 onpedesieHus x10pudos nomad, N08MOpPHsle UCCIe008AHUS;

o pacwupenHstli IHK-aHanu3 (cekeeHUposaHue 2eHa);

o pacwiupeHHoe KAUHUKO-1a00pamopHoe U UHCMpyMeHmasivHoe o006cnedosaHue: Konpoaozus U
(hekanvHas anacmasa, INEKMpoaAUmMsl 8 GUOXUMUUECKOM AHAU3E KPOBU, NOCe8 MOKPOMbl/ MA30K C
3a0Hetli cCmeHKU 210mKu, peHmeeHozpagus epyoHoll KiemKu, na3yx Hocd, Cnepmozpammd;

o HabnodeHue 8 yeHmpe MyKosucyudo3a 00 OKOHUAMEIbH020 NPUHAMUs peuieHus o duazose. He
CHUMaiomcs ¢ yuema, noka ouazHo3 He 6y0em UCKIIOUEH;

o memood onpedesieHus pa3HOCMU HA3AAbHBIX NOMEHYUAN08 UIU U3MepeHUe STIeKIPUUecKoz20 moKa 8
6Guonmame KuwiKu, ompaj;caioujue HapyuieHue yHKyuu x10pH020 KaHana*

IIpumeuanue: *B kauecmae JONoNHUMENbHO20 Mecma nayueHmam ¢ nodo3peHuem Ha MyKosucyudos,
0COOEHHO 8 COMHUMENBHBIX CAYUASX NpU NO0ZPAHUUHLIX 3HAYEHUSX NOMO8020 mecmda, npu
HEBbIPANCEHHOLI CUMNMOMAMUKE U/UAU NPU HENoJIHbIX KAACCUUECKUX NPOSBAEHUsX OONe3HU MOxem
Oblmb pekomeHO08aH0 nposedeHue Uccied08aHuUs pazHOCMu KuuleuHslx nomenyuanos [1,2,4,31,48].

CoznacHo cmaHOapmHuiM ONePayuUOHHbLIM npoyedypam, Ons U3MepeHUus pasHoCmu KUWEYHbIX
NOMeHYUanos8 UCnob3ylmcs pekmanbHsle OUONMAamol, NOJyUeHHble NpUu pekmopomarockonuu. s
npoeedeHusi ucciedo8aHuss Heobxodumo He MmeHee 4 o00pasyos Ouonmamos. PexkomeHdyemvle
peepenmmble 3HaueHus: (KOHMPONbHblE NOKA3amesu 300p08olx Jiodel) npu UCNONb308AHUU Memoda
OPKII 8 P®: nnomHocms moka Kopomkozo 3ambikaHusi (AISC) e omeem Ha esedeHue amunopuda
(CUMYZISYUS HAMPUEBbIX KAHATI08) 8 KOHMPOBHOL 2pynne cocmasuna 8.98+3.42 uA/cm?. Hamenenue
AISC 8 omeem Ha 88edeHue (YOPCKONUHA (CMUMYAAYUS XTOPHBIX KAHAN08) cocmasuno 25.78+4.41
UA/cm?. B omeem Ha esedenue zucmamuna AISC u3meHsemcs 6 NOJOMUMENLHYI0 CIMOPOHY, MO
ompaxcaem 8xo0 UOHO8 Kanusi 8 Kiaemku. IIpu amom niaomHocms moka cocmasuna 101.68+10.99

UA/cm?[49].

e PexomeHJI0BaHO rpoBefieHne MOJIEKY/ISIPHO-T€HETUUECKOTO ucciienoBaHMs IUIST
ugeHtudukanuyu mytaiuii reHa MBTP (CFTR) (MOJEKyISIpHO-TeHETUYECKOe MCCIeloBaHue
myTtaiuii B reHe CFTR (MyKOBUCIMIO3) B KPOBU, KOMILJIEKC MCC/IEIOBAaHUI [JII AUATHOCTUKA
MYKOBHUCIIM/I03a) TI0 MOKa3aHUSIM:

1. HoBopoxkmeHHBIM ¢ TONOXkuTenbHbIM UVPT ¥ TONOXUTENbHBIMUM WM TOTPAHUUYHBIMU
3HAUEeHMSIMM TTIOTOBO¥I TPOGBI, MEKOHMEBBIM UIEYCOM

2.JlronsiM ¢ TIOTPaHUYHBIMM 3HAYEHUSIMM TIOTOBOJ TMpo6bl (cM. Pasmen «JlmarHocTuka
MYKOBUCLIZI03a»)

3. [MauueHTaM € KIMHUYECKMMU MPOSIBIEHUSIMU KJIACCUYECKOT0 MM MOHOCMMIITOMHOTO MB

4.TIpu  CFTR-accolMMpOBaHHBIX 3ab0leBaHMAX (TTAHKPeaTUT, BPOXKIEHHOE [BYCTOPOHHEe
OTCYTCTBME CeMSIBBIHOCSIIETO ITPOTOKA/06CTPYKTUBHAS a300CTIEPMUST)

5. PomcTBeHHMKAM IalMeHToB ¢ MB (1151 oripesesieHnst craTyca HOCUTENIbCTBA I10 JKeJTaHUIO)

6. )KeHIHAM TIOC/Ie POKIEHMSI TIepPBOro peGeHKa € MYKOBUCIMAO30M, a TaKkKe BO BpeMs
MoC/IeIyomux 6epeMeHHOCTel TPY Hauuny pebeHka ¢ MyKOBUCIIVIO30M

7.1lnox Ha 10-12-it Hepmene mnpu mnopo3peHun Ha MB (mpu Hammumm cubca ¢ MB) mmm
0OHapy>KeHMUM TUIIePIXOTEHHOTO KUIIIeUHMKA MpHu Y 3-06cIe10BaHUM

8. MoHopam rameT u 5M6puMoHOB B mporpammax OIKO (9KO-MKCH), BHYTpMMAaTOUYHOI
VHCEMMHALIUN

9. Cynpy>keCKMM IapaM C BbICOKMM reHeTuueckuM puckom MB, sxenatomym nporitu KO-III'T MB
LISl TIpefoTBpallleHus] pokneHus pebeHka ¢ MB (pu OTCYTCTBUMM HPOTUBOIOKA3aHUN U
orpaHmuennii) [2,15,50].

(VYP - C, VI - 5).

KommeHTapum: KnuHuueckyw 3HAUUMOCMb OOHAPYHEHHbIX 2eHemuyecKux eapuavmos cnedyem
ycmauasnueams ¢ yuemom pekomeHoayuti KoHceHcyca [2], nocmosiHHO 06HO8/sleMblx 0a3 OAHHBIX:

[51].



Cmpamezusn monekynsapHo-zeHemuueckoii duazHocmuxku MB exkntouaem HeCK0J16KO 3INanoe.

Ha nepsom smane npogodumcsi NOUCK 8apuaxmos, Haubosee uacmuix 8 NONyaAyuu, K Komopol
npuxaonexcum obcnedyemolii [2].

Ha emopom 3mane hpogodsm pacwlupeHHslii nouck 06onee pedKux 6apuaxmos, UcCnonb3ys
cekseHuposaHue no CaHzepy Uil 861COKONpoU3godumensHoe cekgeHuposarue zeHoma (MPS/NGS).

Tpemuii aman. OObIYHBIMU CKAHUPYIOWUMU Memooamu, 8 mMOM HUCTe CeK8eHUPOBAHUEM, MOMCHO
8bIS18UMb  HAPYUWIEHUST N0CNe008AMENbHOCU  2eHA,  He3HauumespHble NO  NPOMSHEHHOCU:
HyKJIeomuoHsle 3ameHsl, HeOonbUiUe Oeneyuu/uHcepyuu. Ilepecmpoliku, oxsamslearujue HeCcKoJIbKO
IK30HOB/UHMPOHO8, MAKUMU Memooamu He 8blsssiomcs. PexomeHdyemcs ucnonv3osams credyroujue
mexHonozuu: MLPA - MyJnsmuniekcHyi Jauzasuvyl 30H008yH amnaugukayuro aub6o QFMP -
KonuuecmeeHHyt uyopecyeHmuyio myavmuniekcHyro ITLP [15,23,52].

TpebosaHus K saabopamopuu, nposoodsuleil aHanussl HA namozeHHsle eapuarmsi zeHa CFTR,
usnoxceHvl 8 Koncencyce [2].

CoznacHo daHHbim Eeponelicko20 KoHceHcyca no MB, nposedeHue paculupeHH020 MOJIEKYAAPHO20
uccnedosarus zeHa CFTR no3eosisiem 8bis18UMs namozeHHslli eapuavm 6 98%. dmo moxcem 6Gvimo
C6513aHO0 JIUGO C meM, Hmo UCNOb308AHHbLE MemO0Odbl He N0380NUIU NPOAHANU3UPOBANE PE2UOHbL 2eHd,
20e pacnonazarmcs namozeHHvle 2eHemuueckue 6apuaHmol, aU6O ¢ si8JieHueM 00HOPOOUMENbCKOL
ducomuu, 1u60 ¢ pernoxonusmu MB [15].

IIpouue na6opamopHhsie ucciedosaHus

e PekoMeHI0BaHO IPOBeJeHNe BCeM IMaimyeHTam ¢ MB o61ero (KIMHMYECKOTO) aHajam3a KpOBU
pa3BepHYTOTO C I[ebI0 OPMEHTMPOBOYHON OII€HKM BOCIIAJIUTENBHOIO IIpOollecca, KOHTPOJIS
BJIMSIHMSI HA TTOKA3aTeIy KPOBY ITPOBOAMMOI Teparuy U B KOMIUIEKCHO OlleHKe HyTPUTUBHOTO
cratyca [2,53,54,55].

(YYP - B, VIIJI - 3).

KomMmeHTapum: 6 cpedHem Heob6xo0umas uacmoma nposedeHus: Uccie008aHusl — excekeapmansHo. B
pamkax ob6wezo (KAUHUYECK020) aHAIU3a Kposu HeoOXodumo: uccnedosaHue YposHs 006ujezo
2eM02100uHa 8 Kpoeu, UCCIe008AHUE YPOBHS IPUMPOYUMO8 6 Kpoeu, UCCIed08aHue YpPOo8Hs
JIelikoyumos 8 Kposu, ucciedosaHue yposHs mpomooyumos 8 kposu, ouggepeHyuposarHsiii noocuem
Jelikoyumos  (netikoyumapHas (Qopmyna), npocmMomp Mmdaska Kposu 01 AHAIU3A AHOMAJULL
Moponozuu dpumpoyumos, mpomooyumos u Jietikoyumos, onpedeieHue 4eemogozo noxkazamens,
onpedesieHue pasmepos IpumpoyuImos, Ucciedo8aHue cKopocmu 0Ccedanus IpUmpoyumos.

Onpe,uenem/[e HaJIn4uns naHeraTuqecxoﬁ HeJoOCTaTOYHOCTU

e PekomeHOyeTCss  IIpOBefeHMe J1abopaTOpPHbIX  TECTOB [JIsi  OIpeNeNieHus]  CTeleHu
MaHKpeaTMUeCcKoil HegOCTaTOUHOCTM BCEM IalMeHTaM C IOAO3peHMeM Ha MYKOBUCIUAO03 U
nauyeHTaM C MyKOBUCLMIO30M (OIpeneseHVe aKTMBHOCTM MaHKpeaTu4yecKoil anacras3bl-1 B
Kaje), CTelmeHM KOPpeKLUMM TaHKpeaTUUecKoil HeLOCTaTOYHOCTM — KOIPOJOrMyeckoe
MccIeloBaHMe C onpefe/ieHeM HeiiTpanbHOro skupa B Kase [1,2,15].

(YYP - C, VII]I - 5).

KoMMmeHTapum: y nayueHmos ¢ COXpawHoll QyHKyueli nooxcesnyo0ouHoll ene3vl onpedeneHue
aKkmueHoCMu NaHKpeamu4eckoli 31acmasvl-1 8 Kane nposooumcs exezo00Ho.

CpedHsia uacmoma uccnedo8aHuli y nayueHmos ¢ Mykosucyudozom npusedera 8 Ipunoxenuu 7.
Muxkpo6uonozuueckas ouazHoCMuKa

e PexomeHIyeTcs BCeM MalMeHTaM C MYKOBUCIMI030M (MM C IOA03peHNEeM Ha MyKOBUCLIU/IO3)
MMKPOOMONIOTMYECKOe MCCIeloBaHe MOKPOTHI (MHAYIMPOBAaHHO MOKDPOTBI MM TPaXeaJlbHOTO
acrmpara), Win, B UCKITIOUUTENbHBIX CUTyalMsX (IJI MIafieHIeB), opodapyHreasbHOro Ma3Ka
V/VITU KUIOKOCTY OGPOHXOQIBBEOSIPHOTO JIaBaka ISl MOeHTUOMKAMU IaToreHa/-0B U
omnpeeneHys: YyBCTBUTENbHOCTY BbIe/IeHHOI MuKpodopsl [1,2,415].

(YYP - C, VO] - 5).
KommenTtapum: Hccnedosarue npogodumcs He pexce 1 pasa e 3 mec., o NOKA3aHusim - uauje.

Tlocee moxkpomul (He opoapuHzeaivHozo maska!) Ha HemybepKyne3Hole mukobakmepuu (HTMB) ecem
demsam cmapuie 10 nem u ¢ 1106020 803pacma, y K020 ecme NoKazaHust (ompuyamenvHas OUHaAMUKA



npu omcymcmeuu HO8bIX NAmMozeH08, omcymcmaue 3gexma om nposodumoli mepanuu, usmeHeHuUst
Ha KT nezkux, 8videnerue moxpomol). Mccnedosarue npos8ooumcs exezoo0Ho, no NOKA3aHusm uatye.

OCHOBHBIM  MUKPOOUOJI0ZUUECKUM MemodoM OuazHOCmuku OpOHX0/e20uHOll UH(peKyuu sensemcs
KYJIbMypaibHblll Memod ¢ NOCesoM pecnupamopHsiX 00pasyo8 HA HeceleKmueHble, CeNeKmueHble U
XpOMOzeHHble humameinsHole Cpedsl.

IlenecoobpasHo nposedeHue MUKPOOUONIO2UHECKO20 UCCIe008AHUS PeCNUpamopHsix 00pasyos no
pekomeHOayuu epaua 8 00Holl u3 1abopamoputi IKcnepmHozo yposHs no MB He pexce 1 pasa é 200.

BaxcHbim  5167155emcsl UCNOIb308AHUE  CEJIEKMUBHBIX  Cped Onsl  @bldesieHuss  MUKPOOP2ZAHU3MO8,
mpe6ywux ocodble YCa08us KyabmueuposaHus wiu 0Jis 8sl0e/ieHuUs UX cneuu(uueckux, cesI3aHHbIX C
MB mopgomunos. OcobenHo 0na B. cepacia complex, a makxce S.aureus 8 sude peHOMuna meaxKux
KONoHUll [56,57].

JnumensHocmy UHKYOAYUU NEPBUUHO20 NOceda Heo0Xo0UMa CPOKOM He MeHee 7 CYMOK C exedHe8HbIM
NPOCMOMPOM U U3YUeHUEM 8CeX 8bIPOCUIUX 8UO08 KOJIOHUTI [57].

Hoenmugukayuss MuKpoopeaHusmos ¢ UCNONb308AHUEM KOMMEPUECKUX Mecm-Cucmem, Moxcem
nompe608ams NPoJOHZUPOBAHHO20 hepuodda uHKybayuu (0o 48 uacos).

Bce mukpoopzanusmol, evloesieHHble U3 OblxamensHulX nymeti om nayueHmos ¢ MB donicHbl Oblme
udeHMuUGUYUPOBAHbL KAK MUHUMYM 00 podd, MUKPOOP2AHU3MbL, UMeloujue KIUHUYecKoe 3HaueHue — 00
suda [58].

B cnyuae ewlenenuss u3z o0pasya MuKpoOp2aHU3Mos, UOEHMUQUKALYUKD KOMOpPblX MexHUUecKu
HEeB803MOMCHO nposecmu 6 Jabopamopuu, Heo6Xo0uMo CoXpaHmeHue Kyavmypol 0Jisl ee nocaedyioueti
peudeHmupuKrayuu ¢ UCNONb30BAHUEM MACC-CNEKMPOMEMPUU  UAU  MOJIEKYASAPHO-2eHeMUUecKux
memodos [59].

C yenvio KOHMpOJis IpekmusHocmu Xumuomepanuu navyueHmam ¢ MB ¢ ungpexyueti HTME He peice,
uem 1 pas e 3-6 mecaues nposodumcst nocee MOKpomsl Ha evisieneHue namozedHoix HTME unu MEBT 6
duazHocmuueckom mamepuaine (mokpoma,) [60].

B coomsemcmeuu c Ipuxazom Munzdpasa Poccuu 13 okmsabps 2017 2 N° 8041 om «O6 ymeepicdeHuu
HOMEHKAamypbl MEOUYUHCKUX YCIIy2» eCMb HECKOJIbKO YCIy2: MUKpoOuonozuieckoe (KyavmypansHoe)
uccnedogarue causu ¢ MUHOAIUH U 3a0Hell CMeHKU 2JI0MmKU HA adpolOHble U (PakyiomamueHo-
aHaspobHble MUKPOOP2AHU3MbL, MUKPOOUO02uUecKoe (KylbmypaipHoe) uccnedogaque MOKpomol Ha
aspobHble U pakynemamueHo-aHaspobHble MUKPOOP2AHU3MBL.

o Upentudukaunuwo B. Cepacia complex, Achromobacter spp., Ralstonia spp., Pandorea spp.,
Cupriavidus spp., Inquilinus spp., B 0COGEHHOCTY y ManyeHTOB ¢ MB B cIyyae MepBUYHOTO
BbIZIeJIeHVsI, PEKOMEHYETCSI BBITIOTHATH C MCIIOMb30BaHMEM KOMMEPYECKUX TECT-CUCTEM MJIs
6MOXMMIUYECKOTO aHaldu3a ¥ TOATBEPKAATh C MCIOIb30BaHMEM MAaCC-CIIEKTPOMETPUM WK
MOJIEKY/IIPHO-TeHeTUUECKMMY MEeTOJaMy C IIeJbi0 OMAarHOCTUKY HaJINUMs TepeuncaeHHbIX
MMKPOOPTaHM3MOB y TanmenTa ¢ MB [59].

(VYP - C, VLTI - 5).

KommenTapwii: 6 [Ipukase Munzdpaea Poccuu om 13 okmsabps 2017 2 N° 804n «O6 ymeepxycdeHuu
HOMEHKAAMYposl MEOUYUHCKUX YCLy2» OaHHble YCy2U He NpedcmasieHsl.

e PexomMeHOyeTCs MMKOJOTMYECKOoe MCCaeloBaHue OuomMarepuana mMamyeHTaMm ¢ MB ¢
MOI03peHNeM Ha TPUOKOBbIe TMOPaKeHMs JIETKMX: MOKpPOTa, IPOMBIBHbIE BOIbI OPOHXOB,
OGPOHX0AJIbBEOJISIPHBIN JIaBask, OMOIMTAThI, ONEpPalOHHbINA MaTepuas (MpsiMas MMUKPOCKOTIVST
6uomaTepuaga, METOJ JIOMUHECHEHTHOM ((JIyOpecieHTHO) MMKPOCKONMM € OKPaCKOii
KaibKodIoopoM OenbiM, TOceB GuomMarepuana Ha arapusoBaHHyl0 cpeny Cabypo B
momudukanmuMu  DMMOHCA), s UAeHTUGUKAMM  [aTOreHa/-OB U OIpeleeHust
YYBCTBUTENIbHOCTU BbIZleIeHHbIX MUKpomuieTos [10,32,61,62].

(YYP -C, V4L - 5).

KommenTapum: 8 coomeemcmeuu ¢ Ilpukazom Mursdpasa Poccuu 13 okmsabps 2017 2 N° 8041 om
«O06 ymeepxcdeHuU HOMEHKAAMYPsl MEOUYUHCKUX YCIY2» €CMb HECKOJIbKO YCye: MUKPOCKONUUEecKoe
uccnedogarue HaAMuUBH020 U OKPAULEHHO20 npenapama MOKpomol, MUKPOCKONUUECKOe UCC/Ie008aHue
NasaxcHoll  HuodKocmu, MUKPOCKOnuueckoe uccnedogavue MOKpomosl Ha 2pubbl (Opoxoicesvle U
MUuyenuanpHole), Mukpoduosozuueckoe (Ky1omypanipHoe) UcCciedosamue MOKpOmsl Ha 2pulbsl
(Opoxoicessle U MUYENUATIbHDIE), MUKPOOUOI02UUECKOe (KYAbIMYpanbHoe) uccnedosaque MoKpomol Ha
MuyenuanvHole 2pubdbl, MUKpooOuosozuueckoe (KyJIbmypaivHoe) ucciedosamue MOKPOmMsl Ha



Opoxcicesole 2pubdbl, MUKPOCKONUUECKOe UCCed08aHUe OPOHX0AIbEEOIAPHOL 1A8AXCHOTI HUOKOCMU Ha
2pubbl  (Opoxciesvle U  MUYENUATbHBIE), MUKPOOUONOZUUECKOe (KYJIbMypaibHoe) UCCed08aHue
OPOHX0AIbEEONSIPHOLL TABANCHOL HUOKOCMU HA 2pUbBL (OPOXHCHCEBblE U MUYENUATIbHDBLE).

- Iloces Ha 2pu6bl — N0 NOKA3aHusimM, KpamHocnis no nompe6Hocmu.

- Leumpugyeuposanue BAJI u 6poHXUANbHO20 achupamd, a makie npumeHeHue MYKOJUMUKOS8
nosesiuiaem aggekmusHocms dUazHOCMUKU.

- Mukpockonust u nocee MOKpOmMbl N0360JAI0M Bbl8UMb KOJIOHU3AYUI OblXxAMmeNbHbIX nymeii
Aspergillus spp. y 20-60% nayuermos ¢ ABJIA.

- IIpu mukpockonuu u nocege FAJI unu moxpomst Aspergillus spp. evisensiom y 25 — 80% nayueHmos c
XAJI. Heo06xo0umbl NnoemopHble UCCIE008aHUS C NPUMEHEHUeM Cheyupuueckux MUuKoa02U4ecKux
Memo008 OKpacKku u numamensHsix cped. OnpedeneHue suda Aspergillus uzpaem pons npu Ha3HaueHUuu
npomueozpubKo8slx npenapamos Osk CUCMEMH020 NPUMEHeHUs (AaHMUMUKOmukos) (pedxue eudvl
Moz2ym 0blmb YCMOUUUBbl K A30J1AM).

- D¢exmusHocms  MUKPOCKONUUECKO20 — UCCIE008aHUs  y8euuusaemcss nocie o0padomku
pecnupamopHsix cyocmpamos Kaivkogayopom Oenvim. Iloces8 Ha Mukoynozuueckue cpedsl ciedyem
nposodums npu memnepamype 300C u 370C, npodonxcumenbHOCMb UHKYOAyUU He MeHee 5 Cymok.
KonuuecmeenHoie nokasamenu noceea pecnupamopHsix 6UOCY6CMpamos He n0380JS0M OMmaAudUmMs
KOMOHU3ayuio 0bIxamesibHuiX nymet om uH@exyuu.

e PexomeHAyeTCs MpoBefieHNe J1Jab0PATOPHBIX UCCIENOBAHMIA /TSI AVMATHOCTUKY aJIEPTUYECKOTO
GPOHXOJIETOYHOTO acIiepriusiesa: ypoBeHb obiero nuMmmyHonto6ynnna E (IgE), cennduueckne
IgE u 1gG K Aspergillus fumigates. Ilpu mopmo3penun Ha XAJI — peKOMeHAOBaHbI Te e
MCCJIeNOBAHMST M OIpee/ieHe rajlakTOMaHHaHa B KpoBu (Metabonuta Aspergillus fumigates)
(ompenenenue metaboauTos rpu6os) [1,2,10,15,32,61,62].

(YVP - C, Y[ - 5).
KommeHTapwmii:

- DosuHogunuio nepugpepuueckoli kposu > 0,4x10°/1 06buHO Gvi6ASIIOM 8 0CMpOli cmaduu U npu
ob6ocmpenuu ABJTA, 60 8pems pemuccuu u 6 cmaduu ubpo3a Koau4uecmeo 303UHOPUI08 MOXem Oblmb
HOPMAJIbHBIM.

- [lna ABJTA xapakmepHo 3HauumesnvHoe ygeauueHue yposHs oduezo IgE e cbieopomike Kposu, 00bIUHO
6oniee 500 mkz/n1. Bo 8pems pemuccuu 8 n030HUx cmadusix cooepxcarue obujezo IgE 8 cbisopomke Kposu
CHUJMaemcsl, Xomsi ocmaemcsl vlule HOPMAaibHulx nokasameneti. ITosviuieHue yposHs obujezo IgE —
paHHuli npusHak o6ocmperust ABJIA, Komopwlii 603HUKAeM 00 KAUHUUECKUX NPossaeHUll 3a060/1e8aHuUsl.

- Cneyuguueckue IgE u IgG x Aspergillus eviaeisiiom npu debrome unu o6ocmperuu ABJTA.

- YygcmeumenvHocmy onpedesieHus cneyuguueckozo Aspergillus IgG 6 cbl6opomxe Kposu y nayueHmos
¢ XAJI cocmasnsem okono 90%. Ilpu smom y 50% nayuenmos ¢ MB 6bl6/is110m Nno8blUlEHUE
cneyuguueckozo Aspergillus IgG 6 cvlgopomie Kposu 6e3 KAUHUKO-PEHM2eHO02UHeCKUX NPU3HAK08
XAJL

- U3onuposaxHoe nossiuieHue yposHs cheyuduueckozo Aspergillus IgG 8 cvigopomke Kposu 0e3
donosiHumensHolX Kpumepued OuazHocmuku XAJI He s6751emcs OCHOBaHueM O NpogedeHus
AHMUMUKOMUYECKOL mepanuu.

- Codepycarue obwezo IgE npu XAJI moxem Gvimb ymepeHHO noswiuieHo (100-500 E0/n), uHoz0a
onpedensitom cneyuuueckuti Aspergillus IgE.

- IIpu XAJT y nauuenmos ¢ MB s¢¢ekmusHo onpedeneHue memaboaumos 2pubos (2anakmomaHHaHa
(xomnoHeHma kiemouHoti cmeHku Aspergillus spp. mecm Platelia Aspergillus, Bio-Rad) 6 BAJL

- CneuyuguuHocms u uyscmeumesibHOCMy onpedesieHus zanakmomarHaHa e BAJI npesviwaiom 80%,
umo evlule pe3ynbmanmos uccnedo8aHus Cbl80pomKU Kposu. OnmumansHelli duazHocmuueckuti uHOeKc
onmuueckoti niomHocmu mecma Platelia Aspergillus 6 BAJI He onpedesieH: npu UCh0J1b308aHUU
noxazamens 0,5 — nogvluaemcs uyscmeumensHocms memoda, npu 1,0 — cneyuguuHocms.

B coomeemcmeuu ¢ Ipukazom Munzdpasa Poccuu 13 okmsabps 2017 2 N° 8041 om «O6 ymeepideHuu
HOMEHKAAmMypsl  MeOUYUHCKUX YCTIye» eCMb  HEeCKOJIbKO  YCye: UCCIed08aHue Ypo8HS 00lez0
ummyHoznobynuHa E 8 kposu, onpedenerue anmumen K zpubam pooa achepzunivt (Aspergillus spp.) 6
Kpo8U, KOMNJEeKC UCCnedo8anuli s 8viseieHus aliepzeHa, onpedeieHue memaboaumos 2pubos).



e PexomeHAo0BaHO MaiyeHTam ¢ MB ¢ nomo3penuem Ha ABJIA Ojs1 MCKIIOUEeHST/TIONTBE PXKIeHUS
MMKOTE€HHOJ CEeHCMOMIM3alUMM TIpOBeJeHMe KOXKHOI Tpob6bl ¢ aHTUTeHOM Aspergillus
(HaKOXKHbIEe MCCIeI0BaHMs peakl Uy Ha ajuiepreHsr) [32].

(YYP - C, VI - 5).

KommenTapwuii: B coomeemcmeuu ¢ Ipuxazom Munzopasa Poccuu 13 okmsabps 2017 2 N® 804H om
«O06 ymeepxOeHUU HOMEHKAAMYpPsl MEeOUYUHCKUX YCIye»: HAKOMCHble UCCNe008aHUs peakyuu Ha
annepzeHb.

Kownas  npoba ¢ ammuzenom  Aspergillus — omauuaemcs — 8bICOKOU  OUAZHOCMUYECKOL
UY8CMeEUMeNbHOCHbI0, HO HU3KOL cneyuguuHocmoio. TTosoxumensHoble pe3yismamol KOXCHOU npoobl
HepedKo 8blA6J15110M Y 00JIbHbIX MYKOBUCYUO030M Oe3 ABJIA.

e PekOMeHAyeTCsl IaTOJIOrOAHATOMUYECKOE MCCIeOBaHMe OUOICUITHOTO (OIepalOHHOrO)
MaTepuasa TKaHeli J1erkoro y namyeHToB ¢ MB 1 XAJI ¢ ummnperHauueit cepe6pom mo 'omopu-—
I'POKOTT C LeNbl0 [OMArHOCTMKY HOAY/ISIPHOTO aclieprujies’a, a TakKe MCKIUeHMs
HOBOOOPAa30BaHMs JIeTKuX, TybepKyesa [10,61,62].

(VYP - C, VI - 5).

KommeHTapum: B coomeemcmsuu c IIpukazom MuHn3dpasa Poccuu 13 okmsbps 2017 2 N° 8041 om
«O6 ymeepideHuUu HOMEHKIamypbl MeOUYUHCKUX YCIye»: NamoJl020-aAHAmomu4eckoe ucciedosaHue
OuoncuiiHozo  (onepayuoHH020) Mamepuara —mKadeli  1€2K020;  NAMOJN020-AHAMOMUYUECKOE
uccnedosavue OUONCUliHOZ0 (0NepPayUOHHO20) Mamepuana mkaHeli Jieekoeo ¢ NpuUMeHeHuem
2ucmobakmepuocKonu4eckux — Memodos, MuKkpoouosozuueckoe (KyibmypanivHoe) ucciedosaHue
ouonmama Ha MuyenudanvHole 2puobbl.

- IIpu eucmonozuueckom uccnedosanuu Guonmama npu XAJI u3 KasepHsl uiu 30Hbl 80CNAJIEHUS
onpedensiom 2ugut Aspergillus, npusHaku XpoHuueckozo gocnaneHus. OCHO8Hoe HA3HayeHue OGUONcuu
ouaea nopaxceHus — OUAZHOCMUKA HOOYJASPHO20 — acnepeuie3d, a MAaKxe UCKIUeHue
H08000pa3osauus Jieekux, mybepkynesa u np. Omcymcmaeue eug Aspergillus ¢ 6uonmame u3 ouaza
nopayeHus He uckouaem ouaznoda XAJI npu Hanuuuu opyeux Kpumepues duazHocmuxu [8].

¢ PeromeHayeTCsT MUKPOOMOIOTMYECKOEe MUCCIeNOBaHME OTHENSIEMOT0 U3 OKOJIOHOCOBBIX IMa3yx
(OHIT) (MuKpo6uMoIOrMYecKoe (KyJbTypaJbHOE) MCCIeNOBaHME CMBIBOB U3 OKOJOHOCOBBIX
oIoCTeN Ha aspo6HbIe " (axynbTaTMBHO-aHaIpPOGHBIE MUKPOOPTaHU3MBI,
MMKpOOMonIoruyeckoe (KyJabTypaabHOE) UCCIefoBaHNe MTYHKTATOB 13 OKOJIOHOCOBBIX TIOTOCTel
Ha HeCcropoobpasylolye aHadpoOHble MUKPOOPTaHU3MbI) IJIs1 MAEHTUGUKALMY [TATOTeHa/-0B U
ompeneNieHus ero (MX) YyBCTBUTEIbHOCTM K aHTUMUKPOOHBIM Tperniapatam mpu XPC Ha ¢oHe
MYKOBUCLIMT03a [63,64].

(YYP - C, V]I - 4).

KoMMmeHTapmii: KonoHU3ayust CUHezHOLHOU nanoukoli 006iyHo HauuHaemcs: umeHHo ¢ OHII; @ Gonee
paHHeMm 803pacme u 00CMOBEpPHO uauje umeem mecmo y 6oasHsix MB ¢ nonunosxsim XPC. Mamepuan
doseH Gblmb NOJYUeH HA CMePUIbHbIT Mapaesslli MamMnoH u3 8epXHeuestoCmHslX Na3yx mMemooom
duazHocmuueckoll NYHKYuu Nasyxu, UHMpaonepayuoHHo nymem 3abopa 3kccydama — u3
8EPXHEUeIIOCMHBIX NA3YX WU Npu 30HOUPOBAHUU Yepe3 pacuiupeHHoe Coycmove Y nayueHmos nocie
IHOAOCKONUUECKO20 PUHOXUPYP2UHECKO20 JleHeHUsl.

Buoxumuueckoe uccnedogaHue Kpoeu

e PexoOMeHZ0OBaHO TIpOBeIeHKe BceM IamyeHTaM ¢ MB GMOXMMMUYECKOTO aHaau3a KPOBU
obrieTepaneBTuyeckoro  (06mmit  6Genok,  aabOyMWH,  OINpedeaeHuMe  aKTUBHOCTU
acmapTraTammHoOTpaHchepasbl B KpOBU, OMpee/ieHrie aKTMBHOCTY ajaHMHAMUHOTpaHchepassl
B KpOBM, OIpelejeHne akKTMBHOCTYM ramMma-IIoTaMuiaTpaHcdepassl B KPOBU, OMpedesreHie
aKTMBHOCTM MIeIOuHOM docdaTasbl B KPOBU, MCCAEIOBaHME YPOBHSI XOJeCTepMHA B KPOBH,
JCCTIeOBaHMe YPOBHS TPUITIMIEPUAOB B KPOBMU, MCCIEeJOBAaHME YPOBHS HATPUS B KPOBH,
MccaemoBaHMe YPOBHS Kaliist B KPOBHU, MCCIeJOBaHMe YPOBHS XJOPUIOB B KPOBU, OTIpee/ieH e
aKTMBHOCTM aMuiasbl B KPOBMU, OIpeeeHue aKTUBHOCTM JIMIIa3bl B CHIBOPOTKE KPOBH,
MCCIeqOBaHue YPOBHS 001Iero 6uamMpyomMHa B KPOBM, MCCAeAOBaHME YPOBHS CBOOOAHOTO U
CBSI3aHHOTO GMAMPY6MHA B KPOBU, MCCIeI0BaHNe ypOoBHS C-peakTUBHOTO 6eka), eXXerogHo, 1o
ToKasaHusIM - uvaire. VccoremoBaHue MPOBOAUTCS C IIEJbI0 KOHTPOJSI COCTOSIHUSI TIeUeHM,
DYHKIMM TTOMKETYIOUHOM >Kee3bl, MEKTPOJUTHOTO OOMeHA Y XPOHMUYECKOrO BOCMaIeHMs
cornacHo nokaszauusim (Ta6:. 10, pasgen 6 «OpraHusanyst OKasaHus MEIUIIMHCKOM TTOMOIIIN»)
[2,53].



(YVYP - C, VI], - 5).

KomMMmeHTapuit: KOHMpons 371eKMpoaumos hpu nceedo-bapmmep cuHopome hnposodums no
nompe6Hocmu.

e PeKOMEHZ0OBAaHO MCCIeIOBaHNMe KUCIOTHO-OCHOBHOTO COCTOSTHMSI KPOBM  (MCCIeJOBaHMe
KVUCTOTHO-OCHOBHOTO COCTOSIHUSI ¥ Ta30B KPOBM, MCC/IEIOBaHYE YPOBHS Oy(QepHBIX BEIIeCTB B
KPOBM), YPOBHE! HATPUSI ¥ Kalaus IpU MOA03PeHUN Ha cMHApOM IlceBmo-bapTTep y ManyeHToB
¢ MB [2,65,66].

(YYP - C, VI - 5).

e PekOMeH[IOBaHO BceM mauyeHTaMm ¢ MB m Iyppo3oM medeHM BBINIOTHEHME KOarysorpaMMbl
(OpPMEHTUPOBOUHOIO MCCIeAOBaHMSI CUCTEMbI reMocTasa) 1 pa3 B 6-3 mec. C 11eJIbl0 KOHTPOJISI
6GEeIKOBOCMHTETUYUECKOM  (QYHKIMM  TIeueHM U CBOEBPEMEHHOTO  IpemoTBpallleHMst
reMopparmyeckmx ocIoskHeHuii [15].

(YYP - C, VII]I - 5).

e PekOMeHOBaHO VCCIeL0BaHMe YPOBHS INIOKO3bI B KPOBM BceM nauyeHTam ¢ MB 1 pa3s B 6 mec.
C 1eTbI0 KOHTPOJST SHOOKPUHHON GYHKUMM TIOIKENyOOYHOM Kele3bl, CBOEBPEeMEHHO
nuarHoctyky M3CII [42,67].

(YYP - C, V]I, - 5).

e PekOMEHAO0BAaHO B KaueCTBe CKPUMHMHTA JJisI CBOeBpeMeHHO auarHoctuku M3CIl nmpoBeneHne
opasipHOTO Ioko3oTonepaHTHOro Tecta (OI'TT, mpoBefeHMe INIOKO30TOEPAHTHOIO TeCTa) C
HarpysKoii ko307t (1,75 T III0K03bI/KT, He 60s1ee 75 T), (TOUKY KOHTPOJISI — HATOLIAK, uepes3 60
MUHYT, yepe3 120 MmuHYT) BceM geTsM cTapile 10 jeT (0 nmoka3aHMSIM paHbllle) eXXeroJHO B
TepmoJ, KIMHNYECKOi ctabuibHoCTH [42,68,69].

(VYP - C, VII]I - 5).

KommenTapuii: OmiaoHeHUs, 8bis6JIeHHble 8 X00€ eOUHUUH020 OPANIbHOZ0 21H0KO30MONEPAHIMHO20
mecma, O0o0/#Hbl 6blmb NOOMBepHOeHsl NOBMOPHbIM MeCmoM. B0O3MOXHO 0711 OuazHOCMuKU
UCNONBb308AMb HENPEPbIBHBILI MOHUMMOPUH2 YPOBHSL 2/THOKO3b.

OnpedeneHue enuxemuu Hamowax u uepes 2 uaca nocie npuema nuwju 8 mevexue nepevix 48 uacos u/
unu OI'TT uawe npo8odsamcs 8 cnedywux CIyuasx:

. 00ocmpenue J1e20uH020 3a0601e6aHusl,

. BHympueeHHas aHmubakxmepuaivbHas mepanusl,

. Hauano npuema KOpmukocmepouoos dJisk CUCMeMHO20 NPUMEHEHUS.,

. JHMepaibHoe KopMieHue uepe3 30H0 Ui 2acmpocinomy,

. n1aHuposaHue GepemeHHocmu u nepuod OGepemerHocmu (12-16 Hed u 24 -28 Hed) u uepe3 6-12
Hedeslb nocsie 6epemMeHHOCMU,

. NJIAHO8As1 MPAHCNIIAHMAYUSL OP2AHO8,

7. onepamugHoe emewameibcmao,

8. Hanuuue cumnmomos duabema [42,67].
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e Ncronb30BaHue IIMKMPOBAHHOTO remomio6umHa (HbAlc) B KauecTBe CKPMHMHI-TECTA He
PEKOMEHIYETCS B CBSI3YU € HEAOCTATOYHOI MHGOPMATUBHOCTBIO I TIAIMEHTOB ¢ MB 1Mo atum
ToKas3aHusM [42,68].

(YYP - C, V], - 5).

KommeHTapuii: y nayueHmos ¢ MYKOBUCYUOO30M HOPMAJIbHBIT NPOPUIL  2NUKUPOBAHHOZ20
2eM027100UHA He UCKAUaem Haauuue caxapHozo duabema. MccnedosaHue moxcem Oblmeb HA3HAUEHO C
yenvlo Koppexkyuu uMcyruHomepanuu y nayuenmoeé ¢ MB u MB3C/. Ilo noxasaHusm mozym
uccnedosamscs mpexoHesHblll 21uKemMuueckuti npogus

e Pexomennyetcs nmanueHtaM ¢ MB u M3CJ] mpoBefieHMe PerynsipHOrO KOHTPOJSI YITIEBOLHOTO
obMeHa (orpefeneHne YpPOBHS IIOKO3bI B KPOBM He MeHee 3 pa3 B [eHb) C IIebi0
CaMOCTOSITeTbHOTO MOHUTOPUPOBAHMS COCTOSIHUSI. VI3MepeHue IMIMKMPOBAHHOTO TeMOTIOOMHA
peKOMeHIyeTCsT eXXeKBapTaJbHO C 1IeJIbI0 KOPPEeKIMY MHCYIMHOTepanu y naiuueHToB ¢ MB u
M3C/, [42,68].

(YYP - C, VO], - 5).



KoMmmeHTapum: yenegoe 3HaueHue ypoeHs 2IUKUPOBAHHO20 2eM02/100uHa Ha ¢oHe seueHuss M3CI
cocmasasiem <7%.

e PekOMeHA0BaHO [1Jis1 KOMIUIEKCHOI AMarHOCTUKYM OCTEOIopo3a naiyeHTaMm ¢ MB ornpeneneHue
YPOBHSI 06IIEro ¥ MOHM3MPOBAHHOTO Kalbiys, hocdopa KpoBM, KpeaTMHMHA CHIBOPOTKM KPOBU
U KIupeHca KpeaTuHuHa (pacuer 1o ¢opmyne Kokpodra-Tonra), menouHoit docdarasbl
CbIBOPOTKM KPOBMU [2].

(YYP - C, VI]I, - 5).

KommenTapum: V3meHeHus 1a60pamopHsix nokasameJieii He S8JS0Mcs Kpumepusmu noCmaHosKu
duazHo3za ocmeonopo3a. JlabopamopHeie Memodsl UCNONB3YIOMC N0 NOKA3AHUAM Ol NPO8edeHUsl
JudeperyuanvHoli duazHoCmMuku 0cmeonoposa ¢ oOpysumu 3abo0/ieeaHussMu cKejiemd, OUeHKU
0e30nacHOCMu  HA3HAYEHUsT  Npenapamos,  GAUAWUX  HA — MUHepanu3ayur  Kocmell
(aHmuocmeonopomuueckux NPenapamos), aHaIU3a NPOUecco8 HYopmuposanus u pe3opoyuu KoCmHoti
MKAHUL.

e V Bcex maiueHToB ¢ MB peKOMeH0BaHO eKeromHoe usMepeHue ypoBHs 25-OH BuramuHa I B
KPOBMU, MPeANOYTUTeTbHEe JJETOM U 3MMOA, C 11eJIbI0 CBOEBPEMEHHOTO BBISIBJIeHMS JAeduimnTa
BuTaMmHa D, mog6opa no3sl BUTaMuHa D 11, COOTBETCTBEHHO, MPOPUIAKTUKYM OcTeornoposa [70].

(YYP - C, V]I, - 5).

KommenTtapwuii: HopmansHeili yposeHs 25(0H)D cvieopomku Kposu - 6osee 30 He/ma (75 HMONb/) U
menee 100 He/mn (250 umonw/1).

Hccnedosanue 1,25 (OH)-D He pekomerdosato [70)].

e PexkoMeHIyeTCs IIPOBOAUTb MOHUTOPMHT YPOBHEN KMPOPACTBOPUMBIX BUTaMMUHOB (A, E, K) u
BUTaMMHa Biy B CBIBOpOTKe KpOBM BceM IMauueHTaM ¢ MB, 10 IOKasaHusIM C LeJIbl0
CBOEBPEMEHHOTO BBISIBJIEHVSI X HEJJOCTATOYHOCTY U aleKBaTHOM KoppeKuuu Teparvu (Tabim. 9,
[punoxenune 7) [2,53].

(YYP - C, YO - 5).
KommeHTapwmii:

Ta6auya 9. Hopmamuest yposHeli 8UMAMUHO8 8 Cbl80POMKe Kposu nayuenmos ¢ MB

ButamuH A (petmHon) 30-72 Hr/mn

ButamuH E >0,7 mr/an
a-Tokogepos/xonecTtepuH >5,4 mr/r

ButamuH K (MeHaanoHa HaTpusi 6Ucyibgur) lpoTpombuHoBOE Bpems
ButamuH Bj, (LinaHokobanammH*) 187-883 nr/mn

* pekomeHdyemcs onpedensims 'y nayueHmos ¢ MB ¢ cuHOpOMOM KOPOMKOU KUWKU, nocie 00WUpHOL
pe3ekyuul KUulleuHuKd.

HusKue yposHU HUupopacmeopumsix 8UMAMUHO8 pe2ucmpupymecs npakmuuecku y écex NayueHmos,
HecMomps HA adeK8amHyI 3amMecmumesibHyio mepanuio.

IToxazaxo, umo ymepeHHO NOGblUleHHble YPOBHU pemuHona (0o 110 mz/0n) 8 cblBOpomKe Kposu
nonoxcumensHo koppeaupyiom ¢ OPB; (ODB; >80% y 90% u3 maxux nayueHmos), He3agucumo om
eo3pacma, namkpeamuueckol (GyHKyuu u HympumueHozo cmamycd, 0e3 Kaxkux-aubo NnpusHaxos
MoxcuuHocmu.

Y HeneueHHblx nayueHmos ¢ MB zemoppazuuieckuii cuHOpom moxcem mavugecmuposams sumamuH-K
HedocmamoyuHocmolo. Y HOB0POMOEHHbIX U 2pYOHbIX demeli OHA MOxem nposieumucs Heo0BsCHUMOL
2emoppazudeckoti nypnypoti, UHmecmuHanibHoLMU KPo8omeueHusIMU, ONUmensHoll Kpogomouueocmoio
8 mecmax uHsekyuti. Cmapuwiue demu, Haxo0AUWUeCs Ha UHMEHCUBHOLI aHMUbaKmepuaibHoli mepanuu
WU ¢ CONymcmeynujum nopajxeHuem neueHu, maxkxe CKJI0HHsl K HApYUWeHUI0 Npoyeccos Koazyasayuu,
daxce Ha ¢oHe npuema eumamuHa K.

¢ PekoMeHJOBAaHO BCeM MalMeHTaM MYKCKOTO IIoja B Bo3pacTe crapiie 15 JyeT ¢
MYKOBUCLIMZIO30M TpOBeleHle MUKPOCKOMMUECKOTO MCC/IeJOBAaHUSI CTIEPMbl i MOJIEKY/ISIPHO-
reHetuueckoro (aHanmus reHa CFTR, eciy He ObLI paHee BBIMTOJIHEH) UCCIENOBAHMS C IIEJIbIO
OIpeiesieHVs] [IPOTHO3a U TaKTMKM pelleHys BOIIpoca penponykuumu [71,73,74].

(VYP - C, VI - 4).



e PexoMeHIOBAaHO BCeM TAlMEHTAM MYXKCKOrO I10fa B Bo3pacre crapuie 15 et ¢
MYKOBUCIIMIO30M MTPOBEJIeHIe TOPMOHAIbHOTO MCCIeNOBaHMs — ONIpeieieHe YPOBHS 001ero
TECTOCTEPOHA ¥ CTEPOMICBSI3bIBAIOIIEr0 INIOOYIMHA (MCCIeNOBaHME YPOBHS IIOGYIMHA,
CBSI3bIBAIOIIETO TOJIOBble T'OPMOHBI, B KDOBM) B CBHIBOPOTKE KPOBU C L€bI0 JMAarHOCTUKU
rumnoroHagusma [75,76,77].

(VYP - B, VIIJI - 3).

2.4 UHCTpyMeHTa/IbHbIE JUATHOCTUYECKIE UCC/IETOBAHUS

MeTozmpl BU3yaau3auu J€rKux

e PexkoMeHAyeTCsl IpOBefleHMe DeHTIeHOrpaduy OpraHoB TpygHOI KiaeTku (PeHTreHorpadust
nerkux, PeHtreHorpadust serkux 1udposast) MayeHTaM ¢ MoA03peHNeM Ha MyKOBUCLIMAO3 U
MalyieHTaM C MYyKOBWCIMIO30M C IIefbl0 OINpeeseHMs XapaKkrepa M obbema IOpaKeHMs
JIeroyHoit Tkauu [1,2,15].

(YYP - C, VAIJI - 5).

KomMmeHTapum: peHmeeHozpagus moxem 6vla8umy makue npusHaku, Kak oepopmayus u ycuneHue
JIe20UH020  PUCYHKA,  NHe8MO(pubpo3, nepubpoHXUANbHAS  UHQUABMpAyus,  KOHCOAUOAUUS
(ameniekmasst), 6POHX03KMA3bl, 6Y/IbL, 8bI6UMb NPOAGTEHUS OPOHXUATLHOLI 06CMPYKYUU: JIOKAIbHBLE
yuacmku 630ymust JiezouHolli MKaHu, yeeauueHue pempocmepHanbHoz0 NpocmpaHcmed, ynioujeHue
duagpazmol, a maxxce Kupos, ymoaujeHue 6POHXUANBHBIX CMEHOK, Cu3ucmole hpooku. Iayuenmam c
MYKOBUCYUOO30M NPO80OUMCS N0 NOKA3AHUsAM, 8 cpedHem 1 pas e 2 2oda (TTpunoxcerue 7).

JanHwtili Memod moxcem 6bimp HeQOCMAMOUHO UHpopmamueeH 01 MOYHO20 ONUCAHUSL XApaKmepa
U3MeHeHULl 8 JlezKUX, HO UMeem MeHbULYI0 JIyue8ylo Haepy3Ky. /[Jo Hacmosuwjezo spemeHU 8 pPA3HbIX
yeHmpax, Kypupyrouwux nayuesmos ¢ MyKosucyudo3om, 8 mom uucie 3apyoexcHsix, s OUHAMUUECKO20
HaO00eHUs 3a NAYUEHIMOM Udlye UCNOb3yemcs: peHmeaeHozpadus, 8 psde yeHmpos - KOMNblomepHas
momoepadus [15].

e PeromeHmyeTcsl TpoBemeHue KoMmIibioTepHoit Tomorpadum (KT) opraHoB IpygHOI IIOJIOCTHU
(criupanbHas KOMITbIOTEpHas ToMmorpadus JIerKMX, KOMIIbIOTepHass Tomorpadusi OpraHoB
IPYAHOJ TIONOCTY C BHYTPMBEHHBIM GOMIOCHBIM KOHTPACTMPOBaHMEM) TMallMeHTaM C
MMOJ03PEHNEM Ha MYKOBMCLMIO3 M TAalMeHTaM C MYKOBMCIIMIO30M C IEJIbI0 OMpenereHus
xapakTepa 1 o6beMa TopakeHus JjeroyHoit Tkaum [1,2,15].

(VYP - C, VII]I - 5).

KommeHTapuii: B Hacmosiuee 6pems KomnolomepHas momozpadus 5675emcsi 0CHOBHbIM
Memodom OudazHOCMUKU u3meHeHuli 8 Jieekux npu MB (pekomendyemcs ¢ 5 siem, paHee - no
NOKA3AHUSIM).

Komnvlomepuas momozpagus opzaros epydHoti nonocmu (KT) - skcnepmuass memoouka ons
demanusayuu usmeHeHuti. IIposodumcs HU3K0003HAsE KomnviomepHas momoepagus (HAKT) -
CHUMCeHUe cunvsl moka 0o 1 MA/ke maccet dns demeti u Mos00bIX 83POCIBbIX 8eCOM <50 K2 8 couemaHuu ¢
Hanpsoicenuem Ha mpyoke 100 kB. BvinonHsemcs Ha 2nyOuHe 800Xd, NPU HEBO3MONHOCMU 3A0ePHKU
dvixauus,, demsam 0o 3-x jem — 8 ycnosusix cedayuu. 1 pasz 8 2 200a, npu o60cmpeHuu — eHeouepeoHoe
uccnedosarue. @yHkyuoHanvHoe KT-uccnedosaHue opzaHo8 2pyOHOU noaocmu <«HA 8vldoxe» Onsl
OYeHKU OPOHXUAIBHOTI 00CMPYKUULU NPU HEB03MONCHOCMU 8binoHeHUs K OB/I.

- KT-aneuoepagus opzanos epyoHoti nonocmu (KT + eHympuseHHoe O00H0CHOe
KOHmMpacmuposaHue) / nep@ysuoHHas cyuHmuezpagus naezkux npu nododpeHuu Ha TIJIA, neped
mpaucnaaHmayueti 1ezKux

- KomnstomepHas momozpaus sensemcs, 8 mom uucie, 0CHOBHbIM Memodom OuazHOCMuUKU
acnepeunne3a npu MB. KomnovlomepHass momozpagus JezKux opeaHo8 2pyoHoUl KaemKu Moxiem
8bI186UMb MaKue NPU3HAKU, Kaxk oOeopmayust u ycunemue Jez04HO20 PUCYHKA, NHE8MO(UOpPO3,
nepubpoHXUANBHYI0 UH(DUIbMPAYUt0, ameieKkmassl, OPOHX0IKMA3bl, OYJLIbL.

- IIpu ABJIA Ha KT nezkux 6vl18/1510m «Jiemyuue» UHQUIbmpamot 8 sezkux, 6poHX03Kmaswl,
pacuwiupeHue OpPOHX08 U3-3d CKONUGWlelics Cau3u («CUMnNmMoM hepuamku»), mMak Hasvleaemole
CUMNIMOMbl  «KOJIbYA» U <«MpameatiHblx nymeii», npedcmasasiouiue coooti ymonljeHue CcmeHoK
nepugepuueckux 6poHx08 8 pe3ysvmame nepubpoHXUAIbHOU UHUABMpayuU U Gubpo3a, 803MOMHbL
amenekmassl. OCHOBHBIMU PEHIM2EHON02UYECKUMU NPUBHAKAMU PaHHUx cmaoduii ABJIA senswmcs
08yCMOpOHHUE UHPUIBMPAMBL, UCUe3arujue Nocie NPUMeHeHUs. KOpMmuUKoCcmepoudos 07st CUCMEMHO20



NpUMEeHeHUsl; NPU3HAKU XPOHUUECK020 NepUubPOHXUATLHO20 B0CNANIEHUS. U MYKOUOHbIX NPOOOK.
To30Hee 8bis8715110M ABYCMOPOHHUE, NPOKCUMANbHBLE, Halye sepxHedoesble OPOHX0IKMA3bL; ubpo3 u
ymonuieHue nuespsl. KT — Gonee uyscmeumesnvHslli Memoo 8bis6/7€HUs YKA3AHHbIX NPU3HAKO8, UeM
penmeeroepagusi.

- ¥V nayuermos ¢ XAJI Ha KT 00bI4HO 8bl1815110M KOMNJIEKC OPOHX0IKMA308, OKPYHCEHHDIL 30HOT
gocnasneHus, uHozda codepxcaujux acnepeuniomsl. KT npusHak acnepeuiiomol: 00UHOUHASL NOJOCMb C
CO0ePHUMBIM, CMEWAOWUMCS NPU  nepemeHe NOJIOMeHUS. mena (CUMNIMOM <«N02peMywKu»), ¢
xapaxkmepHotl npocotikoli 8030yxa (cumnmom «cepna») [10,32,61,62].

e PeKOMEHII0BaHO IPOBEEHNE MarHUTHO-PE30HAHCHOI TOMOrpaduy OpraHoB TPYIHON KIETKU
nanueHTaM ¢ MB B KauecTBe YTOUHSIOIIETO MeTOHAA /IS CHUKEHWUsS Jy4eBOi Harpys3Ku Ipu
MHOTOKPAaTHOM KOHTPOJIe BOCITAJIMTENBbHOrO Tpotiecca. 1o 7 JieT — B yUIOBUSIX Celalivu, ocie —
Ha cBOOOZHOM JbIxaHuM [78,79].

(YYP - C, VO - 5).
MeToapl BU3ya/M3alyy OKOJIOHOCOBBIX Ia3syx

e PexomeHAyeTCs TIpOBefeHMEe KOMITbIOTepHOI Tomorpadum OHII (KOHYCHO-TyYeBasi WiIn
mynpTucniupanbHast) uav MPT OHII npu mepBuYHONM OLleHKe MaTOJIOTMYeckoro Ipolecca B
OKOJIOHOCOBBIX IMa3yxaxX ¥ NpPM TMOATOTOBKE K KaXKAOMY PUHOXMPYPTrUUECKOMY BMEIATEelIbCTBY
[80,81].

(YYP - C, VI - 4).

KommenTtapwuii: KT OHIT npou3godumcs 8 akCuaibHoli nJIoCKoOCmu ¢ peKOHCMpYKyueli u306paxceHust
8 KOPOHAPHOU U cazummanvHoli npoekyusx. Jemsam He pekomendyemcs: evinonHerue KT OHII Ge3
KAUHUYECKUX NOKA3aHull (C yenvlo OuHaMuueckozo HabniodeHus), M.K. Imo 8 3HAUUMenbHol mepe
yeeauuugaem CyMMApHYI0 JIyuesylo HazpysKy (8 ¢6s3u ¢ Heo0Xo0uMocmulo nepuoouteckozo
svinonHerus KT opzanos epyoHoli knemku). Bapocasim KT OHIT nposodumcst 1 pas e 1-2 200a unu
uauje no NoKa3aHusM. B snauumensHoti mepe namozHomoHuuHsimu 0ns XPC npu MB KT-npusHnakamu
aeasomea:  demuHepanuzayus u meduanuzayus KproukoeudHozo OMpocmKa 6 Couemauu ¢
3anoJIHeHUeM 8epXHeUeIIOCIMHOL Nasyxu NAOMHbIM COOePHCUMBIM; 2unonaiasust (8n1ome 00 azeHe3uu)
JIOOHBIX U KAUHOBUOHBIX Na3yx; meduanusayus («mMedudanbHoe 8bl0yXaHue») AamepanbHoll CmeHKuU
nosocmu Hoca; 6osee Gbicmpblli pocm 3a0HUX KJIEMOK peulemuamozo aAabupuHma no CpasHeHur ¢
nepedHumu. JIoJHCHbI OUEHUBAMbCA: HANUUUe NOAUN08 Hoca (cmenews IIH I-III, coznacHo
kaaccugukayuu Johansen LV, 1993), nocneonepauuonHsie usmeHeHus. Penmeenoepagus OHII He
a8nsemcs. uHpopmamueHsiM memodom duazHocmuku XPC npu MB. MPT 0K0n0HOC08bIX NA3YX MAaKMce
He moxcem O6vime anvmepHamugoti KT, m.K. He n0360Jisem oyeHumy COCMositHue KOCMHbIX CMPYKMYp.

B coomsemcmeuu c Ipukazom Mun3sdpasa Poccuu 13 okmsabps 2017 2. N° 8041 om «O6 ymeepicoeHuu
HOMEHKAamypsl MeOUYUHCKUX YCTIy2»: KOMNblomepHAs momoepagusi npudamouHslx nasyx Hoca,
20pMAHU, CNUPANbLHASL KOMNulomepHas momozpagus npudamouHslx nazyx Hocd, MAazHUMHo-
DPE30HAHCHAs MoMOozpagusi OKONOHOCO8BIX NA3YX.

AbGpomuHanbHas peHTreHorpadus

e PexoMeHIOBaHO TpoBeleHMe abmoMuHaIbHOM peHTreHorpadun (O630pHast peHTreHorpadus
OpPraHoB OpIOIIHOI TOJOCTM) TIpM MEKOHMAJIbHOM WJIeyce ¥ CUHAPOME JMUCTaJIbHOI
MHTECTUHATbHO o6cTpykimu (COAMO) ¢ 1enbio OMarHOCTUKM HEIPOXOAMMOCTM KUIIEYHMKA
[82,83].

(YYP -C, VI, -5).
MeToabl AMArHOCTUKM OCTEONOopo3a

Onpedenerue ucxodHoti MIIK npu nposedeHuu peHmeeHoOeHCUMOMempuu HasHauaemcs o0emsm
cmapuie 8 nem. Pauvuie - npu HaIUMUu maxkux pakmopos pucka Kax:

1. Huskuii UMT (<90% om udeanvHozo UIMT),

2. akmugHocmo JiezouHo20 3abonesarust (OPB; <50% donxcHoll),

3. OnumenvHas (3 mec u 6Gonee) mepanus NepopaIbHbIMU KOPMUKOCMeEPoUudamu Ons CUCMeMHO20
npumeHeHusl,

4. 3a0epiKa N0J108020 CO3PEBAHUSL, 2UN020HAOUM;

5. Hanuuuu HU3K0IHepzeMuueckux nepeomos 6 aHamHese.

TToemopHble ucciedo8aHus pekomMeHA08aHo NPosodums demsam u 83pocivim 0o 50 1em:



1. npubnusumenwvHo uepe3 5 nem, ecnu Z-kpumepuii 8vtiie -1 SD u nayueHm KAuHuuecku cmabueH,

2. Kaxcvle 2 200a, ecnu Z-kpumeputi mexcdy -1 u -2 SD,

3. Kaxcoulli 200, ecnu Z-kpumepuili -2 SD u Huxce ulu ecmv HU3KOIHepzemuueckue nepenomsl 6
amamHese Wil uMeomcs 3HauuMole pakmopul pucka ocmeonoposa.

YV oweHwuH 6 nocmmeHonayse u Myxucuux 50 Jsem u cmapuie pekomendyemcs npogedeHue
ocmeodeHcumomempuu NpudU3UMENbHO:

1. kaxcovte 5 nem, ecnu T-kpumeputi viwie -1 SD,
2. Kaxcsle 2 200a, ecnu T-kpumeputi mexcdy -1 u -2,5 SD,
3. excez00Ho, ecnu T-kpumeputi < -2,5 SD unu umermcs 3Hauumole pakmopwvl pucka 0cmeonoposd.

OcmeodeHcumomempus 0onxHa 6bimb nposedeHa 00 HA3HAYEHUS AHMUOCIMEON0POMuUecKoll
mepanuu [2].

e JIns oueHku auHaMuku MIIK Ha QoHe JiedeHUS] OCTeONOpo3a PeKOMEHJIOBAaHO MPOBOIAUTH
pentreHopencuromerpuio (DXA) 1 pas B 6-12 mec y gereli crapue 8§ et 1 1 pa3 B 12 mec y
B3pOCIIbIX [29,84,85].

YYP - C, VI - 5).

KommeHTapuit: peHimzeH00eHCUMmoMempuio HeaameapHo npogooums HA OOHOM U TOM e
annapame (OeHcumomempe KOCIHOM PeHIM2eH08CKOM) OOHUM U MeM e Cneyudanucimom.

PenmeeHozpagpus kocmeli ckesiema nayueHmam ¢ MB 0ns duazHocmuKu 0cmeonopo3sa He npogooumcs,
npumexsiemcs npu nepenomax [29].

e V neTeil ¥ TMOLPOCTKOB ¢ MB pekoMeHIyeTcs TNPOBOLUTb PEHTTeHOIeHCUTOMETPUIO
MIOSICHMYHOI'O OTZesla I03BOHOYHMKA B IlepelHe-3aqHeli npoekuuy (0T 0 JieT) u 1o nporpamme
«BCe Telo» (C 3 JeT 10 IMOKa3aHMsIM), MCKIII0Uasi rOjI0BY M3 PacuyeTOB KOCTHOM MMHepaIbHOM
IIJIOTHOCTH C Le/IbI0 CBOEBPEMEHHOrO BbIsiBIeHUsT cHyskeHys: MITK 1 KoppeKiyy BbISIBI€HHbBIX
u3MeHeHu [43]

(VYP - C, VI - 5).

KommenTtapum: Hccnedosanue MIIK npokcumansHozo omdena 6edpa y demeli u nodpocmkos He
nposoodumcs 8 ces3u 8apuadesibHOCMeio pa3sumus ckeiemd.

Y demeli ¢ 3adepxckoti 1uHeliHo20 pocma u pazeumus pezynvmamost MIIK 0onxHbl aHANU3Upo8amaucs ¢
yuemom abconomHoz0 pocma uau pocnogozo 803pacmad, Uil CpasHUBAmMuCsl C CO0MEemcmayowumu
neduampuueckumu 6azamu OaHHbLX, BKIUAWUX cCheyuduueckue 0 803pacma, noaa u 8o3pacma Z-
Kkpumepuu [43,86].

e YV B3pOwUIbIX ManueHTOB ¢ MB pekoMmeHIyeTcsi TNPOBOOUTH OCTEOAEHCUTOMETPUUYECKoe
MccaeoBaHMe (PEeHTIeHOLEeHCUTOMEeTPUIO) MOSICHUYHOTO OTHena II03BOHOUHMKA B IepefHe-
3amHelt npoekuunu U ¢ 20 JeT - IPOKCMMAJIbHOTO OTHesna OeqpeHHOi KOCTM (aHAIMU3UPYeTCs
obmacty meiiku 6enpa (Neck) u obuiuit mokasaTtenb 6empa (TotalHip), mnas 3akmioueHwMs
BBIOMpAETCsT HauMMeHblllee 3HaueHue Z- win T-Kputepus) C 1el1bl0 CBOEBPEMEHHOI
IMarHOCTMKY HapylleHMs] KOCTHOV MyuHepanu3anyu [29,86].

(YYP -C, V4L - 5).
Onpepenenue GyHKIMY BHENTHETO TbIXaHMS

e PekOMEHZOBaHO TpM Momo3peHMr Ha MB u y maumentoB ¢ MB wuccienoBath GYHKIMIO
BHEIIHErO J[bIXaHMSI: CIOMUPOMETPUSI — B CpeJHeM Kaxkiple 3 Mecsia (MccaemoBaHMe
HEeCTIPOBOLMPOBAHHBIX [IbIXaTeNbHbIX OOBEMOB ¥ IIOTOKOB, TIIpM HEOOXOAMMOCTM —
JIOTIOJTHUTENBHO VICC/IeIOBaHNe IbIXaTeNbHBIX OObEMOB C IIPMMEHEHMEeM JIeKapCTBEHHBIX
mperniapaToB), GopmrmieTsMorpadusi — IO TMOKAa3aHUSIM, B CpPeJHEM - eXKerofHO C Lebio
ompeneseHNs] ¥ OVHAMUYECKOTO KOHTPOJS JIETOUHOM (BYHKIMY, ONpeneneHus o6paTUMOCTH
OOCTPYKIMU TIPU ee HaIMUYMU (TIPU OTCYTCTBMM BO3PACTHBIX MU MHBIX ITPOTMBOIOKA3aHNIA)
[1,2,15].

(VYP - C, VII]I - 5).

KommenTapmii: ucciedosanue yHKYUU 6HeWHe20 ObIXaHUs (CNUPOMEMpUs) 803MONCHO y demeli ¢ 5-
6 snem, 6 mom ciyyae, ecaiu NAYUEHIM MOxem BbINOIHUML MAaHesp (opcuposaHHozo 6bl00xd,
duazHocmuueckas yeHHoCms uccinedosarust y demeti maadwe 5 nem Huxce. Cnupomempusi no38ossem
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KOCBEHHO OUeHUmMb JiezouHble 00Bembl, 600uniemusmozpaduio nposodsm ons 6ojiee MOUHOL OYeHKU
JIe20UHBIX 005eM08 N0 NOKA3AHUSIM.

Haub6onee uacmo y nayueHmos ¢ MB 8bi8/1510mcss 06cmpyKmueHole U pecmpukmugHsle HapyueHusl
BeHMUIAYUU (8 3a8UCUMOCTU 0T 00BeMA U XAPaKmepa Nopax;ceHust GPOHXUANbHO20 Jepesa).

IIpu uccnedosaruu @B Ha paHux cmadusx ABJIA 00bIUHO 8bISBAANM NPUHAKU OPOHXUANILHOLL
o6cmpyKyuu, no Mmepe npozpeccuposanus 3abosesaHus — couemanue O0OCMPYKMUBHBIX U
pPecmpuxmueHbslX HaApyweHutl.

B coomsemcmeuu c Ipuxazom Munzdpasa Poccuu 13 okmsabps 2017 ¢ N° 8041 om «O6 ymeepideHuu
HOMEHKAAmMypbl MEOUYUHCKUX YCILy2»: UCC1e008aHUe HECNPOBOYUPOBAHHBIX JbIXamesibHbIX 005eM08 U
nomokos, ucciedosaxue ObixamenbHblx 005eM08 C NpUMEHeHUeM JIeKapCmeeHHblX npenapamos,
6odunnemusmozpagusi.

e PexoMeHI0BaHO MMPOBeeHNe MyIbCOKCUMETPUN W/MUIU UCCIef0oBaHMe Ta30BOro COCTaBa KPOBU
(uccnemoBaHye YPOBHSI KMCIOPOAA KPOBM, UCC/IEAOBAHNE YPOBHS YITIEKUCJIOTO Ta3a B KPOBU)
BCEM TMalMeHTamM C M[nomo3peHMeM Ha MB wu Bcem mnammeHTam ¢ MB 1ipu  Kaxmoit
TOCITATANN3aIMY, TI0 MOKa3aHMUSIM (0OOCTpeHMe XPOHMUYECKOTO GPOHXOIErOYHOTO IIpoliecca,
Hajuuye AbIXxaTelbHO HeLOCTaTOYHOCTH, Tpebyloleit OKCureHoTepanuu) — vaiie [2,87,88].

(YYP - C, VO - 5).
ViabTpa3sByKOBbIE METOIbI MCC/IeTOBaAHMS

¢ PexoOMeHI0BaHO MpPOBefeHNMe YIbTPa3ByKOBOTO MCCIENOBAHMS OPTaHOB OPIOLTHOI TOTOCTU U
rmeueHu (YIbTPa3BYKOBOE JMCC/IEOBaHME OpPraHOB OpIONIHOM IMOJIOCTM  (KOMILIEKCHOE),
YJIbTPAa3ByKOBOE MCCAeMOBaHMe IeUeHM, YAbTPAa3ByKOBOE WMCCIeOBaHMEe TenaToOMIMapHoi
30HBI) BCEM TMAaI[MeHTaM C IMOA03peHreM Ha MYKOBUCIIMIO3 U TMaleHTaM C MyKOBUCIIUIO30M,
oco60e BHUMAaHME YAEISITh CTPYKTyPe MOKENTYIOUHO JKeJle3bl, ONPeNeNATh TUIl KPOBOTOKA B
reyeHu (Iomnruieporpadus coCymoB MOPTAILHOM CUCTEeMbI, JYTIIEKCHOe CKAHMPOBaHMe COCYL0B
TeYeH) C IIeJbI0 BBISIBJIEHUS M3MEHEHMi, XapaKTepHBIX IJisi JAHHOTO 3a00MeBaHUSI U UX
nuHamuku [1,2,15].

(YYP - C, VO], - 5).

KommeHTapuit: Haiuuue JuUHeliHO20 KPOBOMOKA 6 heueHu ceudemenbcmeyem o0 GopmMuposauu
(Qubposa. IlenecoobpasHo conocmasums ¢ aHHsIMU PuUbpoINACMOMempuul.

e PekOoMeHJI0BaHO TpoBeleHMe (GUOPOTACTOMETPUM TleUeHM (TAaCTOMETPUSI TeUYeHU) BCEM
rnamyeHTaM ¢ MB C IeJbl0 OIIEHKM CTEeleHM BhIpaskeHHOCTM (Gubpo3a mo mkagse METAVIR
(Mpunoxkenne I'l) [2, 15, 89].

(VYP - A, VI -1).

e PexOMeHZ0OBaHO BCeM IMalMeHTaM MYXCKOro TIola B Bo3pacTe crapme 15 mer c
MYKOBUCIIMIO30M  BBITIOTHEHME  YPOJOTMYECKOTO/aHIPOTIOTUUECKOTO  0OCIeloBaHus  C
MIPOBefieHNeM YJIbTPAa3BYKOBOIO MCC/IeNOBaHMS MOMOBBIX OopraHoB (Y3U opraHoB MOILIOHKU U
TPY3M (TpaHCpeKTaabHOe YAbTPa3BYKOBOE MNCCAeAOBaHME OPTaHOB MaJioro Tasa)) [JIst
BBISIBJIEHNMS CTPYKTYPHBIX U MOpdonornueckmx usmeHnennii [71,77,78,90].

(YYP - C, VI - 4).

e PeKOMEHZIOBAaHO DeryJisipHOe [epuogMyeckoe  3dXoKapamorpaduueckoe  KCCaeIOBaHMe
(axokapauorpadus, 9xo-KI') ¢ moNnmiepoBCKMM aHaIK30M (M3MepeHue TpaaieHTa JaBIeHus Ha
JIETOUHOJ apTepuu) y ManyeHToB ¢ MB, Tak Kak Npy 3TOi IMATONOTMM, OCOOEHHO Mpu
pacnpocTpaHeHHOM  TOpaskeHUuM, BO3MOXHO pasBUTHE JIETOUHOW TUMEepPTeH3Uu U
dbopmupoBanme nerouyHoro cepaua [2].

(YYP - C, VO] - 5).
KommeHTapuii: cpednsas uacmoma nposederus 9xo-KI' - 1 p/200 (npedcmasiena 8 IpunoxceHuu 7).
DHIOCKONIMYECKe MeTObI UCCIeSOBaHUS

e PeKkoMeH[I0BaHO IMPOBeIEHE TPAaXeO0OPOHXOCKOMY MalieHTaM C MyKOBUCIIMIO30M B CTyJasix
HEOOXOIMMOCTY  TIPOBEJEHMS] JTOTIOTHUTENbHOTO MMUKPOOMOMOTMYECKOTO  MCCIeNOBAHMUS
SKUAKOCTY GPOHX0abBEOJISIPHOTO JIaBaska, C CAHAI[MOHHOI I1e/IbI0 TIPY TIOTIBITKE PACIIPABUTD
aTejieKTas O JIETKOTO B cayuae HeahdeKTUBHOCTU MPOBEIEeHNSI KOHCEePBATUBHOM Teparuu
[1,2,10,61,62].



(YYP - C, VO] - 5).
KommeHnTapwmii:

- TpaxeoOpoHXOCKONUSL C CAHAYUOHHOU Uebl0 paccMampuedaemcs 6 KAUHUYECKUX Cyuasx, Kozda
cmaHoapmHas — KOHcepeamueHas —mepanus —amenekmasza —(uHeansyuu  [lopHasoli  anvpa*’,
Kopmuxocmepoudamu 07151 CUCTeMHO020 npumeHeHus (IIpedHu3010H**)) He ahpekmueHa, u mpebdyemcsa
noomeepxioeHue  udeHmupukayuu  MukpoGH020  neilidaxa  nayueHma ¢  onpedeneHuem
UyeCMaUmMenbHOCMuU K AaHmMuMuKpoOHsLM npenapamam.

- Boicokull puck passumus mpaxeoOpoHxuma npu acnepeusiiese mpebyem nposedeHus pPaHHux
OpoHxockonulli ¢ nocnedylouum aabopamopHsim uccnedosaruem BAJL. Kpumepuem duazHocmuxu
acnepeusiie3Hoz0 mpaxeoOpoHxuUma seasemcsi  @vlsigeHue npu  OPOHXOCKonuu  cheyuguueckux
usMeHeHull (3pumema, U3ss361eHus, NCBOOMeMOPAHO3HbIE USMEHEHUS).

B coomsemcmeuu c Ipuxkazom MuH3dpasa Poccuu 13 okmsabps 2017 2 N° 8041 om «O6 ymeepxicdeHuu
HOMEHKAAMYpovl MEOUYUHCKUX YCIIy2»: mMpaxeo6poHX0cKonus, 6udeompaxeo0poHX0CKONUsl.

» PexomeHzyeTCsl NpoBeleHNMe SHOOCKONMM IIOJIOCTM HOCAa (3HAOCKONMYECKasl SHIOHAa3a/IbHas
peBM3Ms TOJNIOCTM HOCA, HOCOTJIOTKM) ManyeHTaM ¢ MB 1o mokasaHusM: Mpu HeoO6XOmMMOCTU
OLIEHKM BBIPaKEHHOCTM XPOHMUYECKOTO DPUHOCMHYCUTA, CTelleHM Ha3aJbHOIO IIOJIMII03a,
YTOUHEHMS [TOKa3aHMii K PUHOXMPYPIrUUeCKOMY JIeUeHII0, OLIeHKM Pe3y/lbTaTOB SH/I0HA3a/lIbHbIX
9HJOCKONMYECKMX XMPYPTrUUeCKNX BMellaTeabCTB [92,93,94].

(YYP - C, VI - 4).

KommeHTapuii: sHO0OCKonuss honocmu HOCa BblNONHSeMcs O0MOPUHONAPUH201020M. Yacmoma
uccnedosarus onpedesnsiemcs UHOUBUOYaIbHO 8 3agucumocmu om meuerust XPC.

e Dub6p0330(haroracTpoayoseHOCKOTINIO (930(aroracTpoayo e HOCKOIIHIO) peKoMeHyeTCs
MPOBOAUTh BCeM TanyeHTam ¢ MB ¢ Uuppo3om TIeueHM [Jisi KOHTPOJIS BapMKO3HO
pacummpeHHbIX BeH nuiiesona (BPBII) 1 pa3 B 6-12 mec, mpu nomo3penun Ha ['OPB, apo3uBHO-
sI3BEHHbIe MTOpaskeHUsI, BOCIIAIMUTeIbHbIe 3a001eBaHNsI CIM3UCTOM MULeBOa U kKeyaka [2].

(YYP - C, VI - 5).

e PeKTOpOMAaHOCKOMMS C 6MOIICHEll PEKOMEH/IYeTCs 110 ITOKa3aHMSIM MalieHTaM C T0J03peHeM
Ha MB nj1s1 mpoBefeHMs M3MepeHMsI PAa3HOCTY KUIIIeYHBIX MOTEHIMAO0B [2,95,96].

(YYP - C, VO - 5).
HHcTpyMeHTa/IbHasl IMarHOCTUKa MEKOHMEBOro mieyca

¢ PeKOMEHIOBaHO MpPOBeIeHMe 0030pHOI peHTreHorpadmm TpyoHON ¥ GPIOUIHONM IMOMOCTU B
NpSAMOJ TNPOeKUMM BepTUKAJbHOM IOJMIOKEHUM ManueHTaM ¢ MB 1 mnopospeHueM Ha
MeKOHMEBbIii UIIeyC C 11eTbI0 OL@HKY COCTOSIHMSI OPTaHOB OPIONIHO TTo0CTH [97].

(YVP -C, VO] - 5).

e TlanueHTaM C MOLO3peHNeM Ha MEKOHMEBBIN miieyc pekoMeHayeTcs: Y3V GPIOUTHOM MOIOCTH
IUIS. OLEHKM CKOPOCTM KPOBOTOKAa M WUHAEKC PEe3UCTEHTHOCTM Ha COCyHaxX OpbDKEKM B
Pa3IMYHBIX YPOBHSIX, OTIPeIeIeHNsT HaTM4Ye ¥ XapaKkTep CBOOOIHOI SKUIKOCTM B MEKITETIEBOM
IIPOCTPAHCTBe, JIaTepa/lbHbIX KaHajaaX, MaJOM Ta3y, MOIIOHKe (yIbTPa3BYKOBOe MCCIelOBaHMe
OpraHOB OpIONIHONM TMONOCTM (KOMIUIEKCHOe), Y/IbTPa3BYKOBasl IomIuieporpadusi CoCymoB
OPBDKEIKM, YIBTPA3BYKOBOE OIpeeseHye KUIKOCTU B OPIOLUIHOM IONOCTH, YIbTPa3BYKOBOE
JCCIelOBaHMe OpPraHOB MOILOHKM, Y/IbTPa3BYKOBOe MCCIe[OBaHMe OPraHOB MaJloro Tasa
(xom1iekcHoe)) [97].

(VYP - C, VI - 5).

KommeHTapwmii: ucciedosarue pekomeHdyemcss npogooums 8paiom yasmpaseykosoli oudzHOCmuKU
COBMECIMHO € 8PAUOM-0emCKUM XUPYP2ZOM.

¢ PerkoMeHAyeTcs IPOBefeHNe PeHTTeHOKOHTPACTHBIX MeTOOB MCCAeIOBaHNS TPV TIOF03PeHUN
Ha MeKOHMEeBBbIl wieyc [Jsl YCTaHOBJEHUS AMarHosa, OLeHKM IOpaskeHUs, OIpefeeHNus
0o6bemMa KOHTPACTHOTO BellleCTBa ISl POBeIeHMsI IOBTOPHOIO TYTOro KOHTpacTupoBaHus [97].

(YYP - C, VI - 5).

KommeHTapumu:



o YV H0BOpOXOeHHbIX demell NPUMEHSI0MCs 6000pACMBOPUMble PeHIMeeHKOHMPACmMHble 8eujecmed Ha
ocHoge tioda. KonmpacmHoe 8eujecmso 86600umcst 3HO0NPOC8EMHO, Umo MUHUMU3UPYEM CUCMEMHOe
803deiicmaue, HO HY#HO yuumoleams 6030elicmeue Ha KUWEYHYI CMEeHKY, NOCKONbKY OaHHbLil
pPacmeop 2unepoCMONAPHBLI U MOXem Nnposoyuposams 0e2udpamayuro U xeayo0ouHo-KuuleuHole
kpogomeueHus.. Taxxie 6000pacmeopumoe KOHMPACIMHOE Bew,ecmeo MOoXem Bcacvleamscs 6
KUWeuHuKe, 6bl8600UMCS 68 3MOM Clyude OHO NOUKAMU, U Mbl MOXCEM BU3YAIU3UPOBAMDb HA
0MCPOUEHHbIX CHUMKAX KOHMpAacm 6 cobupamensvHoll cucmeme nouek. Ymobvl MUHUMU3UPOBAMb
PUCK nopadceHust Cau3ucmoti, pexomeHdyemcsi pasgeedeHue ¢ (Qu3U0JI02UYECKUM PACMBOPOM 8
coomHoweHuu 1:1.

o BgedeHue 6apuesoli 838ecu HeAONYCmMumo y 0aHHOU epyninsl NAyUeHmos, N0CKOIbKY npodeuxceHue
6apus no JXKT mpebyem coomeemcmeyouweli nepucmaibmuueckoli akmueHocmu, Komopou y
H0B0pOX#OeHHblx demeli Hem. Mo Moxem npugecmu K (opmMuposaHuro 00mypayuoHHoll KuuleuHotl
Henpoxodumocmu 06apuesviMu KAMHSIMU HA (POHE BCacbleaHus HUOKOU uacmu KOHMpPAacmuol
836ecu.

o PempozpadHas uppuzozpagdus ¢ 6000pacmeopumsiM KOHMpacmHsiM sewjecmgeom. Konmpacmuoe
8eu|ecmeo 8800UMCS 8 MOJCMYI0 KUWKY uepe3 30H0, 3aéedeHHblll 8 aHyc Ha 2ayouMy 2-3 cm, ¢
KOHmMponem 3anonHeHus: moacmoti Kuwiku nod pexmeeHockonueii. O0sem 3anoiHeHuss moacmoli
Kuwku 20 mi/ke, 01 myz020 KOHMpPACMUpOBAHUsl 803MOMCHO ys8ejudeHue obsema 00 25 Mi/Ke.
Konmpacm e8odumcst mednenHo, KOHmMpoaupyemcsi X00 mojacmoti Kuwku, duamemp npoceema
KUWKU, Xapakmep 2aycmpayuu, Haauuue coo0epicumozo 8Hympu npoceema Kuwiku. IIpu
docmuxceHUU KOHMPAcmom KynoJia cnenoti Kuwku Heo6xooumo oyeHums ezo pacnonoxcerue. /lanee
npodonxcaemcs 86edeHue KOHMPACMHO20 8eUleCmea, OYeHUBaemcs. pacMIHUMOCMb KUWKU, 3a6poc
KoHmpacma evlute BayzuHuesoti 3acnoHKu, xapakmep node30owHoll Kuwku (duamemp npocgema,
eaycmpayusi, codepiumoe), a Maxxe 603MO}CHOCMb NONAOAHUS KOHMPACMHO20 eewecmeda 8
pacwiupeHHolli 0moes MOHKOU KUWKU U pacCmMosHUe 0m uneoyekansHozo yeaa 00 paculupeHHozo
omadena. [Insa ayuuwiezo npoodgsuxceHUs: KOHMPAcma nNo KUUEUHUKY, 803MOMCHO UCNO0JIb308AMb Jle2KUL
maccaxc nepedHeti 6prowHoti cmenku. ITo 3asepuieHuu uccnedos8anuu Heo6xooumo 3agpuxcuposams
00%eM UCh0J1b308aHH020 KOHMPACMHO20 8eulecmaea 8 MeOUuyuHCKoll dokymeHmayuu onst npogedeHus
N08MOPHO20 MY2020 KOHMPACMUPOBAHUS 8 Kayecmee KOHCep8amueH020 JieueHus MeKOHUEe8020
uneyca.

e PekOoMeH[IOBAaHO MMPOBeIeHNMe NVarHOCTMUECKO JarrapoCKOMM MallMeHTaM C TO0I03peHMeM Ha
MEKOHMEeBBIN Wiieyc [JIs1 yCTaHOBJIeHVS IPUUMHBI KUILEeYHOI HenpoxogumocTtu [82,97].

(VYP - C, VAT - 5).

KoMmmeHTapuit: 8 HacmoAwuli MomMeHm 6 643U C AKMUBHBIM pa3sumueM aanapockonuueckol
MeXHUKU U aHecme3uoi02u4eckozo nocoous HOB0POMOEHHbIM U HEJOHOUIEHHbIM O0emsM, OaHHbIL
Memod sensemcsa Haubosiee UHGOPMAMUBHLIM U HAUMEHee MpasMamuuHsiM 018 eepugurayuu
NpuuuH KuteuHoti Henpoxodumocmu. Eciu ecmb 803MOMHOCHb, XUPYP2UUECKOE JIeUeHUEe MONCHO
8bINOJIHUMB JANAPOCKONUYECKU UWIU Pacuupumes o00sem JjeueHus 00 MUHUIANAPOIMOMULU 8 30He
unmepeca, 1ubo, UCKIIOUUE aHamomudeckuii degekm, nocmasums NOKA3AHUSA K KOHCEPBAIMUBHOMY
JIeueHuUro.

HccnepoBanme ciryxa

e PexomMeHOyeTCs TpOBedeHNe TOHAJIbHOI TIOPOTOBOI ayaMOMEeTPUM TMpU CYObEeKTUBHOM
CHIDKEHMM CIyXa W/WIM TIOSBJAHMM VINHOTO IymMa; OO0 M ToCIe Kypca Tepamnuu
aMMUHOIJIMKO3UIAMM; TIPU y3Ke BBISBIEHHON C@HCOHEBPAIbHOI TYTOYXOCTM B CBSI3M C PUCKOM
pasBUTMsI ~ CEHCOHEBPAJbHOI  TYroyXocT¥  Ha  (OHE  TNPUMEHEHMST  CUCTeMHON
aHTMOAKTEepUA/IbHOM Tepamuyu MperapaTaMy aMUHOIJIMKO3UIHOIO pafa, o061amaroInyMu
OTOTOKCUYHOCTBIO [2,15,98,99,100,]

(YYP - C, VI - 5).

KommenTapwmii: ToHansHas nopozo0sas ayouomempus: 0ONHCHA BbINONHAMbCA: a) NPU CYOBEKMUBHOM
CHUMEHUU CTyXd U/UNU NosieJieHUU YuHozo wyma; 6) 0o u nocie Kypca mepanuu amuHo2auKko3udamu;
8) Npu yxce 8bls18JIEHHOL CEHCOHEBPANbHOLI myzoyxocmu He pexce 1 pasa 6 200. Jlns demeli maadwie 4-7
Jlem (8 3asucumMocmu om cnocob6HOCMuU K Koonepayuu 60 epems cy0sekmueHo20 UCC1ed08aHusl Cyxa)
AlbmepHamMueHoIMU  00BeKMUBHbLIMU — Memodamu  SI8NANMCSL  pecucmpayusi  8sl386aHHOU
0MoaKkycmuueckoli dMuccuu u/unu pezucmpayus KOpOMKOJIAMEHMHbIX CTYX08bIX 6bl36AHHbIX
nomeHyuanos, ASSR-mecm.

2.5 Hble guarHocTuyeckye yccIegoBaHusa



IOuddepeHLanbHbIi JUarHO3
Haubonee uacmeoie Ho30m02uueckue popmol 0715 dupeperHyuaivHozo duazHosa npu MB:

o gpoxcdeHHble aHoManuu 6poHxuansHozo depesa (KT, mpaxeobpoHxocKonus);

o my6epKkynesHas — uHdexyus  (KOHCylvmayus — epaua-gmusuampa, npoba Maumy, npu

Heob6xodumocmu — ainepzeH mybepkyJe3Huili peKOMOUHAHMHbBIL, K8AHMUpEPOHO8bLLl mecm);

UMMyHoOeuyumHoe cocmosiHue (HeoOxoo0uma KOHCYNbMAayust epava-umMmyHoa02a (aniepzonoza-

UMMYHOJ102a), onpedesieHue YposHeli UMMYH02100yIUH08 0CHO8HbIX Kaaccos (G, M, A, E), a makce,

N0 NOKA3aHusiM, CYOKNACCO8 UMMYHO2N00YNUHO8, YpPO8HA U (QyHKyuu T-Kk1emok, B-Knemok,

(azoyumosa, KOMNOHEHMO8 KOMNJIEMEHMA, ecmecmeeHHblX KUN1epos, IMmecmsl HA B8UpYC

ummyHodeduyuma uenosexa (BUY);

o nepsuuHas yuauapHas Ouckuuesust (TILI[J) - pecnupamopHsle CUMNIMOMbL, CXOOHblE C
MYKOBUCYUA030M, NpU 0MCymcmeuu 4acmozo 00UIbHO20 CMyd ¢ NPUMECHI0 HUPA U 3/1080HHbIM
3anaxom, «COJIeH020» NPUBKYCA KOMCHBIX NOKPOBO8 MO2ym HABM00amucsl y nayueHmos ¢ nepeuuHoli
yunuapHoli duckuHe3ueli. XapakmepHole KAUHUUECKUE NPOSIBJIEHUs: XPOHUYECKUll OpoHxum,
6poHx03KMasesl (y uacmu nayueHmos), XpOoHuueckuill cuHycum, XpoHuueckuil omum (mpuada
Kapmazenepa y nonosuHsl nayueHmos nepsuuHoll YuauapHoli OuckuHe3ueli conposomcdarmcs
CXOOHBIMU KAUHUYECKUMU NPOSiGNEHUIMU U O0OPAMHbIM PACNONOHEHUM BHYMPEHHUX O0pP2aHO8),
namosnozuueckue usMeHeHus o OaHHBIM C€8emoesoli MUKpocKonuu (omcymcmaeue 08UXCeHUs UIU
HeadeK8amHylli nammepH 0BUMEHUSL PeCHUYEK MepyamensHoz0 3Numenus) u/uiu 31eKmpoHHOL
MUKpOCKONuu (namonoeus CMpoeHust pecHuuex) Ouonmama causucmotli 060J0UKU  HOCAuU/Unu

o

6poHxa, zeHemuueckoe uccaedosamue (C NoMowwio naweneti, sxaouaioujux eenst DNAH5, DNAHI1,
DNAII, DNAI2, NME8 (TXNDC3), DNALI , CCDC151, CCDC114, ARMC4, CCDC114, ARMC4,
CCDC103, DYXIC1, SPAG1, LRRC6, DNAAF2, DNAAF1 (LRRC50), C210rf59, DNAAF3, ZMYNDI10,
DNAAF5 (HEATR2), HYDIN [84], RSPHI, RSPH9, RSPH4A, RSPH3, DRCI (CCDC164), GASS8
(DRC4), CCDC65(DRC2), CCDC39, CCDC40, OFD1 (pedkuii ¢enomun), CCNO, RPGR u MCIDAS
(08a nocnedHuUx — nuzmeHmHole pemuHumel, 00bIUHO JudzHocmupyemble y 83pOCblX NAYUEHIN08),
KAK CKPUHUH2-Memod Moxem Oblmb UCNONb30BAHO UCCIE008AHUE YPOBHSL OKcuda asoma 6
8b10bIXAEMOM  HA3ANIBHOM 8030yXe (Y OONbWUHCIMBA NAYUEHMO08 ¢ NepeuuHoll YunuapHoli
JuckuHe3ueli — cHuxeH, cm. KP no okasavuilo meOUUUHCKOU nomowju Oemsm C NepeuuHol
yunuapHoti duckuHesueti).

Jupepenyuansras duazHocmuka MEKOHUAILHOZ0 UIEYCa:

o Mykosucyudos, kuweuHas popma

o Bone3Hs TupwnpyHea, HelipouHmecmuHaIbHAas OUCh1asus

* Buympuympob6Has uHpexyus, 8HYMPUYMPOOHDILI Hekpomu3upyrujul 3IHmMepoKonuUm
HOB0POM#OEHH020

® BHympuympoOHblli nepumonum, adze3usHulii nepumoHum

e [lopaxiceHusi Hep8HO20 annapama moJcmoti kuwku [101].

KOHCYJIbTaI.[I/II/I CriennuaJIncToB

e PeromeHyeTcst B BeOeHMM  IAlMeHTOB C MYKOBUCLIIO30M  MCITOJIb30BaTh
MYJAbTUAMCUUIUIMHAPHBIA TMOAXOA B BHUAY TOTO, YTO 3abojeBaHMe XapaKTepusyeTcs
MopaskeHMeM MHOTMX OpPraHOB M CUCTeM, TpebyeT KOMILIEKCHOV Tepamuu, 4YTO IUKTYeT
HeOoO6XOIMMOCTh COBMECTHOTO Be[leHMsI MTallMieHTa CIeluMaaucTaMy pasHbix mpodweii [2,15].

(YYP - C, VI - 5).

KommeHTapum: nayuenmos ¢ MB Habawdaem epau-nyJivMOHON02 (U/uniu, 8 demckoli hpakmuke,
spau-neduamp), a maxxie epay-zeHemuxK, He00Xo0UMa KOHCYJIbMayus 8paua-2acmposHmepoioza (uiu
8paua-ouemonoza) Ons UCKAUEHUs. 2UnepayuoH0z0 COCMOsIHUSL U €20 KOppeKyuu npu omcymcmeuu
appexma om pepmerHmozamecmumensHoli mepanuu u (0 NOKA3AHUSIM) npu Opy2ux NAmMon02u4eckux
NPOsSBNEHUSIX CO CMOPOHBL HEeYOOUHO-KUUIEUHO020 Mpakma, epaua-ouemosiozda — 01 nodbopa ouemat u
(epmenmHoll mepanuu, KOHCYyIbMayusl 8pava-omopuHONapuHzo102a npu 0060CMpeHul XpoHUUeCcK020
CuHycuma, ouazHoCMuKu uau QUHAMUYecKozo HabodeHUs Ha3aibHo20 NOIUN03a, 8paud- cypdonoza-
0MOPUHONIAPUH20TI02a — NpU  Heob6xo0uMocmu KOHMPOJISl CAYX080ll (QYHKYuu y nayueHmos,
nonyuaowux npenapamel, obadaroujue 0momokCUUHOCMbI0, KOHCYIbMayus 8paua-sHO0KpUHonoza -
npu 3adepicke pocmad, Noa08020 pa3euUmMus U HapyuleHuusnx y2iedo0H0z0 o0MeHa, 8paud no JieueOHol
Quskynbmype (Wiu epaua no MedUYUHCKOU peabunumayuu, uiu epaua-gusuomepanesma uiu
cneyuanucma ¢ 8ulculuM (HemeouyuHckum) o0pazoeaHuem (UHCmMpyKmop—memooucm no Jieue6Hol
(usKyILIMYpE; UAU CNEYUAIucma co CpedHuUM NpoQecCUOHaNbHbIM (MeOUUUHCKUM) 06pa3osaHuem
(uHcmpyxmop no Jieue6Holl Quskyabmype, MEOUYUHCKAs cecmpa no Maccaxcy, MeQUyuHcKas cecmpa no
Qusuomepanuu) - 0ns 00yyeHUs UH2ANAYUOHHOLU mepanuu,  KuHe3umepanuu, OblXamenbHuIMU
mpeHaxepamu, KOHCynbmayust epaua-kapouonoza (8paua-kapouonoza 0emckoz0) npu Haauvuu



J1e20UHOll  eunepmeH3uu  (1€20uH020 Cepdya), KOHCYIbMayusi e8paua-yposnozd, 8paud-yponoza-
amdponoza 0emckoz20, 8paua-akywlepa-zuHekosoea hno nogody penpodykmueHoll — yHKyuu,
KOHCYIbmayust  8pavya-mpaicniaimonoea npu HAAU4uUu yupposa neuyeHu, Nnoxkasamuti ons
MpaHcnaaHmayuu Jieekux u NoCMaHoeKu 8 JIUCM mpaHcnaaHmayuu.

e PexkomeHJ0BaHa MaleHTaM MY>XCKOTO 110j1a B BO3pacTe ¢ 15 jieT KOHCY/IbTalusl Bpaya-yposiora/
Bpaya - ypoJsiora-aHApoJiora AeTCKOTO IJIsl OLIeHKM COCTOSIHUSI PEerpOAYKTMBHONM CUCTEMbI U
ompeeneHus TAKTVKY JaabHeliiero Habmogenms [71,77].

(VYP - C, VA - 5).

KommeHTapum: anzopumm 00cnedo8anust U makmuka peuleHus: 60npoca penpooyKyuu y My#uuH ¢
MB npedcmasnena 6 Ipunoxenuu I'5.

e PekOoMeHIOBaHO MalieHTaM MYKCKOTO T0Jjia ¢ MYKOBUCLUAO030M MPU TUIOIIIA3UM TeCTUKYI,
IMIIOTOHAaM3Me — Hab/oeHe 1 0b6ciefoBaHe y Bpaua-9HI0KPMHOIOra MM Bpavya-yposiora/
ypoJsora-aHiposiora JeTCKOTO IJs1 BbISIBJIEHMSI NMPU3HAKOB 3HIOKPMHHBIX, aHAPOIOTMYECKUX
HapyIIeHNi1 1 pelleHsT BOITPOca 0 HeO6XOAMMOCTY TOPMOHATbHOI Koppekuyu [71,72,77].

(VYP - C, VI - 5).



3. Jleuenue

Ilenu neuerus:

o Obecneyusams MakCUMAanNbHO 8bICOKOE KAUECMB0 HU3HU nayueHma;

o [Ipedynpexdams u seuums 060CMpeHuUs. XPOHUUECK020 UHGEKYUOHHO-80CNATUMENbHO20 NPoyeccad 8
O6POHX0N1E204HOTI cUCcmeMe;

o Ob6ecneyums Qu3uueckoe passumue NayueHma co2acHO B603PACMHbIM HOPMAM (00CmudceHue
okaszameneli @u3uueckozo pazeumusi 6 epaHuye 25-75 nepyeHmuab nocie Koppekyuu
HYmMpumueHozo cmamyca, pekomeHoyemas yens - 50 nepyeHmus);

o Ob6ecneuums NPOGUAAKIMUKY OCTIOHHEHUL;

o JleueHue ocnoxcHeHutli (ncesdo-bapmmep cuHOpom, MmekoHueswili uneyc, CIHO, MB3C,
(MyKosucyu003-Cc8513aHHbIL caxapHblil duabem) yuppo3 heueHu 0e3\C CUHOPOMOM NOPMANbHOU
2unepmen3uu, zunepcnierusmom, JKKB (#enuHoxameHHas 00J1e3Hb), NOJUNO3HBLI PUHOCUHYCUM,
BOH (6enkoeo-aHepzemuueckas HedocmamouHoCmsy), KposoxapKaHue, KposomeueHusl nezouHble,
kposomeueHus u3 BPBII (8apuko3Ho paciupeHHslx 8eH nuuesoda) u sepxHeti mpemu xceayoxa.

O6s3amenvHble cocmasnawuiue jeueHus:

o

Luemomepanusi;

o 3amecmumensHas mepanus HedocMamouHOCMu IK30KPUHHOU (PYHKYUU NOOH#enyOOUHOLI Heene3vl;

o Mykonumuueckas mepanusi;

o JlpeHuposaHue OpOHXUANbHO20 depesa U eueOHas uskynsmypa;

o AwmubaxmepuanvHas mepanusl;

o BumamuHomepanusi;

o [lpedynpexdame u Jeuyums 0060CmpeHus UHPEeKYUOHHO-80CNATUMENbHO20 — npoyecca 8
oKonoHoco8slx nasyxax (OHII) 0ns  ymeHswleHus cmeneHUu Hucxodsweli KOHMAMuHayuu
OpOHX0Ne20UHOLI cCUCmeMbl;

o Tepanus ocnoxHeHuti[1,2,4].

3.1 KoHcepBaTuBHOE JIeUEeHIE

3.1.1 MykonuTuueckas Tepanusi

e PeKOMEHZOBAaHO BceM TMalueHTaM ¢ MB (3a WCKIIOUEHMEM MMEIONX MeIULIMHCKIE
HpOTMBOHOKaSaHI/IH) IIpoBeaeHme aKTUBHO MyKOHI/ITI/I‘IeCKOﬁ Tepanuu C Iejblo YMEeHbIIeHUs
BSI3KOCTY MOKPOTHI 1 06sierueHus ee sBakyauuu [1,2,4,15].

(YYP - C, VO - 5).
KommeHTapum: 8s100p ekapcmeeHHblx cpedcmas onpedesisiemcs: UHOUBUJYAIbHO.
Boi6op nymu 8sedenusi: npednoumerue omaoaemcs UH2aIAUYUOHHOMY 88e0eHUI0 MYKOJIUNUKOB.

OuyeHka 3(gekmusHocmu JieueHus:: KAUHUYECKU (OYeHKA CYmOUH020 KOJAUUecmed MOKpPOIMblL,
U3MeHeHUll ee KOHCUCMEHYUU, OUeHKA CmeneHu OblxamesbHol HedoCmamouHoCmu).

OueHka 6e30nacHOCMU JieUeHUs: KAUHUYECKU (CNeyUansHblx CmaHOapmu308aHHbIX MeMoouK OueHKU
6e30nacHoCcmu 3mux JIeKApCmMeeHHbIX cpedcme He cyujecmeyeim).

JlononHumenvHole 3amMeuanus: 8ce cCnOCoObl pa3MCUMeHUs. MOKPOMbl HeobXo0umo KOMOUHUPOBAMb C
yoaneHueM ee u3 ObIXAMeNbHblX nymetl, UCNONL3ys Memodsl KuHe3umepanuu. Ileped cearcom
KUHe3umepanuu xeaamenapHo, d npu Haauyuu OpoHx0006CMpyKyuu — o0s3amenvHo, nepeod
UH2ANAYUSMU MYKOUMUKO8 NPOBeCMU UH2AASIYUU 6POHXOIUMUKOS.

B knuHuueckoti npakmuke ons MyKOﬂumuquKoﬂ mepanuu ucnoib3yromcs:

o dopHasa anvpa’ - paspvieaem 600opodsie cea3u monexyn JHK, Komopsle A61510Mcst 0CHOBHOL
cocmasnsaoulell  eHOUHOU MOKpomsl, U se6nsgemcsi 0asucHoli MyKoaumuueckoii mepanuetl,
obecneuusaem agpexm 8 meuerue cymox. IIpumeHssiemcs uH2anayuoHHo 8 003e 2,5 Mz 8 CymKu; npu
Heob6xodumocmu (pacnpocmpaHeHHsle OPOHX0IKMasvl- 5 me 8 cymku (no 2,5 mz x 2 p/oH uepe3
Hebysatizep); XxpoOHUUeCKUll NONUNO3HyIT CUHycum - 5 M2 8 cymku (2,5 mz — uepe3 Heby/atizep, 2,5 m2
- C UCNONBL308AHUEM YHUBEPCANBHOL UHZANAYUOHHOU cucmemsl ¢ GyHKYuell nynscupyoujeli nodauu
aspo3075 no 1.25me=1.25mn 8 kaxcvlii Hocogoti xo0) [1,2,15,102].



o 7% eunepmoHuueckuli pacmeop Hampus xaopuda c 0,1% Hampuem 2uaiypoHamom npumeHsemcs
UH2ANAYUOHHO uepe3 Hebyaatizep no 5 ma 2 pasa 8 0eHv, yayuluaem KaupeHc dvixamebHblx nymeti u
saea5emcst  6a3UCHOUl  myKonumuueckoli mepanueti ¢ 0blCMPbIM  MYKOIUMUUECKUM 3D dexmom
[1,2,15,103,31], makie moxcem npumeHsmoca 3% eunepmoHuueckuli pacmeop HaAmpus xaopuod,
ocoberHo y demeli mnadutezo eo3pacma [104].

o MauHumon** @8 ¢opme nopowka 011 uHeanAYuill yayuuiaem KIUpeHC OblxamenvHulx nymet,
cnocobcmayem eudpamayuu cnusu [2,15,105].

MawnHumon** npumensemcs 6 doze 400 mz dsaxOvl 8 deHb uepe3 CneuuaIbHolll uHzansmop. Ileped
Ha3HaueHueM MAHHUMoa™* nauueHm OoJyceH NPotimu mecm Ha GPOHXUAIBHYIO 2UNePPeaKmueHoOCb
Nnpu HA3HAaYeHUU HaudanbHoll 003bl 8 coomeemcmeauu ¢ uHcmpyxkyuet Kk npenapamy. Ipomueonoxkasau
demsam 0o 6 iem. Iosviuiaem KomniaeHmHocmes nodpocmkos [106].

ManHumon** u 7% eunepmoHuueckuii pacmeop Hampus xjaopuda c 0,1% Hampuem 2uanypoHamom
a8ag10Mca Mykonumukamu 6sicmpozo deticmeus u couemaromcs ¢ dopHasoli anvga™*,

Ilepsas uHzanayus Mykoaumuueckozo npenapama npoeo@umcn 86 MO s npucymcmeuu epauda.

3.1.2 bpoHXOoAUTHUYECKas Tepanusa

¢ PeKOMEHZOBaHO Ha3HAUeHMEe VHTAISLIMOHHOV OPOHXOMUTUYECKO! Tepanuy mauyeHtam ¢ MB
NpY HaIM4MKM O6PAaTUMONM WIM YaCTUYHO O6paTMMOi GPOHXMANIbHOM OOCTPYKUMM (TIPUPOCT
ypoBHs O®B; moc/ie MHTAISIIUU OPOHXOMUTUKA >15%) C 1Lenplo YIydyIleHMs] 3BaKyalun
MOKDOTBI, TIlepes  TNIpMMEHEHMeM  MHTajsIuell  aHTMOaKTepuaabHBIX  IIperapaTos,
TUIIePTOHMYECKOTO PAaCcTBOPA HATPUS XJIOPUIA, Tlepen KuHesurepamnueii [1,2,4,15].

(YYP - C, VO - 5).
KommeHTapmii: npomueonokasanuem s6asemcst UHOUSUJYaIbHASL HeNnepeHoCUMOCMb.

e PexomeHayeTcs TaiyeHTaM ¢ MB B KauecTBe GPOHXOMUTUUECKON Tepanmuyu  Ha3HAUUTh
OPOHXOMUTUYECKUI  TIperapar W3 TPyMIIl:  CeJIeKTUBHbIE [y aJIpeHOMUMETUKU  WIU
aJipeHepruyecKue  Cpeactsa B KOMOMHAIMM  C  QHTUXOJIMHEPIUYECKUMU  WIIA
AHTUXOJNIMHEPIUYeCKMe CpeicTBa JmbO [Apyroit mpemapar Ijisl JiedeHUs OOCTPYKTMBHBIX
3a60/1€BaHMI1 JBIXATENbHbIX TyTeil MO0 WHAMBUAYAJbHBIM ITOKAa3aHMUSIM B DPEKUME «II0
Tpe6oBanmio» [1,2,15,107,108,109].

(YVP - B, VI - 2).

KomMmeHTapuii: 8 pexcume «no mpebosaHuro» UCNoab3yemcs ceeKmugHolli 6ema-2-adpeHomMumemux
canpbymamon™* @ MoHomepanuu uiu 6 couemaHuu ¢ M-XonuHepeHUYECKUMU npenapamamu
(unpamponus 6p0Mu0**) U1 puKkcuposaHHas KomOuHayus geHomepoa+unpamponus 6pomud™* uau
npenapamsl NponoHzUPo8aHHoz0 deticmeus (muomponus 6pomud’ ) aubo Opyzoli npenapam ons
JleueHust 00CmpyKmueHslx 3a601e8aHuli OblxamenvHovlx nymeti N0 UHOUBUOYAJIbHBIM NOKA3AHUSIM.

Hcnonv3osarue 003upo8aHHbIX aIPO30JIbHBIX UH2AISIMOPO8 00513amenvHo €O cnelicepom, npu
HA3HAYeHUU  UH2ANSIYUOHHbIX  OPOHXONUMUKO8 (npenapamoe Ons.  jeueHus 00CmpyKMuGHbIX
3abonesanuti OvixamesibHbIX nymeti) (ceJleKmueHsili Gema-2-aopeHoMuMemuK Ccansdymamon™* e
MoOHOmepanuu uau 8 couemauu ¢ M-xonuHepzHuuecKUMU npenapamamu (unpamponus 6pomud**)
wiu  uxcuposanHas KombuHayus — peHomepoa+unpamponus — O6pomMud** uau  npenapamol
nponoHeuposanHozo Odeticmeus (muomponus Opomud™*) aubo Opyz020 npenapama Ons JedeHus
00CcmpyKmueHslx 3a60ne8aHuti dvixamenbHolx nymeti no uHOUBUOYANbHbIM NOKA3AHUSM) NAYUEHMAM C
msenoti 6poHxoo6cmpykyueti (OPB; <30% om 00713#H020) UHzanAYUU O0JIHCHBI NPOBOOUMbBCS hpU
nomouwu Hebynatizepa.

Boibop nymu 8sedeHus npenapama 0ns JiedeHus 00CMpYKMueHsIX 3a00ae8anuti OblxameasHslx nymeti:
npednoumenue omaoaemcst UHeAJIIYUOHHOMY Nymu 88e0eHUsl.

OueHka 3¢ gekmusHoCMU JieueHUs: KJAUHUUeCKU (Cumnmomst OpOHX006CMpPYKYUU) U N0 OAHHBIM
cnupomemputl.

OueHka 6e30nacHOCMU JieUeHUs:: KAUHUYEeCKU U MO pe3ysmamam 00BeKMueH020 0CMOmpa (Yucio
cepOdeuHblX COKpaujeHutl, cepoeuHlli pumm,).

IIpumeHenue npenapamos eHe 3apezucmMpupo8aHHblX 8 UHCMPYKYUU JIeKApCMEeHH020 cpedcmed
NOKa3aHuli ocyujecmensiemcss no pewieHuro epauedHoli Komuccuu, ¢ paspewenust JIOKanbHo2o
2MuuecKoz0 Komumema MeOUUUHCKOL oOpzanuzayuu (npu Haauuuu), ¢ Yc108uem nooOnuUcaHHozo
UHMOPMUPOBAHHO20 coenacus podumeneli (3aKOHHO20 hpedcmasumens) u pebeHKa 6 eo3pacme
cmapute 15 nem.



3.1.3 AutubakrepuanbHas Tepanus (ABT)

3.1.3.1 OGmMe OPUHITUIIBI AHTUOAKTEPUATBHOI Tepanum

¢ PexomeHJo0BaHa aHTMGAKTepMaabHas Tepanus (TUIaHOBbIe Kypchl ABII B Bujie MHTANSIIVI uepes
Hebynaii3ep MM COBMECTHO C TabMeTHPOBAaHHBIMM (OpMaMy, WIX BHYTPUBEHHO) BCeM
rmamnyeHTaM C JIeTOYHBIMM MPOSIBIeHUsIMM MB, y KOTOpbIX OTMedaeTcss obocTpeHne MB
(BkIo4asi obocTpeHMss Ha (OHE OCTpPOi pecrupaToOpHOi WMHOEKUMM) WIM BbISIBISIOTCS
BO3GYIUTENM peCIMpaTopHOii MHQEKIMM B KonudecTBe Gomee 10° KOMOHMEOGPA3YIOMMX
eIVIHUIL TIpU TJIAaHOBOM MMKPOOMOMOTMYECKOM WCCIEAOBAHUM C IIeJbI0  dpaauKaluu
MIPUYMHHO3HAUMMBIX MUKPOOPraHu3MoB [2,4,15,111,112,113,114].

(YYP - B, VII]I - 2).

KommenTapwuii: [Ina epamompuyamensHoti muxkpognopst (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemy6GepKkyne3HslXx Muxobakmeputi uau
npu Ux XpPOHUYUECKOM 6blcede 3HaueHue umeem J060e KOAUUecmeo KOJOHUll, onpedesieHHOe NO
pesyibmamam MukpoOUon02uteckozo uccnedo8aHusl.

e IIpy mpoBemeHuM aHTMOaKTepuanbHOil Tepamuu (ABT) MMKPOGHOrO BOCHANEHUS B
O6POHXOJIETOYHO CUCTeMe TalieHTaM ¢ MYKOBUCIMI030M PeKOMeH/I0BaHO OPMEHTUPOBATHCS
Ha UYYBCTBUTEIBHOCTb BBIEJIEHHOTO MUKpoopraHusma (Pseudomonas aeruginosa, MRSA,
Burkholderia cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus u
Haemophilus infuenzae u 0p.) XK aHTMOAKTEpPUAJbHBIM IperapaTaM C IIeJbI0 IOBBIIIEHNS
3ddexTUBHOCTY TeueHus [2].

(YYP - C, V]I, -5).

KommenTapum: JlaGopamopHoe  onpedejiieHue  Uy8CMBUMENbHOCMU  MUKPOOP2AHUBMA K
aHmubuomuxkam He 6cez0a NOJHOCMbI0 co8nadaem ¢ KAUHUYECKUM OmMBemoM Ha NposoouMyH
mepanuto [2,4,15,112,113,114].

IIpu evibope awmubuomuka uyenecoobpasHo yuecmo 3(@ekmusHocmy paHee NPOBOOUMBIX KYpCO8
awmubakmepuansHoli mepanuu [2].

ITayuenmam ¢ MB HA3HAUAIOM MAKCUMAIbHbIE 603pACMHBle 0036l Npenapamos uau 003sl,
pekomeHOyempie Onsi nayueHmos ¢ MB. B cea3u ¢ msaxcecmoio 3a60/e8aHus, Heo6xo0UMOCIbIO
MAKCUMAIbHbIX 003UPOBOK AHMUMUKPOOHBIX npenapamos u 0euyumom JieKapCmeeHHsIX Gopm 0Jis
UH2ANAYUOHHO20 NPUMEHEHUS. 8 MUPOBOLl KAUHUUECKOL npakmuke mpaouyuoHHo npumeHsromes off-
label (8He uHCMpYKYUU) UHBEKYUOHHbIE AHMUMUKPOOHblE Cpedcmea 8 8ude UH2anAyuli
[65,115,116,117,118,119,120,121,122,123].

o Tlpomueonokasauus: onpedensiomcs UHOUBUOYAIbHO U  3asucam om  UHOUBUOYAIbHOL
HenepeHoCuMoCmu (8 Mom uucie auiepeull), Xapakmepa conymcmeyowux 3a60aeeamuti (21a8Hbim
06pasom 3a60n1e8aHUs NeweHU U NoYeK) U 603pacma nayueHmad.

o BbiGop neKkapcmeeHHbIX cpedcime onpedesisemcs: 8udom 8030youmerns, 8bls1871eHH020 Y NAyueHma;
uyscmeumenbHoCmoio 8030ydumens (in vitro) k danHomy ABIT; pa3oti 3a6onesanus (060cmpeHus —
pemuccus); npooosHUMeNbHOCMbI0 UH(PEKYUOHHO20 npoyecca (XpoHuueckas uHpekyus — enepaole
8blsIB/IeHHDILL  8036y0umens); dpdekmusHocmpio mepanuu npedulecmeyrwezo  060cmpeHus
Jlez0uHoll uHpexyuu (darHsle 0 NPUPOOHOL Pe3UCMEHMHOCMU OCHOBHBIX NAN02EH08, XAPAKMEPHBIX
ons nayuenmos ¢ MB npedcmasenien 6 IIpunoxenuu I'6).

o Bwi6op nymu eeedeHus onpedesisiemcs: 8udom 6030youmesis, 8bis18JIeHHO20 Y nayueHma; ¢asoti

3a6onesanus (o6ocmpeHue — pemuccus); NPoOOJIHUMENLHOCMbI0 UHPEKYUOHHO20 hpoyecca
(xpoHuueckas uHpekyus — 8nepevle 8visBAEHHDIL 8030YOUMEIb); MECINOM OKA3AHUS MEOUYUHCKOL
nomowu  (amOynamopuas ——  CMAyuoHapHas);  ppexkmueHocmpio  npeduiecmeyrouyeti

anmubakmepuanvHoli mepanuu. BHympueeHHoe @eedeHue aHMUOUOMUKO8 HauuHaemcs: 6
cmayuoHape ¢ Kypcom JjeueHust 14-21 OeHv. BeedeHue ocyujecmensemcs uepe3 nepugepuueckuti
8€HO3HbIll Kamemep (kamemep nepugepuueckuti) uiu uepe3 nopm-cucmemy (NOpm uHQy3UOHHbLL/
UHBEKYUOHHDBLL, UMNIAHMUpyeMslii™**), Komoposie ycmaHaeausarmcsi Co2adcHO Memoouieckum
pykosoocmeam «BeHo3Huili docmyn, 2019  (https://msestra.ru/download/file.php?id=4763) c
UCNONB308aHUEM HEOOX00UMBLX JleKapcmeeHHblx cpedcme. ITopm-cucmemsl YCmMAaHasauearomcs
coznacHo Pacnopsceruto TIpasumenscmsa Poccutickoti @edepayuu om 31.12.2018 N2 3053-p «O6
ymeepyoeHuu nepeuHss MeOUYUHCKUX u30enutl, UMNIaHMUpyeMblX 8 Op2aHu3M uenogeka npu
OKA3aHUU MeQUYUHCKOLI NOMOWU 8 PAMKAX NPOZPAMMbL 20CY0APCMBEHHbIX 2apaHmuti 6ecniamHozo
oKasauus epaxcdaHam MeOUYuHCKOU Nnomowu, a makxe nepeuHs MeOUYUHCKUX u3denutl,
0mnyckaembylx no peyenmam Ha meouyuHckue uzdenus npu npedocmasieHuu Habopa CoyUanbHbIX
yenye». Tlocne nosienieHust NONONUMENbHOU KAUHUYECKOU OUHAMUKU JleueHue Mmoxcem Oblmb
NpPoooNHEHO 8 aAMOYIAMOPHBIX YCN08USIX. BHympumblweuHstli nyms 66edeHus npu MyKosucyudo3e




NPUMEHSIMbCA He QOHEH 8 C853U C He0OX00UMOCMbI0 ONUMENbHbIX UaCMBbIX KYPCO8 mepanuu, max
kak npu MB umeromcsi ocobenHocmu 6 (apmakokurHemuke AMI, f-1akmamHsix aHmubUOmMuKos,
sblpacarowjuecs 6 yseauueHuu o0semMa pacnpedeyeHus Ha KUa02pamm MAcchl Meada U CHUMCeHUU
nepuoda nonysvieedeHus. YeeauueHue CUCIEMHO20 KIUPEHCA 3d CHem YCKOpeHuUs Memadoausma 6
neueHu U ysenuueHue NoueuHo20 KaupeHca onpedessiom Heo0Xo0UuMOoCmes NPUMEHEHUS. 8bICOKUX 003
anmubuomuxos c 6osee uacmoim ux eeedenuem [2,15,116,124,125,126,127].

o Be3onacHoCmv: 8 (83U C NpPUMEHEHUeM Yy NAyueHmos ¢ MYyKOBUCYUOO30M BbICOKUX 003,
ONUMeNbHbIX KYPCO8 U KOMOUHAYULI aHMubaKkmepuanibHsix npenapamos, 00H08pemMeHHOl mepanuu
JIEKAPCMBEHHBIMU NPENapamamu pasHuix 2pynn, a maxkxe 8 653U C B03MOMHbIM HAPYUeHUEM
(GyHKyuu neueHu, cnedyem 0CYwleCmensimes co0mMeemcmayoujue KoHmpoaupyouiue mMeponpusmus
(KIuHuueckue, J1a60pamopHole, UHCMPYMEHMANbHbIE) 0N  MOHUMOPUPOBAHUS  BO3MONCHbBIX
HedcenamenvHslx  d(Gekmos JNeKapCcmeeHHbIXx Npenapamos, ux npedynpexcoeHus u, npu
Heobxodumocmu, mepanuu [2,129].

e [Ipy OCTpO/i pecnypaTopHO)t MHOEKLUMY MalyeHTaM C MYyKOBMCLMAO30M DPEKOMEHOBaHO
Ha3HavyeHMe AaHTMOAKTePMaNbHON Tepalmuyu B IOMAIIHUX YCIOBUSIX COIVIACHO MPOQIIIIO
YyBCTBUTENbHOCTY BBbIJENTE€HHO) pecrmMpaTopHOil MUKpPOQUIOpPbI B €3 C  aKTUBaLueil
XPOHMYECKOTO BOCIA/IMTENIBHOIO IpoLecca Ha (OHe MPUCOeAMHEHNUS] OCTPOIl pecIIMpaTopHOIi
nHberunn [2,15,65].

(YYP - C, VI - 5).

Ouenka 3¢ppekmuenocmu ABT: knuHuuecku (UXopaokd, pecnupamopHole CUMNIMOMbL), N0 OAHHbIM
nabopamopHsix mMemodos 00cnedosaHus  (elikoyumos, yposeHo C-peakmugsHozo 6enka, hno
NOKA3AHUSAM - NPOKANbYUMOHUHA (UCCe008aHUe YPOBHS. NPOKANLYUMOHUHA 8 KPO8U)) U N0 OAHHbIM
MUKPOOUOJI02UUeCcK020 UccedosaHus (3paduxayus 8036youmens, nepcucmuposauue, cynepuHgpexyus,
CHusceHue 6ebideneHus 6030ydumens <I0* KonoHueoGpasylouwjux eOUHUl UAU OMPULAMENbHblil
pesyavmam noceea u m.d.).

Ouyenka 6e30nNacHOCU JieeHUs: 3asucum om npuMeHsemoz0 JiekapcmeeHHozo cpedcmsa (JIC) u
npo8oouUMCs C yUermom 803MONCHBIX HEMENAMETIbHBIX S16JIeHULL.

JlononHumensHovle 3ameuaHusl:

1. Tlpu Hasnauenuu ABIT cnedyem ucnonvzosams KomOuHayuu JIC ¢ pasauuHsiM MeXaHUu3MoMm
deticmeust (Hanpumep, B-J1aKmamHsle AHMUOUOMUKU 6 KOMOUHAYUU ¢ amuHoeaukozudamu). IIpu
gvldesieHuUU 8 MOKpome nayueHma 00HOBPEMEHHO 08YX MUKPOOpeaHu3mos 8ul6op ABII 3asucum om
ceolicma 6oJiee pe3ucmeHmHo20 8030y0umes.

2. O0Ho8peMeHHOe Ha3HAaUeHUe npenapanos Os. UH2AIAYUOHHO20 U 8HYMPUBEHH020 Nymell 86edeHUS
00HOll hapmaronozuueckoli epynnel He pekoMeHOyemcs. BO3MOMCHO HA3HAUEHUEe UH2ANSYUOHHOU U
gHympusenHoli ABT 00HO8peMEHHO N0 peuleHul0 KOHCUIUYMA CReyudaucmos u ¢ yuemom
(papmaxoi0zuueckoti 2pynnest npenapamos.

3. IIpumererue AFBII 8 sude uHzanayuti uepe3 HebOyatizep:
- MOX}cem npoeooumucs Kaxk 8 CmayuoHape, mak u 6 OOMAaulHux yca08usx;

- 07151 peuleHust 60Npoca 0 HA3HAYeHUU UH2AISIYUOHHOU mepanuu ciedyem npogecmu chupomemputo 0o
nepeotl uHeanayuu aHmubuomuka u uepe3 HeCKOJIbKO MUHYM Nnocie UHeansyuu (Ons 6blseJieHus
803MOMCHO020 OpOHXOChA3Ma (NPU 0MCYMCMEUU 803PACMHDBIX U/UNU UHbIX NPOMUBONOKA3aHuUiL)) (cm.
pasoden «bpoHxonumuueckas mepanus») - neped uxzansyueti ABII Heo6xo0umMo Npoeecmu UH2anayuo
OpoHxonumuka (npenapama Ons JedeHus: 00CMPYKMUBHbIX 3abonesanuti OvixamenvHsix hymetl).
Cumnamomumemuku 0711 UH2AJIAYUOHHO20 NPUMEHEHUsl, Hanpumep, canbdymamon™* 2,5 mez uepes
Hebynatizep (unu 003UPOBAHHBLI A3P030abHbLI UHeanssmop no 200 — 400 mKe C UCNONb308AHUEM
cneticepa) 3a 15-30 muHym 0o uHzanayuu aHmubuomuka 6 MoHomepanuu uiu 8 couemaduu ¢ M-
XONUHepeudecKUMuU npenapamamu (unpamponus 6pomud™*) unu QukcuposanHas KoMOUHaAyus
(eromepon+unpamponus 6pomMud™** unau npenapamsl NPoNOHZUPOBAHHO20 Oelicmeus (muomponus
Opomud™*)) unu dpyzue npenapamsl o1 aeueHust 06CMpyKmMueHsIX 3a0601e6aHull OvlxamenvHolx nymet,
MYKOJIUMUKO8, a MAaK#e OPeHaxc;

- npu uHeansyuu ABII 8 0oMAWHUX YCI08USX H#elamenbHO UCN0b308amy Hebynatidep, 0CHAWeHHbLT
punsmpom 0715 861061XAeM020 8030yXa;

- npu uHeansyuu ABII npednoumumensHee NPUMeHIMb MyHOWMYK, No cpagHeHuio ¢ mackoii. Cnedyem
pexkomeHdosame nayueHmam nepexodums Ha npumeHeHue MyHOUWMYKAa 8 MAKCMAbHO PAHHUE CPOKU,
Kak npasuo, ¢ 3-x nremuezo 8o3pacma [130]. BosixaHue npenapama sy4uie 0Cyulecmansime uepes pom,
NpuMeHeHUe HOCOBbIX 3aXCUMO8 80 8peMsl UH2aNAyuU yeeauuusaem 3¢ pexmusHocms neueHust;



- npu npogedeHUU UH2ANAYULL 8 YCTI08USIX MEOUYUHCKOLL OpeaHudayuu u ambynamopHo nayueHmol ¢
MB, domycHbl NONB308AMbCS UHOUBUOYATILHBIM HEOYIALI3EPOM C B03MONCHOCIMBIO 3AMEHBI Kaxdbie 3
Mecaya KoMnaekma pachsliumens u mpyoxku 8030yxo800a u Quismpda;

- onmumanvHeiM HeOynaiizepom Ons nayuenma ¢ MB aensemcs UH2ANSAYUOHHBIL Npubop c
HU3KONOMOYHbIM ~ KOMNPeccopom  (yposeHb NOmMoKa cxamozo 6030yxa 00 6 J/MuH), ¢
npou3eooumenbHocmuio 450 me/MuH, cHabMceHHbIl cUCmemoti KOHMPOJisl UHCNUPAMOPHO20 NOMOKA U
cucmemoli Kaanamos 80oxa U 6bl00Xd, Nho380JsWell cokpamums nomepu MmeduKameHma 6
OKpYHaouyio cpedy, 06ecneuusanyuli MakCuManbHy 3pdekmusHocms mepanuu, NPUcnoCobIeHHbLL
K XUMUUECKOL U mepmMuueckoli desuHpexyuu u K asmokaasuposaHuro;

- Ons esedeHust medukamenma e OHII npumensemcs Hebynatizep ¢ YHUBEPCANbHOU UHZANAYUOHHOLI
cucmemoti (pyHKyUU nyascupyrouweti nodauu aspo3ons;

- 8 Kauecmee MOOUNbHOZO YCMpOLicmea 603MOXCHO —UCNOJb308aHuUe MIw-Hebynatizepa -
HHeanayuoxHozo npubopa ¢ emKocmoio 0Jisl IeKApCmea ¢ 2eHepamopom aspo3ons (mesh), kamepoii
pacnsiiumens, ONOKOM YnpaejieHus U NpucnocobnieHuem 01 OYUCMKU 2eHepamopa a3po30Js
(UHeanayuorHblii npubop Velox mun 055 ¢ npuHaonexcHocmsamu) ¢ npou3eoodumensHoCmoio He MeHee
457 m2/MuH, ¢ cucmemoli K1anaHos 800xa u 8v6100Xa U Hakonumesiem 0 a3po30Jis, ¢ ycmpoiicmeom
07151 OUUCMKU MeMOPAaHMbl, C HepachnoliseMviM (0cmamouHsim) 00semom He 6onee 0,5 ma. Bce uacmu
Maul-Hebynatizepa domicHsl nodiexcams mepmuueckoll deauHgexyuu. na nayuenma ¢ MB 8axHO

npou3eooums 3ameHy KOMNOHEHMO08 Maul-Hebynatidepa kaxvie 3 mecaya [131].

4. IIpumenenue ABII eHympb ucnons3yemcs ons mepanuu o6ocmpenuti MB (8kniouas o6ocmpeHus Ha
(oxe OPH) 6 domawiHux ycio8usix uiau 0ns npoGuirakmuueckozo jeueHus nayueHmos, XpoHuuecku
uHpuyuposauHsix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., Hemyb6epKyie3HbIMU
Muxobaxmepusimu.

5. IIpumererue ABIT BHyMpu8eHHO NOKA3AHO:

- npu msxensix 060ocmperusx MB (neueHue 8 ycno8usx MeOUyuUHcKol opeaHuzayuu) (He meHee, uem
08ymsl npenapamamul);

- 8 mex cnyuasx, Koz0a npumererue ABIT 6Hympb U UH2ANAYUOHHO 0KA3AJI0Ch HeaeKmusHbIM;

- 0na naaxoeoll mepanuu nayueHmos, uH@uyuposarHsix P. aeruginosa, B. cepacia complex, MRSA,
Achromobacter spp., HemyGepKyne3Hvlx MUKoOaxkmeputi;

- npu yxyouleHuu meueHus 3a001e6aHUs U NOSI8JIEHUU HOBbIX CUMNMOMO8 Y NAYUEHMO08, NOTYUaArUUX
ABII eHympe.

6. Opeanusayus 8HymMpueeHHoOl mepanuu 8 YCi08UsSX OHE8H020 CMAYUOHAPA UIU CMAayuoHapa Ha
domy cnocobcmeyem no@vluleHUi0 KoMNadaeHmHocmu, npoguiakmuke obocmpenuti. Ilpebviearue 6
OonbHUYE 0ms2oWaemcs pUCKOM NepeKkpecmHoz0 U CynepuH(puyuposamus pe3ucmeHmMHbIMU K
AHMUOUOMUKAM WMAMMAMU MUKPOOP2AHUZMO8, CINPECccoM, NPONYCKOM WKObHbIX 3aHsmuil. Kpome
moeo, npebvleaHue nayueHma 6 cmayuoHape 3HA4UmMenabHO O00poce, uem amOylamopHoe JieueHue.
Kamemepu3sayusi 6en 0asHo cmana pymuHHOU MeOuyuHckol npoyedypoli 8 mupe 0ns obecneueHus
DPA3NUUHBIX e@HympugenHoli mepanuu. IIposedeHue 8HYMpuseHHOl mepanuu uepe3
nepugepuueckuii 8eHo3Hblll Kamemep (kamemep nepugepuueckutl) uau nopm-cucmemy (hopm
UHDY3UOHHBIL/UHBEKYUOHHBLU, UMNIAHMUPYeMblii***) sensemcss npakmuyecku 0€30NACHbIM, ecau
co61100armcs 0CHOBHble YC108USL: Memod J0JHeH Cmams NOCMOSHHLIM U NPUBLIUHBIM 8 NPAKmuKe,
dosceH Ovimb 0b6ecneueH Ge3ynpeuHslii yxod 3a kamemepom. Kamemep ycmanasiusaemcs 8 yciosusx
OHe8HO20 CMAayUOHAapa unu 8vle30Hotl 6puzadoti Ha domy [2,132,133,134,135].

sudos

3.1.3.2 AuTuGaKTepraabHas Tepanus IIPU BbICEBE METUIIWIIMHIYBCTBUTEIbHOIO
Staphylococcus aureus (MSSA) n Haemophilus influenzae

¢ PeKOMEHZOBAaHO IpM BBHIOOPE AHTMOAKTEPUATbHBIX IpPENapaToB IJid Tepanuy MalyeHTOB C
MYKOBUCLIUI030M C BbIceBOM Staphylococcus aureus v Haemophilus influenzae mpumensts JIC B
COOTBETCTBUM C UYBCTBUTENbHOCTDIO C LI€TbI0 9PaJMKAIMU MPUIMHHO3HAUMMOTO BO36YAUTENS
(mperiapaTsbl, JO3UPOBKM ¥ KPDATHOCTh BBEII€HMSI, IIPeACTaBIeHbl B Tabmuax 10,11) [2].

(YVP - C, VI - 5).

Ta6nuna 10. AHTUOMOTUKM, IPUMeHsIeMble Y MalyieHTOB C MYKOBUCIMI030M, TIPU BbICEBE U3
MOKPOTbI/ OPOHXMAIBHOTO cekpeTta Staphylococcus aureus (MSSA)

AHTU6MOTHK CyTouHble AO03bl CyTouHble AO03bl Cnoco6 BBeaeHuns KpaTHoCTb
ans peren ANns B3poCibiX BBeAeHUs
AmokcnumnnuH+KnasynaHosas 60-90 Mr/kr 1,5-2r BHYTpPb 2-3




Kkucnota**  (nNpoTMBONoOKasaH AeTAM (pacuetr no
[0 2 net) aMOKCULNNIUHY)

90-120 Mr/kr 3,6-4,81 B/B 3-4
OkcaunnanH** 100 mr/kr 2r BHYTpb 4

200-300 mr/kr 4-12 1 B/ 4-6
Llecdbanekcnn**  (kancynsl 250 wmr 25-50-100 mr/kr 2-4r1 BHYTpPb 3-4
npoTMBoOnoKasaHbl AeTaM Ao 10 ner,
TabneTtkn 5 Mr -
NpOTUBONOKa3aHbl AeTAM A0 7 J'IeT)
Lledazonun** 100-150 mr/kr 4-61 B/B 2-3
Lledypokcum** 20 -30 mr/kr 05-1r BHYTpb 2
(cycneHsua ana npuema BHYTPb —
npoTvBOMNoKasaHa JeTam o 3 Mec.,
TabneTky — NpoTMBOMOKAa3aHbl AETAM
Ao 3 net) 150-200Mr/kr 3-9r B/B 3-4
A3NTPOMULIMH** >6 mec.-10 Mr/kr 500 mr BHYTpPb 1
(Tabnetkun 125 Mmr - Kypc 7-10 aHen
npoTMBonokasaHbl Ao 3 e,
CycneHsus Ans npueMa BHYTpb —
npoTMBONoOKasaHa AeTaMm 4o 6 Mec.)
KnaputpoMuumH** 15 mr/kr ir BHYTpPb 2
(Tabnetkun - NpOTUBOMOKa3aHbl
AetsMm go 12 ner)
[xozammunn** 40-50 mr/kr 1-3r BHYTpPb 2-3
(npoTuBOnokasaHve - npu Macce
Tena 6onee 10 kr)
KnuHaamuumn** 20-40 mr/kr 1,8-2,4r BHYTpPb 3-4
(p-p &na B/B M B/M BBeAeHUs
npoTMBOMNOKasaH JeTaMm Ao 3 neT,
Kancynbl MpOTMBOMOKa3aHbl ACTAM | netam crapwe 3x | 2,4-2,7r B/B 3-4
A0 8 neT ¢ Maccoi Tena Ao 25kr) net 40Mr/kr ! !
Jokcuumknuu** [eTsim c maccon Tena 1 peHb-200 Mr 3aTem BHYTpPb 1-2
(npoTuBonokasaH AeTam 4o 8 ner) MeHee 45 «kr B 100 Mr oauH pas B

nepebliit AeHb | cyTku

neyeHuss 4 Mmr/kr, B

nocneayowme aHu -

2-4 Mmr/kr.

[Hetsam ¢ maccoit Tena

6onee

45 Kr - Kak

B3pOC/IbIM
CynbdameTokcazon+TpumeTonpum** 6-10 Mr/Kkr no 320 Mr no BHYTpPb 2-3
(npoTnMBONOKa3saH AeTaMm A0 3 neT) TPUMETONPUMY TPUMETONPUMY

npu TAXKENoN

nHdekunn

BO3MOXHO

yBeNnYeHne Ao3bl Ha

50%
TuamdeHvkona ranuuHaT 250 Mr (B nepBble 2- 500mMr WHransumm 2
aueTunuucTenHaTt 3 [OHS nedyeHus [o3a (B nepBble 2-3 AHS

MoXeT 6bITb | neyeHms nosa Moxer

yBenuueHa B 2 pasa) 6bITb yBENMYEHa B 2

pasa)

Ta6mua 11. AHTMGMOTUKY, TIPUMEHseMble Y MAlMEeHTOB C MYKOBUCIMIO30M,

MOKpOTbI/6poHXManbHOro cekpera Haemophilus influenzae

IIpu BbICE€BE U3

AHTU6MOTUK CyTo4Hble f03bl ANs CyTouHble A03bl ANs Cnoco6 BBegeHus KpaTtHocTb

nerei B3pPOC/IbIX BBefieHUs
AMOKCULIMASIUH** 40-60 Mmr/kr 1,5-2r BHYTpb 2-3
AmokcmumnnmH+KnasynaHosas 60-90 mr/kr 1,5-2r BHyTpb 2-3
Kucnota** (pacuet no
(npoTMBOnoOKasaH JetsaMm Ao 2 aMOKCULMNANHY)
ner)

90-120 Mr/kr 3,6-4,8 B/B 3-4
Lledypokcum** 20 -30 mr/kr 05-1r BHYTpb 2
(cycneHsua ana npuemMa BHYTPb —
npoTvMBONoKasaHa JeTaM Ao 3
mec., Tabnetkn > | 150- 200mr/kr 3-9r B/e 3-4
nNpoTVMBOMOKasaHbl JeTaMm A0 3
ner)
Lledpukcnum 8mr/kr 400 mr BHyTpb 1-2
(MpotnBonokasaH y Aeten no 3
NeT 1 Npu Macce Tena Ao 25 kr)
LlecdbTpnakcoH** 50-80 mr/kr 4r B/B 1-2
LledboTakcum** 100-150 mr/kr 2-8r1 B/B 2-4
Jokcuumknue** [Oetn ¢ maccoin Tena 1 neHb-200 mr 3atem BHyTpb 1-2
(npoTMBonokasaH fAetsM a0 8 no 45 kr B nepBbli 100 Mr oavH pa3 B
ner) neHb - 4 Mr/kr, B CyTKN

nocnesywowme AHN -

2-4 Mr/kr.

[eTtam c maccoit Tena

6onee

45 Kr - KaKk B3poc/biM
TuamdeHvkona ravuuHaT 500 -1000 mr 1000Mr WUHransuum 2
aueTunnumcTenHaT

3.1.3.3 AuTuGaKkTepuanbHaga Tepanusd npu MRSA (MeTUHWLINHPE3UCTEHTHBI

e [Ipu mepBMyHOM BbiceBe MRSA y CTaGMIbHBIX NAlMEHTOB (BHE 0OOCTpeHMSI XPOHUUYECKOTrOo
BOCTIAINTEIBHOTO TIpOllecca) B KayecTBe T€PBOI JIMHMM Tepanmuyu TMpU  OTCYTCTBUU



MIPOTMBOIIOKA3aHNI peKOMeHyeTCs Ha3HaueHye ABYX aHTMOaKTepHalIbHBIX MTPerapaToB per oS
B TeueHMe 1-3 mecsies, yalle 3T0 KOMOMHAUMS pudamMnuiyHa™* ¢ dy3ugoBoit KMCIOTON MK
Cynbdameroxcazon+Tpumeronpum™** (tabm.12) [2,15].

YYP-C,VO[0 -5).
KommeHTapumu:

o V nayuenmos cmapwe 12 nem pu@amnuyux™* moxem couemamscsi ¢ OOKCUYUKAUHOM **
(AMUHOYUKAUHOM) 0Nl npuéma per os (maobn.12). Jonyckaemcs MoHomepanusi 0OKCUUUKJIUHOM **
wiu  Cynspamemoxcazonom+Tpumemonpum™* (mabn.12) [6, 7]. Heobxodumo nomHums o
2enamomoKcu4HOCMuU NPenapamos.

o B03MOM#HOU alvmepHamueoli s6Jsemcs UCh0b308aHUe #B8AHKOMUYUHA™™ 6 opme Ons
UHBEKYUOHHO20 NPUMEHEHUs UH2aNAYUOHHO (NpuMeHeHUe 6He 3apecucmpuposaHHbvlX 8
UHCMPYKYUU JIeKapCmMeeHH020 cpedcmaa noKa3aHull ocyujecmensiemcst no peweHuro epauebHoll
Komuccuu, ¢ paspewerus JIOKanpHo20 3mu4eckozo Komumema meduyuHcKoll opeanusayuu (npu
Hanuuuu), ¢ ycnosuem noonucaHHozo UHGOPMUPOBAHHO20 coendacusi podumenetl (3aKOHHO20
npedcmasumenst) u nayueHma e 8o3pacme cmapuie 15 nem) 8 meueHue 3-4 Hedenwb
[115,116,121,122,1253,136,137] (mabn. 12).

o C yuemom 3HAHULl 0 mMecmax 803MOXCHOU KonoHu3ayuu MRSA, napaniensHo, 00HOBPEMEHHO C
Hauanom 3padukayuoHHoli mepanuu, Heo6xoouma o6pabomka Kox#cu, NoJI0CMuU HOCA U POMmo2zi0mKu
anmucenmukamu, a makie deauHpexyusa okpyxcaroweti cpedoi:

1) sHOoHa3zanvHo MmynupoyuH 2% 2 pa3a 8 OeHb + 00pabomKa KOMU B00HbIM pPACMBOPOM
xnopzekcuduHa** 0,5% e meueHue 5 OHeti;

3) nonockarue nonocmu pma 0,5% 800HbIM pACMBOPOM XJI0P2EKCUOUHA ™™ 8 meueHuUe 2-X Hedelb;
4) 2eHepanvHas yOOPKA #UN020 NOMeULeHUS;
5) exceOHesHas cMeHa HamMenbHO20 Oesibsl 8 meueHue 5 OHell;

6) cmupka nocmesvHbIX NpuHadnexHocmeti, 0enbs, NOJOMEHeEY 8 pexcume B8bICOKOL memnepamypol
exeHede/IbHO 8 meueHle 8cez0 Nepuodd JeueHus;

7) nocie uHUyuUauyuu JiedeHus HeoOXoouma cmeHa 3YOHbIX
0e3000paxmos, 2yoHoli nomadsl;

wemok, pacdecok, uwapuxkossix

8) ece uneHvl cembu, a makie JoMauwiHue HUBOMHble O0JIHCHbl OblMb 00CN1e008aAHbI U, 8 Cyuae
udenmucgpuxayuu MRSA, caHuposatoi.

o [Ipu nepBuuHOM BbiceBe MRSA y HeCTaGMUIbHBIX MAIMEHTOB (MIPY 060CTPEHUM XPOHUUECKOTO
BOCIAJIUTENBHOTO MPOoLiecca), peKOMeH/IyeTcsl POBeJleHre BHYTPUBEHHO MM TepopaabHOM
Tepanumn 2-X HeHmenab JIMHE3OMUOOM™*  wn MIPOYNMU
aHTUOMOTHUKAMMY, aKTVBHBIMMU B OTHOLIeHUM MRSA (Ta6n.12) [2,116,136,137,138].

B TeuyeHue Teﬁ[KOH]’[aHI/IHOM,

(YVP - C, VI - 5).

KommeHTapum: Y nayueHmos ¢ uacmosimu 060CmMpeHusMu npu XxpoHuueckom uHguuuposaruu MRSA
B03MOMCHO UCNONB30BAHUE UH2ANAYUT #8AHKOMUYUHA ™™ 8 hopme 0Nl UHBEKYUOHHO20 NPUMEHEHUs 8
HenpepuvleHOM pexcume (mabn.12) [136,137].

Ta6nuua 12. AHTUOMOTUKM, MPUMeHsIEMbIe Y MalJIeHTOB ¢ MYKOBUCIMIO30M, NIPU BbICEBE U3
MOKPOTbI/6POHXMABHOTO CeKpeTa MeTUIIVIIIMHPe3UCTeHTHOTo Staphylococcus aureus (MRSA).

HasBaHue npenaparta Aosa ansa CyTouHas nosa Cnoco6 KpaTtHoCTb
nAeten ansa BBEAeHUA BBEAeHUA
B3pOC/bIX
Pucdamnmumny** 20 mr/kr/cyT 600-1200 mr BHYTpb 2
(B MOHOTepanuu He
HasHavaloT) (makcumansHo 600 Mr B
(npoTnBonokasaH aetam o 1 CyTKM)
roaa)
CynbdameTokcason 6-10 Mr/kr/cyT no 320 Mr no BHYTpb 2-3
+TpumeTtonpum ** TpUMETONpUMY, TpUMeTOnpuUMy
(npoTuBONOKasaH AeTsaMm 4o 3 npu TsHXeNnon nHbekumm
net) BO3MOXHO yBenmueHne
[03bl Ha 50%
Dy3naosas Kucnora 40-60 mr/kr 2250mr BHyTpb 3
(npoTMBOnoOKasaHa AeTsaM Ao 3 #<1 ropa: 15mr/kr 3 pasa
ner) B leHb
#(no 3 net) 1-4 ropa: 250
Mr 3 pasa B AeHb
5-12 net: 500 mr 3 pa3sa B
ZleHb
> 12 net: 750 mr 3 pasa B
fieHb




KnnHgamnuymu** 20-40 mr/kr/cyT 1,8-2,4r BHyTpb 3-4
(npoTvBoOnokasaH aetsaM no 3
nert)
40mr/kr/cyT 1,8-2,7r B/B 3-4
Jokcnumknun** [leTam ¢ Maccoi Tena MeHee 1 neHb-200 Mr 3aTem BHyTpb 1-2
(npoTmBonokasaH aAetam o 8 45 Kkr B nNepBblii  AeHb 100 mr oauH pa3 B
ner) nevennss 4  Mr/kr/cyT, B CYTKKN
nocneaywowme aun - 2-4
Mr/Kr/cyT.
[eTsam ¢ Maccou Tena 6onee
45 Kr - KaK B3poC/bIM
TUreumknun** B Bospacte 8-11 net - 2,4 HayanbHas po3a - B/B B TedyeHue 30-60 2
(npoTuBONnoOKasaH AeTsM Ao 8 Mr/Kkr/cyT 200 wmr, panee 100 MUH.
ner) MakcuMmanbHas gosa - 100 Mr
Mr
fosa ¢ 12 po 17 net
coctasnsier 100 wmr.
JluHesonup** no 12 ner - 20-40 wmr/kr/ 1200 mr BHyTpb, B/B 3 - po 12 net, 2 -
(TabneTnpoBaHHble dopmbl cyT (MakcumanbHo 600 Mr). cTapuwe 12
npoTUBOMNOKasaHbl AeTsaM A0 12 Crapuwe 12 net - 1200 Mr
ner)
BaHKOMUUMNH** 45 mr/kr/cyT 2-4rp B/B 3-4
#BaHKOMULMH** 4 mr/kr/cyT (Makcumym 200 800 mr MHranaumoHHo 3-4
(dbopMbl  ANSi. MHBEKLMOHHOrO Mr) 4 pasa B [JeHb.
npumeHeHuns )t OTMepeHHOI fo3e fo6aBUTb
xnopuaa Hatpus 0,9% pno 4
M.
TelkonnaHuH >1 mecsaua - 10mr/kr (Makc. 800 mr B/B 1-2
400 mr) BBoAsTCS 3 A03bl
Kaxkable 12 yacos
(Harpy3ouHas [03a).
Mocneaytowme 24 yaca 10
mr/kr  (makc. 400  wr)
O/IHOKPaTHO/CyT.
LledTaponuHa bocamun** 2 Mec-2 roaa 24 wmr/kr. OT 600 Mr B/B 2-3
(npoTMBOMoOKasaH AeTaM o 2 2-128 net 36 mr/kr, 12-18
Mec) net 36 Mr/kr. - pasoBas
nosa (Pasosas [fo3a He
AoMKHa npesbliwaTe 400 Mr)
TenaBaHUUH** nauveHTam crtaple 18 net 10 mr/kr B/B (He MeHee 60 1
MUH.)
IpumeuaHnus:
# - npumMeHeHue JIeKapCmeeHH020 npenapama e6eHe 3dpe2ucmpupo8aHHslX 6 UHCMmpyKuyuu

JIeKApCMBEHH020 CpedCcmea NOKA3aHuil ocyujecmesisemcsi No peuleHuio epaueOHoli Komuccuu, c
paspewerus JIOKanbH020 2MuUUecK020 Komumema MeOUYUHCKOL opeaHudayuu (npu Haauyuu),
ycnosuem nooOnUCAHHO20 UHPOPMUPOBAHHO20 coznacust podumereli (3aKOHHO20 hpedcmasumes) u
pebeHKa e go3pacme cmapuie 15 em.

I [65,115,116,121,122,123,136,137].

Anudemuonozuueckue uccnedosanus demoHcmpupyrom, umo MRSA accoyuupyemcsi o CHUMCEHHOL
Né20uHoll  (pyHKYueli, Oonvwieli nompebHOCMBI0 8 MeOQUKAMEeHMO3HOU mepanuu u  xyouteli
gvucueaemocmoio. Jna apadukayuu 8030youmens ucnonv3yiom 00CMaAmMoOUHO azpeccusHble CXeMbl
JIeueHUsl.

3.1.3.4 AuTH6aKkTepuaIbHasI Tepanmus Mpy BbIIBJIEHUM B MOKPOTE/OPOHXMATbHOM CeKpeTe
P.aeruginosa

e PexkoMeHAyeTCs] OHOBPeMeHHOe Ha3HaueHMe 2—3 IPOTMBOMMKPOOHBIX IIPerapaToB 13 pa3HbIX
TPYIII, YTO IIPeLOTBPALaeT Pa3BUTHE YCTOMUIMBOCTHU P.aeruginosa v Cioco6CTBYeT JOCTYIKEHNUIO
MaKcuMalabHOTro KnuHuveckoro addexra (apanukanuu P. aeruginosa) [2,4,15,111,112,113].

(YYP - C, VAIJI - 5).

KommenTapum: Haubosiee uacmo NpuUMeHsiom KoMOUHAYUU AMUHO2IUKO3UO08 C yedaiochopuHamu
3-4 nokonerus (mab6n.13). IlenecoobpasHo nepuoouyecku MeHsAMs KOMOUHAUUU aHMUOGUOMUKOS,
2(pekmueHbix 8 OMHOWEHUU CUHezHOLIHOU nanouku. Crnedyem nNoMHUMb, 4mo JabopamopHoe
onpedejieHue Yy8CMBUMEIbHOCIMU MUKPOOP2AHUSMA K AHMUOUOMUKAM He 8ce20d NOJIHOCMbIO
cosnadaem ¢ KIUHUYECKUM 0m8emom Ha Nposooumyr mepanuiro

B msicensix cnyuasx, npu HecmaduIbHOM COCMOSIHUU, O0ONYCKAemcs HenpepsleHoe npumeHeHue
npenapama [139].

PeuieHue 0 Ha3HaueHUU He3aPe2UCMPUPOBAHHLIX NPenapamos Nno HUSHEHHbIM NOKA3AHUSIM
NpUHUMAemcst  KOHCUAUyMoM  (hedepanvHoli  MeOUYUHCKOU — opeaHu3ayuu; 6603 npenapama
ocywecmesisiemcss 8 coomeemcmeuu ¢ 3akoHodamesnvHoli 6aszoli Ons obecheueHus nAyueHmos
He3ape2ucmpuposaHHsiMu 6 P® nexapcmeeHHsIMU npenapamamu N0 MU3SHEHHbIM NOKA3AHUSIM
(Tlpuka3z MuHucmepcmea 30pasooxpaHeHus u coyuansHozo paszeumus Poccutickoli @edepayuu «O
nopsidke npumeHeHusl JIeKAPCMEeHHbIX cpedcms y NayueHmos Nno HU3HeHHbIM NoKazaHusm» om 9
aezycma 2005 2. N° 494).



Ta6nuua 13. AHTUOMOTUKM, MPUMeHsIeMble y TalMeHTOB C

MOKPOTbI/6POHXMAIBHOTO cekpeTa P. aeruginosa.

MYKOBUCIIMAO30M, IIpU BbICEBE U3

AHTUBMOTUK CyTouHas nosa ansa CyTouHble [03bl Cnoco6 BBegeHus KpaTtHocTtb
neren ANsi B3pOCAbIX BBefeHUs
AMUKaLUH** 20-30Mr/kr 700 - 1500 r B/B 1
FeHTaMuump** 10 mr/kr 10 mr/kr B/B 1
TobpammunH
LiunpodnokcauymH** #<1 mec. 30 mr/kr; 1,5-2,25r BHYTpb 2
(npoTuMBOMNOKasaH  AeTaM  C >1 mec. 40 mr/kr (750
MYKOBWMCLMAO30M [0 5 ner) MF - Makc.)
10 mr/kr 800 mMr B/B 2
#eBocdnokcaumH ** 16-20 mr/kr 500-1000 mr/cyT BHYTpb 1-2
(npoTuBonokasaH Ao 18 ner)
16-20 Mr/kr 1000 mr B/B 2
Ledrasuanm™ 150 - 250 mr/kr 6-9 1 B/B 2-3
Lledenum** 100-150 mr/kr 4-61 B/B 2-3
(npoTuBonokasaH AeTsaM Ao 2
MeC. XU3HW)
Lledbenum+cynbbaktam c 2 MecsueB - 50-80 4r B/B 2-3
(npoTuBOMnOKasaH AetsaMm Ao 2 Mr/Kr
MeC. XU3HU)
LledTasmanum + aBubakram ** no 18 net He 6000/1500 mr B/B 3
npuUMeHaeTca
MunepaunanuH+ 270-360 Mr/kr 13,5r1 B/B 3-4
TasobakTam
(npoTvBOMOKa3saH AeTsM Ao 2
nert)
LlecdbonepasoH/Cynbbaktam** 150-200 mr/kr 8r B/B 2
AsTpeoHam 150-250 mr/kr 8r B/B 4
(npoTuBOMokasaH Ao Bo3pacTa
9 mec.)
MmuneHem+ 50 - 100 wmMr/kr no 2-4r B/B 3-4
LUnnactatun** uMUneHemy
(npoTuBonokasaH AetsaMm Ao 3
MeC. XU3HW)
Meponenem ** 60-120 Mmr/kr 3-6r1 B/B 3
(npoTuBOMokasaH AeTaM o 3
MeC. XU3HW)
JopuneHem no 18 net He 3000 mr B/B 3
npyMeHsieTcs
dochommuumnn™* 0,2 - 0,4 r/kr 10-12r B/B 3-4
(npoTuBonokasaH aetam go 12
ner)
[Ipumevanmsi:

“TIpumenenue JnekapcmeeHozo0 npenapama y Oemell 6He 3apezUCMPUPOBAHHBIX 6 UHCMPYKLUL
JIEKAPCMBEHH020 CpedCmea NOKA3AHULl OCyulecmesisemcss No peuleHulo epauebHoli Komuccuu, c
paspeweHrus JIOKanvbH020 amuueckozo Komumema MeOUYUHCKOU opzaHusayuu (npu Haauuuu) npu
Haauyuu noONUCAHHO20 UHPOPMUPOBAHHO20 coznacusi podumenell (3aKOHH020 npedcmasumens) U
pebeHKa e 8o3pacme cmapuue 15 em

Ipu Hanuuuu MeOUYUHCKUX NOKA3AHULI (N0 HCUBHEHHLIM NOKA3AHUSM, GKJIIoUAs UHOUBUOYANbYIO
HenepeHocumMocms, Oajee — N0 HU3SHEHHbIM NOKA3AHUAM) N0 pewleHuio 8pauebHoll Komuccuu
ocywjecmesisiemcss — HasHaueHue — JIeKAPCIMBEHHbIX — Npenapamos He N0 MeWOYHapooHOMY
HeNnaHmeHmMo8aHHOMY HAUMEHOBAHUI, d N0 MOP2080MYy HAUMEHO8aHuio (uacmos 15 cmamou 37
@edepanvHoezo 3akoHa om 21.11 2011 N2 323-D3 «O6 ocHosax oxpaHsl 300p08ws epaxcdan Poccutickoti
@edepayuu» u nyHkm 6 Ilopsdka HA3HAUEHUsl JIeKAPCMBEHHbIX npenapamos, Gopm peyenmypHbix
OnaMKo8 Ha JiekapcmeeHHvle npenapamel, Nopsioka oGopmaeHus YKA3aHHbIX OaHKOB8, UX yyema U
XpaHeHus, ymeepiioeHH020 npukasom Mursopasa Poccuu om 14.01.2019 N°4n). PeuieHue 8paue6Holi
KOMUCCUU 0OPMIISIemCss NPOMOKONIOM U 6HOCUMCS 8 MEOUYUHCKYI0 JOKYMeHmMAayuio nayueHma.

PeweHue 0 HasHaueHuu He3ape2UCMPUPOBAHHBIX Npenapamos MNo HUIHEHHBIM NOKA3AHUIM
npuHuUMaemcst MeOUYUHCKOLI npenapama
ocywecmessiemcss 8 coomeemcmeuu ¢ 3aKoHo0amespHOl 0aszoli Ons obecheueHus nAyueHmos
He3ape2ucmpuposaHHsiMu 6 P® nexapcmeeHHsIMU Npenapamamu Nno MUSHEHHbIM NOKA3AHUSIM
(Tlpuka3 MuHucmepcmea 30pasooxpaHeHuss U coyuansHozo paseumus Poccutickoli @edepauyuu «O
nopsioke NpuMeHeHUsl JIeKAPCMBEHHbIX Cpedcme y 00JIbHbIX N0 HCU3HEHHbIM NOKA3aHusm» om 9
aszycma 2005 2. N© 494).

KOHCUIUYMOM  (hedepanbHoli opeaHu3ayuu; 6803

e PexomeHayeTcsl TIpOBefieHMe MPODMIAKTUUYECKUX KypCOB aHTMOAKTEPUATbHOI Tepamuu Mpu
XPOHMYECKOI KOJOHM3AIMM HVWKHUX ObIXaTeIbHBIX TyTeit P. aeruginosa, njis yBeIWUEHMUsI



TPOJO/DKUTEbHOCTY JKU3HM TTAllMeHTOoB [2,65,116,137,138].
(YYP - C, VO] - 5).

KommenTapuit:  ciedyem — NOMHUMb,  4mo  npogedeHue  NPOPUIAKMUUECKUX — KYpPCO8
aHmMubaKkmepuaipHoll mepanuu NpakmuyecKu He CKA3bleaemcss HA YCmMouuusocmu wmammos
MUKPOOP2AHU3MO8 MOJIbKO NPU CB0€BPEMEHHOL CMEHE NPUMEHSEMBIX NPENAPAMO8.

Ipu uacmeix 060cmpeHuUsx UHGEKYUOHHO-80CNAIUMENbHO20 npoyecca 8 GPOHXO0NE20UHOL cucmeme
cedyem ygeaudusams npooonxumenpbHOCmes Kypcog aHmubakmepuansbHoli mepanuu 0o 3 Hedenv u
Oonee, UCNOIb308aMb BHYMPUBEHHBI CNOCOO 88edeHuUs U /unu COKpaujamos UHMepP8ansl Mexcoy
Kypcamu u/unu mexcdy Kypcamu npumeHsme yunpodioxcayun** [1,4,31,111,114,116,140,141]. V
demeli mnadwe 5 nem Ha3HaA4ame NO peuleHur0 8paueOH020 KOHCUNUYMA.

Crparerus autTu6uoTukorepanuu P. aeruginosa uudexuyumu npu MB
dpagukauusa Pseudomonas aeruginosa ipyi IepBUMYHOM BbICEBE

e Jlpy OTCYTCTBMM Y NallMeHTa KIMHUYECKM 3HAUMMBIX DPeClMPaTOPHBIX CUMIITOMOB, IIPU
MMHMMAJIbHBIX CTPYKTYPHBIX M3MEHEHMSIX B JIETKMX M IPU YCIOBUM IIPOBeIEHMS
6aKTepMOIOTMIECKOTO MOHUTOPVMHIA He peke 4-X pa3 B TOI PeKOMEHAYeTCsl IPOBeeHIe
OIIHOTO U3 2-X PeXXMMOB aHTMOaKTepuaabHO Tepanuu C Leblo spagukanum P. aeruginosa pjis
yYBeJIMYEHUsT TTPOAOKUTENbHOCTM KU3HU U MPODMIAKTUKY CHYDKEHMS QYHKIUU JIETKUX TSI
BCex BO3pacToB nanyenTos [10, 11, 31]:

- MHTaISIIUM TOoOpamuiHa** B Buae pactBopa 300 mr X 2 pasa B JIeHb WIM B BUJe KarlCyl C
MTOPOIIKOM JIJISI MHTAISIINi (06e jekapcTBeHHbIe (OpMbl ITPOTUBOIIOKA3aHbI [JIs1 IeTei 10 6 JieT)
112 mr x 2 pa3a B feHb B TeueHue 28 nuei [1,2,4,15,111,112,113] (YYP - A, YO, - 2), Bo3MOKHa
KOMOMHAIVS C uuIpodaoKcaMHOM** (Tabn.13) B TedyeHue 3 -X Henesb
[1,2,15,65,111,112,113,116,138].

(VVP - A, VI - 2).
nuin

- KOMOMHALVS VMHTAISIMOHHOTO KomcTumerara Hatpus™ (ImH. EJl X 2 pasa B [IeHb y JeTeif
miaauie 8-10 net, 2 mutH. EJ] X 2 pasa B neHb y nanueHToB 8-10 jieT u cTapiie) (IJ1s geTeit Mmiaajiie
6 JleT Ha3HAuaTh MO peNIeHuI0 BpauebHOro KOoHcuauyma) [116] B TeueHue 3-X MecsIieB B
couetaHuu ¢ HumpoduiokcauHomM™* (Tabs.13) per os u3 pacuera 30-40 Mr/Kr/CyTKHU B [Ba MpUEMa
B TeueHMe OT 3 HeZesib 10 3-X MecsiLieB B 3aBMCUMMOCTHM OT Bo3pacrta [2,15,116,138].

(YYP - C, VI - 5).

KommeHTapum: 6 Hacmosuwee 8pems 0e30nacHocmes U 3PHeKmusHOCMy UH2ANAYUOHHO20
mobpamuyuHa™* dokazama y demeii ¢ 6 mecssuHoz0 8o3pacma [142)].

B cnyuae ucnonv3o08amus UHeAJSAYUOHHO20 AHMUOUOMUKA 6hepsble, Nepeas UH2anAyust O0IHCHA
nposodumucs nod epauebHsiM HabodeHuem. IIpu Hanuuuu seneHutl 6porxocnasma 3a 10-15 munym
00 uHeanayuu ciedyem ucnonv308ams 6POHXONUMUKU.

Yepe3 7 — 14 Ouell nocne oKOHUAHUSL Kypca aHmubakmepuanbHolli mepanuu Heo6xo0umo nposecmu
Oaxmepuonozuueckoe uccniedogaxue Mokpomol (2ny60kozo opogapuHeeanvHozo maska [116]) ons
oyeHKU appekmugHocmu IpadukayuoHHoti mepanuu [2].

Y cmabunvHelx nayueHmoe ¢ 0osee MAMENbIM  3abosesaHueM JaézKuX (Npu  HAAUYUU
copmuposasuiuxcs 6pPOHX0IKMA308, AMeeKmMa3ax, HUKUMU QYHKYUOHANbHBIMU NOKA3AMenamu), 8
omcymcmeuu 00NHH020 6aKkmepuo02uueckoz0 KoHmpoas (pexce, uem 1 paz e 3 mecsaya) 603MOMCHO
UHUYyuupyloujee OnumenpHoe NpuUMeHeHue UH2anayuli mobpamuyuHa 6 HenpepuleHoM pexcume 9o 3-6
Mecayes (no peuwleHuto Jieuaujezo spaua) [116]. BozmoxcHo OobasneHue K mepanuu nNepopanbHozo
yunpognokcayuma é meuexue 3-4 Hedenw [2].

e IIpy HaMMUIMY KIVMHWYECKY 3HAUMMBIX PECIIMPATOPHBIX CMMIITOMOB, IPU3HAKOB 000CTPEHMS
O6POHXOETOUHOTO TIpOliecca, Yy HeKOMIUIAeHTbIX IMallieHTOB PeKOMeHJOBaH [IByXHeAeabHbIi
KypC BHYTPMBEHHOI KOMOMHMPOBAHHOI (ABa Ipernapara) aHTUCMHETHOMHOI Tepanuiu C 1eblo
spanukanuu Bo3oyaurens [65,116,138,141].

(YYP -C, VI]I-5).

KommeHTapum: npednoumerue omoaémcsa KomOUHauyuu uepmasuduma™* ¢ amuHozauko3udoamu
(mobpamuyun™* unu amuxkayux**). B ciyuae couemanus P. aeruginosa co S. aureus pekomeHoyemcs



KOMOUHaYus MeponeHema™* ¢ mo6pamyuHom ** unu amuxayurHom ** (maobn. 13) [65].

Koxnmponw a¢ppexkmusrocmu maxxce nokasa uepe3 7-14 dHell nocjie OKOHUAHUS. Mepanuu.
HMHTepMuUTTUpYIOIIAS U XpoHNUYecKass vHekuuu P. aeruginosa

Ipu unmepmummupyroujeii uHgexyuu P. aeruginosa 603mMoxcHOCMb caHayuu MOKpomol NAYUEHMO08 ¢
MB 3HauumenvHO 6blile, YeM Npu XPOHUUECKOl. B MHoz01emHUX UCCed08aHUSX NOKA3AHO, UMO
aKmueHas. aHmuMukpoOHass mepanust no3eosisem npedynpedums uau OMCPOUUMb pazeumue
XxpoHuueckoli P. aeruginosa uHgexyuu 6onee uem y 80% nayuernmos ¢ MB.

e PexomeHJ0BaHO, ecnu  spagukaums  Paeruginosa  mocie  TMPOBEJEHHOrO  Kypca
AHTUOMOTHUKOTEPATIMY Y MAIVIEHTA C MYKOBMCIMIO30M He TTPOM30IIUIa U Y MalyieHTa pa3BuiIach
XpPOHMYECKasi CMHerHoiiHas uHQeKIus, Ha3HaueHMe MHTAISLIMOHHON MMPOTMBOCMHETHOMHOI
Tepanuu (To6paMUIIH** (KarCyJIbl C TOPOIIKOM JIJISl MHTAJISIIINIA, PACTBOP JIST MHTAJISLIVIA) MK
KOMMCTUMeETAT HaTpusI (PacTBOP JIJIsT MHTASIINMIT)) (Tabm. 14) [265].

(YYP - C, VI - 5).

KommeHTapuu: no3eosisem ymeHsWUMb PUCK pazeumus 06ocmpeHuli 6poHX0nez0uH020 npoyeccd,
cmeneHs 8bIPANEHHOCMU PeCNUPAMOPHDBIX NPOABAEHULL, COKPAMUME YUCTO KYyPCo8 MabnemuposaHHoli
unu 8HympugeHHol aHmubakmepuanvHoll mepnu u YIydwume nokazamenu @GyHKYuu 6HeulHezo
dvixaus [2,65].

Ta6muna 14. CxeMa aHTHGAKTEPUATbHOI Tepamnuy MpyU XPOHUYECKON CUHETHOHON MHQeKIn
[2,15,141].

Wnransiyu To6paMmuniHa™* B pactBope a1 uuransuuit 300 mr i To6paMuiiHa™* B Karcysax ¢
TOPONIKOM JJIs1 MHTAJISIMI - 112 MT (4 Karcysibl) ABaKIbI B CYTKM MHTEPMUTTUPYIOIIMMU KypcaMu
28 nHelt mpuema, 28 mOHel TepepbiB, BCero 6 KypcoB B rof (0o6e JieKapCTBEeHHbIE (POPMbI
MPOTMUBOIIOKA3aHBbI IETIM A0 6 JIeT)

nin

pactBop jyisi uHransuuit Konucrumerar Hatpust™* 1-4 muH. EII/24 yac TOCTOSSHHO WM APYTOi
AHTUOMOTUK B MHTAJSIIIMSIX TTOCTOSTHHO BCEM JIETSIM C XPOHMUECKOH KOMOHM3aIMell CMHEerHOHO
MaJI04uKM (MMPOTUBOIIOKA3aH JETSIM A0 6 JIET)

V NalyeHTOB C MPOrPecCUPYIONIMM CHIBKEHMEM (QYHKIINMY JIETKMUX M YAaCThIX 000CTPEHMSIX, a TAKKe
MpY HEeJOCTAaTOYHOM 3¢ @eKTe OT MHTASLMOHHON aHTHMOaKTepUaabHOI Tepanuu OCHOBHOI
PEXMM Tepanuy BKIIOYAET: 2-X HeNedbHbIi KypC BHYTPUBEHHO! aHTUMMMUKPOOHON Tepammu
Kaskable 3 Mecsia

Ipenapamel dna _sHympueeHHo20 ggedeHus: Tobpamuiua™* 10 Mr/kr mam AmMukaumua** 20 Mr/Kr
1pa3 B menp miam To6pamuumu** 10-12 MI/KT B AeHb (DO JOCTVOKEHUS B ChIBOPOTKE KPOBU
KoHIeHTpauuu 1-2Mkr/mn) +ledrasuaum™** 150-200 Mr/Kkr B fAeHb B/BwiM + MeporneHem™* 60-
120Mmr/kr/2449ac B/B Wi + APYroil aHTMOMOTUK, aKTUBHBIN MPOTUB CUMHETHOHO manouku. Ipu
KJIMHUYECKO HeCTabMIbHOCTH yBeuJeHue MPOJLOJIKUTETbHOCTU KypCOB B/B
aHTHOAKTEePUATbHOI Teparuu A0 3 Hel. Y/WIU COKpalleHMe MHTEPBAIOB MEXAY KypcaMu, U/Win
npueM Lunpodnokcanyua**/#0dnokcauyua** 20-40Mr/Kr/CyTKM BHYTPb MeXIYy KypcaMu B/B
aHTMOAKTEepUAIbHOM Tepanuy, a Takke He IpepbIBHAs WMHTAIAIMOHHAS aHTUOAKTepuaibHas
Tepanus Kypcamu Tobpamuimua** m KomuctumeraTta HaTpus™* (ob6e gekapcTBeHHble (HOPMbI
MPOTUBOIIOKA3aHbl JETSM 10 6 JIeT)

[MpumeyaHne:

# TIpUMeHeHMe y JAeTell JIeKapCTBEHHOro MperapaTa BHe 3aperMCTPUPOBAHHBIX B MHCTPYKLUU
JIEKAPCTBEHHOTO CPEeCTBA TOKA3aHUI OCYIIECTBISIETCS MO pellieHuI0 BpaueOHOi KOMUCCUH, C
paspeieHusi JIOKaAbHOTO 3TUYECKOTO KOMMUTETa MEeOUILMHCKOV OpraHusauuu (IIpu HaJIU4YuUm), C
YCJIOBMEM TOAMMCAHHOTO MHGOPMMUPOBAHHOTO COTIACKS POIUTENE (3aKOHHOTO MPEeACTAaBUTEIS)
1 pebGeHKa B Bo3pacTe crapiie 15 jier;

Tob6pamMuIMH (PacTBOP MJIsT MHTAISIMIT), TOGpaMUIIMH (KATICY/Ibl C TTOPOIIKOM /ISl MHTAJISIII),
Komuctumerat HaTpust (pacTBOP AJISI MHTAJISILINIA) -TIPOTUBOIIOKA3aHbI IETSIM A0 6 JIeT);

OdiokcaliH — IPOTUBOIIOKA3aH AeTsIM (1o 18 net);

ITpoTuBoOMOKa3aHMs jist OCTaIbHBIX JIC — cM. Tabm. 13.



3.1.3.5 AuTuUOGaKTepuaabHas Tepamnus IIpyU BbICEBe M3 MOKPOThI/GPOHXUATIBHOTO CEeKpeTa
Burkholderia cepacia complex

O61IMe rpaBuia aHTUMMKPOOHOI Teparnmn:

e PexomeHpayeTcsi Tipu uHQuUUMpoBaHUM Burkholderia cepacia complex HemenaeHHas
aHTH6GaKTepUaIbHAS Tepanuus BCJIE[ICTBYE ee BBICOKOA BUPY/IEHTHOCTU
[1,2,65,116,137,138,143,144 ].

(YYP - C, V]I - 5).

KommeHnTapwmii: unguyuposarue Burkholderia cepacia complex docmosepHo yxyouiaem KJIUHU4ecKoe
cocmosiHue nayueHma u npozHo3. Ecme omodenstole coobujeHus 06 ycnewHoti apaduxayuu HeKomopasix
usonamos Burkholderia cepacia complex ¢ npumeHeHuem paHHeli azpeccusHoli aHmubakmepuaibHoli
mepanuu 00 (QopmuposaHus XpoHuueckoli uHpexyuu. IIpu smom cnedyem yuecms, UmMo
dokazamenvHasi 6a3a 8 OMHOWeHUU mepanuu OaHHOU UHpeKyuu 8 Hacmosujee 8pems HeselUKda.
TIpenapamol, npumensiemsle npu 0aHHoLl uHpexyuu npedcmasieHst 8 maoauye 16.

e PekoMeHI0BaHO [jIs1 Tepalruy IMamyeHTa ¢ MyKOBUCIIMI030M C BbiceBoM Burkholderia cepacia
complex, Kak NPy TIEPBUYHOM BBICEBE, TaK M MJi JieueHUs] 06OCTpeHMs] GPOHXOJIETOUYHOTO
mpolecca OTHABaTh I[IPeIIOYTeHNre KOMOMHAIMM U3 TPEX IMpermapatoB (Kak Gosee
3¢bdeKkTUBHOI), KypcoM OT 3 Hemenb M Oosee, a Takke KOMOMHMPOBATH BHYTPMBEHHbBIN U
VHTQISIVIOHHBIN /WM TepopabHblii MyTh BBENEHMUS aHTMOAKTEPUATbHBIX IpernapaToB
[116,137,145].

(YYP - C, VII]I - 5).

KommenTtapum:  Haubonvwiyto  akmusHocms  in  vitro  coxpausiom  Lle¢pmasudum ™
#Iunepayunnun+Tazobakmam, Meponernem™, Umunenem ™, #Cynvgpamemoxcazon+Tpumemonpum™*
u #TempayuknuHsl. B KIuHuueckux uccnedosauusx Haubonee 3ppexkmusHst Meponerem ™,
#TobpamuyuH ** #Cynvpamemoxcazon+Tpumemonpum™*, #ITunepayunun+Tazobakmam,
#IlokcuyuknuH™* u #Llepmasudum™* (mabn.15). [na onmumusayuu ucxodos «cepacia syndrome»
pekomeHdyemcst o0s3amesibHoe 8K0UeHUe 8 cxemy JeueHus #Cynvpamemorcason+Tpumemonpuma™*,
ApgekmusHo npumeHeHue MpEXKOMNOHEHMHOLU CXeMbl 6HYMpPUBEHH020 6eedeHus MeponeHema™”,

TobpamuyuHa** ¢ Llepmasudumom™* 8 meuerue 2 -x Hedenb u Oonee (mabn.15) **[1,2,116,137,147].

o Apgexmuena dnumenvHas, om 3 do 12 Hedenv, mepanusi NepPopaIbHLIMU npenapamamu
#Cynvpamemoxcasonom+Tpumemonpumom** u/unu #/[OKCUYUKUHOM ** u Junu
#XnopampeHukoiom™* (Ha GoHe eHympuseHHOlU mepanuu uiu nocie Hee) (mabn. 15). Ipu
XpoHuueckoii ungexyuu Burkholderia cepacia complex pekomeHdyemcs npuem mabiemupo8aHHbIX
dopm #Cynvpamemoxcazona+Tpumemonpuma™* (mabn.15) [1,2,116,137].

o FonbuiuHcmeo  MukpoopeaHusmoe  Burkholderia  cepacia ~ complex  demoHcmpupyom
pesucmeHmHoOCmy K AHMUNCE8OOMOHAOHBIM — AHMUOUOMUKAM,  GKJIIOUAS  NPUPOOHYIO
pesucmenmuocmy K Konucmumemamy Hampus™* (npomuseonoxkazan demsm 0o 6 nem) Uu
amMuHoznukosudam. B mo e epems, HakonjieHa uHgopmauusi 06 3gppexmusHocmu npuMeHeHus
TobpamuyuHa**(npomusonoxasza demsm do 6 nem) [1,2,116,137,147].

* B psode cryuaes npu KpatiHe msixcesiom meueHuu 60ne3HuU (mepanus cenayusi-cuHopoma) 0onycmumo
couemadue 08yx  B-1aKmMamHoiX aHmubuomuxos (6HympuseHHo+8HympueeHHo u
8HYMPUBEHHO+UH2ANAYUOHHO) U NPUMEHEHUs C8epPX8bICOKUX 003 AHMUOUOMUK08 (N0 peweHur
KOHCUIUYMa unu epavebHoli komuccuu). Mimeemcs: noodcumesnsHolli onslm npumeHeHus mpex f-
JIAKMamHelx ~ aHmuéuomukos, ekawouas 0ea kKapbaneHema. ILlenecoobpasHa pomauyus U
Hapawjusaxnue 003  aHMUOGAKMEPUAIbHLIX — Npenapamos 00  cmabuau3ayuu  KAUHUKO-
peHmeeHonozuueckoli u 1abopamopHoii kapmunel [1,2,116,145,147].

o Jlna pereii crapmie 12 €T M B3POCIBIX PEKOMEHJOBAaHO MHTASILIMOHHOE IIpMMeHeHMe
#TobpamuumuHa™* (B BUAE PacTBOPA WIM B BUJE KATICY/ C TIOPOLIKOM JIJIsSi MHTAMSIINIA), & TaKkKe
#Mepornenema™* u #lledrasuauma™*, nmpegHa3HaYE€HHbBIX JJI1 BHYTPMBEHHOTO MCITOJIb30BaHMSI
(Tabm.15). BO3MOXHO  MHTAISIVMOHHOe  MpUMeHeHMe  #TuaMdeHMKONa  DIMIMHATA
aneTWIMCcTHATA (Tabm.15), BbIGOP MHTAISIMOHHOTO AHTUOMOTMKA B 3aBUCUMOCTU OT
KIMHUYeCKO 3hdeKTUBHOCTH, TepeHOCUMOCTM U DPe3ylbTaT UYyBCTBUTEIbHOCTM B IOCEBe

MOKpOTHI [2,65,115,116,137].
(YYP - C, VO] - 5).

KommenTapwuii: 06 spadukayuu Burkholderia cepacia complex moxcHo cyoums moavko uepe3 200
nocjie nocjiedHezo MNOJIOHUMENbHO20 pe3ylbimama noceéa npu YCA08uu, KAK MUHUMYM, MpPEX
ompuyamesnpHblx 6aKmepuoio2uUdecKux aHaau308 MOKpomosl. B OmMHOWeEHUU nayueHmos ¢



noJioMUmMebHoIMU pe3yivmamamu nocesos Ha Burkholderia cepacia complex, npogodumcs noaumuxa
cmpoxcatiuiezo UHGEKYUOHHO20 KOHMPOJIs U 2uzueHuYeckux mep [2].

Ta6nuna 15. AHTUOMOTUKY, TPUMEHSIEMbIE Y TTAIIMEHTOB C MyKOBMCIIMIO30M, TIPU SPaaAUKaAIAA U
Tepanuu MHGeKIMH, BbI3BaHHOI Burkholderia cepacia complex [2,65,115,116,137]

AHTU6GMOTUK CyTouHas posa gns CyTouHas Cnoco6 KpaTtHocTb
peren posa ans L] /cyT
B3POC/IbIX
Lledprasnanm/asnbakram He pa3spelueH 6r (no uedrasnanmy) B/B 3
#UedTasnamm ok (dpopma ans B Bo3pacTe Ao 2 mec: 2r WNHranauuu 2
WHBEKLUMOHHOIO NpUMEHeHNs) 25- 50 wmr/kr/cyT,
cTapwe 2 mec — 50-
100 mr/kr/cyT
#UedTasnanm™™ 300 mr/kr 9r B/B 3
(12r npu cenaums-
cuHApoMe)
MeponeHem** 120 mr/kr 6,0r B/B 3
(NpoTnBOMNOKasaH AeTAM A0 3 MeC. XU3HWU) (9,0 r npu cenaumnsa-
CuHApoMe)
#[opuneHem He paspelueH 1,5-3,0 (4,5r npu B/B 3
cenaunsa-cuHApoMe)
#MunepaumnnuH+TaszobakTam 400-500 mr/kr 13,5 B/B 3
(NpoTnBOMOKa3saH AETAM A0 3 MEeC. XWU3HW)
#A3TpeoHaM 150-250mr 8 B/B 3
(NpoTMBOMNOKasaH AeTaM A0 9 MecC. XU3HWU)
#CynbdameTokcason+Tpumetonpum** 20 Mr/Kr (no 2880mr B/B " 3
(cycneHsusa ana nepopanbHoOro | TpuUMeTonpuMy) BHYTPb
NPUMEHEHNs - NPOTNBOMOKa3aHa AeTaMm 0
Hes,  WHbeKUMOHHas  dopma -
npoTUBOMNOKasaHue Ao 3 neT —)
#MuUHOUMKNUH  (NPOTMBOMOKa3aH JeTaM MNocne 8 ner: 200mr BHyTpb 1-2
Ao 8 ner) 2-3mr/kr
Linnpodnokcauunr** <1 mec. 30 mr/kr; 1,5-2,25r BHYTpb 2
(npoTuBONOKasaH AeTsM A0 5 net ¢ MB un >1 mec. 40 wMr/kr
BbICEBOM P.aeruginosa, MO OCTalbHbIM (750 mr - makc.) [8,9]
rnokasaHusm - go 18 nert,)
10 mr/kr 800 mMr B/B 2
#leBonokcaumH ** 16-20 mr/kr 500-1000 mr/cyT BHyTpb 1-2
16-20 Mmr/kr 1000 B/B 2
JOKCULUMKANH** [eTsm c maccoi Tena 1 peHb-200 Mr 3aTem BHYTpb 1-2
(npoTuBOMNOKasaH AeTsaM 4o 8 ner) MeHee 45 kr B 100 ™Mr oavH pa3 B
nepsbIi AeHb | CyTKMu
neyenns 4 wmr/kr, B
nocneaywowme AHU -
2-4 Mr/kr.
HeTtam c maccon Tena
6onee
45 Kr - KaK B3poC/bIiM
#XnopamdeHukon** 50-100 mr/kr 2-4r BHyTpb, B/B 3-4
(TabneTky npoTMBOMNOKasaHbl AeTaMm Ao 3
NeT Unu ¢ Maccoit Tena <20kr)
#TvuamdeHukona ranuuHaT 500-1000 mr 1000Mr WHransumm 2
aueTununcTenHaT
Ipumeuarus:

Ipu Hanuuuu MeOQUYUHCKUX NOKA3aHUlli (N0 MU3HEHHBIM NOKA3AHUSIM, 6KIHUAs UHOUBUJYATbHYH
HenepeHOCUMOCMb, ddnee — NO MCU3HEHHbIM NOKA3AHUSM) NO peuwleHur 8pauebHoli KoMuccuu
ocywemesnsemcss  HA3HAueHue — JIeKAPCMBEHHbIX — npenapamos  He N0 MeWOYHApoOHOMY
HeNnaHmeHmMo8aHHOMY HAUMEHO0BAHUI, d N0 MOp2080MYy HAUMEHO8AHUil0 (yacmov 15 cmamou 37
@edepanvHozo 3akoHa om 21.11 2011 N2 323-D3 «O06 ocHosax oxpaHsl 300p08wvs 2paxcdan Poccutickoti
@edepayuu» u nyHkm 6 Ilopsdka HasHaueHusi JeKapCMeeHHbIX Npenapamos, Gopm peyenmypHbix
ONaHKO8 HA JleKapcmeeHHbvle npenapamol, NOpsioka opopmaeHus YKA3aHHbIX OaHKO8, UX yuema U
XpaMeHus, ymeepxoeHHozo npukazom Muuzdpasa Poccuu om 14.01.2019 N°4n). Pewenue epaue6Holi
KoMuccuu opopmsemcst NpOMOKONOM U 8HOCUNCS 8 MEOYUHCKYI0 OOKyMeHmayuio nayuewma.

#IIpumeHeHue  JIeKAPCMBEHHO20 — Nhpenapama 6He  3apezUucmpupos8amHslx 6  UHCMPYKYuu
JIEKAPCMBEHH020 Cpedcmea NOKA3aHuli npou3eooumcs Nno peuieHuio 8pauedHoli KoMuccuu c
paspewerust JIOKabHO20 3MUYECK020 Komumema MeOUYUHCKOL op2anusayuu (Npu Haiuuuu), npu
Haauuuu noONUCAHHO20 UHMOPMUPOBAHHO20 coziacus podumeseli (3aKOHHBIX npedcmasumeneti) u
pebeHKa 6 8o3pacme cmapuie 15 iem.

3.1.3.6 AnTuMbGaKkTepuMasbHas Tepanus TIpU BbiCeBe U3 OPOHXMAIBHOIO CEKpeTa
Achromobacter spp.

OO6uIe IpaBM/ia aHTUMUKPOOHO Tepanun:

e Ilpu BbiceBe 13 GpPOHXMANBHOTO cekpera Achromobacter spp. peKOMEHAOBAHO IPUMEHSITb
aHTMOGAKTePUANTbHYIO Tepanuio B COOTBETCTBUM C UYBCTBUTEIBHOCTbIO MUKPOOPTaHM3Ma
(tabmuua 16) [1,2,65,115,116,150,151,153].



(YYP - C, VI, - 5).

KommenTtapum: Achromobacter spp. xapakmepusyemcs Myasmupe3ucmeHmHocmesto, cnocoGHOCMbio
popmuposams OGuopuUILM, UMO 00BSACHAEM Heydauu aHmubakmepuaibHol 3padukayuoHHoLll mepanuu
MUKPOOP2aHU3MA NPU XPOHUUECKOTI UHpeKYULL.

IToemopHetli 8bices Achromobacter spp., conpogoxcoarowutics yseauueHuem npodyKyuu cneyuduueckux
npeyunumupylwux aumumes, accoyuupyemcsi ¢ 6osnee ObiCmMpbiM NAdeHUeM JIEZOUHOL (yHKYUL,
CONOCMABUMBIM €  MAKOBbIM NPU  XPOHUUECKOU  CUHEeZHOUHOU uHpexyuu (K 3a60nesaHuro
npedpacnonazaem ummyHooeguyum,).

Haubonee axkmueHbiMu aHMUOGAKMEPUATIbHBIMU Npenapamamu  Ons  8HYMPUBEHHO20 66e0eHLs
A87AI0MCA NUNEPAYUIUH-MA300aKmam, #meponeHem™* u #cyivamemoxcazon+ mpumemonpum**,
#yepmasudum** #yepenum™*, onsa uHeanayuti -#Koaucmumemam Hampus u #yepmasudum** (popma

07151 UHBEKUUOHHO20 NpuMeHeHus) (mabn.16) .

e PexomeHZoOBaHO mamyeHTaM ¢ MB mpu mepBom BbiceBe Achromobacter spp. win Tpu
obocTpeHMr GPOHXOJIETOYHOIO IIpollecca, CBSI3aHHOM ¢ Achromobacter spp. BHYTPUBEHHOE
BBeJleHVe KOMOVHAIMM IBYX aHTUOUOTMKOB Pa3IMUHbIX KJIACCOB KypcoMm 14-21 feHb C IeTbio
9pagyuKauu BO30YIUTENS:

o1 JIMHUS - #llunepauuina+Tasobakram/#MeporeHem™*/
#Cynbdamerokcason+Tpumeronpum** (Tabmn.16);

o 2 ymuHusa —#lledbrasugum™**, #MuHouukauH, #Konuctumerar HaTpus**, #XmopaMmdeHUKom**;
KOMOMHMpOBaHHast Teparus #Meponenem™* wu #llumpodmokcaimu™*  (JleBodumokcamyma™*)
(Tabm.16).

o AnprepHaTUBHasi Tepamnus: #Meponenem™*

+  #MuHonukaMH\#JIeBopnokcauyu**  +
#Xnopampenukon**+  #KomuctumeraT HaTpus**(pacTBop s MHransuuit) (Tabm.16)
[1,2,65,115,116,137,150,154].

(YYP - C, VI]I - 5).

e Tlocle OCHOBHOTO Kypca aHTMOAKTepMaabHON TepamuMuM DPEeKOMEHAOBAaHO Ha3HAyvaTh
#Konuctumertat HaTpus**(pacTBOp [J1s1 MHTaJSILMIL) (IPOTUBOIIOKA3aH AeTsIM A0 6 Mec.) Ha 3
Mecsiia.  MOXKHO — MCIO/Nb30BaTh  #AMoKRcuIuinH+KiaBymaHoBas — Kuoiota™  (wim
#CynbdameTorcasoa+Tpumeronpum™*) (Tabmn.16) B TeueHue 1 Mecsa

[1,2,65,115,116,137,150,151,152,153,154].

(YYP - C, VI - 5).

e PexomMeHIOBaHO TMpu XpoHMYeckoit uHpexuumu Achromobacter spp. y mnaumeHToB ¢ MB
MIPUMEHSITh IJIUTETbHO MHTAISIMK (HPopMaLus o rpernaparax — Tabma.16):

1-s1 nuams: #Konmuctumerara HaTPUsST** (pacTBOP IJIST MHTAJISIINI)
2-s1 IuHUS: #Meponenema™*

AnbrepHaTuBHas Tepanus: #lledprasuaum** u #To6paMuiiMH (PacTBOP [JSI MHTAISILINUIA VK
KarICyJibl C TTOPOLIKOM JIJIsSI MHTASILIin)**

3-a auums: [Ijisg jgedeHuss o6OCTpeHMit, 06yCIOBAeHHBIX Achromobacter spp., WCHOIb3YIOT
KOMOMHAIINIO IIBYX AHTUCYHETHOMHBIX aHTUOMOTMKOB PasIMYHbIX KJIacCoB
[1,2,65,115,116,137,150,151,152,153].

(YVP - C, VII]I - 5).

Ta6mmua 16. AHTUOMOTUKY, TIPMMEHSIEMbIE Y MAIMEHTOB C MyKOBMCIIMIO30M, IPU BBICEBE U3
MOKPOTBI/6pOHXMANIbHOTO cekpeTa Achromobacter spp.  [1,2,65,115,116,137,150,151,152,153].

AHTUM6MOTUK CytouHas Aosa ans CyTouHas Cnoco6 KpatHocTb

neren Oosa pnsa

B3pOC/bIX

#AMokecmumnnuH+KnaeynaHosas 60-90 wM™r/kr (pacyeT no 1,5-2r BHyTpb 2-3
KUCnoTa** aMOKCULMUTUHY
(npoTuBOMNOKasaH AeTaM A0 2 feT)

90-120 mr/kr 3,6-4,8 B/B 3-4
#UedTasnamm ** B Bo3pacte o 2 mec: 25 - 2r WUHransumm 2
(dopma ansa VHBEKLMOHHOIO 50 mr/kr/cyT, cTaple 2 Mec
NpPUMMEHeHNs) — 50-100 mr/kr/cyT
#UedTasnaum 300 Mr/kr 9-12r B/B 3
#MeponeHem** 250 Mr - 500 mr - WHransumm 2

(dbopma ans WHBEKLMOHHOIO
NpUMEHeHUs)




#MeponeHem** 120 Mr/kr 61 B/B 3
#MunepaunmnnuH+TaszobakTam 400 - 500 mr/kr 13,5 B/B 3
#CynbdameTokcason+TpumeTonpum** 20 Mr/Kr (no 2880 mr B/B v BHYTPb 3
TpUMeTONpuUMy)
#OKCULUMKNNH** [etn c maccoi Tena Ao 45 1 aeHb-200 Mr 3aTem BHYTpb 1-2
Kr B NepBbIA AeHb - 4 Mr/Kr, 100 Mr oavH pas B
B nocneaywowme gHn - 2-4 CYTKMN
Mr/Kr.
[Letam c maccoit Tena 6onee
45 Kr - KaK B3poC/ibiM
#XnopamdeHukon** 50-100 mr/kr 2-4r BHyTpb, B/B 3-4
#TwamdeHnkona ravuuHaT 500 -1000 mr 1000 mr WNHransuum 2
auetunaumcTenHan
#Konuctumerat HaTpusi** 2-4 MnH EO 2-4wmnH EQ WHransaumm 1
#LledonepasoH + Cynbbaktam 150-200 mr/kr 8r B/B 2
#WMuneHem + LinnactatuH ** 50-100 ™Mr/kr B AeHb Mo 2-4r B/B 3-4
MMuneHemy
#WUMuneHem +Lunacratun** 250 mr -500 mr - WUHransuum 2
#MUHOUMKANH [etam  crapwe 8 ner CpeaHsis HadvanbHas BHyTpb 2
HasHayaloT B HauvanbHOW | A03a npenapaTa ANns
fo3e 4 Mr/Kr maccol Tena, B | B3poC/ibix
nanbHenweM - 2 Mr/kr coctaensetr 0,2 r, B
Macchl Tena Kaxable 124. panbHedwem - 0,1 1
Kaxable 12 4
#TobpamuumH** (pacTtBOp ans 600 mr 600 mr WHranauum 2
MHransuunin)
(npoTvBoOnokasaH JeTaMm o 6 Mec.
KU3HW)

IlpumeuaHus:

IIpu Hanuuuu MeQUYUHCKUX NOKA3AHULL (N0 HCUBHEHHBIM NOKA3AHUSM, BKANUAS UHOUBUOYANbHYIO
HenepeHoCUMOCMb, 0ajiee — NO JKUBHEHHbIM NOKA3AHUAM) NO peweHuio 8pauebHoll Komuccuu
ocywemeJissemcs JIeKAPCMBEHHBbIX ~ Npenapamos  He N0 Me#OYHaAPOOHOMY
HeNnaHmeHmMo8aHHOMY HAUMEHOBAHUI, d N0 MOpP2080MYy HAUMEHO8AHUl0 (yacmbu 15 cmamou 37
@edepanvHozo 3akoHa om 21.11 2011 N2 323-D3 «O06 ocHosax oxpaHsl 300p08wvs 2paxcdan Poccutickoti
@edepayuu» u nyHkm 6 Ilopsadka HA3HAUEHUs JIeKAPCMBEHHbIX Npenapamos, Gopm peyenmypHbix
OnamKko8 Ha JiekapcmeeHHvle npenapamel, Nopsioka oGopmaeHus yKA3aHHwvlX O1aHKO8, UX yuema U
XpaHeHusi, ymeepioeHH020 npukasom Mur3opasa Poccuu om 14.01.2019 N24H). PeuieHue 8paue6Holi
Komuccuu opopmsemcst NpOMOKONOM U 8HOCUMCS 8 MEOYUHCKYI0 OOKYMeHmMayuo nayueHma.

HasHavueHue

IIpumeHenue iekapcmeeHH020 nNpenapama gHe 3apezucmpupo8aHHsiX 8 UHCIMPYKUUU JIEKAPCNE8EHH020
cpedcmea noxazaHuti npouzeooumcst no pewleHuio 8pauebHoll Komuccuu ¢ pazpewieHus JIokansHozo
2Muueck020 Komumema MeOUYUHCKOL opeaHu3ayuu (npu Haiuuuu), npu Ha1uuuu nooOnUCaHHoz2o
UHpOPMUPOBAHHO20 cozlacusi podumenell (3aKOHHbIX npedcmasumeneli) u peGeHKa 8 803pacme
cmapute 15 nem.

3.1.3.7 AuTUGaKTepuaabHasa Tepanus MUKOOaKTepmo3a

IlopaxceHue  nezKux, HemybepKyne3HsiMu  Mukobakmepusmu  (HTME),
npeocmasnsamo cepve3Hy onacHocme 071 300p08wbst nayueHmos ¢ MB, 00HAKO HA cO8peMeHHOM dmane
duazHocmuKa u eueHue MuKobakmepuosa He cmaHdapmu3upo8aHol.

B6bI386AHHOE Moxcem

e PekoMeHAyeTCsl OVArHOCTUYECKY 3HAUMMBIMYU KPUTEPUSIMM MUKOOGAKTEpMo3a y MAlVeHTOB C
MB cuMTaTh: MOJIOKMUTENbHBII Ma30K Ha HaauuMe KUCIOTOYCTOuMBbIX Oakrepuit (KYB) B
maTepuasne U3 AblxaTe/lbHbIX MyTeil, Hannune pocta HTMB unn MBT Ha nuTaTenbHbIX Cpefax,
MO TBEPKIEHME OFHOTO M TOTO ’Ke BUOA MMKOOAKTepuii Kak MMHMMYM M3 JBYX 00pasIioB,
Haju4ye pesyabTaTOB TeCTa JIeKapCTBEHHON uyBcTBUTENbHOCTM HTMB [155,156,157,158,159],
(MTpuka3 Muusapasa PO ot 21.03.2003 N2 109 «O coBepIileHCTBOBAaHMM MTPOTUBOTYOEPKY/IE3HBIX
mepornipusituit B Poccuiickoit  @emepauun».  (Ilpwioxkenue 11) HWHCTpyKuus 1o
YHUDUIMPOBAHHBIM ~METOJAM MMUKPOOMONOTUYECKUX MCCAeIOBaHMII TIPU  BBISIBIEHUHA,
JIUATHOCTYKY U JIeUeHUN TyOepKyesa).

(VYP - C, VII]I - 5).

¢ IIpu BbIGOpe aHTMOMOTUKOB Jyist Tepanuu nHdekiyy HTMB y nauyueHToB ¢ MB peKOMeHI0BaHO
OpPMEeHTMPOBATbCSl HAa TEeCT Ha JIeKapCTBEHHYI YYBCTBUTEIbHOCTb C 1e/bl0 IIOBBILIEHUS
sbdexkTuBHOCTM Teparn [157,158].

(VYP - C, VII]I - 5).



KommenTapum: Cxemot sieueHuss HTMB Ha ocHoge Co2/1ac08AHHbIX peKoMeHOauuli AMepuKkaHcKkozo
(onda kucmosHozo gubposza (mykosucyudosa) u Esponetickozo obujecmea Kucmo3sHozo ¢pubposa no
JleueHu0 MUKobaKkmepuo3a y nayueHmos ¢ KUCMo3HsIM QuUOPO30M.

Pexcumpt npuema aHmuodbuomukos npu uHgpexkyuu HTMB npedcmasnenst ¢ Tabnuue 17, a 3Hauumoie
no6ouHsle 3¢ pekmol/s61eHUs MOKcUUHOCMU onucaHsl 8 Tadnuye 18.

Crnedyem yuecms, umo mecm Ha JiekapcmeeHHyw uygcmeumensHocmos HTME He 8cezda Koppenupyem ¢
mepanesmuueckoll IphpekmusHocmolo npenapama.

e PexomeHnoBaHO Kputepuem 3dderruBHOoro ngedeHuss HTMB y marnmeHToB ¢ MB cumrath
OTCYTCTBME pOCTa MMKOOAKTEpPUil Ha TMMUTATeIbHBIX CpeJax He MeHee ueM B Tpex
1ocaeA0BaTe/IbHO B3SIThIX  00pasiax  AMarHOCTUYECKOTO maTrepuasna (MoKpoTa)
[155,156,157,158,159], (TTpuka3 Muusapasa P® ot 21.03.2003 N2 109 «O coBepuIeHCTBOBAHUN
MPOTUBOTYOEPKY/Ie3HbIX Meponpusituit B Poccuiickoit ®emepanyy»  (IIpwiokenue 11),
VHCTPYKUMS 10 YHUDUIIMPOBAHHBIM METOJaM MMKPOGMOMOTMYECKUX MCCAeMIOBAHMUIA TTPU
BBISIB/IEHMM, IVATHOCTUKY U JIeUeHUM TyOepKy/iesa).

(YYP - C, VIIJI - 5).

3.1.3.7.1 AuTubGakTepuaabHag Tepanusa MUKOGaKTepno3a, BbisBaHHOTO M. abscessus

Yuumoieas Hedocmamox OAHHbIX KAUHUUECKUX UCCIed08aHull, cyujecmayem 6onsuioe pazHoobpasue
HazHauaemvlx pexcumos mepanuu. O6WUMU cledyem cuumame Cnedylwue Ccoenaco8aHHble
pekomeHdayuu no anmubuomukomepanuu nayueHmos ¢ MB npu M. abscessus [157,158]:

e PexomeHmoBaHO manyeHTaM ¢ MB u HTBM npoBoauTh AByXGdasHoe jeueHre MIMKO6aKTeprosa,
BBI3BAHHOTO TpencraBuTensiMu M. abscessus complex — ¢aza MHTEHCUMBHOTO JIEUEHUST TOJKHA
CMeHSITbCSI (a30il MOAAEPKMBAIOIIETO JIEUEHNUS C 1[eTbI0 3paaMKalyy JaHHOTO BO3OYOUTENS
[157,158].

(VYP - C, VI - 5).

KommenTapuu: YkazauHele 6 mabnuyax u cxemdax axHumubakmepudibHsle npenapamst 6 PD He
umetom noxasanus HTMB, Ho 2mo nokasamue YKa3aHo 60 6ceX 6 3apy0excHbslX KAUHUUEeCKUX
pexomendayusx no MB [157,158].

- UHmMeHcusHas (asa O00/KHA BKIIOUAMb eXeOHeBHbIll NepopanvHulll npuem Makpoauoa
(npednoumumenvHo #azumpomuyuHa™**) 6 couemaHuu ¢ HAMUKAUUHOM™* BHYMPUBEHHO HA
npomsieduu 3-12 Hedenv, a makie 00H020 WIU HECKOJIbKUX U3 CledylowWux npenapamos:
BHYMPUBEHHO #MU2EYUKAUH *%, #umuneHem ** unu #yegoxcumun (mabn.17), umo onpedensemcs (HO He
dukmyemcsl) pe3yibmamamu mecmos Ha uyecmeumesibHoCms K anmubuomuxam; [InumensHocms
(asel UHMEHCUBHOZ20 JleueHUsl 3dsucum om CcmeneHu msaxecmu 3ab07e8aHus, pe3yibmamos
HA3HAYEHHO020 JleueHUsl U NepeHOCUMOCMU NAYUEHIMOM J1eKapCmeeHHOLl cxembl;

- noddepxusgarujan ¢aza O00IHHA BKIIOUAMb eWeOHEeBHbIl NepopanbHblli npuem Maxkpoauoa
(npednoumumensHo #A3umMpoMUYUHA™™ ) U UH2ANAYUU #AMUKAYUHOM ** 8 couemaHuu ¢ 08yMsi-mpems
u3 cnedyrowux 0ONnoNIHUMeNbHbIX AHMUOUOMUKO8 NEPOPANbHO: #MUHOYUKAUH, #MOKCUDPNOKCAYUH™** u
#nuHe30nud™** (mabn.17). Bvibop npenapamos onpedensemcst (HO He OuKkmyemcsl) pe3ynsmamamul
mecmos Ha 4y8cmeumenbHoCMy K AHMUGUOMUKAM;

JleyeHuemM nayueHmos ¢ muxobakmepuozom, evizeanHsim HTME u3 epynnet M.abscessus complex
00J1IKCHBI COBMECIMHO 3AHUMAMbC cneyuanucmsl ho MB u muko6akmepuo3am, nocKoabsKy 00807bHO
uacmo y makux NayueHmos Nosi6nsemcs JIeKapCmeeHHAas HenepeHocuMocms U UHMOKcUKayus, u
moeda mpebyemcsi U3MeHUMb cxemy npuema aHmubuomukos;

s

Cxema 6HYMPUBEHHO20 86€0eHUsl #AMUKAYUHA™™ ¢ #YyepoKCUMUHOM U/uiu #UMUNEHeMOM U/ulu
#Mu2eyuKIUHOM s18715lemcst Haubonee pacnpocmpaveHHoll. K npenapamam ¢ ycmaxoeleHHol in vitro
aAKMUB8HOCMBI0 OMMHOCSIMCA MAKPONUObL (#KAAPUMPOMULYUH** U #A3UMPOMULUUH**), #N1UHe301Ud™%, a
make nepuodurecku: #yunpodaokcayur ** u/unu #moxcugroxcayur **(maobn.17).

BosHukaem ece 6oablie onaceHuti no 108ody mozo, 4mo JieueHur nayueHmos ¢ uHpexyueti, 86/36aHHOL
M. abscessus, y komopsix umeemcs Jubo zeH erm [160] (umo ¢eHomunuuecku ewvlpaxcaemcs 8
UHOYyubenvHoll peaucmeHmHocmu K maxpoaudy), aubo mymauus 23S rRNA (umo npueodum K
8bICOKOL KOHCMUMYMUGHOU pe3ucmeHmHocmu K MAakpoaudy) Moxcem npensimcmeosams nepexoo ¢
BHYMPUBEHHOLl HA NhepopaibHyl mepanuio (Yuumoléas OMHOCUMENIbHO HU3KYW 3(dekmusHocmy
nepopaibHo20 npuemMa aHmMuOuoOmuKkos), U 8 MakoM cayudae Moxcem OGbimb  NOKA3AHA
NPOOONHUMENbHAS/CBEePXNPOJOIHCUMELHASL BHYMPUBEHHA mepanust 08ymsa u Gonee 3¢ hexkmusHbiMu
aHmMuOuUOMuKamu.



Hapsdy ¢ #amuxayuHom™* #umuneHem™* sensemcsi o0HUM U3 npenapamos evlGopa 8 Kauecmee
conymcmayoweli 6HympueeHHOL mepanuu; npenapam umeem 6bICOKYI0 aKMueHoOCms in Vitro, 8 mo

apems Kaxk npoguib nobouHslx 3gekmos Orazonpusimuee, uem y yepokcumuHa u muzeyuxkauHa’
(mabn.17).

3

AKMuBHOCMb in Vitro #KJ1apumpoMuyuHa™* HeckobKo evlule, UeM y #A3UmpomuyuHa™*, o0Hako
OaHHble NO BJIUSHUI Ka#0020 U3 IMUX hpenapamos Ha skchpeccuto zeHa erm [160] npomusopeuusst
[161,162,163]. #Knapumpomuyur (mabn.17) sensemcsi 6onee MOUHbIM UHZUOUMOPOM (hepMeHMHOL
cucmembsl P450, uem asumpomuyuH, noamomy nobouHvle 63aumodeiicmeust npenapamos ¢ Hum 6osee
pacnpocmpaseHet.

#/lune3onud™** (mabn.17) demoHcmpupyem akmugHoCcmy in vitro e npubnusumensio 50% xynsmyp M.
abscessus. Tem He MeHee, HeoOx00umo Odelicmeosams ¢ 0C060LU 0CMOPOIHOCMBIO NPU JeueHuU
NayueHmos8 ¢ XPOHUYUECKUMU CONYMCMBYWUMU UHGEKYUIMU MeMmUYULIUH-Pe3UCeHMH020
30710mucmozo cma@uiokokka, m.K. OnUmenvHas mepanus JUHE30AUOOM MOMEem Cnposoyuposams
pesucmenmuocms MRSA.

#DMOPXUHOTIOHBL U #AMUHOYUKAUH U #OOKCUYUKAUH **(mabn.17). pedko 0eMOHCMpUpyom akmueHoCcms
in vitro, xoms OHU U 8KJII0UEHbI 8 CMAHOAPMHYI0 cxemy neverus [156,157,158].

e Kareropuuecku He PpeKOMEHIYeTCsS IPUMEHEHVEe MOHOTepanmMy MaKpOAUIAMMU VI MHBIM
AHTUMMKPOOHBIM CPEAICTBOM IIPU JIeUeHMM MUKOOaKTepro3a, BbisBaHHOro HTMB 13 rpymribr M.
abscessus complex ¢ 11e7bI0 TIPeIOTBpaIeHNs pa3BuTus pesucrentHoct HTMB [156,157,158].

(VYP - C, V]I - 5).

Ta6nuna 17. AHTUOGMOTHKY, TIPUMMeHsieMble Y MalleHTOB ¢ MYKOBMCIIMAO30M, TIPU BbICEBE U3
MOKpPOTbI/6POHXMAJIbHOTO CeKpeTa MuKoOakrepuit Micobacterium avium complex (MAC) wu
Mycobacterium abscessus complex (MABSC) [2,156,157,158], TIpuka3 Muusapasa P® ot 21.03.2003
N2 109 «O CcOBepUIeHCTBOBAHUYM MPOTUBOTYOEPKYIE3HbIX MeponpusTuii B Poccuiickoit

CDe,uepauMM». I/IHCprKLU/ISI 110 yHI/ICl)I/ILU/IpOBaHHbIM MeTOogaM MI/[KpO6I/IOJ'IOI‘I/I‘—IECKI/IX
MCCJIe,JlOBaHI/IIZ TP BbISABJIEHUM, IMAlHOCTUKU U JIRUEHUN Ty6ep1<yne3a.
AHTU6MOTUK CyTouHas posa CyTouyHas pnosa Cnoco6 KpaTtHocTb
AnA peten ANA B3pOCAbIX
#AMUKAUNH** [eTtam: 15-30 mr/ 10-30 Mr/kr pa3s B/B 1-2
Kr B [IeHb
Moppoctkam: 10- Unn
15 Mr/kr 15 Mr/Kr
MakcumanbHas MpumeHaTb pa3 B
posa: 1500 mr fleHb B TeyeHne 3
Heaenb
#AMUKaAUNH** 250-500 mr 250-500 mr NHransiumoHHo 1-2
#ANTPOMULINH** [eTtam: 10-12 mr/ 250-500 mr BHYTpb 1
Kr
MoapocTkam:
AO3MpOBKa  ANd
B3POC/IbIX
MakcumanbHasn
posvposka: 500
Mmr
#LUedokcntnH 50 Mr/kr 200 Mr/Kr B/B 3
(MakcumanbHas (MakcumanbHas
posa - 12 r/ nosa - 12 r/
AEHb) AeHb)
#KnapuTpoMuLnmH** 7,5 Mr/Kr 500 mr BHYTpb 2
(MakcumanbHas
nosa - 500 mr)
He 500 mr B/B 2
pekomeHayeTcs
#Ko-TpumMokcason (cynbdameTokcason 10-20 mr/kr 960 mr BHYTpb 2
TpUMeTOnNpumM)**
10-20 Mr/kr 1,44 1 B/B 2
#3TambyTon** MnapeHuam " 15 mr/kr BHYTpb 1
petam: 15 mr/kr
noagpoctkam: 15
Mr/Kkr
#UMUNeHem** 15-20 Mr/Kr ir B/B 2
(MakcumanbHas
nosa - 1000 mr)
#IlnHesonnup** <12 net: 10 wmr/ 600 mr BHyTpb 1-2-3
Kr
12 net u cTtapuwe:
10 Mr/Kr
(MakcumanbHas
Aosa- 600 mr)
<12 net: 10 mr/ 600 mMr B/B 1-2-3
Kr 12 netr wu
crapwe: 10 Mmr/kr
(MakcumanbHas
nosa- 600 mr)
#MokcundnokcaumH** 7,5-10 Mr/Kr 400 mr BHYTpb 1
(MakcumanbHas
nosa - 400 mr B
AeHb)
7,5-10 mr/ 400 mr B/B 1




(MakcumanbHas
nosa - 400 mMr B
LiEHb)
#MUHOUMKNINH 2 Mr/Kkr 100 mr BHYTpb 1-2
(makcumanbHas
posa - 200 mr)
#[OKCULIMKNNH <12 ner c 200 mMr BHyTpb 2
(npoTnMBONOKasaH AeTsM Ao 8 neT) MaccoW Tena
<50kr: 4Mr/kr
12 net u cTtapuwe:
200 mr
#PudamnuH (pudamnuunH)** 10-20 Mr/Kr <50 kr 450 wmr BHyTpb 1
(MakcumanbHas >50 kr 600 mMr
nosa - 600 mr)
#PudabyTun** 5-10 Mr/Kr 150-300 BHyTpb 1
(MakcumanbHas 150 wmr, ecnu
nosa - 300 mr) naumMeHT
npuHuMaeT
CUNbHbIN
WHrM6uTOp
n3ocbepmeHTa
CYP3A4
450-600 mr, ecnu
nauueHT
npuHUMaeT
CUNbHbBIN
CTUMYNIATOP
YP3A4
#CTpenToMULMH** 20-40 mr/ 15 Mr/Kr B/B 1
(MakcumanbHas (MakcumanbHas B/m
nosa - 1000 mr) fosa - 1000 mr)
#TUreumknuu** 8-11 net: 1,2 mr/ YnapHas nosa B/B 1-2
Kr -100 mr, 3aTtem -
(MakcumanbHas 50 mr
nosa 50 mr)
12 net u cTapwe:
ydapHas paosa -
100 wmr, 3atem -
50 mr
[Ipumeuvanne:
#HpI/IMeHEHI/Ie JIEKapCTBEHHOTO rnperapara BHe 3aperuCcTpMpoOBaHHBIX B MHCTPYKIINU

JIEKAapCTBEHHOIO CpencTBa IMoKa3aHuit IIPOU3BOAUTCA II0 pPEIIeHUIO BpalIE6HOI‘7I KOMHUcCCum cC

paspenieHus JIOKaaIbHOTO 3TMUECKOT0 KOMUTETa MeIULMHCKO Oprauu3anyum (py HaTUIUNn), Ipu

HaJIMYNN IIOAIIMCAHHOI'O MH(bOpMMpOBaHHOI‘O cormacus po,uMTeneﬁ (38KOHHI)IX Hpe,ZlCTaBMTEJIeﬁ)

1 pebeHKa B BO3pacTe crapiie 15 jieT.

Bce mnpenapathl, npumeHsiemble nipu Micobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) wHasHavaioTcs BHe wuHCTpyKumu (off-label) mo sku3HeHHBIM

IIOKa3aHUSIM.

BospacTHbie orpaHnMueHust yKasaHbl B JO3UPOBKAX [Jis I€Tel, pacueT MPUBOIUTCS B COOTBETCTBUMU
C CorlacoBaHHBIMM  peKOMEHJalusIMMu AMepMKaHCKOro (¢oHAA KUCTO3HOro ¢ubposa
(mykoBuMcIMmo3a) u EBporeiickoro o6iecTsa KMCTO3HOro ¢buépo3sa I10 JedeHn0 MIUKOOaKTepuosa

Yy IalMeHTOB C KHUCTO3HbIM (1)]/[6p030M, pPeKOMeHOauusIMM 110 BeOEeHUIO 6onesHeit JIETKUX,

BbI3BAHHBIX HETy6epKyI[93HI)IMI/I MI/IKO6aKTepI/I$[MI/I " APYIrMMM COIVIaCUTEJIbHBIMU OOKYMEHTaMM

[2,156,157,158].

Ta6amna 18. BaxkHble MOOGOYHBIE/TOKCUYECKME MEMCTBUS aHTUOMOTUKOB U PEKOMEHAyeMble
MeTozbl KOHTPOs 3a 6akTepussmu MAC u MABSC mipu MB [1,2,129,156,157,158]

So3uHobunus,
TpoMbounToneHns

aHemusi,

nenkoneHus,

VHTEepdepeHums ¢ ApyriumMu npo6upHbIMU
aHanusamu Ans M3MepeHust KpeaTUHWHa

CbIBOPOTKWN KPOBU

MpenapaTt Yactble no6oyHble/TOKCUYeCcKne MeToabl KOHTPONS
Aencreus
#AMUKaALUH** MoyeyHas TOKCMUYHOCTb I‘IpoaePKa KOHLEHTpaLum aMukauuHa B
KpOBM
MpoBepka KOHLEHTpaLuUu KpeaTUHWHa
B KPOBM
OTOTOKCUYHOCTb (3BOH B yliax, noTepsi | [lpoBepka cumnToMaTuku, [epBUyHOe
C/lyxa Ha BbICOKMX YacToTax) obcrefoBaHue, nposeseHue
nepvoAnYeckunx ayamorpamm
#A3MTPOMULIMH** TowHoTa, peoTa, Anapes Mposepka cMmMnToMaTUKM
OTOTOKCUYHOCTb MpoBepka CUMMNTOMAaTUKK,
ayavorpammsl
CUHAPOM yAnuHeHHoro uHtepsana QT IKI
#KnapuTpoMULMH** Fenatut MeyeHoYHble Mpobbl
VickaxkeHne BKYCOBbIX OLLyLIEHW MpoBepka cMMNTOMaTUKK
3aMe[sIeHHbIN MEYEHOUHbIN MeTabonnsm
pudabyTuHa MpoBepka cMMNTOMaTUKN
#LledokenTnH Jlnxopaaka, Cbinb Mposepka cMmMnToMaTUKM

06N KNMHUYECKUIA aHaNU3 KpoB#K

Vicnonb3oBatb Apyrue aHanusbl

#Ko-Tpumokcason (CynbdameTtokcason+ TowHoTa, pBOTa, Anapes [MpoBepka cMMNTOMaTUKKN
TpuMeTonpum)** AHeMusi, neikoneHus, TpoMboumToneHns ObWwmnit KNMMHUYECKUI aHann3 KpoBu
Jlnxopaska, Cbinb, cuHApoM CTuseHca-
J>xoHCcoHa MpoBepka cMMNTOMaTUKM
#3TamMbyTON** HeBpuT 3puTenbHoro Hepsa MpoBepka CUMMNTOMATUKMN (noteps
LIBETOBOrO 3PEHMSI/OCTPOTbI 3pEHMsT)
MepBuuHoe obcnenosaHune n
npoBefeHNe MEpUOAMYECKUX TeCTOB

AN NPOBEPKW _LIBETOBOTO 3peHUs W
OCTPOTbI 3peHuns?

3aknoueHmne odTanLMonora npu
BO3HUKHOBEHMU CUMMTOMOB




MNepudepnyeckasn HesponaTus

I'IpoaepKa CMMNTOMATUKU
nccnepgosaHue NpoBoAMMOCTUM HEPBOB

#NmnneHem**

lenatut

MeyeHouHble MPo6bl

#WMunenem** (npoponxeHune kypca)

TowHoTa, peoTa, Anapes

MpoBepka cMMNTOMaTUKM

TowHoTa, pBOTa, Anapes
[onoBoKpyxeHue
MurMeHTauns Koxu

#NnHesonna** AHeMus, nenkoneHus, TpoMGoUUTONEHUS 06Nt KNUHWYECKUIA aHanu3 KpoBu
Mepudepunyeckas HeBponaTus
MpoBepka CMMNTOMAaTUKKW/KINHUYECKas
oueHka/anekTpodusmonorusa
HeBpuT 3puTenbHOrO HepBa MpoBepka  cuMnTOMaTMKM  (MoTeps
LIBETOBOTO 3PEHMUS U OCTPOThI 3pEHUS)
MepBuuHoe obcnenosaHne n
npoBeJeHMe MepUoAUYECKMX TecToB
ANS MpOBEPKW LBETOBOTO 3PEHWst W
OCTPOTbl 3peHunsa
3aknoyeHne odTanbmonora npu
BO3HWKHOBEHUM CMMNTOMOB
#MokcudnokcaumH** TowHoTa, peoTa, Anapes lpoBepka cMMNTOMATUKMN
BeccoHHuLa, 6ecnokoicTBo, TpeBoxHoe | [poBepka CUMMTOMATUKM
paccTpoincTBo
TeHanHUT MpoBepka cMMNTOMaTUKK
CBETOUYBCTBUTEILHOCTb MpoBepka cMMNTOMaTUKK
CVUHAPOM yAnVMHEeHHoro nHtepsana QT OKIr
#MuHOUMKANH CBETOYYBCTBUTENILHOCTL MpoBepka cMMATOMaTUKMN

MpoBepka cMMNTOMaTUKMN
MpoBepka cMMNTOMaTUKMN
KnuHuuyeckas oueHka

#Pudamnuumn** n #pudabyTnH**

OpaHxeBoe oKpaluuBaHue
6ronornyecknx Xuakoctein (Bo3mMoxHoe
OKpaLUMBaHWE KOHTAKTHbIX JINH3)
lenatut

TowHoTa, pBOTa, Anapes

Jlnxopaaka, 03HO6

I'IpoaepKa CUMMNTOMATUKN

MeyeHouHble MPo6bl
MpoBepka CUMMTOMaTUKK

TpombouuTtonexuns Mposepka cMMNTOMaTKN

ObWmit KNMHUYECKUIA aHann3 KpoBu
MoueyHas HeA0CTaTOYHOCTb
(pudamnmuuH) AHanu3bl Kposu

YCKOpEHHbIV ~ MoYeyHbli  MeTabonusm
MHOFOYMCNEHHbIX NEKapcTB

Koppekuus [103UPOBKMN ApYruUx
NeKapcTB/ypOBHS B CbIBOPOTKE, Mpu
HaMumnm TakoBbIX

#PudabyTun** JlelikoneHus O6Wnit KMMHUYECKUI aHaNn3 KPoBU
Mepeanuii  yeeut (npu coveTaHun c | poBepka CUMMNTOMaTUKK
KNapuTPOMULIMHOM)
TPUNNO3HbIE CUMMNTOMBI, NOAWApTPanTus,
nonvMuanrua Mposepka cMMNTOMaTKM
#CrpenToMuumnH** MoyeyHas TOKCMYHOCTb PerynspHbie npoBepKu YPOBHS
CTPenTOMULIMHA B CbIBOPOTKE KPOBMU
PerynsipHble npoeepkun YPOBHS
KpeaTUHMHa B CbIBOPOTKE KPOBM
OTOTOKCUYHOCTb (3BOH B Yyllax, noTeps MpoBepka cMMNTOMaTHKK,
cnyxa Ha BbICOKMX YacToTax) MepBuuHoe obcnenosaHue,
nposeaeHne nepuoaNYecKnx
ayamorpamMm
#TUreunknnr** TowHoTa, pBoTa, Anapes MpoBepka cMMNTOMaTUKN

MNaHkpeatnt MpoBepka KOHUEHTpauuMuM amunasbl B
CbIBOPOTKE KpOBW>

fmnonpotenHemus MpoBepka KoHUeHTpauun anbbymuHa B
CbIBOPOTKE KpPOBU

BunupybuHemus MpoBepka KOHUEHTpauuu 6unupybuHa

B CbIBOPOTKE KpPOBU

17Tt oy deHyst MaKCYMAIbHOTO YPOBHS B 20-30 Ur/MJI M MMHMMAIBLHOTO YPOBHS <5-10 ur/mi.

IIpu nipyeMe 25 MI/KT/IeHb HeO6GXOMMO IIPOXOIMUTD eKeMeCSIYHbIE OCMOTPbI

3y JIUIIL C TIOUYEYHO JOCTaTOUHOCThIO

3.1.3.7.2 AuTH6GaKTepUaibHasd Tepanus MUKOOGAKTEPUO030B, BbI3BaHHBbIX MAC
(Mycobacterium avium complex)_

Obwumu cnedyem cuumams cnedyroujue peKomeHOayuu no aHmubuomukomepanuu nayueHmos ¢ MB,
uH@uyuposarmsix MAC (Mycobacterium avium complex): [156,157,158]

e B oryyae ¢ YyBCTBUTENbHON K #KIAPUTPOMULIMHY** HOpMOII OpaskeHMsT HETyOepKy/Ie3HbIMU
mukobakrepusimu Jierkux (HTMB) rpyminsl MAC peKOMeHJOBAaHO MPUMEHSITh JIeKapCTBEHHYIO
CXeMy JIeUeHMsI Ha OCHOBE eXKeJHEBHOTO ITepOpabHOTO ITpyeMa MakpoIuaa (IIpeArnoyTUTeTbHO
#asutpomMuMHa**), #pudamnunmna™ u #arambéyrona** (tabm. 17) [156,164];

(VVP -C; VO -5).
KommeHnTapum:

He pexomeHOyemcs NpumeHsams npepwlucmyro cxemy (mpu pasa 6 Hedesi) nepopanbHozo npuema
armubuomuxos oas seueHus HTMBJI epynnst MAC;

Ipu neuenuu HTMBJI epynnst MAC npogodums HauanvHulli Kypc #amuxayuHa™* gHympueeHHo npu
Haauuuu 00H020 UU HECKONbKUX HUMCECTIEAYIOWUX YCI08UTL:

- NONONUMENbHBII MA30K HA HaAauuue Kucaomoycmotiuuesix 6akmeputi (KVE) 6 mamepuasne u3
JdvlxamenvHbIX nymeti;

- PEHMZEeHOoI02uUUecKas KapmuHa 06[96130661Hu}1 8 Jle2KUX KasepH uiu msenoti LlH(i)EKL{l,ll/l,'

- CucmemMHbsle NpU3HaKu 3(160]16661Hu51;



JleueHuem nayueHmos ¢ ¢opmoii HTMBJI zpynnet MAC, pe3ucmeHmHol K #KaapumpomuyuHy ™
OO0JIHCHBI COBMECMHO 3AHUMAMbCs cneyuanucmet 8 oonacmu HTME u MB.

ITayuenmest ¢ 8vicOKOU GakmepuanvHoll Hazpy3koti (C02JIACHO NOJIOHUMETILHOMY pe3ynsmamy 6 mecme
MUKPOCKONUU MA3KA MOKPOMbL, HAIUYUK KABEPHDL U/UNU CYUeCMBEHHbIX 80CNANIUMEIIbHBIX NPOUECCO8
6 JIe2KUX, UlU CUCMeMAamuyeckux CUMNIMoMO8 Ha PeHImzeHe) Mozym nouyecmeosams yayuuleHue nocje
nepsoHauansHozo (1-3 mecaya) kypca uHsekyuil #amuxayuHa™* unu #cmpenmomuyuxa **(maén. 17) e
dononHeHue K CmaHoapmHomy Kypcy JiedeHus U3 mpex npenapamos ot nayueHnos ¢ 3a601e6aHusimu
Jezkux, 8vi38anHsiMu MAC. Hmerowjuecs 0aHHble He NOKA3bI8AIOM pa3nuuuil Mexcdy moKCuuHOCmsio
npu npueme 15 me/xe #amukayuna** (mabn. 17) 1 pa3 e denwv unu 25 me/kz mpu pasa e Hedento [165].

IpumeHeHnue #amukayuHa** e sude uHzansayuli (nekapcmeeHHas opma ona uHsekyuti) (mabn. 17)
8Mecmo 8HYMpPUBEHHO20 AMUHOZAUKO3UOA Moxcem Ovimb 6Gosiee NpednoumumenvHviM 88UJY MeHee
muwamensHozo Hab00eHUss U MeHbUlezo MoKcuueckozo deticmeus, 00HAKO OaHHble pe3ylbmamos
JleueHus ocmaiomcsi HenoJHbIMU, U 3 pekmusHocms makozo neueHus Ons NAYyUeHmMos ¢ KasepHol
JlezKux, ¢ cyomepanesmuuecKumMu ypogHIMU Jiekapcme comHumesnvHa [115].

e Kareropuuecku He PEKOMEHIYETCS IPUMMEHEHMe MOHOTEepaIuy MaKpOJIMIHBIM IperapaTom
WX MHBIM aHTUMMKPOOGHBIM cpemcTtBoM Iipu JiedeHunu HTMBJI rpynmbi MAC c 1e/bio
MpOGWIAKTUKMA Pa3BUTHS pe3ucTeHTHOCT [157,158].

(YVP -C; VI, -5).

KommenTapwuii: OCHOGHbIMU (pakmopamu pucka 0ns paseumus y nayueHmos ¢ 3a00neeaHusmu
nezKux, evi38amHsimMu MAC, ycmoliuugocmu K #KAapumMpoOMUyuHy** aensomcsa MakpoaudHas
MoHOmepanust u npedvioyujee JjeueHue MAaxkpoaudamu ¢ Hecoomeemcmeyowumu O0nOIHAOUWUMU
npenapamamu. IToamomy, Heo6x00UMO He3amMeoNUMmenbHo NPeKpamums npUeM Makpoaudos (00bIUHO
Nponucsl6aemslx 6 Kauecmee NpomueosoCcnanumesnsvHslx npenapamoe npu MB) nocie usonayuu
Mukobakmeputi, hpu 3mom Maxkponaudsl HUK020a He OO0JHHbL NPONUCLIBAMbCS Ol JleueHus.
3ab6osiesanuli nezkux, 8vi3earHbix MAC, 6e3 08yx coomeemcmayowux 00NonHSIIOWUX npenapamos.

MaxponudHnas mepanusi 06b14HO He peKOMeHO08aHA Npu 3a00ne8aHUSIX JieeKUX, 8bl38aHHbIX MAC, npu
ycmotiuueocmu K #Kaapumpomuyury** [164] 00Hako mMakpoaudsl Mozym 0Ka3wleams 61azonpusmuoe
enusiHue npu MB 6nazodaps ceoum ceolicmeam He-aHmubuomuxos. Knapumpomuyur-ycmotiuugsie
nayueHmst ¢ 3a601e6aHUIMU J1e2KUX, 8bi36aHHbiMu MAC, mMozym ucnsimoslieams 3¢gexkm om JieueHus
napeHmepanbHO20 AMUHO2IUKO3UAA, #pupamnuyuxa™* (00viuHo #pupabymuna™*) u #amambymona
8 couemaHuu ¢ OOHUM UJU HeCKONbKUMU OONONHSIOWUMU npenapamamu (ydumoleass He6onbuloe
KOJIUUeCmeo OaHHbIX NPAKMuueckux pekomeHoayuti) (mabn. 17), makumu Kak #pmopxuHoJIOHbl
[164,166,167]. #Pugabymun™**(mabn. 17) moxem dasame noaoxcumensuotli dppekm npu neueHuu
KAapuUmMpoMUYyUH-yCmMoluusslx nayueHmos ¢ 3abonesaHusimu Jieekux, 6vi3eaHHsimu MAC, 00Hako
uacmo nposeasiomcs nobouHsle deticmeust (0C00EHHO, NAMON02UUECKOe U3MEHeHUe Kposu,
paccmpoticmeo H#enyo0ouHO-KUWeuH020 mpakma, noauapmpaneus), Komopsle mpedyiom CHUMEHUs]
0030l U NOHOTI 0cmaHo8Ku JieueHus [168,169,170).

k%

e B wryuasx BbISIBJIEHMS Y MMaIeHTOB ¢ MB 6omee ogHoro Buaga HTMB pekoMeHyeTcsl TPOBOAUTD
MMKPOOMOJIOTMYECKOe MCC/IeqOBaHMe Ik OIpeIeeHNsl TOro, KaKkasi/Kakue U3 MUKOOaKTepuii
BBIZIE/ISIETCSI TIOCTOSIHHO, M KaKasi/KaKue SBJISIIOTCS TIPUYMHOM IOosIBIeHUsT 3a6oJieBaHus.
[171,172].

(YVP -C VI -5).

e PeKOMEHJIOBAaHO IIAI[MEHTOB C MYKOBMCLMIO30M C 3a60JIeBaHMUSIMM JIETKUX, BbI3BAHHBIMU
HTMB o6cnenoBath Ha mpeameT ABJIA, Tak Kak MMKOGAKTEPMO3bl, HEPEOKO COUYETAITCS C
aJuIepruYeckM GPOHXOETOUHBIM aceprIie30M 1/Miy BeiceBaMu rpuboB poma Aspergillus B
MOKpOTe M 06pasiax 6pOHX0aIbBEOISIPHOTO JaBaka [156].

(YYP -C V[ -5).

KommeHTapum: B makux cayuasx pekoMeHO08aHO Nnposodums mepanuio obeux uHgpexyutl.
Tockonvky #pupamnuyun™* (epynna npomueomybepKyne3Hvle npenapamol) YcKopsiem noueuHsili
MemabonusM Mpuasonosslx Npomueozpubkosslx npenapamos, JieueHue —acnepeusie3d npu
3a0onesanusix JezKkux, evl3eanHoix MAC, npedcmasnsemcs 0Oonee cnoxcHoiM. Ilepssili cnocob —
npumeHsamo #pugabymux™* emecmo #pupamnuyura** (neueHue #pugpabymurom™* conposoxcdaemcs
UHOYKYUELl NeueHOUHbIX (PepMeHIM08, OMHOCAWUXC K nodcemeticmay uumoxpoma P450) e couemanuu
¢ 00blUHBIMU QONONHAWUMU npenapamamu 0na apadukayuu MAC u #80puKoHazonom™* umu
#N03aKOHA30710M ™%, KOmMopblli  Moxcem 0Oblmb MeHblle nodsepyceH Oelicmeuto  OONOTHAUUX
npenapamos #pugabymuna**, uem #80puKoHa3osl**, ¢ KOppeKMuposKoli A03UposKuU 8 cO0M8emcmauu
C yposHsaMu KoHyeHmpayuti (mabn. 17) [156,173,174]. IIpu HedocmynHOCMU Mmepanesmuyeckozo



JIeKapCmeeHH020 MOHUMOPUHzd 8MeCMo #pugamnuuyuta™* moxem npumeHsmocs #amukayuH™ uepes
Hebynatizep [115,156,175].

Pe3synomamst npogedentozo 6 HUHW meduyurckoli muxonozuu um. ILH. Kawkuxa 6 2014-2017 ee.
uccnedosaHus  ceudemeibcmayom,
603Hukaemy 22% nayuenmos ¢ MB, a pasnuuHsle 6apuanmsl acnepeunnesda - 9,2% [176].

umo KoJoHusayus OvixamenvHolx nymetl Aspergillus spp.

Haubonee uacmolli 8apuanm acnepeuiie3a y nayueHmos ¢ MB - annepeuueckuti GpoHX0Je20UHbIL
acnepeusne3 (ABJIA). Yacmoma ABJIA y nodpocmkos u 83pociivix nayueHmos ¢ MB — 10-15%, pexce y
demeti maadutezo 8o3pacma [33,34].

XAJI passusaemcs y 2-5% nayuenmosg ¢ MB. HHea3ueHblll acnepeuine3 nezkux y nayueHmos ¢ MB
8o3Hukaem pedxo (0,5-1%) [176].

Ipubst poda Aspergillus moeym KonoHU3Uposams OdvixamesibHole nymu nayueHmos ¢ MB unu

6bl3bl6amb, 6 3ABUCUMOCMU OM COCMOSIHUSL UMMYHHOU cucmemsl nayueHma, aiiepzudeckuti
OpoHxosiezoumblii acnepeunne3 (ABJIA), xpoHuueckuili acnepzunne3 nezkux (XAJI) U UHBA3UBHBLII

acnepeunnes (UA) [10,32,61,62].

e PexomMeHJI0BaHO NpMMeEHEHMe aHTUMUKOTUYECKIX TIPerapaToB KaKk STMOTPOITHON Tepanuy Mpu
ABJIA n XAJI (Ta6n.19) [10,32,61,62].

(YYP - C, VI - 5).

Ta6muna 19. AHTUMMKOTUKY, TpuMeHsiemMble pyu ABJIA u XAJI

AHTUMMUKOTUK CyTOuYHble  [03bl CyTouHble  fA03bl MyTb BBeaeHus KpaTtHocTb
ana peten 2-12 ANA B3POC/bIX npuema B AieHb
ner un 12-14 ner c
Maccoi Tena<50
Kr
18 mr/kr 400 mr 2
#BopukoHason** BHYTpPb
(npoTMBOMNOKa3saH AeTaM Ao 2
ner)
#WTpakoHason no 12 ner 5 wmr/kr, 200 - 400 mr BHYTpb 2
(TabneTkn NpoTMBOMNOKasaHbl AeTSM A0 cTtapwe 12 net 200
3 net) Mr
#lo3akoHazon** - 800 mr BHYTPb 1
#KacnodyHrnH** 70 Mr B 1-i1 AeHb, 70 Mr B 1-i AeHb, B/B 1
(npoTvBONOKasaH fAeTsM A0 3 Mec 3aTtem no 50 mr 3aTtem no 50 mr
KU3HW)
#AMdpoTepUUMH B [nnnocoManbHblii 1. 3 Mr/kr/cyT 3 mr/kr/cyT B/B 1
#AmboTEPULIMH B [vnuanbiii 5 mr/kr/cyT 5 mr/kr/cyT B/B 1
Komnnekc].
#AMboTEPULMH B** 0,6-1,0 mr/kr/cyT 0,6-1,0 mr/kr/cyT B/B 1
#AMboTepuUMH B [nnnocomanbHbIi ] 12,5 mr 12,5 mr #WHrangaumm 4yepes ABa pasa B HeZent
(dbopma ans WHBEKLMOHHOI0o Hebynaitzept:
NpYMeHeHns)
(npoTMBonokasaH JetsM pao 1 Mec
KU3HU)
#AmbOTEPULINH B [mnuaHbii 12,5 mr 12,5 mr #WHrangaumm 4yepes ABa pasa B HeJento
KOMMJieKc] Hebynaiizepl:
(dopma ans WHBEKLMOHHOIO
NpUMEHeHUs )
I[Ipumeuannsi:

“IIpumenenue JlekapcmeeHHoz0 npenapama y demell 6He 3apezUCMPUPOBAHHBIX 6 UHCMPYKYUU
JIEKAPCMBEHH020 Cpedcmea NOKA3aHuli npou3eooumcs Nno peuleHuio 8pauedHoli Komuccuu ¢
paspewenust JIOKAIbHO20 3MUUECK020 Komumema MeOUYUHCKOL op2anusayuu (npu Haiuuuu), npu
Haauuuu NoONUCAHHO20 UHMOPMUPOBAHHO20 cozacus podumesneli (3aKOHHBIX npedcmasumeneti) u
pebeHKa 6 8o3pacme cmapuie 15 iem.

I _ [pumenenue nekapcmeeHHslX (Gopm Ons NapeHmMepansHozo npumeHeHust 6 6ude UHZANAYULL

paspewaemcst KOHCUAUYMOM CNeyuanucmos no Hu3HeHHslM NOKA3AHUsIM C paspeweHus JIoKkansHoz20
2Muueck020 Komumema MeOUYUHCKOL 0p2aHu3ayuu, npu HAIUHUU NOONUCAHH020 UHGOPMUPOBAHHO20
coznacus podumeneili (onekyHa) u peGeHKka 6 803pacme cmapwe 14 nem, 8 YC/I08UAX
cneyuanu3upos8aHHozo cmayuoHapa. B oanvHetiuiem npu xopouleii nepeHocumMocmu hpuem npenapama
paspeuier 8 amOyJIamMopPHbIX YC08USX.

2 - Hneansyuu #Ampomepuyuna B [nunocomansrozo] unu #Ampomepuyura B [JTunudHozo

Komniexcaj mozym 6vlmb ansmepHamugoll unu O0OnonHUmMensHol npomueozpubkosoli mepanueti 8



neueHuu ABJIA npu HedocmamouHoli 3¢ppexmueHocmu mepanuu CUCIEMHBIMU AHIMUMUKOMUKAMU,
HenepeHocumMocmu a3oneHelx JIC uiu nomeHyuanbHo ONACHBIX JIeKAPCMBEHHBIX 83aumodelicmeusix
[115,178].

Ipu Hanuuuu MeOUYUHCKUX NOKA3AHULL (N0 HCU3HEHHbIM NOKA3AHUSIM, BKIKUASl UHOUBUOJYATbHYH
HenepeHocumMocms, 0anee — N0 HU3SHEHHbIM NOKA3AHUSM) N0 peuleHuio epaueOHoll Komuccuu
ocywemesnsemcss  HA3HaueHue — JIeKAPCMBEHHbIX — npenapamos  He N0 MeWOYHApoOHOMY
HeNnaHmeHmMo8aHHOMY HAUMEHOBAHUN, d N0 MOp2080MYy HAUMEHO8AHUil0 (uacmou 15 cmamou 37
@edepanvHozo 3akoHa om 21.11 2011 N2 323-D3 «O06 ocHosax oxpaHsl 300p08wbs 2paxcdan Poccutickoti
@edepayuu» u nyHkm 6 Ilopsadka HasHaueHust JeKApCMeeHHbIX Npenapamos, Gopm peyenmypHbix
ONaHKO8 HA JleKapcmeeHHvle npenapamol, NOpsioka oQpopmaeHus YKA3aHHbIX OaHKO8, UX yyema U
XpaMeHus, ymeepxoeHHozo npukazom Muuzdpasa Poccuu om 14.01.2019 N°4n). Pewenue epaue6Holi
KoMuccuu opopmisemcst NpOMOKONOM U 8HOCUMCS 8 MEOYUHCKYI0 OOKYMeHmayuio nayueHma.

TIpu ucnonv308anHuu #80pUKOHA30NA™™ U Opy2ux cpedcme 2pynnsl mMpuasojos ecezoa ciedyem
yuumoleamos  803MOMCHOCMb  JIeKAPCMBEHHbIX  83aumodelicmeuti. Hanpumep, npu HasHaueHuu
#80PUKOHA30A™™ cnedyem OmMMeHUMs pupamnuyun™* uiu Opyeue uHOYKMOpsl (epmeHmos
yumoxpoma P-450 (uHeubumopsl npomoHHoU nomnst, kKapoéamasenuu™*, peHumouH**), nockonvKy 6
2MuX Cyuasx mepanesmuueckdas KOHUeHMpayus #80pukoHasona™* @ nnasme u mkausx o0bIUHO He
docmueaemcsi.

V nayuenmos, nonyuarwux onumensHylo mepanuio #80puKoHazonom™**, mozym pazeumscst KOXCHvle
peakyuu gdomouyscmeumensHocmu. Bo epems JleueHUs nayueHmam pekomeHdyemcs usbezamo
UHMEHCUBHO20 UL ONUMNENIbHO20 00JIyUeHUSs] NPSAMBIM COTTHEUHBLM CE8ETNOM.

Tepanusa ABJIA

e [Ipu ABJIA peKOMeHIOBaHO MPUMEHEeHNe KOPTUKOCTEPOUIOB JJis CUCTEMHOTO TIPUMEHEHUS U
MMPOTUBOTPMUOKOBBIX JIEKAPCTBEHHBIX CPEICTB TPYIIbl TPUA30J0B (#BOPMKOHA30M™ ™
#uTpakoHason) (Ta6m.19)[32,179].

(YVP - C, VI - 5).

KommeHTapuii:  Hcnonws3oeaHue  KOPTUKOCTEPOUAOB IS CUCTEMHOTO  TIPMMeEHEeHMS
DPEKOMEHO08AHO  NpU  BblpaMeHHOM  OpOHX000CcmpykmugHoM  cuxdpome (BOC),  Hanuuuu
203UHOPUNLHBIX UHPUNLIMPAMOS 8 JleeKUX UlU HeadexmusHocmu npuMeHeHUs: NpomugozpubKoesix
JIeKapCcmeeHMbIX cpedcme epynnsl mpuasonos [32,61,179].

Zna kynuposaHus GPOHX000CMPYKMUBHO20 CUHOPOMA U 303UHOQDUNBHBIX UHDUILMPAMO8 8 JleeKUX
HasHauaiom npedHusonoH** no 0,5-1,0 me/ke/cym 6 meueHue 14 OHeli 8 3a8uUcUMOCMU 0M CMeneHu
OpOHX000CMPYKIMUBHO20 CUHOPOMA.

Kpumepusmu a¢gekmusHocmu  ciyxwam KynuposaHue KAUHUYeCKUX NPU3HAKO8, UCUE3HOBEHUE
D03UHOPUNILHBIX UH(PUNLIMPANOE 8 JIe2KUX U CHUXCeHUE YposHs obulezo IgE 6 cvisopomke kposu. ITocne
docmudieHus Ipekma nocmeneHHo CHuXcarom 003y npenapama éniome 00 0mMeHsl 8 meueHue 3-4
Hedesb.

Bo epems pemuccuu nayueHmst 8 cneyuguueckoii mepanuu He Hy#0aomcs.

Ipu peuuduse ABJIA 8H08b NPUMEHAM #80PUKOHA30 ™™ UnU #umpaxkoHason (mabsn.19) e meuenue 2—
4 mec, npu svipaxceHHom BOC — npedHU3010H**

Kpome peuyudusa ABJIA nokasamusmMu K HA3HAYEHUIO MPUA30J108 56Jiemcs 3asUcUMocms 0om
KOpMUKOCmepouoo8 07 CUCMEMHO020 NpuMeHeHus, UX HedocmamouHas 3pdekmusHocms u
8bIPAXCEHHDLIE HeXcelameibHble I pexmaol.

Tpumenenue npomueozpubKo6slX JeKAPCMeeHHbIX Cpedcme 2pynisl mpuaszonos y nayuenmos ABJIA
no3eoJjisiem 00CMo8epHO YMEHbUUUMb NPUMEHEHUE KOPMUKOCmepoudos 01l CUCMEeMHO20 NPUMEHEHUS,
npugodum K yayuuleHuio GyHKYuu 6HewHe20 ObIXaHusl U YMeHbUeHU0 uacmomol peyudusos ABJIA.

Tepanua XAJI

e PexomeHI0OBaHO B KauecTBe jedeHNs1 XAJl y manueHTOB ¢ MB 1Cronb30BaTh AJINTENbHBIN KypC
MIPOTUBOIPUOKOBBIX  JIEKAPCTBEHHBIX CPEICTB, JieueHue «(hOHOBOrO» 3ab0/eBaHMUS U
YMeHbIlIeHe SITPOTeHHOV MMMYHOCYIIpecCuM, a TakKe XUPYPruuyeckoro yraaeHus O4aroB
nopaxenus. [8,10,11].

(YYP - C, VI - 5).



KommenTapwii: Iayuenmot ¢ XAJI HymOaiomcs 6 OaumensHoM HabnwdeHuu st KOHMpOas
3a6o0/e8anus U C80e8peMeHH020 JeueHus peyudusa. OCHO8Y AHMUMUKOMUYUECKOU mepanuu
cocmaesisem npuMeHeHUe NepopabHbIX #80PUKOHA30/A™™ unu #umpakonasona (mabn.19)).
#IT03aKOHA30/1** NpuMeHsom npu HenepeHoCUMOCMU #BOPUKOHA30]IA™* uau #UmpaxkoHdasoa.
#KacnogyHeun** (mabn.19), a maxxce #Ampomepuyur B [nunocomansHolii] unu #Ampomepuyux B
[/Tunudnstii Komniexkc] unu o6viuHbili (mabn.19) HasHauarom 6/8 npu HeaekmusHocmu nepopanbHoviX
npomue0zpudbKo6slX 1€KAPCMBEHHBIX CPedCme 2pynisl mpuasosios.

AnbmepHamueHbLii Memoo JeueHus — #6Hympunoaocmuoe 8gedeHue ampomepuyuma B**

BaxcHoti cocmasnsaioweti neuenuss XAJI 'y 6onvHsix MB sensemcs  yayuuleHue 3Kcnekmopauuu
MOKpPOMbl.

Koppexuyus ummyHHo20 depekma 00b1uHO 00Cmuzaemcs: yCnewHsiM JieueHuem 0CHO8HO20 3a00/1e8aHUS
U CHUdeHuem 003bl KOPMUKocmepoudos 0711 CUCIEMHO020 NPUMEHEHUSL.

Xupypzuueckoe 8MeulamensCmeo — 8axHuIli KOMNOHEHM KOMNAeKcHozo eueHust XAJL. OOHO3HAUHbIM
nokasavuem s6J9emcs 8bICOKUll PUcK Wiu paseumue JiezouHoz0 KposomeueHus. Ymobvl yMeHbUUMD
8€pOSIMHOCING UH(UUUPOBAHUS MKAHell U passumus cheyu@uueckoli amnuemsl niespsl, 00 U NOCie
onepamueHoz0 JieueHus NPUMEHSIIM 80PUKOHA301™™ ulu UmpakoHason (Xupypeuueckomy JieueHuio
Mozym npensimcmeosams pAacnpocmpaHeHHOCMb NOPAXMEHUsl, MsHecms COCMOSIHUSL nayueHma u
8bIpaXeHHas JbixamesnvHAas HeOOCMAMOUHOCMb, A MAKHe MHOXECMBeHHble acnepeuiiomsl. Yacmoma
0C/I0XCHEeHUTI (KposomeueHue U Np.) Npu onepamusHoM JiedeHuu Moxcem docmuzams 5—20%.

3.1.5 Tepanusg BHEIIHECEKPETOPHOI HEeIOCTATOYHOCTY IO/KETYI0YHOI Keae3bl

e 3aMeCTUTENIbHYI0 Tepanui maHKpeaTnueckumu ¢epmenTamu ([laHKpeaTuH**), (B Bume
MUHUMUKpOCchep, ¢ pH-UyBCTBUTENbHBIM IOKPBITHEM 6€3 MpUMeHeHUsI MeTaKpUIOBOI
kucnotel [180,181,182,183,184] ¢ nau 6e3 KelaTHHOBON KalCy/Ibl) pEKOMEHJOBAaHO Ha3HAUATh
BCeM IallyieHTaM, BKJI0Yasi HOBOPOXAEHHBIX ¢ MB, mmeromyM KIMHMUYECKUE MPOSIBIeHUS
KUIIEeYHOI'0 CMHIPOMA MM HU3KYI0 KOHLIEHTPal /10 [TaHKpeaTuyeckoii snacrasbi-1 B kane (<200
MKI/T) TIpM OTCYTCTBMM TIPOTMBONOKasaHuii. llenb BMellaTenbCTBa —  KOpPpPeKUMS
BHEIITHeCeKPeTOPHO! MaHKPeaTU4yeckKoi HeITOCTATOUHOCTH (M0 KIMHUYECKUM TI0Ka3aTessiM U
OTCYTCTBMeE HeTPaabHOTO XXMpa B Konporpamme) [2,12,182,183,184,185].

(YYP - B, VI - 3).
- nokasamenu Konpozpammsl, 8 nepayio ouepedb KoAUUecmeo HelimpaibsHo20 ¥upa;

- yacmomy u xapaxkmep cmynaa;

- eeMecIUHyI0 NpubasKy Maccel med u OUHAMUKY pocma nayueHma.

Zlns eoccmanosneHuss adek8amHoll accuMuIAyuU ¥upa ciedyem npumeHsmes 8bICOK0IPpexkmueHoie
namkpeamuueckue epmenmst 8 8ude MUHUMUKPOCEp, umo 8 OGOJbWUHCIMEe Cyuaed no360jsem
KOMNEHCUPO8AmMs CMeamopero U yMeHbUUMs deuyum maccel med.

IokasaHus: 8ce nayueHmMsl ¢ NPUHAKAMU HedOCMAMOUHOCMU IK30KPUHHOL (PyHKYUU NOOHEeNYOOUHOL
JHcene3nvl (cmeamopest (HelimpanvHolil #Up 8 KOnpozpamme), CHUMIEHUE NAHKpeamuueckoli snacmasoi-1
menee 200 mKe/2).

TIpomusonoxasamusi: UHOUBUOYANbHASL HENEPEHOCUMOCHD.

Boibop nymu eeedeHusi: 6Hympb 00 U 80 8pems Kaxc0oz2o hpuema nuwju. ITaHkpeamuueckue gepmenmot
He cnedyem HasHauams nocie edsl. Kancynst, codepxcauiue MUHUMUKPOCHEPbI, MOMHO 8CKPbIBAMb U
NPUHUMAame Ux co0epiumoe 00HOBPEMEHHO C HeBONBUUM KOJUYECEOM NULU, UIU NPUHUMAMb
UEeJIUKOM, He BCKPbIBAs, eCU peGEHOK yxce A0CMamouHo GONbWOL U MOXCeM NPOAOMUMb KANCYJTY.

Oyenka a(gekmusHocmu JjeueHus: K KIUHUYECKUM nokazamensm adekeamuoil 003UuposKu
naxkpeamuueckux ¢pepmenmos ciedyem omuecmu: yayuuleHue npubaeku eeca demeti, ymeHblleHUe
obsema cmyna, e2o 4acmomel, yMeHblUleHUe 3JI060HHO20 3anaxd, ucue3HoseHue 0oJiell 8 iugome.
JlabopamopHsle nokazamenu — ymeHolUleHUe CmeneHu cmeamopeul.

OHGHK(J 6e3onacHocmu jieueHust - N0 KJAUHUUECKUM npu3sHaxkam.

JlononnumenvHble 3amMeyaHusl:

TTod6op 003 naHkpeamuueckux epmeHmos nposooumcs IMNUPUUECKU.



o Jloza naHkpeamuHa uHOUBUJYanvHa ons Kax}c0ozo nayueHma.

o 'V GonbuiuHcmea nayueHmos 003a 00JIXCHA 0cmasamscs MeHsuie uau He npegsiiuams 10 000 E no
nunase Ha 1 ke maccot mena 6 cymku unu 4000 E/T Ha 1 2 nompebieHH020 Heupa.

o T10060p 003bl MOXCHO HAUAMB 8 3ABUCUMOCMU 0M MACCHL MeJd, 4mo cocmasJisiem 8 Hauase JieueHusl
1000 E[l/kz no aunase Ha kaxcbili npuem nuwu ons demeti maaduie uemoipex sem u 500 EIl/ke no
Jlunase 80 8pems npuema nuwju 073 demeti cmapuie uemslpex Jiem u 83pocasix. B danvHetiuiem 0o3a
MOXcem nocmeneHHoO NOBbIUAMbCS 00 HOPMANU3AYUU CUMNMOMO8 cmeamopeu. /o3y ciedyem
onpedensimy makxe 6 3asucuMocmu Om 6blPAMEHHOCMU KUWEUH020 CUHOpOMA, pe3ylbmamos
KOHMpons 3a cmeamopeeti u noddepxcanus adek8amHozo HympumugHozo cmamycd.

o HoeopoxdeHHbIM HA Kaxovle 120 M numanus (CMecb UaU XeHCKoe MOJI0K0) cmapmosas 003a
paccuumoieaemcsa kaxk 2500-3333 EJl aunaswt (1/4-1/3 kancynst npenapama ¢ akmusHocmoto 10 000
E/l 1unas3el 8 kancyne). dmu 0o3st coomeemcmaytom npumepto 600-800 E/ iuna3sel Ha 1 2 nuujessix
HUpos win 1o Y4-1 MepHOIt JT0XKKe KUIIeUHOPACTBOPUMBIX TpaHynl u3 duakoHoB [11, 12, 57]. B
Hacmosiujee 8pems pekomeHdyemcsi hoocuem navkpeamuueckux pepmenmos no nompeonsiemomy
Hupy ¢ pacuemom Koapguyuenma Ha 1 ep xupa. Zloza paccuumsieaemcsi uHOUBUOYATLHO.
Honycmumbste 3HaueHus koappuyuenma om 500 do 4000 E/l Ha 1 2p xupa.

oV psda nayuenmos, 0cobeHHO npu 6e1K080—3Hepzemureckoli HedocmamouHocmu, 2unepayudHocmu
U Opy2ux cOCMOSIHUSIX, MOX(em NOHAA06UMbCs nosvluleHHAs do3a naHKkpeamuHa 6Gosnee 10 000 E/T no
aunaze Ha 1 ke maccet mena 6 cymku unu 4000 EII Ha 1 2 nompebneHHO20 Xupa
[186,187,188,189,190,191,192,193,194].

o He cnedyem nossiuiamse 003y pepmeHmos 0o oueHs 8bicokoli (>18000-20000 EJ nunasvl/ke 8 Cymku,).
B OanvHetiwiem 0o3a nodeepeaemcsi KOppekyuu HA OCHO8E KJIUHUYUECKUX CUMNMOMO8 U
nabopamopHsix daHHbix. Cnedyem nomHuUmMs, umo npumepHo y 10% nayueHmos HedocmamouHocms
nodxceny0ouHoli yeeneswl He noddaemcst noaHol Koppexyuu [12].

o adexmusHocms mepanuu NAHKpeamuueckumu GepmeHmamu uHo20a MOMCHO NOBbICUMDL NPU
00HOBPEMEHHOM npuMeHeHuu #pamomuduna (npomueonokasan e Oemckom 03pacme),
panumuduna” (npomusonokasan demsm 0o 12 nem), omenpasona’ (npomugonokaza demsm 9o 2
Jlem) unu 330menpasonda (neinemes. - npomueonokasaums. Odemsm 0o 1 e0da, mabnemku
npomueonokasaxsl demsam 0o 12 nem. [laHHele npenapamsel mozym 06blimb HA3HAUEHbl 8 Cyude
nompe6HOCMU 3HAUUMENbHO20 YeenuueHus: 003 NAHKpeamuueckux @GepmeHmos u/uiu npu
omcymcmeuu ux Jieue6Hoz20 3pdexkma, umo Mmoxcem Obimb 006YCN08EHO NOBbIUEHHOU
KUCIOMHOCMBI0 J#e/Iy0OUH020 COKA U He00CMamoyHslM Owelauueaduem xumyca 6 12-nepcmmotl
Kuuike [15,65].

Jleuerue duabema npu MB (M3C/) 8 yenom 00nHHO CO0M8emcmeaosams cmaHdapmam nomMowu ecem
nayuenmam ¢ Ouabemom; HO umelomcs 0cobvle mpeGo8aHus K JieueHur nayueHmos ¢
MyKosucyudozom [42,67].

e PeroMeHIOBaHO JieyeHMe ManyueHToB ¢ M3C/l y crienyanncToB MHOTOMPOGIIBHON KOMaH/IbI,
MMeloleli ombIT paboTel ¢ M3CI, 1 TPU 3TOM MOAJEPKMBATD KOHTAKT Y KOHCYIBTUPOBATHCS CO
CIenyaaucTaMy M0 MYKOBMUCUMIO3Y C Iesbi0 3P GeKTMBHOrO BeleHMs IMAlMeHTOB C yYyeTOM
0co6eHHOCTel OCHOBHOTO 3a6oseBanus [42,67].

(YYP - C, VI - 5).

e [Ipu neuenuu M3C]I pekoMeHIyeTcsl OOy4YeHVE CaMOCTOSITEIbHOMY YXOmy TMpu auabere,
MHCYIMHOTEpAnusl ¥ aspoOHasi Harpyska He MeHee 150 MUH B HeZEJIO C ILIeJbI0 aleKBATHOTO
koHTponsg M3C/I 1 mpefoTBpalieHNs OCIOKHeHW i [42,67].

(YYP - C, VIIJI - 5).

¢ PerOMeHI0BaHO COOMIOeHMe PEKOMEH AN 110 TUTAHUIO MAIIMEHTOB C MYKOBUCIIMA030M JJIsI
namnyeHToB ¢ M3C/I. isMeHeHMe TOTpe6IeHNsT KaIopuii, SKUPOB, 6eJTKOB, YIJIEBOIOB VI COJIM B
pesyiabTaTe OMarHOCTUKM OuabeTa He JOMyCKaeTcs. PexomeHpyeTcsi paBHOMeEpHOe
pacripezie/ieHe yIJIeBO[OB B TeUEHME CYTOK M 3aMeHa padMHMPOBAHHBIX Ha 3allMUILEHHbIE C
LIeJIbI0 IO e PsKaHMs HYTPUTUBHOTIO cTaTyca [42,67].

(YYP - C, VI, - 5).

e Pexomenpyercss jeunth M3CI y manumeHToB ¢ MB uMHCyTMHaMK, a He MePOPATbHBIMU
TUITOTIMKEMUYECKVMY TIperapaTaMy C IeJbl0 ONTUMAJBHOTO KOHTPOJSI YPOBHS TVIIOKO3bI B
KpoBu [42,67,195,196].

(YYP - C, VII]I - 5).



KommeHTapuii: S pexmusHocms nepopanvHsix 2unoziukemuueckux cpedcme ons mepanuu M3CT
He dokazaHa. IIpu neuenuu M3C/I pexomeHndyemcs npumeHsms GOIOCHYIO CXeMy NPUemMa UHCYJIUHOB.
Moxcem npumeHsmscs cmaHoapmHolii pexcum 6a3ansHo-00MH0CH020 88e0eHUsT UHCYNUHO8, 8KIHUAs
KoMOuHayuio 6azaivHozo (MHCyIuHsl u axanozu 0aumensHozo delicmeust) u Gvicmpodelicmayrouiezo
(UHcynuHsl u aHanozu Oblcmpoz0 Oelicmeus) UHCYIUHA NymeM MHOZOKPAMHbIX eXeOHEeBHbIX
NOOKOMCHBIX UHBEKYULl unu Ovicmpodelicmayioujeeo uHcynuHa (HMHCyauHsl u amanozu 06vlcmpozo
delicmeust) nymem HenpepwleHOL NOOKONCHOU UHGY3uu (UHCynuHosas nomna). Ilayuenmos ciedyem
Hayuums ycmaxasaueamos 003y UHCYIUHO8 8 COOMBemMcmauu ¢ cooepicaHuem y21e60006 6 ux nuuje.

Ecmb oueHb 0zpaHuueHHbvle OaHHble 00 UCNOJIb308AHUL NEPOPATbHBIX 2UN02JIUKEMUUECKUX NPENnapamos
npu MB3CA. U3 nepopanvHbelXx 2unoeiukeMuueckux npenapamos, 3apezucmpuposamHslx Ha
meppumopuu Poccutickoii @edepayuu usyueHsl npou3eooHsie CYNb(HOHUIMOUEBUHDL, MEMPOPMUH *%,
npouue npomusgoziukemuueckue npenapamol (pendazauHud**) u muazonuduHouoHsl. Ipgekm He
JoKasa.

AHanoeu 2110KkazoHono006H020 nenmuda-1(UHKpemuHsl UIU UHKPEMUHMUMEIUUECKUe a2eHMsl)
MO2ym uzpamso 8aX3cHy1 posib, HO NOKA mpebyemcst nposecmu 00NoaHUMeNbHbsle UCC1ed08aHust, Umoovl
8bIHECMU JOKA3amesibHble PEKOMeHOAYULL.

e Bo BpeMs 0OOCTpEeHMI1 JIETOYHOTO IIpoliecca PEKOMEHIYeTCSl dvalle IPOBEPSITh YpPOBEHb
rMKeMun (0 3-6 pas B JeHb), KOTOpasl MOBbIIIaeTcsl Ha (poHe BOCTIATEHMUS U YBEIUYUTD AO3Y
MHCYIMHA, KaK OOMIOCHOrO, TaK M 6a3uCHOTrO C 1LeJbl0 ONTUMAJIbHOTO KOHTPOJS YPOBHS
IJIIOKO3bI B KDOBU U CBOEBPEMEHHO KOpPeKU MM N03bl UHCYIVHOB [42,67].

(VYP - C, VI - 5).

KommeHnTapwmii: [layueHmam ¢ MyKo8UCYUA030M npu HapyuleHuu moJiepaHmuocmu K 2awkose (HTI),
0C00eHHO 60 8pemMs 000cmpeHUst 3a00Jie8AHUs MAK Xe MoXem nompedosamscss UHCYAUHOBAS
mepanusi.

e PexomeH[yeTcs IpOBeJleHNe MOHUTOPMHTA OcnokHeHMt M3C/] cornmacHO MOHUTOPUHTY APYTUX
dbopm nuabeTta mJist opranu3anyy MPOGUIAKTUUECKUX MepOnpUsITHit [42,67].

(YYP - C, VI]I - 5).

3.1.7 Tepanusa nopakeHUs Ne4YeHn

e PekomeHIyeTCss HasHaueHMe TIperapaTroB ypcome3okcuxoneBoit  Kuciaotb™  (VIXK)
(mpoTHBOMOKa3aHue A0 3 JeT AJis Karcy/l, HeT TPOTUBOMNOKa3aHMiA AJ1s1 CyCIeH3UM A1l Ipuema
BHYTPb) BCeM ManueHTam ¢ MB c 1espi0 mpemoTBpalieHusl renaToouIMapHoii maToaorun u
Tepalnnmn MMeIInXCsI nopa>1<eHM171 IeyeHu nmpum OTCYTCTBUU MeOULIMHCKUX HpOTI/IBOHOKaSaHI/Iﬁ
[1,2,15,197,198].

(YYP - C, Va1 - 5).
KommeHTapmii:

Hpomueonoxasanwl: LlHaMGMayafleaﬂ HenepeHocumocms, oCmpole eocnaumesibHble 3a001e8aHusl
HEJIUHO20 Ny3blpsl.

Bui6op nexkapcmeeHHbIX hopm: npenapamel, 8uinyckaemole 8 gude Kancyn u cupona (0ns demeti ¢
Maccoti do 34 kz), dosuposeka 15-30 me/xz 8 cymku.

OueHKa 3¢hpekmueHocmu JeueHus: KauHu4ecku u no 0aHHsim Y3H u ubpoanacmozpaguu (1 pas 8
6 mecsayes) (cm. pazden2. [luazHocmuka).

Ouenka Ge3onacHocmu JieueHust: HeoOxodum nepuoduueckuil (1 pas 8 200) KOHMpPOJb YPOGHS
MpaHcamuHas, weaouHoti pocamaswt kposu (cm. Pazden 2. Juaznocmuka).

Tem He MmeHee, 8 Hacmosiujee 8pems, yoedumesnvHblx 00KA3AMENbHbIX OAHHBIX 0 hpedomepaujeHuu
pazeumust ¢ubpo3a u yupposa Ha ¢oHe npuema YIXK Hem [199].

Ilayuenmam ¢ MB  pexkomendyemcss —MUHUMU3UPOBAMb — NPUMEHEHUE  2eNamomoKCUUHbIX
JIEKapCcmeeHMbIX cpedcms, UckaoueHue ankozons [2,198].

e PeKOMEHIOBAaHO TIpM pa3BUTUM XPOHMUECKOI IIeUeHOUYHONM sHIedasonaTun, aclura,
BAapMKO3HO-PACUIMPEHHbIX BEeH NMIIEBOJA U JKelygKa 3-4 CTeleHM M KPOBOTEUeHMS U3 HUX
TIPOBOAVTH TePaIuIo COIVIACHO COOTBETCTBYIOLIMM KIMHMUYECKUM peKoMeHaanysam [2,198,200].

(YYP - C; VII-5).



KommeHTapum: opmuposarue makux OCIOXHEHUU 8CMPeuarmcs Heudacmo, Ho, mem He MeHee,
mpebylom 3KCMpeHHbIX Mep JeueHus. Pa0y nayueHmos Moxem noHadobumscs mpavcnaaHmayus
neueHu (cm.paszden 3.4 Xupypeuueckoe seueHue), 8 Hacmosiuee spems 6 Pocculickoii @edepayuu
nposederHo 11 mpaHcnaianmayuii.

3.1.8 Tepanus ocTeonoposa y nanymeHToB ¢ MB

3adauamu JsieueHuUss 0cmeonoposa ABAAMCA: npedomepaijeHue nepeiomos Kocmetl, nosvluieHue
Kauecmea #u3Hu, 3amedsieHue Wil npekpaujeHue nomepu KoCcmuotii maccol, y demeii - obecneueHue
HOPMAIbHO20 pocmal.

° PEKOMEHJIOBaHO JieueHne OCHOBHOIo 3&6OJ'IEB3.HI/IH IIpy BTOPUYHOM OCTEOIIOpO3€e Yy IIallMeHTOB
¢ MB [29,70,84,201].

(YYP - C, VII]I - 5).

¢ Konexanbumdepon , B TOM uiucie, B BUIe Kameiab AJs IpuMemMa BHYTPb, PEKOMEHIOBAH BCEM
narentam ¢ MB B KauecTBe Tepanuy HeJOCTaATOYHOCTY BUTaMIUHa D B Bufie TpreMa OfiMH pa3s
B JIeHb €XeJHEBHO WM OOVH Pa3 B HeNenio (B SKBUBAJIEHTHBIX [03aX) IJI MOLLEeDPKaHMUs
koHueHTpauuu 25(0OH)D cbiBopoTkM He MeHee 30 Hr/mi (75 HMOIb/) (Ta6:.20) [70].

(YYP - C, V4N -5).
KommeHTapumu:

Ta6nuua 20. [Jo3sl Konekanvyugpepona™* (eumamura D3) u pekomeHoauuu no jeueHur deguuyuma
sumamuta D'y demeii u 83pocnsix ¢ MB (E/T)

Bospact HavanbHas nosa YBennyerHHas Ao3a MakcumanesHas fosa
C poxaeHuns fo 12 mecsauyes 400-500 800-1,000 2,000

12 mecsauyes go 10 roga 800-1,000 1,600-3,000 4,000

C 10 go 18 net 800-2,000 1,600-6,000 10,000

6onee 18 net 800-2,000 1,600-6,000 10,000

e PekOMEHAOBAaHO Teparnuio oOcCTeonopo3a Iipu MB TMpoBOAUTL COMNIACHO KJIMHUYECKUM
peKoMeHIalysIM 0 0cTeonoposy [29,84,201].

(VYP - C, VA, -5).

KommeHTapwuii: Bonpoc o npumeHeHuu OucocgpoHamos pewaemcss 8 uHOU8UIYanbHoM nopsioke ¢
yuemom MUuHepanbHoll NAOMHOCMU KOCMHOU MKAHU, MAOMPABMAMUUHbIX NePeJioMO8 8 aHaAMHe3e U
MpPaHcNIaHMAayuoHH020 cmamyca

Ipu neuenuu 6ucocponamamu y nayueHmos ¢ MB nonyueHst dokazamenvcmea ysenuueHus MITK
Oo0Hako manoe 4UCIO HAGNIOOeHUll He NO0360NUN0 BbIS8UMb CHUMCEHUE PUCKA NepesiomMos npu
onumensHocmu Jieuerust 2 zoda [202].

InumenvHocms  JieueHus — OucocoHamamu  onpedensemcs  uHousudyanvHo. Hasnauaromcs
oucpoconamer 8 0emcKoli NPakmuke peweHUemM KOHCUIUYMA epaueli Uau npu paspeuieHuu
Amuueckozo Komumemd u NOONUCAHUU UH(OPMUPOBAHHO20 0006POBOTBLHO20 CO2JlACUSl POOUMEISMU
pebenka [203].

e PexomeHnyeTcsa uppurauuoHHas repanys npu Hammuum XPC [81,204].
(YYP - A, V40 -1).

KomMMeHTapum: npomosléaHus nojocmu Hoca hpoeodamca usomouuueckumu (0,9%) unu
2unepmoHuueckumu (3%) conesvimu pacmeopamu 2 pasa 6 cymku (Uau uauje no NOKA3aHUusM)
excedHe8HO neped npogedeHUeM UH2aNAYULl 8 NOSI0CMb HOCA.

e PexkomeHpyeTcsl Tepamus KOPTMKOCTepOMZAMM B BUIe HA3aJbHOTO CIIpes IpU HaIMUUU
HasanbHoro nonumnosa [70,205,206].

(YYP - A, VI, - 1).

KommenTapum: JdokazaHa sekmusHocms 8 OMHOWEHUU YMeHbUleHUs pasmepd Noaunos;
npeonoumenue ciedyem omoasams KOPMuxkocmepoudam 6 sude HA3AJIbHO20 CNpes ¢ HauMeHbluell



cmeneHvlo cucmemHuoll abcopbyuu (Momemasona gypoam 8 dose 400 mxe 6 cymxku 'y 83pocnsix, 200
MKe 8 cymKu y demeli ¢ 2-x iem, O1umensHuIMu Kypcamu om 2 0o 12 mecsiyes, 8 HEKOMOPbIX CIYUASX —
dosivlile), 8 m.U. NoCe PUHOXUPYP2UUECK020 SIeUeHUsl.

Tepanusi XpoHUYECKO20 NOJIUNO3HO20 PUHOCUHYcuma dopHasol anvpa™ - cm. paszden 3.1.2
Mykonumuueckas mepanusl.

3.1.10 KoHcepBaTHMBHAasA Tepamnus JeroYHOro KPOBOTeUEHUA Y KPOBOXapPKaHbS

JlezouHoe kposomeueHue scmpeuaemcs excez00Ho y 4,0% e3pocivix nayuenmos (pezucmp 2017 e.),
KPOBOXAPKAHbE PA3HOL UHMeHCU8HOCMU ecmpeuaemcs uauje. IIpuuuxa pazeumust 3mux 0C10MCHeHUTl
3aknouaemcss 8 peMooOeNupo8aHuu JIezouHol MKAHU U pazeumuu hamosozudecku U3eumolx U
yeenuueHHbIX OPOHXUANIbHBIX apmepull. B psade ciayuaes aHzuozpaguuecku He nodmeepioaemcs
passumue namoiozuueckux OpOHXUANbHBIX apmeputi U NPUHUHOT KPOBOXAPKAHbS A8eM sl IPO3UBHOE
nopayeHue cau3UCMoill 6poHx0IKmMazos. JleueOHvle Meponpusmus 8KaUaom 6 cebs CHUMEHUE
AKMuBHOCMU 2HOLIH020 B80CnaneHus 8 OpPOHXAX, 2eMOCMAMUUEcKyl0 mepanuio U xupypauuyeckoe
nocoo6ue.

e PekOMEHJOBAaHO B KayeCcTBe TeMOCTATMYECKOil Tepamuy TMalMeHTaM C KPOBOXapKaHbeM
MPUMEHSITh 3TamM3WIaT** (BHYTPUBEHHO WIM BHYTPb) U/WIM MHTMOUTOPBI (ubGpuHOIM3A:
aMMHOKAIIPOHOBAsT KUCIOTa** ¥  TpaHekcamoBasi Kuciaorta**. TIpu  HespheKTUBHOCTHU
BBILIIETIEPEeYMCJIEHHBIX —TIpernapaToB pPeKOMEeHIO0BAaHO TpPUMEHeHMe IIpernapaToB KpPOBU:
CBeXe3aMOpOKeHHasl  Iuiasma, (akTopel  CBepThiBaHUS  (Kpuornpeuunurar, @OaKTOpbI
cBepthiBanust Kposu II, VII, IX u X B kom6uHanuu [[IpoTpOMOMHOBBI KOMILIEKC]*, nmTakor
armbda (aKTMBUPOBAHHBIN)**) [207,209,210,211].

(YYP - C, VI, - 5).

KommenTapum: Kypc zemocmamuuecKux npenapamoe HA3HAYAEIMCS HA HECKOJIbKo OHeli 00
KYNnupoeaHusi KposoxapKaHes. Ha eblcome se20uH020 KposomeueHuss O0ONONHUMeNbHbll 3dexm
Moxem oKa3amo 00K1a0bl8aHUe 2pYOHOT KNemKuU JibOOM.

¢ PeKOMEHIOBAaHO TIpM BO3HMKHOBEHUM KPOBOXapKaHbs y TMauueHToB ¢ MB Ha doHe
MaHudecrauuu 060CTpeHUs GPOHXOJErOYHOro Ipolecca o06si3aTesbHOE —Has3HaueHMe
antu6morukos [207,210].

(VYP - C, VII]I - 5).

KOMMEHTapMMZ Heobxo00umo NOMHUMb, UMO KpPOBOXAPKAHbE MOMCEM Obimb  cedcmeuem Uil

ycyeybnamoscst nepedo3uposkoli 2enapuHa™, ucnonv3yiwezocs 01 NPoMbleaHus nepupepuueckux
8EHO3HBIX KAmemepos.

e PexoMeHI0BaHO MpoBefeHNe OPOHXOCKOMMUM MalMeHTaM ¢ KpoBoxapKaHbeMm Ha ¢boHe MB mo
[IOKa3aHMSIM BO BpeMsI KDOBOTEUYEHMS/KPDOBOXAapKaHbsl C Le/bl0 BBbIICHEHMS! MCTOYHMKA
KpOBOTEUeHMsI, KaK JTall T[IOArOTOBKM K JalbHeNIIeMy XMPYPIrMUecKoMy I10COOMIo,
HeITOCPeICTBEHHOTO KYIMMPOBAHUSI KPOBOXapKaHbsl MTPOBeeHeM OPOHXOOIOKaLNM, CaHALIUA
TPaxeoOPOHXMANTBHOTO JepeBa OT CTYyCTKOB KPOBM TIPU TPOBENEHWUM VICKYyCCTBEHHOI
BeHTuUIsIIVM Jierkux [207,210].

(YYP - C, VII]I - 5).

e [Ipy HeahHEKTUBHOCTY KOHCEPBATUBHBIX METOMIOB, HApaCTaHUM STM30I0B KPOBOXapKAHbS U
Pa3BUTHMI JIETOUHBIX KPOBOTEUEHM MaryeHTaM ¢ MB peKOMeHI0OBaHO XMPypruueckoe mocooue
[207,210].

YYP - C, VO] - 5).
KommeHTapwuii: cv. pasoden 3.4 «Xupypeuueckoe sieueHue».
3.1.11 Tepanus gpIxaTelbHOM HEZOCTATOYHOCTU

JvixamenvHas HeAOCMAmMoOUHOCMy - 3MO  NAMON02UHeCKUll CUHOPOM, Npu KOMOPOM napyuansHoe
HanpsxeHue Kucaopooa 8 apmepudanvHoli kposu meHvwie 80 mm pm.cm. (SpOy 95%) u/unu
napyuanvbHoe HanpsxeHue yeJiekucnoeo 2aza 6onsuie 45 mm pm.cm.

Io spemenu pazsumust pasiuuaiom ocmpyro (Hapacmaxue cuUMnmMoMos8 8 meueHue yacos unu oHeti) u
XPOHUUecKyio (8 meueHue Hedesb unu mecsayes) JH. C KAUHUUECKOL MOUKU 3peHus 1esiecoo0pasHo elje
8bL0es1Mmy 0CMpYyio 0bIXamenvHy HedocmamouHocms Ha Goxe xpoHuueckoli (OTH Ha ore XTH).



Ipuuuna pazeumus xpoHuueckoti /TH y nayuenmos ¢ MB - cmpykmypHble usMeHeHUsl 1e2KUX, Komopale
paszeusanmcs 6cnedcmeue XpoHUUeckozo OPOHXO0Ne204H020 Npoyecca U npusodsujue K CHUNCEHUIO
abcontomuoti nnowjadu eazoobmena. Ipuuunoti pazeumus OIH — 060cmpeHue XpOHUUECK020 2HOUIH020
OpOHX0/1e204UH020 hpoyecca 8 JezKux, JieeouHoe KpogomeueHue, nHegmomopaxc. IIpuuuHoti ons
pazsumus OIH mozym 6bimb U 06WUMU, 8 UACMHOCMU pa3sumue 8UpyCHOU NHeeMOHUU 8 paszzap
anudemuu zpunna.

Zpy2um, 8axHbIM KOMNOHeHmMom 6 paszeumuu JH y nauyuenmos ¢ MB sasnsemcs cnabocms u
ymomieHue ObIXamenvHOll MYCKYJIAMYpbl, OUeHb UACmo CONposoxdawujue msxienoe medeHue
3a001e8aHusl.

e PekoMeHI0BaHO MpOBeaeHMe KucropogoTepanuu mpu PaO; <55 MM pT.CT. B ITOKOE, MM TIpU
Pa0; <60 MM.pT.CT. B IOKO€, HO MIPM HaJUUYUM OTEKOB, MOJULIMTEMUN, IETOUHOI TUIIePTEH3UN
[87,88].

(YYP - C, VII]I - 5).

KommenTapum: «3o0/0moti» cmandapm ouazHoOCmMuku HapyweHuti 2a3o00MeHa — 3ab6op aHaIu3
KpO8U HA KUCJIOMHO-0CHOB8HOE COCIOSIHUE U3 JIy4edoli apmepul.

- Kucnopodomepanus pekomeHdosaHa He meHee 15-24 uacos 6 OeHb
- Llenesoii yposeHv: SpO3 90-92%

e PexomeHJ0BaHa HeMHBa3uBHas BeHTuasuusl Jjerkux (HUBJI) mnpu runepramHuvyeckoin
JIbIXaTe/bHO HEeJ0CTaTOUHOCTM y naumueHToB ¢ MB [212,213,214]. lenp npoBepeHuss HUBIJI -
HOpManusanus Wiu yiaydiieHue razoobMeHa. K monoxkutenbHbiM 3ddekram HUBJI Taxke
MOXKHO OTHecTM 3GhGeKT yaydlieHus ApeHaska MOKPOTHI 3a CYeT 3HAUMUTETbHOTO YAYUIIeHUS
KorutatepasnbHOV BeHTUassuuu [207,208].

(YYP - C, V]I - 5).

KommenTapum: ITokazaHus K HeuHsasueHoli eenmuasyuu aezkux npu OIH (npu cobntodeHuu mpex
ycnosuti):

- Taxcenas odviwika, yuacmue 8 0bIXQHUU 6CNOMO2AMEIbHBLX MblWUY U NAPAOOKCANbHOE ObIXAHUEe
- Yacmoma OvixaHus>25 6 MUHymy

- Pecnupamopmbsiii ayudos (pH<7,35) u ezunepkantus (PaCOy>45 mm pm.cm.)

- BotpaxcenHas eunokcemust (PaOy/Fi03)<200 mm pm.cm.

TlokazaHus dns eenmuasyuu neekux hpu XIH:

- PaCO2>55 mm pm.cm.

- PaCOj 50-54 mm pm.cm. u a3nu300sl HOYHOLI 2UNOKCeMUL

- PaCOj 50-54 mm pm.cm. u uacmete 2ocnumanusayuu 8cjiedcmaue N08MOpPHsIX 00pauleHuli

IMod6op pexcuma u napamempos eeHMUNAYUU OUeHb UHOUBUOYANbHO U 60 MHO20 3A8ucum om
UCX00HO020 COCMOSIHUS NAyUeHmd.

Xponuueckas ObixamenvbHas HeOOCMAMOYHOCMb — A6JIAeMcs NOKA3amuem O paccMompeHust
HanpaeJieHus NAyueHma Ha MpaHcNAaHMayuro Jieekux (cm. pasoen 3.4 «Xupypeuueckoe jieueHue»).

3.1.12 KoHcepBaTUBHAs Tepanus MEKOHUEBOTr0 ujaeyca

DopMmbl MEKOHUEB020 UEYCA:

HeocnoxHennas @opma - NJIOMHbIL MEKOHULI (QopMupyemcs eHympuympo6Ho u 3abusaem
oducmanvHvle 0maoessl MOHKOU KUWKU (N1008300WHYI0 KUWKY), 861361851 OUNAMAYUK NPOKCUMANbHBIX
(mowjeti Kuwiku), ymosujeHue KuleyHoll CrmeHKu U KUWEeYHY0 Henpoxooumocme. IIpu HeoCn0XHeHHOM
MEKOHUEBOM UJIEYCe 803MOMHA KOHCEPB8AMUBHAS Mepanusl.

OcrioscHeHHas opma 06CMpyKyuU KUWKU NPUOOUM K Ce2MeHMAapHoOMYy 3a80pomy, ampesuu, HeKpo3y
wiu nepopayuu Kuuku, MeKOHUe80MY NepumoHUmy uiu npoucxooum o0pdazosaxue 2uzaHmcKoll
MEKOHUEBOL NCe800KUCIbL.

OcnoxcHeHHbITl MeKOHUEBbL Ueyc 8cezda mpebyem IKCMPeHHO20 Xupypauueckoezo JieueHus [15,215].



° KOHCepBaTI/IBHaH Tepanusa MEKOHMEeBOro wuJjeyca Jd JUKBUOAOUM HEIMPOoXOoOAMMOCTU
KHNIIeYHMKa Yy TIIallMeHTOB C MB MoxkeT 6bITh peKoMeHaOOoBaHa [OJid JIMKBUOAIUNU
HeIIpoXoaAMMOCTHU KMII€YHMKA IIPU CO6J'IIO,E[EHI/H/I HeoﬁXO,ELI/IMbIX yCJ'[OBI/IIZZ

o OTCyTCTBME PEeHTTeHOIOIMUeCKMX IIPM3HAKOB XUPYPrUueCKMUx OCI0KHEHMIA

o OTCyTCTBME NIATOJIOTMYECKOTO OTAE/ISIEMOrO U3 SKellyAKa

o OtcyTcTBME 60IEBOTO CMHIPOMA

o KoMIeHCHpOBaHHbBI MeTaboaMyeckuit 1 BoieMuueckuii cratyc [82,216,217].

(YVP - C, VO] - 5).
KommeHTapun:
KoucepsamueHsie meponpusmusi:

o [lepopanvHoe 6s8edeHue 8000paACMBOPUMO20 KOHMPACMHOZ0 Beulecmsed C peHmeeHKOHMpoaiem
naccaxca no JKKT

o [lepopanvHo mykonumuku (#N-ayemunyucmeu 8 pazgedeHuu 1:5 6 doze 1,0 ma/ke)

o BblcoKas ouucmumesnvHas Kausma ¢ Mykoaumuxamu - N-ayemunayucmeut 6 paszeedeHuu 3 ma Ha
200,0 mn @u3suonozuueckozo pacmeopa NaCl nod ynempaszeykoeviM KOHMPOJeM 3aN0JHEHUs
KuwleyHuka unu 0e3 maxkogozo MAKCUMAIbHO WadAWUM ChOCOOOM 8bl8epeHHbIM 00BeMOM
Huokocmu

o [logmopHoe  myzoe  KOHMpAacmupogaHue  moACmoll  KUWKuU  peHm2eHOKOHMpAacmHsimu
8000pacmeopuMsIMU pacmeopamul ¢ C030aHuemM KoJ10-Un1eansHozo pedaiokca [216].

3.1.13 KoHcepBaTUBHAs Tepanus CMHAPOMAa JUCTATbHOV MHTECTUHAIbHO
06CTPYyKIIUM

e Tepammsl CUHIpPOMA AUCTAJIbHON WMHTECTUMHANbHOV o06cTpykuyu (CAMO) y maimMeHToB C
MYKOBMCLIZIO30M C IIeJbl0 BOCCTAHOBJIEHMSI Ilaccaxka KUIIeYHMKA — PEeKOMEHAYeTCsl Mpu
OTCYTCTBMM  TIPU3HAKOB  KUIIEUHOM  HENMPOXOAMMOCTY TpPUMEHEeHMe  OONbIIUX 103
#auetwnuyucrenHa** 600-1200Mr\cyTku, JaKTyI03b1** OT 5 70 45 MJI B CYyTKM B 3 Tipuema B
3aBMCUMMOCTM OT BO3pacTa, OOMJIbHOE TUThe, TUIIePOCMOJISIPHbIE PAaCTBOPbI, HOpMaaM3allus
pexxuMa 1 JO3UPOBKYM ITpreMa IaHKpeaTnyeckux ¢pepmeHTos [1,2,218,219].

(YYP - C, VI - 5).

Kommenmapuii: IIpu Hea(pgexmusHocmu nposooumoli KOHCep8amusHoll mepanuu, NpU3HAKax
KUWeYHOU Henpoxooumocmu — onepamueHoe JieueHue 6 CO0meemcmeul C pekoMeHOayusmu no
KUuleuHoti Henpoxooumocmu.

B Hacmosujee epems omcymcmeyrm 0oKa3amensCmed 8b6lC0K020 YPO8HS 0 NpeuMywjecimae mozo uiu
UH020 mepanesmuyeckozo emeuiamenscmea npu CHOHUO eeudy Heb60bUI020 YUCA UCCe008aHUL U
pedkocmu daxHotl namonoeuu y nayuermos ¢ MB [220)].

3.1.14 Tepanus nceBno - BapTrep cuHApOoMa

o Jleuenue passusiuerocst [IBC y maiyentoB ¢ MB peKOMeH/J0BaHO IPOBOAUTD MperapaTamu
KayIust Xnopuga™*, KkannitcoeperanimMu INyPeTUKaMu it TPODWIAKTUKMA STEKTPOTUTHBIX
Hapyenwmii [1,2,65,66].

(YYP - C, VIIJI - 5).

KommenTapum: IlepopanvHoe 8gedeHue Xa10pudda Kaaus ** 803MO*CHO Npu CHuMceHuu xaaus om 3,5 0o
3,0 mmonv\ii, omcymcmeuu usmereruti Ha IKI. BHympugeHHas mepanusi - Npu CHUMCEHUU KAJIUSL HUXe
2,5 Mmonv\1, npu Hanuuuu usmeHenuti Ha SKI, npu onumensHOM HApYULEHUU COCMOSIHUS peOeHKA.

Ipogunakmuka eunoxkanuemuu 1-2 mmons/ke maccel mena no 7% pacmeopy Kauaus xaopuoa ™,
mepanesmuueckast 003a 6600UMCs. BHyMpUBEHHO U3 pacuema 2-4 Mmons\ke u 6onee 8 3asUcUMOcmu
0m ypOoBHs Kanusi 6 Kposu.

B komnnexkcHoli mepanuu ucnoas3ylomcs. Kaauiicoepezaiowjue ouypemuku - CIUPOHONTAKTOH™*
(npomusonokasax demsam 0o 3 nem)u3 pacuema 1-3 me\Ke.

OmmeHa mepanuu nposooumcsi NOCMeneHHo, nocje NONHOLU CmoLKol HOpManu3ayuu yYpoeHs
2NeKMpPOIUMO8 8 Kposu, npu cmadulbHulx npubaskax eeca u nod KOHMpOTeM KOHYeHmpayuu
271eKMpOoSIUMO8 6 6€HO3HOL KPOBU.

3.1.15 Tepanus npenapaTaMu IPYTUX TPYIII U/WIU 10 0COOGBIM ITOKa3aHUIM




Ina mepanuu MB npumensiemcs pao JIeKApCMeeHHbIX npenapamos opyaux
Qapmakomepanesmuueckux epynn. Kak npasuno, peweHue o HasHaueHuu 3mux JIC 0onxHO
NPUHUMambCsl cheyuanucmamu MeOUyuHCKol opeanusayuu (pedepanbHozo YpoeHs HA OCHO8AHUU
UHOUBUOYAIbHBIX NOKA3AHULI.

e PexomMeHyeTCsl pacCMOTpeTh Ha3HaueHMe KOPTUKOCTePOUIOB MJi CUCTEMHOTO MpUMeHEeHNs
pu:

©  TSIKEJIOM TeueHUM, OBYCIOBAEHHOM 4YacCThIMM OOOCTPEHUSIMU C SIBJIEHMSIMM BbIPAXKEHHOIM
IbIXaTeIbHOM HEeJOCTaTOUHOCTH;

o JIUTEIbHOM BOCITQJIMTEIbHOM IIpollecce, OCIOKHEHHOM 00pa30oBaHMEM aTeleKTaTUYeCKUX
U3MEHEHUI B IETKUX;

o BBIPAXEHHOM U CTOMKOM OGCTPYKTMBHOM CUHApOMe, pedpakTepHOM K MOeiCTBUIO Po-
aroHMUCTOB;

o ayulepruyeckom 6poHxomerouHom acrneprmuiese (ABJIA) [1,2,15]

(YYP - C, VI - 5).

KommeHTapmii: Kokopmukocmepouost 051 CUCMEMHO20 NPUMEHEHUSI 8 MAbIX 003axX NOMO02aiom He
MoJIbKO cMabuIu3upo8ams cOCMosHUe NAYUeHma, Ho U yayuuums (QYHKUUOHAIbHbIE U KIUHUUECKUE
nokazamenu. Yawje 8cezo 0713 noddepicusaroujeii mepanuu HazHauaiom npedHusonon” no 0,3-0,5 me/
Ke maccel mena nayueHma 8 Cymxu dansimepHupylowum Kypcom. Ezo cnedyem npunumams eHympo
uepe3 cymku (NOCMOsiHHO). TIpu UCNONb308aHUU UHZANSAYUOHHBIX (OPM 2/IHOKOKOPMUKOCMEPOUdos
MeOneHHee U 6 MeHbleM KoJuduecmee passusarmcs nobouHsle 3(@exmol, X0ms OUeHKa UxX
appexmugHocmu mpebyem npogederust uccnedogaruii [1,2,221].

e PekomeHI0OBaHO  Has3HaueHMe MakponumaoB  (#KmapurpomMuimua™,  #A3uTpoMuIH**)
manueHTaM ¢ MB M XpPOHMYECKOW  CUHETHOWHOV  uHpeKuueir B  KayecTBe
poTuBoBOCHanuTenbHbiX JIC ¢ 1ebl0 3amMelJjieHUsI MPOrpecCUpoBaHMs CHUKEHUS JIeTOUHOI
dynximnm [1,2,4,15,116,222,223,224,225]:

o #AsurpoMuMH** B mo3e 250 mr (rmamyeHTam ¢ Becom mMeHee 40 kr) u 500 mMr (mauueHTaMm C
BecoMm 40 Kr u Gosiee) uepe3 1Ba JHS Ha TPETUIl MEXAY NMpueMamMy TUIIU. JJIUTeNIbHOCTD
Tepanuu MHAVBUIYATbHA Y KaKI0TO 60/bHOTO [2,116,222,223,224].

(YVP - C, VI - 5).

sk

o #KnaputpoMuumuH** B 1o3e 125 mr (maumueHTam ¢ Becom MeHee 40 Kr) ywin 250 MT (Tal[MeHTaM C
Becom 40 KT 1 60see) uepe3 neHb HE3aBUCUMO OT Ipuema ruum [2,116,225].

(VYP - C, VII]I - 4).

e Hectepounnsie mnpoTuBOBOCTanuTenbHble Tperapatsl (HIIBIT) B HacTrosiiee BpeMsi MOTYT
paccMaTpMBaThCSl KaK aabTepPHATHBA KOPTUKOCTEPOUIAM [JISI CUCTEMHOTO TPUMEHEHMUS C
MMPOTMBOBOCITAJIUTENbHOM 11ebl0. OJHAKO 3TO KacaeTcs TOMbKO #ubymnpodeHa**. Meromuka
HasHaueHus: #uoynpoden** HasHavaeTcst B mo3e 20-30 Mr Ha 1 Kr Macchl Tejla ABaKAbI B I€Hb
JIeTsIM B Bo3pacTe OT 6 jeT. MakcuMasnbHasi CyTOYHAsl [03a IS B3POCIBIX cocTaBisieT 1,2 T.
MaxkcumanbHas CyTOuHasl f03a AJIs1 AeTeil ¥ MOAPOCTKOB B Bo3pacTe oT 12 go 17 mer — 11
[1,2,15,226,227,228].

(VVP - A, VAT - 1).

KommenTtapum: HecmepoudHsie npomueosocnaiumesbHole penapamsl 0Kazsi8arm 0ocmamouHo
BbIPAXNCEHHBILI NPOMUBOBOCNANUMETIBHBIL dPPeKm, HO npu ux ONUMETbHOM NPUMEHEHUU BbICOK PUCK
HexcenamesibHbIX seaeHull. O0Cy#daemcs: 803MOMHOCIb ONUMENBHOZ0 NPUMEHEHUS Npenapamos,
CeJIeKMUBHO  UHZUOUPYIOWUX UUKI00KCU2eHA3y-2 (HecmepoudHble NpomusosocnanumesnvHole U
npomusgopesmamuueckue npenapamsot), 00HAKO UX NPOMUBOBOCNAIUMENbHAS AKIMUBHOCMb HUME, UeM
y 6oJiee paHHUX AHA0208.

TMapayemamon™* memaboausupyemcs 8 neueHu u obaadaem 2enamomoxcudecKum 3pgexmom, umo
KpatiHe Hexces1amensHoy NAYUeHmos ¢ MyKosucyud03om, npu KOMopom NOPAX#EHUs. NeueHu A6JISI0mcs
00HUM U3 NPOsIeJIeHULi OaHHO020 3a00/1e8AHUSL.

Hcnonv3osanue cenekmusHslx UH2UOUMOPO8 UuKA00KcuzeHaswl-2 (LOI-2) (HecmepoudHsie
npomueosocnanumenstsle U Npomugopesmamuieckue npenapamsl  2pynnvl - KOKCUuOwl)  He
DEKOMEHA08AHO U3-3a PUCKA HeXeNamesvHulx SI8NeHUll Ha cepdeuHO-cocyoucmyr cucmemy npu
onumensHsix Kypcax nederus [229].



Tpumenenue Humecyauda (npomueonoxkazax 0o 12 nem) npu MB He 6bl8UNI0 NOJOHUMENbHOL
JUHAMUKU MapKepos gocnaneHus u nokasameneti pynkyuu neexux [230], npenapam He pekomeHI08aH
K NPpUMeHeHUIO.

e PexkomeHpayetcs #ametuaucrend™* B moze 1200 Mr B cyTKM y nanuyeHTOB crapiie 12 get u 600
MT B CyTKM Yy JeTeli Miaziie 12 jeT B 2 mpuéma HeNpepblBHO C MepBOrO IHS MpUMeHEeHMS
#amMuKalMHA** B TeueHMe BCEro Kypca MpuUMeHeHMs U 7 Heii Toc/ie ero OKOHYaHUST (MUHUMYM
6 He[lelb) [ CHYDKEHMSI OTOTOKCMYHOCTH. [Ipenapar MMeeT OTUeTIMBBIN CTyXOCOXPaHSIIOIINIA
3¢ deKT mpy aMUHOITIMKO3/T-CBSI3aHHOI TTOTepe CTyXa, IMOHMKAEeT PUCK OTOTOKCUMYHOCTHM Ha 80%
U TIPeAyTIPEKIaeT PA3BUTHE aHTUOMOTUKOPE3VICTEHTHOCTH, SIBJISIETCS aHTMOKCUIAHTOM [2].

(YYP - C, V]I - 5).

3.2 KuHe3urepanus

e BceM mamueHTaM ¢ MYKOBMCI[MAO30M B 00SI3aTeIbHOM IOPSITKE PEKOMEHIOBAHO MPOBeeHMe
kuHesutepanuu (KHT) mno wuHAMBHUAyanbHOI mporpaMMe (MeTOAMKM IpPEHMPOBaHUS
OGPOHXMAIBLHOIO AepeBa U JieueOHass GU3KYIbTypa) C LEIbI0 YIYUIIeHNUSI 3BaKyallii MOKPOTbI
[1,2,15,131,214].

(YVP - C, VI - 5).

KommeHTapwuit: kuHesumepanusi - 00UH U3 GAXCHbIX KOMNOHEHMO08 KOMNJIEKCHO20 JjieueHus MB.
I'nasnas yenv nposedeHus KuHesumepanuu — ouuujeHue 6POHXUANBHO20 depesa 0m 8513K0Li MOKPOMbl,
Komopas 61okupyem 6poHXU, €030a8as YC108Us 011 pa3eumust uH@pexuyuu 8 GpoHX0NE20UHOLl cucmeme,
a maxe noddepicauue n1ezKux 8 MakCUManbHo GyHKYUoHanbHOM cocmostuu [1,2,4,131]. OcHoeHbIMU
memodukamu KHT sensiromces:

© NoCcmMypanvHolli OpeHax:;

© NepKYCCUOHHDITI Maccadc 2pyoHOLl KiemKu;

©  AKMUBHbIU YUK ObIXAHUS;

o OpeHapcHbvle NONOHCEHUs;

o aymozeHHbll OpeHaxc;

o mepanus, ¢ NOMOWDbI0 ObIXAMENbHBIX MPEHANEPO8, CO30aWUX NONOHUMeNbHoe 0dsleHue Ha
8b100Xe, 8 MOM UlIC/le, C KOHMPOTEM U pezyiuposanuem 3moeo dasaeHus (cneyuanvHoie macku, PARI
PEP I, PEP S cucmemst, TpeHasxcep OblxamenvHblli ¢ nepeMeHHbIM NOJIOHUMEIbHbIM JasneHueM Ha
evl0oxe PARI 0-PEP mun 018 (¢pnammep) u 0p.);

o OpeHax ¢ NOMOwpio CneyuanbHsix npubopos no nokasauusm: Cucmema OHUCKU ObIXAMETbHBIX
nymeti «The Vest Airway Clearance System, modens 105» ¢ npuHaonexcHocmamu, annapam ons
IKCMPANYIbMOHATLHOLL  8bICOKOUACMOMHOL  OCYULIAYUU, annapam Oas UHmMpanyasMOHAIbHOL
nepKyCCUOHHOU 8eHmunsayuu aezkux, HHcyppasmop-acnupamop mexaruueckuti Comfort Cough
Plus (Kompopmmuetii kauiens nitoc), SICC2001 Plus ¢ npunadnexcHocmamu (omkawiusamens) u op.

Kunesumepanus Haswauaemcss éceM NAuyueHmMam ¢ MOMEHMA NOCMAHO8KU OudzHo3a, 6 Ji6oM
go3pacme, KAk C JIe20UHbIMU NPOSIBAEHUSMU 3a0071€8aHUsL, MAK U C KUWEUHbIMU cumnmomamu. Y
2pyOHbIx Oemetli 00bIUHO NPUMEHSIIOM NACCUBHYIO MEXHUKY KUHE3UMepanuu, 8KUanuyio:

o cneyuanvHole OPeHax CHble NOJI0NHEHUSl, 8 KOMOPBIX YIYHULAEM Sl 386aKYAYUS CIU3U U3 JIEZKUX;

o KOHmMaxkmHoe ObIXaHue;

o maccaxc ¢ nézkoti subpayueti u No2i1aiusaHuem;

o Kaongmaccaxc (nocmyxkusarue 8 8-mu mouxax epyoHoll knemxu);

o 3aHAMUS HA 2UMHACMUYECKOM Msue;

o OJbIXaHue ¢ NOMOWBI0 MACKU, CO30arouieli NoIoxumesibHoe 0asieHue Ha 8bl00Xe;

o JpeHax ¢ NOMOWbl0 CNeYUAIbHO20 BUOPAYUOHHO20 HuUlema: y NayueHmos ¢ MyKosucyuoo3om 8
J10000M 803pacme (0m HOBOPOHOEHHO20 0O 83P0OCII020).

AppexmusHocms mex unu uHslx memodos KHT eapwupyem 8 3asucumocmu 0m uHOUBUOYAJIbHbIX
ocobeHHocmeli nayueHmod ¢ MB. UYem maadwie peOGEHOK, mem 0osee NACCUBHblE MeMOOUKU
OpeHuposaHus cnedyem UCNob308ame. H0B0POMOEHHBIM — BbINOJIHAIOM  MOABKO NEPKYCCUlo U
Komnpeccuro 2pyoHoli kiemku. Ilo mepe pocma peG€HKa cnedyem nocmeneHHo 8800ums 0ojiee
aKkmueHole MemoouKu, 00yuas NayueHmMos8 mexHuKe KOHMpoOaUPYemMo20 OMKAUNUBAHUSL.

e PekOMEHAYIOTCS TMalMeHTaM ¢ MYyKOBUCHUZO30M  perylspHble 3aHATUSI JieuyebHOI
(M3KYIbTYPOI C 1Lebl0 YIy4yIleHus 9BaKyallMy MOKPOTBI, YKpeIUIeHUSI MAbIXaTelbHOIi
MYCKY/IaTyPbl, TOBBIIIEHNST IMOIMOHAIBLHOTO TOHYCA rmanyenTa [1,2,15,131].



(YYP - C, VA], - 5).

KommeHTapum: 3ausmus seue6Hoti GusKyismypoli no3eoswom:

o

A pexmusro neuums u npedynpexdams 000CmMpeHUs. XPOHUUECKO20 OPOHXONEZ0UH020 NPOYecca;
opmuposams npasuibHoe OvixaHue;

mMpeHupos8ams ObIXAMesbHyI0 MYCKYAAmypy;

o YAyuWame 6eHMUIAYUK JIEZKUX;

© n08sIULAMb IMOYUOHANBHBIL MOHYC NAyUeHmd.

o

o

C paunHezo demcmea (HauuHas 3-X jem) HeoOX00UMO CMUMYAUPO8AMb NAUUEHNMO08 3AHUMAMbCS
OUHAMUYECKUMU BUOAMU CNOPMA, C8A3AHHBIMU C HAZPY3KAMU CpedHeli UHIMEHCUBHOCMU, 0COOEHHO
CONPSIHEHHBIMU C Npedbleanuem Ha ceexcem 8030yxe. Duauueckue YynpajcHeHus obezuarm ouuujeHue
OpOHX08 0m 883KOU MOKpomsl U paszsusarom ObixamenvHylo u 00wy myckyiamypy. Hekomopoie
YNPAXCHEHUS. YKPENJIIOm 2pyoHYIo KAemKY U UCNPAssom 0CaHKy.

B pedkux cnyuasx msaxecms COCMOSHUS NAYUEHMA NOJIHOCMBI0 UCKIIOUAEm 803MONHOCMb 3aHAMUS
(usuueckumu ynpaxcrHenusmu. I1oamomy 80npocsl ChOpmueHoli akmusHocmu (8s160p euda cnopma u
Hazpy3Kku) 00JIHEH Peulams Jeuauuti pau.

ITayuenmam ¢ MB He cnedyem 3aHUMamucsi 0COGEHHO MpasmamuuHsiMu eudamu cnopma (msxénas
amaemuxa, ¢ymoon, Xokkell u m.n.), NOCKONbKY 0umesibHoe 0zpaHuyueHue Guaudeckoli akmusHocmu,
C65A3aHHOE C B0CCMAHOBJIEHUEM NOC/e Mpasembl, HeOJIAZONPUAINHO CKA3bl6AeMcs HA OpPeHaMrcHOll
(QYHKYUU NE2KUX.

3.3 [lueToTepanus ¥ BUTAMUHOTepAIIs

Juemomepanusi cocmasisiem 8axcHyro uacmes KomnaekcHoti mepanuu npu MB [1,2,15].

e PekomeHayeTCs BCEM MalMEHTaM C MYKOBUCIMIO30M YBEJIMYEHME CYTOYHOTO IOTpebIeHus
Kajopuii go 120-150% 10 CcpaBHEHMIO C HOPMaMu IO BO3pacTy, MPOIOPIMOHATbHOE
yBelInueHue MmoTpebiieHst BBICOKOKaUueCTBEHHOTO Gesika (20% OT CyTOYHOTO Kajaopayka) U sKupa
(35-40% OT CYyTOUHOTO Kajopaska) C LebI0 MOAAepsKaHus aleKBaTHOTO HYTPUTUBHOTO CTaTyca
[53].

(YVP - C, VI - 5).

KommenTtapwuii: [Tayuenmam ¢ MB Heo0Xo0uma paHHAs HympumueHas nodoepickd. YcmaHoseleHa
HeNnocpeoCcmeeHHas Cesa3b Mexdy COCMOsHUeM numaus u gyHkyueti jezkux. Cyujecmsyem npsamas
Koppensauus mexcdy nokasamesnem uHOeKca mMAaccsl med, yHKyueti J1ezKux u npoo0oaXUmeibHOCMbio
MHCUBHU.

Hndexc maccot mena (MMT) = macca mena (ke) / keadpam pocma (MZ ).
ITpu UMT >50 nepyeHmuns 3apezucmpuposamo cyujecmaeHHoe yayuuieHue nokazamesss ODB;.

Boicokuli nepyeHmuis nokazamesns 6ec/eo3pacm accoyuupyemcs ¢ ayduwumu noxkasamensmu ODBj,
JIUHETIH020 pocma, CHUMEHUEM CPOKO8 20CNUMANU3AYUU, CHUNEHUEM KOauuecmea OPOHX0JIe20UHbIX
obocmpeHuti, a makice yseauueHuem npoooaxHumenbHoOCIMu Hu3Hu.

Benku

Tayuenmst ¢ MB HyxOaomcs 8 n08blUIeHHOM KoJuuecmae 0enka u3-3a ezo nomeps (Manbadbcopoyuu)
u 8 00ONONHUMENLHOM NOCMYNJIeHUu ezo0 8 nepuod Kamaboiusma npu JezouHslX 000CMPEeHUsX.
HcmouHukamu noiHoyeHHo20 0eka S8AANMCS HAMypaivHble Npodykmsl (Msco, nmuyd, pwlod,
MopenpodyKkmel, MOJIOKO, KUCTOMOJIOUHblEe NPOOYKMbl, Meopoe, Covlpyl, Aliya). Jemsm cmapuie 200a
pexkomeHdyemcs 8KAUAMY 8 PAYUOH 8blCOKOOEIK0Bble NPodyKmbl (Aliya, pslda, meopoe, Cblp) He pece
3 pas e deHv, MOJIOKO U KUCIOMOJIOUHBbIE NPOJYKMbl He meHee 500 — 800 mn 6 OeHb.

B kauecmee 0ononHumenbH020 UCMOUHUKA OeNKa peKoMeHOyemcs UCnOob308aHue JieueOHblX cMmecell
0Nl SHMepPaIbHO20 U JONONHUIMENbHO20 NuMaHus. JJononHumensHoe numavue HasHauarom no 150 -
200 - 250 mn 1 — 3 pasa e deHb (Hanpumep, HA 8MOpoOLl 3a8Mpax, HA NOAOHUK UAU neped CHOM,
B03MOXCHO 8 COUEMAHUL C (PPYKMOBLIM Niope, NeueHveM, XA0Nbamu u m.n.). O6sem 00NoJHUMENbHO20
numasus onpeoesisemcs CmeneHvl0 HympumugHoti HedoCmamouHOCMu U annemumom pebeHKd.

Kupuwl



Upe3sblualiHo 8aMCHO COXPAHEHUE B8bICOKO20 nompebJieHus xupos nayueHmamu ¢ MB. JKupeol
q6a910Mc Haubonee IHepzeMuUUecKU «NI0MHbIM» IHepeoHocumenem (9 KKkan/z); yseauueHue K8omol
Hupa e 3HepzoobecneueHul cHuxcaem obpasosarue CO, MUHUMU3UPYEM €20 3A0epHKY 8 0p2aHusme,
NOJIOHCUMEJILHO 8JlUslem HA 2d3000MeH 8 JlezKux. Bo3MOMHOCMb 6bICOK020 nompebneHus Mupa
obecneuusaemcs adekeamHoti 3amecmumenbHoli pepmeHmMHoL mepanueti.

Xoms Konuuecmeo xcupa 6 dueme nayueHmos ¢ MB He ozpaHuuugaemcs, 6axcHoe 3HaueHue
npuobpemaem ez0 KauecmeeHHdlli cocmas. B €6543uU C HapyweHusmu 8 zenamobunuapHotli cpepe,
KONUUECM80 HACbIUEHHDbIX U MPAHCHUPOB (HUBOMHBLE HUPBL, COOePHAUJUECS 8 HaAPEHbIX NPOJYKIMAx,
KONOAcCHbIX U30eNUsX, KOxe NMuybl, KYJAUHAPHbIE MHUPbl, MAPeapuH) HeoOX00UMO 02pAHUUUEAMD,
omoaeas npednoumeHue *upam, 602amviM NOJAUHEHACHIUEHHBIMU HUpHbiMu Kuciomamu (ITTHXK):
omeza-6 (KyKypy3Hoe, N00CONIHeUHOoe MAcCJI0) U omez2a-3 (bHAHOEe MACJO, HUP MOPCKUX Pbl6) HUPHbIMU
Kucaomamu, npupooHsim eumamurom E. Takue macna Kak — KyKypy3Hoe NoOCONHeuHoe, pancosoe
criedyem uUcCnonb308amo 8 Kauecmee 06a3o08uix NPooOykmos dJisk NpueomosseHust Nuwu. A maxkue maciua,
KAaK JibHAHOe, MbIKBEHHOE, CAPI0PO60Oe, MACIO0, MACTO 2PEUKUX 0PEX08, BUHOZPAOHBIX KOCMOUeK u 0p. 8
Kauecmse 00NOJIHUMEbHOL, OGUON02UUeCKU AKMUBHOU 006asku K nuuje, 8 Heb6oibUiOM 00Beme, 6e3
mepmuueckoli 06pabomku, do6asnss 8 20mosvie 61100d.

PacmumenvHoe KOK0C080e MACIIO - cOOepxcUm 8 c80eM cocmase cpedHeyenoueuHsle mpueauyepudsl
(CLIT). Tpuenuyepudst co cpedHeii dnuHoli yenepooHoti yenu (C6-C12) aensromcs nezko 00CMynHsiM
UCMOUHUKOM 3Hepeul, maxk Kak He HYMOamcs 8 IMYAb2ayuu MEeAUHbIMU COJSMU U 2Uudpou3e
namkpeamuueckoti JUNAzoli U  Je2K0  8CACIBAIOMCS, MUHYS — JUMQPAMUUecKylo  cucmemy,
HenocpeocmeeHHo 8 KPOBEHOCHble COCYdbl cucmembl 60pomHoli 8eHsl. OOHAKO, cnedyem 3HAMb, UMO
CLT omHocamcst K HACHIWEHHBIM HUPAM, 001a0arm KemozeHHbIM 3pdekmom, 6 c8s3u ¢ dmum
cnedyem uszbezams u30b6lMouH020 ynompeOieHUs Ux 8 payuoHe.

Ps0 cmeceli onsa neue6Ho20 numarus codepxcam e coém cocmase CLIT. CodepxcaHue ux sapsupyem 8
npedenax 20-70% #upo8ozo KOMNOHEHMA, OCMAJIbHblE HCUPbl NPedcmasaeHsl AUnUdamu ¢ 8bICOKUM
codepicanuem 3CCeHYUAIbHBIX (NOJIUHEHACHIWEHHBIX) HCUPHBIX KUCI0m. MoOdyibHble HuUuposvle Ccmecu
(omynwcuu) umeiom 6  ceoem cocmage monavko CIIT. Tlokasawuem K UCNONb308AHUI MAKUX
npooykmos, cmecetl  6/19emMcsl  HEBO3MOMNCHOCMb — Y8eIUUUMs  KAlOpuiiHocme  payuoHa U
KOMNEHCUposams cmeamoper) ¢ nNoMowpio adekeamHslx 003 Muxkpocpepuueckux depmenmos,
BbIPANEHHA CMeneHb HyMmpumueHotl HedocmamouHoCmu.

Veneeoout

DHepzemuueckuti depuyum 60CNONHAEMCS Makxe 3a cuem yz2neeodos. ucaxapudsl, 8 MoOM uucje
caxap, 6 OonbUUHCMEE Clyude8 hepeHocsmcst xopowo. B duemy no annemumy exkawuawnm caxap,
pykmel, cradkue Hanumixu, med, eapeHve, KOHpemsl. B payuoHe numausi npocmole y2sie600bl He
02PAHUYUBAIOMCSL, 0OHAKO, 8 C8S3U C 803PACMANUUM PUCKOM 803HUKHOBEHUS ACCOYUUPOBAHH020 ¢ MB
caxapHozo duabema, ux pekoMeHOyemcs: ynompebnsims mouibkKo Nocje OCHOBHbIX NPUEMO8 NUUil, 80
usbexcaHue pe3Kux KoJ1e0aHuti ypoeHs 2JIUKeMULL

Heob6xo0umo nomHums, umo y 91% nayueHmos ommeuaemcs: KapuosHoe nopaxceHue 3y608, umo
mpebyem mujamespHOU 2uzueHsl NOJOCIMU pMa U pezyasipHo2o Habo0eHUs 8paua-cmomamosozd.

Y nayueHnmos, coxpaHaouux #anodsl Ha duapero, 830ymue xugomad, 601U 8 HUB0MeE U N0BbIUUEHHOE
2a3oobpasosavue npu ynompeoaeHuu MONOUHbIX NPOOYKMO08, HeoOX00UMO UCKIIOUUMb JIAKMA3HYIO
HedocmamouHocms. CHUMEHUe JIAKMA3HOL akmueHocmu 8 Guonmamax cau3ucmoti 060J104KU MOHKOL
kuwxku 103 demeii ¢ MB u msenoti naHkpeamuueckoli HedocmamouHoCmoko Obl710 00HAPYHEeHO 8 58%
(msiwcenas eunonakmasus 6 31% u ymepenHas 6 28% cnyuaes)[231].

Oco0yto epynny cocmassiom demu, onepuposaHHsle N0 10800y MEKOHUEB020 Ueycd, KOmopble Mozym
umems JAKMA3HYI0 HeO0CmamouHoCmy 6 Mol Ulu UHOU cmeneHu, 8 3asucumocmu om ONuHbl
pe3ekyuu MOHKOL KUWKU (CUHOPOM KOPOMKOU KUWIKUL).

B duzecmuu nonumepos 2iKo3sl — MAJIbMOJEKCMPUHOB ¢ HEOONBUUM UUCIOM 2JIIOKO3HBIX 0CMAMKO08
(5-8) & Gosbuieli cmeneHu npUHUMaAem yuacmue 2100KOAMULA3A U MAbMa3sa ((hepmeHmsl KUeuHozo
NPUCMeHOYHO20 NUWEeBAPeHUSs), ueM NaHKkpeamuueckas amunasda. MansmodekcmpuHsl umeiom 0onee
HU3KYI0 OCMOJIAPHOCMb, 4eM MOHO- U ducaxapudsl, NO3MOMY UX UCNOJb308aHUEe 8 cocmase
CNeyuanu3upoBanHsix cmeceli 0l IHMePAIbHO20 U O0ONOJHUIMENbHO20 NUMAHUSL  N0380J5€m
CYUIeCMBEHHO Y8eNUUUMb KanoputiHocms 0e3 yeeauueHus 0CMOMuUUecKoll Hazpy3ku Ha KUWKY.

Pacwennenue kpaxmana 3asucum om NaHkpeamuyeckoli amunassl, N03mMomy OH Yceausaemcs Xyxe,
uem Ou- U MOHOCAxXapudsl. AMuiopes, Makxe Kak kpeamopes u cmeamopesl, Hyxoaemcs 8 KoppeKyuu
namkpeamunom™*,  M3AUWKU —HepacujensieHHo20 Kpaxmaada, Nocmyndas 6 moJaCmyrn  KUUKY,



2U0pONIUBUPYOMCA KUWEUHOT MUKPODAOPOLl, Umo npusooum K NOBbIEHHOMY 2a3000pa308aHuUio,
830ymuio u 60JISIM 8 HCUBome.

IMayuenmam ¢ MB He ozpaHuuugawomcs npodykmsl u 6aw00a, 6ozamsle pacmeopumbLMu NULEBbIMU
B0JIOKHaMU (NeKMmuHMsl, Kamedu), Komopsle chocobcmayiom npouiakmuke 3anopos u cuHopoma
ducmanvHoli uHmecmuHanvHoti oocmpykyuu (CGAHO). O0Hako, npu coxpaHeHuu Oucnenmuueckux
s671eHUll He peKkomeHdyemcsi 8 OONbUWUX Koauvecmeax nuwa, 6ozamas epyboli knemuamkoii u
gonokHamu (60608ble, KAUlU U3 YelbHO20 3ePHA, UelbHO3ePHOB0U U picaHoli xne6, ompyou, KOCMOoUKU,
Koxcuya om Gpykmoe u ogoujell, Cyxopykmol, HU3KOCOPMHOE MACO C OGONBUWUM COOepHaHuem
COeOUHUMENbHOL MKAHU), KOMOopble Yeeauuusarm o6semM Kanio8bix MAacc u yCunaueaom memeopusm.

e Jlns obecrievueHust IMOBBIIMIEHHbIX SHEPTETUYECKMX IOTPEGHOCTE KaJOPUITHOCTh CYTOUHOTO
palyoHa ManyeHTaM ¢ MyKOBUCIMI030M PEKOMEH/IYETCSI PacCUMThIBATh He Ha (GhaKTUUeCKuit, a
Ha [O/DKEHCTBYIOIIMIA BeCc € Y4YeTOM  KaTaboJMueckux IMPOILeCCOB IIPU  XPOHUYECKOM
BOCTIAJIEHUU U MCX0asl U3 Jedunyra Maccsl Tena (tabi. 21) [2,53].

(YYP - C, VO] - 5).

KommenTapwuii: I[Tompe6Hocmy 6 sHepeuu y demeli ¢ MB, no OaHHbIM pPasiaudHsIX UCTNOUHUKOS,
do/wwHa Obimb noeviweHa 0o 120-150%, no cpasHeHulo ¢ meopemuyecKuMu pacuemamu Ha
(axmuueckuii gec, 8 3a8UCUMOCMU 0M 603pacma U HympumueHo20 cmamyca nayueHma (mabéauya
21). 35-40% sceli sHepzemuueckoli nompeOHocmuU 00JI#HO obecneuusamscs xupamu, 20% 6enkamu u
60-65% - yenesodamu.

Cywecmeayrom 0080J1bHO COXHble PopmyJivl 0Nl pacuema Heo6Xo0uMblx OONONHUMENbHBIX KANOPUll,
00HAKO 8 N08CEOHEBHOLI NPAKIMUKE MOXCHO NOJIb308AMBCS CE0YIOUUMU OPUEHMUPAMU:

o

1-2 200a - 200 xkan,

3-5nem - 400 kkarn,

o 6-11.1nem - 600 kkan,

cmapuwe 12 nem - 800 kxan 6 cymxu [1].

[}

o

Tabnuya 21. PekomeHdyeMmble 8eUMUHbI nompebJieHUs 6eaKa U IHepeuul

Bospact benok, r/kr/cyT DHeprusi, KKana/Kr/cyT
MuHumanbHas MakcumanbHas
0-1roa 3-4(go6) 130 200
1-3rona 4-3 90 - 100 150
3-10 ner 3-25 70 - 80 100
11-14 net 2,5-1,5 45 - 70 90

e HemocTaTOYHOCTb MUTAaHUSI PEKOMEHAYETCS! NMATHOCTMPOBATb, €C/IM IMPOILEHT COOTBETCTBUS
Macchl MO0 POCTY U IOy WM Macco-pocToBoit nupgeke (MPU), dakTuueckasi macca/uueanbHast
macca no pocty u noiy x 100% menbiie 90% y nalijMeHTOB AEeTCKOro BO3pacTa, a Y IMOAPOCTKOB U
B3poUIbIX - ecyii UMT cocrasiisieT meHee 18,5KI‘/M2. BeneHnne nanyeHTOB ¢ MB OCyIIeCTBISIIOT B
3aBUCUMOCTHM OT UX pusnueckoro cratyca (Tabm.22). [Ipu nmokasauusx Z-score mo UMT ot -1 1o
-2 cnenyeT AMAarHOCTUPOBATh CPeHETSKeNYI0 HeJOCTATOYHOCTb MMUTAHUS, a TIPU >-2 — TSKeIYI0
HeJ0CTaTOYHOCTDb UTaHus [232].

YYP-C,VO[ -5).
KommeHTapwmii:

Ta6nuuya 22. /Tuemosiozuieckue pekomeHoayuu no sedeHuio nayueHmos ¢ MB & 3asucumocmu om
usuueckozo cmamyca [53]

et < 2-x net et 2-18 net CocTosiHMe NuTaHusa

Bec n annHa 3 50 nepueHTUb WMT 3 50 nepueHTUNb HopmanbHoe COCTOsiHNe nuTaHua:
MpodurnakTnyeckoe KOHCYy/NbTUpPOBaHWE MO
BOMpOCaM NuTaHus

Bec u gnuHa <50 = 10 nepueHTUNb WUMT < 50 = 10 nepueHTUNb HapyweHne HYTPUTUBHOIO craTyca:
MoTepsi UnW OTCYTCTBMe MpubaBky Beca B | KOppekuusi AveTbl U aobaBfieHMe NpoAyKTOB
npegbiaywme 2-4 mec SHTepasibHOro NUTaHus

Bec n panHa < 10 nepueHTUnb MMT< 10 nepueHTUNb HapylieHne HyTPUTMBHOrO cTaTyca TSXenoWn

Motepa 3 2 nepueHTWne’ Beca u CcTerneHn:
3a/epxKa pocTa C MOMeHTa nocneaHero | 30HAOBOE NUTaHWe
noceleHnsa

e PekoMeHIOBaHHas I1eJb HYTPUTUMBHOI MOAAepkku Ipu MB - obecreunts Gusmdeckoe
pasBuTHMe TAllMEeHTa COIJIaCHO BO3PACTHBIM HOpMaM (IOCTMKeHMe OKasaTeneil (pu3nueckoro
pasBuTMs B TrpaHuile 25-75 TepUeHTWIb II0CTe KOPPeKIMM HYTPUTUBHOTO CTaTyca,
peromMeHayeMas 1eb - 50 mepreHTuib) [53].



(YVYP - C, VO], - 5).

3.3.2 [leTy IepBOro roja >XU3HU

I'pyoHoe eckapmnusaHue

HoeanvHvim 011 HOBOpOM#OEeHHbIX U Oemell nepgozo 2004 HU3HU S6J11emcst Henacmepu3osaHHoe
2pyOHOe MamepuHckoe MOJI0KO, MaK Kak OHO co0epHcum WupoKuli cnekmp 3auumHslx akmopos u
OuonozuuecKu akmueHvIX 8eujecms. BasxiHyo poib uepaem akmueHOCmys MepMonadunbHoL aunassl 6
HAMUBHOM (Henacmepu3o8aHHoOM) HEeHCKOM Mojoke. Jlns demeii ¢ MB nokasama 3awjumuas poib
ecmecmeeHH020 BCKAPMIUBAHUS: MAAOEHYbl, Noyuaiowue 2pyoHoe MOJIOKO, UMerm Jyduiue
nokazamesnu ezoUHbIX (YYHKYULl U HU3KYH 4acmomy UH@PEKYUOHHbIX INU30008, NO CPABHEHUIO C
demeMU HA UCKYCCMBEHHOM 6cKkapmausaruu. HoeopoxcdenHsle u demu nepevix Mecsyes HU3HU,
KOMopble He MO02ym CaMOCMOSMENbHO B8blCACHIBAMb HEOOX00UMDbILI 00BeM MOJIOKA U3 2pydu eeudy
msicecmu cocmosiHus (00was cnabocmes, 00biKd, cepOeuHO-1e20uHAst HeDOCMAMOUHOCMb) J0HCHbI
nojyuams CyexceHHoOe Henacmepu3o8aHHoe MAamepuHcKoe MOJOKO U3 OYymoliouKu WU uepe3
HA302aCMPABHOLLL 30HO.

B Hexomopbix cnyuasx mpebyemcst 0ononHUmMensHoe nocmynjieHue Hepeul ¢ NOMoOUlblo 0002aujeHust
2pyoHozo mosoka. Taxk, npu HedocmamouHoli npubaske 8 eece MOJIOKO MOXCHO o00ozawams
dobasneHuem Ha kaxcovie 100 mn npubnusumenvHo 5 2 (1 mepHas 0x#Ka) Cyxolli cmecu HA OCHO8e
2udponuszama 6exa c CIIT.

e JleTiMm rpygHOro Bo3pacta ¢ MB u maHkpeaTuuyeckoii HeOOCTaTOYHOCTbI) PEKOMEHAYETCS
HasHauaThb (epMEeHTHYI0 3aMeCTUTENbHYIO Tepamuio IMpernapaTaMy MaHKpeaTuHa™* (B BuUe
MUHMMUKpOchep) B KaKAOoe KOpMJIEHME C  1ebl0  KOPPEeKUMM TTaHKpeaTUuecKou
HeI0CTaTOYHOCTH [2,53].

(YVP - C, V4] - 5).

KomMeHTapuii: ¢ mMomeHma eeedeHUsl HEOHAMANbHO20 CKpuHuHea Ha MB & Poccuu (2006 2.)
NnosBUNACL B803MOMHOCMb PAHHE20 Hauand JeueHus, O0OHAKO B80npoc, Koz0a u KOMY HAYUHAMb
3amecmumenpHyl0 mepanuld NaHkpeamuuyeckumu GepmeHmamu, He 6ce20a sceH. YpoeeHb
naxkpeamuueckoli anacmasel-1 6 cmyne 6 meueHue Nnepeozo 2004 MHU3HU MOXMem CyujecimeeHHo
8apbupo8amsv U 00HOKPAMHO20 €20 uamepeHusl He ecezda docmamouro. Cnedyem opueHmupo8amaucs
Ha memnol npubasxu 6 macce u NoKasamenu Konpozpammol (Hanuuue cmeamopeu) [53].

CmeuwanHoe/ucKyccmeeHHoe 6CKapmaueaHue

YV Odemeti, coxpaHawowux ydoenemeopumenbHsle memnsl  (GuUUUECKO20  pA3eumus, Mozym
UCNoNb308amscs 00blUHbIE A0ANMUPOBAHHDBIE MOJIOUHbIE CMECU.

IIpu cmewanHom/uckycCmeeHHOM BCKAPMIUBAHUU GOJBUUHCINGEO MAAJEHUes, NPU C80e8PEMEHHOL
duazHocmuKke Namkpeamuyeckoli HedocmamouHocmu U ee KOppeKyuu NAaHKpeamuueckumu
(hepmenmamu, xopowo pacmym u paseusarmcs npu UCNOJb308aHUU 00bIUHBIX AOANIMUPOBAHHbIX
MOJIOUHBIX CMecell ¢ NpeoOnadanuem CblB0POMOUHbIX 0E/IK08 8 cocmase 0e/K08020 KOMNOHEHMA
(60:40) [53].

e V [QeTeil NepBOr0 Troja >KA3HM C MYyKOBMCLMIO30M He DPEKOMEHIYeTCs MCIIOAb30BaTh
3aMeHUTeIN MOJIOKA C HM3KUM cofepkaHueMm 6Genka (1,1 — 1,3 /100 M) u skupa (MeHee 3,5
/100 MT), TaK KaK OHU He 00eCIeunBaloT HyTPUTUBHBIE TIOTPEGHOCTHM MaleHToB ¢ MB [233].

(YYP - C, VI - 5).

e IIpy HeJOCTAaTOYHO} mpubaBKe B Bece y IMALMEHTOB C MYKOBUCLMIO30M DEKOMEHAYeTCs
OTHaBaTh MpPeIIOYTeHNe BBICOKOKAJOPUITHBIM CMeCsSM, MMEIOUMM B KayecTBe >KMPOBOTO
komroHeHTa CLT M pacTuTenbHble XMPbl B 3MYJAbBIMPOBAaHHOI QopMe, UYTO IMO3BOJSIET
VAYYLIUTD YTUAU3AIMIO KUPa Y CHU3UTD N03Yy TaHKpeaTnyecknx hepMeHTOoB [234].

(YYP - C, VI - 5).

KomMeHTapum: smum mpeb0o8aHUsIM omeeuaom omaoesvHble cMmecu O HeOOHOUIeHHbIX U
ManoseecHslx demetl.

IIpu cMewanHOM/UCKYCCMB8EHHOM BCKAPMIUBAHUU OONBUUHCMBO MAAOEHU€eB, NPU C80€8PEMEHHOL
duazHocmuKke NAHKPeamuueckoli HedoCMAamouHoCcmu U ee KOppeKyuu NAaHKpeamudeckumu
(epmenmamu, Xopowo pacmym u paseusaromcs npu UCNONb308AHUU 00bIUHBIX AOANMUPOBAHHDIX
MOJIOUHbIX CcMecell ¢ hpeoOnadanuem Cbl80POMOUHbIX 0e/IK08 8 cocmase 0eK08020 KOMNOHEHMA
(60:40).



e PekOMEHZOBaHO Ha3HAUeHMe CMeceil Ha OCHOBe TUAPOAM3aTOB MOJIOYHOrO Oenka Ipu
anyepruu K 6eJIkaM KOPOBbero MOJIOKa U BpeMeHHO — MoCJIe ONepaTMBHOTO BMEIIATeTbCTBa T10-
IIOBOJly MEKOHMATbHOTO Wieyca ¢ jeuyebHoit 11ebio [233].

(YYP - C, VI - 5).

e TlamyeHTaM, IMOTYYaAOIMM MaCCMBHYI0 aHTMOAKTepPMaIbHYI0 Tepalnio, a Takke ITOBTOPHBIE
KypChl aHTUOVOTUKOB, PEKOMEHIOBAHO BBECTM aJalTHPOBAHHYI0 KMCIOMOJIIOYHYIO CMECh VU
CMecCh, 060TaIIeHHYI0 TPOGMOTUKAMM, B KOTNUYECTBE A0 1/3 CYyTOYHOTO 06beMa KOPMIIEHMUS 1St
ToAepskaHMs HOPMaIbHOI MUKPOGIIOPHI KUIlIeuHKa [233].

(YYP - C, VI - 5).

e TIpukOopM peKOMeHIyeTcsl BBOAUTh B 4-5 Mmec. (Kak M B IMOMYJISAILUM 3[0POBBIX [AeTeit), a
HEKOTOPBIM [IETSIM, [IPU HU3KOI MpubaBke B Macce - paHbIle C IeTbi0 KOPPEKIUU JTaHHBIX
HapyueHnii (taém. 23) [233].

(YYP - C, VI]I - 5).

KommeHTapuii: nepesivu 071100amu NPUKOPMA CAYHAM 3Hepzemuuecku njaomHsie 61100a: Kawu Ha
CUEXCeHHOM MOJIOKe UL MOJIOUHOLI CMeCU CO CIUBOUHBLM MACJIOM, OemcKuti meopoez 4,5-5% xcupHocmu,
dasnee 860051m 080UWHOE NHOPE C MSCHBIM Ni0pe U paAcmumesibHsIM MAC/IOM, HeMoK.

Cﬂeayem ucnosib3oeameoe BblCOKOKaJZOleleble I’lpoamebl npuxkopma, O60261u4€HHbl€ BUMAMUHHO-
MUHEPA/IbHbIM ~ KOMNJIEKCOM: demckue MOOUHblE Kaulu NnpomblUl/IEHHO20 npouseoacmea c
dobasJjieHuUeM CIUBOUHOZ0 macia, 080UlHble nope C dobassieHuem pacmumeJsibHO20 macjia, msca.

Bo3moxcHo 88edeHUe MSCHO20 nwpe 6 Kadecmee nepeo2zo npuxkopma demam Ha ecmecmeeHHOM
ecKapmiusaHuu, Kak Xopowuﬁ UCMOYHUK Xcejie3a u YUHKaA.

Koposve u Ko3be MONOKO MOXCHO UCNONB308AMb MOJIbKO 071 Npu2omossieHus: 6100 ¢ 8—9 mecsyes. B
oMmu  He CPOKU MONHO 66800umb HeadanmupoB8aHHvle KUCIOMONOUHble NpooyKmol (Keup,
HamypanvHolli liozypm), 000zaujeHHble Hussimu Ou@udo- u sakmobakmepusmu. barwda npukopma, 8
omauuue om 300poeslx demeti, nodcanusarom. JonosHume1bHoe Koauuecmao no8apeHHoll coau 8 0eHb
opueHmupo8ouHo cocmasnsem 1/8 uatiroti n1oxcku (0,6 — 0,7 2) 0ns pebeHKa nepsozo noayzodus u 4 u.
2. (1,25 2) dns peberka 6-12 mecayes [233].

Ta6nauua 23. OcobeHHOCMU 88e0eHUs NPUKOPMA Oemam nepeozo 200a #cu3Hu ¢ MB

MpoaykTbl 1 6nt0aa Bo3spacT (Mec)

®dpykTOBOE NIOpe ya

Teopor 4-5

Kentok 5-6

OBouHoe niope 5-6

PacturenbHoe macno 4-5

Kawa 4 (Ha CLIeXeHHOM rpy/AHOM MOJIOKE, MOJIOYHOW CMecu uaun
maponusare)

CnvBoYHoOe Macno 4-5

MscHoe niope 45-55

HeapanTupoBaHHble KMCNOMONOYHbIE HANUTKK (Kedup, KorypT) 8-9

Cyxapu, xne6 7-8

Pbiba 8-9

3.3.3 IIuTaHue OOIMKOJILHUKOB M IIKOJIbHUKOB

OcHOBHOTl NPUHYUN - «GKMUBHBLTI» N00X00 K NUMAHUI0 pedeHKa 8 11000M 803pacme

o [lumatue pebeHKa 0oMHHO Oblmb pezynsipHbiM (6 pa3 8 deHdb daxce O WKOJIbHUKOS, popmyaa 3+3):
3 ocHo8HbIX npuema nuwu (3asmpak, 06ed, y#uH) u 3 dononHumenvHovix nepekyca (2-ii 3aempax,
NOJIOHUK, HA HOUb);

o [Tumawue OOJIHHO OblMb «NAOMHBIMY»: 8 KAMCOblll OCHOBHOU Npuem NUWU OOJHHBbI BKIIOUAMbCS
6nt0da, codepicaujue KawecmeeHHovle HuU80MHoble OenKU, YUHK (MSICO, CYOnpodyKmol, pelba, atiya uiu
MOJIOUHbBIE NPOOYKMbL — CbIpP, MBOPO2), KAuecmeeHHble HUpbl (pacmumesnvHoe, CIUBOUHOE MACIO,
cMemadda, CIusKu), CoxcHvle (Kpynol, xe0, 080WU) U 68 MeHbulell cmeneHu npocmole ((ppykmeol,
cnadocmu, 8apeHve, Med) y2aeso0bl;



o JlononHumensHele npuemst hutyu (nepekycel: 2-ii 3a8mpax, nojaoHuK, neped CHOM) 0053amenbHbl;
OHU COCmosm, KAk Nnpasuio, u3 KUCAOMOJIOUHbIX NPOOYKMOS, Meopozd, (pyKmos, 6vineuku u
yMepeHHO020 Koauuecmea cnadocmell.

Tpu myxosucyudose 0o 10% nayuermos Kk nodpocmrogomy 8o3pacmy gopmupyiom Qubpo3 u yuppos
neuedu (CFLD - yuppo3 neueHu, accoyuuposauHsili ¢ MB); 0o 13% nayuenmos k 20-n1emHemy
go3pacmy u 0o 50% k 30 zodam gopmupyrom accoyuuposanHsili ¢ MB caxapHwiii duabem (CFRD -
duabem, accoyuuposauHsili ¢ MB). Tlosmomy, Hecmomps Ha mo, umo npu MB, npu omcymcmeuu
aiiepeuveckux peaxyutl, 6 MexOyHapoOHbIX peKoMeHOayusx paspeweHsl Ja0sle NPoOyKmol,
HeKkomopuwle 61100a He peKoMeHAYemcs ynompeodasimes NOCMOSHHO U 8 GONbUUX KOJIUUECMBaX:

o npodykmel u 61100a, OCJIOHCHAOWUE pabomy neueHu U ieauespl8oiswux nymeti - myzoniasxue u
Mpac-»upsl (M. 8viuie), kpenkue 6YIb0HbL, 0OCMPble, KUCTble 671100a U NPSAHOCMU;

© NpodyKmosl NPOMbIULIEHHO20 NPOU3BOOCcMad, codepxcaujue 60J1bUI0e KOIUYEeCM80 CMabuiu3amopos,
UCKYCCMBEHHbIX Kpacumeriell U KOHCep8aHmos, MatioHe3 NPoMblULIEHH020 NPou3800cmaea;

O M.H. «<MYCOPHYI0 NUUY», 20mo8ble cyxue noaypabpukamst, pacm-g¢yo;

o cnadkue easupo8aHHele HANUMKU U HepasbasneHHvle (pyKmosvle HANUMKU NPOMbIULIEHHOZ20
npouseodcmeda;

o 8 QonbwoM Koauuecmse u omoenbHo om Opyeux npuemos nuuj — papuHuposamHsie npocmele
yeneodu! (caxap, KoHpemot) ¢ yenvto He JONycKams pe3kozo n00sema ypoeHs. UKeMUL;

o npu ducnencuueckux 8aeHusix — 6oabliUe 006embl NPOOYKMO8, YCUIUBAIOWUX 2a3000pa308aHue 8
KUUeuHuKe: YesibH03epHo80ll U ompy6HOL x71e6, C8eHYI0 U KUCIYI0 0eN0KOUAHHYI0, KPACHOKOUAHHYIO
kanycmy, 60608ble, CBEKY, KOXCULY U cemMeuKu 0m Gpykmos, opexu, 2puobi.

e IIpu OGPOHXOTErOYHBIX OOGOCTPEHMSIX, 3HAUMTEIBHOM OTCTaBaHMM B Bece JJISI yBeIMUYeHUS
TIOCTYIUIEHUST Y9HEPTUM, BLICOKOKAYECTBEHHOTIO GeJIKa, BUTAMMHOB M MUHEPATbHBIX BEIECTB B
KayecTse TIepeKyCcoB peKoMeHyeTcs UCIIONIb30BaTh Crie N3y poBaHHbIe
BBICOKOIHEPreTHYeCcKye KOKTEIM VI CMeCH JIJIsl SHTepaabHOTOo TuTanus [2,53].

(YVP -C, ¥4I - 5).

e PexoMeHZOBaHO oGoralieHyue pamyoHa IOJMHEHAChIIEHHBIMM SKUPHBIMM  KUCTOTaAMM,
KaJbliieM, MPOGMOTHKAMM [T BOCIIOJIHEHMSI TIOBBIIIEHHBIX HYTPUTUBHBIX TMOTpeGHOCTeN
mamyeHToB ¢ MB (cMm. pasgen 3.3.1 «O61iye TPUHLIMIIBI AMETOTEPAIMM Y MalMeHTOB ¢ MB»,
skupbl). C 1enbi0 oGoralieHusi palyuoHa OMera-3 SKUPHBIMM KHUCIOTaMM pPEKOMEHI0BaHO
JCIIONIb30BATh CJ1IAGOCOEHYIO (He KOITYEHYIO) JKUPHYI0 MOPCKYIO PBIOY: CeNlbb, ceMTy, hopenb 1
IIp. IococeBble, MKPY 3- 4 pa3a B HeJje/lio B KauecTBe 3aKycku [53].

(VYP - C, VAJI - 5).

e PacTuTenbHOe Maciao (JTbHSIHOE, THIKBEHHOe, KeIpoBOe, Macjio TPEeIKOro opexa, COeBoe,
parcoBoe, TIOACOMHEYHOE, KyKypy3HOe, OJIMBKOBOE) DPEKOMEHAYEeTCS WCIONb30BaTh B
Hepa®MHUPOBAHHOM BuIe 6Ge3 TepMuyeckoii 06paboTKu, m0o6aBisis B CaJaTbl M TOTOBBIE
OBOIIHbIE GJTI0fIa, [JIsT TIPUTOTOBJIEHNS TOMAITHEr0 MajioHe3a C IieJibio obGorallieHus paryoHa
TTOJIHEHACBIIIIEHHBIMU KMPHBIMY KUCJIOTAMU ¥ GMOJIOTMYECKY aKTUBHBIMM BelecTBamu [2,53].

(YYP - C, VI - 5).

e [TamyenTtam ¢ MB peKOMeHIYeTCsl eXKeTHEBHO YITOTPEOSTh, KAK OCHOBHOM MCTOYHUK KaTbIIVST
¥ BBICOKOKAUeCTBEHHOTrO Gesika - HeoOe3KMpPeHHbIE MOJIOKO, TBOPOT, ChIP, KMCIOMOJIOUHBIE
MPOAYKTbI, oOborauieHHble SKMBBIMM ILITAMMaMM MPOOMOTUKOB (6ubmmobakTepuit u
JIAKTOOAKTepuii) — OTypPThI KOPOTKOTO CpoKa XpaHeHust, 6uoredup u T.11. [2,53].

(VYP - C, VI - 5).

e [Ipy dopMupoBaHMM caxapHOTO AuabeTa, acCOUMMPOBAHHOTO ¢ MyKoBucuumosom (M3C]I
(CFRD)), pexromMmeHIyeTcs KaJOpUIHOCTh pallMOHa U cojepkaHue >KUMPOB COXPaHSTh
TTOBBILIEHHBIM [IJIS1 BOCITOJTHEHMSI TTOBBIIIEHHBIX HYTPUTUBHBIX MTOTPeOHOCTEN MalueHToB ¢ MB
[2,42,53,67] (cm. pasmen 3.1.6 «Tepamusi SHIOKPMHHOM HEZOCTATOYHOCTYU ITOMKETYIOUHOM
skeniessl (M3CI)»).

(VYP - C, VAIJI - 5).

3.3.4 MUKPOHYTPUEHTBI ¥ BUTAMUHBI

¢ BceMm meTssM ¢ MB peKOMEH/IOBAHO MOCATMBAHNME TIUIIH C 1IeIbI0 KOPPEKIMHU GasaHca Xiopa u
Hatpus (tabm. 24,25) [2,53].

(VYP - C, VII]I - 5).



Ta6nuna 24. Cyrounblie nmotpe6Hocty B conmu (NaCl) y meteii ¢ MB [2,53]

Bec pe6eHka/ < 5 kr 5 - 10 kr > 10 kr
TemMneparypa_
oKpy>Katowein
cpepnbl
20 oC 0,8 r/neHb 0,5 r/neHb MUHUMYM
+ 0,8 r/neHb/10 kr
25 oC 1,5 r/neHb 2 r/neHb MWHWUMYM 2 1/4eHb
+ 1 r/neHb/10 kr
30 °C 2,8 r/neHb 4 r/peHb MWHWUMYM 4 1/0eHb
+ 2 r/neHb/10 kr

HpI/IMe‘{aHI/IEI CTapuine geTu, Kak IIpaBujio, CaM PEryjimpyroT KOJIMYeCTBO COJIM B CBOUX 61110,[[8)(
IO MPMHINITY «COJIOHKA Ha CTOJIe».

Ta6muna 25. [Ipodunaktuyeckme JO3bl HATPUS ISl MALMEHTOB ¢ MB [53]

Bo3spact AoTtauusa HaTpus MpuMmeuaHus

ns petein ¢ puckoM coneaeduumTa — CoMb, pasBeseHHas B Boae WA HPyKTOBOM
coke HeBONMbLUIMMM MOPLMSIMU BTEUEHWUE AHS,

[Oetn 0-6 mec 1-2 MMOnb/Kr/aH

MobbeM conu y rpyAHbIX AETei, NPOXMBAKOLWMX B XapKOM KiuMate unu npu
NOBbILWEHHbIX MOTEPSIX >XWAKOCTU (pBOTa, MNOBbIWEHHAs TemnepaTypa Tena,
Avapes, TaxunHo3, UK Npu Haan4mMm CTOMbl Yy rpyaHoro pebeHka).

[eTtsM no nokasaHusim
(cM. npuMeyaHus)

A0 4 MMONb/Kr/AH

ConeHas
conb

[Oetn nocne 6 Mec u
B3pocC/ible

nuwa nnv MpUMeHATb B CTPECcCOBbIX CUTyaLUsX C N36bITOYHbIX MOT/IMBOCTHIO (nwxopa,cu(a,

u3NYecKne Harpy3Kku, xapkas noroaa).

[Ipumevanus:

1/5-1/6 daiiHOI JIOKKM TIpUMepHO cooTBeTcTByeT 15 mMonb NaCl coneBbix pacTBOpOB,
NpeJHa3sHaYeHHbIX [IJIs [IepOpaIbHON perugparauum [2];

s mepeBofa MMOJb B MI HATpusl, XJIOpa WIM HATPUsl XJIOpUAA HEOOXOAVMO YMHOXKMUTD
KOJINYECTBO MMOJIb Ha 23, 35 mau 58 (MOJeKy/ISIpHYIO MacCy HaTpusl, XJIopa MIY HAaTPUs XJI0puIa)
COOTBETCTBEHHO [53].

e BceMm anmeHTam ¢ MB pekoMeH0BaHO OOIMOJHUTENbHOE BBefeHMe KanbLys: 400-800 mr neTsim;
800-1200 mr mompocTKaM ¥ B3POCIBIM C IeJIbI0 TPOPUIAKTUKMA HETOCTATOUHOCTU KalbIUs B
OpraHu3Me U OCTeOTIeHNYeCKUX COCTSIHMIA [2,53].

(VYP - C, VA]I - 5).

e Bcem maimeHTam ¢ MB peKOMeHIOBaHO Ha3HaueHle KMPOPACTBOPUMBIX BUTAMMUHOB C I€/ThI0
BOCITOJIHEHMS AedUIUTa UX MOCTYIUIEHUS C IuIeil Ha GoHe MaJbAUTeCTUH U MajibabcopoLym
[2,53,70,234].

(VYP - C, VII]I - 5).

KommenTapuii: gciedcmeue manvabcopbyuu xeupa y nayuenmos ¢ MB Hapyuiaemcs 6cacsléamue
HUPOPACMBOPUMBLX 8UMAMUHOB.

Y nayuenmos ¢ MB xopowio u3gecmHo o HedocmamouHocmu gumamura D u HapyweHusx ¢ocopHo-
Kanwbyuesozo oomeHa. JleueGHolii agppexm evicokux o3 sumamuros A u D HymOdaemcs 8 danvHeliwiem
usyueHuu. OOHAKO XOpowlo u36ecmHo, umo 6ce nayueHms. ¢ MB ¢ naHkpeamuueckol
HedoCMmamouHoCmol0 exceOHe8HO QONHCHBI NOMYUAMb JONOSHUMMENBHO HUPOPACMBOPUMbLE BUMAMUHBL
(A, D, E u K) u 6ema-kapomuH, onmumaivHo 8 sodopacmeopumoti opme. ITayueHmst ¢ COXpaHHoL
QyHKYUeti nooxcesry0ouHOU Hcene3bl 0083amenbHO OONHHbL NOJIydams OONONHUMENbHO 8umamuH E.
Bodopacmeopumble sumamuHsl HaA3Hauarmcs nayueHmam ¢ MB 8 00bluHbIX hpoduiakmuueckux
003UpoBKax, peKoMeHOyeMbIX 300pP08bIM JIUYAM CO0Meemcmeayujezo 803pacma, 3a UCKIUEHUEM
sumamuta C, nompe6HOCMb 8 KOMOPOM y NAYUeHmM08 nosviuleHd, U eumamuHa B12 ciyuasx pezexyuu
n008300WHOTI KUWIKU.

B mabnuye 26 npusedeHvl pekomeHdyemble npoguiakmuueckue 003uposKu 07 00NONHUMENbHO20
88e0eHLS HCUPOPACMBOPUMBIX 8UMAMUHO08, U Mepanesmuueckue 003bl sumamura D ons nayuenmos ¢
MB.

Ta6numa 26. PekomMeHgyeMble MpoduiakTUUecKue O03bI KMPOPACTBOPUMBIX BUTAMUHOB U
6eraxkapoTeHa [j1s nmauyeHTos ¢ MB [2,53,70,235].

CbiBopoTOYHbINi 25 (OH) D
MuHuMymM— 6onee 30 Hr/mn

1-3 roga
3-10 ner
> 10 net

1500 ME/cyT

1500-2000 ME/cyT,

or 2000 (neto, oceHb) po 4000
(3uma, BecHa) ME/cyT
fo3a 3aBUCUT OT  CbIBOPOTOYHOIO
YPOBHSA n AO/KHA perynsapHo

BuUTaMUHbI Ao3unpoBka (ME/cyT) ®dopma Bbinycka ansa PO
Konekanbumdepon* 1 kannsi = 500 ME (12,5 mKr)
(ButamuH D) Metu 1 roga xu3Hu 1000 ME/cyT




KOpPEeKTUpOoBaThLCs
Anbga-Tokogpepona 0-6 mec 25 ME (18,4 mr) 30% mMacnsHblii p-p: 1kanns = 6,5
ayerar (ButamuH E) 6-12 mec 50 ME (36,8 mr) ME (4,8 mr)
(npoTuBOMNOKasaH AeTsaM A0 1-4 ropa 100 ME (73,5 mr) 10% macnsiHbiéi p-p:
3 ner) 4-10 net 100-200 ME (73,5 - 147,1 wr) 1 kanns = 2 ME (1,47 mr)
Crapwe 10 net 200-400 ME (147,1 - 294,1 wr) MacnsiHbI/i  pacTBop B Karcynax
YpoBeHb  cOOTHOLWEeHUs a- 100 ME(73,5 mr) , 200 ME (147,1
TOKO(EPO/1:X0NeCTEPUH > mr) , 400 ME(294,2 mr)
,4
MoHuTOpUHI no
rokasaHusiM, nocne
U3MEHeHs 403kl
MeHaanoHa HaTpusa 0-1roa: 0,3-1wmr/cyT 1 Tabnetka 15 mr
6ucynbbut Crapwe 1 roga: 1 - 10 mMr/cyT
(ButamuH K) Mpu natonoruun neyenun: 10 - 15 mMr/cyTt

(Tabnetkun
NpOTUBOMOKa3saHbl A0 3 ner,
pacTsop ans
BHYTPUMbILLEYHOrO
BBEAEHNA — 6e3 BO3pacTHbIX

orpaHuyeHuit)

lpoTopmbuHosoe Bpems,

ypoBeHb BuTamuHa K B

KpoBu

PeTuHon** HaunHaTb C HU3KMX A03. MoabupaTb MO YPOBHIO B CbIBOPOTKE 1 kanna 3,44% p-pa = 5000 ME

(But. Aq) KPOBU (eXerofHbli KOHTPONb) (1,5 mr)

1 apaxe = 3300 ME

Hopmb! onpeaensoTcs (1 mr)

naboparopueii, rnposo, i 1 kancyna = 12000 ME (3,6 mr)

aHanns

MOHUTOPUHT no 0-1 rog 1650 ME (0,5 mr)

rnokasaHusim, nocne 1-6 ner 3300 ME (1 mr)

U3MEHeHUs A03bl 7 neT v cTaple 5000 ME (1,5 wmr)

Tect npu  naaHUpoBaHum

6epemeHHoOCTU

BeTtakapoTeH HauyaTb ¢ 1 Mr/kr x cyT - 12 Hepenb, panee noAaepxuBatolias 1 kanns = 1 mr

(BeTa-KapoTuH) nosa - 10 mr/cyT
IMpumeuaHue: * - TepameBTUYeCKMe [03bl BUTamMMHa D ykasaHbl B Tabnuie 20 (Tepammust
0CTeOoI10po3a)

K «azpeccusHsim» memodam HympumugHoti noddepicku y nayuenmos ¢ MB omHocsamcs:

1. 3oHd080€e sHmMepanvHoe numavue 6 ude HOUHOU 2unepanruMeHmMayuul, uepe3 HaA302acMpaibHblll
30H0 WIU uepe3 NepKYMAHHYIO 2dcmpocmomy (mpyoKu numamenbHble 2acmpocmomuveckue U
eoHanvHole MIC, MIC-KEY ¢ npunadnexcrocmamu). C nomMowpio HOUHOL 2unepaiumeRmayuu, npu
adek8amHoM KOHmMpoJie NAHKPeamuuecKuMu 3amMeHUmensimMu, Mo#cHo 0ONOJIHUMeNbHO 00ecneuums om
30 do 50% paccuumanHoti s3nepzonompedHocmu [9].

2. [lapenmepanvHoe numavue
o [lonHoe (yeHmpanvHbll 6eHO3HbLL Kamemep); NOKA3AHUSIMU S8I1I0MCsl:

® COCMOsIHUS NOCJle onepayuu Ha KUieuHuKe;
® CUHOPOM KOPOMKOU KUWKU;
e ocmpelli NaHKpeamum.

o YacmuuHoe (¢ yesivlo 00NOJIHUMEIbHO20 NUMAHUSL), UCNOJIb3Yemcs nepugepuyeckas eeHa:

® JKUPOBbLIE IMYNbCUU;
® 2/1I0K030-AMUHOKUCJIOMHblE CMECU, BUMAMUHbL.
¢ PeroOMeHI0BaHO ITPUMEHEHNE «arpecCMBHbBIX» METOAOB HYTPUTVBHOI IMOATEPSKKA MTPU:

0 OTCYTCTBMM MPUOGaBKM B BECE MJIU CHIDKEHME Beca B TeUeHMe 6 MeCSIIEeB;
(akTHUeckoit Macce Tea HIKe 3 TIepLeHTUIIS ;
(akTnueckoit Macce Teja HIOKe MOKHOIO 3HAUeHMs Ha 15% wiu MeHee 25 IMepLieHTWUIS Ha

e}

[}

(hoHe TOMONHNTENBHOTO MUTAHKS CIIeLaIbHbIMY cMecsiMi [2,15,53].
(YYP - C, VO - 5).

KommeHTapmii: «azpeccusHoie» memodsl HympumueHoli no00epmKu NOKA3aau 8ecemd 8bICOKYI0
2 pekmuerocms, 8 0cobeHHOCMU Y hayueHmos ¢ MB ¢ 8bIpaXeHHbIMU HAPYWEHUSMU HYMPUMUBHO20
cmamyca. OOHAKO, ONMUMAJbHbIE MeMOOUKU, CXeMbl NpumeHeHus, 8udsl U ChocoObl 86edeHus
numamesvHbIX cmecell, Cnocobbl 3amecmumessHoll pepmeHmHoLl mepanuu npu hposedeHuu 30HA080L
2unepanumeHmayuu  Hyxoarmea 8 OalvHeliulell ompabomke 8 Npakmuxe omeuecmeeHHoL
nynMOHOJI02UU U Neduampuu.

IMoxkasauno, umo mMoJbKO NpuMeHeHUe 3IHMePAnbHo20 30HO08020 NUMAHUS Yepe3 2acmpocmomy
00CIMo8epHO NPpUOOUM K YIyuuleHUI0 HympumueHo2o cmamyca nayueHmos ¢ MB.

MaleHTOB

Paszpabomansl npozpammet 07151 IBM, Komopsle HANpAasieHsvl HA ONMUMU3AYUIO KOMNJIEKCHOL
mepanuu MyKosucyudosa u npumeHsaomcs 6 psde peeutos P [236]. [Ipozpamma OBM «MoHumopuHe
HYympumueHoz0 cmamyca, payuoHa numavusi u GepmeHmHoOl mepanuu npu MyKOBUCYUJO3e»



(Tocydapcmeennas pezucmpayuss N2 2016 660762 om 21.09.16) nosgonsiem coKpamumo
mpydozampamsl 8paua npu pacuemax uHOuUsudyansHoli duemsl U 0036l 3aAMeCMUIMensHoU
Qepmenmuoli mepanuu. MobunsHas eepcus npozpammel IBM «MoHumopuHe HympumugHozo
cmamyca, payuoHa numaus u ¢pepmeHmHoli mepanuu npu mykosucyudose. MoOuivHas eepcusi»
(Tocydapcmeennas peeucmpayus N° 2017 661283 om 09.10.17) nomozaem nauueHmam
camocmosnmensio nodbupame 003y (pepmeHmos Ha Kaxcvlli npuem nuwju; 6 pexcume OHJIALH
nepedasams 0aHHsle (8 denepcoHUpUUUPOBAHHOM 8ude) 0 u3uuecKkoM pazeumuu, payuoHe NUMAHusl,
003ax NAHKpeamuHa Ons KOHCYIemayuu ¢ Jedawjum epaqsom, odyuaem camoOKOHMPON0 HAO CB0UM
3abonesanuem. Hcnonv3o8aHue OaHHbIX NPOZPAMM NOKA3AN0 €800 AP PekmusHOCMb 8 KAUHUUECKOI
npakmuxke [190,236,237,238].

3.4 Xupypruueckoe jeueHue

e [Tpu HeahdeKTUBHOCTM KOHCEPBATMBHBIX METOAOB, HAPACTAHMM SMMU30[0B KPOBOXapKaHbS U
Pa3BUTUM JIETOUHBIX KPOBOTEUEHMI MareHTam ¢ MB pekoMeHI0BaHO XMUPypruveckoe rmocoome
C 11eJ1bI0 OCTaHOBKM KpoBoTeueHus [207,209,210,211].

(YYP - C, VI, - 5).

KommeHTapwuit: memooukoli 6vi6opa sensiemcss  amOonusayus OpoHXUANbHbIX — apmeput,
docmamouHass npocmas  hpouedypa, 3axknouaAWAscs 8  IHO0BACKYNAPHOU  dmbonudayuu
Kpogomouawjezo cocyoa uHepmHsiMu mamepuaniamu. SMO0AU3AYUSL N036075em Kynuposams 3nu300b!
KPOBOXAPKAHDLS WU 3HAYUMENbHO omcpouums ciedyioujue 6 2/3 cnyuaes. Pesexyust Kposomouaujezo
cezmeHma, 00nU UIU UYe020 J1e2K0z0 MOxcem nposoodumscst MoapKo 8 upe3suluaiiHblx Cyudsx no
BUMAIbHBIM NOKAZAHUSM.

HapacmaHue J1€20UHbIX KpOBOmEIIEHuﬁ U HEBO3MOMHOCMb UX KOHMpoauposamo 3M60/1Ll3al,{u€ﬂ -
nokasauue ons paccmompeHust nayueHma Kak KaHoudama Ha mpaHcnaaHmauyuro eekux.

e JleueHre mMHeBMOTOpakca Yy mnaunyeHToB ¢ MB pekomeHIyeTcsi TPOBOOUTL COITIACHO
KIMHUYECKMM PEKOMEHAAIMSIM I10 THEBMOTOPAKCY C IIeJbI0 BhIOOPA OMTUMATbHON TaKTUKU
BeneHus nanyenra [207,208,239].

(YYP - C; VI - 5).

KommeHTapum: nHesmMomopaxc, ho danHsiM HayuoHanvHozo Pezucmpa, 8 Poccutickoli @edepauuu
scmpeuaemcs excez00Ho y 2,39% 63pociiblx NayueHmos ¢ MyKogucyudo3om, Umo HamHOz0 uauje uem y
demetl, u sensemcs ciedcmeueM paspwlea cyonaespanvHolx 6ynn. Ilpu peyudusax ezo0
paccmampueaemcst Heo0X00UMOCMy npuMeHeHusi njaeepode3d. B makom cayuae mauunynsyuei
8b100pa A6159eMCs TOKANbHLIL XUMUieckuli naieepode3 uiu naegpakmomus. K makum onepayusm, Kax
pesexkyus  cyonnespanvHolx 0yan, HE06X00UMO OMHOCUMCA C  OCMOPOXCHOCMbIO,  yUUMbledst
B03HUKHOBEHUEe 00NONHUMEIbHO20 CNAeuH020 Npoyeccd, 4mo moxcem 3ampyoHams 8 OajvHeliulem
MPAaHcNAaHmMayuro 1ezKux.

e PexomeHIyeTCSI 9H/OCKOIMMUYECKOe XUPYypruyeckoe JjeyeHue XPOHMUECKOTO PUHOCUMHYCUTA
(XPC) Ha (oHe MYKOBMCLIMIO03a TP BBIPAKEHHOM 3aTPyJHEHNM HOCOBOTO ABIXaHMS 3a CUET
Ha3aJbHOTO IMONIMIO3a W/WUAM MeJualu3aluyM JiaTepajJibHOVM CTEeHKM IIOJIOCTM  HOCA;
HEKYNMMPyeMOM KOHCEPBATMBHBIMU MeTOAaMM 06OCTpeHUM MHGEKIMOHHO-BOCIATUTEIbHOTO
npouecca B OHII, koTopbIii paccMaTpUBaeTCsl B KaueCTBE Ba)KHOM MPUUMHBI KOHTaMMUHAIUN
OGPOHXOJIETOYHOM CUCTEMBI; Pa3BUTUM CUHYCOTE€HHBIX OPOUTATBHBIX U/WIM BHYTPUUEPEITHBIX
OCJIOKHEHM1; He06XOAMMOCTH caHaluy monocT Hoca ¥ OHII mepeq, TpaHCIUTaHTAIe JIETKUX
[240,241,242,243].

(YYP - B, VII]I - 3).

KommenTapuii: dns demeill u 83pocisix nayueHnos ONMUMANbHLIM MemodoM XUpypeuieckozo
neueHuss XPC 60 6ceM Mupe nNpusHaHa pacwupeHHas 3HAocKonuueckas @QYHKYUOHAIbHAS
puHocuHycoxupypeus  (FESS-Functional — Endoscopic ~ Sinus  Surgery) —  Mano0uHeasusHbll,
0p2aHocoxpaHsiowull, QuuonoeuuHsili Memod xupypeuueckozo JieueHus 3abosiesaHuii Hoca U
0KO0JIOHOCO8bIX nasyx. ITo knaccugukauuu P. J. Wormald (Ascmpanus, 2012), pacwupenHas FESS
gKyouaem 6 cefsi  NOJAUNOMOMUI 8 COUeMAHUU C NOJUCUHYCOMOMUell (MaKCUMANbHO WUPOKUM
BCKpbIMUEM 8CeX NOPAXCEHHBIX NOAUNO30M NA3YX, PACUUPEHUEM COYCMULI 6epXHeUeN0CMHbIX NA3yX 00
7 mm u 6oJiee, 8CKpblmuemM KAemoK peulemuamozo 1adupuHma ¢ 00Ha3ceHuem OCHOBAHUS uepena).
Tokazanusmu K Xupypeuueckomy JieueHuio 8asmcs: eplpaxeHHoe 3ampyoHeHue H0C08020 ObIXAHUS]
3a cuem HA3G/IbHO20 NOAUNO3A U/UMU Meduanu3ayuu JiamepansHoli CMeHKU Noaocmu Hocd;
HeKynupyemoe KOHCep8amuseHsIMu Memodamu 060cmpeHue uHGeKyUuoHHO-80CNanumensHoz0 npoyecca



8 OHII, komopblli paccMampusaemcs 8 Kauecmee 8axcHoll NPUUUHbl KOHMAMUHAYUU 6POHX0J1e204HOL
cucmembpl; passumue CUHYCO2EHHbIX OPOUMATbHLIX U/UNU 8HYMPUUEPENHbIX OCTOMCHEHUL; CaHayus
nonocmu Hoca u OHIT neped mpaxcnianmayueii sieekux. M3onuposanuas oyexka pesyabmamos KT
OHII He Moyem CAyx#umos NOKA3AHUEM K Xupyzuueckomy JieueHur. Ha OaHHbili MOMeHmM ecmb
yb6edumenvHble 00KA3AMENbCMBA CHUNEHUS CMeneHu KOHMAMUHAYUU HUMCHUX ObIXAMEeNbHbIX nymel
nocne puHoXupypeuueckozo JeueHus. Tem He MeHee, NayueHmsl U/uiu pooumenu/3aKoHHble
npedcmasumenu 00JHHbL OblMb  UHMOPMUPOBAHBL, UIMO XUPYpeUueckoe JieueHue He s6J1emcs
cpedcmeom ussneveus om XPC u HA3aMbHO20 NOAUNO3A U O BblCOKOL 8epossmHocmu peyudusos u
nompe6HOCMU 8 NOBMOPHDBIX BMEULAMEILCINBAX.

e PekoMeHIOBaHO HaNpaBUTh MalieHTa ¢ MYKOBUCLMA030M B TEPMMUHAIbHON CTaAuM LIMPPO3a
reyeHM, HO C OTHOCUTENbHO COXPAaHHOV (QYHKUMel BHEIIHero JbIXaHUSI K Bpady-
TPAHCIUIAHTOJIOTY JJIsI OIIEHKM BO3MOKHOCTY ITPOBEIEeHMS TpaHCIUIaHTauyy reyenn [1,2,15].

(YVP - C, V4[N - 5).
KommeHTapuii: padukaivHotli Memoo neuerus. ITepsas onepayust 8 PO nposedeHa monwvko 6 2013 2.
Xupypruyeckoe jeueHrie MEKOHMEBOTO uieyca

e JlanyenTtam ¢ MB u MeKOHMEBBIM UJIEYCOM IIPM OTCYTCTBMM IIOKAa3aHMI K KOHCEPBATUBHOMY
JIEUEHUIO UV TIPU ero HeahdEeKTUBHOCTM PEKOMEHAYETCs MPOBeIeHye ONTePaTUBHOTO JIeUeHMSsI
C Lelbl0 ONTMMAAbHONM TepanmuMy MeKOHMEeBOTO wuieyca U TpefoTBpallleHUs] OCIOKHEeHWUIL
[82,217,244].

YYP-C, VO[O -4).
KommeHTapumu:
OnepamueHoe JieueHue

1. /luaeHocmuueckas Jianapockonuss —  J1anapomomus (npeumMyw,eCmeeHHo npasocmopoHHUM
HUMCHenonepeuHsiM docmynom, yOoOGHbIM OISl 8bl8e0eHUS UTIE0CIMOMbL)

2. MlHmecmuHomomus Ha 2paHuye pacuupeHHol u Cy#eHHOU KUWKu

3. OnoposcHeHue 0maeoodsaujezo omoena KuleuHuKa

4. [ToamaxicHas GuoNcus KUWKu

5. BvigedeHue KuuleuHoli Cmombl Ha 2paHuye pacluupeHHoll u CyxeHHOU KuwKku (onepayus 6s16o0pa)

6. HanoxceHue MextKuwleyHoz0 aHacmomosa (npu 0ocmamouHoM Ohslme onepupyrujezo xupypea u
omcymcmeuu COMHeHUll 8 NamoJio2uu MmoJicmoti KUwKu)

IocneonepauyuonHoe éedeHue:

1.Ilo eoccmaHogneHuU naccajxa no KUWeUHUKy 3HmepaivHass Hazpyska He padee 3
nocneonepayuoHHbIX Cymok

2. Pacuiuperue 00sema KopmieHUs npu adekeamuotl monepaHmHocmu 00semy KopmaeHus

3. IIpuopumemmo zpyoHoe MOI0KO, He0OX00UMO cmpozoe coOdeHe mamepsio waodsauweti duemal.

4. [Ipu nodo3peHuu Ha MyKosUCYUdo3 Ha3HaueHue NaHKpeamuHa** u3 pacuema HauanwvHoll 003st 600-
800 ed nuna3zet Ha 1 epamm Heupa 6 cmecu unu 8 2pyoHom mosoke [15,217]

5.Ilpu 6onvwiux nomepsx no KuuwleuHol cmome nepexod Ha JieueGHble CMeCU C UACMUUHbIM UIU
NOJIHBIM 2UOPOSIU30M OeNKa

6. Yx00 3a omeodsawum omaoenom KutleuHuka

7. Bepugukayus npuuuH 603HUKHOBEHUS:

e Mopdonozus 6uonmama

o Tenemuueckoe uccnedo8aHue

e Kan Ha naHkpeamuueckyio a1acmasy

e KoHcynsmayus cneyuanucma no Mykosucyuoosy.
e Bepugukauyus HympuympoOHoOli UuHpeKyuu

Oc03cHeHUs KULleuHoll cimomul

* DgazuHayus KUwKu

o [lepucmomansHolli depmamum

o [lapacmomansHas 2puixa

e ManvabcopOyus Ha poHe KuweuHoli cmomol
e Omcymcmaue npubasxu 8 gece

PadukansHblii 3man xupypeauueckotii Koppekyuu



—_

. IInanosas uepe3 2-3 mecaya nocie nepguuHoll onepayuu npu:

e Cmabunusayuu cocmosiHus nayueHma
e AdeksamHoti npubasku 8 sece
o CmeHe 8HYMPUOONbHUUHOLL (PJI0PbI HA «OOMAWUHIOI»

2. CpouHas - uepe3 2-3 Hedenu nocie nepsuuHoli onepayuu:

e Omcymcmaue 803MOMCHOCMU 00CMUYb 803PACMH020 005eMa KOPMAEHUS.
e Hekoppuzupyemble homepu no cmome

o CoxpaHaowascs 3asucumocms om UH@Y3uoHHol mepanuu

o KnuHuuecku 3Hauumpie oudzu uHpexyuu 8 omxaueHHoM omaese KUwKu
o OCJI0)CHeHUs. KUleuHoli CMoMbl, CO30arlyux y2po3y #U3HU nayueHma

3. O0sa3amenvHoe npedonepayuoHHoe oo6cnedosanue:

o Pesynbmamst MUKpOCKONU4ECK020 00¢1e008aHUs

o HccnedosaHue MukpoOLUOI02UUECK020 Neti3aia

o AHmezpadnas peHmzeHKOHMPACMHAs UPPU20CKONUSL

o [lonyueHue pe3ynbmamos HOpMansHoli Mopgoiozuu duonmama cmeHKU KUWKU

OnepamueHoe neueHue paduKkalbHO20 3mMana xupypeuueckoii Koppekuyuu
3akpvimue KUweuHou cmombl ¢ HAJI0HEHUEM MEHKUUIEUHO20 AHACMOMO3d
IIpumeuanue

- Jloboli eapuanm 6pox0eHHOU HU3KOU KulueuHoli Henpoxooumocmu y HOB0POXOeHH020 mpebyem
nposedeHuss 0000cnedo8aHuss 'y pebeHKa HA MYKOBUCYUOO3, a HAJAuuue 6HYmMpuympob6H02z0
ncesooKUCMO3H020 NEPUMOHUINA Y HOBOPOXOEHH020 N0380JIsleM MAKCUMAJIbHO PAHO 3anodo3pums
CMEUWAHHYI0 (hopMy MYKOBUCUUOA03A U HAYAMD JIeUeHUe YXce ¢ Nepuodd HOBOPOXOEHHOCMU (CM. pasder
«KnuHuueckas kapmuHa 3a001e8aHUs UIU COCMOSIHUS (2pynnbl 3a6071€8aHUll UU COCIMOAHULL)») [244].

- Heobxo0umo cmpemumascs K KaAK MOXCHO 6onee DAaHHeMy 3aKpblmuio KUWEUHOU CmoMbl.

¢ PeKOMeHZOBaHO HaNpaBUTb MalMeHTa ¢ MyKOBUCLUA030M TSDKEJIOTO TeUeHMs, TOPIMUIHOTO K
Tepanuy, YacTbIMY 000CTPEHVSIMM ¥ OCTIOKHEHUSIMYM K Bpavy-TPaHCIUIAHTONIOTY IJISl pellleHNsI
BOIIPOCA O NMPOBeJeHNY TPAHCIUIAHTALUY TeTKuX [245].

(VVP - C, V]I, - 5).

KommeHTapum: 6 muposoli npakmuke mparcnaanmauus aézxux (TJI) aensemcs 06WenpusHaHHbsiM
Memodom JieueHus: NayueHmos 8 MepMuHaIbHoll cmaduu 3ab60ie8anuli 1E2KUX pasnuuHoli 3muoiozuu.
Cpedu nokasawuti k TJ/I y nayuenmos cmapuwie 18 nem mykosucyudo3z (MB) 3aHumaem 3 no3uyuro,
ycmynast XOBJT u 1ézouromy ¢ubpo3y, u 3aHumaem nepeoe Mecmo y nayueHmos 0emckozo 8o3pacma
om 6 0o 17 nem. TJI npu mwamenvHoM ombope nayueHmos 00CMOBePHO Yayuulaem noKasamenu
BbIHCUBAEMOCTNU U KAUECTNB0 HU3HU. MeduanHa npooonxumensHOCmMu ¥u3Hu nayueHmos nocie TJI no
nosody MB xapakmepusyemcsi HAuAydwuMu NOKA3amensmu npu CpasHeHuu ¢ oOpyeumu
3abonesanusmu u cocmasusiem Gonee 11 nem.

OcHosanuem 0na HanpaeieHus nayuerma ¢ MB e Lleninp mpaucnaanmauuu (L[T) saensemcsa:

1. O®B; <30% uau npoepeccusHoe cHuxeHue noxazamens ODBj;, HecMOMps HA MAKCUMATIbHO
B03MO}CHYI0 mepanuio

2. ucmaHyus 8 mecme 6-MuHymHoti xo0b061 meHee 400 m

3. Pazsumue né€z20uHOll eunepmeH3uu 8 O0mMCYymcmeue 2UNOKCeMUUECKOLl OblXamenbHoll
HedocmamouHocmu

4. TIpozpeccusHoe yxyouieHue COCMOSHUS NAyueHma, npueoodsujee K uacmvim 20CNUMAIU3ayUsIM
ecnedcmaue:

a. Paszeumus u Hapacmauus OblxameabHoll HeAOCMAamouHocmu ¢ nompebHocmeto 6 npogedequu HBJT

b.  IMosbiueHus aHmubUOMUKOPE3UCMEHINHOCIMU, YXYOUIeHUS KAUHUYECKO20 80CCIMAHO8JIEHUS NPU
06ocmpeHusx, pocma uacmomst 060CMpeHuli U 20CnUManu3ayui

C. YXyauleHl,lH HympumueHo20 cmamycdad, HeCcMomps Ha dononHumensHoe IHMepajibHOE numaHue

d. Peyudusupyroujux NHesMomopaxcos



e. JIE20uHbIX KpOBOMeEUeHULl U KPOBOXAPKAHUL, pe3UCMeHMHbIX K IMO0AU3ayuu OPOHXUANBHBIX
apmepuii.

Llenvio obpaweruio 6 LT s6a5emcs ycmanosieHue NOKA3AHULL U UCKIIOUeHUe NPOMuU8onoKa3aHull K
MPAaHcnaaHmMayuu J€2Kux.

Iloka3aHus K mpaHcnaaumayuu JI€2KUX:

1.  XpoHuueckas OvixamenvHas HeAOCMAMOUHOCMb (2unokcemuueckas gopma Pa0y<60 mm.pm.cm.;
2unepkanHuueckas popma PaCO, >50 mm.pm.cm.)

2. InumensHasi HeUH8A3UBHAS BEHMUNAYUS J€2KUX

3. Jlézounas eunepmensus (CIVIA>35 mm.pm.cm npu 3XO-KI, unu CIJIA> 25 mm.pm.cm. no
pesynsmamam Kkamemepusayuu cepoya)

4. Yacmele 060cmpeHus 3ab0ieanus, mpebyowue CmayuoHapHo2zo JeueHus
5. IpoepeccusHoe cHwiceHUe noxazameJeti GyHKYuu 8HeulHez0 ObIXaHus
6. 4 yHkyuoHanwvHwlli knacc no NYHA.

IIpomueonoka3aHus K mpaHcnaaumayuu JI€2KUx densimcst Ha aGCcontomHsle U OMHOCUINETbHBLE.
Bxnad nocnedHux 8 npuHsimue peuleHus 0 nNoOCMaHoeKe 8 Jiucm 0XUOAHUSL onpeaezmemcg HdA OCHOosaHuu
JIOKAJIbHbIX NPOMOKO0J108 U cobcmesenHozo onvima L[T.

AG6conromnsle npomMueonoKasaHus K mpaHchaaHmayuu aeekux npu MB:

1.  Hanuuue 8 aHamue3e 3J10KAUeCMBEHHbIX OHKOJI02UYEeCKUX 3a00ne8aHuli co cpokamu pemuccuu
nocie coomeemcmseyujeli mepanuu meHee 5 nem (uckimoueHue — pak Koxcu TI1-2NOMO, nocne
PaoduKanbHo20 JieueHus, ¢ pemuccueti 6osiee 2 iem)

2. Tanenas OucyHkyus uiu 3abosesarue Opyeux Op2aHos8 U/UaU Cucmem npu omcymcmeuu
B03MOXCHOCINU CUMYILMAHMHOU KOppeKyuu

3. Tsscenoe coCcmosiHUe nayueHma, xapakmepusyroujeecs HapyuleHuem 6UMAibHbiX (GYHKYUL
opeanusma (0cmpoe HapyuieHue M03208020 Kp08000paujeHus, 0mcpolii ungpapkm muoxkapoa u m.o.)

4. Hexoppezupyembple HapyuleHus 2emocmasa

5. XpoHuueckas nepcucmupyiowast HEKOHMPOAUPYeMAsk MUKPOOHAsI UHpeKyus, myOepKyaE3
6. BuipaxcerHas depopmayus epyoHotl KiemKu U N0360HOUHUKA

7. HUMT >35 xo/m?

8. Tcuxuueckue HapyuwieHus ¢ nomepetl aeecnocoﬁHocmu, adexkeamHozo KOHmMakma, 3asucumocmu
0m NCUX0aKMUuBHbLX euiecms, aik020J1s1 U/uiu mabaka

9.  Omcymcmaeue KoMNJaeHmHOCMuU U Hadnexcaujeti coyuanbHoti no00epicKu
OmHocumesnbHble NPOMUEONOKA3AHUSL:

1. Bo3pacm cmapue 65 1iem

2. Oxcuperue 1 cmenenu (MUMT 30,0-34,9 Ke/M?)

3. IIpoepeccupyrowee unu msxcenoe ucmoujeHue (MMT menee 15 KZ/MZ)

4. Tswcenvlli 0cmeonopo3 ¢ HaIuHUem Namonoeueckux nepesomos unu 60a1e8020 CUHOPOMa

5. Ilpedwecmayoujue onepayuu Ha 2pyoHOU KaemKke ¢ pe3ekyuell snezKux u/unu npoeedeHuem
nnespodesa

6. HckyccmeeHHass BeHMUIAYUSL JleeKux —Uu/ulu  Haauuue Yy peyunueHma 6CnoMO02amesbH020
KP0B8000pawjeHus u/unu 3KCmpaxkopnopanbHol MemopaHHoll okcuzeHayuu

7. BHenezouHas KOJIOHU3ayus unu UH@uUYyUposaxue 8bICOKOPE3UCMEHMHBIMU unu
8bICOKOBUPYJIEHMHBIMU OAKMepUsMU UlU epubamu

8. Hanuuue xpoHuueckozo gupycHozo zenamuma B u/unu C, BUY-unpexyuu u/unu CITH/a

9. XpoHuueckoe uH@uUupo8aHue OblXameabHblX Nymeli MakuMu MUKPOOP2AHUSMAMU, KaK
Burkholderia cepacia, Mycobacterium abscessus

10. ZIpyeue 3abonesanus unu cocmosiHus 6e3 KAUHUUECKUX NPU3HAKO8 MePMUHANbHO20 NOpaxceHus

0p2aHo8-MullieHetl.

Hoxkaszanua k Hanpaenenuro 6 LT u nocmaHoeke 6 JuUC 0XUOAHUA hauyueHma 0emcKozo
e03pacma 8 ueiom He OMAUUAMCs 0m maxoesix y nayuexmos cmapuie 18 nem. OOHAKO 8 Ka#Oom



KOHKDEMHOM CJlyude 838elleHHOe pelleHue NPUHUMAemcs: KOHCUIUYMOM 6 COCmase Xupypzoe-
MPAHCNJIGHMOJ0208,  AHECMe3U0JI0208,  NeOUAMpPos,  NYJIbMOHON0208 U  CNEYUAIUC!O8  No
MYKOBUCYUOAO3Y.

3.5. PenpoayKTHUBHOE 340POBbEe MYXKUMH C MYKOBUCIIMI030M

ZuazHocmuky cocmosiHus penpodyKmueHoli cucmemst myxcuuH ¢ MB cm. 6 pazodene 2. «[JuazHocmuka»

e PexomeHayeTcs MaiyeHTaM MYXKCKOTO IOJIa C MyKOBMCLMI030M, MMEIOUIMM a300CIIepMUI0/
KPUIITO300CIIePMUIO, TIPOBeZeHe OUOTICUY TeCTUKYI (C 18-1eTHero Bo3pacta). [Ipu momyueHun
CIIepMaTO30MJI0B, TPUTONHBIX JJI OIUIOLOTBODEHMS, BO3MOXHO MX MCIIONb30BaHME B
nporuemypax DKO/ICSI (M KpMOKOHCEpBAaIUSI TPY BO3MOXHOCTM U HEOGXOOMMOCTH), TPU
OTCYTCTBMM CIIEDMAaTO30MJI0B — PpEKOMEH[OBAHO JCIIONb30BaHMe JOHOPCKMX TraMeT B
nporpammax BPT f1s1 coxpaHeHMSI BO3MOXKHOCTH eTOpoxkaeHus [74,77,90].

(YYP - C, VI]I - 5).

e PekOoMeHZIyeTCsl Tal[ieHTaM MY)KCKOrO Iola B Bo3pacTe ¢ 15 jeT ¢ MyKOBMCLMZO30M Oe3
a300CMepMMY/KPUIITO300CIEPMUM  KPMOKOHCepBaLysl CIIepMaTo304I0B (110 BO3MOXKHOCTU
paHHSs) /s NOCIeAyIollero Ux ucronb3oBaHus B nporpammax JKO/ICSI myisg BO3MOXHOCTHU
JIeTOPOKAEHMSI, B UaCTHOCTY Y HOCUTEJIei rmaToreHHoro Bapuanra 3849+10kbC>T B rene CFTR
[72,246].

(YVP - C, VII]I - 4).

3.6 bepeMeHHOCTb IPY MYKOBUCIIUT03€

IInanuposarue GepeMeHHOCIMU Y HEHWUH C JI00bIM MSHENbIM IKCMPALEHUMANbHbIM 3A00/1e8aAHUEM
A6J15€MCA BAHCHBIM (PAKIMOPOM NPOGUAAKMUKU OCTOHCHEHHO20 MeueHUsl OepeMeHHOCMU U 3a/1020M
YCNewHo20 e€ 3aeepuleHusl.

ITodzomoska Kk 6epeMeHHOCMU QONXCHA NPOBOOUMCSL N0 MPeM HANPABJIEHUSIM:

o TeHemuueckoe KOHCYNbIMUPOBAHUE C UEAbI0 YMOUHEHUs PUCKA pOxOdeHUs peGeHKa ¢
MYKOBUCUUOO30M.
o OueHKa KIUHUYECK020 U (PYHKYUOHANBHO20 COCMOSHUS NAYUEHMKU:

- 8eCO-pocmossle Xapakmepucmuxu

- nokasamenu pecnupamopHou GyHKyuu

- UH@exyus dvlxamenvHulx nymet

o CoyuanvHas adanmayusi (OMOUjb 8 NOHUMAHUU NOCIE0CMBUTI NPUHAN020 peuleHUs1)

ITayuenmka OoswHa Obimb 0C80OMIEHA O B03MOMHOM B3AUMHOM GJIUAHUU MYyKosucyudosa u
OepeMeHHOCMU, pPUCKe poxdeHuss pebeHKa ¢ myKkosucyudosom. IIpuHumas 60 GHUMAHUe HAIuUUe
mscenozo Hedyza y mamepu, ciedyem ymouHums, Kmo npu HeoOxodumocmu, 6ydem O0Ka3bi8ame
nomows 8 yxooe 3a pebeHKoM. CyujecmeeHHbIM MOMEHMOM NPU MAHEeN0M MmeueHUuu 3ab01e8aHus
a8719emcs naaHuposatue 6yoyuwezo 01s pebGeHKa.

Bo epems 6epeMeHHocmu JdvixamesnbHas cucmema JHeHUWUHbl npemepnesaem 3HaA4UMeJlbHble
aHamomuveckue u d)yHKuuonanbeze U3MeHeHUs:

o [Todvem duagpazmol 00 4 cm

e Cuuxcerue OEJI, ®OE, OO

o VgenuueHue MUHymHou 6eHmuasiyuu

e Pocm nompe0eHust KUcnopooa

o Junepcekpeyuss u omeK CAU3UCMOL OblxamebHblX nymeti (npeumyujeCmeeHHo 8 mpemsem
mpumecmpe).

CHuiceHue Jie2ouHblx 005eM08 8 couemanuu ¢ OpoHxuatbHoti oocmpyxuyueti (ODB1<50%) 8vl3bi8aem 3a-
Kpvlmue MenKux OblxamenvHwvlx nymeii (<2 Mm) 680 8pems CNOKOUHO020 6b100Xd, 00 O0CMUMCEHUS
J1€20UHOLl cucmemoti mouku pasHosecus (m.e. docmuxceruss @OE). PaHHuli 3KCNUpamopHalli Koananc
npueodum K 3ampyoHeHUI0 O0mX0xOeHUsl MOKpOmbl y nayueHmos ¢ MyKosucyudo3om. B cayuae
BbIPAMNEHHDBIX 00CMPYKMUBHBIX HAPYUIEHUT 8bICOKA ONACHOCMb paA3eumust Mykocmasd, 060cmpeHus



UH(pEeKYUOHHO020 npoyecca, a maxxe uameHeHust Oup@ysuoHHo-nep@y3uoHHbIX OMHOULeHUL U
passumus apmepuanbHoli 2unoKcemuu.

DHepzemuueckue 3ampamsl 0p2aHusmMda mamepu u niodd, 803pocluue 60 8pems OepemeHHOCMU,
mpe6yrom 00noJHumensHo20 ycgoeHusi 300 Kkan/cymku. BrewHecekpemopHas HedoCmamouHOCms
nodeny0ouHoll Jenedvl, npusodauwas K manvouzecmuu u Mansadcopoyuu, mpedyem 0co6eHH020
BHUMAHUSL K 80NPOCAM NUMAHUSL U 3aMeCumensHoll mepanuu y nayueHmox ¢ MyKo8Ucyudo3om 60
8pems GepeMeHHOCMLU.

Bo epems OGepemeHHocmu ysenuuusaemcsi 00seM YupKyaupyioujeli naasmel, umo npusooum K
y8enuueHulo uacmomsl cepoeuHslx COKpauwjeHuli u yoapHozo obsema. MexaHuueckoe coaeeHue
pacmyuwjum nnao0om HuxcHell nonoti eeHsl 8bi3bléaenm O0ONOJIHUMENbHOE YeeauueHue npedHazpysku. Y
nayueHmox, cmpadarujux msxenoll JieeouHoll namosiozuetl, 3mo Mmoxem npueecmu K paseumuio
JIe20YHOUl  2unepmeHsuu, nepezpyske npasvix omoenos  cepoya, passumuem  cepoeuHol
HedocmamouHocmu [247,248].

Dakmopbul pucKa Hu3Hey2poxcarujux 0C0McHeHULll

Hau6onee 3Hauumsim (Gakmopom, CHUMCAIOWUM NOKA3AMENU BbIHUBAEMOCMU Y POOUBWIUX HEHWUH,
sa65emcs. uHduyuposaxue dvixamenvHolx nymeti Burkholderia cepacia complex.

Zpysumu  paxmopamu, onpedensiowumu HebIAZONPUAMHDITL  NpozHO3 npu  6GepemeHHOCuU Y
nayueHmxu ¢ MyKosucyudo3om, A8as0mcs:

e, meHee 50% om 00NHHHO20

o Hu3skuti HympumuseHsLii cmamyc nauueHmku, npubaesieHue epemMeHHOll 8 sece meHee 4,5 k2
o JlezouHas zunepmeH3ust

o HHpuyuposarue dvixamenwvHoix nymeti Burkholderia cepacia

o CaxapHulii duabem [249].

e [Ins ompeneneHysl pucka POXKAEHUsT peGeHKa ¢ MyKOBUCLM030M, PEKOMEHJJ0BAHO MPOBECTU
reHeTMYecKoe JCClefoBaHKe Gymyliero otija peGeHKa, Tak Kak B CIy4ae BBISIBIEHUS Y HEro
myTaiyu B rede MBTP, puck pokaeHust 60IbHOTO pebeHKa coctaBuT 50% [247].

(YYP - C, V]I, - 5).

KommeHTapuii: credyem makxce coobwumes nayueHmke, umo ddxce eciu pe3ynbmam amaiusda no
8bIA6JIEHUI0 HAUDOIee UaCMblX MYMayuli ompuyamessHsiili, 0CmMaemcss puck HOCUMenbCMmed 8MmopsiM
podumenem pebeHKa HeuzsecmHoll mymayuu. B amom ciyuae Heo6xo0umo danvHeliuiee 2eHemuyeckoe
uccnedosarue 2ema MBTP. Ecnu emopoii  podumens He A6Jissemcs HOCumenem Mymayuu
MyKosucyudosa, mo pebeHoK Oydem 007U2AMHBIM HOCUMeneM OOHOU u3 Mmymayuii mamepu,
(peHOmMunuuecku 300p08bIM.

o [lalMeHTOK, MIAHMPYIOUIMX 6epeMeHHOCTh, PEKOMEHI0BAHO BECTM MY/IbTUIMCIUILIMHAPHO!
KOMAaHJO} CITeIMaJMCTOB B CBSA3M C TEM, UTO OGEpPEMEHHOCTb [JIsT TAalMEHTOK ¢ MB sBisieTcs
JOTIOTHUTENbHOM HArpy3koi Tpy MMeMUeMcsl XpPOHMYEeCKOM 3aboieBaHUM, KpPOMe TOro,
HeOoO6XOIMMO TIIATETbHO MOAGMPATh JJeKapCTBEeHHbIe MperapaTsl i Tepanuu MB ¢ yueToM mx
3bdeKTUBHOCTY IS KeHIIVHBI M 6€30IacHOCTH IJIs Tioza [247].

(VYP - C, VI - 5).

KommenTapuit: Hapady ¢ HabaodeHuem u JieueHuem y 8paud-nyasMoH0102d camoe NPUCmaibHoe
gHUMAaHUe cnedyem yoeaums oueHke HympumugHozo cmamycda. O6513amensHa KOHCYibmayus 8paid-
duemonoza. ITpu Heo6x00umMocmu HazHauaemcs jeuedbHoe nNuMaHue.

Onmumusayuu cocmosiHus 300po8est (n00dsjieHUe XPOHUUECKOU UHGeKyuu, yayuieHue @QyHKyuu
8HellHe20 OblXAHUs, KOMNEeHCauusi caxapHozo duabema, adekeamHoe Numaue u HOPMAAUAUUS
npoyeccos NuwesapeHus) Nosvlluaem WaHcsl Ha CKOpPoe HAcmynjieHue GepeMeHHOCMU U S6/Aemcs
npogunakmukoii o6ocmpeHus 00Jie3HU, UMO N0360Jsem CHU3UMb MeOUKAMEHMO3HYH HAzpy3Ky 6
nepeom mpumecimpe, 8 nepuood op2aHozeHe3d.

JleueHMre MYKOBUCLMA03a BO BpeMsi 6epeMeHHOCTH

¢ PexoMeHI0OBaHO afleKBAaTHOE (B IIOJTHOM 00beMe) JleueHyie MyKOBMCLIM03a Y MalyieHTOK ¢ MB n
6epeMeHHOCTbIO, UTO SIBJSIETCSI OCHOBHBIM METOLOM MPO(MIIAKTUKM OCIOKHEHHOTO TeueHus
6epeMeHHOCTU U eueHMs (heTorIarieHTapHO HeloCTaTOYHOCTH [247].

(VYP - C, VI - 5).



KommeHTapum: ocobeHHocmu usuonozuueckoli adanmayuu K 6GepeMeHHOCMU, Y8eauuusawujue
Hazpy3Ky Ha cucmembsl ObIXaHUsl, Kp080oOpaujeHus, mpedyloujue yeeauteHus IHep2emuyecKux 3ampam
opeauusma mamepu, onpedensrom HeobXo0UMOCMs 3HAUUMENbHO20 PACUIUPEHUS NPO2PAMMbL JIeUeHUS]
amoti epynnsl nayueHmox [247].

Heo0x00umo MaxkcumMansHo ygeauuums Kaaiopaxc CymoyHoz0 payuoHa OepeMeHHblX, UCNOb3Ys
8bICOKOKAJIOpULIHble huujessle 000asKuU, NPOOOHAMb 3amMecmumesvHy (GepmeHmHyl mepanuwn u
npu Heobxodumocmu aHmMayuoHyio mepanuioo. B c8s3u ¢ 8bICOKOL CIeneHvio NPOHUKHOBEHUs
onokamopos Hjy-peyenmopoe uepe3 nnayeHmapHsili 0apvep, peKoMeHO08AHO 3AMEHUMb UX
u2ubuUmMopamu NPOMOHHOL NOMNBL.

e PeKOMEHZOBaHO NIPM HEOOXONVIMCTM Ha3HAUeHMs JIeKapCTBEHHOI Tepamuy GepeMeHHbBIM
nanueHTkaMm ¢ MB  ocymectBasTe BbIGOp JIC B cOOTBeTCTBUM C KiaccubuKaimei
(apmakosornyeckux IIpernapaToB IO CTeleHM BO3MOXKHOIO pucka [ IIOJA C Lielbio
npepynpexnenns perorokcuueckux addexTos [247,250].

(YYP - C, VA, - 5).

KommeHTapumu:

Knaccupukayus nekapcmesenHozo yuiepba ons naoda:
Kameezopus A Puck mano geposimeH

Kamezopuss B B ucnsimaHusix Ha »ueomHsix npenapam 06e3gpedeH; KAUHUUECKUE UCNbIMAHUS He
npoeoouIuCy

Kamezopwl C B ucnsimanusix Ha »ugomHuix 00KA3aH nOYYZEHl,{Lla]lebIﬂ pucKk ons nﬂoaa; KJIuHU4ecxKue
ucnslmaHus He npoeoauﬂua;

Kamezopus D /[lokazaH nomeHyuansHolli puck 0ns nuaoda; KauHuueckuli sgekm npenapama
npesbvluiaem nOMeHYUanbHolli puck 0ns nioda;

Kamezopus X Puck ons nnooa 0okasaw u npeesiiiaem jede6Hoe deticmeue npenapama.

U3 nepeuucneHHbix 2pynn moJiskKo npenapamet epynnst X NOJHOCMbIO UCKIIOUAIONCS 80 8pPeMs
OepemeHHOCMLL.

ZIna neueHus XpoHUUECK020 UHPUYUPOBAHUS ObIXATNENbHBIX NyMeli 30JI0MUCMbIM CIA(UIOKOKKOM U
Heepmenmupyroweti I'pam-ompuyamensHoii NAAOUKoL (NPeUMYUIeCMBEHHO CUHEZHOLIHAS UHpEKYLs)
80 8pemsi OepeMeHHOCMU, He0OX00UMO aKMugHO NpodosHams mabiemupo8aHHy0, 6HympuseHHyo U
UH2ANAYUOHHYI0 AHMUOAKMEPUANbHYI0 mepanuro.

K aumubuomukam kamezopuu B omHocamca 6ce npenapamst u3 2pynnel NEHUYWLIUHO8 U
yeanocnopuHos, a makxie MeponeHem™ , — a3UMPOMUYUH™™, — IpUMPOMUYUH, A3MPEOHAM
(NPOMUBONOKA3AHUSL: 2UNEPUYBCMBUMENBHOCIND)

K anmubuomuxam xamezopuu C 0mHOCAMCS 8Ce npenapamsl U3 2pynnel (QMOPXUHONOHOS,
CyMbpanunamudos, a makxie UMUNEHEM/UUNACMUH™¥, — KAApUMPOMUYUH™*¥, — 2eHMamMuyuH %,
BAHKOMUYUH *¥ IUHE30/1U0 ** (NPOMUBONOKA3AHUS: 2UNePUy8CMBUMEeIbHOCD).

K anmubuomukam Kkamezopuu D 0mHOCIMCA 6ce npenapamst U3 2pynnel mempayukauHos,
AMUHO2/IUKO3UO08, KpPOMe 2eHMAMUuyuHa™, a maxxe cyrspanunamudsl 6 No30HUe CPOoKU
OepemeHHOCMUL.

Hneanayuonnas opma mepanuu npuobpemaem ocobeHHoe 3HaUeHUe 80 8pems. OepeMeHHOCMU, MaK
KAk no3eosisiem 0ocmasasims npenapamel 8 OPOHXUAIbHOE 0epeso, 8 MeHblilell cmeneHu nosbiuids
nop0208yI0 KOHYEHMpauuio 8 Kposll.

JKeHuwjuHbl, UHpUUUpOBaHHble HedpepmeHmupyroueli Ipam-ompuyamensHoli gaopoii, Hyxoarwmcs 8
nposedeHUU HECKONbKUX KYpCO8 GHYMPUBEHHOU aHMUOAKmMepuaipHol mepanuu 3a 8pems
OepeMeHHOCMU C y4emoM 803MOMCHO20 pucka dns nnoda. Yauje 8cezo npumeHsiromes yegmasuoum *%,
yegenum**, MeponeHem™*  (NpomMuBONOKA3AHUS: 2Unepuy8cmaumebHoCMb) [247,250].

KuHe3uTepanus maneHTOK C MyKOBUCIIMI030M BO BpeMs1 GepeMeHHOCTH

e IIpu GepeMeHHOCTM TalMeHTKaM ¢ MB peKOMeHIOBaHO MaKCHMAaJbHO MHTEHCUDUIMPOBATH
IpuMeHeHMe MYKOJIUTUYECKUX IIperrapaToB M KMHEe3UTepanmnm Ojisi COXpaHeHMs OPEeHa>KHbIX
dbyHkMit 6poHXMANBHOTO AepeBa [247,250].

(YYP - C, VI - 5).



KoMmmeHTapum: excedHesHble 3aHAMUs KuHe3umepanueil ciedyem npoooixams u 60 6pems
OepemenHocmu. JlbixamenvHole YNPAXCHEHUS He QONHCHDI BbI3bI8AMb YIMOMJIEHUS UIU 00bIUKU, NOPAJOK
UX 6blNONHeHUs. cledyem npucnocabaueams K UHOUBUOYANIbHBIM 0COOEHHOCMAM NAYUeHMKU.
Heo6xo0umo obecneuums 803MOMCHOCMY 6bINOJIHEHUS ObIXAMENbHBIX YNPAXCHEHUL NpU pPasniuiHblX
noJioxdceHUsIX mena (cuds unu Jexa). dmum mpeGo8aAHUIM COOMBEMCMEYIm maxue mexHuKu
KuHe3umepanuu, KAk Yuka akmueHozo OblXaHUsi U aymozeHHwlll OpeHaxc. Tepanusi, ¢ NOMOUjbIO
ObIXamesibHbIX MPeHAXcepos, Co30anuux eudpayuu OGPOHXUANBHOLU CMEHKU U/UIU NoJIodCUMeabHoe
daeJieHue Ha 8vl0oxe, 8 MOM HuUCle, C KOHMPOJTIeM U pe2yauposaHuem 3moezo dasieHus (cneyuansHole
macku, PARI PEP I, PEP S cucmemosl, TpeHaxcep OblXamenbHbili C NePEMEHHbIM NOJIOXHUMEIbHBIM
dasneHuem Ha 8vl0oxe PARI o-PEP mun 018 (¢pnammep) u 0p.); n03807sem y8eauuums OpeHaMcHblil
2(pexm evinosHAEMbIX ObIXAMETLHBIX YNPAHCHEHULL.

EsxceoHesHble (pusuueckue ynpaxcHeHus makxxce yayuuiarm opeHax: 6poHXuanbHozo depesd, 00HAKO
(usuueckas Hazpyska He 00/HA 0blMb MAKCUMAJILHOL, Maxk Kak Ha ¢oHe noHuxceHus POE u
noeviuleHuss nompebjieHUs Kucaopooa cyujecmsayem ondacHOCMs paseéumust KUca0pooHo20 20/100aHUsl
ons nnoda. B kauecmae QUHAMUUECKUX YNPAHCHEHULI MOXCHO PeKOMeHO08aMb NIABAHUE, 2UMHACMUKY.
B KomnJieKkc eumHacmuku HeooXo0uMo 8KJIUUMb YNPAMHEHUS N0 YKPENJIEeHU Myl Ma308020 OHA
[251].

Popnbl

¢ BepeMeHHbIM ¢ MB peKOMeH[0BaHO IUIAHOBOE poJopaspelleHue (MporpaMmupoOBaHHbIE POJIbI)
BCJIE[CTBYE HAIMYMS TSDKEJIOTO SKCTPAreHUTANbHOTO 3a00JieBaHMsl, 00yCIaBIMBAIOIIET0 PUCK
PasBUTHSI OCJIOKHEHMIA ¥ BO3HUKHOBEHMSI HEOOXOIMMOCTH IKCTPEHHOTO OKa3aHMS aKyLIePCKUX
roco6mii [247,250,252].

(YYP - C, V]I, - 5).

KommenTapum: podst cnedyem eecmu uepe3 ecmecmeeHHsle po008ble NYmMu ¢ MOHUMOPHBIM
KOHIpOJieM 3a COCMOSIHUEM — poxXceHuysl, cepoyedueHuem naoda u Xapakmepom po0o8ol
dessmenvHocmu. IIpu maxcenom meueHuu 6oe3HU HEOOXOOUMO 02PAHUUUMbL ONUMEIbHble U CUJIbHbIE
nomyezu. C 3moti yenvio peKoMeHO08AHA INUUO- UL NEPUHEOTNOMUSL.

IIposedeHue Kecapesa ceueHuss y NAYUEHIMOK C MYKOBUCYUOO30M CB8S13AHO C BbICOKUM PUCKOM
UH(DEKYUOHHDBIX OCIONCHEHULl, HapyuleHuss OpOHXUANbHO20 OpeHada U YCuieHus OPOHXUATbHOL
o6cmpykyuu. Oezpanuuerue @u3auueckoli akmueHocmMu 8 pPAaHHeM NoC/leonepayuoHHOM nepuode U
Ooneevle  oulyujeHus,  nposoyupyemble — Kawiem, — 3ampyoHsm — 0mxoxcOeHue  MOKPOMbL.
Tepanesmuueckumu NOKA3AHUAMU 0Nl NpoBedeHUsl Kecapesa ceueHus SeAsIomcs Haauuue
CNOHMAHHO20 NHEBMOMOpPAKca 6 davamHese, OblXamebHAs HedOCMAMOUHOCMb CO CHUMCEHUEM
camypayuu Huxce 92%, nokazamenu QyHKyuu eHeurHezo ObixaHus meHee 50% 0m OMHCHBIX BETUUUH.

AKyulepckue noxazavus 0ns ab0OMUHANILHO20 podopaspeuleHusi: 0eKOMNEHCUPOBAHHAsl (emo-
niayeHmapHas HedoCMAmMoOYHOCMb, OCMPAs 2UNOKCUSL Nj1odd, YnopHas caabocme podoeoli
desimenbHOCMU.

TpednoumumenvHoili Memod 06e3601UBaHUA POO08 U Kecapesa ceueHus - SNUOYPaNbHAs AHeCTe3usl.
IlocnepomoBelii mepuog,

¢ Tlocte poxkaeHus: pe6eHKa PpeKOMEHJOBAaHO He CHYKATh MHTEHCUBHOCTD MPOBOAMMOI Teparnmu,
TaK Kak 3a60Tbl O HOBOPOXIEHHOM ITOTPEOGYIOT OT MAlMEeHTKM OGONbIIMX (U3MUYECKUX CUJT
[247,250].

(YYP - C, VO], - 5).

KommeHTapuii: HapyweHue pexuma cHa, NUmMaxus, NOCMOSHHAS 3AHAMOCMb 3AcmAaes/isaom
nayueHmox npeHebpezams pezysapHoll KueHaumepanueti, Nponyckams Kypcol aHmubakmepuanibHozo
JieueHUst, Umo NPueooUm K CHUMEHUIO 8ecd, YXyOuleHUur pecnupamopHoli oyHKyuLL.

K nakmayuu u 2pyoHoMy 6CKAPMAUBAHUIO Y POOUIbHUY C MYKOBUCUUAO30M ciedyem nooxoo0ums
uHOuBudyanvHo. BonvluuHcmey makux poounvHuy Jakmayus He npomusonokasaxa. OOHako npu
msicesiom meuenuu 3a601€8aHUS U PA38UMUU AKYWEPCKUX 0C/IOMHEHULI, Nompe6o8asuux 00CpoUH020
podopaspeuieHus, 03HUKAIONM NOKA3AHUS K 8bIKIIOUEHUIO IAKMAYULL.

O6cyxc0as ¢ nayueHmxoti ¢ MyKO8UCYUOO30M ee JeJIaHUe Cams Mamepsio, HE00X00UMO YMOUHUMb, 6
KAKoll cmeneHu ujieHbl CeMblU 20MO06bl NOMOUb 6 yxo0e 3d pebeHKOM, mak Kak 3abomst 0
HOB0POXCOeHHOM nompeOyrom 6onblux Gu3uueckux cul.



3.7 IlannuaTuBHAsS IIOMOIIb

ITanniuamuenas nomowp nayueHmam ¢ MYKOBUCYUOO30M  OKA3blBAemMcsl HA — OCHOBAHUU
€00Meemcmayowux HopmamugHslx JokymeHmos (cm. Ipunoxcerue A3).

CHuxkeHne CHmxXeHne



4. PeaOviauranus

ITayuenmam ¢ MB pexomendyemcsi npogedeHue UHOUBUOYAIbHO NOOOOPAHHBIX PeabunumMayuoHHbIX
Meponpusmuti, HayeaeHHsIX Ha Noddepicanue J1e20uHOLl (PyHKYULL



5. ITpodunakTuka

Crioco60B mepBuMuYHOi mpodmiakTuku MB - He cymiecTByeT. B kauecmee mep 8MOPUUHOL
NPoQUIAKMUKU 311020 3a601e8aHUsI BbICMYNAIOM.:

1) dopodosas duazHocmuka u
2) HeoHamavHasa ouazHocmuka MB.

e PekomeHayeTcs BceM IMalMeHTaM C MYyKOBUCLMIO30M, IIJIAHUPYIOLUIMM JeTOpOXIeHue,
MOJIEKYJISIPHO-TeHeTHUeCcKoe 06c/ienoBaHue Cympyry/Cynpyra Ha HOCUTEIbCTBO MyTAIMii reHa
CFTR. B ciiyyae o6HapysKeHMST TATOTE€HHBIX BAPMAHTOB PEKOMEHAYETCS MPEVMITIaHTAIMOHHOE
reHetnueckoe TectupoBanue (III'T-M) na MB [2,74,90,246].

(YVP - C, VO] - 5).
Ipogunaxmuxa Ilcesdo-Bapmmep cunopoma
¢ PexomMeHI0BaHbI CemyIOlIe Mepbl A1 poduiakTuky [IceBmo-bapTTep cuHapoma:

o CBoeBpeMeHHas AMarHoCTUKa MyKOBUCLIMI03a;

o Uudopmuposanme poguresneii o cummnromax I15C;

o KOHTpO/b YPOBHSI 3IEKTPOIMUTOB KPOBM OCOOEHHO Y JieTelt paHHero BO3pacTa;

o IpodunakTuyeckoe Ha3HAUeHUE HATPUSI U3 pacyeTa 1-2 MMOJIb/KL/CYT B BUJE MOBAPEHHOIA
comu (1/5-1/6 4JaitHO¥ JIOKKM TTPUMEPHO cooTBeTcTBYeT 15 Mmonb NaCl), conmeBbIx pacTBOPOB,
NpefHa3HauYeHHbIX J7Is1 IepOPaIbHOM peruapaTanmm [2].

(VVP - C, V4N - 5).
Bakuyunayus

H3zeecmHo, umo demu ¢ MyKO8UCUUOO30M SI8JIIOMCS 2pynnoll pucka no paseumuro UHQEKYUOHHbIX
3a0onesanuli u HocumenbCMea Makux MUKpoopeanusmos, kak S. aureus, H. influenzae, S. pneumoniae,
MYKOUOHbIX U HeMyKOuOHvlx  opm P. aeruginosa u Burkholderia cepacia. Bbicoka
pacnpocmpaHeHHOCms cpedu amux demeti COnymcmeyouleti XpOHUYecKoli namosiozuu, ycyzyonsaioujeti
msycecms meueHus uHgexyuu u npeopacnonazarujeli K 803HUKHOBEHUN PA3IUUHBIX OC/IOMCHEHULL.
Ipounakmuxa uxgexyuil y nayuenmos ¢ MB 0014cHA 0Cyujecmenssmscs He INU300UUeCKU, A nymem
NJIGHOMEPHO20 BbINOJIHEHUST Meponpusimuti, npedynpexcarowjux pacnpocmpaqeHue UH@ekyuu, a
makxce mep, NOBBILLAIOWUX 00ULYIO U CheYUGUUECKYI0 CONPOMUBAAEMOCINE 0P2AHUBMA. DPPHEKMUBHbIM
cpedcmeom 8 npedynpexcoeHul UHGEKUUOHHOLL 3a601e8aeMOCMU 6Ji51€MCs BAKYUHONPOPUAAKNUKA.

e PekOMEHIOBaHO IIpOBeeHMe TPOPUIAKTUUECKMX TIPUBMBOK COIVIACHO HAIMOHAJIbHOMY
KaJIeHAapio TPUBMBOK M KajieHJapilo IIPOPMIaKTUUECKMX IIPUBUBOK IO SIUIEMUUYECKUM
TTOKa3aHMsIM. BakIIMHMPOBATD [eTeli peKoMeHayeTcst B a3y pemuccuu, Ha oHe cTabuIbHOTO
COMATHYECKOTO COCTOSIHMSI M TTPOBOAMMOIL Tepanuu [253,254,255,256].

(YYP - C, VI - 5).
KommeHTapmii: npomugonokazamus: uHousudyaipHas HenepeHoCumMocme.

- IlayueHmol ¢ XpOHUUECKUM 2eNAMUumoMm, 6 m.4. ¢ HQUUHARWUMCS YUppo30M neueHu mozym Obimb
npueums! 6 nepuode pemuccuu UIU HU3KOU axkmueHocmu 3a00neeaHus Ha (oHe BbIPANEHHO20
CHUHEHUS! YPOBHS MPAHCAMUHA3 00 MAKCUMANLHO OOCMUNCUMBIX 8eUUUH [255].

- Tepanus Kopmukocmepouoamu 07 CUCMEMHO020 NPUMEHEHUs Npueooum K 6blpaMceHHOL
UMMYHOCYNpeccuu Julb Npu UCNONb308aAHUU 8bICOKUX 003 (MPeOHU30M0H™** >2 me/ke/cym unu 20 me/
cym 0na peberka secom >10 kz) 8 meuenue 14 Oueti u 6onee. Takum demsam youmole 8aKyuHbl 880051MCs
8 00blUHble CPOKU NO 6b1300P0BAEHUL, HCUBble BAKYUHbL 66005M He padee, uem uepe3 1 mecsay om
OKOHUaHUs JleveHusl. Kak xcusvle, max u UHAKMUBUPOBAHHblE BAKYUHbL 860051 8 00bIUHOM NOpsiOKe
JUUAaM, NOAYUAWUM CmepoudHvle npenapamel: KpamkoepemeHHo (0o 1 Hedenu) nio0ble 003bl;
Kypcamu OnumenpHocmeio 00 2 Hedelb Hu3Kue uiau cpedxue (00 1 me/Ke npedHu3onoHa™*) 0o3wi;
dnumenvHo noddepxcusaroujue 0o3vl (Hanpumep, 5-10 mz npedHu30m0Ha** uepe3 deHv); 8 Kauecmeae
3amecmumensHoli mepanuu Huskue (usuonoeuueckue) 003bl; MECMHO: HAKOXCHO, UH2ANISIYUOHHO, 8
8ude 211a3HblX Kanenb, BHympwb cycmasa [255].

- IayueHmam, KOMOpsIM NAGHUPYEMCs NpogedeHue MPAHCNAAHMAyuu opeaHos (neueHs, JiezkKue),
cnedyem nposecmu 8akyuHayur 00 nposedeHus onepayuu, 8 C8s3uU ¢ OanbHeliuum npumeHeHuem



yumocmamuueckoli mepanuu no o6WENPUHAMBIM NPU MPAHCIJIAHMAYUU OP2AHO8 DPEKOMEHOAYUIM
[253,255,257].

e PekomeHJ0BaHa BaKI[MHAIMsS MMAleHTOB ¢ MB IPOTUB ITHEBMOKOKKOBOJ MHMEKIUN C 1eJIb0
MpenoTBpalleHusT MHEKINii, BBI3SBAHHBIX S.pneumoniae[253,255,257,258,259,260,261,262,263]

(YVP - C, VI - 5).

Kommenmapuii: ons eaxyunayuu demeti 0o 2 iem ucnons3yemcs [THe6MOKOKKO8ASL KOHBHO2UPOBAHHASL
saxuuHa (TIKB — 13). Cxema 3asucum om 803pacma Ha4daia UMMyHuU3ayuu. BakyuHayus nposooumcs
C02/1ACHO UHCMPYKYUU K npenapamy.

YV demeli cmapuie 2 siem, 803MOXCHO npumeHeHue [THe8MOKOKK080Ll noaucaxapuoHoii eaxyuHst (ITI1B —
23) 00HOKpamHo, ¢ N0O8MOPHBIM 88e0eHUEM yepe3 3-5 nem.

BakyuHayust 83pociiblx Npogooumcs npu omcymcmeuu UMMYHU3Ayuu npomue NHeBMOKOKKOBOI
uHpexyuu IIKB - 13, 3amem uepe3 12 mecaues esodumcs IIIIB — 23 ¢ pesakyuHayueti uepes 4-5 nem.
Tpu yxe umeroujetics npexcHeli sakyuHayuu npomue NHe8MOKOKK0801 uHgpexyuu esodumcs I111B — 23,
00HOKpamHo, ¢ pesakyunayueti uepes 4-5 nem [260].

e PexomeHIoOBaHa BaKIMHALMS IIPOTUB IPUIIIIA C LeIbI0 IPeIOTBPAILeHMs Ce30HHOI0 IPUIIINA 1,
COOTBETCTBEHHO, 060CTPEHMsI XPOHUUECKOTO BOCHAIMTENIBHOrO mpoliecca B jerkux u OHIT y
nauyeHToB ¢ MB [257,262,264,265,266].

(YYP - C, VI]I - 5).

Kommenmapuii: BakyuHayus npomue epunna 6cex 603pacmHulXx epynn npoeodumcsi 3 u 4
8AJIEHMHBIMU UHAKMUBUPOBAHHBIMU 8aKyuHamu 1 pas 8 200, oceHvto, 00 Hauana anudemuu zpunna.
Jemsm 0owKoNbHO20 803pacma, Komopovle nepeuili paz Hauaniu 8aKyuHUpo8amscs npomus zpunnd,
Heob6xodumo esedete d8yx 003 no 0,25 mn c unmepsaiom 4 Hedenu.

IIpu a3mom 6 Hacmosujee 8pemMsi He0OCMAMOUHO PAHOOMUIUPOBAHHYIX UCCIE008aHUL, 00KA3bIBAIOUWUX
appexmueHocmey  8AKYUHAYUU NPOMUB 2punnd, umo CBS3aHO C HeOONbWUM KOJIUUECMBOM
NpoBedeHHbIX UCCIe008AHULl U HU3KUM UX Kauecmeom. Ecmb Heob6xodumocms 8 nposedeHul
uccnedosaruti 6onee 8bICOK020 Kauecmaea [266].

e PekomeHJ0OBaHa BaKIMHAIMS IPOTUMB TeMOGUIbHON MHQEKIUM Tuna b ¢  IeIblo
npefoTBpallenust nHGeKLnii, Bbi3sBaHHbIX H. influenzae [257,263,267,268,269].

(YVP - C, VA - 5).

Kommenmapuii: npogooumcst MOHOBAKYUHAMU UL 8 COCMABe KOMOUHUPOBAHHbIX 8AKYUH. [TpuHuMas
80 BHUMAHUE 8AXCHOE KAUHUUECKOe 3HaueHue uHpekyutl, 86136 aHHbIX 2eMOPUNbHOU nanoukoli muna b,
8akyuHayust nayueHmos ¢ MB domwwHa 6Gbvimb Hauama 6 MAaKCUMAnbHO pAaHHUe CPOKU,
npedycMompeHHsle  HAUUOHAJIbHBIM — KajleHOapeM Npususok (C  mpexmecsuHo20 803pacma),

mpexKkpamuo ¢ uHmepeanom 6 1,5 mecaya; pesakyuHayus npogooumcs uepe3 12 mecsayes nocie
mpemoeli npususku. IIpu Hauane eakyuHayuu 6 6—12 mecsauyes #uU3HU 00CMAMOUHO 08YX UHBEKYULI C
uHmepsaniom 1-2 mecaya u pesakyuHayuu uepe3 12 mecaues nocie smopoii 003sl. Ilocne 200a
BAKYUHUPYIOT 00HOKPAMHO.

¢ PexoMeHOBaHA BaKIVHALMSI MPOTUB BETPSIHON OCIBI C LEIbI0 MPEJOTBPAIIEHNS] JAaHHOTO
3a60eBaHMsI U €T0 OCTIOKHeHMi [253,270].

(YVP - C, VI - 5).

Kommenmapuii: eakyuHayus demeli ocyujecmensemcsi ¢ 12-mu mecayes HU3HU CO2IACHO
UHCMPYKYUU no hpumeHeHur npenapama. Taxkxe nokazaHo nposedeHue sKCMpeHHoll npoduiakmuku
8empsIHOli 0Cnbl KOHMAKMHBIX 0emell, He NPUBUMsIX 8 meueHue nepsvix 72- 96 uacos nocjie KOHMaKkma
 3a00ne8WuUM 8emMpPSHOLI 0CNOL.

Ocoboe 3HaueHue uHpexyus Varicella zoster umeem 'y hayueHmos nocie hposedeHust
MpaHcnigHmayuu U NOJyYarwwux npenapamst 2pynnsl KOpmukocmepouost Ons CUCMEMH020
NpUMeHeHUs, KPOMe 1M020, ONUCAHbI N0B8PeXCOeHUs JIe2KUX Ha (oHe 3a00/1e8aHus 8eMpPsHOLl 0cnoli 8
nonyJasyuu 63pocisix Jiodetl.

¢ PexoMeHIOBaHa BaKILMHALMS IPOTUB MEHMHTOKOKKOBO MH(MEKUNM C LeJbI0 TpeJoTBpalleHus
MEHMHIUTOB U ero OCJIOKHeHui [271].

(YYP - C, VII]I - 5).



Kommenmapuii: donyckaemcs nposedeHue NoauUCaxapuoHsiMu U KOHBHZUPOBAHHBIMU B8AKYUHAMU Y
8Cex 803PACMHBIX 2PyNn, 3apezucmpuposanHeiMu Ha meppumopuu PO. Cnedyem umems 6 eudy, umo
npumeHeHue NOJUCAXAPUOHbIX 8aKyuH y demeli do 2 nem moxem Obimb Hed(ppexkmusHsiM. [Ipu
Haauyuu npexcHell 8akyuHayuu demeti NOAUCAXapuoHOLi 6aKyuHoli ciedyem nposecmu pesakyuHayuio
KOHBI02UPOBAHHOL 8aKyuHoll uepe3 12 mecsayes. BakyuHayus npogooumcst co2iacHo UHCMPYKYuu no
npuMeHeHuU0 npenapama.

e PekomeHJ0OBaHa BaKIMHAIMS IPOTUB TemaTuMTa A U rematuTa B c I1e/bi0 MpemoTBpalleHust
JIAaHHBIX 3a60JI€BaHNI, YIYUTHIBASI HAIMUME TTOPASKEHNI TTeUeHy B paMKax OCHOBHOJ MaTOMOTUNU
[253].

(YYP - C, VO] - 5).

Kommenmapuii: sakyuHayus npogooumcs: C0eanacHo UHCMpYKYuu no NpumMeHeHuio npenapama.
e PeromMeHJ0BaHa BaKUMHAIIVS IPOTUB POTaBUPYCHOI nHbeRuyu [272].

(YVP - C, V4L -5).

KomMmeHTapuii: sakyuHayus npogooumcs: C0enacHo UHCMpPYKYuU no NpuMeHeHu npenapamad.

e PexoMeH[0OBaHa ITacCMBHASI MMMYHU3ALMs IIPOTUB PECIIMPATOPHO-CUHLIUTHUAIBHOV BUPYCHO
nHdexuyn (PC) ¢ 1ebio mpeaynpeskaeHNs TSKeIbIX GOPM OCTPBIX OPOHXMOIUTOB Y feTeli ¢ MB
[272,0].

(VYP - B, V]I, - 2).

Kommenmapuii: pekomeH008aHo npumeHeHue npenapama Ilanueuzymab™* — 2yMaHu3uposaHHole
MOHOKJIOHAIbHble aHmumena K 6enxy causHus (6enok F) PC — supyca, 1 pa3 8 mecay neped HAuaiom
anudemuueckoeo nodsema PC-supycHoli 3abonesaemocmu, Komopwlil HauuHaemcss 8 Hosa0pe U
npodosxcaemcs 0o anpens (4-5 eeedeHuli 3a anudemuueckuii ce30H). OOHAKo Ot OKOHUAMENbHO20
peweHust 06 00HO3HAUHOLl yesecooOpasHocmu O0aHHO20 eMewameibcmea Heo6Xo0uMo nposedeHue
danvHetiwux uccnedosaruti [Ouuoka! HcmoyHUK cColIKU He HaiideH. ].

IIpodunakTiKa acepruwuiesa

e PeKOMEHZOBAaHO MPUHMMATH Mepbl [0 MUHUMM3ALMKM BEPOSTHOCTUM WHOUIMPOBAHU
Aspergillus spp., B CBSI3U C TeM, UTO JaHHbII TATOTeH PacpoCTpaHeH MOBCEMeCTHO, ITOCTOSIHHO
MIPUCYTCTBYIOT B BO3/AyXe BHEIIHe Cpelbl M BHYTPU MOMeELIEHNt, a TTOTHOCTHIO UCKIIOUUTD
KOHTAKT IMalleHTa C MUMKPOMMUIIETAMY HEBO3MOXKHO. Lle/ib BMeIaTenbCTBa — MpenynpeskaeHne
ABJIA u XAJT [2].

(YVP - C, VI]I - 5).

Kommenmapuu: nayuernmst ¢ MB He 00/Hbl HAX00UMBCA 8 HCUMBIX U OOJIbHUUHBIX NOMeUeHUsX,
nopaxceHHsIx nieceHvto. Heobxodumo cnedums 3a cobar0eHUeM memMnepamypHo-8aaxcHOCIMHO20
pexuma é nomeweHusx, He 0ONYCKames npomeuex, asapuii, 3amonyexuii nodeaioe u m.n. B ciyuae
nosie/ieHUst NPU3HAKO8 NJleceHU 8 NoMeljeHusx HeoOXo0umo nepesecmu nauueHmos ¢ MB e dpyzoe
nomeujeHue. ns auksudayuu nocnedcmauil nosigeHuss naeceHu 8 30aHusix HeoOXo0uMo 6bl18UMb U
YCMpamume NpuuuUHy NOs8AEHUs Cblpocmu 8 30aHuu, nposecmu NPOCywKy u 00pabomky ouazoe
OuonospexdeHuli cmpoumensHsiMu 6UOYUIAMU, AKMUBHBIMU NPOMUS 2PUBO8.

B xeapmupax nayueHmos ¢ MB, a maxxe 00NbHUUHbIX NOMEWEeHUSX U NONUKIUHUKAX, He O00JIHCHO
Oblmb YBemos 8 20pulkax, 3UMHuUx cados u np. B ces3u ¢ mem, umo 60/1buloe KOIUuecmao cnop 2pubos
npucymcmeyem Ha uacmuukax nulau, Heo6xodumo usbezams KOHMakma nayueHmos ¢ MB ¢ noiivio,
muwamensHo NPo8oOUMb BLANCHYIO YOOPKY NOMeWeHUTl.

Iayuenmam ¢ MB cnedyem usbezamos mecm ¢ 60blUOL KOHYeHmpayueti cnop zpubos 8 okpyxcarouleti
cpede — napku, cadvl, 1eca, Mecma cKonJaeHus pasidzaiiuxcs 0peaHuueckux geuecms (KOMNnocmHole
Maccel, eHuloulas OpesecuHda, mpasd), 3epHOXPAHUIUWA, CMPOUMebHble NAOWAOKU, NOMeWeHUs C
meKywum pemMoHmom, He ciedyem pabomamov 8 makux cepax, Kak cadosoocmeo, 3emedenue,
cmpoumenscmeo, npedvl8ams 8 Cheyuanu3upo8aHHbIX NOMeweHUsx (KOHIOWHU, KYPSMHUKU U m. d.).

IMayuenmst ¢ MB He 0onxcHbl UCNOb308AMb 8 NUWY NOOZHUBLIUE UIU 3anjecHesesle 080U, 52000l
(DpyKmol, max Kak 6 npoyecce KOHMAKMA 803MOXHA UHCNUPAYUS. CNOP MUKPOMUYIMO8, 00CeMeHeHUe
KOM#cU U 00exObl nauueHma.

IIpu HapyweHuu npasun sxcnayamayuu Aspergillus spp. mozym nopajamse cucmemsl 8eHMUASYUL,
noamomy cnedyem c80e8peMeHHO 00CTYHUBAMD U OCYUIeCMBISIMb 3aMeHY PUNbMpPos KOHOULYUOHEPOS.



Opranmsanusi OKasaHUsI MeIUIIVHCKOV ITOMOIIN

IIpu oxazaHuu MeOUYUHCKOI nomowju nayueHmam ¢ MyKosucyudo3om HeoO6x00UMO UCNONb308aiMb
MYJILMUOUCYUNIUHAPHBLT N00X00, Umo 06YCI08J1EHO KAK MAMECMbI0 COCMOSIHUSL, MAK U NOpaxceHuem
DpasnuuHulx op2aros u cucmem (Ilpunoxcerue I'7).

Bedenue nayuenmoe ¢ MB npednoumumensHo npoeooums 6 Cheyuanu3upo8aHHslX UYeHmpax
(kabuHemax unu omoeneHusx Mykosucyudosa). Cnedyem ucnoib08ams CmMayuoHapo3amewjarnujue
mexHon02ul.

Zlunamuueckoe HabnodeHue ¢ ambyaamMopHoO-NOAUKIUHUUECKUX YCI08USIX NPU OKA3AHUU NePBUUHOLL
MeOQuKo-CaHumapHoti nomowu ocywecmenasem epau-neduamp yuacmkoesiii (8pau-neduamp, uiu
8pau-nyibMOHON02, UAU 8pau obujeli Npakmuku, Komopsle NpOULIU COoOmeemcmeyruull
memamuueckuli Kypc 8 pamKax npozpamm HenpepuieHozo0 MeOUuyuHcKozo 00pa3o8aHus, a Makice
umeiom onsim 8edeHust NAyueHmos ¢ OAHHOU HO30/02ueli; KOHCYIbmayuu Ccneyudiucinog — no
NOKA3aHUAM) € uAcmomoti, onpedensemoli MANEeCmpld COCMOSHUS NAYUueHmda u UMeWUMUCS
ocnoxcHeHusmu 6one3uu (1 pas 8 1-3 mecaya unu no nokasavusm). Bnepesie duazHocmuposaHHsie
demu unu nayueHmsl ¢ MsensiMu Gopmamu 3abonesaHust O00IXCHbl HAOI00amuvCs  uauje
(excemMecsauHo), nayueHmsl ¢ JieeKUM UAU amunudHsimM meueHuem MB mozym Habnodamscs pexce
(kaxovle 3-6 mec.).

Habniodenue 3a hayueHmom u KOHMPOJib COCMOSHUS HEOOX00UMO OCYWeCmeamy pezysapHo KaK 8
YCII08USX  KPY2JIOCYMOUHO20, AK U OHE8H020 CMAYUOHApa (20CNuUanu3ayus no NOKA3AHUSIM 6
Ny/NLMOHOJI02UYECKOe, UH(PEKUUOHHOE WU UHOe OmadeJieHue, 8 Wimame Komopozo ecies Cneuuduucmel,
umeroujue onstm 8edeHus nNayueHmos ¢ OaHHol Ho3onozuell). [layueHma zochumanuupyom é naiamy
C yuemom noomeepioeHH020 paHee MUKpPOOUON02U4ecK020 netizaxa (ocobenHo dns P. aeruginosa, B.
cepacia complex, MRSA, Stenotrophomonas maltophilia, Achromobacter spp., HemyOepKyJe3Hbix
Mukobakmeputi, XpoHuueckull acnepeusnie3a), Npu B03MONHOCMU — UHOUBUJYANbHbIL OOKC. B
3A8UCUMOCTMU OM COCMOSIHUS NAYUEHMd CPOK 20CNUMANU3AYUL MOXcem cocmasums om 4 0o 21 Ous.

Mayuenmst ¢ MB, HywoOaiowuecs 6 CMAYUOHAPHOM JieueHUuu 8 PpamKax nepeuuHoll
CNeyuaIu3upo8aHHoli MeouKo-CaHumMapHol NOMowU, Hanpasasomcs N0 MeOUYUHCKUM NOKA3AHUSIM 8
nyJbMOHOJI02UYEeCKOe, UH(EKYUOHHOe UAU UHOe omoeneHue (N0 NOKA3AHUSM, YCN08US — YKA3AHbl
gbllle) MeOUYUHCKOL OpeaHudayuu epavyom CcKOpoli MeOUyUHCKOU nomowu, 8pauom-neouampom
YUACKOBbIM, 8PAUOM-NYNAbMOHOTI020M UIU UHBIM CNEYUANUCMOM amOyIamopHO-noaUKIUHUYECKO20
36€Ha.

IlayueHmos ¢ MYKOBUCYUOO30M, HYHOAIOWUXCS 68 OKA3AHUU CNeyuanu3upos8anHoli MeOuyuHCKol
nomowju, 8 mMoM HUC/Ie BbICOKOMEXHONOZUYHOL, 8 CMAYUOHAPHBIX YCA08USAX, N0 MeOUYUHCKUM
NOKA3AHUAM HANpAasaslom 6 coomeemcmeyioujee omaoesieHue MeOUYUHCKOL Op2aHu3ayuu epau-
ny/n6bMOHO0JI02 UU 8pay-neouamp.

Mapwpymusayus nayueHma 0emcKozo 803pacma 60 63pOCaylo cemv — 60 83pocasili yenmp MB,
ocyujecmensiemcs K 18 zodam.

Hal,{l/leHmbl cmykosucuuaomm noayuarmom:

- 8 pAMKAX NepeuyHoli MeouKo-CaHumapHoi NOMowU — NIAHOBYH U HEOMJIOMCHYI0 AMOYamMOpHO-
NOJIUKIUHUYECKYIO U NePBUUHY CNeyuaIu3upo8aHHyd nomMoujb (Coomeemcmaywujezo npopuis, no
NOKA3AHUAM U 8 3A8UCUMOCIU 0M MSINECMU COCMOSHUS, d MAKM e CKOPYI0 MeEOUYUHCKYI0 NOMOULb);

- 8 pamKax cneyuanu3upos8aHHoli MeOUyuHCKoOl NOMOWjU — CReyualu3uposamHyto, 8 Mmom uucie
8bICOKOMEXHON0ZUUHYI0O MEOUYUHCKYI0 NOMOWb, 6 CO0MEemcmeywux ycuiosusx O0He8H020 UIU
KpYy2nocymouHo20 cmayuoHapa.

IIpu Hanpaenenuu 6 omoeneHue (UeHmMp uwiu KabuHem) MyKo8ucyudosd, epauom-neduampom
YuacmkossimM Uiu epauom Opyzoll cneyuansHocmu npedocmasisiemcss 8b6INUCKA U3 aMOynamopHol
Kkapmel (ucmopuu 00n€3HU) C yKA3aHUeM npedsapuimenbHoz0 (UIU 3aKIUUMenbHoz0) OuazHo3d,
conymcmeyrwux —3a00ne8anull, a maxie UMEIWUXCS — pe3yabmamos  JaabopamopHeIXx U
(DYHKYUOHANBHBIX UCCE008AHULL

ITpaBuia npodmIaKTUKM epeKpecTHO MHpeKnu npy MyKOBUCIT03€
ITpaBuia oka3aHUSI MeIUIVHCKOV IIOMOIIY B aMOY/IaTOPHBIX YCIOBUSX [2,252]

1. IManueHTHI C MYKOBUCHMIO30M [O/DKHBI ObITh pasfeieHbl Ha ITOTOKY B 3aBUCMMOCTU OT
MUKPO(JIOphl [bIXaTeTbHOTO TpaKTa IO OHSAM IpMemMa. [lalMeHT ¢ MUKPOOUOIOTUUECKUM
BBICEBOM 13 MOKpPOTHI Gakrepuit Burkholderia cepacia complex, MeTUIIM/UIMH-PE3UCTEHTHBIX



Staphylococcus — aureus, Achromobacter spp., HeTy6epKy/le3HbIX MMUKOOGAKTEPUil  MO/DKEH
MPUHMMATBCS Ha aMOy/IaTOPHOM IpyieMe B OTAEIbHOM 6OKCe C OTAeTbHBIM BXOIOM, He 3aXO[s B
LleHTp MyKoBucyuno3sa (i B MO).

2. TManyeHTbI C MYKOBMCLIMIO30M HE€ [O/DKHbI KOHTAaKTMPOBAaTh B 30HAX OXMIAHMUSA, Kak,
HampuMmep, B peruMcTparype, majatax, OTAeIeHMSIX amnTekKud M PEeHTTeHONOTMu. IlalMeHThl C
MYKOBMCHMIO30M JTOJKHBI 00eCreunBaThCs OJHOPA3OBBIMM JIMIIEBBIMM MackaMu, OaxuiaMu.
MMaieHThl ¢ MyKOBUCIMIO30M MPY HaXOXKIEHUM B OTHOM IOMEIIEHUM TOKHBI AePsKaThCs Ha
paccTosTHUYM He MeHee 2 M IPYT OT Apyra U coO/II0NaTh BCce Mepbl TPOMUIAKTUKM.

3. Tloce mpueMa KakIoro IalyeHTa ¢ MyKOBUCIMI030M IIPOBOAUTCS 00paboTKa MOBEPXHOCTEN
mebenn, Mpu6opoB, GOHEHTOCKOTIA U TBEPHBIX PYYEK.

4. Bpauu, NOpMHUMAIOIIME TMALMEHTOB C MYKOBUCIIUI030M, [O/DKHBI OBITb OOecreyeHbl
OTHODPA30BbIMM MackaMu, TIepyaTKaMy, [OO/DKEeH ObITh o6ecrieueH [OOCTyl K CpPencTBam
nmesuvHdexiu pyk u mpubopos. IIpu mpueme mnaumeHToB ¢ Burkholderia cepacia complex,
Achromobacter spp., HeTy6epKyIe3HbIMI MUKOOAKTEPUSIMM MU YCTOMUMBBIMM K BAHKOMUIIMHY
SHTEPOKOKKAMM, Bpauu JAO/DKHbBI ObITh 06ECTIeYeHbI JOTIOJHUTEIBHO OJHOPA30BbIMM XajaTaMiu U
IIaroYKaMu.

l'IpaBmIa OKa3aHus Me,Z[ML[MHCKOi"I IIOMOIIIA B CTAIIMIOHAPHBIX YCUIOBUAX

1. Tepex, rocriMTanu3anyei MamyueHTbl ¢ MyKOBUCIIM/I030M COAIOT MUKPOOVMONIOTMUECKIMIT aHATN3
(He mo3gHee yeM 3a 1 Mecsi). IlalyeHTbl pasMellarTCs B OJHOMECTHbIe TMajaThl (GOKCHI)
COmIacHO MUKpOdIOpe AbIXaTeabHOTO TPAKTA.

2. TocrimTanusanus mauueHToB ¢ Burkholderia cepacia complex ocyliecTBisieTcss B JedeOHbIe
yUpeXKIeHNMs, MMeI/e CIelyaau3upoBaHHble OGOKChI [Jis HAHHOV MHQeKIuu. IlalueHTsl,
uHuIMpoBaHHble Burkholderia cepacia complex, Achromobacter spp., HeTy6epKy/Ie3HbIMU
MUKOGAKTEPUSAMY WM YCTOMUMBBIMY K BAHKOMUIIMHY SHTEPOKOKKAMM, MO/KHBI Pa3MeIlaTbcsl B
OTHeNbHOM TMajaTe/60Kce ¢ [MOylmieM ¥ TyaJeToM, >KeJaTeNbHO C OTAeIbHbIM BXOIOM.
Tociranu3auusl MalMeHTOB C PEe3UCTEHTHON (opoii BemeTcs B IMPUEMHOM OTHENEHUM IJIst
MHQEKIMOHHBIX TALVEHTOB; MMAI[MEeHTHI ITPOXOAST B MaaThl (BOKCHI) Uepe3 OTAeTbHbI BXO,.

3. TlaumMeHTBI € MYKOBMUCLMIO30M, MHOMUUMPOBAHHbIE WHOI GIOpOii, pasMelalOTcs B
OIHOMECTHOJ IlajiaTe C AyLIeM M TyaJeTOM WM C OPYTMMM TalyeHTaMy, He CTPaLarliyMu
MYKOBUCLMI030M U C HU3KMM PUCKOM MHOUIIMPOBAHNUS.

4. Bce mnauyeHTbl C MYKOBMUCLUMAO30M IIOCJIe TPaHCIIAHTAUMM OOMKHBI HAaXOOUThCS B
OJHOMECTHOI1 I1ajaTe.

5. [Inig TaiyeHTOB C MYKOBUCIHMI030M ¢ Burkholderia cepacia complex v Achromobacter spp.,
HETYOEPKY/JIE3HbBIMU MUKOOGAKTEPUSIMY WM YCTONUMBBIMM K BaHKOMUIMHY IHTEPOKOKKAMMU,
IIOJKHO GBITH OTIEbHOE MEIVIITHCKOe 060pyIOBaHMe /ISl KasKIOTO MalyeHTa (MHAVBIILYaTbHbI
crpoMeTp, GOHEHA0CKOII, MYIbCOKCUMETD, ITIOKOMETp, TOHOMETP U T.J.).

6. [ocemeHMe qMarHOCTMYECKIX MPOIIeAYP MAIMeHTOB MYKOBUCIVA030M JO/KHO TUIAHUPOBATHCS
COIJIaCHO MUKPO(IOpe ObIXaTebHOIO TPAKTa.



6. JonmomuuTeabHass MHGoOpMaLs, BIAMUIIOAs Ha
TeueHMe U UCXO0J, 3a00/1eBaHus

MB — XpoHMYecKoe HeusjIeuumoe 3ab6ojieBaHMe, I0ITOMY MALVEeHThl HYKIAITCS B aKTMBHOM
IMCIIAaHCePHOM HAOTIONeHMM ¥ HEeNpepbhIBHOM JieueHuu. Y OFHUX MalyeHTOB, HeCMOTPS Ha
CBOEBPEMEHHYIO JTMATHOCTUKY ¥ aJieKBAaTHYIO Teparuio, IMopaxeHue OPOHXOJIETOUHON CUCTEMBbI
OBICTPO TPOrPECCUPYET, Y HOPYTMX - NMHAMMKA M3MEHeHMil Oosiee GraronpusaTHa. MHoOTMe
MaIMEeHThI JOKMBAIOT 10 B3POC/IOTO U Iaske 3PeJIOro BO3pacTa.



Kpurtepunu oreHKM KayecTBa MeAUIIMHCKOM
MMOMOIIU

Ta6muna 27. Opraun3aluOHHO-TeXHUYeCKMe YCIOBUSI OKa3aHUsT MEeOUIIVHCKOM TIOMOIIY IeTSIM C
KUCTO3HBIM (GMO6PO30M (MYyKOBUCLIUIO30M).

BuA MEAULIMHCKOM NMOMOLLM CrneuvanusnpoBaHHasi, B TOM 4UCfEe, BbICOKOTEXHOMOMMYHAS,
MeaMLMHCKas MOMOLLb;
MepBryHas MeAUKO-CaHUTapHas NoMolLLb

Ycnosusi okasaHus MeAULIMHCKOW MOMOLLN CTaunoHapHoO, B IHEBHOM CTaLMoOHape
DdopMa oKasaHUs MeAULMHCKON NoMoLm MnaHoBas, HeOTNOXHasA, ckopas
®aza 3aboneBaHusi, Apyrue XxapakTepucTuku (Npu Hanuummn) nobas

Ta6amma 28. Kpurepum KauecTBa OKasaHMSI MEOUIIMHCKOM IIOMOIIM [OeTIM C KUCTO3HBIM
b16po30M (MYKOBUCITUIO30M).

N2 Kputepuit

1. BbinonHeHo onpeaeneHne akTMBHOCTU HaHeraTMHeCKOﬁ 3nactasbl-1 B kane (ecnm He NpoBOAMJIOCh B NpellecTsylolme 12 MeC) Y NEepPBUYHbIX NAUNEHTOE
xKenesbl (C NaHkpeaTMyeckoit anactas3oin-1 6onee 200 Mkr B r Kana)

2. BbiNonHeHo MMKpo6Konornyeckoe ucciesoBaHme nocesa hopbl B MOKPOTE ((hapuHreansHOM Maske Win MHAYLMPOBAHHOM MOKPOTE UK TpaxeasbHOM acnup
rnokasaHwuit)

3. MpoBeaeHa aHTMbaKTepuanbHas Tepanusi He MeHee, YeM ABYMsl NMpenapaTaMi BHYTPUBEHHO, MPU TSHKENOM 060CTPEHNUM CO CTOPOHbI AbIXaTeNlbHOro TpakTa

4. MNposeaeHa epMeHTO3aMecTUTENbHAs Tepanusa nNpenapaTom naHkpeaTHa B BUAE MUHUMUKPOCHEP C KMCIOTOYCTONYMBOM 060N104YKON NPU CHUXEHUWN YPOBHS

5. BbinonHeHa KOHCy/bTauMsi Bpadva-racTpodHTeposiora (Mnu Bpaya-AveTosnora WnWM neauatpa, npoliejlwero obydyeHWe Ha TeMmaTMyeckoM uukie no MB,

(hepMeHTO3aMeCTUTENbHOM Tepanuu

6. BbinosHeHa KOHCYbTauus Bpaya-0TOPUHONApUHrosiora npu O60CTpeHVIl/I XPOHNYECKOro CMHYCUTa N eC/in He 66110 KOHCy/ibTauuu B I'IDe.ClLIJeCTBy}OLLLVII‘;I roa

7. BbInonHeHo onpeaeneHune GyHKUUW BHELWHEro AbIXaHUs NauueHTy cTapwe 5 net
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Mwunsgpasa Poccun (CeueHOBCKMIT YHUBEPCUTET)

BumneBa E.A. - n.M.H., 3aMecTuUTeNb pyKoBoguTens 1o Hayke HUU menmaTpum u OXpaHbl
3mopoBbst meteit IIKB PAH, moueHT Kadenpbl (akylbTeTCKOV MeauaTpuy MeguaTpudeckoro
dakynpreTa ®I'60Y BO «PHUMY um. H.U. [Iuporosa» Munsapasa Poccun

lopunoBa 10.B. - K.M.H., cTapmuii HayuyHblii cOTpymHUK OPIAY «HMUILL 3mopoBesi nmereii»
MwuHn3gpasa Poccun

PocnaBueBa E.A. - K.M.H., BeOyluii HayuyHblli CcOTpygHUK @PTAY «HMUILL 3m0poBbsi AeTteri»
MwuHn3gpasa Poccun.

AmrepoBa U.K. - 0.M.H., 3aBenymwoinas otgenennem myjibMoHonoruu ['BKY3 S0 «I'b» otnenenne
MTYJIbMOHOJIOTUM

NnbenkoBa H. A. - g.M.H., pod., 3aBenyoiias Kadeapoii meTckux OosiesHeii ¢ Kypcom II0,
KpacHosIpcKuii rocymapCcTBEeHHbI MEIUIITHCKUI YHUBEPCUTET UM. TIpod. B.®. BoitHo-IceHelikoro

3pipgaoB C.K. - mpodeccop, A.M.H., 3aBeaymomuii Kadeapoii o0meii ¥ KIMHUYECKON
dapmakonorum, ®@T'BOY BITO Poccuiickuii yHUBEPCUTET IPYKObI HAPOIOB

OpuuaeBa H.[I. - mpodeccop, A.M.H., maBHbIi Bpau I'BY3 MO «JleTckuii KIMHUYECKUI
MHOTOITPOQUIbHBIN 1IeHTp MOCKOBCKOI 06/1aCTI», IJIaBHBINA reguaTp MOCKOBCKOI 06/1acT

MaxkcumbrueBa T.FO. - HayuHbIi COTPYZHMK HAyUYHO-KJIMHMUUECKOTO OTHela MYKOBUCIIMIO3a,
OI'BHY «MeauKko-reHeTUUeCcKuii HayuHblii eHTp UM. akagemuka H.IT BoukoBa» MuHOGpPHAYKMU
Poccun

OpnoB A.B. — K.M.H., 3aB. OTHeJI€HMEM ITyJIbMOHOJIOTMM, HOIEHT Kadenpbl mneauaTpuu u
Heonatosioruu C3IMY, I'BY3 «JleTckasi ropopckast 6onbHMIIa CBATO OIbIy»

CembikuH C. 10. - K.M.H., 3aBenywommii otaenenmeM nepguatpum, ®I'bY «Poccuiickas meTckas
KIMHMYecKas 6oapHMuIa» MuH3apasa Poccnn

Yepuyxa M. 0. - [O.M.H., BeyliMii Hay4HbII COTPYOHMK JIAOBOPATOPUM MOJIEKYJISIPHO
SMUIEMUOJIOTUM TOCIUTAAbHbIX MHMekuuit, ®I'BY "HULIDM um. H.®.l'amanen " MwuH3mpasa
Poccun

Ilarmusin 1. A. - mpodeccop, MO.M.H., 3aBeIyIOIIMII  JabopaTopueii  MOJIeKy/ISIPHO
SMUAEMUONIOTUN TOCIIUTaNbHBIX MHGekuuit, ®IBY «®HUIIOM mum. H.®. l'amanen» MuH3smgpasa
Poccun

ABetucsaun JI. P. - O.M.H., BeOymuii HAy4yHbIi COTPYAHWUK JIabOpaTOPUM SIIMUIEMMUOIOTUN
rocnuTaJbHbIX MHPeKunii ®I'BY «HamyoHalIbHbIM MCCIeI0BATEIbCKUI EHTP SMUAEMUOIOTUN U
MMUKPOOMOJIOTMM UMEHM TTOUeTHOTO akageMuka H.®. Tamanen» Muusapasa Poccun

IllymkoBa I.JI. - HayYHBI COTPYOHUK JabopaTopuyu MykoBucuumosa ®IBY HVU mynbMOHOIOTMM
OMBA Poccun.

KpsutoBa H.A. - HayyHbIii COTPYIHMK JJabopaTopuu MyKoBuciymoza ®TBY HAW mynbMOHOMIOTUA
OMBA Poccun



IIponos U. A. - K.M.H., Io1leHT Kadeapsl geTckux 6omesHeir ®TAQY BO Ilepseiit MTMY um. .M.
CeuenoBa Mwun3sgpaBa Poccun (CeueHOBCKUIT YHMBepPCUTET), Bpady-KIMHUYECKMIT (hapMaKkoior
VIKB

KocteiteBa M. H. - K.M.H., IOIIeHT Kadeapbl KIMHMYECKON ¢gapmakoaoru PHUMY um. H.N.
[Muporosa, 3aB. oTAeaeHMeM KiHndyeckoii bapmakonoruu ®I'BY PIIKB

JKeneuuna JI.A. - npocdeccop, 1.M.H., 3aBeayiomiast kKapeapoii nmeguaTpun, SHTOKPUHOIOTUYN U
abumuronoruy OIT u A0 CIIGITIMY, r. CaHKT-IleTepOypr.

Kmumko H.H. - pa.m.H, mipodeccop, 3aBemyiommii Kadempoit KIMHMYECKON MMUKOIOTUM,
ayepronornu 1 ummyHosnoruyu ®I'BOY BO "CeBepo-3amnaiHblii TOCYLapCTBEHHBIN MeAVIIMHCKUIA
yHuBepcuteT uMmeHu .M. Meunnkosa" Mun3zapasa Poccun

BopsoBa 10. B. - Kk.M.H., 3aBefymolasi MMKOJOTUYECKON KIMHUKON, IOOUEHT Kadeapbl
MeauIMHCKOM Mukpobuonoruu ®TBOY BO "CeBepo-3amnaHblii TOCYAapCTBEHHbIV MeIUIIMHCKUIA
yHuBepcuteT M. 1.M1.MeunukoBa Munsnpasa Poccun

BacunweBa H. B. - 1.6.H., mpodeccop, aupektop HUW memmunuHcKkoit mukogoruu mm. ILH.
Kamiknna

3aB. kadenpoit MenULIKHCKOI MuKpo6uonoruu ®TBOY BO "CeBepo-3amnafHblii rOCYJapCTBEHHBIN
MeIUUVHCKNUI yHuBepcuTeT MMeHu .M. Meunnkosa" MuH3apasa Poccun

BoromonoBa T. C. - k.0.H., 3aBexymwoiias H/JI MUKOIOrMYECKOr0O MOHUTOPUHTA U OGMOIOTUY
rpubOB, AOUEHT Kadeapbl MeIUIMHCKON Mukpoomonoruu ®IBOY BO  "CeBepo-3amagHblit
rOCyAapCTBEHHbIN MeOUILIMHCKNUI YHUBepcuTeT umenn V.M. MeunnkoBa" MuH3apasa Poccun

CnepaHckas A. A. - 1.M.H., mpodeccop Kadeapbl PEHTIeHOJIOTUM U PAAUAIIMOHHO! MeIUIVHBbI,

IMepBbiit  CaHKT-TleTepOyprckuii  rOCymapCTBEHHbBI  MEOUIMHCKUI  YHUBEPCUTET MMEHU
akagemuka W.I1. ITaBioBa.

BapanoBa U.A. - n.M.H., nipodeccop Kadeapbl TOCMUTAIBHON Tepanuu IeguaTpuieckoro
daxkynbrera, TEOY BIIO PHUMY Munsapasa Poccun um. H.U. TTuporosa, r. MockBsa.

®dypman E.T' - wieH-koppecnionaeHT PAH, mpodeccop, 3aBemyommnit kabenpoit hakyabTeTCKOM U
TOCIINUTANIbHON TeAuaTpuy, MPOPEeKTOp IO Hayke IlepMckuii rocymapCTBEHHBIV MeIMIMHCKU
yHuBepcutetT (II'MY) um. akagemuka E. A. Barnepa

IMagpuua B.B. - poueHT Kadenpsl dbakyabTeTCKO M TOCHOUTANbHON mHenmuatpuu, Ilepmckuit
rocyfapCcTBeHHbIN MeauMHckuii yHuBepceuteT (IITMY) um. akagemuka E. A. Barnepa (®I'BOY BO
I[II'MY um. akagemuka E.A. Baruepa Mun3gpasa Poccun.

IllamoB H. ®., 3aBepnywoiuit OTAeNeHMEM XUPYPTUM HOBOPOKAEHHBIX HeoHaTOIOrMYeCcKoro
craionapa I'BY3 MO "MocCKOBCKMIT 06IaCTHOI I[eHTpa OXpaHbl MAaTEPUMHCTBA M HETCBA", Bpau-
TeTCKUIA XUPYPT, KAHAMOAT MeAULIMHCKMAX HAYK.

IlerpoBa H.B. - 0.0.H., BeAYIIMI Hay4HbIi COTPYIAHMK JIabopaTOpuMM TeHEeTUYECKOit
srupemuonoruy GIBHY «Menyko-reHeTMYeCKUiA HayYHbI LeHTp MM. akafgemuka H.IT boukoBa»
MuHo6pHayku Poccyuu

ITamkoB U. B. — K.M.H., 3aB 3 xupyprudyeckum orgeneHneMm ®I'BY «HalyoHanbHbIV MeOULIMHCKUIA
MUCCIIeNOBATENbCKUI YeHMp MpAaHcnaaHmono2uu M VICKYCCTBEHHBIX OPraHOB MMEHM aKaJeMMKa
B.M.IllymakoBa»

IInpynpaukoBa O. M. — 1.M.H., nipodeccop Kadeapsl TPAHCIVIAHTOIOTUYM U UCKYCCTBEHHBIX
opraHoB [lepBoro MOCKOBCKOTO TOCYJapCTBEHHOTO MEAUIMHCKOTO YHUBEPCUTEeTa VMeHU
N.M.CeueHoBa

IMonsikos M. II. — K.M.H., 3aBeAYIOLIMI TeTCKMM OTOPUHOIAPUHTOIOIMYeCKUM OTAeIeHueM
BeAylMii Hay4yHblii coTpygHUK OI'BY HanyoHanbHbI MeIUIIMHCKUI UCCTeN0BaTeNbCKUI LIeHTP
otopuHonapuHronorn ®MBA, Poccun, noueHT Kadenpsl oTopuHonapuuronoruu OO0 ®TBOY
BO PHUMY nm. H.M.ITuporosa

CBuctymkue B.M. — npodeccop, I.M.H., IMPeKTOp KaMHMKYU KnmHuky BonesHeit yxa, ropna u
Hoca OTAQOY BO Ilepseiii MIMY um. .M. CeuenoBa Mwun3gpaBa Poccuu (CeueHOBCKUIA
YHUBEPCUTET), IVIAaBHbI BHELITATHbIN OTOPUHOAapUHTONOT LleHTpanbHoro ®enepanibHOro OKpyra
Poccun, Bpau BhICIIeN KaTeropumn



CuHBKOB 3.B. — K.M.H., IOIleHT Kadenpsl BonesHeii yxa, ropsia u HOca, Bpayu BBICIIEN KaTETOPUMA.
Kadenpa Bonesneit yxa, ropia u Hoca ®TAOY BO Ilepsorit MTMY um. .M. CeueHoBa MuH3apaBa
Poccun (CeueHOBCKMIT YHUBEPCUTET)

Yepusix B.B. — 1.M.H., I.H.C., 3aBeAyIOIINIT JJAOOPATOPUU TE€HETUKY HapyLIIeHWUIl PermponyKLIMUA
OI'BHY «Menuko-reHeTnyeckuii HayuHblii eHTp UM. akagemuka H.IT BoukoBa»

Penmmna C.A. - Bpau-TeHeTUK, KOHCyiabTaTuBHOe oOTheneHune DIBHY «Menuko-reHeTMuecKkumii
Hay4HbII LleHTp uM. akagemuka H.IT BoukoBa»

BnaroBupoB [.A. - K.M.H., Bpauy mNOeauaTp, aJaeprojor/MMMyHOJIOT, MJafUiuii Hay4YHbIN
COTPYOHMK  abopaTopuyu  BaKUMHOMPODUIAKTUKM ¥  MMMYHOTEpanuyu  aJjgepruyeckux
3aboneBannii ®TBHY HUUM BakuuH M ChIBOPOTOK MM. V.VI.MeYHMKOBA; acCUCTeHT Kadempbl
neguatpun um. akagemuka M., CtymeHnkunHa, Poccuiickmii HalMOHa/IbHbBIN UCCIeL,0BaTebCKUIA
MenuUMHCKNUI yHuBepcutet umenu H.U. ITuporosa

KoctuuoB M.II. - pO.M.H., mnpodeccop, 3acIyKeHHbII neaTesb Hayku PO, 3aBemyromnimii
jabopaTopueil BaKIMHOMPOMWIAKTUKYA M MMMYHOTEpAIMU ajuiepruyeckux 3abomeBanuit HUU
BaKIMH U CBIBOPOTOK M. .. MeuHUKOBA.

Asmopbl nhodmeepxcdaiom omcymcmeue (QUHaHco8oli nN000epHKU/KOHGIUKMA UHMepPecos8, KOMmopblii
Heo0x00umo 06Hapodosame.



IIpunoskeHue A2. Metomosorusi pa3padboTKu
KJIMHUYEeCKNX peKOMeHJaluun

LeneBas aAyanuTopmsa JaHHbIX KIMHUYECKUX pEKOMeHIlaHMﬁZ

e Bpaun-mysnbMOHOIOTU

e Bpaun-negmatpsl

e Bpauu o01eit BpauebHO MpakTUKM (CeMeliHble Bpaun)
e Bpaun-reHeTUKuU

e Bpaum ajiepronoru-yuMMyHOJIOTH

e Bpaun-racTpo3HTEPOJIOTHU

e Bpaun-3HIOKPMHOIOTHU

e Bpaun-puetonoru

e Bpaun-OTOPUHOIAPUHTOIOTU

e Bpauy - cypmonoru - OTOpyHOIapUHTOIOTU

e Bpaum mo jeue6HOI PUIKYIBTYpe (MM Bpauy MO MEAUIIMHCKON peabuinTaium, UM Bpadm—
dusnoTepaneBTel, WIM CHEIMATUCTBI C BBICIIMM (HEMEOUIIMHCKUMM) 0Opa3oBaHMEM
(MHCTPYKTOPbI-METOIMCTBI TIO JieueOHO (GU3KYIbTYpe, WIM CIEeIMATUCTBI CO CPeIHUM
npodeccMoHaNbHBIM  (MEIMIIMHCKMM)  06pasoBaHMeM  (MHCTPYKTOPBI IO JieueGHOIf
(GuU3KyIBTYpE, MEOUIIMHCKIE CECTPBI TTO MACCaKy, MEAUILIMHCKIE CECTPHI IO (U3MOTEPAITNN)).

e Bpaun QyHKIMOHATBHONM IMAarHOCTUKNA

e Bpaumu —akyiiepbI-rmHeKoI0T

e Bpaun - yponoru

e Bpauu yponorm-aHApOIOTHU IETCKIe

e Bpaumu — Kapamonoru

e Bpaumu KapaAnoJIOTH JeTCKue

e CTymeHTbl MeIUIIMHCKUX BY30B
e (OOyuarolnuecss B OpAMHATYPE U MHTEPHATYPE

MeTompbl, UCITO/Ib30BAHHbIE /IJII CO0pa/ceTeKInM JOKAa3aTe/IbCTB:
MTOMCK B 3JIEKTPOHHBIX 6a3axX JaHHbIX.
OmnucaHye MeTOI0B, MCII0Ib30BaHHbIX IJIsI C60pa/CeIeKIUN T0Ka3aTeIbCTB:

TloKa3aTeIbHOM 6a30¥i IjIs1 peKOMeHIAIINiA SIBJISIIOTCS ITyOommMKanyum, Boueaie B KoKpaHOBCKYIO
6ubnoTexy, 6a3sl nanHbix EMBASE 1 MEDLINE. I'my61Ha mmoucka cocTasisiia 5 jeT.

MeTozbl, MCIIO/Ib30BaHHbIE [IJIS1 OLEHKM KaueCTBa U CUJIbI 0Ka3aTelbCTB:

e KOHCEeHCYC 3KCIIepTOB;
e OueHKa 3HAUMMOCTHU B COOTBETCTBUM C PEATUHTOBO CXEMOIA.

Ta6bauia 1. Illkama oOmeHKM YpOBHEH HOOCTOBEpHOCTM mokaszaTenbcTB (V) O MeTOmOB
OVArHOCTUKU (IMAarHOCTUYECKMX BMEIIATENbCTB)

yoa Pacwundposka

1. Cucrematumyeckme 0630pb| nccneaoBaHuin ¢ KOHTpO/sieM petDeDeHCHbIM METOZOM U/IN cUcTeMaTUyecknin 063DD PaHAOMU3UPOBAHHbIX
KINHUYECKUX UccnefoBaHnn C NpUuMeHEHNWEM MeTa-aHanusa

2. OTaenbHble  WUccnefoBaHus  C KOHTpOneMm pecbepeHc»-_iblM MeToAOM WU OoTAENbHble PaHAOMU3UPOBAHHbIE  KIMHWYECKUE
nccnenoBaHMa U cucteMaTuyeckue 0630pbl nceneaoBaHuin nroboro llM3aVIHa, 3a UCKNKYEeHUeM paHAOMU3INPOBAHHbBIX KINHUYECKUX
MCCJ'Ie,ClOBaHVIH, C NpUMeHeHeM MeTa-aHanmsa

3. WccnepoBanusa 6e3 nocnenosaTesibHOro KOHTpOns ped)epeHCHbIM MEeToAOM WNM uccnenoBaHus C peq:epeHCHbm METoAO0M, He
ABNAOLWWUMCA HE3ABUCUMbIM OT UCCeAyeMOro Metoda Win HepaHAOMU3MPOBaHHbIE CPpaBHUTE/IbHblE UCCNeA0oBaHUA, B TOM 4Yucne
KOropTHble nccnegosaHua

4, HecpaBHUTeNbHbIE UCCNEN0BaHNSA, ONUCaHNE KIMHUYECKOro ciyyas

5. NMeeTcs nuwb 060CHOBaHWE MeXaHU3Ma AeNCTBUSt U MHEHWE SKCMepToB

Ta6bmuma 2. IlIkana OIEHKM YpPOBHEH MAOCTOBEpHOCTM mokaszarenbcTB (V) IOas MeTomoB
MPOGUIAKTUKMY, JIEUEHUS] U peabuautanum (Mpo@uiakTUIeCcKuX, Jeue6HbIX, peaduanTalIOHHbIX
BMENIaTeNIbCTB)

yaan Pacwudposka

1. Cucrematmyeckui 0630p PaHAOMU3UPOBAHHbBIX KIUHNYECKUX nccneaoBaHnin ¢ NpUMEHEHNEM MeTa-aHannsa

2. OTaenbHble paHAOMU3NPOBaHHbIE K/IMHUYECKME WUCCNeAoBaHua U cucTeMaTuveckne 0630Db| nccneaosaHuii noboro ,qwaal?ma, 3a
WCKMIOYEHUEM PAaHAOMU3NPOBAHHbBIX KIIMHNYECKUX nCccneaoBaHuUn, ¢ npUuMeHeHMEM MeTa-aHanm3a




3. HepaH,ﬂ.OMMBVIpOBaHHbIe CpaBHWUTENIbHbIE UCCNEAOBAHUSA, B TOM YMUC/E€ KOrOpTHbIE NCCNefoBaHNA

4. HecpaBHUTENbHbIE UCCNIEA0BAHWS, ONUCaHUE KMHUYECKOrO Clyyasi Un Cepun Ciyyaes, UcciefoBaHne "cryyai-KoHTpons"

5. MMeeTcs nuwb 060CHOBaHME MeXaHW3Ma JeiCTBUS BMelaTeNnbCTBa (AOKIMHUYECKUE UCCIEA0BAHNS) UM MHEHME 3KCMNEepTOoB

Tabmuua 3. Illkamna OIeHKM YpOBHeil ybemuTenbHOCTM pekoMmeHpaiuit (YYP) mjis MeTomoB
MpoGWIAKTUKY, AMATHOCTUKMY, JIEUeHUS ¥ peabunntaumum (IpobumakTMuIeckux, AMarHoCTUYeCKUX,
JIeueOHbIX, peabuIUTAIMOHHbIX BMEIaTe/TbCTB)

yyp Pacwundposka

A CunbHasi pekoMmeHauusi (Bce paccMaTpuBaeMble KPUTEPUM I(HMEKTUBHOCTM (UCXOAbI) SBASIOTCS BaXHbIMW, BCE WCCIIEA0BaHUS
MMEIOT BbICOKOE WU Y/AOBNETBOPUTENIbHOE METOAONOMMUYECKOE KauyecTBO, WX BbIBOAbI MO MHTEPECYIOLUMM WCXOAAM SIBASIOTCS
COrN1acoBaHHbIMM)

B YcnoBHas pekoMeHaauusi (He Bce paccMmatpusaeMble KpuTepun 3HGHEKTUBHOCTU (MCXOAbl) SIBASIOTCS BaXHbIMU, HE BCe
MCCNEeA0oBaHNsS MMEKT BbICOKOE WM YAOBNETBOPUTENILHOE METOAO/IONMYECKOe KayecTBO W/UAU WX BbIBOALI MO WHTEPECYIOWMUM
MCXOA@M He SIBASIOTCS COracoBaHHbIMU)

C Cnabas pekoMeHaauus (OTCYTCTBME AOKa3aTeNbCTB HaANeXallero Kayecrsa (BCe paccMaTpuBaemble KpuTepun 3hdeKTUBHOCTU
(VICXOLLbI) ABNAKOTCA HEBAaXHbIMWU, BCE UCCEA0BAHUA NUMEKT HU3KOE MEeTOA0/I0OrMYecKoe KayecTBo M MX BbiBOAbI MO UHTEPECYOWMM
ncxozam He SIBASIOTCS COrNacoBaHHbIMK)

METOI[I)I, UCITIO/Ib3OBaAHHBIC IJI1 aHAJIN3ad JOKa3aTeJbCTB:

e 0G630pbI OITyGIMKOBAHHBIX META-aHAM30B;
o CucreMmaTuueckue 0630pbl C TAGAMIIAMM TOKA3aTEIbCTB.

OnucaHye MeTOL0B, MCIOJIb30BaHHBIX JIJISI aHa/IM3a J0Ka3aTe/lbCTB:

HpI/I 0T60pe HyﬁﬂMKaHI/Iﬁ KaK IMOTeHIMA/JIbHBIX MCTOYHMKOB O0Ka3aTe/JIbCTB MCIIOJIb30OBaHHASI B
KayXKIOM MCCIedOBaHMM METOHOJIOrns usydaeTcs OJisd TOro, YTOObI y69[[I/ITbCFI B €e BaJIMOTHOCTHU.
Pe3yanaT U3Y4YEHMS BJIMSAET Ha YPOBEHb NOKA3aTeIbCTB, HpMCBaMBaeMbIVI HY6J’II/IK&LU/[I/[, 4To, B
CBOIO ouepenb, BJIMAET Ha CUJTY BBITEKAIOIIMX M3 HEe peKOMeH,E[aI.U/[V[.

Ha mpoiiecce OIeHKM, HECOMHEHHO, MOXKET CKasbIBaTbCSl U CYOBeKTUBHbINA ¢akTop. st
MUHUMM3ALUMY TTOTEHIIMATbHBIX OMIMOOK KaskIoe MCCaeloBaHKe OLleHUBAIOCh HE3aBUCUMO, T.e.
10 MeHblIlleii Mepe OBYMSI He3aBUCMMbBIMU WieHaMy paboueit rpymbl. Kakue-am60 pasanuus B
OIleHKaxX 06CYKIa/INCh yyKe BCeil IPYMIIOi B MOJHOM cocTaBe. ITpy HEBO3MOKHOCTY JOCTVKEHMS
KOHCEeHCYCa IIPUBJIeKaJICsl He3aBUCUMBbIii SKCITEePT.

Ta6auIbl JOKA3aTEIbCTB:

TabauIIbl JOKA3aTeTbCTB 3aTIOTHSUIACD UIeHaM pabodei rpyIIbl.

MeTozpl, MCIIO/Ib30BaHHBIE A1 (DOPMYIMPOBAHNUS PEKOMEH AL :

KoHceHCyc 3KCIIepPTOB.

DKOHOMMUYECKUII aHaIN3:

AHanmM3 CTOMMOCTY He TIPOBOAWIICS U MTyGAMKaLyy 1Mo (hapMaKOIKOHOMMKE He aHATM3UPOBAINCD.
Mertopg, Banuausauuy peKoOMeH aumii:

e BHellHss 9KCIIEpTHAS OLIeHKa;
e BHyTpeHHSISI S5KCIIepPTHAs OLleHKa.

OnucaHye MeToa BaIMAN3AINY PEKOMEeH AIMii:

Hacrosiue pekoMeHIauMu B IIpeaBapuUTeIbHOI Bepcuy O6bUIM PelleH3MPOBaHbl HE3aBUCUMBIMMU
9KCIIEpPTaMM, KOTOPBIX IIOMPOCWIM TMPOKOMMEHTUMPOBATh IMIPEXIe BCEr0 TO, HACKOJIbKO
VHTepIpeTalus J0Ka3aTeIbCTB, JIeKalMX B OCHOBE peKOMeHIAlNiA, JOCTYITHA IS TOHMMaHMs.

IMomyuyeHbl KOMMEHTApUM CO CTOPOHBI Bpaueil MepBUYHOIO 3BeHA B OTHOIIEHUU IOXOLUMUBOCTU
M3JI0KeHMsT peKOMEHIaluii U UX OLIEHKM BaKHOCTM PEKOMEHIAlMil Kak pabouyero MHCTPyMEeHTa
TIOBCETHEBHOI MTPAKTUKM.

[IpenBapuTenbHast Bepcusi Oblla TAKKe HAIlpaB/I€HA PELIEH3EHTY, He MMEIOIIeMy MEeIVITHCKOTO
06pasoBaHs, [JIs TIONTyIeHVsI KOMMEHTApUeB C TOUKM 3PEHSI [TePCITeKTHB allIeHTOB.

KommeHTapuu, MosydeHHble OT IKCIIEPTOB, THIATEIbHO CUCTEMATU3MPOBAINUCH M OOCYKIANTNCDH
npeAcenaTesieM M uYieHaMy paboueii Tpymmbl. KaKoplii IMyHKT OGCY>KHAJICS, M BHOCUMMBIE B
pe3yibTaTe 3TOTO M3MEHEHMs B PEeKOMEHIAlMM PerucTpUpoBaIuCh. ECIM ke M3MeHeHUs He
BHOCWINCb, TO PETMCTPUPOBAINCH TPUUMHBI OTKA3a OT BHECEHUS U3MEHEHU.

KOHCYJII)THIII/IH U 3KCIIEPTHAasA OLl€HKa:



IIpoeKkT peKoMeHJaIuii 6bUT PereH3MPOBaH HE3aBUCUMbBIMM IKCIIEPTAMU, KOTOPBIX MOMPOCYIIN
MTPOKOMMEHTUPOBATh, MIPEXKIE BCETO, JOXOTUMBOCTb ¥ TOYHOCTh MHTEPIIPETAIIVY JOKA3aTeTbHOM
6asbl, JIekaleit B 0CHOBe peKOMeH/IalniA.

PaGouas rpynma:

Ilis  OKOHYATeJIbHOIM pemaklUMM M KOHTPOJST KauecTBa pEeKOMEeHIaluu ObLIM ITOBTOPHO
MpoaHAIM3MPOBAHbl YleHaMy paboueil TIPYIIbl, KOTOPble MPUIIM K 3aKIOUEHMI0, UTO BCe
3aMeYaHusl ¥ KOMMEHTapuu KCIIePTOB MPUHSITHI BO BHUMaHMe, PUCK CUCTEMATUUECKUX OMIMGOK
Mpy pa3paboTKe PeKOMEeHIalMii CBeJleH K MMHUMYMY.

HOpﬂJIOK OGHOBJICHMS KIMHUMYECKUX peKOMEH,HaHMﬁ.

MexaH13M OGHOBJIEHUSI KIMHUUECKUX PEKOMEHIAlMil MPeqycMaTpPUBAeT UX CUCTEMATUYECKYIO
aKTyalIu3alyio — He pexke YeM OOVH pa3 B TPU rofia, a Takke IMpU MOSIBJIEHUM HOBBIX TAHHBIX C
MO3ULIUYU [TOKA3aTeJbHOW MeAVIIMHBI 10 BOIPOCAM IOMarHOCTUKM, JIeUeHUs], TTPODUIAKTUKUA U
peabuaMTaluM KOHKPETHBIX 3a060jeBaHMIii, HAIMUMY OOOCHOBAHHBIX TOIOJIHEHMII/3aMeUaHuil K
paHee yTBepxaE€HHBIM KP, HO He yaie 1 pa3a B 6 mecs1eB.



IIpunoxxenmne A3. CBsi3aHHbIE JOKYMEHTbDI

INopsiazku oka3zaHMs MeOUIIMHCKOV ITOMOIIN:

1. TIpmuka3 MuHMCTePCTBA 34paBOOXpPaHEHMS U COUMaabHOro passutus PO ot 16 ampens 2012 .
N 366H "006 yrBep>kaeHny ITopsimka okazaHus eauaTpuIeckoil momoum”

2. TMpukas MwuHuUcTepcTBa 3ApaBooxpaHeHuss PO "O6 yrBepskaeHuu Ilopsiaka oOKasaHMs
MeIUIIMHCKOM MOMOIIY 60JbHBIM C BPOXKIEHHBIMU U (MJIM) HAClIeICTBEHHbIMM 3a60/eBaHUSIMU"
oT 15 Host6pst 2012 1. N2 917H.

CraHzapThl OKa3aHMS MEeIUIIVMHCKOM IOMOIIN:

1. CraHgapT crenuaau3upoBaHHOM MeIUIIMHCKON IMOMOIIM TpU KuUcTo3HoM ¢ubpose (IIpukas
Munsapasa Poccum ot 28.12.2012 N2 1605H).

2. CTaHgapT TepBUYHOI MeIMKO-CAHUTApHOM TOMOIIM Mpu KuctosHoM ¢Gubpose (IIpukas
Mwunsgpasa Poccum ot 20.12.2012 N2 1206H)

HNudopmaius o ieKapcTBEHHbIX cpeacTBax: https://grls.rosminzdrav.ru/
OCHOBHbIE€ HOPMATMBHO-IIPABOBbIE AKThI, PETYIMPYIOLIMEe OKa3aHye
Ma/UIMaTUBHOM MeIUIIMHCKO ITOMOIIN

1. ®enmepanbHblil 3ak0H "O BHeceHUM M3MeHeHUi B PenepanbHblil 3aKOH "O6 OCHOBax OXPaHbI
300pOBbs IpaxkpaH B Poccuiickoit @epepaumum”’ 1Mo BOIMPOCAM OKasaHUS IMMa/UIMaTUBHONM
meauuuHcKkoni nomomu” ot 06.03.2019 N2 18-®3.

2.Mpukas MwunsgpaBa Poccum N2  345H, Mwuntpyma Poccum ot 31.05.2019 Ne  372H «O6
YTBEPKAEHUY TIONOKEHMsT 06 OpTaHM3alMy OKasaHus Ma/uTMaTUBHON MeOUIIMHCKOM TTOMOIIIN,
BKJTIOUAs TTOPSIAOK B3aMMOMAENCTBUSI MEeIUIIMHCKUX OpPTaHU3alMii, OpraHu3alnii COIUaIbHOTO
0OCTYy>KMBAaHMSI M OOIIECTBEHHBIX OObEIMHEHMII, MHBIX HEKOMMEPUYECKMX OpraHu3alluii,
OCYIIIECTBJISTIOIINX CBOIO JIESITEIbHOCTD B Cpepe OXpaHbl 3T0POBBSI».

3.IIpukaz MwuusapaBa Poccum N2 348 ot 31 mast 2019 roga «O6 yTBEpKAEHUM TEpEeUHs
MeIVIMHCKUX U3Me/nii, TIpeJHa3sHaueHHbIX AJISI IO IepKaH!s OpraHOB M CUCTeM OpraHmM3Ma
YyeJI0BeKa, PeIoCTaB/SIEMbIX JJISI MUCTIONb30BaHMS HA IOMY».

4. TIpuka3 Mwun3apaBa Poccum N2 505H ot 10 miona 2019 roma «O6 yTBepkmeHuu Ilopsiaka
nepemauyM OT MEAUIMHCKOM OpraHuM3auuy IMaluyeHTy (ero 3akKOHHOMY MpPeICTaBUTEIIO)
MeIUIMHCKUX M3Aenuil, mpeqHa3HaueHHbIX IS ToAaepkaHust GYHKIVI OpraHOB M CUCTEM
OpraHu3Ma dYejoBeKa, [JiT MCIONb30BaHMS HA [OMY IIpM OKa3aHUM Ta/UIMaTUBHOM
MeIULIMHCKOM TTOMOIII».

5. Tpukas M3 P® N2 831 or 3 okTs6ps 2019 roma «O6 yTBepKIeHUM BEIOMCTBEHHOI I1€JI€BOi
nporpaMmmbl «Pa3BuTre cucTeMbl OKa3aHMsI MATMATUBHON MeIULIMHCKOM TTOMOIIIN».

l'[potme HOPDMAaTUBHO-IIPABOBbI€ JOKYMEHTbI, C Y4Y€TOM KOTOPBIX pa3p860TaHbI
KIIMHNUYEeCKNe peKoMeHIaanmm:

1. ®epepanbHblii  3akoH _oT  30.03.1999 N 52-®3 "O CcaHUTapPHO-3MUIEMUOIOTUYECKOM

6naromnonyuny Hacenenus' (CobGpaHue 3akoHomaTenbcTBa Poccuiickoii @enepanyu, N 14, cr.
1650; 2002, N 1 (4.1I), cT. 2; 2003, N 2, cT. 167; N 27 (4. I), cT. 2700; 2004, N 35, cT. 3607; 2005, N
19, cr. 1752;.2006, N 1, cT. 10;. 2007, N 1 (u.I), ct. 21, 29; N 27, cT. 3213; N 46, cT. 5554; N 49, CT.
6070;.2008, N 24, ct. 2801; N 29 (u.I), cT. 3418);

2. ®enepaabHblii 3aK0H OT 21 Hosg6ps 2011 1. N2 323-D3 «O6 0CHOBaX 0XPaHbI 30POBbS TPAKAAH

(MKB - 10);

4.TOCT P 52600 -2006 <«IIpoTOKOIbI BeneHUs OGombHBIX. O6mMe monokeHus» ([pukas
@enepanbHOTO areHTCTBA 0 TEXHUYECKOMY PeryaupoBaHUI0 U MeTpomoruy oT 05.12.2006 N2
288);

5.IIpukas M3 P® ot 19 guBaps 1995r. N2 8 O pa3BUTUU U COBEPLIEHCTBOBAHUU JIeITeIbHOCTU
J1abopaTopuit KIMHUYECKOH MUKPOO6UONOruu (6aKkTepuoaorum)_Jieue6Ho-mpouaakTuIecKux

YUDPEKTEHUIA.
6. [Ipukas M3 PD ot 20 mekabps 2012r. N2 11831 O6 yTBepKAEHMUM HOMEHKIATYDbI JOKHOCTEN
MeOULIVHCKMUX PAOOTHUKOB 1 (hapMalleBTUUYEeCKUX PAOOTHUKOB.
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7.1pukaz M3 PD or 23 wrond 2010 r. N° 541H. Enunblii KBanu(UKAIIMOHHBIA COPABOYHUK
IOJDKHOCTEN PYKOBOMUTENIel, CHeUMaJUCTOB U CIyKalux, pasaen KpanudukanyoHHbIE
XapaKTePUCTUKU NOIKHOCTEN PaGOTHUKOB B chepe 31paBoOXpaHeHNUs.

OCYIIECTBASIOIUM MEIULIMHCKYIO NeITeTbHOCTD'
9.MP 4.2.0114-16 MeTonpl KOHTpOAA. Buonoruyeckue u MuUKpobuosoruveckue haKkTOPbI.

JlabopaTopHas ITMarHOCTUKA BHEOOJbHUYHOM MHEBMOHUYM MHEBMOKOKKOBOV 3TMOmOrMu. MP
M3 PCOCP ot 19.12.1991. MeTOnbI 6aKTEPUOIOTUYECKOTO UCCAEIOBAHUS YCIOBHO-TIATOT€HHbBIX
MUKPOOPTaHU3MOB B KIMHUYECKOV MUKPOOUOIOTUYU

10. ®enepanbHblii_3aKOH OT 25.12.2018 N2 489 489-03 «O BHeceHUM M3MeHEHWUii B cTaThio 40
®denmepanbHOro 3akoHa "O6 06s3aTeNIbHOM MEAULIMHCKOM CTpPaxOBaHUM B Poccuiickoit

11. Ipukas MwunsapaBa Poccuy N2 103H ot 28.02.2019 1. «O6 yTBEKAEHUM MOPSIKA U CPOKOB
DPa3paboTKU KIMHUYECKUX PEKOMEHAAIUN, UX TepPecMoTpa, TUIOBOV (hOPMbI KIMHUYECKUX

pekoMeHJAUWi ¥ TpeGOBaHMIT K WUX CTPYKTYpe, COCTABY U HAYYHON 060CHOBAHHOCTU

12.Ipukaz Mun3npaBa Poccum ot 13.10.2017 N 804H "O6 yTBepsKAeHUU HOMEHKIATYPbI
MEeIULIMHCKUX YCIYT".
13. IIpukas MuUHUCTEPCTBA TPYAA UM COUMANBHONM 3amuthl PO ot 27 aprycra 2019 r. n 585H "O

14. [Ipukas MunucrepctBa 3npaBooxpanenus PO ot 14 suBaps 2019 r. N2 41

15. [Ipukas MUHUCTEPCTBO 3/IPaBOOXPAHEHUS U COLIMAIbHOTO pa3BuTusi Poccuiickoit ®enepaniyu
«O mopsgiKe MPYMeHEeHUs JIEKaPCTBEHHbBIX CPENCTB Y OOIbHBIX 10 JKM3HEHHBIM MTOKA3aHUSIM» OT
9 aprycra 2005 1. N2 494

16. UnchopmanmonHoe mucbMo MwuH3ApaBa Poccuy 10 BO3MOKHOCTM 3aKYIKU JIEKAPCTBEHHOTO
mpemapaTa 1o TOPrOBOMY, HayMEeHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

17. [lepeveHb ChenyaaM3MPOBAHHBIX MPOMYKTOB JeUeGHOTO MUTAHUS JJisd NeTeii-MHBAAUAO0B Ha
2020 ron, Pacniopsikenue TIpaButenbcrBa Poccuiickoit @enepanyy ot 11 mekadbps 2019 roma N2
2984-p

ITIpumepsl duazno306:

— KucmosHetii pubpo3 nooxcenydouHoti xenessl (Mykosucyudos — E84.0) [zenomun F508del/F508del],
J€20uHO-KUwleuHass Gopma, cpedHemsiesoe meueHue. XpoHuueckuii OpoHxum. [lpixamenvHas
Hedocmamounocms  0-1  cmenenu. XpoHuueckas —uHpekyus  Ps.aeruginosa. XpoHuueckas
namkpeamuueckas HedocmamouHocms, msyienas cmeneHb. Omcmasarue 8 ¢usuueckom pazeumuu.
B2H 2cm.

- KucmosHotli pubpo3 (mykosucyudo3z — E84.8) [eenomun: 2143delT/ He uzeecmuaj, ne20uHo-
KuuleuHas Gopma, msxuénoe meuerue. Xpouuueckuti JuysHoiii 6poHxum. PacnpocmpauéHHole
yunuHopuueckue OpoHxodKkmassl o06oux Jaéekux. O6ocmpeHue OpPOHX0JIE20UHO20 nNpoyecca No
6poHxumuyeckomy muny. eixamenvHas HedocmamouHocms II cmeneHu. XpoHuueckas UH@ekyus
Staphylococcus aureus, xpoHuueckas uHgekyus Pseudomonas aeruginosa, Achromobacter ruhlandii
(nepeuuHbLii gvices). XpoHuueckuil noaUNO3HO-2HOUHBIU NaHcuHycum. XpoHuueckas NaHkpeamuueckas
HedocmamouHocmos, msienas cmeneus. JyodeHum. BynvO6um. Hedocmamounocms npuepamHuxa.
ZyodenozacmpanwHolii pepnrokc. AnmpanvHelii eacmpum. Liuppo3 neuenu (F4 no wikane METAVIR - no
O0auHbIM ubpoanacmomempuu neveHu). HapyuieHue monepaHmnocmu K 2JioKo3e.
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IIpunoxxenue b. AnropuTmsl BeJeHUs MalyieHTa

[MTawnent ¢ mogospeHieM Ha MYKOBHCLIMIO3

!

Jnarnoctika - —
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nonTeepuen’

JucnancepHoe HabnroDeHMe 1 MedeHHe ¢
TIEPHOTIYECKIM KOHTPONEM B
CTIPLIMATHIHPOB AHHOM
Y I5MOHONOTHYECKOM OTIENEeHHH

Teparms
abdexieHa’

JA HET

Kucrosuslit Gu6po3 (MyKOBUCHIMIO03) YV JeTeit






IIpunoxxeune B. MHdopmarnysa ajis1 nanMeHTOB

MyKOBMUCIIMO3 — TeHeTHMYecKoe 3aboseBaHNue, KOTOpOe OOYyCJIOBAEHO MYTalMsSIMMU B TeHe
MYKOBUCIIMIO3HOTO  TPaHCMEMOPAHHOTO  DeryiasiTopa  MPOBOAMMOCTM. B pesynbraTe
reHeTuueckoro nedekra cekpeT OONBUIMHCTBA JKeJe3 BHEIIHel CeKpeluy CTyIIaeTcs,
3aTPYIHSIETCS ero HBAKyalusl.

HpI/I MYKOBUCLMA03€ HapYIIEeH HOpMaJ’[beIﬁ OTTOK CJIM3U U3 ObIXaTe/IbHbIX nyTeﬁ, YUTO MPUBOOAUT
K 3aCTOX MOKPOTbI M BOCIIaJIEHMIO, IIO3TOMY VY IIAallMEHTOB 4YaCTO OTMeYaeTCsa Kallelb C
BbIICJIEHMEM MOKPOTbBI, HEpEOKO Yy TaKOro pe6eHKa OOKTOpa BBICIYIIMBAIOT B/Ia’)KHbIE U/ vnm cyxme
JIOKQJIbHbI€ MJIN PACIIPOCTPaHEHHbIe XPUIIbI B JIETKMUX

3aboeBaHNe MyK08UCUUAO3 (KUCTO3HBIN (PUOpPO3) xapaKTepusyeTcs TeM, UYTO B TOM MM MHOI
CTeINeH) B TMATOJOTUYECKMIi MPOIECC BOBJIIEKAETCSI BECh OPraHM3M, HO B OOJbIel CTErneHu -
OpraHbI IbIXaHMSI, TIOIKeTyLOYHAsI JKeJle3a, IeYeHb, KeTUHbIe ITyTH, JKeTyIOUHO-KUIIEeUHbI TPaKT,
TOTOBBIE 3Kese3bl. biaaromapsi paHHel OUAarHOCTUMKE ¥V HOBEMIIMM TeparneBTUYECKUM PEXUMAaM,
MYKOBUCII03 (KUCTO3HBIN (h1b6po3) IaBHO MepecTan 6bITh TOMBKO MeAMaTPUUECKOi po6ieMoii.

AnekBaTHOe CBOEBpPEMEHHOE U DperyjsipHoe JieueHre, a TaKXKe pea6I/IJ'II/ITaLU/IH CHOCO6CTBYIOT
YIAYUIIEHNIO ITPOrHO3a M KayeCTBa >KU3HU 'y GOTBIIMHCTBA Al[IEHTOB.

IarHoCTMKA U JiedyeHlMe TalMeHTOB ¢ MYKOBYCIVI030M ITPOBOAUTCS MYIbTUAMUCIUTIIMHAPHOI
KOMAaH[IO/, BK/IIOUAlONeli Bpaya-IyJbMOHOMOra (MegMaTpa), Bpavya—AueTosNora, Bpauya IIo
JleyebHO  QU3KyAbTYpe (MM Bpava [0 MEOUIMHCKON peadbwIuTauuu, WIM Bpada—
(busnoTeparnesTa, MM CIEIAINCTa C BBICHIMM (HEMEeIMUIIMHCKMM) 06pasoBaHueM (MHCTPYKTOpa—
METOIVCTa I10 JIeueOHOM (GU3KY/IbTYpe, Bpada I0 jedebHOoi (U3KYIbType) MM CIelyaaucTa co
cpenHMM TpodeccroHaTbHbIM (MEOUIIMHCKMM) oOpasoBaHMeM (MHCTPYKTOpa IO JieueOHOl
GbU3KYIBTYpE, MEIUILIMHCKYIO CECTPY IT0 MacCaxy, MEIUIMHCKYIO CECTPY 10 hM3MOoTepanui), Bpada
- OTOPMHOJIAPMHTOJIOTa, Bpavya-racTpO3HTEPOJIOra, ICUX0JIora.

VICK/TIOUMTENIBHO Ba>KHBIM SIBJISIETCSI €KeTHEBHOE TPOBENEHNE MEPOTPUSITUIA, CITOCOOCTBYIOMIVX
OUYNMCTKE [bIXATEJNbHbIX MyTeil. DTUM TeXHUKaM M MeTOAMKaM obydyaeT Bpau-(usnuorepareBT B
CTeNMaa31POBAHHOM II€HTPe MyKOBUCIII03a.



IIpunoxenne T.

IMpunoskenwne I'l. llIkana oneHku crernenu puoposa neuenu METAVIR
(Meta-Analysis of Hisological Data In Viral Hepatitis) - MeTa-aHanus
TUCTOIOTMYECKUX JAHHBIX PV BUPYCHBIX reraTuTax

Hctounux: [275 (B mopudukanmm 276, 277,278].
Tumn: mkaaa OlleHKU

HasnaueHwue: olieHKa cTeneHu Gpubpo3a neueHun
O1eHOUYHbBIV MHCTPYMEHT: IIKa/Ia
CopeprkaHue U KJII04:

3HaueHMs OJIACTUUHOCTM I[I€UeHM TIpM pasIMUHbIX CcTaausx ¢ubposa (TpaH3MeHTHAast
dubposnacromerpus) (I1aCTOMETPHS ITEUEHN)

Cragus dumbposa 3HaYeHns 3N1aCTUYHOCTMN
( kNa)

FO (oTcyTcTBune ¢pubposa) <5,8

F1 (nerkuit dnbpo3s) 5,8-7,2

F2 (yMepeHHbIli punbpo3) 7,2-9,5

F3 (BblpaxeHHbIV ¢hrbpo3) 9,5-12,5

F4 (unppos) >12,5

IMpunoxkenme I'2. Knaccudpumkanmsa acneprmiiesa

BoIIesioT MSITh CTaauii AJiepeuteckozo 6poHxonezouHo020 acnepzuiiesa (ABJIA)*:

® oCTpast cTajus,
* pemuccus,

e o06ocTpeHue,

e ['KC-3aBucumast
* (Gubpos.

*y MamyeHToB ¢ MYKOBUCIMI030M ABJIA Hepenko MpoTeKaeT KaK MeAJIeHHO Iporpeccupyoliee
3aboneBaHNe, yKa3aHHbIe CTafMM BBIAEIUTD He yraeTcs [8,32].

o XpoHuueckull acnepzune3 aezkux (XAJI)
XpOHMYECKNIT acriepruuies JIeTKUX — COOpHOe TIOHSTHEe, KOTOPOe BKITIoYaeT *:

® HONYJISIPDHBIV acrepruuies,

° OAVMHOYHAl acnepruiioma,

® XPOHMYECKMJi KaBepHO3HBIN acleprusies,

* XpOHUYECKUIT GUOPO3UPYIONINIT acTieprusies,
e TIONOCTPBIV MHBAa3UBHBIN acriepruiies/

** 'y mauMeHTOB € MYKOBMCLMAO030M XAJl mpoTekaeT MpeuMYIIeCTBEHHO KaK HOIY/ISPHBIi
acreprusies, OIMHOYHAS aclepru/uioMa Wi XpoOHMUYeCcKNii KaBepHO3HbIi actieprwines [10,11].

e AcrepruuiesHblit TPaxeoOPOHXUT

IIpunoxenue I'3. llIkana O1eHKU TSKECTU UM CTeNIeHU KOMIIeHCAuu
nupposa Yaiuia-IIsio (the Child-Pugh score)

Hcrounuxk: [40], Bamupauus mwkaasl B PO He mposoauiach.

Tur: mkaaa OLeHKU



HasHaueHuMe: OlleHKa CTeIeH) KOMIIeHCALUM LIMPPo3a IeueHn

O11€HOYHBIN MHCTPYMEHT: 1IKaJla

CopepskaHue:
Bannbi 1 2 3
MpusHakm
SHuedanonatus HeT MUHWMasbHble NPOSBIEHNS KoMa
Acuut oTCyTCTBYET KOHTpONmMpyeTcs pedpaKkTepHbIit
Bunnpy6buH (MmMonb/n) <34 34-35 >51
AnbbyMmuH (r/n) >35 28-35 <28
MpoTpom6uHoBoe Bpemal (cek.) <4 4-6 >6

! _ 3HayeHMs1 MPOTPOMBIMHOBOTO BpeMeHM 4-6 CeK. COOTBETCTBYET MPUOIM3UTeNbHO 50% 1 40% ot
HOPMbI COOTBETCTBEHHO

Kiacc nyppo3a BbICTaB/ISIETCS B 3aBUCUMMOCTH OT CYMMbI OaJIJIOB TI0 BCEM TTapaMeTpaM.
Kinou:

Cymma 6a/utoB 5—6 COOTBETCTBYeT Kiaccy A, mpu cymme 7-9 — kiacc B, a mpu o61meit cymme B
10 -15 6annoB BhIcTaB/sIeTCs Kitacc C.

Okupmaemasi TMPOMO/KUTENLHOCTh SKM3HM Y TAIMeHTOB Kiacca A cocraBiser 15—20 ier,
Toc/IeornepalyoHHast JIETAIbHOCTD IIPY TMOJIOCTHOM XMPYPIMYecKoM BMeInaTeabcTse - 10 %.

Knacc B sBisteTcst TmoKasaHMeM JJIsi PacCMOTPEHMsI BOIIpOCA O Iepecajke IeYeHu; Py 3TOM
MOCJIEOTIePAIIOHHAST JIETAJIbHOCTh IIPY IIOJIOCTHOM XMPYPIMUYECKOM BMEILIATeIbCTBE JOCTUTAET
30 %.

V 6onbHbix Kkimacca C okumaemasi TNPONO/DKATETbHOCTh JKM3HM mocturaer 1-3 ropa, a
ocaeornepalMOHHasH 1eTaIbHOCTD P MOJIOCTHOM BMellaTelbCTBe - 82 %.

Ha ocHoBanmm xpurepueB UYaitima - I[Iplo TNpenokeHO OIEHMBATh HEOOXOAMMOCTb B
TPAHCIUTAHTALMM TIeYeHU: BBICOKAsT HEOOXOOVMOCTh Y IMallMeHTOB, OTHOCSIIMXCS K Kiaccy C,
yMepeHHas - y NallMeHTOB Ki1acca B v Hu3Kas - y nauyueHToB kinacca A [279]

Oruenka BBDKMBAEMOCTHU MaIeHTOB C UMUPPO30OM neyeHn
[https://www.gastroscan.ru/handbook/117/7543].

Knacc no Yainna-MNeto Bannbl FoavyHas BbhkuBaeMocTb, % [1ByXNeTHSAN BbXMBAEMOCTb, %
A 5-6 100 85
B 7-9 81 57
C 10-15 45 35

IIpunoxxkenue I'4. PeHTTeHOJEHCUTOMETPHSA y IalieHTOB ¢ MB

Jlsyanepeemuueckas peHmeeHosckas deHcumomempus: (Penmeenodencumomempus) (DXA) sensemcs
«30710MbIM ~ CMAHOapmom»  KOJUUeCMEeHH020 onpedeseHuss KOCMHOU  maccel  (MUHEPAIbHOl
naomuocmu kocmu unu MIIK).

B cospemenHoii knuHuueckoli npakmuxke uxousudyansas MIIK cpasHusaemcs ¢ pegpepeHcHoll 6a3oii
daHHblx. Haubonee npuemnemsimM cnocobom oyeHku MIIK sensemcs oyeHka ¢ nomoupo T-u Z-
Kpumepues.

T-kpumeputi npedcmasJjisiem co6oli KOAULeCmeo cMaHoapmHslX 0OMKJIOHEHULl 8blle U HUMce CpedHe20
noxazamess NuKa KOCMHOU maccol Yy MOA00bIX. IIpumeHUM mMONBKO y JeHWUH 68 nepu- u
nocmmenonayse u 'y myxcuut 50 niem u cmapuie [86,280].

YV demeti, n00pocmKos, 83pocivlx (MyxcuuH maadwe 50 nem u weHWuH 8 npemeHonayse) 0Jisl OYeHKU
MIIK ucnons3yemcs Z-kpumeputi (Koauuecmeo cmaHOapmusiX OMKJIOHeHULl 8bllie U HUxMce CpeoHezo
nokasameJis 0718 Uy AHAI02UYHO20 803pacma). T-kpumepulii HuUkozda He ucnonvzyemcs (A).

B cnyuae, koz0a codepxcaHue KOCMHbIX MuHepanoe uiau MIIK no Z-kpumepuro coomeemcmeyem
yposHio < -2 SD, ciedyem npumeHsimes mepMuH «HU3Koe co0epicaHue MUHepalda 6 Kocmu uau Hu3kas
MIIK 075 daHHO020 XpOoHONI02UHeCcK020 8o3pacmar [43,86,280).



IIpunokenue I'5. Anropur™m o0cIes0BaHNSA M TAaKTHKA pellleHus1 BoImpoca
pernpoaykuumn y My>xuuH ¢ MB

_! MonexyARpHO-reHeTHYSC KW NOATBEDMALH HbIA AuarHo3 eMyroBucumao3ss |

|

CnepmaronorMyeckoe nccnegosanne |

Asoocnepmal Acreme-[repaTorcameprens,
aapene a ‘ " a ‘ ‘ Hopmo3oocnepmHa
BHONCHA AMYKA ‘ | Ofcnenosanme cynpyrv (reHeTHueckoe, penpoayKronoruueckoe) |

[ nposeaenue IKO/ICSI.
Mpw Bricokom pucke MB -

| Pewenme BONPOCa O KHOKOHCEPBALMM CNEPMATOIONAOE |
| / nnanuposanme GepemeHHOCTH |

| APEMMANIHTALHOHHAA " Gepemennocts
| Anarwoctura (NA) | | OTcyTcrane WacTynuna
[ GepemeHHOCTH |
OIC\I'TCTBMI.‘ 1 I[ MpenatancHan
GepemenHocTh I AMATHOCTHER
P i (no noxasamuam)
1
ll P o ucnons3oBaHKMKM AOHOPCKHX Nporpamm BPT |

AnropuTM 06C/IeIOBaHMS M TaKTMKa PeLIeHMs] BOIPOCA PENpPOAYKIVU, KOTOPbIV 3aBUCUT OT TpPeX
COCTaBJISIIOLIMX: Pe3yIbTATOB T@HETUUECKOTO 00CIeI0BaHMSI, Pe3ylIbTaTOB CIIEPMMUOIOTUYECKOTO
UCCIeqOBAHMUS U cTaTyca HepTMIIbHOCTY CYTIPYTH.

IIpnnoskenue I'6. laHHbIE 0 IPUPOSHOI PE3UCTEHTHOCTY BeayIINX
MUKpoopraunusmos nnpu MB

[281]

S. aureus obnagaeT MPUPOMHON YCTOWUMBOCTBIO K a3TpeoHaMy, TEMOLVIUIVHY, MOIMMUKCUHY B/
KOJUCTUHY, HATUIMKCOBOI KUCIOTe U IebTasuanumy™ .

Bce HI'OB 06/aia0T MPUPOIHON YCTOMUYMBOCTbIO K GEH3WIMEHUIMUTMHY ¥, 11edanocropuHam
[epBOrO0 M BTOPOrO IIOKOJIEHWS, IIMKOIeNTuaAaM, (Gy3umoBOii KUCIOTe, MaKpOJIMaaM,
JIMHKO3aMMIaM, CTPEeNTorpaMuHam, pudaMInIuHy

ek sk sk

, JAIITOMMIMHY "™ M INMHE30/INOY

Paeruginosa TpUpOAHO YCTOMUYMBA K aMIMUIWUIMHY, aMOKCUIIVJIIMH/K/IaBYJIaHOBAsT KUCIOTE,
nedasonuuy**, nedanekcuny**, nedanoruny, nedaaporcuiy, nedoTakcumy**, medTpmuakcony**,
spTarneHemMy**, xjopaMPeHnKoIy**, KaHAMUIIMHY**, HEOMULIVIHY, TPUMETOIIPUMY, TETPAIVKINHY,

TUTELIMKIUHY ¥,

Achromobacter  xylosoxydans TpUPOAHO YCTOMYMB K aMIMLWIUIMHY ™,  1medasonnHy*,
edanekcuuy**, nedanotuny, nedaaporcuiy, nedorakcumy**, medTprMakcoHy**, sprarneHeMy**,

B.cepacia complex HpUPOAHO yCTOMUMBA K aMIOULUMUIMHY**, aMOKCULM/UIMH/KIABYIaHOBOM
KUCIOTe™ ™,  aMIUUIM/UIMH/CYIb0aKTaMy™**, TUKApUWUIMHY, [UIePauWUIMHY, TUKAPUWIINH/
KJIaByJIaHOBOJ  KMUCJIOTe, MuUIepamwuiMH/Tazobakramy, edasonmmuy**,  medanexcuuy™*,
uedanoruny, uedaapoxkcuny, uedboTtakcumy™*, medTpuakcoHy**, aszTpeoHamy, 3pTareHeMy™
uunpodiokcaMuy**, xaopambeHUKony**, aMMHOIMKO3MUTAM, TpPUMeTONpumMy, hochoMuumay™*,
MOMVMMMKCUHY B/ KonucTuHy.

Stenotrophomonas  maltophilia TpupogHO YyCTOMUMBA K aMIOMULWUIMHY™, aMOKCULVIINH/
KJIABYJIQHOBOI  KUCIOTE™ , aMMIMUWUIMH/CYIbOaKTaMy*™, TUKapUW/UIMHY, [UIIepalWUINHY,
nunepanuuiMH/Tazobakramy, nedasonuHy**, uedanexkcuuy**, medanotuH, 1edaaporcuiy,
nedorakcumy**, 1medTpUAKCOHY**, a3TpeoHaMy, IpTaleHeMy** WMUIIEHEMY, MepOIeHeMy*™,
aMMHOIIMKO3MIAM, TPUMETONnpuMmy, dochoMmuumnuy™*, TeTpauukiuHy. Ho MoxeT O6bITh
YYBCTBUTEIbHA K TPUMETOINPUM/CyabdaMeToOKca3omy™ ™.

Haemophilus influenzae TpupogHO yCTOWMYMBA K DIMKOMENTHAAM, JIMHKO3aMUAAM,

IanTOMULMHY ¥, nuHe30muLy™**, dy3umoBoit KMUcaoTe, CTPeNTOrpaMmuHaM.

IIpunoskenue I'7. IlepeyeHb Ta00PATOPHBIX M MHCTPYMEHTATbHBIX
VCCIeJOBAaHMI M KOHCYJIbTalUii CIIeaaCTOB, OCYIIeCTB/ISEMbIX B
cpegHeM IPU AMHAMMYECKOM HAGTI0gEHUM MALIEHTOB C
MYKOBUCIU030M



Bua o6cnepgoBaHus Mpwu MnaHoBbINA Kaxkpabie E>xerogHo Kaxkabie Mo nokasaHuam
nepBUYHOM BU3UT 6 2 ropa
o6paweHun (kaxkable 3 MecsaueB

Mec.

Xanobebl, aHamHe3 + +

AHTpOnoMeTpMs C  OLEHKON Mo + +

NPOLEHTU/IbHBIM PsiAaM U AHAMUKOW

KnuHuyeckunit ocMoTp + +

Cnupometpust + +

(nccnepoBaHue

HEeCnpoBOLIMPOBaHHbIX AbIXaTeNbHbIX

06bEMOB 1 NOTOKOB)

CnupomeTpus c npo6oit c + +

6poHxonMTIKOM!

(Mccneuoaaume AblXaTeNbHbIX

obbvemoB c npuMeHeHnem

NleKkapCcTBEHHbIX NpenapaTos)

Boaunnetnamorpadust + + +

MynbcokcumeTpus + +

06Kt aHanms Kposmn + +

(Obwmit  (KNMHU4YecKkuMit)  aHanus

KPOBW pa3BepHYTbIii)

BUoXMMUYecKNii aHanus kposut + +

(aHanu3s  KpoBu  BMOXMMUMYECKUIA

obLeTepaneBTUYECKUIA,

nccnegosaHue  YpoOBHS  1HOKO3bl B

KpoOBW)

OpWeHTMpoBOYHOE nccneaosaHve |+ + (no +

remMocTasa (koarysnorpamMma) rnokasaHusim)

OpanbHblii rN1I0K030TONIepaHTHbIN + + +

TECT (0] B cYTquoe

MOHUTOPUPOBaHUE IMKEMUN

(npoBeaeHWe T1OKO30TONIEPaHTHOrO

TecTa, nccneaosaHve YPOBHS

r10KO3bI B KpOBU MEeTo/0M

HernpepbIBHOr0 MOHUTOPMPOBaHUA)

Mwukpobuonormyeckui aHanus + +

MOKPOTbI

(HanmeHoBaHMA ycnyr B

COOTBETCTBMU C HOMeHKI‘IaTypOM

Me,ClVILWIHCKMZ( ycnyr ycnyr CM.

KOMMeHTapuii B pasgene  2.3.

«JlabopaTopHas AnarHocTKka»)

Konponorus + +

(konponornyeckoe nccnefoBaHune)

Onpepenexve aKTUBHOCTU + + (npmn +

naHkpeaTMyeckon snactasbli-1 B COXpaHHOM

Kane 3K30KPUHHOMN

dyHKUUK
nosXeny04HOM
xenesbl

SnekTpokapaunorpacdms (KI) + +

Sxokapaunorpadpus (3XO0- KI) + +

Y3/ opraHoB O6plOLWHOW MOAOCTH, + +

ponnneporpadus

(ynbTpassykoBoe vccneaoBaHve

opraHos 6ptowHoON rnonocTu

(koMnnekcHoe), YNbTPa3ByKOBOE

vccneoBaHue neyenu,

ynbTpa3sBykoBoe uccneaoBaHve

renatobunanapHoi 30Hbl)

DnacToMeTpus neyveHu + +

PeHTreHorpadus opraHoB rpyaHoit + + +

KNeTkun

(peHTreHorpacums nerkunx)

KT opraHoB rpyaHoW knetku (¢ 5 net + + +

MAW NO NOKasaHnaMm)

(cnupanbHas KOMMbOTEPHas

ToMorpadus nerkmx)

MarHuTHo-pe3oHaHcHas ToMorpadus +

OpraHoB rpyAHoOi NonocTn

KT nasyx Hoca (c 5 ner) + + +

(KoMnbloTepHast ToMorpacums

MPUAATOYHbBIX Masyx Hoca, ropTamu)!

MarHuUTHO-pe3oHaHcHas ToMorpadus +

OKOJIOHOCOBbIX na3y><1




Bup o6cneposanus

Mpwu
nepBUYHOM
o6paweHun

NMnaHoBbIN
BU3NT
(kaxkable 3
Mec.

Kaxkabie
6

Mmecaues

E>xerogHo

Kaxxabie
2 ropa

Mo nokazaHuam

OcTeoaeHcuTomMeTpust
(peHTreHoaeHCMTOMETPUA)

Ab6aoMUHanbHas peHTreHorpadus

BUTAMUH A
KOHLIeHTpaLuumn
(peTvHona) B

OueHka peduuuta
(onpepenexHne
BUTaAMUHA A
cbiBOpOTKe KpoBu*)

OueHka aedumumnTa BUTaMUH D -
(nccnepoBaHve YPOBHS 25-0OH
BUTaMuHa [l B KpOBM)

OueHka aeduunTa BUTamMuH E:
(onpepeneHue YpOBHeW a-
Tokodepona® W  xonecrepuHa B
CbIBOPOTKE KPOBM, a Takke WX
COOTHOLUEHUS)

Ouenka aeduunTta BUTaMMHa K:
(onpeneneHue NpoTPOMEMHOBOIO
(TpOMb60ONNAcTMHOBOIO) BPEMEHU B
KPOBW WK B Nnasme)

+ (obsi3aTenbHoO-
nepen
onepaTtuBHbIM
BMeLWwaTenbCcrBoMm,
npu
KPOBOTEUEHMSIX)

OueHka paeduumuta BUTaMuMHa K
(onpenenexune ypoBHsi BuTaMuHa K B
CbIBOpPOTKE KPOBU)

Butamun B12 (onpeaenexve ypoBHs
BUTamMuHa Bl2(umaHokobanamuH) B
KpOBW)

+ (BCem
nauveHtam ¢ MB
c CUHAPOMOM
KOPOTKOI KULLKK)

KoHcynbTaumsa oTopvHonapuHronora

44

SHaocKkonNus HOCOrnoTKn
(BHAOCKOI'IVNECKaﬂ 3HAOHa3anbHas
pPeBU3nA NMosiocTu Hoca, HOCOI’HOTKM)

ToHanbHas noporosasi ayAMOMeTpusi
(peructpaums BbI3BaHHOM
0TOaKyCTUYECKOW  3Muccum  n/unu
perucTpauus KOPOTKONaTEHTHBbIX
CJTYXOBbIX BbI3BaHHbIX MOTEHLMANO0B,
ASSR-TecT)!

KoHcynbTaumsa Bpava-gnetosnora

KoHcynbTaumsa ncuxonora

KOHTpONb HaBbIKOB KMHe3uTepanum
M WCMONb30BaHMS  AbIXaTeslbHbIX
TpeHaxepos 1 npubopos

KoHcynbTaumsa
racTposHTeposiora

Bpava-

®unbpoasocaroracTposyoseHoCKoNus
(330cbaroractposyoaeHockonus)

KoHcynbTaumsa
SHAOKPUHONOra

Bpava-

KoHcynbTaumsa
TpaHcnnaHTosora

Bpava-

KoHcynbTauus Bpaya-kapavosnora
(kapauosora AeTcKoro)

KoHcynbTaumsa Bpava-yposora
(yponora-aHaponora AeTcKOoro)

KoHcynbTaumsa
rmHekonora

Bpaya-akyLepa-

PekomeHAaumMm no nexkapcTBeHHOMY
obecneyeHunto, BHECEHNE U3MEHEHWI
B pervoHanbHbIi peecTp no
nekapcTBeHHOMY obecneyeHunto

FopoBov  anukpus  (BbiNnUcKa  Ans
MC3) ¢ pekoMeHAauMsMU U MIaHOM
HabnogeHus Ha roa

Moanucaxue MHHOPMUPOBAHHOTO
cornacus W BHECEHWe  AaHHbIX
nauueHTa B HaUMOHalbHbIA perucTp

[Ipumeuanus:

1 B oT/Ie/IbHBIX BO3PACTHBIX TPYIINIAX C YIETOM BO3pacTa [2]

2 JI;1s1 AlLVIeHTOB ¢ HOPMAaJIbHBIM YPOBHEM 3/IaCTa3bl, T.€. COXPAHHOI (DYHKIMEN TTOKeNyI0uHO

xene3nl (MKB 10 - E.84. 0).




5 OtcyreTByeT B yTBepskaeHHOI HoMeHKIaType MeguimHcKkux yoryr (ITpukas Munszgpasa Poccum
or 13.10.2017 N2 804H).

4 HpI/I HaJIM4YUU IIOJIMCUHYCHUTA U ITIOJIMIIOB HOCA — Yallle

IIpunoskenue I'8. PacummdpoBKa npumedaHmit

... - mpemapaT BXOOMT B NepeyeHb XU3HEHHO HEOOXOMMMBIX M BaKHEHIIMX JIeKapCTBEHHbBIX
npernapaTtoB (Pacropsskenne IIpaButensctBa PO or 12.10.2019 N2 2406-p «O6 yTBepKIOeHUU
TepeyvHs KM3HEHHO HeOOXONMMBIX M BasKHEMIIMX JeKapCTBeHHBIX IMperapatoB Ha 2020 rop, a
TaKKe IepeyHeii 1eKapCTBeHHbIX IIpernapaTos Il MeIULMHCKOrO IPMMEeHeHNs ¥ MMHYMAaIbHOIO
acCOpTMMEHTa JIeKapCTBEHHBIX I[IPerapaToB, HEOOXOAVMBIX [JIsl OKa3aHMSI MeIVIIVHCKOI
IIOMOILIM»

# - npumeHeHue off-label — BHe 3aperucTpMpoOBaHHBIX B MHCTPYKIMM JIEKAPCTBEHHOTO CPE/ICTBA
MOKA3aHMIi OCYLIECTB/ISIETCSI TI0 PEIIeHMI0 BpauyeOHOM KOMMUCCHMM, C paspelieHust JIOKaIbHOIO
9TUYECKOT0 KOMMUTETa MEAMIMHCKOM opraHusaiuiu (Ipy HaJu4MUK), C YCAOBMEM IOAMMCAHHOTO
MHGOPMMPOBAHHOTO COIIACUSI POAUTENeH (3aKOHHOTO MPEeACTaBUTENS) U TMAlMeHTa B BO3pacTe
crapiue 15 yeT;

- MeOUIMHCKOe W3Jeue, WMIUIAHTUPYEMOEe B OpPraHM3M uYejoBeKa IIpM OKa3aHuu
MeIMIVHCKOJ TOMOIIM B paMKax IPOrpaMMbl TOCYJapCTBEHHBIX TapaHTUil 6GecruiaTHOTO
OKa3aHMs TpakaaHaM MeAUIIMHCKOM ITOMOIIINA.



