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«KucTto3Hblil puOpo3 (MyKOBUCLIUI03)».
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munuctpa Kapropy I'.H.
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Cnucok coxkpameHui

ABJIA — annepruueckuii OpOHXOJIETOYHBIN acepruiuies

ABII — anTnbakrepuanbHble IpenapaTsl

ABT — anTubaxkTepuanbHas Tepanus

BAJI — 6poHx0anbBEOIIpHBIN JIaBaXK

BOC — 6poHX000CTPYKTUBHBINA CHHIPOM

b3 — 6poHX03KTa3BI

B3OH — 6enkoBo-aHEpreTUyecKast HeI0CTATOYHOCTh

BUY — Bupyc uMmyHOA€PUIINTA YETOBEKA

BPBII — Bapuko3HO paclimpeHHbIE BEHbI MUIIEBOAA

JIHK — ne3okcuprOoHyKIEHHOBAS KUCIOTA

XKKBb — xemyHokameHHast 0OJIE3Hb

WA — uHBa3uBHBIN acnepruiuies

HBJI - niig in vitro TMarHOCTHKU

NKCH — nnTpanuromiazMaruyeckasl HHbEKIIUs CliepMaTo30u/1a

NMT — unnexc maccel Tena

NPT — uMMyHOpEaKTUBHBIN TPUIICUH

KN®B/] — xomruiekcHOE HcclieoBaHne (YHKIIMH BHEITHETO JAbIXaHUS
KC — kopTHKOCTEpOUIHBIE TIPENIAPATHI

KHT- xune3nrtepanus

KT — xommbroTepHas Tomorpadus

JIC — nexapcTBEHHBIE CPEJCTBA

MBJI — kapbanenemMasbl Kjacca MeTaio-p-akramas

MB — MyKkoBHCLIH 103

MBTP — mykoBUCIHI03HBIN TpaHcMeMOpaHHbIi perysstop npoBogumoctd (CFTR — Cystic
Fibrosis Transmembrane conductance Regulator)

M3CJl — mykoBucIIU03-3aBUCUMBIN caxapHbiii quadet (CFRD- cystic fibrosis related diabetes)
MO — MenuHCKas opraHu3amus

MIIK — MUHMMAabHAs TOAABJISAIONIAs KOHIIEHTPALUs

MPT — MarHuTHO-pe30HaHCHAst TOMOTrpadus



HI'OB - nedepMmeHnTUpyonHEe TPaMOTPHIIATEIbLHBIC OAKTEPUHN
HBJI — HeunBa3uBHASI BEHTWIALHUSA JIETKUX

HIIBII — HecTepouaHble IPOTUBOBOCIIAIIMTENIBHBIE U IIPOTUBOPEBMATUYECKHE ITPENIapaThl

HTBM — nerybepkyne3Hblii MUKOOAKTEPHO3

HTT — napyiienue ToJIepaHTHOCTH K TITIOKO3€

OJIH — ocTpast npixaresibHasi HEI0CTATOYHOCTh

OHII — oxos10HOCOBBIE TA3yXU

OPMU — octpas pecniupatopHast HHPEKIHS

O®B1 — 00BeM (HOPCHUPOBAHHOTO BBIJIOXA 32 CEKYHTY

OI'TT — opanbHbIN TIIOKO30TOJIEPAHTHBIN TECT

OEJI — 001as eMKOCTb JIETKUX

OO — ocTaTouHbIi 00bEM JETKUX

IIBC — nceBno-baptrep cunapom (cunapom ncesno-baprrepa)
[II'T-M — npenMIIaHTalMOHHOE FEHETUYECKOE TECTUPOBAHUE HA MYKOBUCIU03
ITH — nonumsl HOCa

[THKK — nonuHeHachIIeHHbIE KUPHbIE KHCIIOTHI

[TL/I — mepBuyHas HHJIMAPHAS AUCKUHE3US

[TLIP — nonumepa3Ho-LienHas peakuus

PC -Bupyc — peciupaTopHO-CHHUIUTHATILHBIN BUPYC

CAUO — cunapoM IUCTaNIbHON MHTECTUHAIBHON OOCTPYKLIUU
CHJIA — cucronnyeckoe JaBjiI€HHUE B JETOUHOMN apTepun
CIINU — cunapoM puoOpeTeHHOTO UMMYHOIeUITUTa

CIT — cpenHenenoyevyHble TPUTIINLEPHIBI

TJI — TpaHCcIUIaHTALKS JIETKUX

TOJIA — TpomO0IMO0NHS IETOYHOM apTepUH

YAXK — ypcone3okcuxoeBast KUCI0Ta

OO IC — pubpor3odaroracTpo1yo1€HOCKOIIHS

®OE — QpyHKIMOHATHHBINA OCTATOYHBIH 00bEM JIETKUX

XAJI — XpOHMYECKUI aCEPTUiIIe3 JETKUX

XPC — xpoHMYECKUI pPUHOCHHYCUT

HOI'-2 — uHruOUTOpPHl  LMKJIOOKCUTEHA3bl-2  (HECTEpOWAHBIE IPOTHBOBOCHAIUTENbHBIE

MIPOTUBOPEBMATUYECKUE TIPErapaThl IPYIIbl KOKCHObI)

n



I T— uenTp TpaHCIUIaHTAUUH
OBM — 571eKTpOHHO-BBIYMCIUTEIbHAS MalllMHA

OKO — skcTpakoprnopaibHOE OTUIOJOTBOPEHUE
Ox0-KI" — axokapauorpadus

AISC — n10THOCTH TOKa KOPOTKOT'O 3aMbIKaHUS
ASSR Ttect — auditory steady-state response (peructpaiusi BbI3BaHHBIX aKyCTUYECKUX
OTBETOB MO3T'a Ha MTOCTOSIHHBIE MOIyTUpOBaHHbIe TOHbI) Bec - Burkholderia cepacia complex

CGM - continuous glucose monitoring (HENPEepbIBHBI MOHUTOPUHT TITFOKO3BI)

CLSI -Clinical and Laboratory Standards Institute (MHCTUTYT KIMHHMYECKHMX W JIaDOpaTOPHBIX

CTaHIapTOB)
EUCAST - EuropeanCommittee on Antimicrobial Susceptibility Testing, EBpomneiickuii komutet
0 OTIPEJICIICHUIO YYBCTBUTEIBHOCTH K aHTHMUKPOOHBIM TperapaTam

MENSURA - Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
Antimicrobianos — MicnaHCKHii COBET 10 CTaHIAPTU3AIMH YYBCTBUTEIBHOCTH U PE3UCTCHTHOCTH
K aHTUOMOTUKAM

MLPA — MyIbTUIUICKCHAS JIMTa3HAs 30H10Bast aMIUTA (UK

MRSA — methicillin-resistant Staphylococcus aureus (MeTHIUITUHpE3UCTeHTHBINH Staphylococcus

aureus)

MSSA — methicillin-sensitive Staphylococcus aureus (MeTHIMIIITMHYYBCTBUTENBHBIN Staphylococcus

aureus)

NYHA — knaccudukarnusi XpoHUYeCKOW CepIeYHON HETOCTATOYHOCTH 1O (PYHKIIMOHATBHOMY KJIaccy

(kmaccuduxanus Hero-Mopkckoit kapamoiornieckoil accoualium)
PI — knmaccudeckuii MyKOBUCITUI03 ¢ a0COTIOTHON TaHKPEATUYECKOM HETOCTATOUHOCTHIO
PS — knaccuueckuit MyKOBHCLIH/I03 C HEHAPYIIEHHON (YHKIUEH MOIKeTyJOUHOU Keye3bl

QFMP — konunuectBeHHas ¢uiyopeclieHTHas MyabTuniekcHas [TLP

TepmuHbI U onpeaeeHus

E84.0 - Kucro3nblii ¢pudpo3 c gérounsiMu nposisieHusimu (MKbB 10 - E84.0) nnu knaccuyeckuit
MYKOBHCIIHIO3 C HEHAPYIIEHHOW (YHKIMEH MopKemy ouHoi xenesbl (PS) - cnmyyan ¢ HOpManbHOM
AK30KPUHHON (DYHKITHEH IMOHKETYIOUHOM KeJe3bl, MOATBEPKICHHON pe3yJbTaTaMu J1abopaTopHOTO
UCCleI0BaHus (OTCYTCTBHME HEUTPAIbHOIO XHpa B KOINPOrpaMME, YPOBEHb ITaHKPEATUYECKON
anacraszbl-1 B cryne He Hmwke 200 Mkr/r kana). Ilpu reHeTMyeckoMm HCCIEAOBAHUU BBISBISIOTCS

MYTalll{, TPU KOTOPBIX (QYHKIIHS MOPKETYTOUHOM JKele3bl 0CTaeTCsl OTHOCUTENBLHO COXPAaHHOM.



E84.8 - Kucrto3usblii ¢uodpo3 ¢ apyrumu nposiBjenusimu (MKB10- E84.8) mmm xmaccuueckuit
MYKOBHUCLMJI03 C THaHKpeatnyeckol HenocratouHocThio (PI) coorBercTByeT Kiaccuueckomy
MYKOBHCIIHI03Y C a0COJIOTHOM MaHKpeaTH4eCKONH HEJOCTATOYHOCTHIO 0€3 U C OCIIOKHEHUSIMH.
XpoHuyeckass NaHKpeaTH4YecKash HEJO0CTATOYHOCTb Yy TAIMEHTOB C KHUCTO3HBIM (PUOpo30OM
(MYKOBHCITUII030M) OIPENESeTCs] aKTHBHOCTHIO MAaHKpPEAaTHUeCKON 3acTa3el-1 B cryne: KoneOaHus
aKTUBHOCTH 3J1actasbl-1 B cTyse oT 100 1o 200 MKI/T Kajla CBHAETEIbCTBYIOT 00 YMEPEHHO! CTEIeHH
9K30KPUHHOM HEIOCTaTOYHOCTH MOJDKETYJOYHOM JKeJe3bl; CHIKEHHE TI0Ka3aTesis aKTUBHOCTU
anactasbl-1 B crynme meHee 100 MKI/T Kajga BBIABISET TSDKENIYIO CTENEHb IMAaHKPEaTHUYECKOM
HEJ0CTaTOYHOCTH.

Craauu nuppo3a y ManueHTOB ¢ KUCTO3HBIM (prOpo30M (MYKOBHCLH030M) yCTaHABIMBAIOTCS IO
mkaine METAVIR (ITpunoxenue I'l): F1 — pudpo3 Tosbko mopTanbHBIX TpakToB; F2 — mopTanbpHbIMA
¢ubpo3 ¢ oguHOUHBIMU centamu; F3 — puOpo3 mopTanbHBIX TPAKTOB C MHOYKECTBEHHBIMHU CETITaMH 0e3
uuppo3a; F4 — muppos.

7KM3HeHHBIMM NOKA3aHUSIMU [IPM  MYKOBUCLUJO3€ SIBJISIOTCS JKU3HEYTPOKAIOLIUE COCTOSHUS
(MEKOHHMEBBI WJEYC, CHHAPOM TIOTEPU COJIM, JIETOYHOE KPOBOTEUYEHHE, MHEBMOTOPAKC,
OenKoOBORHEpreTuyeckass HemocTatoyHocts 3 cT, JH (abixarenpHass Hemoctarounocts) u JICH
(leroyHocepieyHasl HeJJOCTaTOUYHOCTD) JIFOOOH CTENEeHH, a TaKXKe COCTOSHUS, OTCYTCTBUE aJIEKBATHOMN
Tepanuu KOTOPBIX BIEYET 3a COOO0M yMEHBIIECHHE MPOJOIKUTETFHOCTH KU3HH MAIUEHTOB, 2 UMEHHO,
BHEITHECEKPETOpHAas MaHKpeaTH4ecKas HEeJO0CTaTOYHOCTh, TIEPBUYHBIA BBICEB (BBISBICHHE),
WHTEPMUTTUPYIOIAST U XpoHMYecKas WHQeKuus NErKuX, OWIMapHBIA LUPPO3 TEYECHH,
MYKOBHCIIH/I03aCCOIIMMPOBAHHBINA caxapHbIi auabeT (MHCYyTMHO3aBUCUMBIN). [lpu Hamuuuu BhIIe
yKa3aHHBIX "KU3HEHHBIX MOKa3aHUK'" MO pEIIeHHI0 BpauyeOHONW KOMHUCCUU MOTYT OBITh Ha3HAYEeHbI

Ipenaparsl 110 TOPrOBOMY HAUMEHOBAHHUIO.

1. KpaTtkas undopMauusi no 3a60/1eBaHUI0 WIH COCTOSIHUIO (Tpymie 3a00/1eBaHUil WU
COCTOSIHUIT)

1.1 Onpenejaenune 3a00J1eBaHU UJIH COCTOSTHUSA (IPYIILI 3200J1€eBAHMIT UJIH COCTOSTHUI)

Kucro3ubiit  ¢pubpo3 (MmykoBucuuao3, MB) — ayTocOMHO-pelecCCHBHOE MOHOT'€HHOE
HaclleICTBEHHOE 3a00JIeBaHNe, XapaKTepU3yIoIeecs: TOPaKEHHEM BCEX IK30KPHHHBIX KeJE3, a TaKxKe

YKU3HEHHO BaKHBIX OPTaHOB U cucteM [ 1,2].

1.2.9THOJI0THS M TATOreHe3 3a00J1eBaHNUsI WM COCTOSTHUS (IPYIIbLI 3200J1eBAHUNA NJIU COCTOSITHUN)




I'en CFTR (MBTP - tpancMeMOpaHHBIH peryisTop HpOBOJMMOCTH MYKOBHMCLUA03a) ObLI
unentudumupoBad B 1989 r. I'eH pacmonoxeH B cepeiiHe [UTMHHOTO Iieda 7 ayTOCOMBI, COACPKHUT
27 ax30H0B M oxBarbiBaeT 250 000 map HykiaeoTwaoB. OH KOHTPOJUPYET CTPYKTYPY M (DYHKIIHIO
ognonméunoro Oenka. Ilocimemnme wucciaemoBaHus Iokaszand, 4to MBTP sBisercss coOCTBEHHO
XJIOPUTHBIM KaHAJIOM.
benok MBTP nokanu3yeTcst B anMKaaIbHON 9acTH MEMOpPaHbI STTUTEITHAIBHBIX KJIETOK, BHICTHIIAFOIINX
BBEIBOJIHBIC TIPOTOKU IKelie3 BHEIIHEW CeKpenuu (IMOTOBBIX, CIIOHHBIX, JKeine3 B OpoHxax,
MO/KENYAOYHON JKeJie3e, KHUIIEYHUKE, YPOTCHHMTAJIbHOM TpPAaKTe), OH pEeryjlupyer TpaHCIOPT
ANEKTPOIIUTOB (TIaBHBIM 00pa30M XJIOpa) MEXKIY 3TUMHU KIETKaMU U MEXKKJIETOUHOH >KUIKOCThIO. B
6a3ze HGMD (The Human Gene Mutation Database;

https://my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.php) omrcano okosno 2 000 myraruii reHa

- CFTR), otBeTcTBEHHBbIX 3a pa3BuTHe cumnToMoB MB. Ilo cocrosnuto Ha 31 urons 2020 roga Ha
BeOcaiite MexayHapomgHoro mpoekra CFTR2 (https:/cftr2.org) npencraBneHo 360 maToreHHBIX
BApHAHTOB HYKJICOTUAHOU mociuenoBarenbHocTd reHa CFTR. OHU TpensTCTBYIOT CHUHTE3y Oernka
CFTR, ero tpancnopTy K anukaabHOM MeMOpaHe KJIETKH WM HApylIalT ero (YHKIMIO B KauecTBe
KaHajla aHHMOHOB XJiopa. B 3aBucumoctu oT BiusHus Ha QyHkuuio O6enka CFTR Bce BapuaHThI
HYKJICOTH/IHOM IOCIe10BaTeabHOCTH TeHa CFTR noapa3ienstoT Ha 7 OCHOBHBIX KJIaccoB [3,4]
W3BecTHO, YTO OJMH W TOT K€ BapHMaHT MOKET BBI3BATh HECKOJIBKO BHUJOB HapYLICHHS
CTPYKTYphI WM QYHKIMU O€JKa, U HE JUIsl BCeX BapUAaHTOB HYKJIEOTUAHOM MOCIIEA0BATEIbHOCTH reHa
CFTR onpenenen kiacc
CornacHo JaHHBIM HAIIMOHAJILHOTO PETHCTpPa HanboJiee YacTO BCTPEUAIOTCS CIEAYIOIINE MYyTAIINH:
F508del (53,14%),CFTRdele2,3 (6,18%), E92K (3,11%), 3849+10kbC>T (2,29%), 2143delT (2,05%),
2184insA (1,88%), 1677delTA (1,76%), N1303K (1,69%), W1282X (1,63%), L138ins (1,46%), G542X
(1,43%) [5].
Mytauun resa CFTR HapymaloT HE TOJBKO TPAHCHOPT, HO M CEKpeuuto HOHOB xjopa. [Ipu
3aTpyJHEHUHN MX MPOXOXKICHHS uYepe3 KIETOYHYI0 MeMOpaHy yBEIMYUBaeTCS peadcopOuus HaTpus
KEJIE3UCThIMU KJIETKaMU, HAPYILIAETCS ANEKTPUUECKUN MOTEHIIUAJ IPOCBETA, YTO BBI3BIBAET U3MEHEHHUE
AJIEKTPOJIMTHOTO COCTaBa W JACTHUIpATaIlMI0 CEKpeTa >Kelle3 BHEIIHEeW cekpeuun. B pesynprare
BBIJICJISIEMBI CEKPET CTAHOBUTCS YPE3MEPHO TyCThIM M BA3KUM. lIpu 3TOM cTpajgaror lerkue,
KEITyT0YHO-KUIIICUHBIN TPAKT, IeUYeHb, MOKETy0uHAas Kene3a, MouenonoBas cuctema (tabdmn.1) [1, 6].

Taoauua 1. [latorenes MB

Opl"aHI)I U CUCTCMBI [TaTonoruyeckue IMMpO1ECChI Koneunrnrit pe3yabTaT |
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Jlerkue BponxoobcTpykius, CHIKeHue | JlpIxarenbHas HEIOCTATOYHOCTb,
TOJIEPAHTHOCTH K  HMHGEKIWH, | JIErOYHas FMIEPTEH3Hs, CEpAECUHASL
KOJIOHM3ALUS JBIXaTENFHBIX MYTeH | HeJ0CTaTOYHOCTb.

Pseudomonas  aeruginosa  (P.
aeruginosa) u IpYTAMHI
HaTOJIOTUYECKUMU
MUKPOOpPTraHU3MaMH,
XpOHHYECKOE  BOCHAJICHHE
JIBIXaTeNbHBIX — MyTeH,
OpOHXO03KTa3bl, JECTPYKIHMS
MapEeHXUMBI JIETKHX.

Iomxenyno4nas sxenes3a OOcTpyKIust MPOTOKOB >Kese3bl,| MeKOHHMEBBIH nieyc
MOSIBJICHUE KHUCT, Hapymenue cTyna ("acTsiit,
HEIOCTATOYHOCTH JKUPHBIN, 3JIOBOHHBIN, OOWIBHBIN),
TOKEITY JOYHOU JKee3bl CHI)KEHHE HYyTPUTHUBHOTO cTaryca (y
(BHYTpeHHE - JeTeit — OTCTaBaHUE B Pa3BUTHH),
1 BHEITHECEKPETOPHAS ), ABUTaMUHO3BI,
KHUIIeYHast MabaOcopOomusl. BBINAJCHUS PSAMON KUIIIKH,

CaxapHbIii Auader.

XouecTas, XONEIUTHA3. Huppos II€YECHH, CHUHZIPOM
NOpPTaJIbHOM TUIIEPTEH3UH,
Ieuens TUIIEPCIUICHU3M, NIe4€HOYHAsI

HEJJOCTaTOYHOCTb,
keraHokameHHast 60Jte3ub (JKKB)

VBennueHne Kueunast HenmpoxoaumMocThb
BSI3KOCTH/aAr€3UBHOCTH KaJIOBBIX (0911%(0)

Kumeunnk .
Macce BBINAJCHNS IPAMOU KHILKH,
OOcTpyKIus coyctuil | XpOHMYECKHH PUHOCUHYCHT,
OKOJIOHOCOBBIX  Ma3yX, 3acCTOi | MOJUIIbI B OKOJIOHOCOBBIX Ma3yxax U
CIM3M B IIa3yxax, KOJIOHM3ALMs | IIOJIOCTH HOCA.
CIM3UCTOH  OOOJIOYKH  TOJOCTH
HOCAa U OKOJIOHOCOBBIX Ta3zyx

OKOJIOHOCOBBIE Ma3yXu MaTOJIOTUIEeCKOH MHKpodIopo (B
ToM uucie P.  aeruginosa),
hopmupoBaHue TIOJIUTIOB B
OKOJIOHOCOBBIX rnasyxax c
pacrnpoCTpaHEHWEM B IIOJIOCTH
HOca.

. l'unokanuemusi, THIOHATPUEMHUS, Cunapom ncesno-baprrepa —

DJIEeKTPOIUTHBIN OaaHc .

TUIIOXJIOPEMUS], AJIKAI03 CHUHJAPOM IOTEPHU COJIEH

OO6ctpykiuss u  mocnenyromas | becrmoaue
aTpe3usi BBIHOCSIIUX IPOTOKOB

PenponykrtuBHas cucrema MYXKYUH
pory (y y ) SAHUYCK.

Azoocnepmust
HpOPpCCCI/IpOBaHHC JIETOYHOM M CCpI[C‘IHOfI HEAOCTAaTOYHOCTH ABIACTCA HanboJee YyacTou HpH‘-IHHOﬁ

cMepTu narueHToB (95%).
CrieKkTp MHUKPOOPTaHWU3MOB, CBSI3aHHBIX C WHQEKIMSAMH JbIXaTEIbHBIX IMyTeld y mamueHtoB ¢ MB
MPOJIOJDKACT PACIIUPATHCA W HMCCIEAOBAHUS MHKPOOHMOMa JIETKUX Yy JaHHOH KaTeropud MalMeHTOB

JEMOHCTPUPYIOT  CIOXHBIA ~ CHUHEPIrM3M  MEXAY  KYJbTHUBUPYEMBIMH WM HEKYJIbTUBHPYEMBIMH
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MHUKpOOpranu3MamMu. MuKpoOnoIornuecKasl JUarHoCTHKa y mnanmueHToB MB umeer psg ocobeHHocTeid,
KOTOpbI€ HEOOXOIMMO YUYHUTHIBATh MPU OpraHU3alMK PabOThI C TaHHOM KaTeropuei naueHToB.

Yamie Bcero B OTACNISIEMOM HIKHHMX JbIXaTEJIbHBIX MyTeHl y manueHToB ¢ MB BBISBISAIOTCS S.
aureus, P. aeruginosa, B. cepacia complex, S. maltophilia, Achromobacter spp. bonee TunuyHbIC
pecnupaTopHble MaTOreHsl, Takue kak H. influenzae, S. pneumoniae, M. catarrhalis Take MOTYT UTPaTh
BAXXHYIO POJb B Pa3BUTUU OPOHXOJETOYHOro mpoiiecca. Y mnamueHToB ¢ MB Moxer BcTpeuaercs
XpOHHMYECKasi KOJIOHU3AIMsI MUKpOOpraHu3Mamu ceMeictBa Enterobacteriales.

Nmerorcs HaOmoeHUsl BBbIIEICHHUS M3 HIDKHUX JIBIXaTEJNbHBIX MyTeld mnanueHToB ¢ MB
HedepMeHTHpYIOIMX TpamoTpunarenbHbix Oakrepuit (HI'Ob Burkholderia gladioli, Inquilinus spp,
Ralstonia spp., Cupriavidus spp., Pandoraea spp.) Jlanubie BUIBI SIBISIIOTCS OJM3KOPOACTBEHHBIMH,
HMEIOT TEHETHYECKOE CXOJCTBO C Oakrepusmu poaa Burkholderia. OHM penko BBIACIAIOTCS Yy
nanueHToB ¢ MB, ogHako ommcaHbl ciy4dau BBIACNEHUS HMX NPU XpoHUYeckod wuHpexkiuu. Her
JOCTaTOYHOTO KOJIMYECTBA MCCIICIOBAHUM, YKa3bIBAIOIIUX HA BO3MOXHOCTH TMEPEJavd IMTAMMOB OT
ManueHTa K MalueHTy.

Jlpyrue MUKpOOpraHu3Mbl, UMEIOIIHUE STHOJOTHYeckoe 3HaueHue npu MB: HeTyOepkynesHbie
mukobaktepuu (HTMB) - Mycobacterium abscessus complex, Mycobacterium avium complex n npyrue
MUKOOaKTepuu, Tpudsl - Aspergillus spp., Scedosporium spp., Trichosporon spp., éupycel - Respiratory
syncytial virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus, Parainfluenza virus, Human
metapneumovirus. Bo3pacTaer BBISIBISIEMOCTh HETYOEpKYNIE3HBIX MHKOOAKTepUi y TMaIMeHTOB
crapiuero Bospacra. Mycobacterium abscessus complex u Mycobacterium avium complex sBIAOTCA
Han0oJiee YacTo BCTpeUaromumucs [2].

OCc0OEHHOCTAMH XPOHUYECKON MH(PEKINH JETKUX y OOJBHBIX MYKOBUCIIUI030M SIBIISIETCS TO, YTO
naHHas uHGEKIUs B 2/3 ciiydaeB BbI3bIBACTCS HE MOHOKYIBTYPOIl, a accoluaueii MUKpOOpPTraHU3MOB.
3a pyOexoM 3TH MOKa3aTeNu B Ba pa3 HIbKe — B 35% uccneayeMbIx 00pas3IioB OpOHX0aIbBEOIIPHOTO
naBaxka (BAJI) BBIABISIIOT pOCT ABYX MUKpOOpraHu3MoB u B 10% cirydaeB accolpanuu mpeicTaBIeHbI
Tpemst U Ooyiee BUAaAMH MUKpOOpraHu3MoB. Hanbosee yacTo BeTpedaromencs: accoualiei spiseTcs
couetanne P. aeruginosa u S. aureus [7,8]. B coctaBe MUKpPOOHBIX acCOIMAIMIA BBIICISIN
OJTHOBpEMEHHO P.aeruginosa MyKOWJIHBIH U HeMyKouIHbIH (deHoTunsl. Kpome P.aeruginosa, 4acto
BBIICTISUTH APYTUX TpeAcTaBUTENe HEePEePMEHTUPYIONUX TPaMOTPUIIATEILHBIX MHUKPOOPTaHU3MOB —
Burkholderia cepacia complex, Achromobacter spp., S.maltophilia, A.baumanii n np. [9].

[Tpu ananm3e JaHHBIX MUKPOOHOIOTHYSCKUX MCCIICAOBAHUNA YCTAaHOBIICHO, YTO MUKPOOPTaHU3MBI
ObLTH BBIIENEHBI y 61,9% nereii B Bo3pacte o 1 roma, y 92,9% - B Bo3pacte 1-4 rona, y 93.8% - B

Bo3pacte 5-7 ser u B Bo3pacte 8-14 u 15-18 y 100% nereil. IT0 CBUAETENBCTBYET O TOM, YTO
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KOJIOHM3AlUS JIETKUX MHUKPOOPraHu3MaMy OOJIbHBIX MYKOBHUCLHJO30M HauWHaeTCs, (aKTUYECKH, C
MEPBBIX AHEH MOCie POKISHHUS U JOCTUTaeT MakCUMyMa yKe K 5 rojam xu3Hu. B Bo3pacte g0 1 roga
6onee ueM y 1/3 OGONBHBIX MYKOBUCUUIO30M HUKHHUE JbIXaTeJIbHbIE MYTH €Ille HEe 00CEeMEHEHBI
MHUKpPOOpPTraHW3MaMHu, B Bo3pacte 1-4 neT HUKHHE JAbIXaTelbHble MyTH OOCEMEHEHBI MOUYTH Y BCEX
O0ompHBIX (92,9%), a k 8-18 Ttomam — y 100% OoNbHBIX. XPOHUYECKYIO CTa()UIOKOKKOBYIO,
CUHETHONHYIO MU CMEIIAaHHYI0 HH(EKIUIO TUArHOCTUPYIOT y 25% neteit yxe B Bo3pacte 1-4 rona, B
Bo3pacte 5-7 ner — y 50% OonbHBIX, B Bo3pacte 8-14 et —y 65% u x 18 rogam — y 80% OonmpHBIX
MYKOBUCIIHI030M [7]

[Ipu onleHKe MUKPOOHOIOTHYECKOTO PO PECIUPATOPHOTO TPAKTA BBISIBICH POCT YaCTOTHI BhICEBA
IPaMOTPHUIIATENBHOM (IIOPHI C YBEIMUEHUEM BO3pacTa OOIbHBIX.

HauGonpiras gyacrora nHQUIEPOBAHUS S.aureus OTMEUEHA B BO3pacTHOM rpymme 12-16 jner, rue
oHa coctaBuia 64,5%, P. aeruginosa B 24-28 et ¢ yactotoit 55,0%, B 3TO# ke BO3pACTHOU TpyrIe
MakcuMaiabHOoe uHuuupoBanue Burkholderia cepacia complex, xotopoe cocraBuio— 22,6%, S.
maltophilia B 16-20 net — 5,6%. Achromobacter spp. 1OCTATAET CBOETO MUK Yy MAIMEHTOB cTapiie 36
JIET, T1Ie ee JyacToTa coctaBmia 14,3%. MRSA nMmeeT nBa nmrmka MakCMMabHOHM "acToThl, B 20-24 rona
u 32-36 ner, rae ero yactora cocrtasmia 11,4% u 10,5%, cooTBETCTBEHHO.

YacroTa XpoHUYECKOT0 MH(DUIIMPOBAHUS JbIXaTeNbHBIX yTel S. aureus cocrasinset 56,0 %, P.
aeruginosa — 32,1 %, Bcc — 6,6 %, MRSA- 6,4%, Achromobacter spp.-3,9%, S. maltophilia— 3,4 %. B
7,5% cny4aeB AbIXaTeIbHbIE TyTH OOIBHBIX XPOHUYECKU HH(ULIMPOBAHBI APYTOi TpaMoOTpULIaTeNIbHON
(bmopoii, cper KOTOPBIX HauboJIee YaCcTo BCTPEUArOIIHECs pecTaBuTeNu ceMericTBa Enterobacteriales
(Klebsiella spp.: Klebsiella pneumonia, Klebsiella oxytoca, Raoultella (Klebsiella) ornithinolytica;
Escherichia coli, Serratia spp., Proteus spp. n 1p.), a Takxe NPeACTaBUTEIN HePEpPMEHTUPYIOLIIX
rpamorpunatensHbix 6akrepuit (HI'OB) (Pseudomonas spp.: P. stutzeri, P. oryzihabitans, P. montelii,
P. putida, P. koreensis, P. fluorescens, P. fragi, P. luteola,; Acinetobacter spp.: A. baumanii, A. Iwoffii,
A. haemolyticus, A. calcoaceticus, A. junii, A. pittii, A. anitratus.). Y psaa
MalMeHTOB  BCTPEUYaeTcsl  MUKCT-WH(OUIMPOBAHWE  PECHUPATOPHOTO  TpakTa  Pa3IUIHOMN
HETICEeBIOMOHAIHONW TpamMoTpuuatensHoil (mopoit. [Jlons nammenTtoB, uHHuupoBaHHex HTMb
coctassieT 0,9 %.

Jpyroii 0COOEHHOCTBIO MHUKPO(DIOPH TpPHU XPOHUYECKOHM HMH(PEKIHMHU JEeTKUX Y OONbHBIX
MYKOBHCIIH/I030M SIBJISIETCS Pa3IMyHasi pe3UCTEHTHOCTh K aHTUOMOTUKAM TpeACTaBUTENCH OAHOTO U
TOrO € BHJAa BO30YAMTENs, NEPCUCTUPYIOMIETO0 y OOJBHOTO B JIETKUX. DJTO OOYCIOBIEHO Kak

C];)@HOTHHH'—IGCKOﬁ TCTECPOTCHHOCTBIO, KOTOpAs ABJIACTCA PE3YJIBTATOM adallTalliuii MUKPOOpTaHrU3Ma IIpu
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NEPCUCTEHUIUU I0Jl BO3JEHCTBHEM AaHTUOMOTHKOTEpANUH W/WIM HMMMYHHOH CHCTEMBI, TaK U C
WU3MEHYMBOCTBIO, CBSI3aHOM C TIEHETUYECKMMHU H3MEHEHHMSMHM, NPOUCXOAALIMMU B OAKTEPHSX IpU
NEPCUCTEHLUHU - MPUOOPETEHUEM WJIM MOTEpe MOOMIIBHBIX M€HETUYECKUX 3JIEMEHTOB, UMEIOLIMX B
CBOEM COCTaBE€ T€HBI PE3UCTEHTHOCTU K aHTHOMOTHKaM. [laHHas 0COOEHHOCTh UMEET KaK KIIMHUYECKOe,
TaK ¥ SMHUAEMHOJOIMYECKOe 3HAUYEHUE U JIOJDKHA paccMaTpuBaTbes Kak (PaKTop, OrpaHUYMBAIOLIUMA
3G PEKTUBHOCTh aHTUOMOTHUKOTEPAINNH, CIIOCOOCTBYIOIINK BBDKMBAHUIO OakTepuil U (HOPMUPOBAHHIO
XpOHHYECKON MH(eKIHuu. DTOT (PAKT ABISETCA BAXKHBIM Ul KIMHULKCTOB U €IIEe pa3 MOATBEPKIaeT
HEOOXOJMMOCTh ~ HMCCJEIOBAHUS AHTUOMOTHKOYYBCTBUTEIBHOCTH BBIICICHHBIX H30JSATOB  IPH
Ha3HA4YE€HUHM aHTUOMOTUKOTEpAMM U YKa3bIBaeT Ha HEOOXOAMMOCTb IPUMEHEHHUs KOMOMHUPOBAHHOM
AHTHOMOTHKOTEPAINH MPH JICYCHUH XPOHUYECKOH HH(peKnuu y 60mpHBIX MB. [10,11]

PazButuio acmepruiuie3a JIeTKMX y nanueHToB ¢ MB  crmocoOcTBYrOT — HapylieHue
MYKOLIMJIMAPHOTO KIMPEHCAa U UMMYHHOT'O OTBETA, & TAK)KE IMPOJOLKUTEIbHAS aHTHOAKTepUaIbHas U
ITIIOKOKOPTUKOCTEPOU/IHAS Teparus.

Kononuzanus neixarenbHbIX NyTel y nanneHToB ¢ MB Aspergillus spp.- BeisiBieHune rpuboB poja
Aspergillus B >50% 00pa3lioB MOKPOTHI HJIM B TEYCHHE >0 MECSIeB B TOJ, OTCYTCTBHE
MHCTPYMEHTAJIbHBIX MPU3HAKOB YXYAIIEHHS JIETOYHON (YHKLMH, a TaKKe OTCYTCTBUE KIMHMYECKHX
npu3HakoB obocTpenus MB [12,13].

B Hacrosiiiee Bpemst HeT yOeqUTENbHbIX JAHHBIX O HETaTUBHOM BIIMSIHUU KOJIOHU3ALUU
Aspergillus spp. AbIXaTeNbHBIX NyTel Ha GQYHKUMIO [bIXaHus mnauueHToB ¢ MB [12,13,14].
Kononnzanust apixarenpHbeIXx myTed mnanueHToB ¢ MB rpubamu Aspergillus spp. He sBIseTcs
MOKa3aHUEM JJIsl Ha3HaYeHUsI MPOTUBOIpUOKOBBIX JIC.

Haubonee pacripocTpaHeHHBIM OCIIO)KHEHUEM, O0YCIIOBIEHHBIM Aspergillus spp., y MallUeHTOB C
MB sBnsiercsi amneprudeckuii Oponxonerounsiii acrieprmie3 (ABJIA). ABJIA xapaktepusyercs
pa3BUTHEM pEaKLMUU TUIEPYYBCTBUTEIBHOCTH | THNa NpM KOJOHM3ALMU JIBIXaTENbHBIX ITyTEH
Aspergillus spp., koTopast 0e3 JedeHHMs NPUBOAUT K pa3BUTHIO (uOpo3a JIETKUX M HeoOpaTumoin
JBIXaTEJIbHOM HEIOCTATOYHOCTH. Y MAalMEHTOB ¢ MB MHBa3MBHBIN acnepruiie3 BCTPEYAETCs PENKO,
qale Kak OCJIOKEHEHHE M0CyIe TPAHCIUIAHTAIIMY JIETKUX Ha (POHEe NMMYHOCYIIPECCUBHOM Tepamnuu.

WuBa3zuBHOro nopaxeHus TkaHei serkux npu ABJIA oObIYHO HE TPOUCXOJUT, XOTS COUETaHHE C
XAJI BeisiBrsiroT y 10% manmentoB. OcHoBHbIE Bo30yautenu ABJIA — A. fumigatus n A. niger [15,16].

Xponudeckuit acnepruiuies jerkux (XAJl) mpencrasnser coboi MEIEHHO MPOTPECCUPYIOIINMA
JECTPYKTUBHBIA TMpolecC B JIETKHX, OOYCJIOBJECHHBIM rpubamu Aspergillus spp., B paHee
CYLIECTBOBABIINX OPOHXO03KTa3ax, MojocTsax u np. OmnucaHa reHeTUYECcKasi MpeipacioiokKeHHOCTh K

3TOMY 3a00JI€BaHHUIO, CBsI3aHHAs ¢ AeduiuToM uin guchynkuueit Th-17 mumdponuros [17,18].
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Muorue nauuentsl ¢ MB 1o passutuss XAJl nony4yanu WMHTAISIIIMOHHBIE WJIM HU3KUE JO3BI
KOPTHKOCTEPOUJOB Il CUCTEeMHOro mnpuMmeHeHus. Kpome toro, passutuio XAJl cmocoOcTByeT
MOBBIIICHHOE COJIepKaHUuEe KOHUAUKA Aspergillus spp. B OKPY>KalOIIEH cpesie, B TOM YHCIIE B KHIBIX U

MIPOU3BOJICTBEHHBIX MoMerieHusx. OcHoBHbIC Bo3Oynutenu XAJl — A. fumigatus, A.flavus n A.niger.

be3 neuenust XAJI npuBOIUT K YXYAIUIEHUIO KQU€CTBA KU3HU MallMEHTOB ¢ MB 1 yBennyYeHUIO J€TaaIbHOCTH.

1.3 DnuaeMuoJiorus 3a00J1eBaHNs WJIH COCTOSHUSA (IrpyNnbI 3200J1eBaHUM MJIN COCTOSTHMI)

Yactora MB konebnercs cpenu mnpencraButeneid espomeousioB ot 1:600 mgo 1:17000
HOBOpOXAEHHbIX. B P® wyacrora MykoBucuuuposza cocraBiasier 1o gaHHeiM  OI'BHY
«MeaukoreHeTn4eckuil HayuHblid neHTp uM. akagemuka H.I1. boukosa» 1:9000 HoBOpokaeHHbIX [1,5].

1.4 Oco0eHHOCTH KOAMPOBAHNS 3200J1eBAHNS HJIH COCTOSHHUS (rPVINLI 3200 1¢BAHNI NN

COCTOSAHUI) M0 MeXKIVHAPOIHONH CTATHCTHYECKON Kaaccudukammuu 0oJie3Heii ¥ npoodJaem,

CBsI3aHHBIX €0 310poBbeM (MKD 10)

Kucro3usriit puodpos (E84):
E84.0 — Kucto3zHslii (pubpo3 ¢ JErOYHBIMH MPOSBICHUSIMHU;
E84.1 — Kucto3Hblit puOp0o3 ¢ KUIIEUHBIMU HPOSBICHUSAMH
E84.8 - Kucroznsiit pubdpo3 ¢ npyrumu nposiienusmu; E84.9

— Kuctosublii pubpo3 HeyTOUHEHHDIIA.

'_Koo E84.1 Hzonupoeanmoii xuwieunoii (popmvl Hem 6 cospemennoll kiaccuguxayuu BO3 u
Eeponeiickou Accoyuayuu Myxosucyuoosa. Koo E84.1 - kucmosuwiii ¢ubpo3z ¢ KuuileuHvlMu
NposBIeHUAMU He peKoMeHOyemcs ucnoavzosams [19,20].

2 -B Hacmo:Aauee epemst —

1)neonpeoenennvlii OuacHo3 npu NOLOHCUMETbHOM HEOHAMATbHOM CKPUHUH2E HA MYKOBUCYUOO3

2) Yy nayueHmoes 1106020 eo3pacma uz cpynnsl pucka no Mykoeucuudwy, KOmopbiM HA OCHOBAHUU

pe3yIbmamos 00¢c1e008anUs He Y0aemcs OKOHYAmMelbHO UCKII0YUMb UIU NOOMEepOUms OUACHO3.

1.5 Kinaccudukanus 3a001eBaHusd UK COCTOAHNUSA (TPyIbI 32001¢BAHUNA UJIU COCTOSTHU)

Knaccudukanms, mnpunsaras BO3, Mexaynaponnoir Acconuanuein MykoBucnumo3a, EBpormerickoit

Accommanuenr Mykosucumnosa [1, 2, 3,4, 5,7, 8, 9]:

o Knaccuueckui MYKOBHUCIIUIO03 C HaHKpCaTquCKOﬁ HEOOCTAaTOYHOCTBIO (CMCIJ_IaHHaSI niIn JICTOYHO-

kueynas Gpopma 3abonepanus'), PI. E84.8.
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o Knaccuueckuit MYKOBHUCIIHI03 c HEHapYIICHHON byHKIMEH — TOJDKETyTOYHOU
HKeJe3bl

(mpeuMyIecTBEHHO Jeroynas dopma 3abonesannus'), PS. E84.0.

@) Heonpe;[eneHHHﬁ AWardo3 1npu MoJOKUTCIbHOM HCOHATAJIbHOM CKPUHUHI'C HA MYKOBHUCIIU03.
E84.9.

o 3aboseBanus, accouunpoBannbie ¢ reioM CFTR(MBTP)

. M30JIMPOBaHHAsE OOCTPYKTHBHAS a300CIIEPMHUS;
. XPOHUYECKHN TAHKPEaTHT;
. TMCCEMHUHUPOBAHHBIE OPOHXO0IKTA3BI.

B knmHMYECKO# MpaKkTUKE UCTIONb3YyeTCs Kiaccudukanus, npeacTaBieHHas B Tadumie 2 [2].

Tadauuma 2. Kiunuyeckas kinaccudukanus MYKOBUCLHI03a (THpenjiokeHa Ha ocHOBe PaOoueii

kiaccuukanun mykopucuuosa (Paunnckuii C.B., Kanpanos H.U., 2000), pexomennanuii BO3 u

EBponeiickoit accolMallid MYKOBHCIIU03a),  OIyOJMKOBaHO
https://mukoviscidoz.org/doc/konsensus/CF_consensus 2017.pdf

®opma XapakTepuCcTHKA OPOHX0JIEer04HbIX IIposBnenns OcnoxxHeHns
M3MEHEeHU I
Knunnueckas Qazau Crenenn
aktuBHOCTH | JIH?
porecca
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Kuaaccuuec kuit
MYKOBHCIH /1031

CmemanHa

sl WU
JIETOYHOKHIIIeYHA
a1 ¢popma
3a0oJieBaHU

i

(MyKoOBMCH HI03 €
NMaHKpeaTH
YecKoM
HEA0CTATOY
HOCTBI0 — E84.8)
Jlerounas gopma
3a00/1eBaHU
(MyKoOBHCL HI03 €
HEeHapyUIeH Hoii
dynkuuei
MOJKeJIy10 YHOI
JKeJs1e3bl

—E84.0)

XpoHudeckuit
OOCTPYKTHUBHBIN
OpOHXHUT
BponxoskTassl
(JToxkanmu3oBaHHBIE
u
JCCEMUHHUPOBAH
H BI€) C
yKazaHUEM
JIOKAIIN3alAn
ITaeBModOpO3

Bre
obocTpeHust
O6ocTpenue
Tun
000CTpeHUSL:
Oboctpenne
XPOHUYIECKOT
o OponxuTa
ITaeBMOHUS
(c ykazanuem
JIOKAQJIA3AIUN
)
CwmenanHbIf
TUI

LcT.
II.cT

I.ct

XpoHUYECKUH
(THOWHBIH,
MIOJIMITO3HOTHOMHBIN
) PUHOCHHYCHUT
Cunapom

nceBno- baprrepa
A3zoocniepmust
PeunnuBupyto muit
MaHKPEeaTUuT

Aocreccsl, aTeIeKTaskml,
MTHEBMOITMOTTHEBMOTOPAKC,

KpOBOXapKaHHE, KpPOBOTEUEHHUE
(;rerounoe, KEITYT0THOE),
aJuIeprudecKui
OpOHXOIIETOYHBIN acTepruiuIe3
(ABJIA), JIeroyHas
TUIEpPTEH3MUs], TOJIMIIO3 HOCA.
MekoHHEBBIN uieyc,
SKBHUBAJICHTHI MEKOHHEBOTO
nieyca, BBITaJieHHe TPAMO
KHIIKA

Huppos meuenn (6e3 1 ¢
MTOPTAITLHOM THUTICP- TCH3UCH )
KKB

OrtcraBanue B pu3nIecKOM
pa3BUTHH.
benkoBosHepreTuyeckas
HenocTatoyHocTh Hapymenue
TOJICPAHTHOCTH K YTJIEBOAAM
MyKOBHCUINA03aCCOLMUPOBAHHbI
it caxapusblil muader CHIDKEeHHE
MHHEPaAIbHOU IIJIOTHOCTH
KOCTHOU TKaHU
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BTopuuHsblit ocTeonopos
AMmIITONI03 MOYeK
Cuanmoanennt Butamuma
Knedururhabie cocTosHus
(reMopparuyeckas 00JIC3Hb)

I'enotumn (myrtamuu resa CFTR (MBTP)) Yka3zaTh corjacHo 0a3e JaHHBIX
CFTR2. org u Koncencycy no
KIIMHUYECKUM dPpeKTam
TeHeTUYECKNX BapuaHTOB (0a3a
nansabix SeqDBhttp:/
seqdb.med-gen.ru/)

MukpoOuosnoruyeckuii craryc (ykasplBaeTcsi Aata HmepBHYHOTO |CTauiIOKOKKOBast HHPEKIIHS.
BBICEBA (BBIABIEHHUS) MUKPOOHOTO MatoreHa (matoreHos) u, ecyin | CUHErHOMHAsA MH(EKIHS.

€CTb, MOCJIE/THETO) I/IH(i)eI.(HI/ISI, BL}ISBaHHaSI B.
cepacia complex
Hpyrue nadeximu. MuxpoOHbIE

accolMaluu

Hpyrue Gopmsr:
HeonpeneneHnslil [HarHo3 npy MojoXKUTeIbHOM HEOHATATbHOM

CKPUHHMHTE Ha MyKOBHCIMI03® — E84.9.
3aboneBanus, accoluupoBannsie ¢ rerom CFTR (MBTP):*
—  W30IUpPOBaHHAs OOCTPYKTHBHAS a300CIEPMUS;

—  XPOHUYECKHI MAaHKPEATUT; TUCCEMUHUPOBAHHEIC
OpPOHXO0IKTA3BI

Ipumeuanus:

! @opma uz knaccuguxayuu MB Pauunckozo C.B., Kanpanosa H.H. (2000).

2 Cmenen»  Ovixamenvholi  Hedocmamounocmu — ycmauaemusaemcs — coanacho — «Knaccuguxayuu — Ovixamensioi
Hedocmamoynocmuy (Hayuonanvnoe pykoeoocmseo no 6onesuam opeanog ovixanus, 2010). Cmenenv msdicecmu
3a601e8aHUA PEKOMEHOYEMCA He YKA3bl8amb UCX005 U3 NePEUUHO-XPOHUYECKO20 medeHUs, NOAUOPLAHHO20 NOPAXCEHU U
npocpeoueHmHo20 meueHusl.

3 [onooicumensiolii HEOHAMANbHBIYE CKPUHUHS UNU HEOHAMANbHAA 2UNEPMPUNCUHOLEHEMUS He AGIAIOMCS OUAZHO30M U 6
KAACCUDUKAYUIO He BKTIOUEHbL, NAYUECHMAM ¢ HEOHAMAIbHOU 2Unepmpuncunocenemuell pekomendyemcs 6 1 200 npogecmu
nosmopHo nomosylo npoby. HMcnonbsyemcs HOBblL OUAZHO3 — «HeONpeoeNeHHbld OUAcHO3 NPU NOJOHCUMETbHOM
HeOHamManibHOM CKPUHUH2E HA MYKOBUCYUOO3)
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4 Koo MKB pexomenoyemcs ucnonb306ams u3 COOmMeemcmeyiomux pazoenos.

Taorcecmv cocmoanus ycmanasiugaemces coenacto Ipunoscenuio k npuxaszy Munucmepcemea mpyoa u coyuanbHOU 3auumal
Poccuiickoii. @edepayuu «O kraccugurayusx u Kpumepusix, UCNOLbIYEeMbIX HPU OCYUECMELEHUU MeOUKO-COYUANbHOLU
IKCHEPMUZLL 2PaAACOaH PedepalbHbIMU 20CYOaAPCMBEHHBIMU  YYPENCOCHUAMU MeOUKO-COYUanbHou sxcnepmusvly (¢ 01
saneapss 2019, cm. pazoen «Cnpasounvle Mmamepuanvl, 6KIOYAs COOMEEMCMEUE NOKA3AHUIL K HNPUMEHEHUI0 U
NPOMUBONOKA3AHUL, CHOCOO08 NPUMEHEHUsT U 003 JeKAPCMBEHHbIX NPenapamos, UHCHMPYKYUu No NPUMEHEHUIO
JIEKAPCMBEHHO20 NPEenapama)

B OGynyiiem, no mepe yriyOneHus 3HaHHM, 3Ta Kiiaccu(uKalus Takke NoTpedyeT nepecMorpa.

1.6 Knnandeckass KapTHHA 3200J1eBAHNS HJIH COCTOSIHUS (Ipyninbl 3200JJeBAHUHA MJIN COCTOSTHUN)

Mykosucyuoos modicem 66imb 3aN0003peH NO CLe0YIOUUM NpU3HaKam (maoi. 3,4).

Hanuuue enympuympoono no oannvim Y3H - cunepsxoeennoco KuueyHuKa, MeKoOHUegwlil uieyc
- npu podicoeHul.

B nepuooe noeoposcoennocmu samsodicnas neonamanvhas dsceamyxa, sumamut K-zasucumvie
2emoppazuyeckue COCMoAHUsL, MEKOHUEBbIl UNeYC.

Mexonuegulii uneyc — 3mo CUHOPOM, XAPAKMEPUIYIOUWUXCS NPOSAGTIeHUEeM HUZKOLU 0O0MYpayuoHHOU

KUueuHol Henpoxooumocmu, be3 nepepviea npoceema Kuuieunou mpyoku. /lannoe 3abonesanue npu
MYKOBUCYUOO3e 00YCI08NIEHO MEeXAHUYECKUMU NPUYUHAMU - oOaumepayuel npoceema nioOmMHOU
MEKOHUANbHOU NPOOKOI.
B mupoeou obwenpunamori npakmuxe cuumaemcs, ymo 6 90-95% cnyuaee smuonozuei MeKoHue8o20
uneyca saensiemcs mykosucyuooz [21]. Mexonueswiti uneyc oOuacnocmupyemcs vy 15-20%
HOBOPOJCOEHHBIX C MYKOBUCYUOO30M. B eeponetickux cmpanax nayuenmvl ¢ MEKOHUEBLIM UTEYCOM
noonexcam o6s3amenvHoMy 006cnedoeanulo Ha Mmykoeucyuoos [1,22].  Ilo oanumvim pecucmpa
nayuenmos ¢ MyKosucyuoozom Pd, dons nayuenmos ¢ Mykosucyuoosom, nepeHecuiux MeKoHUuesbll
uneyc npu podcoeHuu, 8 cpynne oemeu nepgoco 200a xcusHu cocmasuna 22,1% nayuenmos, umo
ompabscaem e20 peaibHyio pacnpocmpaneHnocms [23].

3aoepicka npubdasku éeca, uacmulii, 0OUNBLHOLIL, C RPUMECHIO HCUPA U 371060HHBIM 3ANAXOM
CMYyJl, NOBLIUEHHBIU annemum, 8 803pacnie nocie 200d 3NU300bl 8bINAOCHUS NPAMOU KUUWKU, INUZ00b]
3a0epaHcKU CMYyna ¢ KIUHUYECKUMU NPOABNIEHUAMU YACTMUYHOU UTU NOJHOU KUUEYHOU HenpoxooumMocmu
(cunopom oucmanvrou unmecmunanvrou oocmpyxyuu — CHO).

C pannezo e6o3pacma B03MOJCHbI HABA3YUBLIUL KOKIIOULENOOOOHbIN  KAWlelb, 4acmo
peyuousupyrowue pecnupamopHvle UH@GeKyuu ¢ AGNeHUAMU OPOHXUMO8, NHEBMOHUU, MOdiCen
ommeuamvcs ceucmsaujee ObIXanue U/unu «OpaibHas Kpenumayusny, 00bluKa, Kauens ¢ bloeseHuem
CHOUHOU MOKpOMbI, 8 MOM HUCIe 6He Nepuo0o8 000CMPEHUsl, GlAXNCHble PA3ZHOKANUOEPHblE XPUnbl

pa3HOZ/7 CmeneHu jokaiuzayuu 6 3aeucumocmu om pacnpocmpaHeHHocmu npoyecca.

19



B panunem 6o3pacme ommeuaromes s3nuz006l nposeieHuli CUHOPOMA ROMeEPU COlell (CUNOKaAIUeMus,
2unoHampuemus, 2UnoXiopemus) — nomeps 8ecd, CPuleUBAHUs, PBOMA, 6AJ0Cb, OMKA3 Om eobl.
Bcneocmeue nomepu snekmponrumos ¢ nomoeou HCUOKOCHMbIO, OCODEHHO 8 YCLOBUSAX YCUNEHHO20
nomoomoeneHus (MUXopaoxa, Hcapkas no2ooda, npeovléanue 8 cayHe, guzuueckue HazspysKu), uepes
JHCETYOOUHO-KUUEHHDLL MPAKM, HeOOCMAmMoyHoe NOCmynienue coiell ¢ nuwet u 000U (0CoOOeHHO y
oemeti nep8o2o 200a HCUZHU NPU OMCYMCMBUY O0MAYULU CONU) Modxcem pazsusamucs Ilcesdo-bapmmep
cunopom (I16C).

Cunopom maHugpecmupyem npeumMyuwjeCmeeHHo Ha Nnepeom 200y OJHCU3HU ) NAYUEHMO8 C
MYKOBUCYUOO30M U ABNIACTNCA HCUSHEYSPOUCAIOUUM COCOAHUEM, NOIMOMY DACCMAMPUBAETNCI C
MOYKU 3PEeHUsl MANCeN020 U ONACHO20 ocnodcHenus MB, mpebylowezo 6 onpedeneHHbIX Cayuasx
akcmpenno2o emewamenvcemea. IIBC mooxcem Ovimb nepsvim cumnmomom MB. Knunuueckue
NPOsGNEHUS: OM 3A0ePHCKU PUUYECKO20 pa3eumusi 00 OCMpPO20 COCMOAHUSA, NPOMEKawe2o ¢
OMKA30M OM e0bl U NUMbSL, 8A10CMbIO, CPLIUBAHUAMU U PEOMOT, NPUSHaAKamu decuopamayuu. Yacmo
OUWUDOYUHO NPUHUMAEMCS 3a OCIPYIO KUWLEUHYI0 UHMEKYUIo, Namoao2uio nouex, aopeHo2eHUmaibHblil
cunopom [2].

«Conenvlii» nPUGKyc» KOHCHHIX NOKPOBOS.

Jleghopmayuu 2pyonoit knemku.

Dopmuposanue nPU3HAKOE XPOHUYECKOU 2UNOKCUU 6 gUlde dehopmayuu KOHUesvlx hananz u
Hozmell no muny «6apadbaHHbIX NANOYEK» U «4ACOBLIX CINEKOL).

Ilpusnaxu xponuuecxkozo zaiimopuma, nOAUNO3HO20 CUHYCUMA.

Mykoeucyuodos-accoyuuposannuvie 3ab601eeanus neuenu (cysticfibrosis-associatedliverdisease
(CFLD) sxntouarom 6 cebss maxkoe MHO2000paszue HO30J102Ull KAK: OUTUAPHBIL YUppo3 nedeHu ¢ u oe3
CUHOPOMA 6HYMPUNEYEHOYHOU NOPMANILHOU 2UNEPMEH3Ul, Nepcucmupylouiee NosvluleHUue YpoeHs
neyeHounvlx ¢hepmenmos, uopos, cmeamos, HCENYHOKAMEHHAS OONe3Hb U U30IUPOBAHHO TUULL
VIbMPA38YKOBble USMEHEeHUsl napeHxumvl nevenu [24,25].

Bcempeuaemocms myKosucyuooz-accoyuuposanton 2enamoouiuaptol namoiocuu 60 8cem Mupe
npumepro 37,9%, npuyem 2,5% nemanbHuix UCX0008 OMMeUaemcs UMEeHHO N0 NpUYUHe 0eKOMNEeHCayuU
3abonesanuul nevenu [26]. Ilo Eeponetickomy Pecucmpy nayuenmog ¢ myxosucyuooszom 3a 2017 e.
NpoOYeHm nayueHmos ¢ Yuppo3om HnedeHu U HOPMAbHOU 2unepmeHnsuell 6 Beruxobpumanuu
cocmasnsiem — 1,51% (149 nayuenmos om 8344), ¢ Poccuu sice — 4,42% (136 nayuenmos om 2291) [5].

Luppo3 neuenu ¢ nopmanvuol cunepmensueil sagurcuposan y 4,5% nayuenmos P® ¢ 2017 2, 6e3
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nopmanvHou cunepmenzuu — y 2,3%, yuppo3 neuenu (cunepmensus He uzeecmua) y 0,7% 6016HbIX U
nopasicenue nevenu ve3 yupposa —y 15,9% nayuenmos.

Y 1,5% nayuenmog nopasicenue neuenu s611emcs NepebiM KIUHUYECKUM CUMnmomom MB;
UMEHHO NO3MOoMy 6 OUACHOCMUYECKUll al2Opumm HNpu Yuppoze NneyeHUu HesACHOU IMUoio2uu
PEKOMeHOYemcs BKA0UAmMb NOMOGblll mecm 015 uckiouenus MB [24,25].

Iopasicenue neyvenu, Kkaxk u mHocue opyaue penHomunudeckue nposgienus MB, sasucum He
MONLKO U He CMONbKO om 2enemuyeckoeo oegexma u muna mymayuu CFTR, no om Oeticmeus
2enoemoougpuxamopos, Haxooswuxcs ene aokyca CFTR, umanpumep, Z annenv ecena SERPINAI
(alantitrypsin unu ol-antiprotease) [2,5] u annenv A VNTR 6 cene eNOS4 [19], u om ¢axkmopos
OKpYHCaroueri cpeovl, 8KII0OUAsL AMPOSEHHbLE.

Knunuuecku npu gpopmuposanuu yupposza neveHu OUAcHOCMUPYemcs yeeaudenue i usoma 3a
cuem 2enamochnieHoMe2anuu, pacuiuperie No8epXHOCMHbIX 6eH HA nepeonel OPIoWHOU CmeHKe.

Peyuousupyrowjue namkpeamumsl (Kak npasuio, y NAYUeHMO8 C COXPAHHOU @YyHKYuel
nooiceny0ounol dcenesvl — PS).

C go3pacmom y nayuenmos ¢ MB nepeoxo pazeusaemcs u IHOOKPUHHAA HEOOCHIAMOYHOCHLb
HOO0XHCEIYOOUHOU MHcene3bl (MYKOSUCYUOO03-3asucumblil caxapuviii ouabem (M3CJ]), komopulil, Kax
npasuio, npomexaem 6ecCUMnMOMHO, U MOJCEem 00J120€ 8peMsi OCMABAMbCs He OUACHOCMUPOBAHHBIM.
Ilpu smom uzeecmuo, umo yace 3a 2—4 200a 0o manugpecmayuu ouabema yxyouwaromcs noKazamenu
HYympumueHo2o cmamyca u ovixamenvHou @yukyuu. Kombunayus MB u ouabema oxasvieaem
He2amusHoe GIUAHUE HA NPOOOIHCUMENTLHOCIb HCUSHU. TaK, CpeoHsas NnpoOOaNCUMENbHOCHb HCUSHU
nayuenmos ¢ M3C/[ nusice no cpaguenuio ¢ nayuenmamu oe3 ouabema, MeOUaHa Bbl#CUBAECMOCMU )

nayuenmos ¢ M3C/[ cocmaesnsem 24 200a, no cpasuenuio ¢ 32 codamu y nayuenmos ¢ MB, no 6e3

ouabema [27].

Y bonvuwiuncmea nayuenmog myscckozo nona cHudcena gpepmunbHocms.

B bonvuuncmee cnyuaes hepmunvrocmo dceHuyut, OOIbHBIX MYKOBUCYUOO3OM, COXPAHEHA.
Oonako 6 onpedeneHHvblx CAY4asx BO03MONCHO Oecniooue, O00YCLO6IEHHOE AHOBYIAMOPHLIM
MEHCMPYaNbHbIM YUKIIOM U BMOPUYHOU AMEeHOpeel, 8bl36AHHOL UCMOWEeHUEeM NAYUCHMKU.

Haubonee wacmoii npuyunoii cHudsicenus oepmunbHocmu y nayueHmox ¢ HOpMaibHbIM 08YIAMOPHbIM
YUKIOM 51818emCs USMEHEeHUsL 600H020 U NEeKMPOIUMHO20 COCMABA YEPBUKATILHOU CIU3U, 8 C8A3U C
oonvwum xoauvecmeom MBTP 6 yunumopuueckom snumenuu weuku mamku. B pesynemame
UepBUKANbHBIL cekpem (omoenisiemMoe WelKu MamKku) Cmano8Umcs CIUUUKOM 843KUM, YMO CHUMCAem

cnocobnocms Kk onnodomeopenuio [28,29].
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Hanuuue y nayuewmma cumnmomos, yKkazauwvlx 6 mabauye 3, mpebyem npogedeHus:
ouggpepenyuanvrnoco ouacnosa MB. Heobxooumo yuumvlieamsb, uymo nepeuHu CUMNIOMOS,
npeocmaeieHnvle 6 mabdauye 3, COCMAGIEHbL 6 NPUMEPHOM COOMBEMCMBUU  KAXHCOOU U3
PACCMAmMpPUBaemvlx 803pACMHbIX epynn nayuenmos ¢ MB. JIoOoi u3z yKazaHHvlX CUMNIMOMO8 MOJNCEMm
Habooamvcsi y demeil MAAOue20 Uil Cmapuie2o 803pacma

Ta6auna 3. Knuandeckue nposiBieHus, Tpedyrome quddepennuaipaoro nuarunosa ¢ MB [1,2,30].

Bo3zpacr CUMOTOMEBI U CUHIPOMBI
I'pyanoii PenunuBupyromme uiu XpoHUYECKUE PeCupaTOpHble CUMITOMBI, TAKHE KaK Kallleiab WU
OJIBIIIIKA

PeunauBupyromas nim XxpoHUyecKkas THEBMOHUS

OtcraBanue B PU3NUECKOM pa3BUTHU

HeodopmiteHHBIH, OOMITBHBIN, MACISTHUCTHINA U 3II0BOHHBIA CTYI
XpoHuueckas 1uapest

Brinagenue npsMon KUIIKA

3arspKHas HeoHaTalbHas KEIITyXa

CoJeHslil BKYC KOXKHU

TemnoBoll ynap win aeruapaTaius Opy xKapKoi moroje
XpOHI/I‘IeCKaSI THUIO3JICKTPOJIUTEMU S

JlaHHBIE ceMeTHOTO aHaMHe3a 0 CMEPTH JeTel Ha ITEPBOM IOy KU3HH WITH HATMIHE CHOCOB
CO CXOIHBIMHU KIMHUYECKUMH MPOSBICHUSMH
I'umonporennemust / otekn

MeKkOoHUEBBIN UITEyC

JIOMIKOJIBHBII Croiikuii kamenb ¢ i 6e3 THOMHOI MOKPOTHI

Jmarnoctryecku HesCHas pEUANBUPYIONIAS MIIM XPOHUYECKas OBIIIKA
XpOHUYECKHUI THOWHBIN/TIONUTIO3HO-THOMHBIN CHHYCHT

OTcraBaHue B Bece U pOCTe

Brinagenne npsAMoil KUIIKH

HWNuBarunamus

XpoHuueckas nuapest

Cumnrom «0apabaHHBIX MATOYEK»

Kpucranisl conu Ha Koxe

I'umoToHu4eckas aeruapaTanus

I'nosnexkTponuTeMus: 1 METa0OIMYECKUI aKano3

I'enaTomeranust MM JUarHOCTUYECKU HESCHOE HapylleHHe (PyHKUNH EYeHU

[IxonpHBIN XpOHHYECKHE pECTTMPATOPHBIE CUMIITOMBI HEACHOM 3THOJIOTHH
Pseudomonas aeruginosa B MOKpoTe

XPpOHUYECKUI CUHYCHT

Hasanenslii nosnunmnos

BpouxoskTassl

CumiitoMm «0apaOaHHBIX MAT0YESK)

XpoHundeckas quapes

CHHIPOM IUCTAIbHOW MHTECTUHAIBHON 00CTPYKIIMU
[TankpeaTtur

BrinaneHne npsmMoil KUIIKu

CaxapHslif 7uabeT B cCOYeTaHUH C PECITUPATOPHBIMHA CUMIITOMAaMHU
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T'emaTomeranns
3aboieBanne IIeYEHN HESICHON DTHOJIOTUH

IToapocTku
B3pOCITbIe

u

I'HoitHOE 3a00NeBaHIe JETKUX HESICHOM STHOJIOTHH

CumnToM «b6apabaHHBIX TAIOYCK)

ITankpearur

CHHIPOM IUCTAILHOW MHTECTUHAIBHON 00CTPYKIIMU

Caxapnblil 11abeT B COYETAHNH C PECITUPATOPHBIMU CUMITOMAMU
[Ipu3Haku Huppo3a NeUeHHU U NOPTATBbHON TUIEPTEH3IUU
OtcTaBaHue B pocTe

3azepkKa MoJI0BOr0 Pa3BUTHS

WNubepTriapHOCTS ¢ a300CTIEpMHEH Y JIHIT MY>KCKOTO T10J1a
CHmxeHne (GepTUIBHOCTH Y JIML] )KEHCKOT0 T0J1a

Tadoauua 4. Kiimanueckue nposiBIIeHUs, XapakTepHbIe UIsi MyKoBHUcIuao3a [2,30].

Bricokocnenudpuinsbie aass MB

Memnee cnienuguinsbie 1 MB

Co CMOPOHbBL CUCmeMbl nuuieeapenusn.

Co cmoponbl cucmemvl RUWLEBAPCHUA:

e MeKOoHHEBBIN HIIEYC *  OrcraBanue pU3NIECKOTO PA3BUTHUS
e DK30KpHHHas HEJOCTaTOYHOCTh * T'unmonporenHemus
TIO/DKEITY I0UHOM XKeNesbl y feTel *  Jleduuut xxupopacTBOPUMBIX BUTaMUHOB [

CUHAPOM IHUCTaIbHON MHTECTUHATIBHOU
obcTpyKIu

*  PekTanbHbIN npoJiarc

*  bunmapusiii uuppos

* IlopranbHas runepreHs3us

*  JKKB y nereii 6e3 reMOIUTUIECKOTO
CHUHIIpOMa

* IlepBUuHBII CKIEPO3UPYIOIINNA XOJAHTUT

*  DK30KpHHHAs HEJJOCTaTOYHOCTh
MTOJIKEITY IOYHOM KeJe3bl Y B3pOCIIBIX

*  PeuuauBupyrouui naHKpeaTUT
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Co cmoponbl ObIXamebHbIX HYMelL: Co cmoponbl 0bIXxamebHblX RYymei:

*  Xponnueckas HHPEKITUs, BEI3BaHHAS * XpoHuueckas WM  pEUUAMBHUPYIOIIAS
MyKouTHOU (hopMoit Ps. aeruginosa wHpeKnusa, Be3BaHHas S. aureus, P.
*  BpoHX03KTa3bl B BEpXHUX JOJSX 000MX aeruginosa, Achromobacter spp., H.
J— Influenzae
L]
* Ilepcuctupyromas undekuus, BbI3BaHHAS PenTrenonormieckue TIpU3HAKH
. OpPOHXO3KTAa30B, aTeJIeKTa30B,
B. cepacia
TUnepuHQISAIIHA WA XpOHMYECKAs

*  Xpomuieckuit MH(UIBTPAIUS HA PEHTITEHOTPAMME

THOMHEI/TIOIHUIIO3HOTHOHHEIH CUHYCUT OpraHoB FPYHHOﬁ HOJIOCTH

* KpoBoxapkanse, cBsizaHHOe ¢ TUD(HY3HBIM
MOpaXEHUEM  JIETKUX, OTJIMYHBIM  OT
TyOepKyJie3a HiId BacKyJInuTa

*  XpOHWYECKHHA W/WIH TPOIXYKTUBHBIN
Kalienb

*  Aepruyeckuit OpOHXOIIETOYHBII
acrepruuies

*  XpoHHUYECKHUI
THOWHBIH/TIONUTTO3HOTHOWHBIA CHHYCUT

M Pentrenonoruueckue MMPpU3HAKHU
XPOHHYECKOTO TAHCHHYCHTA
pyzoe: pyzoe:
*  CHHOPOM BIIEKTPOIUTHBIX HAPYIICHUH *  VYrToneHne KOHIEBBIX (amaHT
* BpoxzaeHHoe JBYCTOPOHHEE OTCYTCTBHE *  Ocreonenusi/ocTeonopos B Bo3pacte <40
CEMSIBBIHOCSILIUX POTOKOB aer

¢  Herunmusslii quader

Ilpu MB Hepeoxo ecmpeuyaemcs OCHMEONOPO3, KOMOPbIL Y 2MUX NAYUEHMO8 6Ce20d HOCUM 6MOPUYHDLLL
xapakmep.

K npuuunam eco pazeumus y nayuenmog c¢ MB ommuocam: XpoHuuecKuil MUKPOOHO —
gocnanumenvusili npoyecc, oepuyum eumamuna D u K; Huzkoe nompedOieHue Kanbyus, HU3KAS
Quzuyeckas axkmueHocmbv, caxapuvill Ouabem Ha ¢Gone MB, mpauncnianmayus opeanos u
UMMYHOCYNPeCCUBHAs. Mepanusi, cUNOKCUSL U SUNEPKANHUs, 0ehuyum KOCMHOU MACCbl U HApYUeHue
MUKDPOAPXUMEKMOHUKU KOCIMU 8CLe0CmEUe HeOOCMAmoyH020 Habopa NUKAa KOCMHOU MAccbl 8 NEPUOO
AKMUBHO20 pocma u U30bIMOYHOU KOCMHOU NOMePU ) 83POCIbIX.

B nexomopuvix pabomax noxazana 63auMocéazb PAa3IUYHbLIX MYMAyull u/uiu ux KoMOuHayuu
(F508del u op.) ¢ pazsumuem Huzkou kocmmuou maccel [31,32], 6onvuiuncmeo Opyeux asmopos He
ommeuarom OaHHOU CEA3U.

Pexomenoayuu no gopmynuposke O0uacHoza u3N0NHCEHbl 8 KIUHUYECKUX PEKOMEHOAYUsX no
ocmeonopo3zy. CoenacumenbHasi KOMUCCUSL NO eBPONEUCKOMY KOHCEHCYCY peuluna UCHOIb308aNb

mepmun «bonesnu kocmu npu MBy (éxknouarowuil HU3KYIO MUHEPANbHYIO NIOMHOCMb KOCMU U
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nepeinomvl), a He «ocmeonoposy». /na P®, yuumweieas ocobennHocmu mMeouyuHcko2o obecneyeHus,
PpeKoMeHOyemcs OCmagums OUazHo3 — ocmeonopos [33,34,35].

Yacmoma ocmeonoposa npu MB 6 demckom u noopocmrogom eospacme cocmasisiem om 20 0o 50%
u yeeauuusaemcs nocie 18 nem ocuznu (50 - 75%) [36].

I1o 0anuwim poccutickux ucciedosameneli 8 0emMCcKOM 803pacme 4acmoma CHUNCEHUS MUHEPATIbHOT
nromuocmu kocmu (MIIK) cocmasnsiem om 33 0o 65,2% u ocmeonoposa - om 7,7% 0o 15,6% [37,32].

Bo e3pocnoti nonynayuu nayuenmog ¢ mykosucyudozom uyacmoma Huskux noxasameneu MIIK
cocmasensna 43,6%, ocmeonoposa - 8,4% [33].

Knaccudukanus acniepruiiiesa JErkux npeacTaBieHa B npruioxkernn I'1.

Annepzuueckuit Oponxoe2ounvll acnepeuines y nayuenmos ¢ MB npomexkaem xponuuecku c
nepuoouyeckumu obocmpenuamy. OCHOBHLIMU KIUHUYeCKUMU npusHakamu obocmpenusi ABJIA
A6IAIOMCA HeKOHmpoaupyemoe medenue MB, npucmynsl yoyuiss, xauens ¢ MOKpOmMot, cooepaicaujeli
KOpUu4Hegble Uil YepHvle 8KIIUeHUs U CIUSUCTble NPOOKU, OPOHXO00OCMPYKMUBHbII CUHOPOM U/Ulu
B03HUKHOBEHUE DO03UHOPDUIbHBIX UHDUILMPaAmMos, OOnU 6 2pYOHOU KilemKe, pe@pakmepHoe K
NpUMeHeHUI0 AaHMUbaAKmMepaibHbIX NPenapamos HosvlueHUe meMnepamypobl meid, d maKice CHUNCEHUe
ovixamenvuou @yukyuu. Ilpu onumenvrom meuenuu ABJIA pazsusaemcs 3asucumocms  om
KOPMUKOCMeEpPoUuodo8 0 CUCMEMHO20 NpuMeHenus, gopmupyemcs u Guobpos esKux, npusooaujuti K
ovixamenvHou Hedocmamoyurnocmu [15].

Xponuueckuii acnepeunnes neekux. Ilpooonscumenvnocmo XAJI > 3 mec. Haubonee uacmoie
NYJIbMOHANbHBIE CUMIIMOMbL — NPOOYKMUBHbIU KAuleNb, 00bIUKA U KPOBOXAPKAHbE, NPOCPECCUBHOE
CHUDICEHUe N1e204HOU PYHKYUU, 0Owue — cyoghedbpurumem, 0owas ciabocms U CHUNCeHUe Maccvl meid,
CHUICEeHUe MONePAHMHOCMU K HA2PY3KAM, OMCYMCmeaue Uiy HenoHblil Omeem Ha NOJHOYEHHbIL KYpC
aHmMubaKmepuanbHoOU mepanuu wWupoko2o cnekmpa oeticmeus. XAJI uacmo npunHumarom 3a
obocmpenue MB, obycnosnennoe bakmepuaibHuiM 8030youmenem, U HA3Ha4arom Hedpoexmusnyio 6
IMUX CLYYASAX Mepanuio aHmubaxkmepuaibHulMu npenapamamu pezepsa [15,17,18].

Ilpoenos: XAJI nHepeoko ouacnocmupyrom no30HO U JedeHue Nnposoosm Headekeamuo. bes
nevenuss XAJI npusooum k yxyoweHuro kayecmea i#cusHu nayuenmos ¢ MB u ysenuuenuio 1emanbHoCmu.
Jlemanvnocms npu XAJI 6 nepgvie 6 mecsayes nocie ouacnosa cocmasisem 15 — 30%.

Haubonee wacmas HenocpedcmeeHHaﬂ npuduHa cmepmu — jleco4Hoe KpoeomeieHue.
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2. IluarHocTuKa 3200/ eBaHNS WIN COCTOSIHUSA (Tpynnbl 3200/1eBAHNH HJIH
COCTOSIHMIi), MEAULMHCKHE MOKA3aHUA M NIPOTHBONOKA3AHUA K IPUMEHEHHUIO

METO0B JHATHOCTHKH

Jluaenoz MB noomeepocoaemcs npu  Haiuduu  00HO20 UAU  OOnee  XAPAKMepHbIX
Genomunuueckux npossienuti MB 6 couemanuu ¢ dokazamenvcmeamu Hapyutenus pyukyuu MBTP,
MaKkumMu Kak: 6blseleHue KIUHudecku sHauumvix mymayuu cena MBTP npu cenomunuposanuu uiu
yeenuyeHue yYpoeHs XI0pUOO8 6 cekpeme NOMOBbIX dcele3 nayueHma. [ns peuienus npoodnem
ouaenocmuxu MB Oviiu pazpabomarnvl Kpumepuu, CO2LACHO KOMOPbIM 00s3amenvHbim 011 MB
ABNAEMCA HATUYUE XAPAKMEPHO20 KIUHUYECKO20 CUHOPOMA NIIOC OO0KA3AMENbCME0 KaK020-1Uub0
HapyuwieHus QYHKYUU XJI10pH020 KAHAIA OOHUM U3 MemOO0s.

B nacmoswee epems cyuwjecmeyem HeckoibKo 6apuanmos ouacHocmuueckux kpumepues MB,
KOmMopviMu noiv3yromces cneyuanucmol [1,2].

Haubonee pacnpocmparneno ucnonvzosauue OuazHOCMU4ecKUX Kpumepues, YmeepiHCOeHHbIX
Eeponeiickumu cmandapmamu u HQyuoHaIbHLIM KOHCeHCycom (mabauya 5) [1,22].

Tabmmpma 5. JluarHoctuueckue KpUTEpHUM, YTBepkIeHHble EBpomneiickumu crangapramu 2014 rona,
nepecmoTp 2018 roga [22,38] u HanMOHAIBHBIM KOHCceHCycoM (2016) [2].

[TonoxxutenbHbIN pe3yapTaT MIOTOBOTO TeCTa M/WJIM
e mytaruu MBTP (CFTR), Be3biBatomue MB (cormacHo 6a3e CFTR-2 http://www.cftr2.org)

n

HeonaranpHas rHIEpTPUIICHHOTEHEMHUS

Nim

XapakTepHble KIMHUUYECKUE TPOSIBIICHHS, TaKHe Kak TUPQy3HbIe OPOHXO0IKTA3BI, BHICEB U3 MOKPOTHI
3HauuMon it MB matoreHHO# MHKpOGhIOpsl (0COOCHHO CHHETHOWHOW IMajOvKH), 3K30KPHHHAS
MaHKpeaTHYecKas HeJIOCTaTOYHOCTh, CHHIIPOM IIOTEPHU COJIeH, OOCTPYKTHBHAS a300CHEPMHUS

uaznocmuka 00mypayuonHol KUuuieuHoll Henpoxooumocmu (6 m.u., MEKOHUEB020 U1EYCA)6
nepuooe Ho8OPOIHCOCHHOCMU

Kuweunvie npossnenus mykosucyuoosa 6 nepuooe HO80POICOEHHOCMU MO2YM CEOOUMbCA He
MOJILKO K (hOPpMUPOBAHUIO MEKOHUEB020 uneyca. Takace MyKosucyuoos moxcem 6vims OUacHOCMuUpo8aH
Y nayueHmog ¢ GHympuympoOHOU nepgopayuerl MOHKOU KUWKU, NPUSHAKAMU NEPEeHeCceHHO20
BHYMPUYMPOOHO2O IHEPOKOAUMA (6HYMPUYMPOOHOe hopmuposanue cnaex, NepumoHum) u npu

HapyuweHuu npoxoouMOCmu MoiCmol KUK, NPU HOPMAIbHOM (hOPMUPOBAHUU ee HEPEHO20 annapamad.

Aumenamanvnaa — onucanuvie 3a001€6aHUS OMHOCAMCA K NO30HUM qbemonamu}w, nosmomy

B03MOJMCHbIE NPOAGNIEHUSL MO2YM Oblmb eu3yanuzuposanslt 8 III mpumecmpe. Ilpu nanuyuu y niooa no
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oannvim Y3U npuznarkos eunepaxoeenHoco KuueyHuKka yenecooopasno nanpasums pooumeneil na JJHK
OUACHOCMUKY MYKOBUCYUO03A — NOUCK HAUDONee 4acmuvlx Mymayuil, a pebeHKa npu podcoeHuu — Kax
COCMasAWe20 2pynny pucka no MEKOHUeBOMY UNEYCy U KUUUEYHOU HenpoxXooumMoCcmiu.
Ilocne poscoenua — ouazHocmurka KUMEUHOU HENnpoOXOOUMOCU U OCJIONCHEHULL 8 COOMBEMCMBUU C
KAUHUYECKOU NpAKmMuKou Nayuenmos ¢ MEKOHUEeBbIM UNeYCOM, O00A3amenbHasl KOHCYIbMAayus
cneyuanucma no - MYKOBUCYUOO3Y, npogedeHue nomosoi npoowl, JHK-ouaenocmuxu. Ilpu
HEBO3MOICHOCIU NPOBeOeHUsL NOMOBOU npobbl — obszamenvras JJHK-0ouaenocmuxa [22].
Huaznocmuxa Ilcesdo-bapmmep cunopoma y nayuenmos c MB

lIcesoo-bapmmep cunOpom ouazHoCmupyemcs Ha OCHOBAHUU HAIUYUA Y peDeHKa YCMAHO08IeHHO20
ouacnoza «MyKosucyuoos», XapakxmepHou KIUHUYeCKoU Kapmuhusl (cm. pazoen 1.6 «Knunuueckas
KapmuHay U  OUOXUMUYECKUX USMEHEHUl: 2UNOHAmpuemul, UNOKATUeMUU, 2UNOXJIOpeMuUl,
Memaboauueckoeo anxkanosa [2].
Juaznocmuka acnepzunine3a npu MyKoGUCHUOO03€e CLOJHCHA U HePeOKO 3anazovléaen, NOCKOIbKY MHO2UE
ouazHocmuyecKue Kpumepuu nepecekaiomes ¢ MunuyHblMu nposeieHUsIMU OCHOBHO20 3a00.71e8aHUSL.
s nocmanosku 0OuacHo3a Heobxo0UMo KOMNIEKCHOE CReyualu3uposantoe oociedosanue (maou 6,7).

Tabénuuya 6. Juacnocmuueckue kpumepuu ABJIA coenacno xoucencycy @onoa MB (2003) [39].

* yxyouleHue medenusi MyKogUCYUO003a: Kauieib ¢ MOKPOmMou, cooepacauielt ciuzucmsie npooKu,
o00vluKa, npucmynvl yoyuibs, cuudcenue XKEJI, ODBi1, ocmpoe unu nepcucmupyrowee
VXyOuleHue COCMOsIHUSA, He C8A3AHHOE C OPYeUMU NPUYUHAMU,

* yposenv obwezo IgE> 500 eo/mn,

* Hanuuue cneyuguueckux Aspergillus IgE unu nonosxcumenvuas KoXCHas npooa ¢ AaHmu2eHom
Aspergillus;

* Hanuuue cneyuguueckux Aspergillus IgG,

* usmenenus Ha penmeenocpamme uiu KT, peghpakmepnvie k «cmanoapmuouy mepanuu

[12,40].

Tabauya 7. Juacnocmuueckue xpumepuu XAJI coenacno pykogoocmey no OuacHoCmuke u JieYyeHUuo
Xpornuueckozo acnepeunnesa (2016) [2].

Vxyowenue meuenus MB, omcymcmeue unu menonmwiii omeem Ha 2-4 —HeOdenbHblll KypC
AHMUOAKMepUaIbHOU Mepanuy WUUpOKo20 CREKMpa Oeticmeus

V74
nanuyue KT NPUSHAKO6 XPOHUYECKO20 acnepcujiie3d jl1ecKux,

Hanuuue cneyuguueckozco IgG k Aspergillus 6 coigopomke kposu, svisagnenue muyenus Aspergillus
8 OKPAWIeHHbIX MA3KAX U/Unu 8 OuoncuuHom mamepuare, unu gvioenrenue Aspergillus spp. npu
nocese buoncutinozo mamepuana, BAJI, mokpomut [41].
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Juaznocmuka yupposa neuenu y nayuenmos ¢ MB:
o [llosviuenue ANAGHUHAMUHOMPAHCPeEPasbl, acnapmamamuHompaucgepazol u

eammaznromamuimpancgepasvi, 8 meuenue Oonee, yem 6 mecayes Npu UCKIOUEHUU OpY2UX
npuuun  [42,43] (cnedyem yuecmvb, umo OaHHble NOKA3AMENU UMEIOM HeBblCOKYVIO
cneyughuuHoCms Y NAYUEeHmMo8 ¢ KUCMO3HbIM GUOPO30M (MYKOBUCYUOO30M)),;

o [Ilanenamopnoe ygenuuenue pazmepos neueHu u ceae3eHku [43];

o Yoaunenue npompomobuno8o2o (Mpomooniacmurno8020) 8pemeri 8 Kpogu uau 6 niasme [43,89]
o Xapaxmepnas Y3H-kxapmuna (HeoOHOPOOHAs 5XO2EHHOCMb NAPEHXUMbL, MAHCUCTOCTD,
3aKpyenienue neyeHoYHo20 Kpas, Npopacmanue COeOUHUMENbHOU MKAHU 6 80pOma nedenu),
8blsABIEHUE UOLIMOUHOU CBOOOOHOU HCUOKOCTU 8 OPIOWHOU NOJOCIU KAK NPUSHAK ACYUMA
[44,45,46]; o ObeoHnenue 6eno3H020 KpOBOMOKA U Gopmuposanue NpusHaAKo8 NOPMAibHOL

eunepmensuu no oanuvim Y311,

o [Ilpuznaxu ¢opmuposanus gudbposa/yuppo3a no OAHHLIM HENpIMOU I1ACMOMEMPUU NeUYeHU C
oyenkou cmenenu Quoposa no mopgonocuneckoi kiaccupuxayuu METAVIR ([Ipunoscenue
12):5 cmaouii pubposa - om 0 00 4, 20e FO - omcymcmeue ¢ubposa, F1 - nopmanvusiii pubpos
(36e30uamoe pacuupenue NOPMaAlbHLIX mpakmos) besz cenm, F2 - nopmanvuuiii ¢hpudbpos u
eouHuunsle cenmol, I3 - nopmanvuwiii hubpos u muoscecmsennvle cenmol 6e3 {11, F4 —yuppos
neuenu [47];

O Buisgnenue 8apuKo3HO-pACWUPEHHBIX 6€H NUWe8ooa U dceryoKka npu  NnpoeodeHuu
ouaenocmuyeckou PIIJ]C.

o Tascecmv u cmenens Komnencayuu MB-accoyuuposanno2o yupposa nevyeHu 8 KIUHUUECKOLL
npaxkmuke npogooumcs no kiaccuguxayuu Yaiino-Ilvro (Child-Pugh)(Ilpunoscenue I'3)
[48,49].

Jluazcnocmuyeckue Kpumepuu MyKoeucuyuoo3-3a8ucumozo caxapruozo ouavema (M3C/]):
2UnepaIuKemMust Hamowjax (ypoeeHs 2nioKo3sl Naazmvl Hamowjaxk >7,0 MMOAb/1) unu «OuabemudecKuiiy
ypogens 2ntoko3vl Kposu 6 xooe CI'TT (npu ypogue 2ntoko3vl naasmol Hamowax <7,0 MMoab/ u 21oKo3bl
nuazmol uepes 2 uaca 6 xode OI'TT >11,1 mmonv/n), unu nocmMnpaHouanbHAs unepeiuxKemus,
onpeoenaemas HenpepwvleHbiM MOHUmMopuneom 2nokozvl (CGM) npu omcymemeuu cumnmomos [50].
Juacnocmuka ocmeonoposza y nayuenmoe c¢ MB esxnouaem oyewKy KIUHUYECKOU KAPMUHDI,
penmeenodencumomempuio (Ilpunoscenue I'4), nabopamopHvie Memoovt UCCIe008aAHUSL.

Jluazcnoz ocmeonoposa npu MB cmasumcs npu Haauduu:
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o I u Oonee KOMAPECCUOHHBIX NEPEIOMO8 mell NO360HKO8, KOMOpble He CBA3AHbl C
8bICOKOIHEP2EMUYECKOL MPABMOLL UNU JIOKATbHBLIM 3A00]1e8aHUeM, NPUBOOAWUM K USMEHEHUIO
munepanvrou niomuocmu kocmu (MIIK). [lpu Hanuuuu KoMnpeccuoHHbIX Nepeiromos N0360HKO8
0J1s1 NOCMAHOBKU OUACHO3A OCEeOnopo3a He mpebyemcs, ymoowl Z-kpumepuii ovin < -2 SD. uiu

o Kaunuuecku 3nauumoeo anammesa nepenomos u MIIK no Z-kpumepuro <-2 SD (cmanoapmmole
omxnonenus). Knunuuecku sHauumbvlii anamues nepeiromos — 3mo:

1) 2 u 6onee nepenomos onunnsix Kocmeti 8 gospacme 00 10 nem;
2) 3 u bonee nepenomos ONUHHLIX Kocmell 8 1100om gozpacme 00 19 nem [51].

2.1 ’Kano0bl 1 aHAMHE3

Cm. pazoen 1.6 Knunuueckas kapmuna.

2.2 PuzukajabHoe 00CaeT0BAHUE

Pebenky c nooospenuem na MB credyem nposecmu noinoe @usukaibHoe oociedosanue, m.x.
npu 2Mom 3a001e8aHUU UMEIOMCS MYIbMUOP2AHHbLE NPOSABIEHUS.
Cm. pazoen 1.6 Knunuueckas kapmuna.

2.3 JIaGopaTopHbIe JTHATHOCTHYCCKHE MCCIAeT0BAHUS

Tecmul 0151 ycmanogienus Ouazino3a MyKoGUcuuo03

0 Pexomenmyetcst MpOBeIEHUE CKPUHUHTA HOBOPOXKICHHBIX HAa MYKOBUCIHUIO03 (HEOHATATbHBIN
CKPUHUHT, KOMIUICKC UCCIICIOBAaHUH JIJISl IMATHOCTUKHA MYKOBUCIIHJI032), TaK KaK PAHHEE BHISBICHHUE U
CBOCBPEMEHHOE HAYaJI0 TEepPaluy TIO3BOJISAET TIPEAYNPEAUTh PA3BUTHE TSKEIBIX OCIOKHEHUH,
yIaydlIaeT Moka3aTenu (U3MUECKOTO DPa3BUTHUS, 3aMEJISeT TEMIbl CHUXKEHHS (QYHKIMH JIETKUX,
CHUXKAET MOTpeOHOCTh B rocniuTanu3anuu [ 1, 52,53,19,30,2,22,54].

YYP-B,YIA-2).

KommenTapmii: /Iposooumcs 6 Poccutickoii @edepayuu y 6cex HOBOPONCOEHHDIX.

Ilpomoxkon ckpununea ¢ P® exnouaem 3 obsazamenvuvix smana: MPTI, UPT2, nomosas npoba
(mabauya 8). Ha nepsom smane 6 kpoeu H080podCOeHHbIX (4-5 OeHnv y OoHouwieHHbIX, 7-8 Oenb y
HedoHouleHHblX) onpedensemcs ypoeeHv HMPT. Bzamue o006pasyoé Kpoeu ocywecmeniemcs 8
coomeemcmeuu ¢ Ilpuxazom Nel85 om 22.03.2006 "O maccosom o6ciedo8anuu HOB0POIHCOEHHBIX
Ooemell Ha HacneocmeeHnvle 3aoonesanus’”. [lpu npesviuenuu nopocosoco yposua MPT npoeooumcs
pemecm ua 21-28 Oenv orcusnu. Ilpu nonodxcumenvHom pemecme Npo8OOUMC NOMO8as npooaq.
Ilosumusnas nomosas npoba pacyeHu8aemcs Kaxk HOLONCUMENbHBIL pe3VIbmam CKpUHuHed, U

nayuenma nHanpasnsaiom 6 Llenmp mykosucyuoosa (nmubo npoguibHoe omoenenue). [{emu c MeKOHUebLM
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uneycom nezasucumo om yposus UPT nyscoaromes 6 nposedenuu nomogoti npoobl Uz-3a 603MOHCHO20
V HUX JI0JCHO ompuyamenvhozo pesyromama [2,22].

Onmumanvhsle cpoKu YCMAHOBKU OUACHO3A U HAYANA HAONIOOeHUs NAYUeHMd, BblA8l1eHHO20 NO
npocpamme HeOHAMAIbHO20 CKPUHUHEA - nepavle 2 mecaya scuznu [2,22].

Obcnedosanue u HabAOOEHUEe HOBOPONCOEHHLIX NO HPOSPAMME MACCOB020 CKPUHUHEA OOIHCHO
npo8ooUmMbCs ¢ COONOOeHUEM NPUHYUNOE NPOPUIAKMUKU NEPEeKPEeCMHO20 U BHYMPUOOIbHUUHO2O
UHDUYUPOBAHUS, ONMUMATLHO AMOYIAMOPHO UL 8 YCII08UAX OHe8HO20 cmayuonapa [2].

Tabaunna 8. Oranel HeoHatanbHOro ckpruHuHra B Poccuiickoit ®@enepanuu (Ilpukas Nel85 ot

22.03.2006 «O maccoBoM 00CI€I0BaHMH HOBOPOJKICHHBIX JIETEH HA HACJICICTBEHHBIC 3a00JIEBaHUSY).

[ stan Ha 4-5 genp y nonHouieHHoro (Ha 7-8 —i — y HEJIOHOILIEHHOTO)
HOBOPOXAEHHOIO — ONPEIeJICHUE UMMYHOPEAKTUBHOTO TPUIICMHA
(MPT) B BeICYIIICHHOH KaIljie KPOBU

II aran [Tpu nonoxutensHOM pe3ynbrate (cut-off>99,5 nentuns) na 21-28-i
JIEHb MOBTOPHBIN TecT Ha PT

III sTan [Tpu MONOKUTETEHOM pe3yabTaTe — HOTOBAs Ipoda

IV stan [Tpu morpaHu4YHOM pe3yibTaTe MOTOBOM MPOOKI — AOMOIHUTEIbHBIE

MeTo bl 00cnenoBanus, Bkitouas JJHK-nuarnoctuky, onpenenenue
Pa3HOCTH KHUILIEYHBIX MOTCHIIMATIOB U JPYTHE.

u| JUis ~ MUarHOCTUKM  MYKOBHCLHI03a PEKOMEHAYETCS MPOBEACHHE IOTOBOM  IPOOBI
(uccnenoBaHue YpPOBHS XJIOPHAOB B IOTE, KOMITJIEKC UCCIIEIOBAaHUH AJIs TMarHOCTUKYA MYKOBUCITUA03a). s
YCTaHOBJICHUS IUarHO3a HEOOXOUMO IMOTYIHTh KaK MUHUMYM 2 MTOJIOKHTEIBHBIX Pe3yIbTaTa.
[ToToBas mpoGa MOXeT ObITH pOBeieHa peOEHKY B Bo3pacTe 48 yacoB ¢ BECOM He MeHee 2 KT
[1,2,22,55,56].
YYP-B,YIA-2).
Kommenrtapuu: Ilomosas npobda senisemcs «3010MmulM CIaHOapmom» OUASHOCMUKU MYKOBUCYUOO03d,
NnpPOBOOUMCSL KAK MUHUMYM 08adxcobl. B P® ucnonvsyromes 2 Mmemoouxku nomoeozo mecmad.
1) Knaccuueckuii npsamou memoo onpeodenenus 31eKmpoIumHo20 cocmasa noma (Xiopa uiu
HaAmpus) Memooom NULOKAPNUH06020 d1ekmpoghopesa no ['uocony u Kyky (1959 2.). Hopma — oo 30
MMOb/, noepanuyHvle 3Hadenus: 30-59 Mmonv/1, nonoxcumenvusiil peyiomam - 60 Mmov/ 11 u evluue
(npu Hasecke noma He menee 100 me) [1,2,6,38,]. Iloxazamenu xnopuoos eviwe 150 mmonv/n
00HCHBL OBbIMb NOOBEPSHYMbI COMHEHUIO.
2) Ilomosas npoba nymem onpeodeneHus npogoOUMOCHU HOMA C NOMOWbIO CNEYUATbHBIX

NOMOBbIX AHANUZAMOPO8 KOppeaupyem ¢ onpeoeneHuem YPO8Hs XI0puoo8, no3eojsem NOaYYUmsb
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aoeksammuulil pe3yibmam npu Koauvecmee noma 6 oopaszye — 3-10 mxa. Ionyuun wupokoe
pacnpocmparenue npu HeOPEHUU MACCOB020 CKPUHUHSA HOBOPOIHCOCHHDIX.
1Ipu onpedenenuu npo8oOOUMOCHU NOTONHCUMENbHBIM PE3YTbIMAMOM OJisi MYKOBUCYUOO03Ad CHUMAemCs
noxazamens. eviue 80 Mmonv/n; noeparnuunvim 3Haveruem — 50-80 mmonv/n; Hopmanrbhvim — 00 50
mmonw/n. Iokazamenu nposooumocmu gvtute 170 MmO/ OONIHCHBL ObIMb NOOBEPSHY MBI COMHEHUTO.
Bpems coopa noma ne oondicrno npesviuiams 30 MUuHym, MUHUMATLHO OORYCMUMOE KOIUYeCm80 Noma —
75-100 me (15 mrn 6 konnexkmope “Macroduct”), ckopocmes nomoomoeneHus 00IHCHA ObIMb He MeHee
1 emP/mun [22]. Obszamenvubim A61semcs npedeapumenvHoe MuamenvHoe OYULeHUe KOICU
nayuenma [2]. Ocoboco eHumanus mpebyem NOO20MOBKA KONCU Y NAYUEHMO8, ONUMENIbHO
HAX0O0AWUXCSL 8 CMAayUoHape.
Ilozpanuunsle pe3yromamol ROMOGOI RPOObL.
Bosmoorcnvie npuyunsl nocpanuunsix pe3yibmanmos nomoeot npoowl: o
Hnousuoyanvuvie ocobennocmu y n00eti 6e3 MyKosucyuoosd, 0COOEHHO Y 83POCIbIX O
Henpasunvnas noocomosxa k npobe
o Hocumenvcmeo  «msexkuxy mymayuti npu mykosucyuoose [22] Pexomenoayuu: o
UCNONIb308AHUE PAZHBIX MEMO008 onpedeiieHUs X10pUO08 Nomd, NOSMOPHbLE UCCLe008AHUSL
o pacuwupennvii JJHK-ananus (cexeenuposanue 2ena);

o pacuiupentnoe  KIUHUKO-1A00pamopHoe u UHCmMpyMenmaivHoe 00Cn1e008anue:
Konponozuuecroe uccnedosanue u Onpedenenue akmusHoCmu NAHKpeamuyeckot snacmasvi-1 6 xaze,
INEKMPONUMBL 8 OUOXUMUYECKOM obOujemepanesmuyeckom auanuze kposu (HMccreoosanue ypogus
Kanus 6 Kposu, Mcciedosanue ypoeHs Xi0puodog 6 Kposi), noced MOKpomvl/ Ma3oK ¢ 3a0Hel CMeHKU
enomku (Muxkpobuonozuueckoe (Kyibmypanivhoe) uccie0o8anue ciu3u ¢ MUHOAIUH U 3a0Hell CMEeHKU
2IOMKU HA adspobHble U GakyIbmamueHo-aHaspoonsvie Muxpoopearuzmvl, Mukpobuonozuyeckoe
(Ky1omypanvhoe) uUcciedosanue MOKpOmMvl HA  adpobHule U haKyibmamueHo-aHaspooHbvle
MUKDPOOP2AHU3MbL), DEHMeHo2paus opeanos  2pyOHOU KIemKu, Nazyx Hocd, CHepMOSpaMMma; O
Habnooenue 8 yewmpe MyKOSUCYUOO03d 00 OKOHUAMENbHO20 NPUHAMUA peuleHus o ouacHoze. He
CHUMAIOMCSL C y4ema, NoKa OUudzHo3 He 6yoem UCKIIOYeH;

o MemoO onpedeleHusi pa3sHoCMU HA3ATbHLIX NOMEHYUAN08 UNU USMepeHUe INeKMPULecKo20

moka 8 buonmame KUWKU, ompaxcaowjue HapyueHue yHKyuu XiopHo2o Kanaia*.
Ilpumeuanue: *B kauecmee OONOIHUMENLHO2O MeCmMa NAYUEHMAM C NOOO3peHueM Ha

MyKOGMCMM@OS’, 0COOEHHO 8 COMHUMENbHBIX CIYHasxX npu nOCPAHUYHbIX 3HAYEHUAX NOMOB020 mecmada,
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npu Heebzpa:)fcenﬂoﬁ CUMRMOMamuKe u/unu npu HeNnoJIHblX Kl1aCCU4YeCKUx npos6leHUAX bonesnu
Modicem Obimb peKOM€H00€aHO npoeec)eHue uccieodo8anus pasHocmu KUEYHRblX NOMERYUA106

[1,2,6,38,57].
Coenacno cmanOapmuviM ONEPAYUOHHBIM NPOYeOYypam, Oaf UBMEPEeHUs PA3ZHOCMU KUULEUHbIX

NOMEHYUANI08 UCNONIb3VIOMCS PEKMAbHbIE OUONMAMbl, NOJYYEHHbIE NPU PEKMOPOMAHOCKONUU. [{ns
npoeedenus UCCIe008aHUusi HeobXooumo He Mmenee 4 obpasyos 6uonmamos. Pexomenoyemvie
peepenmuvle 3HaueHus (KOHMPOIbHbIE NOKA3AMENU 300POBbIX TH00€ll) NPU UCNONb308AHUU MEMOOd
OPKII ¢ P®: niomnocms moxa kopomxozo 3amvikanusi (AISC) 6 omeem na 66edenue amunopuoa
(CMuMYIAYUA HAMPUEBLIX KAHATIO8) 8 KOHMPOLLHOI 2pynne cocmasuna 8.98+3.42 uA/cm?.
Uszmenenue AISC 6 omeem Ha 8gedenue popckoruna (Cmumyasiyus Xa10pHuIX KAHAI08) COCMABUILO
25.78+4.41 uA/cm’. B omeem na esedenue cucmamuna AISC usmensemcss 6 RONOACUMENLHYIO
CMOPOHY, Ymo ompasicaem 6xo0 UOHO8 Kanus 6 kiemku. Ilpu smom niomnocms moka cocmasuna

101.68+10.99 uA/cm*[58].

O PexomenoBaHo MMPOBCACHUC MOJICKYIIIPHO-ITCHCTUYICCKOT'O HCCIICOOBAHUA JJIA

uaentuukanuu myranuii reaka MBTP (CFTR) (MOREKYISIpHO-TE€HETHUECKOE UCCIICTOBAaHUE MYTaIlHii
B rene CFTR (MyKOBHUCIIH/I03) B KPOBH, KOMILIEKC HCCIICIOBAHUMN JUIsI TMATHOCTUKHA MYKOBHCIIH1032)
I10 MOKA3aHMsIM:
1) HoBopoxaeHHbIM ¢ nooxkuTenbHbIM MPT 1 monoxxuTenbHbIMU WIIM TOTPAaHUYHBIMU 3HAYEHUSMU
MIOTOBOM MPOObI, MEKOHUEBBIM UJIEYCOM
2) JlronsM € TOTPaHUYHBIMM 3HAYEHMSAMH TOTOBOM mpoObl (cM. Pasgen «JluarHoctuka
MYKOBHUCIIH1032))
3) INauueHTaM ¢ KIMHUYECKUMU MPOSIBICHUSIMU KJIACCHYECKOT0 MIIM MOHOCUMITOMHOrO MB
4) Ilpu CFTR-accouuupoBaHHbIX 3a0o0jeBaHMsIX (MaHKpEaTHT, BPOXKAECHHOE JIBYCTOPOHHEE
OTCYTCTBHE CEMSIBBIHOCSILIETO IPOTOKA/O0CTPYKTUBHAS a300CTIEPMUSI)
5) PoncrBenHukaM nanueHToB ¢ MB (11151 onpeniesieHus cTaTyca HOCUTEIbCTBA M0 KEJTaHUIO)
6) XKenmuuaMm mnocne poXJIeHUS NEpBOro pedeHKa ¢ MYKOBHUCLUHIO30M, a TaKKe BO BpeMs
MocNeAyomuX OepeMeHHOCTE! pu HaTMYUK pebeHKa ¢ MyKOBHUCIIMI030M
7) Ilnox na 10-12-i1 nenene npu nogo3penuu Ha MB (mipu Hanmuuu cubca ¢ MB) unu oOHapyxeHuu
TMIIEPIXOTeHHOT0 KUILIEUYHUKA MpH Y 3-00ciIe10BaHuN
8) Honopam ramer u 5MOpuoHoB B mnporpammax OKO (OKO-MKCH), BHyTpuMaTOuHOM

HMHCEMHUHAIINN
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9) CymnpyXecKuM IMmapaM ¢ BBICOKMM TeHeTHUecKuM pruckoM MB, sxenaromum npoiita SKOIIT'T MB

JUIs TpeAOoTBpallleHus poxkaeHus pebenka ¢ MB (mpu oTCyTCTBHM HpPOTHBOINOKA3aHUM U

orpanudeHui) [2,22,59].

YYP-C, VI -5).
Kommenrtapuun: Krunuueckyro 3HauumMocmes OOHAPYICEHHLIX 2€HEMUYEeCKUX 6apuaHmos cieoyem
VYCMaHasusams ¢ yyemom pexomenoayuti Koncencyca [2], nocmosuno 00Ho61s1€MbIX 63 OAHHBIX:
[60].
Cmpamezua monekynapmno-cenemuueckou ouaznocmuxu MB exknwuaem neckonvko smanos. Ha
nepeom smane nposoOUMCs NOUCK BAPUAHMOS, Haubolee YACMbIX 8 NONYIAYUU, K KOMOPOU
npunaonexcum oocrnedyemvii [2].
Ha emopom 3mane npogoosm pacuupenHvlii Nouck Oonee peoKux 6apuanHmos, UCHOIb3Ys
cexsenuposanue no CoHeepy UIU BbLCOKONPOU3800umenvHoe cexgenupoganue cemoma (MPS/NGS).
Ananusz exnrouaem ucciedosanue eceil Kooupyoweu nocieoosamenvHocmu eena CFTR (27 3k30H08),
obnacmeti K30H-UHMPOHHBIX coedunenuti, 5'- u 3’- Hexooupyiowux obracmet (0o 200-300
HYKIeoOmuoos), a makdkce, JHCENAMENbHO, 2NYOOKUX UHMPOHHLIX ob1acmet, 20e pPachON0NCEeHbl
8apUaHmMuvl ¢ 00OKA3AHHOL NAMO2EHHOCIBIO.
Ipumeyanue: npumenenue 0anHo2o memooa Heobxooumo npu HaznaveHuu CFTR-mooynamopos c
Yenblo UCKTIOYEeHUs] KOMNIEeKCHbIX allellel, GIUAIWUX Ha d¢gdexmuenocms mepanuu
Tpemuii 3man. OObluHbLIMU CKAHUPYIOWUMU MEMOOAMU, 68 MOM YUCTe CEeKBEHUPOBAHUEM, MONICHO
8bIAGUMb  HAPYUWIEHUS  NOCAe008AMENbHOCIU — 2eHA,  HEe3HAYUmenbHble N0  NPOMSANCEHHOCU.!
HYKJleomuonsle 3amensl, Hebonvuiue oereyuu/uncepyuu. llepecmpotiku, oxeamuvléaioujue HECKOIbKO
9K30HO8/UHMPOHO8, MAKUMU MemoOamu He gblasnsaiomcs. Pexomendyemces ucnonvzosamo ciedyoujue
mexnonoeuu:. MLPA — mynomuniekchyro aueasHyrlo 30H008y0 amnauguxayuro aubo QFMP —
KonuyecmeeHHyro gyopecyenmuyto mynomuniexcuyro ILP [22,30,61].
Tpebosanus k nabopamopuu, npogooswel anaiuzvl Ha namozeHuvie gapuaumel 2ena CFTR,

usnooicenvt 8 Koncencyce [2].
Coenacno oannvim Eeponeiickozo koncencyca no MB, nposedenue pacuiupenno2o MONEKYIAPHO2O
uccneoosanusi eena CEFTR noszsonsiem eviseumov namoeennvii sapuanm 8 98%. Imo moxcem Ovimo
CB8A3aHO UOO ¢ meM, YMO UCNOTb308AHHbIE MeMOObL He NO380IUNU NPOAHAIUSUPOBANb PE2UOHbL 2eHd,
20e pacnonazaromcs. Namo2eHHble 2eHemuyecKue 8apuanmel, 1ubo ¢ seleHuem O0OHOPOOUMENbCKOU

oucomuu, 160 ¢ penoxonuamu MB [22].
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Ipouue nabopamopnvie ucciedo6anus, NPOGOOAMUEC RPU OUAZHOCHIUKE U 8 npoUecce OUHAMUUECKO20

Habaoenus

*  PexomeHmoBaHO mpoBeneHHE BceM mManueHtamM ¢ MB o0miero (KJIMHHYECKOTO) aHalu3a KPOBU
Pa3BEPHYTOTO C LEIbI0 OPUEHTUPOBOYHON OLEHKH BOCHAIIUTEIBHOIO ITPOLIECCA, KOHTPOJIS BIMSHUS Ha

IOKa3aTcCJIn KPOBU HpOBOIIHMOfI TCpaIiu U B KOMILIIEKCHOM OILICHKC HYTPUTUBHOI'O CTaTyCa

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

KomMmenTapuu: 6 cpedonem neobxooumas wacmoma nposedeHusi UCcie008anus — exceKeapmanbvho. B
pamkax obwjeeo (KIUHUYEeCK020) aHanu3a Kpoeu HeoOX00UMO. UCCIe008aHUue YPOBHA 00ue2o
2eM02100UHA 8 KPOBiUL, UCCLe008AHUe YPOBHSL S3PUMPOYUNOE 8 KPOBU, UCCIEO008AHUE YPOBHS NEUKOYUMO8
8 KpOBU, UCCIe008aHUE YPOBHA MPOMOOYUMO8 8 Kposu, OughghepeHyuposanHuvlii noocyem 1etuKoyumos
(netixoyumapuas Gopmyna), npocmMomp Maska Kposu Ol AHAIU3A AHOMAAUU MOpGhorocuu
IPUMPOYUMO8, MPOMOOYUMO8 U JIEUKOYUMO8, onpedeseHue Yeemosoco NOoKA3amess, onpeoeieHue
PA3Mepos IpUmpoyumos, UCCcie008anue CKOpoCmu 0Ce0anus 3pUmpoyumos.

*  PexomeHnmoBaHo mpoBeAeHHE OOMIEr0 (KIMHUYECKOT0) aHalu3a MOYM BCEM MallMeHTaM ¢
MYKOBHCII/IO30M TIpM TE€PBHUYHOW JHMArHOCTUKE W JUHAMHYECKOM HAOJIOJCHHH C IIEJIbI0
CBOEBPEMEHHOTO BBISBIICHUS TOPAKEHUS MTOYEK [65].

YYP-C,YAA-5)

KommenTapmii: kpamnocmo uccnedosanus — He pedxce 1-2 pas 6 200, npu Heobxooumocmu - yauje
Onpenenenue HATUYMSA MAHKPEATHYECKOH HEIOCTATOYHOCTH

*  Pexomenmyercs mpoBeneHue 1aOOPaTOPHBIX TECTOB JUIS ONPESNICHHS CTENIEHH TAHKPEaTHIeCKON
HE/I0CTaTOYHOCTH BCEM MallUEHTaM C OJJ03PEHHEM Ha MYKOBUCIIM/103 U AIIUEHTaM C MyKOBHCLUI030M
(ompeneneHne aKTUBHOCTH TAHKPEATHYECKOW dmacTta3pl-l1 B Kame), CTENEeHH KOPPEKIUU
MAaHKPEaTUYeCKOM  HEeIOCTaTOYHOCTH —  KOINPOJOIMYECKOE HCCIIEOBAaHUE C  ONpe/elIeHUEM
HEHUTPaJIBbHOrO Kupa B Kaine [1,2,22].

YYP-C, YA -5).

Kommenrapuu: y nayuenmos ¢ coxpanmoti ¢hyHkyuell nooxcenyOouHol dicenezvl Onpeoenenue
AKMU8HOCMU NAHKPeamu4eckotl 21acmasvl-1 6 Kanie npoeooumcs exce200Ho.

Cpeonsis yacmoma ucciedo8anuii y nayueHmo8s ¢ MyKogucyuoo3om npuseoena 8 Ilpunoscenuu 7.
Mukpobuonozuueckan ouaznocmuka

*  Pexomenmyercs BceM MamuMeHTaM C MYKOBHCIUAO030M (WM C TIOJO3PEHHEM Ha MYKOBHCITHJIO3)

MI/IKpO6I/IOJIOFI/I‘-IeCKOC HCCIICAOBAHUC MOKPOTHBI (HHI{yquOB&HHOfI MOKpPOTBI WK TpaxCaJlbHOTO
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acmuparta), Wi, B HCKIIOYUTEIBHBIX CUTYalMsIX (1)1 MIIaJeHIIEB), OpodapruHTEaIbHOTO Ma3Ka W/UIH
KHUJKOCTH OpPOHXOATBBEOJISIPHOTO JlaBaXKa JUIsl HUIACHTU(UKAIMKA TIATOT€HA/-OB M ONpPEICICHHUS
9yBCTBUTEIHLHOCTHU BhIICTICHHONU MUKpodopsl [1,2,6,22].

YYP-C, VIO -5).

Kommenrapuu: /Hccnedosanue npoeooumcs npu nepeuyHol OudacHOCmukKe u 8 npoyecce
OUHAMUYECK020 HADIIOOEHUsl, 8 MOM HUCe, OJis1 KORMPOos dghghekmusnocmu mepanuu, He pedice 1 pasza
6 3 mec., no nokaszanuam - dawe. Taxoice nposooumcsi KOHmMpOJIbHOE UCCe008aHue nocie Kypca
AHMUMUKPOOHOU mepanuu npu 2oCNUmManu3ayuu Ui ¢ yeuvlo oyeHKu 3ggexmusnocmu nposedenus
spaouxkayuu  npu  nepeuyHoMm  evicege P. aeruginosa u  Opy2ou  2pAMOmMpuyamenbHol
anmubdbuomukopezucmenmuou gaopwl (uepes 7-10 oueti om nauana mepanui).

Ilpu  Xpouuueckou  2pamompuyamenvHolu  AHMUOUOMUKOPE3UCEHMHOU  ¢hiope

PEKOMeHOYemcs Hanpaeisames HA MUKpobuonosuueckoe obcredosanue OonvHblx nayuenmos ¢ MB 6
nepuoo npogedeHuUss 3PAOUKAYUOHHOU MEPANUU — eHCeMeCiIYHO C Yelblo OYeHKU d¢hdexmusHocmu
INUMUHAYUU 8030yOUmMenell;

Hanpasnams demeii 00 5 1em na ouaznocmuKky MUKpoOHot ¢hiopbsl, NOIYYEeHHOU C HOMOWBIO 271YO0K020
maska u3 3esa. Jna Oemeil cmapuwie 5-6-lemHe20 603pacma U 63POCIAbIX PEKOMEHOYemcsl
NPUOPUMEMHBIM CYUMAMb aHAIU3 MOKpOmbl. Y Oemetl ¢ NOIUNO3HLIM CUHYCUMOM — UCCIE08AHUe
PpeKoMeHOYemcs nposooums nymem NoyyeHus 21y00K020 Ma3Ka npu puHOCKONUU;

Ilpu Hanuuuu Henpou3eoIbHO20 OMXAPKUBAHUS V NAYUEHMOE CO CMAOUNbHLIM medeHuem OONe3HU
PEKOMEHO08AHO HANPABIAMb NAYUEHINO8 eAHCe200HO OISl UCCTIe008AHUS OUACHOCMUYECK020 Mamepuana
Ha evisienenue HTMDb. /[na ckpununea HTMDB HyoccHo ucnonv3oéamv nocevl u MA3Ku HA HALUYue

KUCTIOMOYCMOUYUBbIX Daxmepuii, Komopbvie Oepymcs u3 MOKpombl Nayuenma.

OCHOBHBIM  MUKPOOUONOSUHECKUM MEMOOOM OUASHOCTUKU OPOHXONE20YHOU UHMEKYUU s615emcst
KYIbMYPAbHbIL Memo0 C NOCeBOM PECNUpamopHulx 00pasy08 HA HeceleKmusHble, CeleKmueHble U
XpOoMoO2eHHble numamesibhvle cpeobl.
Llenecoobpasno nposedenue MUKPOOUOLOSULECKO20 UCCIeO08AHUSL PECNUPAMOPHBIX 00pA3Y08 No
peKomenoayuy 6paya 8 00HOU U3 1a00pamoputl SIKChepmHo2o yposhs no MB ne pexce 1 paza 6 200.
Basichvlm s67151emesi UCnoib308anue CeleKmuHbIX cped OJisl 8blOCNeHUsT MUKPOOPSAHUZMOS,
mpedyrowux 0codvie YCio8usi KyibmusUpOSanUst Uil OJisk 8blOCNeHUs. UX CREeYUDUUECKUX, CEI3AHHBIX C
MB moppomunos. Ocobenno ona B. cepacia complex, a maxoice S.aureus 6 sude gpeHomuna meiKux

xononutl [66,69].
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Jna nosviwenus eeposmuocmu evidenenus S.aureus y nayuenmos ¢ MB pexomendyemcs
UCNONL306aMb OOHY U3 CELeKMUBHBIX Cped — MACO CONeBOl dazap/iHcene30 Conegou azap uiu
XpomozceHHubvlll azap 015 S.aureus.

B cnyuae evioenenus SCVs ¢enomuna S.aureus ciredyem ucnoivzo8amv OONOIHUMENbHbIE
memoowvl uoenmughuxayuu (I1L{P, macc-cnexmpomempuro).

Ckpunune na MRSA nposodumv nymem npamozo noceéa Ouomamepuanrd Ha MNiOMHbLE
numameinbHble cpeobl, ¢ OANbHeUUM OnpedeleHUueM 4Y8CmMEUMeIbHOCMU BblOeleHH020 S.aureus K
yeghokcumuHy OUCKO-0UGh@dy3UOHHLIM MEMOOOM ULU NOCEBOM 00PA3YO8 HA XPOMO2EHHble CPedbl ONs
MRSA.

HUcnonvzoeanue cenekmuenvix cped (acap MaxKonku, acap Onoo, yempumuoHwvlii aeap c
Yempumuoom) modxcem nomousb 8 uoenmuguxayuu P.aeruginosa.

Jna nosviwenus seposmuocmu oonapyscenus B.cepacia complex 6 pecnupamoprom obpasye
om nayuenma ¢ MB cmpoco pexomenoyemcsi UCnOIb308aHUe CeleKMUBHOU cpedvl 0as B.cepacia
complex (BCSA unu opyaue nonumuxcur cooepicaujue cpeowl).

Ha cenexmusnwvix cpedax ons B.cepacia complex moocem dvims nonyuern pocm opyeux HI'OF
(B.gladioli, Ralstonia spp., Cupriavidus spp., Pandoraea spp., Inquilinus spp. u op.).

s ecex bakmepuii B. cepacia complex, uoenmughuyuposannulx ghenomunuueckumu memooamu
HA mMecm-cucmemax, nposecmu HOOMEEPHCOAOUWYI0 UOSHMUPDUKAYUIO MemOOaMU MONEKVIAPHOU
uoenmughuxayuu (Macc-cnekmpomempuu Uiy MoreKyIapHOo-eeHemui4ecKumMu Memooamu,).

Hoenmughuxayuro 00 poda murpoopeanusmos, omuocawuxci K Achromobacter spp.
PEKOMEHOYemcst NposooUms (HeHOMUNUYECKUMU MeMOOaAMU HA KOMMEPUECKUX MmeCm-CUCmemax.
Buoosywo uoenmugpuxayuro pexomendyemcs nposooums MONEKYIAPHLIMU Memodamu ( ¢ NOMOWbIO
MAcc-CneKmpoMempuy Uiy MOJLEKYIAPHO-2eHeMULEeCKUMU MemoOamu).

Hoenmughuxayuro S.maltophilia pexomendyemcs npoeooums enomunuiecKkumu Memooamu ¢
UCNONb308AHUEM KOMMEPUECKUX MEC-CUCTEM,).

Ha cenexmusnvix cpedax ons B.cepacia complex npu pymuHHOM MUKpOOUOIOSUHECKOM
uccnedosanuu moxcem Haoaooamocs pocm ovicmpopacmywux HTMB (haubonee uacmo M.abscessus),
umo  mpebyem nposedenus  UOeHMuuKayuu  MOAEKYIAPHbIMU — Memodamu (C  NOMOUWbIO
MACCCReKMpPOMeMpUY UlU MOTEKYIAPHO-2eHeMUYeCKUMU MemoOamiL).

Hoenmudghuxayuro H.influenzae credyem nposodums 6 coomeemcmeuu ¢ Pexomenoayusmu
«Onpedenenue 4y8cmeumenbHOCmMu MUKPOOP2AHUSMO8 K AHMUMUKPOOHbIM npenapamam», 2021 2.

https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, Memoouueckumu  pexomenoayusmu O/
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MUKpobuonoeos «Bvioenenue, uoenmuguxayus u onpeoeneHue 4y8CmeumenbHOCmu K aHmubOUuoOmuKam
Haemophilus influenzae», 2000 2o0a [67,68].

Jnumenvhocms uHKYOayUU NEPEUUHO2O NOCe8A HeoOX00UMA CPOKOM He MeHee 7 CYMOK C
eAHCeOHEBHbIM NPOCMOMPOM U UYUEHUEM BCEX BbIPOCUUUX U008 KONOHUL [69].

Hoenmugurayus MUKpoOpeaHu3mMo8 ¢ UCHONb308AHUEM KOMMEPYECKUX MeC-CUCTEM, MOXHCEm
nompe608amuv NPOIOHSUPOBAHHO2O Nepuooa uHKyoayuu (0o 48 uacos).

Bce muxpoopeanuszmul, evioenennvie uz OblxamenvbHvix nymet om nayuenmog ¢ MB oondicHbl Oblmb
UOESHMUDUYUPOBAHBL KAK MUHUMYM 00 POOd, MUKPOOP2SAHUZMBL, UMeIouUe KIUHUYECKOe 3HAYeHUe — 00
euoa [70].

B cnyuae svidenenusn uz obpasya MUKpoOpeaHusmo8, UOeHMUGUKayuio KOmopuix mexHudecku
HEeB03MOJNCHO Nposecmu 6 1abopamopull, Heobxo0UMO COXpaHeHue Kyabmypsl 0a ee nociedyrouel
peudenmugpukayuu ¢ UCNOIb30BAHUEM MACC-CHEKMPOMEMPUU  UTU  MONEKYIAPHO-2eHeMUYeCKUX
memooos [71].

Onpeodenenue Yy8CMEUMENIbHOCIU — BbIOCIEHHOU MUKPOPIOpbL K AHMUOAKMEPUATLHBIM
npenapamam U UHMEPNPEeMayuro  pe3yibmamos UCCIe008aHUS  HE0OX00UMO NpOoBOOUmMs
coomeemcmeuy ¢ aKmyaibHoOU Gepcuell PeKOMeHOAyuti Nno ONpeodeeHuio  4yeCmeumenibHOCmu
MUKDPOOP2AHUIMO8 K AHMUOAKMEPUATbHLIM NPenapamam iy HO8bLX 8epCull NOCie UX 6CMYNIEHUs. 8
cuny [67].

Baxmepuu, evizvisarowue Xxponuueckyro uHpexkyuo npu MyKogUCYUOo3e Mo2ym pacmu 6 euoe
cMecu  KONOHUANbHBIX MOPEHOMuUN08 00HO20 U MO20 JHce MUKpoopeanusma. Hyecmeumenbnocms
PA3IUYHbIX  MOppomunos 6 npedenax O0O0HO20 00pa3ya MOdMCEem 3HAYUMETbHO B8aAPbUPOBAMD.
Heobxo0umo onpedenenue anmubuomuxkopesucmenmHocmu Kaxcoozo vloeieHno2o mopgdomuna [67].

Onpeodenenue uyecmeumenbHOCMU MURUYHBIX WMAMMOG S.aureus K npomugoMuKpoOHuIM
npenapamam modxicem Oblmb GbINOIHEHO OUCKO-OUDDYIUOHHBIM MEMOOOM, MEMOOOM 2PaAOUeHMHOU
OM@hy3uu, ¢ UCNONL308aAHUEM MECM-CUCTEM, OCHOBAHHBIX HA Memooe OnpedeneHus: NO2PaAHUYHbIX
KOHYEeHMpayuil Uil Memooamu CepuliHblx pazeedeHull (onpeoeieHue MUHUMATbHOU NO0AsIArouell
xkonyenmpayuu (MIIK)) [67]. Onpeodenenue uyecmeumenvHocmu S.aureus Ko 6cemy NepeyHio
nepeyuUciIeHHbIX O MeCMUpOB8aHUsi NPOMUBOMUKPOOHBIX NPEnapamos ciedyem npogooums He dyaue 2
paz 6 200. Ilpu ecex nocnedyrowux MuUKpoOUOLIOSUYECKUX UCCIe008AHUAX NPU 8blOeNeHUuu S.aureus
cnedyem npogooums CKpUHUHE PEe3UCTEHMHOCMU K [f-T1aKMamam y 8blOeIeHHO20 WMaMMa ¢ NOMOUbIO

yeghoxcumuna. [72].
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Onpeodenenue uyecmeumenvnocmu wmammos P.aeruginosa. [{na munuunvlx wmammoe
P.aeruginosa mecmuposanue modxcem 66imsb 8bINOIHEHO KAK OUCKO-0UDDY3UOHHBIM Memooom, MaK U
C UCNONb308AHUEM MeCm-CUCmeM, CO30AHHbIX HA OCHO8e NOCIe008AMENbHbIX paA36e0eHUll KAK 6
sapuanme NO2PAHUUHBIX KOHYEHMpayuil, max u ceputinbix pazeedernuti ¢ onpeoenenuem MIIK, a makoice
onpeodenernue MIIK memooom epaduenma [73,74,75]. Onpedenenue uyscmseumenvrnocmu P.aeruginosa
cnedyem nposoounms OMOeabHO 08 KAAHCO020 MOPHOMUNA ¢ YKA3aHUeM NPopuUis 4yecmeumeibHOCmu
no kascoomy mopgomuny. [76].

Mna  uHeanayuoumwvlx  opm  moopamuyuma  HApAOy ¢ onpeoeieHuem - cmeneuu
yyecmeumenvnocmu P.aeruginosa ciedyem onpeoenams snavenue MIIK. [77].

KOMMeHmapuu.' Hcnanckum cosemom  no cmaHOapmuwuuu uyecmeumeibHocmu U

pesucmenmuocmu Kk aumuouomuxam MENSURA (Mese Espanola de Normalizacion de la Suseptibilitad
v Resistencia a los Antimicrobianos) ¢ 2005 200y nepecmomperwl u ycmaHno8ieHvl boiee 8blCOKUe MOUKU
omceyeHus: 01l UHSANAYUOHHBIX (hOPM 88e0eHUs MOOPAMUYUHA NPU ONPeOeNeHUU YYBCNBUMEeNTbHOCTU
P. aeruginosa mouku 0713 4y8cmeumenbHulxX mammos <64me/1, 0 ycmoudugolx umammos >128we/n,
N0 CPABHEHUIO CO 3HAUeHueM <4me/1 0N Yy8CMEUMENbHbIX WMAMMO8 U >4 M2/l 01 YCMOUYUBbIX
wWmammos npu napeHmepaioHom egederuu [78].

OnpedeneHnue uyscmeumenibHOCmu K KOaucmury npogooumcs memooom MIIK. MIIK konucmuna
cedyem onpeoensiams MmoJibKo MemoooM MUKpoOpassedenutl 8 6yivoue [67].

Cnedyem yuumoieamo, umo Kpumepuu 0Jisi OnpedeieHust Kame2opuil AKMmugHOCMU KOTUCTUHA NO
OMHOWICHUIO K MUKDPOOY OCHOB8AHbL HA CblGOPOMOYHOU KOHYESHMPAyuu aHmMubaKmepuaibHo2o
npenapama CUCmMemMHO20 Oelicmeus. B cesi3u ¢ wupokum npumMeHeHuem UHSATAYUOHHBIX Gopm
npenapama 3mu Kpumepuu mepsiom C80H 3HAYUMOCHb, NOCKOIbKY 8 CIyHae UHeAIAYUU JTOKATbHbIE
KOHYeHmpayuu 0eticmeyromux 6euwecnme MHOOKPAMHO NPesbluaron me, KOmopble MOJNCHO OOCMUYb
npu napeHmepaibHoM cnocobe 6gedeHus. B mo oce apems K HAcmosuemy epemenu He onpeoesensl
kpumepuu 3uauenus MIIK Ons Koaucmuma npu uHeAnsSsYUOHHOM e20 npumeHeHuu. Hcnonvzosanue
Kpumepues, OCHOBAHHbIX HA CblBOPOMOYHBIX KOHYEHMPAYUsX, MAKUM 00pA30M, MOdNcem Nnpusecmu K
owuUOKamM UHmMepnpemayuu pe3yibmamos Uccie0o08anus 4y8CmeumenrbHOCmMu MUKpPOOP2aHu3mMos O
UHATAYUOHHBIX (hopm anmubuomuxos [2,77].

Onpeoenenue uyecmeumenvnocmu Burkholderia cepacia complex. 1o uoeonocuu EUCAST ne
npeocmaesnaemcs,  BO3MONCHbIM — PEKOMEHO08aMb  ONpedeleHue  Yy8CMeUmenbHoCmy — baKxmepuii
B.cepacia complex 011 6b1600pa npomugoMuKpoOHbIX npenapamos 0 mepanuu UHGexKyul, 6b136AHHbIX

npeocmagumenamu Mo epynnvl MuKpoopeanuzmos. [67]. B ciayuae neobxooumocmu onpeoeneHus
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yyecmeumenvHocmu B.cepacia complex cnedyem ucnonv3osams memoosl u Kpumepuu, onpeoeieHuble
akmyanvrvimu cmanoapmamu CLSI (Clinical and Laboratory Standards Institute, Hucmumym
KIUHUYECKUX U 1AO0PAMOPHLIX cmanoapmos). [67].

Onpeodenenue uyscmeumenvnocmu Stenotrophomonas maltophilia. Ilpu onpeodenenuu
yygcmeumenvHocmu wmammos S.maltophilia cnedyem pykogoocmeosamvcs axKmyanibHol eepcuetl
peKomeHOayuti no OnpeodeleHulo 4y8CmeumenrbHOCMy MUKPOOPLAHUSMO8 K NPOMUBOMUKDPOOHBIM
npenapamam [79].

Onpeoenenue uyecmeumenvnocmu Achromobacter spp. B nacmosiwee epems ne onpeoenenni
cmanoapmsl onpeoenenuss YyyscmeumenbHocmu wmammos Achromobacter spp. Ilpu neodoxooumocmu
onpedenenusi  uygcmeumenvHocmu  A.xylosoxidans  cnedyem  pyxosoocmeosamvci ~ DPK/DJ]
(Hesudocneyugpuueckumu) noepanuyrvimu snavenusmu 01 MIIK 6 coomsememesuu ¢ pekomenoayusimu
EUCAST nubo coenacno akmyanvrou eepcuu pexomernoayuii. [67].

Ilpu evi0aue 3aKnOUeHUs NO MUKPOOUOIOZUYECKOMY UCCIE008AHUIO YelecO0OPA3HO
VKA3b16AMb 2PYNNY BblOENEHHbIX MUKPOOPLAHUIMOSB 8 COOMEEMCMBUU PAHICUPOBAHUEM OaAKmepull no
UX KIUHUYECKOMY 3HAYEHUI0 NpU MyKosuyuoose. B omueme o pe3yibmame uccie0o8anus Mmamepuaid
om 6onvHoco nayuenma c¢ MB pexomenOyemcs yKazvléamvb HAIU4Ue MYKOUOHbIX U HEMYKOUOHBIX
Genomunos P.aeruginosa [80].

Ilpu unmepnpemayuu pe3yn1omanmoe onpeoeneHus 4yecmeumeabHOCmu MUKpPOOPZAHU3 MO8
cnedyem yKazul8ams CMAHOApm u 200 U30aHus, N0 KOMopomy nposoounocs ucciedosanue [67,81,82].

Ilpu  unmepnpemayuu  pe3y1bmamos OnpedeleHUs  UY6CHIBUMENbHOCIU  clledyem
ucnonvzoeamo nozpanuunvie 3navenus EUCAST 10.0 ona ouenku pe3yromama no 00HOU u3z mpex
Kamezopuil wyecmeumenbHoCmu:

Y - YygcmeumenvHulli NpU CMAHOAPMHOM — pedcume OO03UPOBAHUA:  MUKDPOOPSAHUM
oyeHusaemcs Kaxk « 4yscmeumenbHulii npu CmMaHOApmMHOM pedcume 003UPOBAHUSL) 8 MOM Cryyde, eciu
VPO8eHb aKMUBHOCIU NPOMUBOMUKPOOHO20 Npenapama ceudemenbCmeayen o 8blCOKOU 6epOoSmMHOCIU
aghgpexmuenocmu mepanuu npu CMAHOAPMHOM pescume 003UPOBAHUSL.

Y - UYyscmeumenvuwviti npu ysenuueHHOU DKCHO3UYUU: MUKPOOPSAHUIM OYEHUBAEMCS KAaK
«YyecmeumenvHulli npu  Y8EIUUEHHOU IKCHOZUYUUY ™, eCclu YpOo8eHb AKMUBHOCMU npenapama
c8Udemenbcmeyem 0 8blCOKOU 8ePOAMHOCMU I DEKMUSHOCTIU Mepanuu npu YEeauyeHuu IKCHO3UYUU
npenapama nymem KOppeKyuu pexcuma O003Uposanus uiu 61az00aps e20 KOHYEHmMpayuu 6 ouaze

uHghexyuu.
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P - Pesucmenmuulii. MUKpOOp2AHU3IM OyeHueaemcs Kaxk «Pesucmenmmuviiiy npu 6vlcokou
8EPOSIMHOCMU  Mepaneemu4eckol Heyoayu oaxce NpuU VBeIUUeHHOU OSKCNo3Uyuu npenapamad.
*Dxcnosuyus ompasicaem 3a8UCUMOCb GIUAHUS NPOMUBOMUKPOOHO20 npenapama Ha 6030youmens 6
ouaece uHpexyuu om nymu 66e0eHuUs, 003bl, UHMEPBALA O03UPOBAHUSL, NPOOOINCUMENbHOCMU UHDY3UU
npenapama, a makxaice e2o pacnpeoenenus U nymu 6bl8eOeHUs.

Kpome »smoeo, cnedyem ykasvieamv 6 3aKIIOYEHUU, UMO UHMEPNpemayus 3HaA4eHUll
MUHUMATLHOU NOOABIAIOU el KOHYEHMPAyuu Kax 4y8CmeUmenbHolll /pe3ucmenmublil 0CyWecmensiemcs
HA OCHOBAHUU KpUMmMepues, pacCuumaHublx 0/ Cbl@OPOMOUYHLIX KOHYEHMPAYUU npenapama npu e2o
BHYMpUGeHHOM 68edeHuu. Ilpu Opyaux nymsax npumeHeHus Npenapama aHal02UYHoe 3HAaA4eHue
MUHUMATBHOU NOOABNAIOWel KOHYEHMPAyuu Modicem Oblmb UHMEPNPEMUPOBAHO UHAYE.

B coomeemcmeuu c [Ipuxazom Munzopasa Poccuu 13 oxkmsaops 2017 2 Ne 8041 om « O6 ymeeparcoenuu
HOMEHKIAMYpbl MEOUYUHCKUX YCIY2Y» eCMb HECKOIbKO YClye! MUKpobuoiocuyeckoe (KyibmypaibHoe)
uccre0osanue Causu ¢ MUHOANUH U 3A0Hel CMEeHKU 210MKU HA adpooOnvie U ¢haKyibmamueHo-
AHA3POOHbIe MUKPOOP2AHUZMYL, MUKPOOUOIOo2UYecKoe (KYIbmypaibHoe) UcCcied08aHue MOKpomol Ha
aspobuvie u hakyrbmamusHo-anaspoobHvle MUKpoopeanusmel, Mukpobuonocuueckoe (KynvmypanvHoe)
uccie0osanue 1a8adcHol HCUOKOCMU HA a3apodHble U (haKyIbmamueHO-aHaspoOHble MUKPOOP2AHUIMDYL,
Onpeodenenue 4y8cmsaumenbHOCMU MUKPOOP2AHUZMO8 K NPOMUBOMUKPOOHBIM XUMUOMEPANEEMUYECKUM
npenapamam OUcCKOOU@y3uonHviM memooom, OnpedeiieHue uy8CmeumenbHOCMU MUKPOOP2AHUBMO8 K
NPOMUBOMUKDOOHBIM  XUMUOMEPANEBMUYECKUM NPEenapamam MemoooM 2epadueHmuou ouggysuu,
Onpeoenenue 4y8cmeumenbHOCMu MUKPOOP2aAHUIMO8 K NPOMUBOMUKPOOHBIM XUMUOMEPANEBMUYECKUM
npenapamam memooom pazeedenuii, Onpedenenue 4y8CMEUMENbHOCIU MUKPOOPSAHUIMO8 K
NPOMUBOMUKPOOHBIM XUMUOMEPANE8MU4ecKuM npenapamam ¢ UCHOIb308AHUEM ABMOMAMUYECKUX
ananuzamopos, OnpedeneHue 4y8CMEUMENbHOCIU MUKPOOP2AHUBMO8 K  NPOMUBOMUKPOOHBIM
XUMUomepanesmuiecKkum npenapamam Memooom nocpaHudHblx KOHYeHMpayui.

Ilayuenmam ¢ MB ¢ nooo3penuem na mukodaxmepuo3s, evizeéanuviii. HTMB neobxooumo
uccnedosanue oopazyos OUASHOCMUYECK020 MAMepuald KaKk MUHUMYM OOUH pa3 6 200 8 OUHAMUKE
[1,2,6,22].

Ilokazanuem K uccredoganuro ouazHocmuueckoeo mamepuara Ha HTME  cnyscam:
ompuyamenvbHas KIUHUYECKAs U/UNU DPeHMIeHO02u4eckas OUHAMUKA NpU  OMCYMCMBUU HOBbIX
namoezenos, omcymcmeue 3@pgexma om nposOOUMOU AHMUOAKMEPUATbHOU mepanuu. B kauecmee
OUACHOCMUYECKO20 MAMepuala UCnoIb3yIm. MOKpomy (Uiu UHOYYUPOBAHHYIO MOKPOMY), 8 CIV4asX

omcymcemeusi mokpomul — cmwig ¢ pomoenomxu (CPI), oponxoanveeonsapuuiiil nasadxc (bAJI).
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s nposepku nooospenuti, ymo nayuenm c¢ MB 3apadicen Mmuxkobakmepusmu, 6 __KauecHige

OUAZHOCIMUYECKO20 _MAMEPUANA __UCROJIb3VIOM __MOKDOMY Ul quyb;upOGGHHyiO MOKpomy (6

UCKTTIOYUMENbHBIX CAYYASX - UCCLe008aHUe MPAXealbH020 ACRUPAmMa npu He8o3MOICHOCMU NOJLYYUMb
MOKpOmMY/unoyyuposanuyro mokpomy. Credyem NOMHUMb, 4MO 68 OAHHOM cayudae d¢hGhexmusHocmy
8bLABNICHUS MUKODAKMeEPULL OYeHb HU3KASL).

s uccneoosanuti na uanuvyue HTMB ne cnedyem ucnonv3oeams mpancOPOHXUAILHYIO
ouoncuto (THB) u 63samue opogapuneeanvbHbIX MA3KOE.

YV nayuenmos, e@vioenswowux MoKpomy 8 00CMAMOYHOM Koaudecmee, O/ UCCIe008AHUs
cobuparom ee ympeHH00 nopyuro. JJocmamoyHulil 00bem ucciedyemoll NOpyuu MOKpomsl COCmMaeisem
3 - 5 mn, 6 yenax nosviuieHus UHGOPMAMUBHOCMU HEOOXOOUMO UCCe008amb MOKPOMY, KOMOPYIO
cobuparom 05 Uccied08anusi mpu OHsi NOOPsO.

3navumvimu Kpumepuamu muxobakmepuosza y nayuenmos ¢ MB sagnaiomcsa  credyrowue
pe3yibmamsl Mamepuana u3 ObIXameabHblX Nymell: NOJIONCUMENbHBIUL pe3yIbmam Ha Haluyue
Kucromoycmouuuswix 6axkmepuil (KYB) npu muxpockonuu npenapamog c okpackou no Luno-Hunvceny
uny  aromuHecyeHmuviMu  Kpacumensaimu  (Muxpockonuueckoe — ucciedoeanue  MOKpOmvl  Hd
muxobakmepuu (Mycobacterium spp.), uanuuue pocma HTMB na numamenvHbix cpedax u
noomeepocoenue 00HO20 U MO20 e 6UOd MUKOOAKmepull Kak MUHUMYM U3 08YX 00paszyos
(Muxpobuonocuueckoe  (KyibmypanvbHoe) — UCCIe008aHue  MOKpOmMvl  HA  A3pOOHble U
GaxyremamueHoanaspodoHvle MUKPOOP2SAHUIMbL).

Tecmul Ha nexapcmeennyio uyscmeumenvnocmos HTMB npooosm uckirouumenbHo MemoooM,
onpeoensouumM MUHUMATLHYIO RO0asianuwyio KoHyenmpayuto npenapama (MIIK) (A26.30.004
Onpeoenenue uy8cmeumenbHOCMU MUKPOOP2AHUSMO8 K AHMUMUKPOOHbIM XUMUOMEPANnesmuiecKum
npenapamam mMemooom pazeedeHutl).

C yenvro KoHmpons 3pgexmusHocmu Xumuomepanuu He pedice, yem pa3 8 [1-3 mecaya
HeooxX00UMO NPOBOOUMb noces MoKkpomsl Ha evisagnenue HTMB 6 ouacnocmuueckom mamepuare
[83,84].

Kpumepuem s¢ppexmusnoco neuenus sensemcs omcymcmeue pocma Mukobaxmepuu Ha
NUMAmMenbHbIX Cpedax He MeHee YeM 8 mpex Nocle008ameilbHO 835 MblX 00paA3UaAX OUASHOCMUYECKO20

mamepuaia.
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Ilocne 3asepwienus Kypca Xxumuomepanuu MUKoOOAKmMepuo3a HeoOX00UMO NOCMOSHHOE
OuHamuyeckoe HabnOeHue 3a COCMosIHUeM NAYUeHma u pe2yisapHoe, He pedice yem pas 8 6 mecsyes
nabopamopnoe odcredosanue Ha naaudue uiu omcymemeue HTMPE 6 ouacnocmuyeckom mamepuare.

Memoowvt ouaznocmuxu mukodbakmepuosa.

Heobxooumo uccnedosanue memooom I[P 0na uckiouenus HAIUYUs 6 UCCAe0YeMOM
mamepuane  Mycobacterium  tuberculosis  complex (MTBK) (Moaekynapno-6uonozuueckoe
uccnedo8anue MoKpomol, OpOHX0ANbEEONAPHOL IABAHNCHOU HCUOKOCIU UTU NPOMBIBHBIX 800 OPOHX08 HA
Mycobacterium tuberculosis complex (muxobaxmepuu myboepkynesa)).

Memoowr mukpockonuu ¢ okpackoti no L{unto-Hunbceny unu 1ioMuHecyeHmuviMu Kpacumesmu
HACMOSIMENIbHO ~ PEeKOMEHOYemcs  BKIIoYaAmy 6  aleopumm  MUKPOOUONIO2UYeCKOl  OUASHOCMUKU
MUKOOAKMEPUATbHBIX UHDEKYULL.

Buvidenenue kynemypor  muxpobaxmeputi HTMB  ocywecmensemcs UCKIIOUUMENbHO 8
cneyuanu3upoBaHHbIX 1a00pamopusx GmusuampuyecKkol ciyicovl.

Ilocesvl na odicudkyro numamenvhyio cpedy bymvon Muodonbpyka 7HY (6 asmomamuyeckoil
cucmeme yuema pocma (Auanuzamop b6axmepuonocuueckuti 0 UOeHMuUGUKayuy MUKpOOpeaHu3Mos
UBJ[ (Ona in vitro ouacHocmuku), asmomamudeckuil) (05 KYIbMUBUPOBAHUS MuKobaxmepuil))
IIpooonscumenvrocmob ucciedosanus 45 ownel.

IToceevl Ha niommuvie numamenvuvle cpedvl Jlesenwmerina-Hencena, @unn-II ucnonvzyromes

Kak pe3zepeuvle OuasHocmuyeckue memoowvl. Ilpodondcumenvhocms  ucciedosanusi 84  Ows.
Jlocmoeepnas knunuueckas unmepnpemayusi pe3yibmamos MUKpoOUonI02ULecKko2o 00cied08anus Ha
Hanuuyue Mukobaxkmepuil oocmueaemcsi npu 00A3aMeNbHOM COON0eHUU Cledyowe20 Hpasula:
MONEKYNIAPHO-ceHemu4eckoe, MUKPOCKONUYeckoe U KYIbMypalbHOe — UCCIe008aHue  OONHCHD
npOU3800UMbCA NAPANLIETbHO MOTLKO U3 0OHOU U MO JHce NPodbl OUACHOCMUYECKO20 MAmMepuand.
Ilpu evidenenuu u3z pecnupamopuvix obpaszyos oOvicmpopacmywux HTMB, credyem wuanpasnsime
Wmammebl 8 MUKPOOUONIO2UYECKYIO  1aD0pamoputo  9KCNepmuo2o0 YpoeHs Ol OnpeoeseHus:
YY8CMEUMeNbHOCMU K AHMUOAKMEPUATIbHBIM NPEnapama.
[Tpu nepBUYHOM BhIIETICHUU B. cepacia complex, Achromobacter spp., Ralstonia spp., Pandorea spp.,
Cupriavidus spp., Inquilinus spp., UISHTHQUKAIUIO PEKOMEHIYeTCS HCIOIb30BaTh Macc-
CIICKTPOMETPHIO WJIM MOJICKYJISIPHO-TCHETHYCCKUE METOJBI C IIEIbI0 JUATHOCTHUKW HAJTHYHUs
MEePEYUCIIEHHBIX MUKPOOPTraHu3MOB y nanuenTa ¢ MB [71].

(YYP - C, YL - 5).
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KommenTapmii: ¢ [Ipuxaze Munzopasa Poccuu om 13 oxkmsaops 2017 2 Ne 804n «O6 ymeepocoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCIYe» OAHHbLE YCIY2U He NPeOCmABIeHbl.

*  Pekomenmyercs MUKOJIOrHYECKOE HCCIeIOBaHUE OromMarepuaia narenram ¢ MB ¢ momo3penuem
Ha rPUOKOBBIE MMOPAKECHUS JIETKUX H JJIs1 KOHTPOJIS IPOBOJMMOM TEPAITUU: MOKPOTA, IPOMBIBHBIC BOJIbI
OpOHXOB, OPOHXO0ATHBEOJISIPHBIN JIaBaX, OMOMNTATHI, ONEPANMOHHBIA MaTepua (TpsMasi MUKPOCKOITHS
Ouomarepuana, METOA  JIOMHHECHEHTHOW  ((IIyOpeCHEeHTHOH) MHKPOCKOIIUHM C  OKpPaCKOi
KaJIbKO(TI00OpOM OeJbIM, TIOCEB OMoMaTepuana Ha arapu3oBaHHyio cpeny CaOypo B MoauduKaimu
OMMOHca), Ui UICHTU(UKAIUK I1aTOTE€Ha/-OB W OIPEICIICHUS] YYBCTBHTEIBHOCTH BBIICICHHBIX
Mukpomuiietos [17,39,85,86].

YYP-C, YA -5).

Kommenrtapuu: ¢ coomeemcmsuu c¢ Ilpuxazom Munsopasa Poccuu om 13 okmsabps 2017 2 Ne 804n
«O06 ymeepoicoenuy HOMEHKAAMYpbl MEOUYUHCKUX YCIYe» eCMb HEeCKOIbKO VCIye: MUKPOCKONUYEeCKOe
uccneoosanue MOKpomuvl Ha 2pubvl  (0podicocevle U  MUYETUANbHbIE), MUKPOOUOI02UYeCKoe
(KyIbmypanvhoe) ucciedoanue MOKpPOMbl HA — MUuyeiudivbhvie epuosl, MUKDPOCKONUYECKOE
uccnedosanue OPOHX0AIbEEONAPHOU IABANCHOU HCUOKOCMU HA 2pubbl (OPOICICEsbIE U MUYETUATbHBLE),
MUKpoOUonocuyeckoe (KyibmypaibHoe) UCCie008anue OPoHXoanb8eoIapHOU 1A8ANCHOU HCUOKOCIU HA
2pubwbl (0podHcIcesble U MUYENUAlIbHbIe).

- [loces Ha epubbl U MUKPOCKONUYECKOE UCCIe008aHUe — NO NOKA3AHUAM, KPAMHOCMb NO
nompebHOCmU, 8 MOM YUCLe, NPU KOHMPOJLE NPOBOOUMO20 JIeUeHUSL.

- Lenmpugpyeuposanue BAJI u 6ponxuanrbHoco acnupama, a makdyice nNpPUMeHeHue
MYKOTUMUKO8 NOGbLuAem 3 heKmusHocmy OUASHOCHUKL.

- Muxpockonus u noceg MOKpOmbl NO380IAION BbIAGUMb KOJOHUZAYUIO ObIXAMENbHBIX Nymell
Aspergillus spp. y 20—60% nayuenmog ¢ ABJIA.

- IIpu muxpockonuu u nocese bBAJI unu moxkpomuer Aspergillus spp. eviagnaiom y 25 — 80%
nayuenmos ¢ XAJI. Heobxooumvi nosmopmvie ucciedo8anusi ¢ npuMeHeHuem cneyupuiecKux
MUKONO2UYECKUX MemOo008 OKpacku u numamenvuvix cped. Onpedenenue euoa Aspergillus
uepaem pob NPU HAZHAYEHUU NPOMUBOZPUOKOBBIX NPENApamos Ons CUCIEMHO20 NPUMEHEHUs]
(aHMUMUKOMUKO8) (pedKue 8Udbl MO2Ym ObIMb YCMOUUUBHL K A301AM,).

- Dhpexmusnocms MUKPOCKONUYECKO20 UCCIe008AHUs YEEIUUUBAemMCs nocie 00pabomku
pecnupamopHulx cyocmpamos xaivkogayopom benvim. Iloces na mukonozcuueckue cpeowvl

cnedyem nposooums npu memnepamype 300°C u 370°C, npodonsxcumenbHocms UHKYOAyuU He
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MmeHee 5 cymok. Konuuecmeenuvie nokasamenu noceséa pecnupamopHuix Ouocyocmpamos me
N0360IA10M OMAUYUMb KOLOHUZAYUIO ObIXAMENbHBIX nymell Om UHDEeKYUuU.
*  Pexomennyercs mpoBeneHue J1a0OPaTOPHBIX WCCIEAOBAHHMA JJIsl AMArHOCTUKH aJUIEPTUYECKOTO
OpOHXOJIETOYHOT O acrepruiie3a: ypoenb oomero nmmynorinooynuna E (IgE), cnennduyeckue IgE u
IgG x Aspergillus fumigates. Ilpu nogo3pennn Ha XAJl — peKOMEHIOBaHBI T€ K€ HUCCICIOBAHUS U
ompejelicHue TallakKTOMaHHaHa B KpoBuU (Mertabomura Aspergillus fumigates) (omnpeneneHue
MertabosiutoB rpubos) [1,2,17,22,39,85,86].
YYP-C, VIO -5).
KomMmenTapmuii:

- Dosunopunuio nepugepuveckoii kposu > 0,4x10°/1 06v1uHO 6LIAGTAIOM 6 OCMPOL CMAOUU U
npu obocmpenuu ABJIA, 60 epems pemuccuu u 6 cmaouu Gudbpo3a KOIUYECmso 303UHOPUNI0E
Modicem Oblmb HOPMATILHBLM.

- [na ABJIA xapaxmepho 3HauumenvHoe ygeaudenue yposHs oouje2o IgE 6 coisopomie kposu,
06b1yHo 6onee 500 mxe/n. Bo epems pemuccuu 6 no3oHux cmaousx codepaicanue oowezo IgE 6
Cbl8OPOMKeE KPOBU CHUINCACTNCS, XOMS OCMAEMCsl 8blule HOpManbHblx noxazameinel. Ilosviuenue
yposHs obwezo IgE — pannuii npusnax obocmpenus ABJIA, xomopuwiti 6o3HuKaem 00
KAUHUYECKUX NPoseleHUll 3a001e8aHUs.

- Cneyugpuueckue IgE u IgG k Aspergillus eviasnaiom npu dedrome unu obocmpenuu ABJIA.

- Yyscmeumenvbnocmuv onpedenenus cneyugpuueckoeo Aspergillus IgG 6 cvieopomke kposu y
nayuenmos ¢ XAJI cocmaensem oxono 90%. Ilpu smom y 50% nayuenmos ¢ MB eviasnaiom
nogvlutenue cneyuguueckoco Aspergillus IgG 6 cvigopomke Kposu 0e3  KIUHUKO-
peHmeeHonocudeckux npusHaxkos XAJIL

- H3onuposannoe noguvlutenue yposs cneyughuueckozo Aspergillus IgG 6 cvleopomie Kposu
be3 dononnumenvuvix kpumepues ouaznocmuku XAJI ne aenaemcs ocHosanuem 0isi nposedenus
AHMUMUKOMUYECKOU mepanuu.

- Cooeporcanue oowezo IgE npu XAJI moscem bvimv ymepenrno noswviweno (100-500 Eo/n),
unoeoa onpedensiom cneyuguueckuii Aspergillus IgE.

-Ilpu XAJI y nayuewmoe c MB s¢ghgpexmusno onpedeneHue memaboaumos 2pubos
(canaxmomanuana (KomnoHewma KiemoyHou cmeuku Aspergillus spp. mecm Platelia
Aspergillus, Bio-Rad) ¢ BAJIL.

- Cneyughuunocmo u  uyecmeumenbHoCcmv  onpeoenenus earakmomanHana 6 BAJI

npesviwiaiom 80%, umo eviule pe3ynbmamos Uccie008anus cblOpomKU Kposu. OnmumanbHulil
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ouacHocmuyeckull uHoekc onmuueckou naomuocmu mecma Platelia Aspergillus ¢ BAJI ne
onpeoenen: npu Ucnonb308anuu noxazamens 0,5 — nogvluiaemces 4y8CmeumenrbHOCHb Memood,
npu 1,0 — cneyughuurnocmeo.

B coomseemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxkmsaops 2017 e Ne 804n om «O6
VMBEPIHCOeHUU HOMEHKAAMYPbL MEOUYUHCKUX YCIY2» eCMb HECKOAbKO YCIye: UCCIe008aHUE YPOGHS
obueco ummyHnozrooyiuna E 6 kposu, onpedenenue anmumen xk cpudbam pooa acnepauiivl (Aspergillus
Spp.) 8 KPOBU, KOMNIEKC UCCAe008AHULL OISl BbIAGIIEHUS AIeP2eHa, OnpeodeieHue Memadoiumos epuoos).

Tayuenmam ¢ MB cnedyem edceco0no onpoensms KoHyeHmpayuio oowezo IgE 6 cvieopomie Kposiu.

Ecnu yposenv oowezo IgE cocmasnsiem 200-500mxe/n u ecmv nodospenue na ABJIA, credyem
nosmopums ananus yepes 1-3 mecaya;

Ilocne navana neuenuss ABJIA Heobxo00umM MOHUMOPUHE C KIUHUYECKOU OYEHKOL, YPOSHeM 00ue20
IgE 6 cwisopomke, cnupomempueti (ucciedos8anue HeCnpoBOUUPOBAHHLIX 00bEMO8 U NOMOK08) U
peHmeenozpaghueti epyoHou Kiemku (penmeenocpagus neckux). Bo epems neuenus KoHyeHmpayuro
obuezo IgE 6 colsopomie credyem usmepsims Kadicovie 6—8 Hedenw.

B nepuoo pemuccuu monumopune obwezo IgE 6 cvisopomie credyem npogooums kadxcowvie 3 mecaya
8 meueHue nepeo2o 200a, a 3amem Kaxcovie 6 mecsyes.

Usmepenue Aspergillus-cneyugpuueckux IgE u IgG (onpedenenue ammumen x cpudam pooa
acnepaunnvl (Aspergillus spp.) 6 kposu) 60 8pems neuenus He Yer0co0OPA3HO, NOCKOLKY UX YPOBHU He
KOppenupyom co CHudceHuem ooue20 cbleopomoyHo2o IgE unu KiuHuyeckux uiy peHmeeHo102udecKux
nposeiexuli)

*  PexomennoBano manuentam ¢ MB ¢ mogo3penniem Ha ABJIA ms HCKITIOUEHUS/TIOITBEPKACHUS
MHUKOT€HHOM CEHCHOMJIM3allMK MpPOBEACHUE KOXXKHOW NpoObl ¢ aHTUIeHOM Aspergillus (HaKO)XHbIE

HCCTIe0OBaHMS PEaKIMU Ha ajuieprensl) [39].

YYP-C, YA -5).

Kommenrapmii: B coomsemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxkmabpa 2017 e Ne 804u om
«06 ymeepacoenuy HOMEHKIAMYpbl MEOUYUHCKUX YCIye»: HAKOMCHble UCCLe008aHUS peaKyuu Ha
anniepzeHbl.

Koowcnass  nmpoba ¢ ammucenom  Aspergillus — omauuaemcs — 8blCOKOU — OUACHOCMUYECKOU
YYBCMEUMENbHOCIbIO, HO HU3KOU cneyuguynocmuio. TlonodcumensHule pe3yibmamol KOXCHOU Npoodbl
HepeoKO BbIABIAIOM Y OONbHBIX MYKOBUCYUO030M be3 ABJIA.

* PexkomeHmyeTcs MATOJIOTOAHATOMUYECKOE HCCIAEAOBaHHE OHWOINCHIMHOTO  (OTEPAIMOHHOTO)

MaTepuasa TkaHeil jerkoro y naiueHToB ¢ MB u X AJI c umnpernanueii cepedpom no ['omopu—I'pokoTT
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C LETBI0 AUATHOCTUKHM HOAYJSIPHOTO aclepruiuiesa, a TakKe MCKIIOUEHUS HOBOOOPA30BAHUSI JIETKHX,
TyOepkynesa [17,85,86].

YYP-C, YA -5).

KommenTapuu: B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu om 13 oxmsaops 2017 2 Ne 804nu
«06 ymeepaiicoeHuu HOMEHKIAMYpbl MEOUYUHCKUX YCIY2»: NAmMOL020-AHAMOMUYECcKoe UCCIe008aHUe
buoncuiino2o  (OnepayuoHHo20)  Mamepuaia  MKAaHelu  1e2K020,  NAmMOA020-AHAMOMUYECKoe
uccredosanue OUONCULIHO20 (ONEepayuoOHHO20) Mamepuard mKaHell Jieekoco ¢ NpUMeHeHUuem
2UCTMOOAKMEPUOCKONUYECKUX — MemO0008,  MUuKpoobuoiocuieckoe (KyibmypaibHoe) UcCCciledosaHue
buonmama Ha MuyeauaibHsvle cpuobl.

- Ilpu cucmonozuyeckom ucciredosanuu buonmama (namosio020-aHAMOMUYECKOM UCCIE008aHUU
ouoncutinoco mamepuana) npu XAJI uz kagepnuvl unu 301ubl ocnanenus onpeoensiiom 2upol Aspergillus,
NPU3HAKu XpoHudecko2o eocnanenusi. (OcHo8HOe Ha3HaueHue Ouoncuu ouaza nopadceHus —
OUACHOCMUKA HOOYIAPHO20 dacnepeuiiiesd, d makKdce UCKIoUeHue HO8000pa308anUs JIeKUX,
mybepkyneza u np. Omcymcmeue cug Aspergillus ¢ buonmame u3 ouaea nopasceHus He UCKIOYAEM

ouaenosa XAJI npu nanuvuu opyeux kpumepueg ouacHocmuku [15].

*  Pexomenayercss MUKpPOOMOJIIOTMYECKOE HCCIEIOBAHUE OTIENIAEMOr0 M3 OKOJOHOCOBBIX Ia3yX
(OHII) (Mukpobuonornyeckoe (KyJIbTypallbHOE) MCCIECIOBAHNE CMBIBOB U3 OKOJIOHOCOBBIX ITOJIOCTEH
Ha  adpoOHble ©  (PaKyIbTaTHBHO-aHA’POOHBIE  MHKPOOPTAHM3MBI,  MHUKPOOHOJIOTHYECKOE
(KynpTypanbHOE) HCCIEeI0BaHUE IYHKTATOB M3 OKOJIOHOCOBBIX IOJIOCTEH Ha HECNopooOpa3yromiue
aHa’poOHblE MHUKPOOPTaHU3MbI) [UIsI WIACHTHU(QHUKAIMU [1aTOT€Ha/-0OB U OMNpefesieHuss ero (ux)
YyBCTBUTEIBLHOCTU K aHTUMUKPOOHBIM Iipenapatam rnpu XPC Ha ¢pone mykoBucumnosa [87,88].
YYP-C, YA -4).

KommenTapuii: xononuzayus cunecHotHou naioykou ooviyHo HayuHaemcs umenno ¢ OHII; 6 6onee
panHem go3pacme u 00CmMogepHo yauje umeem mecmo y o6onvuwvix MB ¢ nonunosnvim XPC. Mamepuan
00diCeH ObiMb NOYYEeH HA CMEPUTIbHBIL MAPLeeblll MAMNOH U3 8EPXHEYENIOCIMHbBIX NA3YX MemoOOM
OUACHOCMUYECKOU  NYHKYuu  na3yxu, UHMPAONEepayuoHHo nymem 3abopa sKkccyoama — u3
BEPXHEUeNOCMHBIX NA3yX UNU NPU 30HOUPOBAHUU Hepe3 PACUWUPEHHOEe COYCmbe y NAYUeHmos nocie

OHOOCKONUYECKO20 PUHOXUPYDP2UUECKO2O0 JI€HEHUAL.

buoxumuueckoe uccneoosanue Kpoeu

° PexomennmoBano MNpoOBCACHNUC BCCM IMAllUCHTAM C MB OHOXMMHUYECKOTO aHajau3a KpOBU

o011IeTepaneBTHYECKOTO (oOmmit 0eJoK, AIbOyMUH, OIIpe/ieNICHUE AKTUBHOCTH
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acmapraTaMHHOTpaHc(epasbl B KPOBH, ONPE/IE/IEHNE aKTUBHOCTH aJlaHMHAMUHOTpaHcdepasbl B KPOBH,
olpejiefieHue aKTHUBHOCTH TramMMma-riloTaMiiTpaicdepasbl B KpPOBH, ONpEICICHHE AaKTUBHOCTU
eI0YHOM (ocdarassl B KPOBU, UCCIIEIOBAHUE YPOBHS XOJIECTEpUHA B KPOBH, UCCIIEIOBAaHUE YPOBHS
TPUIJIULIEPUIOB B KDOBH, UCCIIEA0OBAHNE YPOBHS HATPUS B KPOBU, UCCIIEIOBAHUE YPOBHS Kallusl B KPOBH,
UCCIIeIOBaHNE YPOBHS XJIOPUJOB B KPOBH, ONpee/ieHue aKTUBHOCTH aMUJIa3bl B KPOBH, OIpe/ieJICHUE
AKTUBHOCTH JIMIAa3bl B CHIBOPOTKE KPOBH, HCCIEJAOBAHHWE YpPOBHS o00mIero OwinpyOMHa B KpPOBH,
UCCIIEIOBAaHNE YPOBHS CBOOOJHOTO M CBSI3aHHOTO OWiIMpyOMHAa B KpPOBH, HCCJIEIOBaHHUE YPOBHS
CpeaktuBHOrO 0Oe€nka), €XKErojHo, MO IMOKa3aHUsAM - dyamie. lMccieqoBaHue MPOBOAMTCSA C IIETBIO
KOHTPOJISI COCTOSIHUS TEYeHH, (YHKIUU TOJKEITyIOUYHOM >Kene3bl, AJIEKTPOJUTHOrO OOMeHa u
XPOHMYECKOTO BOCHAJIeHUs coriacHo mokaszanusam (Tabn. 10, pasmen 6 «OpraHuzanusi OKazaHUs
MEIUIIUHCKON moMoImy) [2,62].

(YYP-C, YA -5).

Kommenrtapuii: xoumpons onekmporumos npu ncesdo-bapmmep cunopome npogooums no
nompebHocmu.

*  PexomeH10BaHO UCCIIEIOBAaHHE KUCIOTHO-OCHOBHOT'O COCTOSIHUS KPOBH (UCCIIEIOBaHNE KHCIOTHO-
OCHOBHOTO COCTOSIHUSL M Ta30B KPOBHU, HCCIIEOBaHNE YPOBHS Oy(epHBIX BEIIECTB B KPOBU), YPOBHEH
HATpUs U Kainus Npu nofgo3peHuu Ha cuuapom llcesno-baprrep y naunentoB ¢ MB u npu koHTpoOse
Tepanuu cunapoma [Icesno-baprrep [2,89,90].

(YYP-C, YA -5).

KommenTapuii: uccredosanue Kuciommo-ocHO8H020 COCMOSIHUSA U 24308 KPOBU, UCCIe008AHUE YPOBHSL
OyghepHbix 6ewgecme 6 Kposu NpPOBOOUMCS MAKdHce Npu Opyeux COCMOAHUAX (Hanpumep, npu
MEKOHUEBOM uneyce, CUHOPOME OUCMATbHOU UHMECMUHANbHOU O0OCMPYKYUU, NpU XUpypeudeckux
eMeuamenbemeax u 060cmpeHuy 6POHX01e204H020 npoyecca, Nompeb08asuLe2o 20CNUMAIU3ayuL)

*  PexoMeHIOBaHO BBITIONHEHUE KOAryIorpaMmbl (OPUEHTUPOBOUYHOTO UCCIEAOBAHUS CHUCTEMBI
reMocTa3a) BceM MalMeHTaM MpH MepBUYHON nuarHoctuke MB, u mpu Hanuuuu uuppos3a neueHu 1
pa3 B 6-3 Mec. ¢ LENbI0 KOHTPOJS OEIKOBOCHHTETHYECKOW (YHKIIMHM IMEYEHH U CBOEBPEMEHHOTO
MPEAOTBPAIEHUS TEMOPPATHUECKUX OCTIOKHEHUH [22].

YYP-C, Y1 -5).

KommenTapuii: maxoice uccneoosanue koazyniocpammol Moxcem nompedosamvcs npu OUacHoCmuKe u
mepanuy MeKOHUe8020 uneycd, neped XupypeuiecKumu emMeuamenscmeamu u neped NnoCmaHo8Koul
nopm-cucmemvl  (HOpM UHDY3UOHHBLU/UHBEKYUOHHDBLU, umnianmupyemolii***) CO2NACHO

coomeemcmeyrowmum peKOMeHdausz.
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B xauecmese cxpunume-memooa mocym nposodumvcs: Hccnedosanue epemeHu  C8epmMbl8AHUsL
HeCmaobunu3supoOBanHoU Kpou UIU PeKarbyu@ukayuu niazmvl Heaxmusuposauwnoe, Hcciedosanue
8peMeHU Kpo8omeyeHus.
B nexomopuix cumyayusx modcem nompebosamvcs onpedeneHue mpomoOUHO8020 6peMeHU 6 KPOBlU,
onpeodenenue akxmusHocmu aumumpomobuna III 6 Kposu, uccredosanue aKmMu6HOCMU U CEOUCME
gaxkmopa Bunnebpanoa 6 Kposu.
*  PexoMmeHI0OBaHO HMCCIIEIOBAaHUE YPOBHSI TIIOKO3BI B KPOBHU BceM marpieHTaM ¢ MB 1 pa3 B 6 mec. ¢
[[ETbI0 KOHTPOJS SHAOKPUHHOW (YHKIIMHM TOJDKEITYJIOYHON JKEJIe3bl, CBOCBPEMEHHON IHAarHOCTUKU
M3C/] [50,91].
YYP-C,YAA-5).
* PexkomeHI0BaHO B KauecTBE CKPHUHHMHIA Ui CBOEBpeMeHHOW muarHoctuku M3CJI mpoBeneHue
opanpHOTO Titoko30TodepanTHoro tecrta (OI'TT, mpoBeaeHHE TIIIOKO30TOJIEPAHTHOTO TECTa) C
Harpy3ko# rimoko30i (1,75 r raroko3el/kr, He Oonee 75 T), (TOUYKH KOHTPOJISI — HaTomak, depe3 60
MUHYT, uyepe3 120 muHyT) BceM Aetsm ctapiue 10 et (1o moka3aHUsIM paHbIIE) €KEroJHO B MEPUOJL
KJIMHAYeCKoU ctabuinbHOCTH [50,92,93].
YYP-C, YA -5).
Kommenrapmii: Omxnonenus, 6vlsigiennble 6 X00e €OUHUYHO20 OPAIbHOZO 2NIOKO30MOLEPARMHO20
mecma, O0JHCHbL OblMb NOOMBEPHCOEHbl NOBMOPHLIM mecmoM. Bozmooxcno 0ns ouacnocmuku
UCNONb308AMb HENPEPBIBHBLIL MOHUMOPUHE YPOBHSL TIIOKO3bI.
Onpedenenue 2nukemuu Hamowjax u 4yepes 2 uaca nocie npuema nuwu 6 meyexue nepsvix 48 yacos
w/unu OI'TT yawe npoooamcs 8 C1edYIOWUX CIyUasX:

1) obocmpenue necounoeo 3a6o0ne8anus,

2) eHympueeHHas aHMUOAKMePUalIbHas mepanus,

3) Hauano npuema KOPMuUKOCmepouoos s CUCMEMHO20 NPUMEHEHUS,

4) sHmepanrbHOEe KOpMAEHUE Yepe3 30HO Ul 2aCmpOCmomy,

5) naanuposamnue bepemennocmu u nepuod bepemennocmu (12-16 neo u 24 -28 ned) u uepes 6-

12 nedenv nocne bepemennocmu,

6) nIaHOBAS MPAHCHIAHMAYUS OPSAHOS,

7) onepamueHoe éMeulamenbCmeo,

8) Hnanuuue cumnmomos ouabema [50,91].
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* Hcnonp3oBaHue riaukupoBaHHOro remorioOuHa (HbAlIc) B kadecTBe CKpUHUHT-TECTA HE
pPEKOMEHAYeTCS B CBSI3M C HEIOCTAaTOYHOM HH(OPMATUBHOCTHIO Ui MalueHToB ¢ MB mo stum
nokazanusm [50,92]. (YYP - C, Y/ - 5).

KommenTapuii: y nayuenmog ¢ Mykogucyuoo3om HOpmMaibHbulll Rpopuilb 2IUKUPOBAHHO20 2eMO2N00UHA
He ucKaouaem Hauuuue caxapHozo ouabema. Hccnedosamue modxcem Oblmb HA3ZHAYEHO C UYeENbio
Koppekyuu uncyiunomepanuu y nayueumos ¢ MB u M3C/], a maxdce nayuenmam ¢ HapyuieHuem
monepanmuocmu Kk enokosze [94]. Ilpu HapyweHuu monepaHmHocmu K 210K03e Kpome mo20
uccneoyemcest yposenv C-nenmuoa 6 kposu [95]. Ilo noxazanusam moeym ucciedo8amuvcs mpexoHeHblll
enuKemMudeckull npoghuis

*  Pexomennyerca mauuventam ¢ MB u M3CJl npoBeneHue peryiaspHOro KOHTPOJS YIJIEBOIHOIO
oOMeHa (ompeeneHre ypoBHS TIIIOKO3bI B KPOBU HE MEHee 3 pa3 B JIEHb) C LENbI0 CAMOCTOSTEIILHOTO
MOHHUTOPHPOBAHUS  COCTOSIHUS.  l3MepeHHe TIIMKUPOBAHHOTO TeMOINIOOMHAa  PEKOMEHIYeTCs
€XKEKBAPTAJIbHO C LIEJIbI0 KOPPEKIUU UHCYIMHOTepanuu y nauuentoB ¢ MB u M3C/] [50,92].
(YYP-C, YA -5).

KomMmenTapuu: yenegoe 3nauenue ypogHsa 2IUKUPOBAHHO20 2eMo2lobuHa Ha ¢one nevenus M3CH
cocmaensem <7%.

*  PexomeH10BaHO Ui KOMIUIEKCHOW AMAarHOCTUKHM OCTEONOpPO3a M JUArHOCTUKH MaTOJIOTUU MOYEK
nanueHTam ¢ MB onpenenenue ypoBHS OOIIEro M HMOHU3MPOBAHHOTO Kanblus, (ochopa KpoBH,
KpeaTHHUHA CBIBOPOTKM KpPOBHM U KJIMpeHca KpeaTMHHMHa (pacuer mo ¢opmyine Kokpodra-I'onra),
IEIOYHOM ocdaTasbl CHIBOPOTKU KpOBH [2].

(YYP-C, YA -5).

Kommenrapuu: Mzumenenus nabopamopHulx nokasamenell He AGIANMCA KPUMePUsMU NOCMAHOBKU
ouazHoza ocmeonopo3sa. Jlabopamopnvie mMemoobl UCNONL3VIOMCA NO NOKAZAHUAM OJisl NPOBEOEeHUs
ougeperyuanvbHoli. OUACHOCMUKYU OCMeonopo3a ¢ OpyeumMu 3a0071e6aHUusMU cKelemd, OYeHKU
bezonachocmu HA3HA4eHUs NPpenapamos, GIUsIOWUX Ha MUHepaIU3ayuio Kocmel
(aHmuocmeonopomuyeckux npenapamos), aHaIu3a NPoOYeccos YopmMuposaHus u pe3opoyuu KoOCmHou
MKAaHU.

eV Bcex nanueHToB ¢ MB pekoMeH10BaHO exeronHoe usmepenue ypoHs 25-OH Burtamuna [l B
KPOBH, MPEANIOUTHTEIBHEE JIETOM U 3UMO, C IIeJIbI0 CBOEBPEMEHHOTO BBIABICHHS Je(pUIIMTa BUTAMIHA
D, noxGopa 10361 BUTaMuHa D 1, COOTBETCTBEHHO, MPOPHIAKTUKU OcTeonoposa [96].

(YYP - C, YIUI - 5).
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KommenTapmii: Hopmanouwiii yposensv 25(OH)D cvisopomiu kposu - 6onee 30 ne/mn (75 Hmonv/n) u
menee 100 ne/mn (250 Hmonw/n).
HUccneoosanue 1,25 (OH)-D ne pexomenoosaro [96].

Pabouas epynna Meoscoynapoonoco @Donoa Ocmeonoposza (International Osteoporosis
Foundation) u Meoxcoynapoonoti @edepayuu Knunuueckou Xumuu u Jlabopamoproti Meouyumsl
(International Federation of Clinical Chemistry and Laboratory Medicine) pexomendyem 0
UCCIe008aHUsI KOCMHO20 00MEHA 02PAHUYUMbCS 08YMSL MAPKEPAMU CblBOPOMKU Kposu: N-KoHyesbie
nponenmuodsl npoxoniazeHa I muna (PIN -mapxep rocmeoobpa3zosamus) cbl8OpOMKU KpoSU U
Ckonyesvie menonenmuowvl moaekyn koanazena 1 muna, ceéasannvie nonepeynvimu cuuskamu (CTX-
mapkep pezopoyuu kocmu) [97]. Oyenxa smux mapkepos Moxcen nposoouUmsCsi y 63p0Ciblx NAYUEHNO8
011 panneli oyenku (uepes 3 mec.) sghgpexkmusnocmu anmupezopomusnou (CTX cvligopomxu) unu
kocmuoanaboauyeckou (PINP cvigopomku) mepanuu.

*  PexomeHnnyercs mHpoBOAMTH MOHHUTOPUHI MccienoBaHUS YpOBHS JKelie3a CHIBOPOTKH KPOBHU
(e’xerofiHO, MO MOKa3aHWSAM - Yalle) C Lebl0 BBIBICHUS aedUIIUTa Kelle3a W/ HUIU XPOHHYECKOTO
BocnasieHus [62].

YYP-C, YA -5).

*  PexomeHnyercs NMpoBOJUTh MOHHUTOPUHI YPOBHEH XHpopacTBOpUMbIX BUTaMHUHOB (A, E, K) u
BUTaMUHa B12 B CBIBOPOTKE KPOBH BCeM MarueHTam ¢ MB, 1o mokazaHusiM ¢ 1eJIbI0 CBOEBPEMEHHOTO
BBISIBJICHHSI UX HEIOCTATOYHOCTH U aJIeKBaTHOM Koppekiuu Tepanuu (Tabmn. 9, [Ipunoxenue 7) [2,62].
YYP-C, YA -5).

KommenTapnmii:

Taobauya 9. Hopmamuswl yposreii 6umamunos 6 cblopomke Kposu nayuenmos ¢ MB

Bumamun A (pemunon) 30-72 ne/mn

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

Bumamun K (menaduona nampus oucynvgum) IIpompomburosoe epems
Bumamun Bi2 (L{uanoxobaramun™) 187-883 ne/mn

* pexomenoyemcs onpedenamev y nayuenmos ¢ MB ¢ cunopomom Kopomkou KuwiKu, nocie
00UUPHOU pe3eKyuU KUULeYHUKA.
Husxue yposnu owcupopacmeopumvix SUMAMUHOE pPe2UCMPUPYIOMC NPAKmMu4ecku ) 6cex

nayuermoes, HecCmomps Ha adekeamHyio 3amecmumeilbHyro mepanuro.
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Iloxazano, umo ymepenno nosviuiennvlie yposHu pemunona (0o 110 me/on) 6 cvleopomke Kposu
noaodcumensuo koppeaupyiom ¢ O@B1 (ODB1 >80% y 90% u3z maxux nayuenmos), He3agucumo om
803pacma, NAHKpeamuyeckou QYHKYuu u HympumueHo2o cmamyca, 6e3 Kakux-iubo npusHaKos
MOKCUYHOCIU.

V Heneuennvix nayuenmog c¢ MB ecemoppacuueckuii CUHOpOM MOdCem Manugecmuposams
gumamun-K Hedocmamounocmvio. ¥ HOBOPOICOEHHBIX U 2PYOHBIX Oemell OHA MOHCEm NPOSAGUMbCSL
HEeOOBACHUMOIL 2eMOpPPAUYecKoll Nypnypou, UHMECMUHALbHBIMU KPOBOMEUEHUAMY, ONUMENbHOU
KpoBomouusocmolo 8 mecmax unvekyuu. Cmapuwiue Oemu, HAX00AWUeCs HA UHMEHCUBHOU
AHMUOAKMEPUATbHOU Mepanuy Ulu ¢ CONYMCMEYIOWUM NOPAMdCEHUEM NedeHU, MAaKice CKIOHHbL K
HapyuweHur npoyeccos Koa2yiayuu, oasxce Ha ¢one npuema sumamuna K.

* PexkomeHnn0BaHO BceM TMalMEHTaM MY:KCKOr0 TMoJa B Bo3pacte crapuie 15 ner c¢
MYKOBHCIIHIO30M TIPOBEICHHUE CIIEPMOTPAMMBI U MOJICKYIpHO-TeHeTrnueckoro (aHanu3 rena CFTR,
eclii He ObUI paHee BBIMOJIHEH) UCCIEeIOBAHUS C LIETBI0 OMpeesIeHUs] TPOrHO3a U TAKTUKU PEIICHUS
Bonpoca penpoaykuuu [98,100,101].

YYP-C,YAA-4).

KommenTapuu: cnepmocpammy makoce credyem 6blNOIHAMb NAYUSHMAM MYHCCKO2O0 NONA C
VCMAHOBNIeHHbIM  OuacHozom MB 6 npoyecce Ounamuueckoeo HaAOMOOEHUss NpU  OMCYMCMEUU
azoocnepmuu ¢ 4acmomotl , 8 cpeonem, 1 pas 6 200.

*  PexomeH10BaHO BCeM MalME€HTaM MY>KCKOT'O I0jla B BO3pacTe cTapiue 15 jJeT ¢ MyKoBHCLHI030M
MPOBE/ICHUE TOPMOHAIBHOTO HCCIIEOBAaHUSI — OIpENeIeHne YPOBHA OOINEro TECTOCTepOHA |
CTEpPOUCBS3BIBAIONIETO TIIOOYIUHA (MCCIEeOBaHUE YPOBHS TJIOOYJIMHA, CBS3BIBAIOIIETO TMOJIOBHIE
TOPMOHBI, B KPOBH) B CHIBOPOTKE KPOBH C €JIbIO TUAarHOCTUKHY runoronaausma [102,103,104].
YYP-B, Y11 -3).

KomMmeHTapuu: mpy BBISIBICHUN SHJIOKPUHOJIOTHMYECKUX HApyIICHUW- HaOmoaeHue 1 pa3 B rog u
JieueHue y Bpaya-sHAOKpHHoIora. [Ipy 0TCyTCTBUYM SHAOKPHHOIOTHYECKUX HAPYILIEHUI-C 4acTOTON He
pexe 1 pa3 B 3 roaa.

Memoowt noobopa namozenemuueckou mepanuu (ueaxkagpmop-+iymaxagpmop)

 Ilpu wnHasHaueHmm mnpemnapata wuBaKaPpTOpHIymMakapTop pPEKOMEHIYETCS HWMETh JaHHBIE O
reTepO3UrOTHOM HOCUTENIbCTBE 00ouMu poautensimu mytauun F508del (cornacuo mnctpykuun). Ilpu
OTCYTCTBHH TaKOM MH(POPMALIUU PEKOMEHYETCS TPOBECTU MOJIEKYIISIPHO-TEHETUYECKYIO TMarHOCTUKY
C LIEJIbIO BBISICHEHHS T€TEPO3UTOTHOIO HOCUTENbCTBA poauTenamMu Bapuanta F508del. Ecnu poaurenu

(I/IJ'II/I XOTS OBI OJVH H3 pO,Z[HTGJ'ICfI) 10 KaKMM-JIH00 npuiruHaM HE JOCTYIIHBI JJIsI MPOBCACHUA JAHHOTO
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HCCIEA0BAHMS, TO PEKOMEHAYETCS MALMEHTY JTOMOJHUTEIBHO MPOBECTH aHAINU3 C LENIbI0 NCKIIFOYEHUS
HAIMYMS TIPOTSHKEHHOW Jnenenuu B oOimactu mytauumu F508del, To ecTte mis  MCKIIOUEHUS
TEMU3UTOTHOCTH 110 JIaHHOM MyTaluu. PeKOMeHIyeTCsl Takke MCKIOYUTh HOCUTEIbCTBO BAapHUaHTa
L467F 2ena CFTR (NM_000492.3:¢.1399C>T; NP_000483.3:p.(Leu467Phe)) B cocTaBe KOMILIEKCHOTO
atenss ¢ wmyranuedn F508del, moka3zaHHO mNpPUBOIAMIEIO K PE3UCTEHTHOCTH K  TEpaIlHH
[105,106,107,108,109,110].

YYP-CVYIA-4).

*  Pexomennyercs npumeHeHHe GOPCKOIMHOBOTO T€CTa Ha KUIIEYHBIX OPraHOUAX, MOJIYyYeHHBIX OT
MaryeHTa B pe3ysbTaTe OMOICHU MPSMOW KHUIIKH C IENbI0 OMpEeNICHUs] MOKa3aHui K TapreTHOU
Tepanuu:

o Ilpm penkux wmytamusix reHa CFTR ¢ 1enbl0 OIEHKA BO3MOXHOCTH TPOBEICHUS
natoreHetnueckon tepanuu [111,112,113,114]. o Ilpu orcyrctBum 3¢dekra oT (coriacHo
WHCTPYKIIMHN) yepe3 6 MecsIeB ¢ Hayaja Teparuu

o BceM manmeHTaM - HOCHUTENSIM KOMIUIEKCHOTO aJuIeNsl JUISl BBIACHEHUS UYyBCTBUTEJIBHOCTH K
uBakagpTopy u mymakadropy [115,116,117]

YYP-C, VIO -5).

Kommenmapuu:

Ilpu  nonyuenuu Kyabmyp opeaHoudo8 U  GbINOJHEHUU QOPCKOAUHOB020 Mecma  OO0JIHCHYL
UCNONIBL308AMbCST NPOMOKOIbL, pa3pabomatnusie nod pykogoocmeom /. bexmana [111, 112, 113, 114]

u onucauHvle 8 omeyecmeenHou pabome [118].

2.4 UncTpyMEHTAJbHBIE JIUATHOCTHYECKHE MCCIETOBAHUS

MeToabl BU3YAJIU3AIUH JTETKHUX

* Pexomenyercs mpoBesieHne peHTreHorpadguu opraHoB rpyaHoi kietku (PenTrenorpadus jerkux,
Pentrenorpadus nerkux nupoas) maueHTaMm € MOJAO03pEHUEM Ha MYKOBHUCLHUO3 U MALUEHTaM C

MYKOBHCIIHIO30M C IIEJIBI0 ONPEICTICHUs XapaKkTepa U 00beMa MopaXeHus JeroyHou tkanu [1,2,22].
YYP-C, YA -5).
KommenTapun: penmeenoepaghus moscem 6visigums maxue npusHaKu, Kaxk oegpopmayus u ycuienue
JIe20YHO20  PUCYVHKA,  NHe8MOQuoOpo3,  NepudpoHxuaivHas  uH@uibmpayus,  KOHCOIUOAYUS

(amenexkmaswi), OPOHXOIKMA3bL, OVIIbLL, BbIAGUMb NPOSAGILEHUS OPOHXUANLHOU 0OCMPYKYUU: TOKAIbHbIE
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yuacmku 630ymus 1e204HOU MKAHU, Y8eluyeHue pempocmepHaIbHO20 NPOCMPAHCMEA, YHIOoWeHUe

ouaghpaemol, a makaice Kugo3, ymoaweHue OPOHXUATbHLIX CMEHOK, causucmole npooku. Ilayuenmam c

MYKOBUCYUOO30M NPOBOOUMCSL O NOKA3AHUSM, 6 cpeonem [ paz 6 2 2oda (IIpunoocenue 7).

Jlannwiti Memoo modicem Oblmb HeOOCMAMOYHO UHGOPMAMUBEH OJisl MOYHO20 ONUCAHUS Xapakmepa

USMEHEHUN 8 JIe2KUX, HO umeem MeHbUYI0 Nyuedyio Hacpy3ky. [o nacmoswe2o epemenu 6 pasHulx

yenmpax, Kypupyowux nayueHmos ¢ MyKosUcyuoo3oMm, 8 mom 4ucie 3apyoedcHvix, 01 OUHAMULECKO20

HaOI00eHUs 3a NAYUEHMOM Yauje UCNONb3YeMCs peHmMeeHoepaus, 8 psoe YeHmpos - KOMNbIOMEPHAs

momoepagus [22].

* Pekomennyercss mposeneHue kommnbioTepHoil Tomorpadguu (KT) opraHoB TpyaHOH MOJOCTH
ManueHTaM C TOJ03PEHHEM Ha MYKOBUCUHUIO03 W MalUeHTaM C MYKOBHUCIIMJ030M C LEJIbI0
ompeJIeICHUs XapakTepa u 00beMa MopakeHH JITOYHOM TKanu [ 1,2,22].

YYP-C,YAI-5).

Kommenrapuii: B nacmoswee épems KOMRbIOMEPHAA MOMOZPAPUA A6/159€MCsl OCHOBHBIM MEMOOOM

ouazHocmuKyu uzmeHenul 6 ieckux npu MB.

Komnvromepuass momoecpagus opeanos epyonoi nonocmu (KT) - sxcnepmunas memoouxa 0ns

oemanuzayuu usmerenuil. IIposooumcsi HU3K0003Hass Komnvromepras momoepagus (HIKT) —

CHUDICEeHUe Cubl moka 00 1 MA/ke maccol 015 demetl U MOAOObIX 83pOCiblx 8ecom <50 ke 8 couemanuu

¢ Hanpsicenuem Ha mpyoke 100 kB. Boinonnsemcs Ha enybune 800Xa, npu He803MOICHOCIU 3A0EPHCKU

ovixanus, oemsam 00 3-X jiem — 8 ycaosusax ceoayuu. 1 pas 6 2 2cooa, npu 060cmpeHuu — 6HeoyepeoHoe
uccaeoosanue. Dynkyuonanvroe KT-uccredosanue op2anos 2pyonoti No10Cmu «Ha 8bl0oxey» OJisl OYeHKU

OpOHXUANBHOU 0OCMPYKYUU NPU HE8O3MONCHOCMU @binonHenus KUDB/].

- KT-aneuoepagus opeanos epyonoii nonocmu (KT + emympusennoe 6ontochoe
KOHmpacmuposanue) / nepyzuonnas cyunmuepagus neekux npu nooospenuu na TIJIA, nepeo
mpancnianmayuel 1e2Kux, npu KposoxapKaubvi,)

- Komnwromepnas momozcpagus s6nsemcs, 8 mom 4ucie, 0CHOBHbIM MEMOOOM OUASHOCIUKU
acnepaunneza npu MB. Komnvromephas momozcpagus nieckux op2anos epyOHOL KNemKU MOXcem
8bIABUMb MAKUEe NPUSHAKU, KaAK Oepopmayust u ycuienue 1e204Ho20 pUcyHKd, nHeemopuopos,
NepUOPOHXUATLHYIO UHDUILMPAYUIO, AENEeKMA3bl, OPOHXOIKMA3LL, OYILIbL.

- Ilpu ABJIA na KT neekux eviaenarom «iemydue» UHQGUILMPAmbl 8 1e2KUX, OPOHX0IKMA3bl,
pacuiuperue OPOHX08 U3-3d CKONUBWIEUCA CIU3U (KCUMNIMOM NepuyamiKuy), maxk Hazvleaemvle
CUMNMOMbL «KOILYAY U «MPAMEAUHBIX NyMel», npeocmasiaowue cooou ymoauyeHue cmeHox

nepugepuyeckux OpoOHX08 6 pe3yibmame NepuOdPOHXUANLHOU UHGuUIbmMpayuu u Guoposa,
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803MocHbL amenekmasvl. OCHOBHbLIMU PEHM2EeHON02UYeCKUMU NPUSHAKAMU DPAHHUX CMAOUll
ABJIA  ssnatomcs  08ycmopouHue  uH@uILMpamsl, ucuesawue Nocie  NPUMEHeHUs
KOpMUKocmepouoog Ol CUCIMEMHO20  NpUMEHeHUs,  NPU3HAKU  XPOHUYECKO20
NepubpPOHXUATLHO2O 80CNANCHUS U MYKOUOHBIX npoboK. [lo30Hee 6viasnsom 08YCMOpPOHHUE,
NPOKCUMANbHYLE, Yauje 8epXHedoedble OPOHX0IKMAssl, udpos u ymoauernue niespol. KT —
bonee uyscmeumenbHulll MeMoo GblAGNEHUA YKA3AHHBIX NPUSHAKOG, YeM PeHMeeHo2paghusl.
-V nayuenmos ¢ XAJI na KT obbiuno 8vla61510m KOMNIEKC OPOHXOIKMAZ08, OKPYHCEHHDIIL
30HOU 60cnaneHus, uno20a cooepxcawjux acnepaunnomvl. KT npusnax acnepauiiomvl.
OOUHOYHASL NOJOCMb C COOEPIHCUMBIM, CMEeWaroWuMcs Npu nepemeHe NOoN0HNCeHUus mend
(cumMnmom «nocpemyuwikuy), ¢ XapakmepHou NPOCIOUKOU B030yXa (CUMNMOM «Cepnay)
[17,39,85,86].

* PekoMeHI0OBaHO TIPOBEJCHHE MArHUTHO-PE30HAHCHOW TOMOrpaduu OpraHoB TPYTHOM KIETKU
naueHTaM ¢ MB B kadecTBe YTOYHSIONIETO METOAA JUISI CHIDKEHUS JIYYCBOW HArpy3Kd IIPH
MHOTOKPAaTHOM KOHTPOJI€ BOCHAIMTENIBLHOTO Tporecca. [[o 7 neT — B yCIoBHAX celanuu, mocie — Ha
cBoOoaHOM Abixanuu [119,120].

YYP-C, YA -5).

Metoabl BU3yaIu3ali 0KOJIOHOCOBBIX NAa3yX
* Pexomennyercs mnpoBeneHue KommnbioTepHoi Tomorpadguu OHII (koHycHO-my4eBass WU

mynptucnupanpHas) win MPT OHII npu nepBuuYHOM OlleHKE NATOJIOTMYECKOro IMpolecca B
OKOJIOHOCOBBIX Ia3yXaxX U MPH MOATOTOBKE K KAKJOMY PUHOXUPYPTUUYECKOMY BMEIIATEIbCTBY
[121,122].

YYP-C,YAA-4).

Kommenrapmii: KT OHII npoussooumcs 6 akcuanibHOu niocKOCmu ¢ peKOHCmMpYKyueu uzoopa)ceHus
8 KOPOHAPHOU U CasummanvbHou npoekyusx. /lemsam ne pexomenoyemcs evinonnenue KT OHII 6e3
KIUHUYECKUX NOKA3AHUL (C yenblo OUHAMUYECKO20 HAON00eHUs), M.K. MO0 6 3HAYUMENbHOU Mepe
yeenuyusaem CyMMapHyio 1y4egyio HazpysKy (8 céa3u ¢ He0OX00UMOCMbIO NEPUOOULECKO20 GbINOIHEHUSL
KT opeanoe epyonou knemxu). Bzpocnoim KT OHII nposooumcs 1 paz 6 1-2 200a unu uawe no
noxkazanuam. B 3uauumenvrot mepe namochomonuunvimu Onsi XPC npu MB KT-npusnaxamu
AGNAIOMCA:  0eMUHEPAIU3ayus U MeOuanu3ayus KproykoBUOHO20 OMPOCMKA 6 COYemaHuu C
3anoHeHuemM 8epxXHedeNtoCMHOL NA3YXU NIOMHBIM COOEPHCUMBIM, 2UNONIA3US (8NJI0Mb 00 a2eHe3ul)
JIOOHBIX U KIUHOBUOHLIX NA3YX, MeOuamusayus («meouanrvHoe 6vlOyXaunuey») NameparvbHOU CMEeHKU

nojiocmu Hocda, bonee 6blcmpbll/7 pocm 3A0HUX KIEMmOK peutemuamozo Jza5upuHma no CpaeHeHuro ¢
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nepeonumu. JJondicHbl  oyenueamuvcs: Haaudue noaunoé Hoca (cmenewv IIH I-III, coenacho
knaccuguxayuu Johansen LV, 1993), nocreonepayuonnvie uzmenenus. Penmeenoepagus OHII ne
saensemcs ungopmamusHvim memooom ouacrocmuxu XPC npu MB. MPT oko1oHOCO8bIX na3yx makice
He modcem bbime anvmepramueou KT, m.k. He no3gonsiem oyeHums cOCMosHUe KOCMHbIX CIPYKMYP.
B coomsemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabps 2017 2. Ne 804n om «O6
VMBEPIHCOeHUU HOMEHKIAMYPbl MEOUYUHCKUX VCIYe»: KOMNbIOMEPHAs MOoMOo2pagus npuoamoyHbix
nazyx Hoca, 20pManu, CHRUPAIbHASL KOMNbIOMEPHAS MOMO2paghus HNpuoamoyHulX na3yx Hocd,

MACHUMHO-PE3OHAHCHAA mOMoepa(ﬁuﬂ OKOJIOHOCO6blX nasyx.

AOnoMHMHAIBHASA peHTreHorpadgus

0 PexomeHnmoBaHO MpoBeaeHUE abnoMHHANBHOW peHTreHorpaduu (O630pHas peHTreHorpadus

OpraHoB OpIOIIHOW IMOJIOCTH) MPH MEKOHHUEBOM WJIEYCE U CHHIPOME IUCTAILHOW WHTECTHHAIBHON

obcrpyknuu (CANO) ¢ 1enbro TMarHoCTUKY HEMPOXOAMMOCTH KulieuHuka [123,124].

YYP-C, YA -5).

Kommenrapmii:  0630pHas penmeenozpagus opeanos oprowHol nonocmu
nPOBOOUMCS 68 BEPMUKATLHOM NOLONCEHUU NAYUEHMA, 8 NPAMOU NPOEKYULL.

C moti sce yenvio npu CUHOpoOMe OUCMATbHOU UHMECIUHANbHOU 00CMPYKYUU MONHCEM NPUMEHAMbCSL

KOMNbIOMEPHASL MOMOCPADUSL OP2AHO8 OPIOUIHOU NOJOCTIUL.

MeToabl AMATHOCTHKH 0CTEONOPO3a

Onpeodenenue ucxoonou MIIK npu nposedeHuu penmeeHOOeHCUmomempuu HA3HA4aemcs Oemsam
cmapwe 8 nem. Panvuwe - npu nanuyuy maxux pakmopos pucka Kax:
1)  nuskuti UMT (<90% om uoeanvnozco UMT),
2) axkmusHocms necounozo 3abonesanusi (ODB1 <50% Ooncroti),
3) Onumenvuas (3 mec u bonee) mepanus nepoOPAIbLHLIMU KOPMUKOCMEPOUOAMU OJisL CUCIEMHO20
npuMeHeHUs,
4) 3a0epatcKa nonoB8o2o CO3PeBanUsl, CUNO2OHAOUM;
5) Hanuuuu HU3KOIHEpeemuyecKux nepeiomos 6 aHamHese.
TloemopHuie uccnedosanus peKoMeHO08aAHO NPOBOOUMb OemAM U 83POCabiM 00 50 nem:
1) npubnuzumenvno uepesz 5 nem, ecau Z-kpumeputi eviwe -1 SD u nayuewm KIUHUYECKU
cmabuien,

2) kadicovle 2 200a, eciu Z-kpumepuil mexicoy -1 u -2 SD,

55



3)  Kaducowui 200, eciu Z-kpumeputi -2 SD u Hudice unu ecmov HU3KOIHEpeemuuecKue nepeiomsl 8
aHamuese Ui UMeromcs 3Hauumble hakmopsl pucka 0Cmeonopo3d.

V ocenwyun 6 nocmmenonayze u myxcuun 50 nem u cmapuie peKomMeHOyemcs HnpogedeHue
ocmeoodeHcumomempuy NPUOIUIUMENbHO.

1) xaoicowie 5 nem, eciu T-kpumepuii eviwe -1 SD,

2) kadicovie 2 200a, eciu T-kpumeputl mesxucoy -1 u -2,5 SD,

3) edcecoono, ecau T-xpumepuu < -2,5 SD unu umeiomcs 3Hauumvle HaAKmopwvl pucka

0Ccmeonoposa.

Ocmeodencumomempust OOIHCHA ObIMb NPOBEOEHA 00 HAZHAYEHUS AHMUOCTNEONOPOMUYECKOU Mmepanuu

[2].

 Jlna ouenku nuHamuku MIIK Ha ¢oHe JsiedeHHs] oOcCTEOnopo3a pPEKOMEHJO0BAHO IPOBOJIUTH
pentrenonencutomerputo (DXA) 1 pa3 B 6-12 mec y aereii crapiue 8 et u 1 pa3 B 12 Mmec y B3pocibIx
[36,125,126].

YYP-C, VIO -5).

KommenTapuii: penmeenooencumomempuio scenramensho npoeooums Ha OOHOM U MOM Jce annapame
(Oencumomempe KOCMHOM PEHMEEHOBCKOM) OOHUM U MeM dHce CHeyuaiucmom.

Penmeenoepagus kocmeii cxenema nayuenmam ¢ MB 0113 ouacHocmuxu ocmeonoposa He npo8ooumcs,
npumensiemcs npu nepenomax [36].

* V¥ nereil u noapocTkoB ¢ MB pexomeHayeTcs IpoBOANUTE PEHTTEHOAEHCUTOMETPHIO MOSCHUYHOTO
oT/leNia TO3BOHOYHHUKA B MepeiHe-3aiHel nmpoekuuu (o1 0 JIeT) U 1o nmporpamme «Bce Tesio» (¢ 3 JeT no
MOKA3aHUSAM), HCKJIIOYash TOJOBY W3 pacyeTOB KOCTHOM MHUHEPAJbHOM IUIOTHOCTH C LEJBIO
CBOEBpPEMEHHOTO BbIsiBNIeHUs cHIbKeHUsI MITK 1 Koppekiinu BhIsSIBICHHBIX U3MeHeHuM [51]

YYP-C, VIO -5).

Kommenrtapuu: Hccneoosanue MIIK npokcumanvrHoco omoena 6edpa y oemeti u NOOPOCMKO8 He
nPOBOOUMCSL 8 C8:3U 8APUADETLHOCMbBIO PA38UMUSA CKeNemd.

YV 0emeii ¢ 3a0eparckoil nunetinoco pocma u pazsumusi pezyiomamusl MIIK 0ondichvl ananuzuposamucs
€ yuemom abconomno20 pocma Uiy pocmogo20 603pacma, Uil CPAGHUBANBCS C COOMBEMCMBYIOUWUMU
neouampuyeckumu 06a3amu OaHHbIX, BKIIOUAIOWUX cneyuguyeckue 0 803pacma, noid U 603pacma
Zxpumepuu [51,127].

e VYV B3pociblX MNanueHToB ¢ MB pekoMeHayeTrcss MNpOBOAHMTH OCTEOJECHCHUTOMETPUYECKOE

HUCCICIOBAaHUC (peHTFeHOI[CHCI/ITOMeTpI/IIO) MNOACHUYHOT'O OTJACJIa ITO3BOHOYHHKA B nepez[He-3a,uHeﬁ

56



npoeKuu U ¢ 20 JIeT - MPOKCUMAIIBHOTO OTJeNa OeIpEeHHONW KOCTH (aHATM3UPYETCsl 00JIaCTh MIEHKU
oenpa (Neck) m obmuii mokazarens Oeapa (TotalHip), amsa 3akmtodeHusi BbIOMpaeTcs HaMMEHBIIIEE
3HaueHue Z- win T-kpuTepus) C LEIbI0 CBOEBPEMEHHOW JIMAarHOCTUKM HAapyHIEHHUs KOCTHOU
MuHepanuzamuu [36,127].

YYP-C, YA -5).

Omnpenesienne GyHKUMHA BHEIIHET0 JIbIXaHUSA
*  PexomenmoBano npu nogo3penur Ha MB u y manuenToB ¢ MB ucciienoBath GpyHKITHMIO BHEIITHETO

JbIXaHUS: CIIUPOMETPUS — B CpedHEM Kakaple 3 Mecsla (McciaeloBaHUE HECTPOBOLIMPOBAHHBIX
IBIXaTENbHBIX O0BEMOB W TIOTOKOB, MpPH HEOOXOIUMOCTH — JIOTIOJTHHUTEIHHO HCCIICIOBAHHE
JBIXATEIbHBIX 00BEMOB C NMPUMEHCHHEM JICKAPCTBEHHBIX IPENaparoB), OomuruieTu3Morpadus — 1o
MOKA3aHUsM, B CPEIHEM - €KETOJHO C LIEJbI0 OMpEIeIeHHs] U TUHAMUYECKOIO KOHTPOIIS JIETOYHOU
(GyHKIIUY, OTIPEICIICHUs OOPAaTUMOCTH OOCTPYKIIMH TIPH €€ HATUIUHU (TIPU OTCYTCTBUU BO3PACTHBIX MU
MHBIX MPOTUBOMNOKa3anuii) [1,2,22].

YYP-C, YA -5).

KommenTapuii: uccredosanue gynkyuu sneuwtne2o ObIXxanusi (Cnupomempusi) 603MONCHO y demell ¢ 56
aem, 6 moM cayuae, eCciu NAYUEeHm MOJCem GbINOIHUMbL MAHesp dOpPCUpo8aHHo20 Bbl00Xd,
OUACHOCMUYECKAsl YeHHOCMb UCCe008aHus y Oemetl Maaoute 5 nem nudice. Cnupomempus no3eonsem
KOCBEHHO OYeHUmb je20uHble 00beMbl, OOOUNIeMuU3Mocpaguio npoeoosm 0isa 6oee MoYHOU OYeHKU
JIe20UYHBIX 00EeMO8 N0 NOKA3AHUSIM.

Haubonee wacmo y nayuenmog ¢ MB 6visgnaiomcs 0OCmpyKmugHsvlie U pecmpukmusHvle HapyuieHus
BEHMUNAYUU (8 3ABUCUMOCTIU OM 00beMA U XapaKkmepa NopaiceHuss OPOHXUANbHO20 0epesa,).

Ilpu uccneoosanuu ®@B/] na pannux cmaousx ABJIA obviunO GvlaGnAIOM NPUSHAKU OPOHXUANLHOU
obcmpyKkyuu, no mepe npozpeccuposéarus 3aboneeanus — couemauue OOCMPYKMUBHBIX U
PECMPUKMUBHBIX HAPYULEHUIL.

B coomsemcmeuu c Ilpuxkazom Munzopasa Poccuu 13 okmabdps 2017 2 Ne 8041 om « O6 ymeeporcoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCILYe»: UCCIe008aHUe HECHPOBOYUPOBAHHBIX ObIXAMENbHBIX 00bEMO8 U
NOMOKO08, ucciedosanue ObIXAmMelbHbIX 00beM08 ¢ NpUMEHEeHUeM JeKapCmMeeHHbIX Npenapamos,

boouniemuzmocpaghusi.

° PeKOMeHJIOBaHO MMPOBCACHUEC ITYJIbCOKCUMETPHUN W/ HUCCIICA0BAHHUE TI'a30BOTr0 COCTaBa KpOBHU
(I/ICCJ'ICI[OBaHI/IC YPOBHA KHCJIOPOAa KpOBH, UCCICAOBAHHUC YPOBHA YIJICKUCIIOTO r'a3a B KpOBI/I) BCEM

rnanueHTaMm ¢ nogo3peHneM Ha MB u BceM manmentam ¢ MB npu kaxaodl rocnvraiv3anuu, Mo
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MoKa3aHusIM (00OCTpEHHE XPOHHYECKOTO OpPOHXOJErOYHOTO TMpOoIecca, HAJIMYHME JIbIXaTeIbHOU
HEJIOCTAaTOYHOCTH, TPEOYIOIIeH OKCUTeHoTepanuu) — vae [2,128,129].
YYP-C, VI -5).
YiabTpa3ByKoBbIe MeTOAbI HCCI€I0BAHUS

* PexoMeH1I0BaHO MpOBe/IEHUE YIbTPA3BYKOBOI'O MCCIEIOBAHUS OPraHOB OpPIOMIHON MOJOCTU U
nevyeHH (yJabTpa3ByKOBOE HCCIIEOBAHUE OPTaHOB OPIOIIHOM MOJIOCTH (KOMILIEKCHOE), YIbTPa3BYKOBOE
UCCIIeIOBaHKE TIE€UYEHH, YIbTPa3BYKOBOE HCCIIEJOBAaHHE TeraToOMINapHON 30HBI) BCEM MallMEHTaM C
MOJI03pEHHEM Ha MYKOBHUCIIMI03 M TalleHTaM C MYKOBHCLHJ030M, 0CO0O€ BHHUMAaHHUE YIENSTh
CTPYKTYpE MOJHKENyI0UHOH jKeJe3bl, ONpeAesATh THUI KPOBOTOKA B IIeUeHU (Jomnmieporpadus cocyaos
MOPTAJILHON CUCTEMBI, TYIUIEKCHOE CKAaHUPOBAHUE COCYOB NIEYEHH) C LEJIbI0 BBISBICHUS U3MECHEHUH,
XapaKTEPHBIX JJIS JAaHHOTO 3a00JIeBaHUS U UX TUHAMUKH [1,2,22].
YYP-C, YA -5).
KommenTapuii: Hanuuue numelinoco Kpogomoxa 6 nedenu ceuoemeibcmsyem o0 @GopmMuposaHuu

Guoposa. llenecoobpasno conocmasums ¢ OAHHLIMU PUOPOINIACTIOMEMPULL.

* PexomenioBaHo mpoBefieHHE (HUOPOIITACTOMETPUU TMEYEHH (DJIACTOMETPHUSl T€YEHH) BCEM
nanueHTaMm ¢ MB ¢ 1enpro OleHKH CTeneHn BhipakeHHOCTH (hrubpo3a o mkanre METAVIR
(ITpunoxenue I'1l) [2, 22, 130].

YYP-A,YIA-1).
KommenTapuu: uccieoosanue maxowce yenecoobpazno nazHaiams nayueHmam ¢ nooospenuem na MB
NpU HATUYUU HEACHO20 NOPANCEHUS] NeYEeHU.

* PexoMeHI0BaHO BCEM NAIMEHTaM MYKCKOIO I10JIa B BO3pacTe crapue 15 jeT ¢ MyKOBHCIIMI030M
BBITIOJTHEHUE YPOJIOTMUECKOI0/aHAPOIIOTMUECKOT0 00CIIeIOBaHMsI ¢ IPOBEICHUEM YJIbTPa3BYKOBOTO
uccieoBaHusl TOJIOBbIX opraHoB (Y3UM opraHoB MOIIOHKH, YJIBTPa3BYKOBOE HCCIIEIOBAHUE
IIPEICTATENIBHON JKENe3bl TPAHCPEKTAIBHOE, YJBTPa3ByKOBOE HCCIIEOBAHME OpPraHOB MaJIOro Tas3a
(KOMIUTIEKCHOE) AJIs BBISIBJICHUS CTPYKTYPHBIX U Mopdosiorndeckux u3menenui [98,104,119,131].
YYP-C, V1A -4).

Kommenrapuu: npu nanuuuu napywenuti- nosmoproe obcinedosanue 1 pasz 6 200, npu omcymcmeuu

HapyuleHuti- no mepe neobxooumocmu, Ho He pedice I paza 6 3 2o0a

* PekoMeH/I0BaHO  pEryJsipHOE  MEpUOJMYEcKOe  3XOKapauorpapuyeckoe  Hccle0BaHUE
(axokapauorpadus, 9x0-KI') ¢ mommiepoBckUM aHamM30M (M3MEpEHUE TpajiieHTa JaBleHUS Ha
JETOYHON apTepuu) y mNanueHToB ¢ MB, Tak Kkak Tpu 53TOH MATOJIOTHUH, OCOOCHHO MpHU
pacipoCTpaHEHHOM TOPaKEHUH, BO3MOXKHO DPA3BUTHE JIETOYHOW THUMEPTEH3MH W (POPMUPOBAHUE

JIETOYHOTO cepana [2].
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YYP-C, YA -5).
KommenTapuii: cpeonss uacmoma npogedenus Ixo-KI'— 1 p/200 (npedcmasnena 6 Ilpunosicenuu 7).
duekTpokapauorpadus

* PexomeH10BaHO IIPOBEICHHE AIEKTpOoKaparorpaduu namuveHTaM ¢ Mykoucuu03om mpu [lcesmno-
Baptrep cunapoMe C IENbI0 KOHTPOJS BIMSHUS DJICKTPOJUTHBIX HApPYIICHWA Ha CEepACYHYIO
NeSITeNIbHOCTD, Mepe/l HayaJloM Tepanud MHTMOMTOpaMH NMPOTOHHOTO Hacoca, MpernapaTtaMu MpPOTHB
HTMBb, npu 1iautensHOM NPUMEHEHUH a3UTPOMHUIMHA™** MO qpyruM rnokasaHusiM, Ha (oHE Tepanuu
BBICOKMMH JI03aMH CEJICKTUBHBIX [32-aIpeHOMUMETHKOB (2 Hellenn ) ¢ elbio oieHku narepBaia QT [89,
132]
YYP-C,YAA-4).
JHI0CKONMUYECKHE METOIbI HCCIIeI0BAHUS

* PexoMeH1I0BaHO TNpoBeneHUE TPaxeOOPOHXOCKOMUHU MAlMEHTaM C MYKOBHCIHI030M B CIIy4asx
HEO0OXOIMMOCTH MPOBEACHUS JOMOIHUTEIBHOIO MHUKPOOHMOIOTHYECKOTO HCCISIOBAHUS KHJIKOCTH
OpOHXOAITBBEOJISIPHOTO JIaBaXKa, C CAHAIIMOHHOHN IIENBIO0 MPH TOMBITKE PACHpPaBUTh aTEJeKTa3 JOJIN
JIETKOro B ciy4ae Hed(h(PeKTUBHOCTU MPOBECHHS KOHCepBaTUBHOM Teparnuu [1,2,17,85,86].
YYP-C, YA -5).
KommenTapwuii:
- Tpaxeobponxockonus ¢ CaHAYUOHHOU Yelbl0 PACCMAMPUBAECMC 8 KIUHUYECKUX CYYAsX, KO20a
CMaHOapmHas  KOHCep8amueHas mepanus ameilekmasza (uneanayuu  Jlopnazot  anvga™**,
KOpMuKocmepouoamu 0 cucmemHozo npumerenus: (Ilpeonuzonon**)) ne agpgpexmusna, u mpebyemcs
noomeepycoeHue  uOeHmugukayuy  MuUKpoOHO20  neuzaxca  nayueHma C  onpeoeieHuem
YYBCMBUMENbHOCIU K AHMUMUKPOOHBIM NPenapama.
- Buwicokuii puck pazeumus mpaxeobpouxuma npu acnepeuiiese mpeoyem npogeoeHusi paHHux
OpoHxockonuil ¢ nociedyrouwum Jnabopamopuvim uccredosanuem BAJl. Kpumepuem ouacnocmuxu
ACNepaUNIe3Ho20  MpaxeoOpoHxXuma AGNAemcs. GvlasleHue npu OPOHXOCKONUU Cheyuhuueckux
UBMeHeHUll (pumema, U3vA36leHUsl, NCBOOMEMOPAHO3HbLE USMEHEHUS).
B coomsemcmeuu c Ilpuxazom Munzopasa Poccuu 13 okmsabps 2017 2 Ne 8041 om « O6 ymeepaicoenuu
HOMEHKIAmMYpbl MEOUYUHCKUX YCIY2». MPaxeodpOHXOCKONUsl, 8U0e0mpaxeo0pOHXOCKONUSL.
* PekomeHtyeTcst mpoBeieHUE SHOCKOIHMHU MOJIOCTH HOCa (HJOCKOMMYECKas SHJOHA3aIbHAsT PEBU3HS
MOJIOCTH HOCA, HOCOTJIOTKHM) TMarueHTtaM ¢ MB 1o moka3aHusIM: TpH HEOOXOIUMOCTH OILEHKH

BBIPAKCHHOCTH XPOHHUYCCKOTO PUHOCUHYCUTA, CTCIICHU HA3AJIbHOTO IMOJIMITIO3a, YTOUHCHHA IMOoKa3aHUi
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K PUHOXUPYPTHUUECKOMY JICYCHHUIO, OLEHKH pe3yJbTaTOB SHIAOHA3aJIbHBIX SHIOCKOMUYECKUX
xupypruueckux smerarensets [133,134,135,136].

YYP-C, Y1 -4).

KommenTapmuii: suoockonusi nonocmu Hoca 6blNOIHAEMCA OMOPUHONAPUH2O0N020M. YHacmoma
uccne006anus onpeoensemcs UHOUBUOYaibHo 6 sagucumocmu om meveruss XPC.

* ®ubporz0daroracTpoIyo1eHOCKOIHUIO (330¢haroracTpo1yo1I€HOCKOITHIO) PEKOMEHTyeTCsl
MPOBOJIUTH BCEM ManuenTaMm ¢ MB ¢ nuppo3om neueHu AJisi KOHTPOJISI BAPUKO3HO PACIIMPEHHBIX BEH
numeBona (BPBII) 1 pa3 B 6-12 mec, npu nopo3penun Ha ['OPB, 3po3uBHO-sS3BEHHBIC MTOPAKECHUS,
BOCIIAJIUTENbHBIC 3a00I€BaHUS CIU3UCTON MUIIEBOAA U JKeTyIKa [2].

YYP-C, YA -5).

* PexTopomaHockomnus ¢ OMOTICUE PEKOMEHIYETCs 0 MOKa3aHUSIM MallMeHTaM C IMOJ03PECHUEM Ha
MB 114 npoBeieHusI U3MEPEHMSI PA3HOCTH KUILIEYHBIX MOTeHanoB [2,137,138].

YYP-C, YA -5).
HNucTpyMeHTaIbHAS INATHOCTUKA MEKOHUEBOI0 Hjieyca

* PexomeH10BaHO TipoBezieHHe 0030pHON peHTreHorpaduu rpyAHON U OPIOIIHOM MOJIOCTH B IPSIMOM
MPOCKIIMK BEPTUKAIBHOM IOJOKEHUU ManueHTamM ¢ MB u mojo3peHueM Ha MEKOHHMEBBIM HIIEYC C
LIETIBI0 OILEHKHU COCTOSHUSI OpraHOB OpIOIIHOM mosiocTty [139].

(YYP-C, YA -5).

* [TanineHTam ¢ MoOAO3pEeHUEM HAa MEKOHUEBBIN mieyc pekoMmenayercs Y3U OpromHoi monoctu amis
OIICHKU CKOPOCTH KPOBOTOKA M MHJIEKC PE3UCTEHTHOCTH Ha COCYJaX OPhDKEUKHU B PAa3JIMUHBIX YPOBHSIX,
ompe/ielICHUs] HAIMUKE U XapaKTep CBOOOIHOM KUIKOCTH B MEXIIETIIEBOM ITPOCTPAHCTBE, JIATePATbHBIX
KaHajax, MajlioM Ta3y (yIbTpa3BYKOBOE HCCIEAOBAHHE OPTaHOB OPIOIIHON MOJOCTH (KOMIUIEKCHOE),
yIBTPa3ByKOBas AOMIIeporpadusi CocyaoB OpBIKEHKH, yIbTPa3ByKOBOE OMpEENICHHE KUAKOCTH B
OpIOIIHOW  TOJIOCTH, YJIBTPA3BYKOBOE HCCIEIOBAHWE OPraHOB  MOIIOHKH, YJIBTPa3BYKOBOE
HCCIIeIOBaHNE OPTraHOB MaJioro Tasza (komruiekcHoe)) [139].

YYP-C, VIO -5).
KommenTapuii: uccredosanue pekomenoyemcsi npogooums 6pavom yismpazgyKosou OUacHOCmuKU
COBMECMHO C BPAYOM-OEMCKUM XUPYDP2OM.

* PexoMeHIyeTCsl MpoBEICHNE PEHTICHOKOHTPACTHBIX METO/I0B MCCIICIOBAHMS TPHU MOI03PEHUN HA
MEKOHHEBBIM WJICYC JJIsi YCTAHOBJICHHS JAMArHO3a, OIEHKH YPOBHS MOPaXEHUs, OMpe/eeHus: oobeMa
KOHTPACTHOTO BELIECTBA ISl MPOBEEHUS IOBTOPHOI'O TYTOro KOHTpactupoBanus [139].

(YYP - C, YIUI - 5).
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KommenTapun:
Huaenocmuyeckue memoowl, npumensemvle npu 00CIe008aHUU: uppucozpadus (pempocpaoHas),
UHMEPBANbHASL  peHmeeHozpausa 0N  OYeHKU NAccax)ca Nno  HeryOOUHO-KUUEYHOMY MpPaKmy
(406.17.002 PenmeenokOHMpOLb NPOXOHCOEHUSL KORMPACHO20 8eUeCm8d No HCelyoKy, MOHKOU U
06000unot kuwxe, A06.18.002 PenmeeHOKOHMPOIb NPOXOHCOEHUSL KOHMPACA NO MOACMOU KUUWKe).

0V Hosoposicoennvix Oemeti npuMeHAIOMCs 8000PACMEOPUMbLE PEHM2EeHKOHMPACHblE 8eujecmad
Ha ocHose tioda. Konmpacmuoe seujecmso 6600umcs 3H00NpOCEEemHo, Ymo MUHUMUSUPYEM CUCTEMHOe
8030eticmeue, Ho HyHCHO Y4Umvléams 8030eUcmaue Ha KUUEeUHYI0 CIeHKY, NOCKOIbKY OAHHbIU pAcmeop
2UNEPOCMONAPHBILL U MOHCEM NPOBOYUPOBAMb 0e2UOPAMAYUIO U HCEYOOUHOKUULEUHbIe KDOBOMEYEHUS.
Taxoice 6000pacmeopumoe KOHMPACMHOE 8eUieCmB0 MONHCEN BCACHIBAMbCS 8 KUUEYHUKE, 8b1800UMCS
8 IMOM CIyYae OHO NOYKAMU, U Mbl MONCEM BU3YANUIUPOBAMb HA OMCPOYEHHBIX CHUMKAX KOHMPACM 8
cobupamenvHou cucmeme novek. Umobvl MUHUMUBUPOBAMb DUCK NOPANCEHUs  CAUUCIOL,
peKomeHOyemcs pazeeoenue ¢ hu3U0I02UUeCKUM PAcCmeopomM 8 COOMHOUEHUU
1:1.

oBeseodenue bapuesoii 636ecu HeOONnYCmMuUMO y OAHHOU 2PYRNbL NAYUEHMO8, NOCKOJIbKY NPOOBUNCEHUE
oapuss no KKT mpebyem coomeemcmeyroweln nepucmaibmuieckoli akmueHOCmu, KOmopou
HOBOPOJCOEHHbIX Oemeti Hem. DMmo MOdicem Npugecmu K opmMuposanuro 00mypayuoHHoU KUueyHou
HEenpoxooumocmu OapuesbiMu KaAMHAMU HA (hoHe 8Cacbl8aHUS HCUOKOL Yacmu KOHMPACMHOU 836€CU. O
Pempocpaonas uppucozpaghus c 6000pacmeopumvim KOHmMpaACMHLIM BeU4eCIBOM.
Koumpacmnoe sewjecmso 6600umcs 8 moacmyro KUWKY yepe3 30H0, 3a8e0eHHbll 8 aHyC Ha 21youny 23
CM, C KOHMPONeM 3aNOJHeHUs MOICMOU KUKy nod penmeeHockonuei. Obvem 3anoineHus moicmou
Kuwku 20 ma/ke, 015 my2020 KOHMPACMUPOBAHUSI BO3MOJICHO Y8eaudenue obvema 00 25 mi/Ke.
Koumpacm 6so0umcs meonenno, koumpoaupyemcs Xo0 moJjicmoul KUKy, ouamemp npoceema KUK,
Xxapakmep eaycmpayuu, HAIUYUe CcoO0epHICUMO20 6HYympu npoceema Kuwiku. IIpu oOocmudiceHuu
KOHMPACMOM KYROAA CIenoll KUUKU He0OX00UMO OYeHUmb e20 pacnoiodicerue. anee npooonxcaemcs
86edenIe KOHMPACMHO20 8eWecmed, OYEeHUBACMCS PACMANCUMOCTNb KUWKU, 3a0pOC KOHMpAcma eviule
bayeunuesou 3acnounku, xapakmep noo8300WHOU KUWKU (Ouamemp npoceema, 2aycmpayus,
cooepacumoe), a maKice 03MOHCHOCHb HONAOAHUSL KOHMPACMHO20 8eUjeCmaa 8 paculupeHHblll Omaoel
MOHKOU KUWKU U PACCMOSHUE OM UNeOYEKAIbHO20 Y2id 00 pacuupesHo2o omoend. /s nyyuie2o
NPOOBUIICEHUS. KOHMPACMA NO KUUWEYHUK)Y, BO3MONCHO UCHONIb308AMb JIE2KULl MAaccaxc nepeowel

oprownot  cmenxku. Ilo  3asepuwieHuu  ucciedo8anuu  HeoOX00UMO  3agukcuposamsv  00veM
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UCNONb306AHHO20 KOHMpPpACNHO20 eeulecmea 6 Meduuuncmﬁ ()OKyMeHmauuu onsa npoee()eﬂuﬂ

nOBMOPHO20 My2c020 KOHMpacmupoeaHusl 6 Kauecnmee KOHCepeamueHo2o 1e4erusl MEKOHUe602o ujieycad.

O PeKOMeHIIOBaHO IIPOBEACHHUE ﬂHaFHOCTquCKOﬁ JarapoCKOIIMH IManreHTaMm € IoA03pEHNEM Ha MEKOHHEBBII

WJICYC JJIsl yCTAaHOBJICHUSI IPUYMHBI KUILIEYHOM HenpoxoaumocTu [123,139].

YYP-C, VI -5).

KommenTapmii: 6 racmosawuii MomeHm 6 c653u ¢ AKMUBHbIM PA38UMUEM IANnapOCKONUYECKOU MeXHUKU
U AHeCme3UO0SUYECKO20 NOCOOUS HOBOPOICOCHHbIM U HEOOHOULEHHbIM OemsM, OAHHbIL Memoo
saensemcss Hauboniee UHDOPMAMUBHLIM U HAUMEHee MPABMAMUYHbIM Ols Gepudukayuu NpuyUH
KUuteyrou Henpoxooumocmu. Eciu ecmv 803MONCHOCb, XUPYPeUHECKOe NedeHUe MONCHO BbINOJHUNMD
JAnapoCKONUYeCKU Uil pacuupums 00vem aedenuss 00 MUHUIANApOMoOMUY 6 30He unmepeca, 1uoo,
UCKTTIOYUS AHAMOMUYECKUL OedheKm, NOCMAasumsb NOKA3AHUS K KOHCEPBAMUBHOMY JIeYeHUIO.

HNucTpyMeHTa/IbHASI ANATHOCTHKA CHHAPOMA AUCTAJBHOM MHTECTUHAJIBLHOI 00CTPYKIIMHU

Cunopom OucmanvHoli UHMECMUHATLHOU OOCMPYKYUU — 3MO YACMHbIL CAYYal HU3SKOU
06MypayuUOHHOU KULEYHOU HeNnpoOXoOOUMOCMU, B03HUKAIOWUL NPU HAPYUWEHUU KUUEYHO20 MPAH3UmMA y
nayueHmos ¢ MYKOGUCYUOO30M, Ccmapuie HeoHamanbHo2o eospacma. [lannoe 3abonesanue peoxko
gcmpeuaemcs 6 go3pacme 00 2 em, 8 Cuiy 0cobeHHOCmuU Ouemvl U COXpAHEeHUU NepCmanbmuiecKol
aKmueHocmu Kuwiku. J{ns pazeumusi ONUCbIBAeMO20 CUHOPOMA HeoOX00UMO COYemaHue HeCKONbKUX
Gakmopos — HapyuleHHas ceKkpeyus NUesapumenbHblx pepmMeHmos, nuueol payuoH, COCMoAWULL u3
NPOOYKMOS, NpUBOOAWUX K 3A2YCMEHUl0 KUWMEeUYHo20 Xumyca (puc, s610xo, epywa, OaHaw,
X11e600y10uHbIe U30ENUA. NUUEHUYHBII X1e0, MAKapOHbL, neueHbe; Kapmogeib, uai, Jceie, MACO, Kypuyda
unu pviba), a makdce 0eKOMNEeHCAyUsi KUWKU HA (hoHe XPOHUUECKO20 PACMAICEHUS KUUEYHOU CIMEHKU.
3abonesanue nposensaemcs no muny Kaio8020 3aead, HO XapaKmepHoUu 0CcODEHHOCMbIO ABNIAEmcs mo,
umo obCMpPYKYusi nNPOUCXoOum Gvlle MoJCMol KUWKU U CMAHOAPMHbIE KOHCEPEAMUBHbIE MemOoObl
paspeuienus Kano8ozo 3asana 6yoym He 3¢hghekmusHui.

Ionumas eviuweonucannvle Gaxmopwvl, 603MONCHO CHOPMUPOSAMb 2PYNNbLL PUCKA, CO30aMb
cucmemy npoPuaakmuKu, OUAZHOCMUKU U JeYeHUsL.

*  PexomeHz0BaHO MpoBeieHUE 0030pHOI peHTreHorpaduu OpIOUIHON MOJIOCTH B IPSIMON IPOEKLINN
BEPTUKAIBHOM IIOJIO)KEHUU nanueHtaM ¢ MB u KiIMHMKON HM3KOH OOTYpallMOHHOM KHIIEYHOU
HEMPOXOUMOCTH C IEIBI0 OIICHKU COCTOSIHHSI OpraHoB OpromrHo# nmojoctu [140,141,142].

(YYP - C, VI - 5).
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KommenTapum: npu onucanuu penmeenozpammol 6prowiHou notocmu ciedyem oopamums HUMAHUE
maxaice Ha COCMOsIHUE OUAPPazmbi.

* [lammentam ¢ TOJO3peHHEM Ha CHHAPOM JUCTAIBHOW HWHTECTHHAJIBHOHW  OOCTPYKLUHU
pexkomenayerca Y3U OpromHONH MOJIOCTH JUIs OLEHKM XapakTepa COAEPKUMOI0 KHUILIEYHUKA,
IIPEUMYILIECTBEHHO B IPaBbIX OTAeNax OpromHoi mnosoctu. OnpeneneHue Hanuuus CBOOOJHOM
KHUJIKOCTH B MEXIIETIEBOM IPOCTPAHCTBE, JIATEPAIbHBIX KaHalax, MajloM Ta3y (yJIbTpa3ByKOBOE
HCCIIeIOBAaHNE OPraHOB OPIOIIHON MOJIOCTH (KOMIUIEKCHOE), YJIBTPAa3BYKOBOE OIPEENICHUE KUIKOCTH
B OpIOIIHON IIOJIOCTH, YJIBTPAa3BYKOBOE MCCIEIOBAHUE OPraHOB MOUIOHKH, YJIbTPa3ByKOBOE

HCCIIe0BaHUE OPTaHOB MaJIOTo Tasa (koMruiekcHoe)) [140,141].

YYP-C, YA -5).

KommenTapuii: uccreoosanue pexomernoyemcs npogooums 8pavom yibmpazgyKosol OUaeHOCUKU
COBMECMHO C 8PAYOM-OEMCKUM XUPYpeoM. YIompazeyk Mmodcem He obecneyumv adeK8amuou
8UZYANU3AYUU NPULUHBL POPMUPOBAHUS 0OCMPYKYUU, M020d 68 NPUHAMUU XUPYPSUYECKO20 PeuleHUs
HeoOX00UMO PYKOBOOCMBOBAMbCA KIUHUYECKOU KAPMUHOU U OAHHbIM peHmeeHocpapuu

*  PexomeHnmyeTcs MpOBEIACHUE PEHTTCHOKOHTPACTHBIX METOI0B MCCIICIOBAHUS TIPU MTOA03PEHUU Ha
CHUH/IPOM JIMCTAJbHONM WHTECTUHAJIBHOW OOCTPYKIIMH JAJISi YCTAHOBJICHUS TUArHO3a, OICHKU YPOBHS
nopaxenus [ 140, 142].

YYP-C, YA -5).

KommenTapun:

Jluaenocmuyeckue memoovl, npumeHsemvie npu 00Caed08aHUlU. uppucospapus (pempozpaonas),
UHMEPBANIbHASL  peHmeeHo2padusi 0N OYEHKU RNACCanHca Nno  HCeryOOUHO-KUUWEYHOMY MPAKmy
(A06.17.002 PenmeeHOKOHMPONL NPOXOHCOEHUS. KOHMPACMHO20 Beujecmea no HceryoKy, MOHKOU U
06000ounot kuwxe, A06.18.002 PenmeeHoKOHMPOIb NPOXOAHCOEHUSL KOHMPACMA NO MOJICMOU KUUIKe). O
Y 0emeti ¢ myrosucyudozom u CUHOPOMOM OUCMATILHOU UHMECMUHATILHOLU 0OCMPYKYUU YeleCO0OPA3HO
npumeHenue 86000paACMBOPUMbBIX PEHM2EHKOHMPACMHbL  CPeocms, cooepicawux 1oo. Konmpacmmoe
cpeocmeo 8800UMCA IHOONPOCEEMHO, 4MO MUHUMUIUPYEM CUCMEMHOe 6030elcmeue, HO HYHCHO
VUUmsleams 8030elicmeaue Ha KUeynylo cmenky. Taxoice 6000pacmeopumoe KOHMpAcmHoe cpeocmeo
MOJHCem B8Cacbl8amuvCs 8 KuuledHuke, 8bl8OOUMCS 68 2MOM CIyduae OHO NOYKAMU, U Mbl MOANCEM
8U3YATUSUPOBAMb HA OMCPOYEHHBIX CHUMKAX KOHMPACMHOE Cpedcmeo 6 coOupamenvbHOu cucmeme
nouex. UYmobvl MUHUMUZUPOBAMb DUCK NOPACEHUS CIUIUCTOL, PEKOMeHOYemcs passedeHue ¢
pacmeopom Hampus xaopuoa** 0,9% e coomnowenuu 1:1. o Beedenue bapus cyrvgpama™*

00nyCmumo y OAHHOLL 2PYNNbl NAYUEHMO8, HO He JHCelamenbHO NOCKONILKY npoodsudicenue bapus no KKT
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Modcem ObIMb HAPYUIEHO, 8 cledcmeue 0eKOMNeCUpOBAHHO20 COCMOSHUA UUKUNEPUCMATIbINUYECKOU
AKMUBHOCMY, KOMOPOU Y HOBOPONCOEHHBIX Oemeli Hem. Dmo modcem npusecmu K GopmuposaHuro
00MYPAYUOHHOU KUULEUHOU HENnPOXOOUMOCMU OApUesbiMU KAMHAMU HA (DOHE BCACHIBAHUS HCUOKOU
yacmu KOHMpPAcmHo20 cpeocmaa.

Pempocpaonasa uppuzozpagus c 600opacmeopumvim KOHMPACMHBIM cpedcmeom. Konmpacmuoe
cpeocmso 6600UMCsE 8 MOACMYIO KUWK)Y Yepe3 30HO, 3a6e0eHHblll 8 aHyc Ha 2nyouny 2-3 cm, ¢
KOHMPOLeM 3aN0JHeHUsl MOJICMOU KUWKU nOO penmeeHockonueu. O0vbem 3anoiHenus moacmou KUK
20 ma/ke, O My2020 KOHMPACMUPOBAHUS BOZMOINCHO Y8enuyeHue obvema 0o 25 mi/ke. Konmpacm
8600UMCSL MEONIEHHO, KOHMPOIUPYEMC sl X00 MOJICMOU KUWKU, Ouamemp npoceema KUK, Xapakmep
2aycmpayuy, HaIuyue COO0epIHCUMO20 BHYmMpuU npoceéema Kuwiku. Ilpu OoocmudiceHuu KOHmMpacmom
KYNoa clenou KUKy HeoOX00umMo OYeHums e20 pacnolodcenue. /lanee npooondcaemcs 8gedeHue
KOHMPACMHO20 CPeOCmed, OYEHUBAEeMCsl PACMANCUMOCMb KUWIKY, 3d0poCc KOHmpacma evliie
bayeunueeou 3acnonku, xapaxmep noo8300wHOU KUWKU (Ouamemp npoceema, 2aycmpayus,
cooepoicumoe), a maKHce 03MONCHOCHb NONAOAHUSL KOHMPACMHO20 CPeOCmEd 8 pACUUPEHHbIU OmMOel
MOHKOU KUWKU U PACCOSHUE OM UNeOYEKAIbHO20 Y2id 00 pacuupeHHo2o omoend. [[ns nyyuie2o
NPOOBUIICEHUS. KOHMPACMA NO KUUWEYHUKY, BO3MONCHO UCNHONIb308AMb JIe2KULl MACcadc nepeownell
OPIOWHOU CIMEHKU.

*  PexomMeHIOBaHO paccMOTPETh MPOBENCHHE TUATHOCTHUECKON IJamapoCKOMUH TMalueHTaM ¢
MOIO3PEHHEM Ha CHHIPOM AMCTATbHOM MHTECTUHAIBHON OOCTPYKIMU 0e3 aHaMHe3a OmepaTHUBHBIX
BMEIIIATEIHCTB Ha OPIOIIHON MOJOCTH (ITPU OTCYTCTBUU CIAEK) /I BepU(DUKAIIUN TPUIHNHBI KUIIICUHON

HCIIPOXOAUMOCTH U UIA obecnieueHUs BU3yalIn3allukn MCECTa O6CprKI_II/II/I npu IMIMPUMCHCHUUN

MUHUJIAIIOPOTOMHOIO JOCTYTIa IPU UHTeCTUHOTOMMH [ 142, 143,144].

YYP-C, Y11 -4).

Hcciaenosanue ciyxa

*  PexomeHnyercs npoBeieHNE TOHAIBHON TOPOTOBOM ayAMOMETPUHU NMPU CyOBEKTUBHOM CHUXKEHUU
CllyXa W/WIN TOSIBJIGHUU YIIHOTO Iyma; J0 M IOCJe Kypca Tepanuy aMUHOTJIMKO3UAaMU; MPHU yKe
BBISIBJICHHON CEHCOHEBPAJIBLHOM TYTOYXOCTH B CBSI3M C PUCKOM Pa3BUTHS CEHCOHEBPAJIbHON TYTOyXOCTHU
Ha (OHE MPUMEHEHHUs CUCTEeMHOW aHTHOAaKTepHaJIbHOM Tepamnuu IpernapaTaMi aMHUHOTIMKO3UHOTO
psna, o0JIagaroIMMU OTOTOKCUYHOCTHRIO [2,22,145,146,147] (YYP - C, YA - 5).

Kommenrtapuii: Tonanvuas nopocosas ayouomempusi OOIHCHA BbINOIHAMBCA. ) NPU CYOBLEKMUBHOM

CHUJCEHUU cnyxa u/unu nosieieHulU YUuitHoco wyma, 6) 00 u nocie Kypca mepanuu ClMMHOZJZZ/lKOS’LlaClMu,'
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8) Npu yaice BblABIeHHOU CEHCOHEBPAIbHOU my2oyxocmu He pedice 1 paza 6 200. s oemeii maaowe 4-7
Jiem (8 3a8UCUMOCmU OM CHOCOOHOCMU K KOONepayuu 60 8pems CyObeKmueHo20 UCCie008aHUs Clyxa)
ANbMEPHAMUBHBIMU ~ OOBEKMUBHbIMU — Memooamu  AGIAIOMCA  pecucmpayusi  8bl36AHHOU
OMOAKYCMUYECKOl IMUCCUU  U/UTU  pecUCmpayusi KOPOMKOJLAMEHMHbIX —CIYXO8bIX  BbI36AHHBIX
nomenyuanos, ASSR-mecm.

2.5 Hble AMATHOCTHYECKHE MCCAE0BAHMS

JAudpepeHnuaibHbIN AUATHO3
Haubonee uacmule nHozonocuuecxue ghopmoi 015 ougpepenyuanvroco ouacnosa npu MB:

O 8podIcOeHHble aHoMaNuu OpoHxuanbHo2o depesa (KT, mpaxeobponxockonus),

O mybepkyresHas  uH@exyus  (KoHcyrbmayus — epada-¢pmusuampa, npoba  Mawmy,  npu
Heobxooumocmu — ajiepeer myoOepKyiesHulll PeKOMOUHAHMHYIL, KEAHMUDEPOHOBLIIL mech); O
umMmyHooegpuyumnoe cocmosnue (HeoOxoouma KOHCYTbMAayusi 8PaUA-UMMYHOI02a
(annepeonocauMmyHoN02a), onpeoenenue YposHel UMMYHO2100YIuH08 0CHO8HbIX Kiaccos (G, M, A,
E), a maxowce, no noxkazanusam, cyokiaccoé uMmMyHo2i00yaunos, yposusa u ¢yukyuu T-xnemox, B-
K1emoK, azoyumosda, KOMNOHEHMO8 KOMNIEMEHMA, eCMeCmBeHHbIX KULIepOs8, Mecmbl Had 8UP)C
UMMYHOOeghuyuma uenosexa

(BHY);

O nepsuyHas yunuapras ouckuuesus (IIL]J]) — pecnupamopHvle CUMNMOMbL, CXOOHblE C
MYKOBUCYUOO30M, NPU OMCYMCMBUU 4ACMO20 0OUTLHO20 CIMYIA C NPUMECHIO HCUPA U 31080HHBIM
3aNAxoM, «CONeHO20» NPUBKYCA KOJCHBIX HOKPOBOG MO2YM HAOIO0AMbCA Y NAYUEHMO8 C
NepeuUYHOL YUIUapHou OuckuHesueu. XapaxkmepHvle KIUHUYECKUe NPOSABAEHUSA XPOHUUECKUL
OpoHxum, OPOHX0IKMA3bl (Y YACMU NAYUEHMO8), XPOHUYUECKUl CUHYCUM, XPOHUYECKUU Omum
(mpuada Kapmacenepa y nonioGuHvl NAYUEHMO8 NEPEUYHOU  YUIUAPHOU  OUCKUHe3uell
CONPOBOIAHCOAIOMCA  CXOOHBIMU KIUHUYECKUMU NPOAGIEHUAMU U OOPAMHBIM  PACHOJIOHNCEHUM
BHYMPEHHUX O0p2aH08), NAmojo2udecKue U3MeHeHUs NO OAHHbIM CBeMOB8ol MUKPOCKONUU
(omcymcemeue 08udceHUus Ui HeaoeK8amHbvll NAMmepH OBUNCEHUS PeCHUYEeK MepyamenbHO20
anumenus) u/uiu 31eKmpOHHOU MUKPOCKONUU (NAmonocusi CMpoeHUss pecHuyex) ouonmama
cau3UCcmou 000104KU HOCA U/UIU OPOHXA, 2eHemuyeckoe UCCIe008aHue (C NoMowbio nawenell,
sxnroyarowux 2envl DNAHS, DNAH11, DNAII, DNAI2, NMES (TXNDC3), DNALI , CCDCI5]1,
CCDC114, ARMC4, CCDC114, ARMC4, CCDCI103,

DYXICI, SPAGI, LRRC6, DNAAF2, DNAAFI (LRRC50), C210orf59, DNAAF3, ZMYNDI10, DNAAF5

(HEATR2), HYDIN [84], RSPHI, RSPHY, RSPH4A, RSPH3, DRC1 (CCDC164), GAS8 (DRC4),
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CCDC65(DRC2), CCDC39, CCDC40, OFDI (peokuii ¢penomun), CCNO, RPGR u MCIDAS (0sa
NOCNEeOHUX — NUSMEeHMHbvle PemuHumsl, 0ObIYHO OUACHOCMUpYeMble V 63DOCIbIX NAYUEHMOB8), KaK
CKPUHUH2-MEMOO Modcem Obimb UCNONb308AHO UCCIE008AHUE YPOBH OKCUOA A30Md 8 8blObIXAeMOM
HA3a1bHOM 8030yXe (V OOIbUWUHCIEA NAYUESHIO8 C NEPSUYHOL YUTUAPHOU OUCKUHE3UE — CHUIICEH, CM.
KP no oxazanuro meOuyuHcko nomowu 0emsam ¢ nepeudHoU YUIuapHou OUCKuHesuell).
Jugpepenyuanvras ouasHocmuka MEKOHUAILHO20 UNEYCA:

*  bonesuv ['upwnpynea, HeupounmecmuHaibHAsi OUCHIIA3USL

*  Buympuympobuas  ungexyus,  6HYMPUYMPOOHLIL  HEKPOMUBUPVIOWUL  IHMEPOKOIUM

HOB0POIHCOEHHO20

*  BuympuympoOHblil nepumonum, a02e3usHulil NepumoHum

* Ilopaoicenus nepsnoco annapama moacmou kuwxu [148].
KoncyabTanum cnenuajucron
*  Pexomennyercs B BEJICHUU MAIUEHTOB c MYKOBHCIIHI030M UCIIOJIb30BATh
MYJIbTHIUCIHMIIMHAPHBIA TOAXO0J B BUAY TOTO, YTO 3a00JIeBaHHE XapaKTEpU3YeTCs MOpPaKEHUEM
MHOTHX OPTaHOB U CUCTEM, TPEOYEeT KOMITJIEKCHOH TepaIuy, 4TO TUKTYET HEOOXOIMMOCTh COBMECTHOTO
BEJICHUS MAIMEHTA CIICIIHAIMCTaAMH pa3HbIX poduiiei [2,22].
YYP-C, YO -5).
Kommenrapuu: nayuenmos ¢ MB nabniooaem 6pau-nynvmoHonoz (u/unu, 6 O0emckou npakmuke,
8pauneouamp), uH020a — 8pa4-UH@OEKYUOHUCI a MAKI’Ce 8PAY-2eHeMUK, HeoOX00UMa KOHCYTbMAayus
8PaAUA2ACMPOIHMEPON02a (UNU 8PAUA-0UEMOI02a) O UCKTIOYEHUST 2UNepayuoH020 COCMOAHUSA U €20
KoppeKyuu npu omcymcemeuu 3¢pgexma om pepmenmoszamecmumenbHol mepanuu U (H0 NOKA3AHUAM)
npu  Opyeux namolo2U4ecKux HNposGLeHUsIX CO CHOPOHbL  JHCENYOOUHO-KUULEUHO20 —MPAKmA,
spauaduemonioza — 0 n006opa ouemvl U epmMeHmHoU mepanuu, KOHCYIbMayus 6paia-
OMOPUHONAPUHONI02a NPU 0OOCMPEHUU XPOHUYECKO20 CUHYCUMA, OUASHOCTMUKU UTU OUHAMUYECKO20
HAONI00eHUs HA3AILHO20 NONUNO3A, 8padd- CYPOOL02aA-0OMOPUHOIAPUHE0N02A — NPU HE0OX0OUMOCMmU
KOHMPOsL  CIYX080U  (DYHKyuu y  NAYUeHmMos, NOAYYAoWUX  npenapamoel,  odaadaoujue
OMOMOKCUYHOCTBIO, KOHCYIbMAYUsl 8PAYA-IHOOKPUHON02A - NPU 3A0epicKe POCmd, NOI08020
Pazeumusi U HAPYUEHUUsX Y2le800H020 0OMeHda, 6pava no aeueOHol usKyribmype (uiu epava no
MeOUYUHCKol — peaburumayuu, uil epada—gusuomepaneema Ui CHEYUAIUCma ¢  GblCUUUM
(HeMeOuYuHcKuM) 00pasoeanuem (UHCMPYKMOP—Memooucm no Jje4yeOHoUu QusKyibmype, Uil
cneyuanucma co cpeoHuUM NpopeccUOHANbHLIM (MeOUYUHCKUM) 00pazoganuem (UHCMPYKMOp No

JleyeOHoU PusKyILMype, MeOUYUHCKASL CeCMpPa no MAaccaicy, MeOUYUHCKdas cecmpa no ¢uzuomepanuil)
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- 01 O0OYYeHUs UHANAYUOHHOU mMepanuy,  KUHe3Umepanuu, ObIXAMeNbHbIMU MpPeHaxcepami,
KOHCYIbMayusi 8pa4a—Kapouonoea (6paia-kapouoioea 0emcko20) npu Haiuduu 1e204Hol 2unepmeH3uu
(necounoeo  cepoya), KOHCYyIbmMayus  8paua-yponozd,  8pavda-ypoioca-aHoponoca  0emcKoeo,
8pauaaKyuepa-2uHeKo102a no nogoody penpoOyKmueHoOU (QyHKYuu, KIUHUYecKo2o (hapmaxonoza O
PeWeHUs. CLONCHBIX BONPOCO8 NO MepPanuu U npedomepaAueHUIo/IeHeHUI0 HeHCeiamenbHbIX 61eHUll
JIeKapCmMeEeHHOU mepanuu, KOHCYIbmayuu paia-pmusuampa npu OUacHOCMuUKe U mepanuu 1e204H020
MUKOOAKMEPUO3a , KOHCYIbMayusi 6paia-mpancnianmonoea npu Haiuduu yupposa ne4eHu, NoKA3aHull

ons mpancniaamayuu JleecKux U noCnaro6KuU 6 Jucn mpancnjiaimayuu.

* PexomeHnmoBaHa mamMeHTaM MYKCKOIO Iojla B Bo3pacte ¢ 15 JeT KOHCyIbTauus
BpadaypoJsiora/Bpaya - ypoJora-aHApoJjiora IETCKOTO JJsi OLIEHKH COCTOSIHHSI PEeNnpOayKTHBHOU
CUCTEMBI U OTIPEICIICHUsI TAKTUKH JlajbHeiero naomoaeHus [98,104].

YYP-C, VIO -5).

Kommenrtapuu: arcopumm oocredosanus u maxmuxa peuienust 60npoca penpooyKyuu y myxcuur ¢ MB
npeocmasnena 6 Ilpunoscenuu I'5.

Kouncynomuposanue 8 npoyecce OUHAMUYECKO20 HAONOOEHUs OCyujecmeisiemcsi no mepe
HeoOxX00UMocmu.

*  PexomMeHIOBaHO MalMEHTaM MYKCKOTO IOjJa ¢ MYKOBHUCIIMI030M TMpU THIOIJIA3UU TECTUKYI,
TMIIOTOHAaau3Me — HaOmiofeHue U oOcieZoBaHWE Yy Bpavya-3HIOKPUHOJIOTA WM  Bpada-
ypoJiora/yposoraaHipojiora J€TCKOro JJisi BBISIBICHHUS MPU3HAKOB 3HJIOKPUHHBIX, aHAPOJIOTHYECKUX
HapyLEeHUH U perIeHus BoIpoca 0 He0OXOJMMOCTH TOpPMOHaIbHOM Koppekiun [98,99,104].

(YYP - C, YIII - 5).

3. JleueHnne, BKJIOYASE MeINKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 Tepanum,
AUeTOTepanunIo, 00e3001uBaHNe, MEIUIMHCKAE MOKA3AHUA M IPOTHBONOKA3AHUSA K

NMPUMEHCHHUI0O METOAO0OB JICUCHUHA

Lenu neuenus.
o Obecneuusams MAKCUMATILHO 8bICOKOE KAYeCMB0 HCUZHU NAYUEHMA,

o [Ilpedynpexcoams u neuums 000CmMpeHUs XPOHUUECKO20 UHDEKYUOHHO-80CNAIUMENbHO20

npoyecca 6 OpoOHXONE20UHOU cucmeme;
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©)

(@]

©)

ad

Obecneyumsv guzuueckoe pazgumue NAYUeHmMa Co2NACHO 803PACMHBIM HOPMAM (0OCmMuUMICEeHUe
oxkazameneu @uzuueckoeo pazeumusi 6 cpaHuye 25-75 nepyeHmuib nocie Koppekyuu
HYMpUmMueHo20 cmamyca, pekomenoyemas yenwv - 50 nepyenmunv);

Obecneuumsv npoQuiaKmuxy 0CI0HCHEHUU,

Jleuenue ocnooicnenutl (ncesdo-bapmmep cunopom, mexonueswiti uneyc, CHHO, M3C/,
(MYKOBUCYUOO3-CBA3AHHDBIU CAXAPHDBIL Ouabem) yuppo3 nevenu 6e3\c cuHOpoMoM NOPMAIbHOU
eunepmensuu, eunepcnnenusmom, KB (dicenunoxamennas — Oone3ns),

noaunosusiti punocunycum, BOH (benkoso-snepeemuueckas —HeOOCMAMOUHOCY),
Kpogoxapkauue, KpogomeueHus. Jje2oyHvle, KposomeueHusi u3z BPBII (sapukosno

PACUUPEHHBIX 8eH NUWEB00aA) U BepXHell Mpemu HcellyoKd.
Obs3amenvhvle cocmasnaoujue 1e4eHus.

Jluemomepanusi;

3amecmumenvnans mepanus HeOOCMAMOYHOCMU IK30KPUHHOU QYHKYUU NOOHCETYOOUHOU
JHcenesvl;

Myxonumuueckas mepanusi;

Jlpenuposanue oOponxuanbHo2o oepesa u neveOnas Quskyromypa;, o Aumubaxmepuanvhas
mepanus; o Bumawunomepanus;

IIpeoynpescoamv u neyumv o0OOcmpenus UHDEKYUOHHO-80CNAIUMENbHO20 npoyecca 8
oxononocoswvix naszyxax (OHII) ona ymeHnvuwienus cmenenu HUCX00saujell KOHMAMUHAYUU
OpoHXONIe20UHOU cucmeMmbl;

Tepanus ocnoocnenuti [1,2,6].

3.1 KoncepBaTuBHOeE JieUueHH e

3.1.1 MykoanTHYecKas Tepanusa

PexomenaoBano Bcem marpeHTam ¢ MB (3a HCKITFOUEHHEM UMEIOIUX MEAUITTHCKUE

MIPOTUBOMNOKA3aHUs ) MPOBEICHNUE AKTUBHOW MYKOJIUTUYECKON TEPAIUHU C IIeNIbI0 YMEHBIIICHUS BA3KOCTH
MOKpOTHI U 0bnerueHus ee sBakyarui [1,2,6,22].

(YYP-C, YA -5).

KomMmenTapuu: gv100p iexapcmeennvix cpedcme onpeodensemcs UHOUSUOYalbHO.

Bvibop nymu esedenus: npeonoumeHnue omoaemcs UH2AIAYUOHHOMY 86€0eHUI0 MYKOIUMUKOS.
Oyenka 3¢pgpexmurnocmu nevenus; KIuHU4ecKu (OYeHKa CymouHo20 KOIU4ecmed MOKpOomul, U3MeHeHUll

ee KOHcucmeHyuu, oyeHKka cneneHu ObIXaAmenbHoU He()ocmammmocmu).
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Oyenka be3onacnocmu nedenus: KIUHUYECKU (CNeyudarbHblX CMAanO0apmu308aHHbIX MemoOOUK OYEeHKU
be30nacHocmu SMux 1eKapcmeeHHblX CPeOCms He Cyujecmayen).

JlononnumenvHole 3ameyanus: 6ce cnocoobl pa3dHCUNCEHUsT MOKPOMbL He0OX0OUMO KOMOUHUPOBAMb C
yoaneHuem ee U3 ObIXamelbHblX Nymell, UCNOIb3Ys Memoovl Kunesumepanuu. Ileped ceancom
KUHe3UmMepanuu JcelamenbHo, d NPU Haruduu OpoHX000CmpyKyuu — 00a3amenvbHo, neped UH2ANAYUAMU
MYKOIUMUKO8 NPOBECMU UHSATAYUU OPOHXOIUMUKOS.

B knunuueckoii npakmuxe 0Jis1 MyKOIUMUYECKOU Mepanuy. UCHOIb3VIOMCA.

o Oopuaza anvha” - paspwieaem 6000pooubie ceszu monexyn JHK, komopuie senswomesa ocHo8HOI
cocmasaueli 2HOUHOU MOKPOMbl, U A61Aemcs 0A3UCHOU MYKOIUMUYEeCKoU mepanuel, obecnedusaem
agppexm 6 meuenue cymox. Ilpumensiemcs uHeanAYyuoHHo 8 0o3e 2,5 Me 8 CymKu, npu HeobXooumocmu
(pacnpocmparennvie OPOHX0IKMA3bI- 5 Me 6 cymku (no 2,5 me x 2 p/OH uepes nebynatizep); XpOHU4eCKull
NOIUNO3HBIIL CUHycum - 5 me 6 cymiku (2,5 me — uepe3 nebyrauzep, 2,5 me - ¢ UCNOIb30BAHUEM
VHUBEPCANbHOU UHRATAYUOHHOU CUCmemMbl ¢ (YHKYyuell nyabcupyioujeti nooavu asposois no
1.25me=1.25mn 6 kaxcowiii Hocosoti x00) [1,2,22,149].

o 7% eunepmonuueckuti pacmeop nampus xaiopuoa c 0,1% nampuem 2uanyponamom npumensemcs
UH2AIAYUOHHO Yepe3 Hebynalzep no 5 ma 2 paza 6 Oenv, yiyuuiaem KiupeHc ObIXamelbHbIX nymeu u
a61emcsi  OA3UCHOU  MYKOJIUMUYECKOU mepanuell ¢ OblCmpblM  MYKOIUMUYecKuUM 3¢hghexmom
[1,2,22,150,38], raxoice moxcem npumenamocs 3% eunepmouuyecKuti pacmeop Hampus XJiopuod,
0cobenno y oemeti maaowezo gospacma [151].

o Maunumon** 6 opme nopowka 0n1 uUHANAYUL VIYHUIAEM KIUPEHC ObIXAMENbHbIX nymel,
cnocoocmeyem cuopamayuu causu [2,22,152].

Mannumon®* npumensemcs 6 0oze 400 me 06adxcovl 8 OeHb yepe3 cneyuanvbHulll uneanramop. Ileped
HAa3HayeHuem MAaHHUmona™** nayuenm 0onxiceH npoumuy mecm Ha OPOHXUATbHYIO SUNEPPEaKmMUHOCb
npu HA3HAYeHUU HAYATbHOU 003bl 8 COOMBEMCMBUY ¢ UHCMpYKyuell K npenapamy. IIpomueonokasan
demsam 0o 6 nem. Ilosvluaem komniaeHmuocmos noopocmkos [153].

Mannumon™®* u 7% eunepmonuueckuti pacmeop uampus xaopuoa c¢ 0,1% wuampuem
2UATLYPOHAMOM ABNAIOMCA MYKOIUMUKAMU ObICMPO2O Oelicm8Us i CO4emaromcs ¢ 00pHa3ou anvgpa™**.
Ilepsas uneanayus mykoaumuyeckoeo npenapama npogooumcs 6 MO 6 npucymcmeuu epaua.

3.1.2 BpouxonuTn4yeckKasi Tepanus

* PekoMeH/10BaHO Ha3HAUEHNE MHTATSIUOHHON OpOHXOMUTUYECKON Tepanuu nanuesTam ¢ MB npu
HAJIMYMM OOpaTUMOM WM YaCTMYHO 0OpaTHMOil OpoHXHanbHOU 00cTpyKuuu (mpupocT ypoBHs ODB1
mociie WHramsiuuu OpoHxonuthka >15%) ¢ [enpro  yaydilieHus: HSBaKyallM MOKPOTHI, Tepes
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MPUMEHEHHEM HHTAJSIIHeH aHTHOAKTEpUAIBHBIX NpPEnapaToB, THIIEPTOHHYECKOTO pPAcTBOpa HATPHs
XJ0opuJa, nepea Kuueutepanuei [1,2,6,22].
YYP-C, YA -5).
Kommenrapmii: npomusonokasanuem a61s1emcsi UHOUBUOYATbHASL HENEPEHOCUMOCHIb.
*Pexomennyercs mamuentaMm ¢ MB B kadecTBe OpOHXOJMTHYECKOW Teparnuud  Ha3HAYHUTH

OpOHXOJHMTUYECKUN Tperapar W3 TPYII: CEJICKTHBHBIC [B2-aipCHOMHUMETUKU WM aJIPCHEPTUYCCKHE
CpeICTBa B KOMOMHAIIMH C aHTUXOJIHMHEPTHUSCKUMH WITM AaHTUXOJMHEPTHYECKHUE CPEACTBA OO0 Ipyron
npemapar A JISYCHHs] OOCTPYKTHUBHBIX 3a00JE€BAaHUH IBIXATENbHBIX MYyTeH IO WHIWBHYaTbHBIM
MOKa3aHUsM B peKUME «I10 TpedoBanutoy» [1,2,22,154,155,156,157].
(YYP-B, YIA-2).
Kommenrapmii: 6 pescume «no mpebosanuio» ucnoib3yemcst celeKkmuehvlil bema-2-a0peHoMumemux
canvoymamon** @ monomepanuu umu 6 couemanuu ¢ M-XOIUHEpSHUYECKUMU NPEenapamamu
(unpamponusi 6pomud”™”) unu puxcuposannas kombunayus enomepon+unpamponus 6pomud** uu
npenapamvl NPONOHIUPOEANHO20 Oeticméus (muomponus 6pomud™”) aubo Opyeoi npenapam O
Jleuenust 06CmpyKmusHuIX 3a001e8aHULL ObIXAMENbHBIX NYymell N0 UHOUBUOYATIbHBIM NOKA3AHUSIM.
Hcnonvzoeanue 003upOBAHHBIX AIPO30TbHBIX UHSANAMOPO8 0053AMeNbHO €O Chnelcepom, npu
HA3HAYeHUU UHSATIAYUOHHBIX OPOHXONUMUKOS (NPenapamos 0.5 1edeHus 00CmpyKmueHolxX 3a00.1e8aHULL
ObIXamenbHblX nymeti) (CeieKmusHblli bema-2-a0peHoMuUMemuK cartboymamon™** 6 monomepanuu uiu 8
couemanuu ¢ M-xonunepeHuueckumu npenapamamu (unpamponusi 6pomud**) umu @uxcuposanHas
KoMmOuHayus enomepoa+unpamponus o6pomud** unu npenapamvl NPOIOHSUPOBAHHO20 OelCMBUs.
(muomponusi 6pomud™**) aubo Opyeoeo npenapama Oas JeyeHUus OOCMPYKMUBHBIX 3A001e8aHUlL
ObIXamenbHblX nymel no UHOUBUOYAIbHLIM NOKA3AHUIM) NAYUEHMAM C MAHCEN0U OPOHX00OCMPYKYyUell
(ODB1 <30% om 001cH020) uneanAYUU OOJIHCHLL NPOBOOUMBCS NPU NOMOWU HeOyaalizepa. Beibop
nymu 68edeHus npenapama Ojs JeyeHus O0OCMPYKMUBHLIX 3a0071e8aHUll ObIXAMENbHbIX NYMel:
npeonoumenue 0moaemcs UHeAISAYUOHHOMY NYMU 66€0eHUS.

Oyenxa 3¢hpexmuernocmu nevenust: KIuHUYecKu (CUMRMOoMbL OPOHX00OCMPYKYUL) U N0 OAHHLIM
cnupomempuu.

Oyenka 6eszonacHocmu Jjledenus: KIUHUYECKU U NO pe3yIbmamam 00beKMUsHO20 0CMOmMpa
(HUCO CepOedHbIX COKpaujeHull, Cepoey bl PUMM).

IIpumenenue npenapamos ene 3ape2ucmpupo8aHHbIX 8 UHCIMPYKYUU NTeKAPCMBEHHO20 CPeOCmBa
NOKA3AHULL  OCYWeCmBIAemcsi No peuleHuro 8payebHou Komuccuu, ¢ paspeuienus JlokanbHozo

IMmu4YecKo2o Komumema MeduuuHCKoﬁ opearnusayuu (npu Haﬂulluu), c ycioesuem NOONUCAHHO20
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UHGDOPMUPOBAHHO20 cocaacus pooumeiell (3aKOHHO20 npedcmasumelis) u pebeHKka 8 ospacme cmapuie
15 nem.

3.1.3 AaTudakrepuanbHas tepanus (ABT)

3.1.3.1 O61mue NpUHIUNBI AHTHOAKTEPUAIBLHON Tepanuu

*  PexomennoBana antubakTepuanbHas Tepanus (wiaHoBble Kypcsl ABIL B Buzne mHramsuuii yepes
HeOyJaif3ep UM COBMECTHO C TaOJIETUPOBAHHBIMHU (pOpMaMH, UM BHYTPUBEHHO) BCEM MAI[MEHTaM C
JIETOYHBIMU TIposiBIeHUsIMU MB, y KoTOpbIX oTMedaeTcs oboctpenne MB (Bkirodast o6ocTpeHus: Ha
¢dboHe ocTpoil pecnupatopHOi HWHGEKUIWH) WM BBIBISIOTCS HOBbIE NATOTCHHBbIE BO30YIUTENN
pecnupatopHoil uHbeKIUH B KonuuecTBe Gonee 10° KOTOHMEOOPA3yIOMMX €IUHHUI] HPU IIAHOBOM
MHUKPOOHUOJIOIrMYECKOM HCCIEAOBAHUU C LIETBI0 dpaJAUKAIUN TPUYUHHO3HAYUMBIX MHUKPOOPTaHU3MOB
[2,6,22,158,159,160,161].

YYP-B, Y11 -2).

Kommenrapuii: /[na epamompuyamenvuoi muxpogropvr (P. aeruginosa, B. cepacia complex,
Stenotrophomonas maltophilia, Achromobacter spp), MRSA, nemybepkyne3nvix Mukobaxmepuil uiu npu
UX XPOHUYECKOM 8blCe8e 3HAYEHUe uMeem 11000e KOIUYeCmeo KOJIOHUL, onpedeleHHoe No pe3yibmamam
MUKPOOUOTIO2UYECKO20 UCCTIe008AHUS.

 Ilpu mnpoBenenunm antuOakTepuanbHo Tepanuu (ABT)—  OakrepuanbHOM HHPEKIUU B
OpOHXOJIETOYHOM CHUCTEME MalMeHTaM C MYKOBUCIMIO30M PEKOMEHJIOBAHO OpPUEHTHPOBATHCS Ha
YyBCTBUTEIBHOCTh BBIJICJIEHHOIO MHUKpoopranusma (Pseudomonas aeruginosa, MRSA, Burkholderia
cepacia complex, Stenotrophomonas maltophilia, Staphylococcus aureus u Haemophilus infuenzae u
0p.) K aHTHOAKTEepUATILHBIM MperapaTaM ¢ IeNIbI0 MOBHIIeHUS 3 ()EKTUBHOCTH JieueHus [2].
YYP-C,yYaa-5).

Kommenrapuu:  Jlabopamopnoe — onpedenenue — 4y8CmMEUMENbHOCMU — MUKDOOP2AHUSMA K
AHMUOUOMUKAM He 8ce20a NOTHOCMbIO CO8NAdaem ¢ KIUHUYeCKUM OMEemomM Ha NPOBOOUMYIO MePanuio
[2,6,22,159,160,161].

Ilpu evibope anmubdbuomuxa yenecooopazHo yyecmov 3PHEeKMUBHOCMb panee NPOoBOOUMbBIX KYPCOB
anmubaxmepuanioHou mepanuu [2].

Iayuenmam ¢ MB Haznauaiom MakcuManvbhvle 603pAcmHble 003bl HPEenapamos uiu 0o03bl,
pekomeHnoyemvle 0asa nayuenmog ¢ MB. B ceéazu ¢ msdicecmvro 3a001e8anus, He0OX0OUMOCMbIO

MAKCUMATIBHBIX 003UPOBOK AHMUMUKDPOOHBIX NPenapamos u 0eQuyumom 1eKapCmeeHHbviX ¢opm 0
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UH2ATIAYUOHHO20 NPUMEHEHUSI 8 MUPOBOU KIUHUYECKOU NpaKmuKe mpaouyuonHo npumersaiomcs offlabel
(6He uHCcmpyKYuU) UHbEKYUOHHBLE AHMUMUKDOOHbIE CPEOCMBA 8 8UOe UHSANAYULL

[89,162,163,164,165,166,167,168,169,170].
o Ilpomueonokaszanus: onpeoensiomcss UHOUBUOYAILHO U  3ABUCAM  OM  UHOUBUOYATbHOU

HenepeHoOCUMOCmu (6 mom ducie aulepeuu), Xxapakxmepa cOnymcmeyliouwux 3a601e6anutl (21a6HbIM
0bpazom 3a00n1e6anus neyeHu u nodex) u eozpacma nayuenma. o Beldop nekapcmeennvix cpeocme
onpeoensaemcs. 6UOOM 8030y0umeins, blAGIEHHO20 Y NAYUEHMA, 4Y8CMBUMENbHOCMbIO 8030y0umens (in
vitro) k oannomy ABII; azou 3abonesanus (obocmpenus — pemuccus); NPOOOJAHCUMETbHOCTBIO
UHpekyuoHno2o npoyecca (XpoHuveckas UHEKYuss — 6nepevle BbIAGNIEHHbI 6030Y0umeny);
agppexmuenocmovio mepanuu npeoulecmsyrowe20 000CmpeHus. 1e204Hol uHpexyuu (OanHvle o
NpUPOOHOU pe3UCMEeHMHOCMU OCHOBHBIX NAMO2EH08, XapaKmepHvix 05 nayuenmos ¢ MB npedcmasnen
6 Ilpunoosxcenuu 16). o Botoop nymu esedenusn onpedensiemcs: 6UOOM 6030Y0umens, bli8leHHO20 )
nayuenma, @aszoi 3a001e6anus (000Cmperue — pemuccus); NPOOOANCUMETLHOCMbIO UHGEKYUOHHO2O
npoyecca (XpOHUYeCKas UH@eKyusi — 6nepevle BbIAGICHHLIL 6030Y0Umenyb); MeCmom OKA3aHUS
MEOUYUHCKOU NOMOWU (amOyIamopHas — CMAayuoHapHas);, 3ggexmuenocmovio npeoulecmsyrouseri
anmubaxkmepuaibHol mepanuu. Brnympusennoe 6sedenue anmubuomuko8 HauuHaemcs 8 CmayuoHape
¢ Kypcom nevenust 14-21 denwv. Beeoenue ocywecmensemces uepes nepugepuieckuii 6eHO3HbII Kamemep
(kamemep nepughepuveckuti) uau uepe3 nOpm-cucmemy (NOpmM UHQYZUOHHBIU/UHLEKYUOHHDIL,
umnianmupyemvlii ***),  komopvle ycmamaeuBarOmMcs CO2NACHO MemOoOUYeCKUM PYKOBOOCHBAM
«Benosnwiii docmyn, 2019
(https://msestra.ru/download/file.php?id=4763) c UCNONb308AHUEM HeobXo0UMblLX
JiekapcmeenHvlx  cpeocms.  Ilopm-cucmemsl  yemanasausaiomesi coenacho Pacnopsioicenuio
IIpasumenvcmea Poccutickoui @edepayuu om 31.12.2018 Ne 3053-p « O6 ymeepowcoenuu nepeuns
MEOUYUHCKUX U30eNULl, UMIIAHMUPYEMBIX 6 OP2AHU3M Yel08eKAd NPU OKA3AHUU MEeOUYUHCKOLL
nOMOWU 8 pPAMKAX NPOSPAMMbL  20CYOAPCMEEHHBIX —2APAHmMull  OeCniamHo20 OKA3AHUSL
2padACOaHaAM MEOUYUHCKOU NOMOWU, A MAKHCe Nepedns MeOUYUHCKUX U30eNUll, OMNYCKAEMbIX HO
peyenmam Ha MeOUYuHCcKue u30enus npu npedoCmasieHuu Habopa coyuanbHulx ycayey. Jleuenue
Modcem nposooUmMsCsi 8 CIMAyUoHape U 8 amoOyi1amopHuIX YCI08Uuax. Buympumvlueunviii nymeo
86e0enUs NpU MYKOBUCYUOO3e HNPUMEHAMbCA He OOINCEH 6 C6A3U C HeoOX00UMOCHbIO
ONIUMENbHLIX  4ACMbIX KYpCco8 mepanuu, max Kak npu MB umetomcs ocobennocmu 8
gapmakoxunemuxe AMI, f-rakmamubix aumubOUOMUKOS, GblpadXcarwuecs 6 yeeiudeHuu

obvema pacnpedeﬂeHuﬂ HA Kujloepdmm maccel meiad U CHUNCEHUU nepuoda nOﬂbel@@()eHu}l.
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Veenuuenue cucmemnozo Kiupenca 3a cuem yCKOpeHus Memadoau3ma 6 neyeHu u yeeaudenue

NOYEUHO20 KIUPEHCA ONpedensiion HeoOX00UMOCHb NPUMEHEHUS 8bICOKUX 003 AHMUOUOMUKOS C

bonee wacmoim ux 6eedenuem [2,22,163,171,172,173,174].
o bBesonacnocmv: 6 cés3u ¢ NpuMeHeHueM ) NAYUEHMO8 C MYKOBUCYUOO30M BblCOKUX 003,
ONIUMENbHLIX KYPCO8 U KOMOUHAYUN AHMUOAKMEPUATbHLIX NPEenapamos, 0OHOBPEeMEHHOU mepanuu
JIeKapCMBEEeHHbIMU NPEenapamamil PA3HuLX 2PYNN, d MAKHCE 8 CE53U C BO3MONCHLIM HApYULeHUeM QYHKYUU
neyeHu, ciedyem ocywecmeaisins COOMEemcmayouue KOHMpoIupyowue Meponpusimus (Kiunuyeckue,
1abopamopuvle, UHCMPYMEHMANbHblE) Ol  MOHUMOPUPOBAHUSL  BO3MONCHBIX — HEHCeNAMENbHbIX
ahhexmos nekapcmeeHHbIX NPenapamos, ux Npedynpedtcoenuss U, npu HeooOX0OUMOoCmu, mepanuu

[2,176].

0 ITpu octpoii pecrinpaTOpHON HHPEKIIMY MTallMEHTaM ¢ MYKOBUCLIUI030M PEKOMEHJOBAaHO Ha3HAUYEHUE
aHTHOAKTepUAILHOW Tepanuu B JOMAIIHUX YCIOBHSX COTJIACHO MPOQWII0 YYyBCTBHTEIBHOCTH
BBIJICJICHHOW PECIUPAaTOPHON MHUKPO(MIOPH B CSI3U C aKTHUBAIMEH XPOHHYECKOT'O BOCIAIHTEIHHOTO
mporecca Ha (hoHe MPUCOSTMHEHUS OCTPOU pecriupaTopHor nHpeknun [2,22,89].

YYP-C, YO -5).

Ouyenka rgppexmusnocmu ABT: knunuuecku (muxopaoxa, pecnupamopuvle CUMRMOMbL), NO OAHHBIM
1abopamopHbix Memooos 06cnedosanus (netikoyumos, ypogenv C-peakmugrozo 6enka, no noKa3aHusm
- NPOKATLYUMOHUHA (UCCIed08aHUe YPOBHA NPOKAILYUMOHUHA 6 KpOosu)) U Hno OaHHbIM
MUKPOOUOTI02UYECKO20 UCCIed08aHUsl (Apadurayus 86030youmeins, nepcucmuposanue, cynepuHgpexyus,
chudicenue evioenenus 6036youmena <l0 kononueobpasyiowux eounuy unu ompuyamenviblil
pe3yibmam nocesa u m.o.).

Ouyenka 6e30nacnocmu nedeHus: 3asucum om HpumeHsemozo aekapcmeennozo cpeocmea (JIC) u
NPOBOOUMCSL C YHEMOM 803MONCHBIX HENCENAMENbHbIX SAGNEHUI.

ZIOI’lOJlHumeJleble 3ameuanus.

1. Ilpu nasnavenuu ABII credyem ucnonvzoeams kombunayuu JIC ¢ paznuuHvlm Mexanuzmom Oeticmeus.
(Hanpumep, [-nakmamuvie aHMUOUOMUKYU 8 KOMOUHAYUU ¢ amunoz2aukozuoamu). Ilpu evioerenuu 6
MOKpome nayueHma 00HOBPEeMEHHO 08YX MUKPOOP2aHu3mos evloop ABII 3asucum om ceoticms 6onee
PE3UCMEHMHO20 8030YOUMEIIA.

2. O0Ho8pemeHHOe Ha3HAYeHUe Npenapamos O UHSANAYUOHHO20 U 6HYMPUBEHHO20 Nymell 66e0eHUs

00HOU (PapmMaKonocu4eckoll epynnol He pekomeHoyemcs. Bo3modcHo HasHavyenue uHeaniayuoHHOU u
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eHympueennou ABT o0Ho8pemenHo no peuwieHUr0 KOHCUTUYMA CHEYUAIUCMo8 U C Y4emom
Gapmakonozuyeckoll epynnvl NPenapamos.

3. [Ipumenenue ABII 6 sude uneanayutl uepes nedyiauzep:

- MOdKcem npoeooUmMvbCsl KaK 8 CmayuoHape, max u 6 OOMAwHUX yCl08UAX;

- 0/ peuleHUs 80NPOCA O HA3HAYEeHUU UHRATAYUOHHOU mepanuu ciedyem nposecmu CnupomMempuro 00
nepeoll UHeAIAYUU AHMUOUOMUKA U Yepe3 HEeCKOIbKO MUHYM ROCle UHANAyuu (018 6blsaGleHUs
B03MONCHO20 OPOHXOCNA3ZMA (NPU OMCYMCMEUU BO3DACMHBIX U/UIU UHBIX NPOMUBONOKAZAHULL)) (CM.
pasoen «bponxonumuueckaa mepanusy) - nepeo uneanayuei ABII neobxooumo nposecmu unearayuo
OpoHxoaumuxa (npenapama Oas JjedyeHus 0OCMPYKMUBHBIX 3A00/1e8aHUL ObIXAMENbHLIX Nymell).
Cumnamomumemuxu 01 UHANAYUOHHO2O NPUMEHeHUs, Hanpumep, carvbymamon™* 2,5 me uepes
HeOynatizep (Unu 003UpPOBAHHBIL A3P030abHbLU unearsmop no 200 — 400 mxe ¢ ucnonv3osanuem
cneticepa) 3a 15-30 munym 00 uneanayuu aHMUOUOMUKA 8 MOHOMEPANUU UTU 68 COYEeMAHUU C
Mxonunepeuueckumu npenapamamu (unpamponusi opomud**) unu guxcuposannas KomoOuHayus
Genomepontunpamponusi 6pomud** unu npenapamol NPOIOHSUPOBAHHO2O OeUCmEus: (MUOmMponus
opomuo**)) unu Opyeue npenapamel 0ns nedenus 0OCMPYKMUBHLIX 3A00N8AHUN ObIXAMETbHBIX
nymet, MyKOIUMUKOS, 4 MAK’ce OPEeHaNC;

- npu uneanayuu ABII 6 domawinux ycioeusax sxcenamenbHo UCNOIb308amMb HebyIau3ep, OCHAWEHHbI
durbmpom 0ns 8610bIXAEMO20 8030VXA;

- npu uneanrayuu ABII npeonoumumenvree npumeHams MyHOWMYK, N0 cpagHeruro ¢ mackou. Ciedyem
PEKOMEeHO008amb NAYUESHMAM Nepexooums Ha NPUMeHeHUue MyHOUMYKA 8 MAKCMANbHO PAHHUE CPOKU,
Kak npasuno, ¢ 3-x aemuezo gospacma [177]. Bovixanue npenapama nyuuie ocyuwecmenimos yepes
pom, npumMeHeHUe HOCOBLIX 3AACUMOB 80 BPeMs UHANAYUY YEenuyuUsaem 2P hekmusHocms 1edenusl, -
npu nposedeHUU UHSATAYUU 8 YCI08UAX MEOUYUHCKOU OP2aHU3AYUU U amOy1amopHo nayuenmol ¢ MB,
OO0JIIHCHBL NOBL308AMBCS UHOUBUOYATLHLIM HEOYIAU3EPOM C BO3ZMOICHOCHIBIO 3AMeEHbl Kadcovie 3
Mecaya KOMNIeKma pacnvliumens U mpyoKu 030yxo6800a u (huibmpa,

- OnMuManbHulM - Hebynauzepom Oas nayuenma ¢ MB aensemcs UHANAYUOHHBIL HPUOOp C
HU3KONOMOYHBIM KOMNPECCOPOM (vposeHo nomoka cocamozo 8030yxa 00

6 JI/MUH), ¢ npouszsooumenbHocmvto 450 me/MuH, CHAONCEHHBIN CUCMEMOU KOHMPOJIA
UHCRUPAMOPHO20 NOMOKA U CUCIEMOU KIIANAHO08 800XA U 8bl00XA, NO360AI0UEl COKPAMUmMyb nomepu
MEOUKAMEHMA 8 OKPYHCAIOWYIO Cpedy, 00ecneyusanwull.  MAKCUMAIbHYIO aghghexmusrnocmo

mepanuu, npuCﬂOCO6ﬂ€HHbllZ K XUMUYeCKOU U mepmuttecrcoﬁ deaqubeKuuu U K aemokxjlasupoearnuro,
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- 0na 88edenusi meouxamenma ¢ OHII npumensemcs neOynavizep ¢ YHUBEPCANLHOU UHSANAYUOHHOU
cucmemotl YyHKyuu nyiscupyioujell nooadu aspo3ois;

- 8 Kauecmee MOOUNILHO20  YCMPOUCMBA B03MONCHO — UCHONb30BAHUE MIUL-
HeOynatizepa - Uneanayuonnozo npubopa c emxocmvio 0Jisl IeKAPCmMea ¢ 2eHepamopom a3po30Jis
(mesh), kamepou pacnvliumens, O10KOM YAPAGIeHUsl U NPUCNOCOOIeHUeM Ol OUUCMKU 2eHepamopda
asposons (Mneanayuonnsiii npubop Velox mun 055 ¢ npunaonexcnocmsamu) ¢ npou3800UuUmenibHOCMbio
He meHee 457 me/MuH, ¢ cucmemoll KIanamos 600Xa U 6bl00Xa U HaKonumenem O1s a3po30Jis, C
YCMPpOUCMEOM 0151 OUUCIKU MEMOPAHBL, C HePACNbLIAEMbIM (0CMamounbiM) 00bemom He bonee 0,5
M. Bece yacmu mawnebynatizepa 00axicHbl nooedcams mepmuyeckoll 0e3ungexyuu. /Jns nayuenma c
MB 6asicHo npou3z600ums 3ameHy KOMHOHEHMOo8 Maul-nedynaizepa kaxcovie 3 mecaya [178].

4. Ilpumenenue ABII enymps ucnonvsyemcs onsi mepanuu obocmpenuii MB (sxniouas obocmpenus na
¢one OPH) 6 oomawnux ycrogusax uiu 0 npo@huIaKmuyecko2o jleyeHus NayueHmos, XpoOHu4ecku
unguyuposannwvix P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., HTMP.

5. Ilpumenenue ABII énympueenno nokazamo:

- npu maicenvix obocmpenuax MB (neuenue 6 yciosusax MeOUyuHcKol opeanuzayuu) (He meree, yem
08yMs npenapamamii);

- 6 mex cayuasx, koeoa npumenerue ABII sHympv u uneanAYUOHHO OKA3ANOCH HeIPPEeKMUBHbIM,

- 0J14 NIAHOB0U mepanuu nayueHmos, unguyuposannvlx P. aeruginosa, B. cepacia complex, MRSA,

Achromobacter spp., nemybepKyne3HbIX MUKOOaAKmepuii;

- npu yXyouieHuu meyeHusi 3a001e6anUs U NOAGNEHUU HOBbIX CUMNIMOMO8 V NAYUEHMO8, NOJYYAIOUJUX
ABII eénympe.

6. Opeanuzayus GHYMpUBEHHOU mepanuu 6 amOyIaAMOPHBIX YCI08UAX CHOCOOCMBYem NOBbIULEHUIO

KoMniaeHmuocmu, npogunakmuxe obocmpenuti. Ilpedvisanue 6 OOnrbHUYE OMALOUWACMCA PUCKOM

nepekpecmHo20 U  CYNepUH@UUUPOBAHUS  PE3UCMEHMHbIMU K  AHMUOUOMUKAM — WMAMMAMU

MUKDPOOP2AHUZMO8, CIMPECCOM, NPONYCKOM WKONbHIX 3anamutl. Kpome mozo, npebvisanue nayuenma 8

cmayuoHape 3HauumenbHo 0opodice, yem ambynamoproe neyenue. Kamemepuszayus éen 0aeno cmana

DPYMUHHOU MeOUYUHCKOU Npoyedypoll 8 mupe Oisi 0becneyeHuss pasiudHblX 6UO08 GHYMPUBEHHOU

mepanuu. IIposedenue 6HympugenHol mepanuu uepe3 nepughepuyecKuti 6eHO3HuIU Kamemep (kamemep

nepughepuyeckuil) uiu nopm-cucmemy (Ropm uH@Y3UOHHBIU/UHBEKYUOHHBIU, UMNIAHMUpyemblil***)

ABNACMCS NPAKMUYECKU Oe30NaACHbIM, eciu cOOI00AIOMCs OCHOBHbLE YCII08UA: MEMOO 00NHCEH CMAmb

NOCMOAKRHbIM U NPUBLIYHbIM 6 NPDAKMUKE, 0oJicen bvimb obecneyeH 6e3ynpelmbzﬁ yXO() 3a Kamemepom.
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Kamemep ycmanaenusaemcs 6 ycnosusix OHesHO20 cmayuoHapa uiu 6ble30HOU Opu2adoll Ha OOMY

[2,179,180,181,182].

Ilpogpune nawyuenma, kKomopomy modxcem npPo6OOUMbCA BHYMPUGCHHAA AHMUOAKMEPUATbHAA

mepanus 6 00M¢1mnuxywl03uﬂx

1.

Onwvim paree npo8oOUMOL 6HYMPUBEHHOU AHMUOAKMEPUATbHOU Mepanuu 8 YCI08UiX cmayuonapa 2.

Hayuenm, wuysicoarowutics 8 nposedeHuu NIAHO08020 Kypcd aHMUOAKMEPUANbHOU mepanuu, Uil

umerowuti 06ocmpenue XpoHULECKo20 OPOHX01e204H020 npoyecca, He mpeoyrowuil KpyeiocymoyHo20

Habnro0enus Medul/;uHCKuM cneyuaiucmom, 6 mnmom 4Hucie nayueHmuvl C mANCENbIM medYeHuem

3ab0ne8anusi 8 CMAOUILHOM COCMOSHUU, NOJYYaruue Ha 0OMy KUciopodomepanuto (obecneueHuvl

KOHYEHMpAamopoMm KUciopooda, annapamypoti 01 HeUH8A3UBHOU 8eHMUNIAYUU 1e2KUX)

3.

Tlonoorcumenvnoe omuouieHue nayuenma u 4J1€Ho8 cemMblU K l’lpOG@OéHMiO 6Hympu6€HH012

aHmu6aKmepuaﬂbH0L7 mepanuu, omcyncneue Hespol0cUYeCKuUxX U nCUXOCERHbLX HapymeHuﬁ, Komopble

Mocecyni npeniamcmaeosams 6630naCHOMy l’lp06€0€Hl/ﬂ0 JAeYeHUs 8 OOMAULHUX YCao8uUAX

Ycnoeusn, neooxooumvie ona nauana mepanuu 6 0OMAMHUX YCI0BUAX:

1.
2.

5.

y008ﬂ€m€0pum€ﬂbel€ canumapHbsle yCilo6usl NPONCUBAHUA CEMbU

Cnocobnocmev  nayuenma uiu e20 POOCMBEHHUKO8 K O0OYYeHulo Npasuiam yxooa 3da

Kamemepom/nopm-cucmemoﬁ, npoxo:)fC()eHue 06yll€H1/lﬂ npakmu4eCKum HaevlKam,

. Komnnaenmnocms cemvu no 6uinonmeHulo pekomeHoayuu 6paia 3a Npeovloywull  nepuoo

Hab00e U,

. Ilpedsapumenvhuviti ocmomp cneyuanucmom no MyYKOBUCYUOO3Y 8 YVCIOBUAX MeOUYUHCKO20

yupeosicOeHus, nepeoe ggedeHue anmubakmepualbHo2o npenapama/npenapamos 6 JIIY (cmayuonap
00HO020 OHs, OHEBHOU CMAYUOHAD), OYEHKA NEPeHOCUMOCMU MepPanuu, 3ad UCKII0YeHUeM Clyydes,
K020a yoice umeemcs Onvlm NpUMeHeHUs. KOHKPeMmHO20 1eKapCcmeeHH020 npenapama,

Toonucanue MH¢OPMMPOGGHHOZO coenacus nab]ueHWZOM/S’aKOHHblMM npedcmaeumeﬂ}mu

(noopobnas ungopmayusi — ememoouneckux pekomenoayusax « Opeanusayus 6HYmpuseHHOU mepanuu

nayuersmam c MyKOGMCMU()O?OM 6 aM6szam0prlx YClo6UAX)

3.1.3.2 AuTnéakTepua bHas Tepanus NpU BbiceBe MEeTHUIIWVIMHYYBCTBUTENbHOIO Staphylococcus aureus

(MSSA) v Haemophilus influenzae

* PekoMeH10BaHO npu BBI60pe aHTI/I6aKTCpI/IaJ'ILHBIX npernaparoB jigd TEpallruu MAlUCHTOB C

MYKOBHCIIHJIO30M C BbICEBOM Staphylococcus aureus w Haemophilus influenzae npumensts JIC B
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COOTBCTCTBUH C YYBCTBUTCIIBHOCTHIO C MCJIBIO JSpaJuKallUh MPUIUHHO3HAYUMOTO B036YZ[I/ITGJI}I

(mpemapatsl, TO3UPOBKHM M KPAaTHOCTh BBEACHMUS, MpeicTaBiIeHbl B Tabmunax 10,11) [2].

(YYP - C, VI - 5).

Ta6auna 10. AnTrnOakTepuanbHbIe MpenapaTsl, IPUMEHIEMbIC y TAIIMEHTOB ¢ MyKOBHCLIHI030M, ITPH BHICEBE

13 MOKPOTBI/ OpOHXHAIIBHOTO cekpeta Staphylococcus aureus (MSSA)

AHTHOAKTEpUATILHBIN
npenapar

nJIA geTeil

CyTtounbie 10361CyTOYHBIE

J03bI
1J151 B3POCJIBIX

Crioco0 BBeaeHus

KpaTHocTh
BBe/IeHH s

AMoxcuruuna+| KimaBynmano
Bas KucjoTal** (cycnmeH3us
UIss  mpueMa  BHYTpb
[IPOTUBOIIOKA3aHa IETAM JI0 3
MCCSIICB, TaOJIETKH
TACIIEPTUPYEMBIE
MPOTHBOMOKA3aHBI JICTAM IO
2 jer, TaONETKH, MOKPHITHIC
IICHOYHOH 0007109KOM

60-90 Mr/xr
(pacuer no

AMOKCHUIWUIMHY )

1,5-2 r (pacuer no
AMOKCHIIIUTHHY )

BuayTtps

2-3

90-120 Mr/kr

3,6-4,8 T

B/B

3-4

HpOTI/IBOHOKa3aHI)I ACTSAM 10
12 net 1 ¢ Maccoii Tena
MeHee 40 kr)

Oxcaring* *

200-300 mr/kr

4-121

B/B

4-6

Ledanexkcua**  (xamcymbl
250 MI' MPOTHUBOMOKA3aHBI
metsaM 10 10 ser, TabeTku
250 MT — MPOTUBOTIOKA3aHBI
meTsM 70 7 JeT)

25-50-100 mr/kr

2-4T

BuayTtps

Ledazomuu™**

100-150 Mr/kr

4-6 T

B/B

Ledhypoxcum**
(cycrieH3us Juis ipreMa

BHYTPb — IIPOTUBOIIOKA3aHa
meTsM 10 3 Mec., TaOJIETKH
— MPOTHUBOIOKA3AHBI JICTIM
10

3 meT)

20 -30 mr/kr

05-1r

BuyTpsb

150-200Mr/kr

3-9r

B/B

LedbTprakcon™**

50-80 Mr/kr

B/B

Ledenmm**
(IpOTUBOTIOKA3aH JETAM 10 2
Mec. JKU3HH)

100—150 mr/kr

4-6 T

B/B

2-3

AzuTpoMHLITH**

(Tabnerku 125 mr —
MIPOTUBOITOKA3aHBI 70 3 JIET,
CyCIIEH3HUs JJIs1 IIprueMa
BHYTpb — ITPOTHBOIIOKA3aHA
meTsM 10 6 mec.)

>6 mec.-10 Mr/kr

500 mr

BuayTtps

1
Kypc 7-10 mueit
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Knaputpomuua™* 15 mr/kr Ir BuyTpb 2
(TabmeTkn —
MIPOTUBOIIOKA3aHbI AETSM JI0
12 ner)

JIxozamurua* * 40-50 mr/kr 1-3r BayTtps 2-3

(TIPOTHUBOIIOKA3AHHE - TIPH
Macce Tena 6osee 10 kr)

Knungamunpa* * 20-40 mr/xr 1,8-2,4r BryTph 3-4
(p-p s B/B U B/M BBeaenus: |lersm crapme 3x [2,4-2,7 T B/B 3-4
MIPOTHBOITOKA3aH ACTIM 110 3 et 40Mr/Kr
JICT, KarCyJIbl
MPOTHBOTIOKA3aHBI JICTSAM JI0
8 neT ¢ maccoit Tena 10 25kr)

JTOKCUITUKITHH** Jletsim ¢ maccori |1 menn-200 mr BayTps 1-2
(TIpOTUBOMOKA3aH JETAM A0 § [T€Jla MEHEee 45 xr Bjgatem 100 Mr ofuH
1eT) [ICPBLIN ICHB a3 B CYyTKU

iteueHus 4 MI/KT, B
MOCJIC/TYIOIIHE THH
- 2-4 Mr/KT.

Jletsm ¢

Maccoi Tela

Oonee 45 Kr -

KaK B3POCIBIM
Ko-Tpumokcaszon 6-10 Mr/kr o 320 mr o Buytps B/B 2
[CynbhameTokca3on+TpuMeT TpPUMETONIPUMY  [TPUMETOIIPUMY
orpum | ** [IPH TSDKEITON
(cycnieH3ust s mpuemMa MHEKIUN
BHYTPb — IPOTUBOIIOKA3aHa [BO3MOXKHO

neTsiM 10 6 Hesellb, TaOJICTKH [yBEITMYEHUE JI03bI
[TPOTUBOIOKA3aHbI IeTsM 10 [Ha 50%

3 jet, pacTBOp JUIst MHPY3Ui
[IPOTHBOIOKA3aH JIETSM JI0 3

TeT)
Tuambenukona rmumuHar 250 mr (B iepBblie [SO0Mr WHransnuu 2
A THINCTENHAT 2-3 qHA IeYeHus  |(B mepBble 2-3 qHs

1032 MOXKET OBITh |TedeHus 103a

YBEJIMYEHA B 2 MOYKET OBbITh

pasa) yBeJMueHa B 2 pasa)

Ta6auna 11. AaTHOaKTEpUATBHBIC TIPETapaThl, MPUMEHSEMBIC Y TAIIMEHTOB ¢ MyKOBHUCIIHI030M, IIPH BHICEBE
M3 MOKpOTBI/OpoHXHAIBHOTO cekpera Haemophilus influenzae

AHTHOMOTHK Cytounble  103bICyTOuHbIe  103bICHOCO0 BBeneHusi KpaTtHoctn

nJIs1 Aereit J151 B3POCJIbIX BBeIeHUs
AMOKCHITHIITHH* * 60-90 Mr/xr 1,52 BrayTpn 2-3
IAmokcuimunuH+H KitaBynan |60-90 mr/kr 1,5-2 T (pacuer nmo |BHyTpb 2-3

(pacuet no AMOKCUIIIUINHY)

AMOKCHIHIUTHHY )
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ALICTUIINHUCTCUHAT

oBast KUcioTa]** 90-120 mr/xr 3,6-4,8 B/B 3-4
(cycnieH3us s mpuema
BHYTpb — IPOTHUBOINIOKA3aHA
ITeTIM 110 3 MeCSIIEB,
Ta0JICTKU JUCTICPTUPYEMbBIC
[IPOTHUBOIMOKA3aHbI IETAM 110
2 jtet, TabJIeTKH, TTOKPBITHIE
IICHOYHOH 00010YKOI
[IPOTHUBOIOKA3aHbI ICTAM JI0
12 et 1 ¢ Maccoii Tena
menee 40 kr)
Ledbypoxcum** (cycnensus 20 -30 mr/kr 0,5-1r BuyTpb 2
TS TpreMa BHYTPh — 150- 200mr/kr 3-9r B/B 3-4
IMPOTUBOIIOKA3aHA JACTSAM JI0
3 Mec., TaOJIETKH —
[TPOTUBOIIOKA3aHbI IETSIM JI0
3 meT)
Ledpukcum SMI/KT 400 mr BayTpb 1-2
(cycneH3ust i1 mpuemMa
BHYTPb — MPOTHBOMOKA3aHa
ImeTsaM 10 6 MecsIIeB,
TAOJICTKH JUCTIEPTHPYEMbIE
[TPOTUBOIIOKA3aHbI JICTSIM C
MacCoM Tela 1o 25 Kr,
TaOJIEeTKH, TIOKPBITHIE
[JICHOYHOH 00O0IOUKOH H
KAarCyJibl MPOTUBOMOKA3AHBI
meTsM 10 12 jer)
LedbTprakcon™** 50-80 Mr/kr 4r B/B 1-2
[edhorakcum™* 100-150 mr/xr 2-8r B/B 2-4
Ledemum** Jletn ¢ maccoit 4-6 T B/ 2-3
(mpoTtuBOMNOKa3aH JieTsM 10 rena<40kr 100—
2 Mec. KU3HH) 150 mr/kr;
JletssMm ¢ MaccoH
rena >40 kr — 4-6r—
Joxcumukmua** Jletn ¢ maccoii Tena|l genp-200 mr BryTpb 1-2
(pOTHBOIIOKA3aH JAeTsIM 10 10 45 KT B IEPBbI  3ateM 100 Mr oxuH
8 jer) IMeHb - 4 MI/KT, B [pa3 B CYTKH
MOCJICAYIOLIHE THU
- 2-4 MI/KT.
JleTsim ¢
Maccou Tena
oomee 45 xr -
KaK B3POCIIBIM
Tuamdennkona rimmmuHaT (500 -1000 Mr 1000Mmr Maranauun 2
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3.1.3.3 AuTndakrepuanbHas tepanus npu MRSA (MeTHIMIJIMHPE3HCTEHTHBIN CTaQHIOKOKK)

- uHeKunuu

*[Ipu mepBuuHOM BbIceBe MRSA y CTaOWIBHBIX IAIMEHTOB (BHE OOOCTPEHHSI XPOHUUYECKOTO
BOCHAJIUTEIHHOTO MPOIIECCa) B KAUECTBE MIEPBOI JIMHUU TEPANUU MPH OTCYTCTBHH MPOTHBOIIOKA3aHUN
PEKOMEHIyeTCsl Ha3HAaYeHUE JBYX aHTUOAKTEPHAIBHBIX MPENapaTroB per os B TeueHue 1-3 mecsies,
qaiie 3T0 KoMOuHaIus pupamMnunuHa™** ¢ ¢y3ug0BOM KUCIOTON WK
Cynbdamerokcazon+Tpumeronpum™* (Tabdn.12) [2,22].

YYP-C, YA -5).

KommenTapum: o Y nayuenmos cmapwe 12 nem pugpamnuyun** moocem couemamvcs c
Ookcuyuriunom**

(Fmunoyuxnunom) ona npuéma per os (maon.12). [Jonyckaemcs monomepanusi OOKCUYUKIUHOM ** unu
Cynvghamemorcazonom~+Tpumemonpum™**  (mabn.12) [6, 7]. Heobxooumo  nomuums 0
2enamomoKcuyHocmu npenapamos. o Bozmoocnoii anemepnamueoiu saensiemcs UCHONb308aHUE
#Heankomuyuna** 6 ¢hopme 01 UHBEKYUOHHO2O0 NPUMEHEHUSI UH2ANAYUOHHO (NpUMeHeHue 6He
3apec2ucmpupo8antblX 8 UHCMPYKYUU JeKapCmeeHH020 CPpeoCcmea NOKA3AHULL OCYWeCmENsaemcs no
peuteHuio 8pavebHol Komuccuu, ¢ paspeuwienus JIoKanbHo20 3muuecko2o Komumema MeOUyuHCcKou
opeanuzayuy (npu HAIUYUU), C YCA08UEM NOONUCAHHO20 UHDOPMUPOBAHHO20 CO2NACUSL pOoOumenell
(3axoHHO20 npedcmasumens) u nayueHma 6 eospacme cmapuie 15 nem) 6 meuenue 3-4 Helenw
[162,163,168,169,170,183,184] (maon. 12).

o C yuemom 3nanuti 0 mecmax 603modcHou Kononusayuu MRSA, napannenvno, oo0nospemeHHO ¢
HA4anom 3paoukayuoHHoOU mepanuu, HeobXxoouma oopabomKa KoHicu, NOIOCMU HOCA U POMO2IOMKU
AHMUCENMUKAMU, 4 MAKdHce 0e3UHPEeKYUs OKpyIcaroujeti cpeowl:

1) snoonazaneno mynupoyun 2% 2 pasa 6 0envb + 00pabomxa Koxcu 600HbIM PACMEOPOM
xnopeexcuouna™** 0,5% e meuenue 5 oneii;

3) nonockanue nonocmu pma 0,5% 600HubIM pacmeopom xaiop2ekcuouna** 6 meuenue 2-x neoenb,

4) eenepanvHas YOOPKa HCUNLO20 NOMEUSCHUSL,

5) edceonesnas cmena HamenbHO20 Oenbs 6 meyeHue 5 Onell;

6) cmupka nocmenvbHbIX NPUHAOIeNCHoCcmel, 0elbs, NOJOMeEHeY 8 Percume BblCOKOU memMnepamypbl
edHCceHe0eNbHO 8 meyeHue 6ce2o nepuooa edeHus;
7) nocre uHuyuayuu JeyeHusi HeoOX0O0uMda CMeHa 3YOHbIX WemoK, pacyecox, UApPUKOBbIX

0e3000panmos, 2yOHOU noMaowl;
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8) 6ce unemvt cemvu, a maxdxce OOMAWHUE HCUBOMHbBLE OOINCHBL ObIMb 00CNEO08AHBL U, 8 Clyude

uoenmughuxayuu MRSA, canuposatul.

O Ilpu mepBuuHOM BbiceBe MRSA y HecTaOWJIBHBIX NAMEHTOB (MPH OOOCTPEHHUH XPOHHUYECKOTO
BOCHAJINTENBHOIO MPOLIECCA), PEKOMEHAYETCS] IPOBEACHUE BHYTPUBEHHOM WJIM [IEPOPAJIbHOM Tepanuu
B TeUEHHE 2-X HEJEINb JIMHE30INI0M** MM TeMKOIUTaHWHOM, IPOYMMH aHTUOMOTHUKAMH, aKTUBHBIMH B
otHomienun MRSA (Tabn.12) [2,163,183,184,185].

YYP-C, YA -5).

Kommenrapuu: V nayuenmos ¢ uacmoimu ob6ocmpenuamu npu Xxponuyeckom unguyuposanuu MRSA
BO3MOJICHO UCNONL308AHUE UHANAYUL HeaHKOMuyuna** @ ghopme 0na UHDEKYUOHHO20 NPUMEHEHUS 8
HenpepwvieHom pedicume (maoba.12) [183,184].

Ta6auma 12. AHTHOAKTpHAJIBHBIC MIPEMapaThl, IPUMEHICMbIC Y MAIUCHTOB ¢ MYKOBUCIHI030M, TIPU
BBICEBE M3 MOKPOTHI/OPOHXUAIBHOTO CEKpPeTa METHUIMJUTMHPE3UCTEHTHOTO Staphylococcus aureus

(MRSA)'.

AHTHOAKTEpPHAJIbHbII
npenapar

CyTouHasi 1032 1A
Jereit

CyrouHasi 1032
A5 B3POCJBbIX

Cnoco0
BBEICHUS

KpatHocTh
BBeIeHUS

Pudammuima™* (B
MOHOTEpANlUN HE

Ha3HAYaroT)

(IpoTHBOMOKa3aH  JIETAM

o 1 roga)

20 Mr/kr/cyT

(makcumansHo 600 Mr B
CYTKH)

600-1200 mr

BayTpb

2

Ko-Tpumokcazon
[Cynbdamerokcazon+Tpu
MeTorpuM | **

BHYTpPb —
MPOTUBOMNOKA3aHa  JIETSIM
no 6 Hexmenb, TaOJIETKH
MPOTUBONOKA3aHbI  JIETSIM
nmo 3 7er, pacTBOp M
WH}Y3UH MPOTUBONOKA3aH

meTsM 70 3 JeT)

6-10 MT/KT/CYT 110
TPUMETONIPUMY, IPU
TSDKEJION HHPEKINH

(cycneH3ust A IpUeMa BOSMOXKHO YBEJTHUEHHE

mo3el Ha 50%

320 mMr o
TPUMETOTIPUMY

BuayTtps

B/B

@Dy3u0Bast KUCIOTA

40-60 mMr/Kr

2250Mr

BayTpb

(mpoTHBOTIOKa3aHa J|
o 3 sier)

#<1 roma: 15mr/kr 3
pa3a B IeHb

#(mo 3 ner) 1-4 roga: 250
Mr 3 pa3a B cHb

5-12 net: 500 mr 3 paza
B JICHD

> 12 net: 750 mr 3 paza

B JIcHb

Kinunnamumue**  geraMm

20-40 mr/kr/cyT

1,8-2,4r

BuyTpb

3-4
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(IpoTHBOIOKa3aH 40Mr/kr/cyT 1,8-2,7r B/B 3-4
o 3 ner)
Joxcumukmua**  peram)leTsM ¢ Maccoi Tena 1 nens-200 Mmr  |BHYTpB 1-2
(TPOTHBOIIOKA3aH MeHee 45 KT B IepBbI  [3atem 100 Mr oqun
10 8 11eT) JICHb JIeUeHNs 4 pa3 B CyTKH
MT/KT/CyT, B
[MoCJIeIyIoNue IHU - 2-4
MT/KT/CYT.
JleTsim ¢ Maccoli Tena
Oomnee
45 Kr - KaK B3pOCIIBIM
Turenukmua™* B Bospacte 8-11 ner - | Hauanenas no3a - [B/B B Teuenue 30602
(IpOTHBOINOKA3aH AeTaAM 2,4 mr/kr/cyt 200 mr, nanee 100 MuH.
10 8 J1eT) MaKCHMallbHas 1034 - Mr
100 mr
Jozac 12 go 17 ner
coctasiseT 100 mr.
JIugesomumg** mo 12 et — 20-40 1200 mr Buytps, B/B 3 — ngo 12 n;er, 2
(TabneTpoBaHHBIE OPMBI MI/KI/CYT cTapuie 12
[MPOTHBOTOKA3aHBI IETAM | MAKCHMATBLHO
mo 12 ner) 600 mr). Crapme 12 net
- 1200 mr
Baaxomuma** 40 Mr/Kxr/cyT 2r1p B/B 2-4
#BankoMuma** 250 mr 2 pa3a B genb. K 500 mr Wuransmuonao 2
(popmer st OTMEpPEHHOM Jo3e
MHBEKIIMOHHOTO 100aBUTH xJjopuaa
npuMeHeH s )" Hatpust 0,9% 10 4 M.
TelkormuIanua >1 mecsua - 10Mr/kr 800 mr B/B 1-2
(maxkc. 400 Mr) BBOASATCS
3 n0o3b6I KaKAble 12 yacoB
(Harpy3ouHas 7103a).
[locnenyromue 24 daca
10 Mr/xr (Maxc.
400 mr)
0JTHOKPATHO/CYT.
Ledraponuna docammn**|2 mec-2 roga 24 Mr/Kr. 600 mMr B/B 2
(mpoTuBONOKa3aH AeTAM (Ot 2-128 net 36 Mr/kT,
Mo 2 mec) 12-18 ner 36 Mr/kr. —
pazoBas no3a (PazoBas
032 HE J0JDKHA
npesbimate 400 mr)
TenaBanuy** narenTaM ctapire 18 |10 mr/kr B/B (1e menee 60 |1
neT MUH. )
Ipumeuanus:

# - npumenenue N1eKAPCMBEHHO20 NPENAPAMA 6He 3APECUCMPUPOBAHHBIX 6 UHCMPYKYUU JLeKAPCMEEHHO20 CPeOCmed
NOKA3AHUTL OCYWECMBISENCs N0 PEUeHUI0 8pa4eOHoll KoMUuccuu, ¢ paspewenus JIoKaiwHo2o smuyuecko2o Komumema
MeOUYUHCKOU Op2aHu3ayuu (npu HaIuyun), ¢ YCaosuem nOONUCAHHO20 UHHOPMUPOBAHHO20 CO2NACUs podumenel (3aKOHH020

npedcmasumens) u pebenxa 6 6ospacme cmapuie 15 iem. | - [89,162,163,168,169,170,183,184].
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Inuodemuonocuueckue ucciedosanusi Oemorncmpupyrom, umo MRSA accoyuupyemcs co
CHUDICEHHOUL 1E204HOU (hyHKYUell, Ooblueli NOMPEeOHOCMbIO 8 MeOUKAMEHMO3ZHOU mepanuu u xXyouiel
gvlocusaemocmoio. [nsa spaduxayuu 8036youmeins UCNOIb3YIOM OO0CMAMOYHO A2PECcCUBHblEe CXeMbl
neuvenus. 3.1.3.4 AHTHOAKTepHAJIbHAsI Tepanusi NPH BbISIBJEHUHM B MOKPOTE/OPOHXMAJIBLHOM

CEKpeETEe

P.aeruginosa

O PexomeHmyeTcs OJHOBpPEMEHHOE Ha3HauyeHHE 2—3 MPOTUBOMUKPOOHBIX MPENapaToB M3 Pa3HBIX
TPYII, YTO NPEAOTBPAILIAECT Pa3BUTUE YCTOWYMBOCTH P.aeruginosa W CHOCOOCTBYET TOCTHIKEHHUIO
MaKCUMaJIbHOTO KJIMHUYEeCKOTO 3¢ dekTa (dpaaukanuu P. aeruginosa) (tabn.13) [2,6,22,158,159,160,
186,187].

YYP-C, YA -5).

KommenTapuu: naubonee yacmo npumensrom KoMOUHAYUU AMUHORTIUKO3UOO08 C Yeghalocnopunamu 3—
4 nokonenuss (ma6n.l3). Ilenecoobpasno nepuoouuecku MeHAMb KOMOUHAYUU AHMUOUOMUKOS,
aghpexmuenvix 6 oOmHOWEeHUU CcuHecHOUHOU nanouku. Credyem NOMHUMb, YmMoO 1aOOpamopHoe
onpeoeneHue Yy8CMEUMENbHOCMU MUKPOOP2AHUBMA K AHMUOUOMUKAM He 6ce20d NOIHOCHbIO
cognaoaem ¢ KIUHUYECKUM OMBEMOM HA NPOBOOUMYIO Mepanuo

B maoicenvix cnyuasx, npu necmabuibHOM COCMOSHUU, OONYCKAEMCsl HenpepvléHoe HpUMeHeHUe
npenapama [188].

Pewenue o mnasnauenuu Hezapecucmpupo8aHHbIX NPEnApamos Nno  HCUSHEHHbIM NOKA3ZAHUAM
NPUHUMAEMC  KOHCUTUYMOM — (hedepanbHoll  MeOUYUHCKOU npenapama
ocywecmensaemcs 8 COOmEemcmeuu ¢ 3aKOHOOamenbHOU 0a30u 011 obecneyeHus NAyueHmos
HesapeaucmpuposanHvimu 8 P® nexapcmeennvimu npenapamamu no sxcusnenHvim nokazanusam (lpuxkas

opearuzayuu, 6603

Munucmepcmea 30pagooxpanenus u coyuanvhoz2o passumus Poccuiickou ®edepayuu «O nopsaoke
npUMeHeHUsl 1eKAPCMBEHHbIX CPEOCME Y NAYUEHMO08 NO HCUSHEHHBIM nokazanusamy om 9 aseycma 2005

2. Mo 494).

Ta6auna 13. AnTrOakTepuanbHble MpenapaTsl, IPUMEHsIEMbIE y TAIIUEHTOB ¢ MyKOBHCLIUI030M, ITPH BHICEBE
U3 MOKPOTBI/OpOHXHUAIIBHOTO cekpeTa P. aeruginosa.

AHTHOaKTepuadbHblii  |CyTo4yHas q103a Cytounbie 103b1Cnocod BBenenusi |[KpaTHocTb
npenapar nJs nereit NJISl B3POCJIBIX BBe/IeHUs
AMUKay* * 20-30mr/kr 700 — 1500 r B/B 1
[enTamurua** 10 mr/kr 10 mr/kr B/B 1

#<1 mec. 30 mr/kr; |1,5T BryTpb 2
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[umpodokcarua™*
(TIpOTHBOIIOKA3aH JIETSM C

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

MYKOBHCLILIO30M J0 5 10 mr/kr 800 Mr B/B 2

meT)

#JleBodmokcarua ** 1620 mr/kr 500-1000 mr/cyr  BHYTpB 1-2

(mpotuBonokaszas 10 18  16-20 mr/kr 1000 mr B/B

eT)

Lleprasuanm” 150 — 250 Mr/kr 6-9 T B/B 2-3

Ledenum™** 100—-150 mr/xr 4-6 T B/B 2-3

(TIpOTHUBOTIOKA3aH JAETIM

0 2 MecC. JKU3HN)

Ledemum+[cynpbaktam] |c 2 mecsimes - 50-80 4 T B/B 2-3

(IPOTHBOMOKA3aH JeTAM  |[MI/KT

1o 2 Mec. )KU3HM)

edrazumum + o 18 ner He 750/1500 Mr B/B 3

[aBuOakTam] ** MpUMEHSAETCS

Ledromozan + #90-120 mr/kr or B/B 3 (8 ciry4ae, eciiu

[TazobakTam]** MIIK nist
IP.aerugenosa paBHa
v 6oree 2 Mr/i -
30-40 mr/kr (110
tedToso3any) 4
BBEJICHUS B CyTKH
(KaXxapIe 6 9acoR))

[NMunepanumuH+ 270-360 Mr/KT 1351 B/B 3-4

[TazobakTam]|

(TpOTHBOIIOKA3aH JETAM

o 2 yer)

Ledonepazon+[Cyns6akt |150-200 mr/xr 8T B/B 2

an ]+ *

IA3TpeoHaM 150-250 mr/kr 8T B/B 4

(TpOTHBOIIOKA3aH JI0

Bo3pacTta 9 mec.)

Nmunenem+ 50— 100 mr/kr mo 2-4 T B/B 3-4

[unacratun™* MMUTIEHEMY

(mpoTHBOTIOKA3aH AETSIM

Mo 3 Mec. )KU3HH)

Meponenem ** 60-120 mr/kr 3-6 T B/B 3

(mpoTHBOTIOKA3aH AETSIM

Mo 3 Mec. )KHU3HM)

[lopurienem mo 18 seT HE 3000 mr B/B 3

IIPUMCHSCTCA
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dochommmma”™ 0,2 — 0,4 T/xr 10-12r B/B 3-4

(TIpOTHUBOTIOKA3aH JAETIM
mo 12 meT)

Ipumeuanus: *Tlpumenenue nexapcmeerno2o npenapamay 0Oemeii 6He 3apecUcmpupoSantblx 6 UHCIMPYKYUL 1eKAPCMEEHHO20
cpedcmea NOKA3aHUll OCYWeCmensemcs o pPeuweHuio 8payeOHoll Komuccull, ¢ paspeuienus JIoKanbHoeo 2muuecko2o
KOMUmMema MeOUyUHCKol opeanusayuy (npu Hanuyuyu) npu HaIyuu HOONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUA
poodumeineil (3aK0HHO20 npedcmasumens) u pebenka 6 sozpacme cmapue 15 rem

Tpu nanuuuu meouyuHcKUx noKa3anutl (N0 HCUSHEHHLIM NOKA3AHUAM, 8KII0YAs UHOUSUOYATLYIO HENEPEHOCUMOCMb, Oallee —
N0 JHCUSHEHHbIM NOKA3AHUAM) NO PeuwleHUur0 BpavyebHOU KOMUCCUU OCYWEeCMEIsemcs HA3HAYEeHUe 1eKaApPCMEeHHbIX
npenapamosg He no MexcoyHapoOHOMY HeRAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO THOP208OMY HAUMEHO8AHUIO (Yacmb 15
cmamou 37 Dedepanvrozo 3akona om 21.11 2011 Ne 323-@3 «O6 ocHosax oxpamvl 300posvs epadxcoan Poccutickou
Dedepayuuy u nynkm 6 Ilopsioka HazHayeHus JNEKAPCMEEHHBIX NPenapamos, (Gopm peyenmypHuix O1aHKos Ha
JleKapcmeeHHble npenapamul, NOpAOKa 0POPMAEHUSA YKA3AHHBIX ONAHKO8, UX YU4emd U XPAHEHUs, YIGEPHCOEHHO20 NPUKAZOM
Munszopasa Poccuu om 14.01.2019 Nedn). Pewenue epauebHoil komuccuu OQopmisiemcs npomoKoioM U 6HOCUMCS 6
MEOUYUHCKYIO OOKYMEHMAayuio nayuenma.

Pewenue o nasnavenuu nezapecucmpuposanHubix NPenapamos no HCUSHEHHbIM NOKA3AHUAM NPUHUMAEMCS KOHCUTUYMOM
GedepanbHoll MeOUYUHCKOT Op2anu3ayull, 6603 NPenapama OCyWecmenaencs 8 COOmeemcmeul ¢ 3akOH00amenbHol 0a3oll
0715 obecneuenus nayueHmos He3apecucmpupoBanHviMu 6 PO nexapcmeennblMU npenapamamy no JCU3HEHHbIM NOKA3AHUAM
(Ilpuxas Munucmepcmea 30pagooxpanerus u coyuanvhoeo passumus Poccutickoti @edepayuu «O nopsoke npumeHeHus
JIEKAPCMBEHHbIX CPeOCme Y OOIbHbIX NO HCUSHEHHbIM nokazanusmy om 9 aseycma 2005 2. Ne 494).

0 PekomeHnayeTcss mpoBeleHUE MNPOPIIAKTUYECKUX KYpCOB AaHTHOAKTEpUAILHON Tepamuu mpu
XPOHUYECKON KOJIOHM3AI[MM HIKHUX JbIXaTeNbHBIX MyTel P. aeruginosa, s yBeIUYEHUS
MPOJOJKUTEIIbHOCTH KU3HU nanueHToB [2,89,163,184,185].

YYP-C, VIO -5).

Kommenrtapuii:  credyem  nomnums,  umo  npogedeHue  NPOPUIAKMUYECKUX  KYPCO8
AHMUOAKMePUAIbHOU Mepanuu NPaKmudecku He CKA3bleaemcs Ha YCMOUYU8OCmMU WMAMMO8
MUKPOOP2AHUZMOB MOIbKO NPU CB0EBPEMEHHOL CMeHe NPUMEHSAEMbIX NPEenapamos.

Ilpu wacmoix o60cmpeHuax UHHEKYUOHHO-80CNATUMENbHO20 NPOYECCa 8 OPOHXONEL0UHOU cucmeme
cnedyem y8enuyugams nPpoooI*CUMeENIbHOCMb KYPCO8 aHmMubaxmepuaivbHol mepanuu 00 3 Heoelb U
bonee, UCNOIBL3068AMb BHYMPUBEHHBII CNOCOD 86e0€HUs U /UNIU COKPAWAMb UHMEPBATIbL MeXHCOY KYPCaMU
wunu - mexcoy  Kypcamu — 6/6  mepanuu  NpumMeHams  yunpogroxcayun™** 6  mabremkax.
Lunpogrokcayun** npumensemcs makxdce Npu Kaxicoou OCMpoOU pecnupamopHol UHpekyuu u
obocmpeHuu OpoHxone2ouHo2o npoyecca aeekou cmenenu)[1,6,38,158,161,163,189,190]. V oemeii
MAaOwe 5 Jem HA3HauYamev Yunpo@roxcayun®* no peweHuro 8pauebHo2o0 KOHCUTUYMA BBUOY
omcymemeus arbmepuamuenoz2o ABIL
Crparerusi antuduoruxkorepanuu P. aeruginosa uapexunu npu MB

Opanukauus Pseudomonas aeruginosa npu nepBuMYHOM BbICeBe
O IIpu oTCyTcTBMM Yy TAalMEHTa KIMHUYECKH 3HAUYMMBIX PECHUPATOPHBIX CHUMIOTOMOB, MPHU

MHUHUMAJIBHBIX CTPYKTYPHBIX U3BMCHCHUAX B JIETKUX U IIpU YCJIIOBUU MTPOBCACHUA 6aKTepI/IOJ'IOFI/IquKOFO
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MOHUTOpPUHra HE pexe 4-X pa3 B T0J PEKOMEHAYeTCS IPOBEICHHE OJHOTO M3 2-X PEKUMOB
aHTHOAaKTepUaNbHON Tepamuu C IeNbl0 Jpagukauuu P.  aeruginosa 11 yBeIHYEHUS
MPOJOJKUTENFHOCTA JKU3HU M TNPOPUIAKTUKU CHUXKEHHS (DYHKUIMU JIETKHX JJIsi BCEX BO3PAacTOB
nanuenTtos [10, 11, 31]:
- uHrajmsauuu ToopamuuuHa** B BuIe pactBopa 300 Mr x 2 pasa B J€Hb WM B BHJIE Kalcyll C
MTOPOIIKOM JJISI MHTAISIIUH (00€ JekapcTBeHHBIC (hOpPMBI TPOTHUBOIIOKA3aHBI JUIs eTel A0 6 jet) 112
MI X 2 pa3a B JeHb B TeueHue 28 aueit [1,2,6,22,158,159,160] (YYP — A, YA — 2), Bo3MOxKHa
KOMOWHAIHA c nunpoQIIoKkcanuHoM ™ * (Tabn.13) B TE€YEeHUE 3-x HEZelb
[1,2,22,89,158,159,160,163,185].
YYP-A, VIO -2).

WIn
- KOMOMHAlLMA MHTaJSAIMOHHOTO Kojuctumerata Hatpus** (1mmn. EJ] X 2 pa3za B neHp y nereit
miaaumie 8-10 net, 2 miH. EJ] x 2 paza B nenp y nanuentoB 8-10 neT u crapuie) (it nereit miaaiie 6
JIET Ha3HauaTh MO PEeIIeHUI0 BpaueOHOro koHcuianyMma) [163] B TeueHne 3-X MecslleB B COUETAHUU C
unpodiokcanuHoM™* (Tabn.13) per os u3 pacuera 30-40 Mr/Kr/cyTku B /1Ba MpuéMa B T€UEHHE OT 3
HeJeb 10 3-X MEeCsIIEeB B 3aBUCUMOCTH OT Bo3pacTta [2,22,163,185].
YYP-C, VIO -5).
KommenTapuu: 6 nacmoswee e6pems 6e3onacHocms U 3PGexmusHocms  UHANAYUOHHOSO
moopamuyuna** doxazana y demeti ¢ 6 mecaurnozo eospacma [191].
B cnyuae ucnonvzosanus uHeanayuoHHo20 aHmMUOUOMUKA 6nepevle, Nepedas UHANAYUSA OO0NHCHA
npo8ooUMbCs 0O 8padebHuiM Habatooenuem. Ipu nanuyuu senenuti pornxocnazma 3a 10-15 munym 0o
uH2anAYUYU credyem UCnOoNb308amsb OPOHXOIUMUKU.
Yepez 7 — 14 Ouell nocie oKOHYAHUS KYPCA AHMUOAKMEPUATbHOU mepanuu HeobXoo0umMo nposecmu
baxmepuonocuyeckoe Ucciedo8anue Mokpomul (21y00xkoco opogapuneeanrvhozo maska [163]) ona
oyeHKU 3hGpexmusnocmu 3paourayuorHol mepanuu [2].
Y cmabunvnvix nayuenmos c bonee maxicénvim 3a601e8anuem 1€2Kux (npu Haauvuy chopmupo8asuIUxcs
OpOHX0IKMA308, amenekmasax, HUKUMU @OYHKYUOHANbHLIMU NOKA3AMeNamu), 6 Omcymcmeuu
00JICHO20 DAKMeEPUON02ULeCK020 KOHmpoaa (pedice, yem 1 pas 6 3 mecaya) 603MOHNCHO UHUYUUPYIOUee
OnumenvHoe npuMeHeHue UHeanAYUl Mmoopamuyuna 8 HenpepvieHom pedxcume 00 3-6 mecayes (no
peutenuto  nevaweco epaua) [163]. BosmooicHo OobasneHue K mepanuu  NepoparbHO20

yunpodghrokcayuna 6 meverue 3-4 nedenw [2].
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* Ilpu HaMMYUM KIMHUYECKH 3HAYMMBIX PECHUPATOPHBIX CUMIITOMOB, MPU3HAKOB OOOCTPEHUS
OpOHXOJIETOYHOTO TpOIlecca, Y HEKOMIUIACHTHIX MallMeHTOB PEKOMEHAO0BAaH ABYXHEAEIBHBIM KypC
BHYTPHBEHHOH KOMOMHMPOBAHHOM (J1Ba Mperapara) aHTUCUHETHOWHOW TEpanuy C IEJbI0 PaJAUKALUU
Bo3OyauTesns [89,163,185,190].
(YYP-C, YAI-5).
KommeHnTapuu: npeonoumenue omoaémcs KomOunayuu yepmazuouma™** ¢ amuno2IuKo3udamu
(moopamuyun** unu amuxayun®*). B cayuae couemanus P. aeruginosa co S. aureus pekomeHnoyemcs
KombuHnayus meponenema** ¢ moopamyurnom** unu amuxayunom™* (maon. 13) [89].
Konmponw sgpghexmusrnocmu maxoce noxasam wepes 7-14 Omneil nocie okoHuaHUs mepanuu.
NaTepmuTrTHpYIOIIAas U XpoHUYecKasi MHpexkunu P. aeruginosa

Ilpu unmepmummupyrowei ungexyuu P. aeruginosa 803MOJNCHOCMb cCaHaAyuu MOKpPOmMbl
nayuenmos ¢ MB 3nauumenvHO 6blule, YeM NPU XPOHUUECKOU. B MHO201emHUX ucciedo8aHusx
NOKA3aHO, 4MO AKMUBHAs AHMUMUKPOOHAs mepanus Nno3eojisiem Npedynpeoums ulu OmMcpoyuUmy
pazeumue xponuueckoii P. aeruginosa ungexyuu 6onee uem y 80% nayuenmos ¢ MB.
* PexomenmoBaHo, ecnu  dpamukauus — P.aeruginosa ~ Tocie  MPOBEIEHHOTO  Kypca
AHTHOMOTHKOTEpANK y TAIMeHTa ¢ MYKOBHUCIIMIO30M HE TMPOM30ILIAa W y TAIMeHTa pa3BHIIACh
XPOHUYECKAsl CUHETHOMHas MH(EKIHs, Ha3HAYCHHE WHTASIIIUOHHOW NMPOTUBOCHHETHONHOM Teparuu
(ToOpamurue™* (Karcysbl ¢ MOPOIIKOM JJIsi HHTAJISIIANA, PACTBOP JJISI MHTAISALINN ) I KOJIUCTUMETAT

HaTpus (pacTBOp JUIsl UHTaNAIMi)) (Tadi. 14) [289].

YYP-C,Yad-5).

KoMMmeHTapum: nossonsiem ymeHnvuums puck pazeumus 0OOCmperull OpoHX0Ne204H020 npoyeccad,
cmenenb 8blPANCEHHOCIU PeCRUPAMOPHBIX NPOABTIEHUU, COKPAMUMb YUCIO KYPCO8 MAOIemuposanHHoll
UIU 6HYMPUBEHHOU AHMUOAKMEPUANLHOU MEPNU U YIYUUUMb NOKA3AMen QYHKYUY GHeuHe20 ObIXAHUS.
[2,89].

Tabauna 14. Cxema aHTHOaKTepUAIIbHON TepanMy MIPU XPOHUYECKOH cuHerHoWHON nHdpekmu [2,22,190].

Wuransunn Tobpamunumua** B pactBope 1t unranauuidi 300 mr nian ToOpamunuHa™** B karncynax c
MOPOIIKOM JUIsl MHTANAUui - 112 mr (4 Karcynbl) [BaX /bl B CYTKU HHTEPMUTTUPYIOUIUMH Kypcamu 28
IHeW npuema, 28 nHeill nepepbiB, BCEro 6 KypcoB B roJi (00e JekapcTBeHHbIE ()OPMBI TPOTUBOIIOKA3aHbI
JETSM 710 6 JIeT)

NJIN

pactBop Juia uHramsnuuid Kommucrtumerat Hatpus** 1-4 muH. EJI/24 uyac mOCTOSHHO WM JIpyToif
AHTUOMOTHK B MHTAISALMAX TMOCTOSHHO BCEM JETSIM C XPOHUYECKOM KOJOHHM3alMeld CHHErHOHHOMN
NAJIOYKH (TIPOTUBOIOKA3aH JIETAM JI0 6 JIeT)
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VY NanueHToB ¢ MPOrpecCUpyIONIMM CHIKEHUEM (DYHKITUH JIETKUX M 9YaCThIX 000CTPEHHUSX, a TAKKe IPH
HEI0CTaTOYHOM 3(PPEeKTe OT MHTATALMOHHOW aHTHOAKTEpHUAILHON Tepayi OCHOBHOM PEKUM Tepariuu
BKJIIOYAET: 2-X HEACTBbHBII Kypc BHYTPHUBEHHON aHTUMUKPOOHOW Tepanuu Kaxjabple 3 Mecsia

LIpenapamul ons sHympusennozo esedenus: Toopamuruua™* 10 mr/kr win Amukanua™* 20 mr/kr 1pas
B ieHb Ui ToOpamunua™* 10-12 mr/kr B eHb (10 JOCTHKEHUS B CBIBOPOTKE KPOBHU KOHLIEHTpALMH
12mkr/mn) +HedTazuaum** 150-200 mr/kr B 1eHb B/Buin + Meponenem™* 60-120mr/kr/244ac B/B nin
+ Ipyroi aHTHOMOTHK, aKTUBHBIM POTUB CHHETHOMHOH manouky. I1pu KiImHIYecKoi HecTaOUIbHOCTH,
B T.4., IPU NPUCOCTUHEHUU OCTPOH pPEeCHUpaTOpPHON MH(EKIMU: yBETUYEHUE MPOIOJIKHTEIBHOCTH
KypCOB B/B aHTHOAKTEpUATLHON Tepanuu 10 3 HEA. W/WIIN COKpAIIeHUE UHTEPBAIOB MEXIY KypcamH,
n/unn npuem Llunpodnokcanuna**/#0dpnokcamuna*™* 20-40Mr/Kr/cyTki BHYTph MEXIy KypcamH B/B
aHTHOAKTepUAILHOW Tepanuu, a TakKe HENpepblBHAS WHTASLIMOHHAS aHTHOAKTepHAbHAsI TEparus
kypcamu Tobpamunnna** u Konuctumerara Hatpus™* (o6e iekapcTBeHHbIE (POPMBI TPOTUBOTIOKA3aHBI

JeTsIM 710 6 JIeT)
IIpumeuanue:

# MpUMEHEHNE y JeTel JeKapCTBEHHOTO IpenapaTa BHE 3apeTUCTPUPOBAHHBIX B MHCTPYKIUH JIEKAPCTBEHHOTO CPEICTBA
MOKa3aHUH OCYIIECTBISECTCS 10 PEIICHHI0 BPayeOHOW KOMHCCHH, C paspenieHust JIOKaIbHOrO 3THYECKOTO KOMHTETa
MEIUIMHCKON opraHu3auuu (MpH HaJW4YMK), C YCJIOBHEM MOAMUCAHHOTO WH(MOPMUPOBAHHOTO COTJIACHS POJHTEINCH
(3aKOHHOTO TIPE/ICTaBUTENS) U peOeHKa B Bo3pacTe cTapiie 15 yiet;

Tobpamumu** (pactBop i MHrasisnuit), ToOpamuuH** (kKamcynasl ¢ MOPOIIKOM sl MHransiiui), Konauctumerar HaTpus
(pacTBOp IUIS HHTAISAIMI) -IPOTUBOIIOKA3aHbI JIETAM 0 6 JIeT);

OdnokcanyH — npoTHBONOKa3aH neTsaM (1o 18 set); [IpoTuBonokasanus

autst octanbHbIX JIC — cM. Tabmn.13.

3.1.3.5 AnTHOaKkTepuaabHas Tepanus NP BbICeBe U3 MOKPOTHI/OPOHXHAJIBHOIO CeKpeTa
Burkholderia cepacia complex
OO0mme npaBnJIa aHTUMHKPOOHOM Tepanum:

* Pexomennyercs npu unpunmpoBanuu Burkholderia cepacia complex Heme yieHHas

aHTHOaKTepuaIbHas Teparuusi BCIEACTBUE €€ BRICOKOW BupyiaeHTHocTH [1,2,89,163,184,185,192,193]. (YYP
-C, YA -5).

Kommenrapmii: unguyuposanue Burkholderia cepacia complex 0ocmosepno yxyowaem KiuHuueckoe
cocmosiHue nayuenma u npoeHo3. Ecmv omoensnvie coobwenus 00 ycnewnoil spaoukayuu HeKomopuvix
uzonamos Burkholderia cepacia complex ¢ npumenenuem panneti acpeccugnoli anmubaKxmepuaibHoU
mepanuu 00 Gopmuposanus xporuieckou ungexyuu. Ilpu smom ciedyem yuecms, 4mo 00Ka3amenbHas

baza 6 omuowlenuu mepanuu OAHHOU UHpeKyuu 6 Hacmosujee epems Heseauka. Illpenapameoi,
npumensiemMvle npu OAHHOU UH@eKyuu npedcmasieHvl 8 maoauye 16.

* PexomeH10BaHO JUIsl Tepanuy HalMeHTa ¢ MYKOBHUCIUI030M C BbiceBOM Burkholderia cepacia
complex, Kak TpU TEPBUYHOM BbICEBE, TaK U JJIs JICUEHUs] 00OCTPEHHsI OPOHXOJETOYHOro Mpoliecca
OT/IaBaTh MPEANOYTCHHE KOMOMHAIMKM M3 TPEX mperapaToB (kak Ooisiee 3¢h(HEKTUBHOM), KypcoMm OT 3
Hesenb 1 0olee, a Tak’ke KOMOMHUPOBATh BHYTPUBEHHBIN W WHTASIIIMOHHBIN W/WITH TIEPOPATBHBIA MTyTh

BBEJICHUS aHTHOAKTepUaAIbHBIX MpenapatoB [163,184,194].
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YYP-C, YA -5).

KommenTapuu: Haubonvuyro akmusrnocms in vitro coxpausiom Llepmaszuoum**, [le¢pmazuoum +

asubakmam** Hunepayunnun+Tazobaxkmanm, Meponenem™**, Umunenem™**,

#Cyavpamemoxcaszon+Tpumemonpum** u #Tempayuxnunsl. B KIuHUYeCKUX UCCIE008AHUAX Haubolee

aghhexmuervi Meponenem™*, #Toopamuyun **, #Cynvghamemorcaszon+Tpumemonpum **,

#llunepayurun+Tazobaxmam, #Joxcuyukiun™* u #llecpmazuoum™* (mabn.15). na onmumusayuu

ucxo006 «cepacia syndromey peKOMEeHOYemcsi 00513amenbHoe BKIIOYEHUe 6 CXeMy JledeHus

#Cyavpamemorxcaszon+Tpumemonpuma™**. Dphexmusno npumenenue mMpEXKOMNOHEHMHOU CXeMbl

sHympuseHHo20 6eedenusi Meponenema™*, Toopamuyuna** c Ilepmazuoumom™* ¢ meuenue 2 -x

Hedenb u bonee (mabon.15) **[1,2,163,184,196].

o Oggexmusna onumenvnas, om 3 0o 12 nedenv, mepanus nepopaibHbIMU NPenapamamu
#Cynvhamemoxcazonom+Tpumemonpumom ** u/unu #oxcuyuxnunom ** u /unu
#Xnopamgpenuxonom™* (na @one enympusennoi mepanuu unu nocie Hee) (maon. 15). Ilpu
xponuueckou ungexyuu Burkholderia cepacia complex pexomendyemcs npuem mabiemuposanHvlx
Gopm #Cynvpamemorxcazonra+Tpumemonpuma™* (maon.15) [1,2,163,184].

o bonvuwuncmeo  mukpoopeanusmos  Burkholderia  cepacia  complex — demoncmpupyrom
PE3UCMEHMHOCMb K AHMUNCEBOOMOHAOHBIM — AHMUOUOMUKAM, — GKIIOYAS  NPUPOOHYIO
pesucmenmuocms Kk Konucmumemamy wuampus™** (npomusonokazan Odemsam 0o 6 1em) u
amMuHo2IuKo3uoam. B mo oce epems, Hakoniena ungopmayus 06 s¢hghexmusHocmu npumeHenus
Toopamuyuna™**(npomusonoxasan demsam 0o 6 rem) [1,2,163,184,196].

* B psaode cnyuaeé npu KpauiHe msdiCeIOM medeHuu 00Ne3HU (mepanusi cenayusi-CuHopoma)
00nyCmuMo covemanue 08YX [-1aKMAMHbIX AHMUOUOMUKOS (BHYMPUBEHHO+BHYMPUBEHHO U
BHYMPUBECHHO T UHEANAYUOHHO) U NPUMEHEHUSI CEEPXBLICOKUX 003 AHMUOUOMUKOS (O peuleHuio
KOHCUIUYMA Uiy 8pavebHou komuccuu). Mmeemcs nonioicumenvhvlli Onvlm NPUMEHeHUs. mpex
prakmamHulx  anmubuomuxos, 6xmouas o0ea Kapbanewema. ILlenecoobpasna pomayus u
Hapawueanue 003 aHmMubaKmepuaIbHolx npenapamos 00 cmabunuzayuu
KIUHUKOpeHmeeHol02udeckoll u 1abopamopuou kapmunwl [1,2,163,194,196].

 Jlnma nereid crapmie 12 JeT W B3POCHBIX PEKOMEHJIOBAHO WHTAISIIMOHHOE TPUMEHEHUE
#ToOpamuninHa** (B BUIEe pacTBOpa WIIM B BUJE KAICyJ C MOPOIIKOM ISl MHTANISAINN), a TaKKe

#Meponenema®* u #lledrazunuma™**, npegHa3HAYCHHBIX 7151 BHRYTPUBEHHOT'O HCIIOJIb30BAHMS
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(Ta6mn.15). Bo3M0OXHO MHTaISIIMOHHOE PUMEHeHHe #THaMpEHUKOIIA TIIMIIMHATA alleTUIIIICTUHATA
(Tabin.15), BBIOOp MHTAIALIMOHHOTO AHTUOMOTHKA B 3aBHCUMOCTH OT KJIMHUYECKOH 3 (EKTUBHOCTH,
MEPEHOCUMOCTH U PE3YJIbTAT YYBCTBUTEILHOCTU B TOCEBE MOKPOTHI [2,89,162,163,184].

YYP-C, YA -5).
KommenTapuii: 06 spaduxayuu Burkholderia cepacia complex moocno cyoums monvko uepes 200

nocie NocieoHe20 NOLONCUMENbHO20 pe3VIbmama noceéa Npu YCI08UlU, KAK MUHUMYM, MPEX
ompuyamenvHblX — OAKMEPUOIOSULECKUX —AHATU308 MOKpomul. B omunowenuu nayuenmog c
NONOANCUMENLHLIMU pe3yTbmamamu noceeos Ha Burkholderia cepacia complex, npogooumcs noaumuka
cmpooicariue2o UHHEKYUOHHO20 KOHMPOTIA U cucueruyeckux mep [2].

Ta6auma 15. AnTHOaKkTepualibHBIC TNpenapaTbl, MPUMEHSIEMbIC Y MAIMEHTOB C MYKOBHCUHIO30M, NpU
dpagUKALNY U Tepanuu HHPEKIUH, BI3BaHHOU Burkholderia cepacia complex [2,89,162,163,184]

AnTHOakTepuaabHblii npenapar | CyroyHasi [103a Cyrounas Cnoco6 Kpartnocrts
s aereit n03a 175 BBeJIeHHS BBeJICHHS/CYT
B3POCJIbIX
Ledrazuaum+[ Apubaktam | ** B Bo3pacTte 3-6 mec. (7,5 T (151 npu B/ 3
(HpOTI/IBOHOKaSaH JetsiM 10 3 Mec. 40 mr/kr/10mr/kr;B Ce]'[a]_[I/If[—CI/IHI[I)OMe)
PKU3HN) BO3pacTe bmec-
18ner
SOMr/kr/12,5mr/xr
(MakCHMaJIbHO
2000/500mr)
#lledTazuaum™* (popma s 2r 2r MHaransmm 2

MHBCKIIMOHHOI'O HpHMCHeHI/IH)

#lleprasuaum’ 300 Mr/kr Or B/B 3
(12r mpu
CenaIsICHHIPOME )

MeponeHem™ * 120 mr/kr 6,0r B/ 3

(TIpOTHBOIIOKA3aH JIETSAM JI0 3 MecC. (9,0 r mpu cemarusi-

PKU3HH) CHHApOME)

#JlopumieHeM He paszpemien 1,5-3,0 (4,5T ipm B/ 3
Cernanus-CHHAPOME)

[Munepanumumna+| Tazobakram] 400-500 mr/kr 13,5 B/ 3

(TIPOTHBOIIOKA3aH JIETSIM JI0 3 Mec.

PKU3HN)

#A3TpeoHam 150-250mr 8 B/ 2-4

(TIpOTHUBOTIOKA3aH JETSIM 10 9 Mec.

PKU3HH)
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# Ko-Tpumokcaso 20 mr/kr (1o 2880Mr B/B u 3
[Cynbdamerokcazon+ TPUMETONPUMY) BHYTpPb
Tpumeronpum |** (cycneH3us mis
[epopaNibHOrO  MPUMEHEHUs -
[POTUBOIIOKA3aHa JIeTsM 110 6 HeTl,

MHBCKIMOHHAS ¢dbopma -

MPOTUBOIOKA3aHUE 10 3 JIeT —)

#MuHoiknuH  (mpotuBonokasasllocne 8 ner: 2- 200mr BryTps 1-2
meTsM 10 8 jeT) 3MI/KT

Lumpodaokcarua™** <1 mec. 30 mr/kr; |1,5T BryTph 2

(IpoTHBOMOKA3aH AeTsAM 10 S5 et ¢ [>1 mec. 40 Mr/kr
MB u BeiceBoM P.aeruginosa, mo (750 mr - maxc.)
OCTaJIbHBIM MOKa3aHusaM - 10 18  |[[8,9]

7eT,) 10 mr/kr 800 mMr B/B 2
#JleBonokcanun ** 1620 mr/kr 500-1000 mr/cyT BHyTpb 1-2
1620 mr/kr 1000 B/ 2
Jlokcummkmua** JleTsim ¢ maccoit 1 mens-200 mr 3atem BHYTpB 1-2
(IIPOTHBOIIOKA3aH AeTsM 10 § jer) [T€/1a MeHee 45 Kr B |100 Mr ofuH pas B
MEPBBIN 1E€Hb CYTKH

nmedeHuss 4 MI/KT, B
MOCJICAYIOUTUE THU

- 2-4 Mr/KT.

JleTsm ¢

Maccoi Tena

Oomnee 45 xr -

KaK B3POCIIBIM
#XnopampeHukor** 50-100 mr/kr 2—-4r BuyTtps, B/B 3-4
(TabNeTKH MPOTUBOIOKA3aHbI JETIM
mo 3 neT uiu ¢ maccoi Tena <20kr)
#TuamdeHrkona rauuHaT 500-1000 mr 1000mr Wuramsauuu 2
QI TUIIIIMCTEHHAT
Ilpumeuanusa:

Tpu nanuuuu meOUYUHCKUX NOKA3AHUL (N0 HCUSHEHHBIM NOKA3AHUAM, 8KII0UAS UHOUBUOYATLHYIO HENePeHOCUMOCTb, Odjlee
— 1O OJCUBHEHHbIM NOKA3AHUAM) NO peuweHur0 6pavedHOU KOMUCCUU OCYWemeIsemcs HA3HAYeHUe JIeKaPCMBEEeHHbIX
npenapamos He no MexcOyHapoOHOMY HEeNAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP2OBOMY HAUMEHO8ANUI0 (yacmb 15
cmamou 37 Dedepanvrozo 3akona om 21.11 2011 Ne 323-@3 «O6 ocHosax oxpamuvl 300posvs epadxcoan Poccutickou
Dedepayuuy u nynkm 6 Ilopsioka HazHaueHus NEKAPCMBEHHLIX NPEnapamos, (Gopm peyenmypHuix ONaHKos Ha
JIeKapCcmeeHHble npenapamvl, NOPsA0Kd 0QopMIeHUs YKA3AHHBIX OIAHKO8, UX YUemd U XPAHeHUs, YMEEPI’COCHHO20 NPUKAZOM
Munszopasa Poccuu om 14.01.2019 Nedn). Pewenue épauebnoil komuccuu 0OQoOpmisiemcsi npomoKoioM U 6HOCUMCS 8
MEOYUHCKYIO OOKYMEeHmayuro nayueHmd.

#IIpumenenue 1eKAPCMBEHHO20 NPENAPAMA 6HE 3APESUCPUDOSAHHLIX 6 UHCPYKYUU JLeKAPCMECHHO20 CPeoCmea
NOKA3aHUll NPOU3BOOUMCS NO peuleHulo 8paiedHol Komuccuu ¢ paspewienus JIoKanbHo2o dmuyeckoco Komumema
MEOUYUHCKOU OpeaHu3ayuy (Npu HAIUYUuY), Npu HAAUHUU NOONUCAHHOZO UHQOPMUPOBAHHO2O co2lacusi pooumenel
(3aKoHHbIX npedcmasumenell) u pebenka 6 gospacme cmapute 15 nem.

3.1.3.6 AuTnbaKTepuaibHasi Tepanus NpH BbiceBe U3 OPOHXHAIBHOTIO cekpeTa Achromobacter spp.

OO0mme npaBnJIa aHTHMHKPOOHOM Tepanum:
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O Ilpu BbIceBe M3 OpOHXMAIBHOTO cekpera Achromobacter spp. PEeKOMEHIOBAaHO NPUMEHSTH
aHTHOAKTepUAIbHYIO TEPAIHIO B COOTBETCTBUU C YYBCTBUTEIHHOCTbIO MUKpOOpranusma (tabmuma 16)
[1,2,89,162,163,199,200,202].

YYP-C, YA -5).

Kommenrtapuu: Achromobacter spp. xapakmepu3zyemcs mynbmupe3ucmenmHocmspio, CnOCOOHOCHbIO
Gdopmuposamsv duopuiLM, UMO 00BACHAEM HEYOAUU AHMUOAKMEPUATLHOU 3PAOUKAYUOHHOU Mepanuu
MUKPOOP2AHUMA NPU XPOHUUECKOU UHDeEKYUU.

Ilosmopnviti  evicea  Achromobacter  spp.,  conpogodicoalowuiics — yeeiuveHuem  npooyKyuu
cneyughuieckux npeyunumupyIouux anmumei, AcCOyuUpyemcs ¢ 6o.ee 6biCMpuiM NadeHueMm 1E204HOl
@yHKYUU, CONOCMABUMBIM C MAKOBLIM NPU XPOHUYECKOU CUHESHOUHOU UH@ekyuu (K 3a001e8aHUI0
npeopacnonazaem UMMyHoOepuyum,).

Haubonee akmuenvimu anmubaxmepuaibHulMu npenapamamu 0isi GHymMpUBEHHO20 686€0eHUs
ABIAOMCA NUNEPAYUIIUH-mazooaxmam, #tmeponenem™* u #eynvghamemoxcazon+

mpumemonpum**, #yecpmazuoum**, Hyepenum™*, ona uneansyui -Hxorucmumemam Hampus u
Hyedhmazuoum™* (chopma 011 unvexyuonno2o npumernenusi) (maon.16) .

0 PekomenaoBaHo nanuentam ¢ MB npu nepBom BbiceBe Achromobacter spp. uny npu 000CTpEeHUN
OpPOHXOJIETOYHOTO MpoIiecca, CBSI3aHHOM ¢ Achromobacter spp. BHyTpUBEHHOE BBEJICHHE KOMOMHAIIH
JIBYX aHTUOMOTHUKOB Pa3IMUHBIX KJIACCOB KypcoM 14—21 neHb ¢ 1eNbIo 3paJiuKaluy BO30yUTeNIs:

o 1 Jaunus - [Munepanunnmuna+Tazobaktam/#Meponenem™*/
#Cynbpamerokcazon+Tpumeronpum™**  (1abmn.16); o 2 amuama —#Hlledprazugum**,
#MunonuknuH, #Komuctumerar Hatpus™*, #XmopamdeHukon**; kKoMOMHMpOBaHHas Tepanus

#Meponenem™* u #llunpodunokcaruu** (JIeBodmokcarmu®*)

(Tabn.16).

O AJbTepHAaTHBHAas Tepanus: #MeponeHem™* + #MuHonukiann\H#JIeBodnokcannn** +
#Xnopamdpenukon**+ #Komuctumerar Harpus**(pactBop g wuHramsauuii) (tabmn.16)
[1,2,89,162,163,184,199,203].

YYP-C, YA -5).
* Tlocne OCHOBHOTO  Kypca aHTHOAKTePHAJIbHOH Teparuu PEKOMEHI0BAHO

Ha3HayvaTh #Konuctumerar HaTpus**(pacTBop Ui MHranALui) (IPOTUBONOKA3aH AETAM 10 6

Mec.) Ha 3 Mecsia. MoxHo ucnonb3oBath #Cynbdpamerokcazon+Tpumeronpum™** (tabn.16) B

teyenue 1 mecsaua [1,2,89,162,163,184,199,200,201,202,203].
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YYP-C, Y1 -5).
*  PexoMeHn0BaHO npu XpoHuueckor uudexuuu Achromobacter spp. y nauueaTos ¢ MB
MPUMEHSATD JTUTEIIPHO MHTAIBSIIUY (HpopMalus o penaparax — 1abi.16):
1-s1 iunus: #Konuctumerara HaTpus** (pacTBOP ISl MHTATISIIHIA)
2-s1 imHuA: #Meponenema**
AnprepnaruBHas tepanus: #lleprazunum** u #ToOpamuuiuH (pacTBOp A MHTATSIUN WIM KaIlCyJIbl C
MTOPOIITKOM JTsI HHTJISAINN ) **
3-s1 aunms: [y neyenus o00cTpeHuid, 00yCIIOBIEHHBIX Achromobacter spp., NCTIONB3YIOT KOMOMHALINIO
JBYX aHTHCHUHETHOWHBIX aHTUOMOTHKOB Pa3IMYHBIX KJIACCOB
[1,2,89,162,163,184,199,200,201,202].
YYP-C, YA -5).
Ta6auna 16. AnTubakTepuanbHble MpenapaThl, MPUMEHsEMbIE Y TAIIHEHTOB C MyKOBHUCIIMI030M, IIPU BHICEBE

13 MOKPOTBI/OpOHXHAIBHOTO cekpera Achromobacter spp.

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

AHTHOAKTEepHATbHbIE Cyrtounas no3a aiusa | Cyrounas Jo3a | Cnocod KpaTtHocTth
npenaparsl aertei s B3POCJBIX | BBeeHHS] | BBeIEHHS
#llepTazumum** B Bozpacte mo 2 | 2T Waransmun | 2
(dbopma mias uHBEKIIMOHHOTO | Mec: 25 — 50
MPUMMEHEHUSI) MI/KT/CYT, cTapiie 2

mMec —  50-100

MI/KT/CYT
#lledrazuaum ~ 300 Mr/kr 9-12r B/B 3
#Mepomenem™** 250 mr - 500 mr - Wuramsimuu | 2
(dbopma 17151 HHBEKITMOHHOTO
MIPUMEHEHUS)
#Mepomenem™** 120 mr/kr 6T B/B 3
[unepaunmnun+Tazobakram | 400 - 500 Mr/kr 13,5 B/B 3
# Ko-Tpumoxca3zon 20 mr/kr (110 2880 mMr B/Bu 3
[Cynbdamerokcazon+Tpumer | TpuMeTOIpuMy) BHYTPb
ompum| **
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#JlokcuumkauH™* * Hetu ¢ maccoii tena | 1 nenp-200 mr Baytps 1-2

110 45 KT B IEpBBIT 3atem 100 mr

TIeHb - 4 MT/KT, B OJIMH pa3 B

MTOCIIEAYIONTHE THU - | CYTKH

2-4 mr/kr. Jletsim ¢

Maccoil Tena 6onee

45 Kr - KaKk

B3pPOCIIBIM
#XnopambeHnkom** 50-100 mr/kr 2-4r Buytps, B/B | 3-4
#TuamdbeHnKoIa TIUITTHAT 500 -1000 mr 1000 mr Wuramsinmm | 2
AlCTHIIUCTCUHAT
#Konuctumerar HaTpus 2-4 v EJ] 2 -4 v EJ WNuramsmum | 1
#lledormepazon + 150-200 mr/xr 8T B/B 2
[CynpbOakTam]**
#munenem + 50-100 mr/kr B 1eup | 2-4 1 B/B 34
[dunacratun]** 110 UMHUTICHEMY
#Mmumnenem 250 mr -500 mr - HNuramsuun | 2
+[pmmacraTus | **
#MUHOLMKINH Hetsim crapmie 8 et | Cpenuss BayTps 2

HA3HAYaIoT B HayvaJbHas 7032

HavyaJIbHOH H03€ 4 Hpemnapara  JJjis

MI/KT Macchl Tena, B | B3POCIBIX

NANBHEHAmEM - 2 cocrasiseT 0,2 1,

MT/KT' MacCHI TeJa B .

Kaxaplie 124. AQJIPHCHIIICM -

0,1 r xaxxnapie 12
q

#Tobpamuusa** (pactsop aist | 600 mr 600 mr Wnramanun | 2
WHT IS
(mpoTHBOIIOKa3aH AETSIM JI0 6
MecC. )KU3HH)

Tpumeuanus:

Tpu nanuyuy meOUYUHCKUX NOKA3AHUL (MO HCUSHEHHBIM NOKA3AHUAM, 8KNI0YAS UHOUBUOYATLHYIO HENePeHOCUMOCTb, OdJlee
— NO JICUBSHEHHbIM NOKA3AHUAM) NO pDEUWeHUl0 8pa4eOHOU KOMUCCUU OCYWeMBNAemcs HA3HAYeHUe JIeKapCmEeHHbIX
npenapamos He no MeNCOYHApOOHOMY HENAHMEHMOBANHOMY HAUMEHOBAHUIO, A NO MOP208OMY HAUMEHOBAHUIO (4acmb 15
cmamvu 37 @edepanvroeo 3axona om 21.11 2011 Ne 323-D3 «06 ocrnosax oxpamvl 300posvs epadxcoan Poccutickoii
Dedepayuuy u nynkm 6 Ilopaoka HasHauyeHUs JNeKAPCMBEHHLIX Npenapamos, Gopm peyenmypHuix ONAHKO8 HA
JleKapcmeeHHble Npenapamsl, NOPAOKa 0QopMIeHUs YKA3AHHBIX OIAHKOS, UX YUemd U XPAHEHUS, YMEEPICOCHHO20 NPUKAZOM
Munzopasa Poccuu om 14.01.2019 Nedn). Pewienue 6paue6HOU KOMUCCUU ODOPMIAEMC NPOMOKOIOM U BHOCUMCA 6
MEOYUHCKYIO OOKYMEHMAYUI0 nayuenma.

IIpumenenue rexapcmeeHHO20 npenapama 8He 3ape2ucmpupos8anHblX 8 UHCMPYKYUU TeKAPCNBEHHO20 CPedcm8d NOKA3AHULL
NPOU3BOOUMCST NO peuenuro 8pavebHol Komuccuu ¢ paspeuteHust JIOKanbHo20 IMu4ecko2o Komumema MeoOUuyuHCKo
opeanuzayuu (Mpu  HAIUYUY), NPU HAIUYUU NOONUCAHHO2O UHDOPMUPOBAHHO20 co2aacusi pooumenell (3aKOHHbIX
npedcmaeumerneti) u pebenxa 6 gozpacme cmapuie 15 nem.

3.1.3.7 AuTnbakTepuajibHas Tepanus MUKOOAKTepHuo3a
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Iopaoicenue neckux, evizeannoe Hemybepkynesuvimu mukobakmepusmu (HTMB), mooicem
npeocmasiime Cepbe3Hyr0 ONACHOCMb 0Jisl 300p08bs nayuenmos ¢ MB, oonako na cospemennom amane

ouazHoCmuKa u 1eyenue Muko6a1<mepuo3a He cmam)apmwupoeanbz.

*  Pexomennyercs 1marHocTU4ecKd 3HaYMMBIMHU KPUTEPUSIMHU MUKOOaKTepro3a y nanueHros ¢ MB
CUHMTATh: TIOJOKUTEIIbHBI Ma30K Ha HaJIM4HMe KUCIOoToycTounBhIX Oaktepuii (KYB) B maTepuane uz
ApIXarenpHbIX mmyred, Hanuyue pocra HTMb nminm MBT Ha nurarenbHbIX cpenax, MOATBEPKICHUE
OJTHOT'O U TOTO K€ BU/Ia MUKOOAKTEepUl KAK MMHUMYM U3 JIByX 00pa3llOB, HAJIMYKE PE3YyIbTaTOB TECTa
nekapcTBeHHoOM wyBcTBUTenbHOCTH HTMbB [204,205,206,207,208], (IIpukaz MwunzapaBa PD or
21.03.2003 Ne 109 «O coBepUIEHCTBOBAaHUU MPOTHBOTYOECPKYJIE3HBIX MepomnpusaTHii B Poccuiickoit
Oeneparuny». (IIpunoxenue 11) UHcTpykums no yHUGUUIHUPOBAaHHBIM METOaM MUKPOOHOIOTHYECKUX
UCCJIEIOBAaHUM NPU BBISBICHUY, TMaTHOCTUKU U JIEYEHUU TyOepKyJie3a).

(YYP-C, YA -5).

*  IIpu BeIOOpe anTHOMOTHKOB A Tepanuu uHpexnun HTMbB y nauunentoB ¢ MB pekomennoBaHo
OPUEHTUPOBATHCSI HA TECT HA JIEKAPCTBEHHYIO UyBCTBUTEJILHOCTD C LIENIbIO MOBBIIEHUS 3 (PeKTHBHOCTH
tepanuu [206,207].

YYP-C, VIO -5).

KommenTapuu: Cxemol neuenus HTMB na ocnose CoenacosanHvlx pexomenoayutl AmMepukanckoeo
gonoa kucmosnozo ubposza (myxosucyuoosa) u Egponetickoco obwecmea xucmosno2o ¢ubposza no
JIeYeHUI0 MUKobaKkmepuosa y nayuenmos ¢ KUCmo3ubiM puopo3om.

Peosicumor npuema anmubuomurxos npu ungexyuu HTMB npeocmaenenwvt ¢ Tabnuye 17, a 3nauumsie
nobounvle s¢hghexmui/a6nenus moxkcuyHocmu onucanvl 8 Tabauye 18.

Cnedyem yuecms, umo mecm Ha iekapcmeennyio yyecmeumenviocmo HTMDB ne 6ce2oa koppenupyem c

mepaneemu4eckou d¢hghekmusnocmuio npenapama.

*  PexomennoBano kputepueM 3¢pdextuBHoro neueHus HTMbB y nanuentoB ¢ MB cuurars
OTCYTCTBHE POCTa MMKOOAKTEpHil Ha MHUTATENbHBIX CpeJaX He MEHee YeM B TpeX IMOCIe0BaTeIbHO
B3SATHIX oOOpasmax JHarHOCTHYECKOTO Mmatepuana (Mokpota) [204,205,206,207,208], (IIpuka3
Munszapasa P® ot 21.03.2003 Ne 109 «O coBepiieHCTBOBaHUH MPOTUBOTYOEPKYIE3HBIX MEPOIIPHUATHIA
B Poccuiickoit ®enepauun» (IIpunoxenue 11), MHCTpykius mo yHUPUIUPOBAHHBIM METOAAM
MUKpPOOHOJIOrMYECKUX MCCIIeI0BAaHUM NPU BBISIBICHUU, AUATHOCTUKU U JICUEHUH TYOEpKyIesa).
YYP-C,¥YAA-5).

3.1.3.7.1 AuTudakrepuajbHasi Tepanuss MUK0OAKTepro03a, BLI3BAHHOTO M. abscessus
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Yuumuieas nedocmamox OaHHbIX KIUHUYECKUX UCCLEO008AHUL, cyujecmseyem 001buioe pasHooopasue
HazHayaemvlx pexcumos mepanuu. ObOwumu credyem cuumams cledyroujue Cco2n1aco8aHHvle

pexomenoayuu no anmubuomuxomepanuu nayuermos ¢ MB npu M. abscessus [206,207] :

*  PexomennoBano manuerram ¢ MB u HTBM npoBoauTh nByxdazHoe jedueHrne MUKOOAKTepro3a,
BBI3BAHHOTO TIpeacTaBuTeNsiMH M. abscessus complex — (a3a WHTCHCHBHOTO JeUeHHs TOJDKHA
CMEHATHCS (P30 MOAIEPIKUBAIOIIETO JICYEHUS C IIeIBI0 dpaIUKALUU JaHHOTO Bo30yaurens [206,207].
(YYP - C, VI - 5).

Kommenrapun: Vkasaunvie ¢ mabauyax u cxemax anumubaxmepuaivhsie npenapamol 6 PO ne umerom
nokasanus HTMB, Ho 5mo nokazanue ykasaumo 80 6cex 6 3apy0ediCHbIX KIUHUYECKUX PEKOMEHOAYUsX no
MB [206,207].

- uHmeHcusHas Gaza O0MNCHA BKIIOYAMb  EeHCEOHEBHbI NEePOPALbHLIL Npuem MaKpoauod
(npeonoumumenvro Hasumpomuyuna**) 6 couemanuu c Hamuxayunom™* eHympugenHo Ha
npomsicenuu  3-12 Hedenb, a makdce O0OHO20 UNU HECKONbKUX U3 CLeOVIOWUX HNPenapamos:
gHympuseHno Hmueeyukaun**, Humunenem-+yuracmamun®* unu Hyegoxcumun (mabn.l7), umo
onpeoensemcs (HO He OUKMYemcsl) pe3yibmamamt Mecmos Ha 4y8CmeumeIbHOCMb K AHMUOUOMUKAM,
Jnumenvnocms  hazbl UHMEHCUBHO2O JleUeHUsl 3A8UCUM OM CMeEeneHUu maAXceCcmu 3a0601e8aHus,
PE3YIbMamos HA3HAYEHHO20 JeUeHUs: U NePEeHOCUMOCU NAYUEHIMOM JIeKaAPCMBEHHOU CXeMbl,

- nooddepocusaroujas haza OO0NNCHA BKIIOUAMb eHCeOHEeBHbIl NepOPalbHbIll npuemM MaxKpoiuod
(npeonoumumenvro #Hazumpomuyuna™*) u uneanayuu #amuxayunom** ¢ couemanuu c 08yma-mpems
U3 Creoyrowux OONOJIHUMENbHBIX AHMUOUOMUKOE NEPOPANLHO: HMUHOYUKIUH, HMOKcudrokcayun™* u
#iunezonuo™** (mabn.17). Bvibop npenapamoé onpedensemcsi (HO He OUKMYyemcs) pe3yibmamamu
Mecmos Ha 4y8CmeumeIbHOCMb K aHMUOUOMUKAM,

JlevenueM nayueHmos ¢ Mmukobaxmepuo3om, evizeannvim HTMBE u3 epynnvi M.abscessus complex
OOJIHCHBL COBMECTNHO 3AHUMAMbCA cneyuanucmosl no MB u mukobaxmepuosam, noCKOIbKy O0080IbHO
Yacmo y maxKux nayueHmos noseisaemcs 1eKapCmeeHHds. HenepeHOCUMOCyb U UHMOKCUKAYUS, U M020a
mpebyemcs UsMeHUms cxemy npuema aHmuOUoOmuKkos;

Cxema emympusennoeo 6g8edenus #Hamukayuna** c #Hyegoxcumunom u/unu Humunememom u/unu
#Hmueeyuxkaunom aensemcs Haubonee pacnpocmpanennou. K npenapamam ¢ ycmanoénennoii in vitro
AKMUBHOCTBIO OMHOCAMCA MAKpOauowl (Hrxrapumpomuyun** u #azumpomuyun™*), #unezonuo**, a
makaice nepuoouyecku. Hyunpogroxcayun™* u/unu #moxcugpnoxcayun®*(maobn.17).

Bosnuxaem 6ce 6onbuie onacenuti no n0800y mo2o, 4mo Je4eHur0 NayueHmos ¢ uH@exyuetl, 8bi36aHHOLL
M. abscessus, y komopwvix umeemcs nubo cen erm [209] (umo ¢henomunuuecku evipadicaemcs 6
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UHOYYUOETbHOU Pe3UCTEHMHOCMU K MAKPOIUoy), aubo mymayus 23S rRNA (umo npusooum K 8bicoKou
KOHCMUMYMUBHOU — PE3UCMEHMHOCMU K MAKpOIUdy) Modcem Npensimcmeosams nepexoo ¢
BHYMPUBEHHOU HA NEPOPANbHYIO MEPAanuro (Y4umoléasi OMHOCUMENbHO HU3KVIO 9(@deKmusHocmy
NepopanrbHo20  npuema  aHmuOUOmMuKos), U 6 mMaKoMm ciayyae Modcem Oblmb  NOKA3AHA
NPOOONIAHCUMENbHAS/CBEPXNPOOOIICUMENbHASL BHYMPUBECHHAS mepanust 08YMs U boJee d¢hphexmusHbIMuU
AHMUOUOMUKAMU.

Hapsoy c¢ #amuxayunom™*, #Humunenem-+yuracmamun™*, a makoce meponenem™* aensromes
npenapamamu 8bl00pa 6 Kauecmee CONYmcmeyioujell 6HympugeHHoU mepanuu, npenapamsi Umerom
8bICOKYIO AKMUBHOCMb N Vitro, 8 Mo épeMs Kak npoguib nobounsix 3¢pgpekmos brazonpusmuee, uem y
yeoxcumuna u mueeyuxnuna** (maoba.17).

Axmuenocmyo in vitro #xiapumpomuyuna®* neckonvko eviuie, uem y #Hazumpomuyuna**, oouaxo
OaHHble NO GIUAHUIO KAXHCO020 U3 IMUX NPEnapamos Ha skcnpeccuio eena erm [209] npomusopeuusvi
[210,211,212]. #Knapumpomuyur** (mabn.17) seisnemcs 6onee CUTbHbIM UHSUOUMOPOM (epMEeHMHOLL
cucmemvl P450, uem #azumpomuyun**, nosmomy nobounvie 63aumooeliicmeus npenapamos ¢ Hum
bonee pacnpocmpaneHui.

#/lunesonuo** (mabn.17) demoncmpupyem akmusHocms in vitro ¢ npudauzumenvro 50% xyremyp M.
abscessus. Tem He MmeHee, He0OX00UMO Oelicmeo8ams ¢ 0COOO0U OCMOPOICHOCHBIO NpU JledeHUl
NayueHmo8 ¢ XPOHUHECKUMU CONYMCMBYIOWUMU — UHDEKYUAMU — MeMUYULIUH-DE3UCTNEHMHO20
3010MUCIO020 CMADUNOKOKKA, M.K. OIUMENbHASl Mepanus TUHE30IUOOM MOHCem CNpoBOYUPO8ams
pesucmenmuocmos MRSA.

Dmopxurononsl u FMUHOYUKIUH U HOOKcuyukaun **(mabn.17). pedko oemoncmpupyom akmueHoCmy in

Vitro, Xoms OHU U 8KIOYEHbL 8 cCmaHOapmuyto cxemy neverus [205,206,207].

O KaTeroquecm/I HC PEKOMCHAYCTCA IMPUMCHCHHUC MOHOTCPAIIMU MAKPOJIWAaAMU HIJIIM HHBIM
AHTUMHUKPOOHBIM CPEJICTBOM TMpH JIedeHHH MHKoOakTepuosa, Bei3BaHHOro HTMB wu3 rpynmer M.
abscessus complex ¢ nenbio npeaoTBpaiieHus pa3putus pesucrentnoctd HTMb [205,206,207].
YYP-C, VIO -5).

Ta6auuna 17. AuTHOaKTEpUaTbHBIC TIPETapaThl, MPUMEHSEMBIC Y MTAIIMEHTOB ¢ MyKOBHUCIIHI030M, IIPH BHICEBE
13 MOKPOTBI/OpOHXHAIBHOTO cekpeTa MukobakTepuii Micobacterium avium complex (MAC) n
Mycobacterium abscessus complex (MABSC) [2,205,206,207], [Tpuka3 Munznpasa P® ot 21.03.2003

Ne 109 «O coBepiieHCTBOBaHUHU IPOTHUBOTYOEPKYIE3HBIX Meponpuatuii B Poccuiickoit @eneparum.
WNucTpykins mo yHUPUITUPOBAHHBIM METOAAM MHUKPOOHOIOTHYECKUX MCCIEAOBAHUMN NP BHISBICHHH,
JTMAarHOCTHKY | JICYCHUH TYOepKyJie3a.

AHTHOAKepPHATBHBII Npenapar CyTouHas p103a
Is JeTen

CyrouHasi 1034
1J151 B3POCJIBIX

Cnoco6 KpaTtHocTh
BBE/ICHMSI BBeEJICHHS
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#AMukarua* * Jetsm: 15-30 15 mr/kr B/ 1
MT/KT
[Tonpoctkam: 10-
15 mr/xr
MaxkcumanbHas
moza: 1500 mr
#AMUKanH** 250-500 mr 250-500 mr WHramsiuuonHo |2
#AsuTpoMuIH** Jersm: 10-12 250-500 mMr BuyTph 1
MT/KT
[lonpocTkam:
MTO3MpPOBKA AJIS
B3POCIIBIX
MakcruManbHast
no3uposka: 500
MT
#lledoxcuTrn 150 200 Mr/kr B/ 3-4
MT/KT(MaKCHUMaJTb |(MaKCUMAaITbHAST
Hast 1033 — 12 mo3a — 12 1r/meHb)
/ICHb)
#Kmmapurpomumua** 7,5 Mr/KT 500 mr BayTph 2
(MaxcuManbHas
mo3a — 500 mr)
He 500 mr B/ 2
[PEKOMEHAyeTCs
#Ko-TpuMokcaso [cynbhaMeTokcason + 10-20 mr/kr 1920 mr BayTpb 2
TpuMeTonpum]** (o B/B 2
TPUMETOIIPUMY )
#OTamMOyTOI** MotageHnam u 15 mr/kr BuyTph 1
netsim: 15 mr/kr
mogpocTkam: 15
MT/KT
#Mmunenem+[unnacratun|** Pacuer o3l o  |Pacuer mo3sl mo  |B/B 2-3
nvuneremy: [Ipu [umunenemy:
Mmacce Tena 710 40 |[lanueHTsl ¢
kr — 60-120 Mr/kr|maccoii Tena
(MakcuManbHast  [>50kr:
nosa — 2000 mr), [2-2,25r (1rx2p/nn
nnn 750 mr x
3p/mH)
[larueHTs! C
Maccoil Tena
<SO0kr — 30 mMr/kr
(15 mr/xr x
2p/nH)
#Jlunesommua** <12 sret: 10 mr/kr|600 -1200 Mr BuyTph 1-2
12 net u crapuue:
10 Mr/kr
(MakcuManbHas
mo3a- 600 mr)
<12 ner: 10 mr/kr |600 — 1200 Mr  |B/B 1-2

12 net u crapie:
10 Mr/kr
(MakcuManbHas

mo3a- 600 mr)
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7,5-10 Mr/kr 400 mr BuyTps 1
(MakcUMaTbHASI

#Moxcuduiokcaua**

imo3za — 400 mr B
ITeHB )

7,5-10 mr/ 400 mr B/B 1
(MakcUMaTbHASI
imo3a — 400 mr B
ITCHB)
H#MUHOIUKIINH 2 Mr/kr 100 mr
(MaxcuManbHas
imo3a — 200 mr)
12 net ¢ maccoi200 mr BuyTps 2
rema <50xkr:

BryTph 1-2

#ITOKCUITUKIIHH* *

(TIpoTUBOIIOKa3aH OETSIM J0 8 JIET)
AmMr/xr

12 net u crapuue:
200 mMr

10-20 mr/kr <50 xr 450 mr  |BHYTpPB 1
(MakcumanbHast  [>50 xr 600 Mr
imo3a — 600 mr)

# Pudamrmimma™**

PupabyTua™* 5-10 mMr/kT 150-300 BryTph 1
(MakcumanbHas (150 mr, ecin
moza — 300 Mr)  |[MAlMEHT
MIPUHUMACT
CHUTEHBIN
HHTUOUTOP
n3odepmenra
CYP3A4
450-600 mT, ecan
MaIMEeHT
PUHUMAET
CUIIbHBII
CTHMYJIATOP
CYP3A4
#CTpenroMuuy** 20-40 mr/ 15 mr/kr B/s B/m 1
(MakcuMabHas  |(MaKCUMaJTbHAS
imo3a — 1000 mMr) [mo3a — 1000 mr)
HTurerukIun** 8-11 met: 1,2 100 mr B/B 2
MT/KT
(MakcuMaibHas
imo3a 50 mr) 12
e u crapiie:
yIapHas 103a -
100 mr, 3aTeM —
50 Mr
[Ipumeuanue:

#lIpuMeHeHHe JeKapCTBEHHOIO MpenapaTa BHE 3aperUCTPUPOBAHHBIX B MHCTPYKIHMHK JIEKAPCTBEHHOI'O CPEACTBA
MOKa3aHMUH TPOU3BOJUTCS 110 PELICHNUIO BpaueOHOH KOMHUCCHH C pa3perieHust JIOKalIbHOro 3THYECKOT0 KOMUTETa
MEJIUIIUHCKON opranu3anuy (IMpH HaJU4YUK), MPH HATUYWUU TOJITHCAHHOTO HH()OPMHUPOBAHHOTO COTJIACHS
poauTenel (3aKOHHBIX IpeIcTaBUTENEH) U peOeHKa B Bo3pacTe cTapiue 15 jer.

Bce npenapatsl, mpuMmensiembie ipu Micobacterium avium complex (MAC) u Mycobacterium abscessus complex
(MABSC) naznauatotcst BHe HHCTpYKuuH (off-label) mo »U3HEHHBIM TTOKA3aHUSIM.

BospacTtHble orpannueHust yka3aHbl B JO3UPOBKAX AJIS IETeH, pacueT NPUBOJIUTCS B COOTBETCTBUH C
CornacoBaHHBIMH PEKOMEHJANUSIMU AMepuKaHCKOro (oHza KucTo3HOro ¢ubposza (MyKOBUCIHI03a) U
EBpomneiickoro obmiecTBa KHCTO3HOTO (MOpO3a MO JICYEHUI0 MHKOOAKTEepHO3a y MAIEHTOB C KUCTO3HBIM
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(hnOpo30M, PEKOMEHTANUSMU 10 BEICHUIO OOJIC3HEH JICTKUX, BEI3BAHHBIX HETYOSPKYIC3HBIMUA MUKOOAKTEPUSIMU
U JPYTUMH COTJIACUTEIBHBIMU JOKyMeHTamu [2,205,206,207].

Taoauuma 18. Baxurnie

M0OOYHEBIE/TOKCHUECKHE

JNIEUCTBUSA

aHTI/I6aKTepI/IaJIBHBIX

IpernapaToB

pEeKOMeH1yeMble MeTO bl KOHTpoIs 3a 6akTepusimu MAC u MABSC nipu MB [1,2,176,205,206,207]

D0o3uHO(UIINS, aHEMUS,
JIEHKOTICHHSI, TPOMOOIIMTOTICHHS
Wntepdepenius ¢ ApyruMu
MPOOMPHBIMU aHATM3AMH JUTS
U3MEpEeHUs KpeaTHHIHA

CBIBOPOTKH KPOBH

[Mpenapar Yacteie moO0YHbIE/TOKCHYECKUE | MEeTOIbI KOHTPOJIS
JIeHCTBUA
#AmuKanuH** [ToyeuHast TOKCUYHOCTh [lpoBepka  KOHLEHTpAIMU
aMUKalMHA B KPOBH'
[lpoBepka  KOHLEHTpAIMU
KpeaTHHHHA B KPOBH
OTOTOKCHYHOCTH (3BOH B ymax, | [IPOBEpPKa  CHMNTOMATHKH,
IIOTEPs CIyXa Ha BBICOKUX HepsuuHoe —obcnenoBanmue,
yacToTax) MPOBEICHHE ITEPUOIMIESCKUX
aynorpamMmm
#AzutrpomunuH** TourHoTa, pBOTA, THAPES [TpoBepka cUMITOMATHKH
OTOTOKCHUYHOCTD IIpoBepka
CHMITOMATHKH,
CHHIPOM YIJIMHEHHOTO aynuorpammsl OKT
unTepBana QT
#Knaputpomurma™ * I'ematut [lewenounbie TPOOHI
Hckaxenune BKyCOBBIX [IpoBepka cCUMITOMAaTUKU
OILYLICHUI
3ameIeHHbBIH NEYEHOYHBIH | [IpoBepKa CHMITOMATHKH
MeTabonu3M pudadyTrHa
#lledokcutun Jluxopaka, Chillb [TpoBepka CUMITOMaTHKA

OO0l KITMHUYECKUI aHaJIn3
KpPOBH

Ucnonb3oBath apyrue
aHaJTU3bI

#Ko-TpumMoxkcazon
(CynbshameTokcazont
TPUMETOTPUM ) **

TomrHoTa, pBOTA, AMApES
AHeMus, TeHKOIICHHS],
TPOMOOIIUTOTICHHUST
JIuxopanka, Clllb, CHHIPOM
CruBenca-/[»oHcoHa

[IpoBepka cuMNTOMAaTUKU
OO01Mil KIMHUYECKUI aHaIn3
KpOBH

[IpoBepka cUMNITOMATUKU
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#ITamMOyTOIT**

HCBpI/IT 3PUTCIILHOI'O0 HEPBA

[epudepuueckas HeBpomaTHs

[TpoBepka CUMIITOMATHKH
(TIoTepst IIBETOBOTO
3pEHHUS/OCTPOTHI 3PCHIUS)
[lepBuunoe obOciemoBanmue U
MpoBeeHIE IEPUOANYECKUX
TECTOB JUIsI TPOBEPKU
I[BETOBOTO 3PEHUS ¥ OCTPOTHI
3peHust’

3akimouyeHue oQTaabMoIora
MPY BO3HUKHOBCHUH
CUMIITOMOB

IIpoBepka  CHUMIITOMATHUKH;
HICCIIETOBAHNE MIPOBOJUMOCTH
HEPBOB

#lMuneneM-+umwiacTcTul * *

I'enatur

[leueHouHBIE TPOOBI

#MmuneneM-+upiactaTiuy **
(mpomomkeHme Kypca)

TomHoTa, pBOTA, TUApEs

[IpoBepka cUMOTOMATUKHU

#JIuneszomug** AneMus, 1eHKOIIEHN, OO KITMHAYECKUI aHAIN3
TPOMOOIIUTOTICHHUST KpPOBH
[epudepuueckas HeBpomaTHs
IIposepka
CHUMIITOMATHKH/KJINHIUYECKast
Hespur 3putensHOro HEpBa OLICHKA/37EKTPO(UZHONOT st
IIpoBepka cUMIITOMATHKH
(moTepst LIBETOBOT'O 3pEHUS U
OCTpOTBHI 3PEHU)
IlepBuunoe oGcnenoBanue U
MPOBEIEHHE MEPUOANIECKUX
TECTOB TUIst MIPOBEPKHU
I[BETOBOTO 3PEHUS U OCTPOTHI
3peHus
3akioyeHue oQTaabMoIIora
1IpY BO3HUKHOBEHUH
CHUMIITOMOB
#Moxkcudmoxcammua™** TomHoTa, pBOTa, AUapes [IpoBepka cuMOTOMAaTUKHU
becconnuna, 0ecrokoicTso, [TpoBepka CUMIITOMATHKH
TPEBOYKHOE PACCTPOICTBO
Tenpuaut [IpoBepKa CUMIITOMATHKU
CBeTOUYYBCTBHTEIBHOCTh TIpoBepKa CHMITOMATHKH
CuHIpPOM YATTMHEHHOTO KT
uaTepBana QT
#MUHOUMKIHH CBeTOYyBCTBHTEILHOCTh [MpoBepka cCUMIITOMATHKH

TomHoTa, pBOTA, TUApEs
['onoBokpyxeHue
ITurmenTaus KOXu

[IpoBepka cUMNITOMATUKU
[IpoBepka cuMNTOMAaTUKU
Knunuueckas oueHka
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#Pudpamouuua®* u #pudaldyrun**

OpamkeBoe OKpalImBaHUE
OHMOJIOTUYECKUX KUIKOCTEH
(BO3MOKHOE OKpalIiBaHUE
KOHTaKTHBIX JIHH3)
I'enatur

TomrHoTa, pBoTa, 1Uapes
JIuxopazaka, 03000
TpomOoruToneHUs

IloueyHas HEAOCTATOYHOCTh
(pudammuimn)

Y ckopeHHbI MMOYEYHBIN
MeTab0JIM3M MHOTOYUCIICHHBIX
JIEKapCTB

[IpoBepka cUMNITOMATUKH

[TeuenounbIe TTIPOOHI
[IpoBepka CUMIITOMATUKH
[IpoBepka CUMIITOMATUKU
OO0 KITNHAYECKUN aHAIN3
KpPOBH

AHaM3BI KPOBU

Koppexkuus 103UpOBKH IPyTHX
JIEKapCTB/yPOBHS B
CBIBOPOTKE, TIPU HATTHYHUH
TaKOBBIX

ITankpearut
I'nnonporenHemus

bunmupyOrnemus

#PudabyTun™* Jleiikomenus OO0muii KIMHAYECKUI aHAIH3
[epemuuit YBEUT (mpu | kpoBH
COYCTaHUU ¢ | IIpoBepka CUMIITOMATUKU
KJIAPUTPOMUIITHOM )
I'punmosneie CHUMIITOMBI,
MOJMAPTPAITHS, TOMHUMHAITHS | [[popepka CUMITOMATHKH
#CrpenroMuuua™** [loueynast TOKCHYHOCTH PerymsipHblie poBepKu ypOBHA
CTPENTOMHIIMHA B CBIBOPOTKE
KpOBH
Perynsipabie IpOBEPKH YPOBHS
KpEaTHHMHA B CHIBOPOTKE
KpPOBHU
OTOTOKCHYHOCTH (3BOH B yIIaXx,
NOTEPS CITyXa Ha BBICOKUX
4acTOTax) IIpoBepka CHMIITOMAaTHKH,
[lepBuunoe oOcnenoBaHue,
MpOBeIeHHE MEPUOTUECKIX
ayJImorpamMm
#Turenukmuy** TomHoTa, pBOTA, TUApEs IIpoBepka CUMNTOMATHKHU

[IpoBepka KOHLIEHTpaLIMKU
aMUJIa3bl B CHIBOPOTKE KPOBH®
[IpoBepka KOHIIEHTpaUK
anp0yMHHA B CBIBOPOTKE
KpPOBH

IIpoBepka KOHIEHTpalyH
OmnrpyOWHA B CHIBOPOTKE
KpPOBH

lns nonydenus MakcumManbsHOro yposHs B 20-30 Wr/Mia ¥ MEHUMAJILHOTO YPOBHS <5-10 wr/mi.

[Tpu npueme 25 MI/Kr/eHb HEOOXOIUMO MIPOXOAUTH EXKEMECTUHBIE OCMOTPBI
3V 1UIL ¢ TIOYEYHOM 0CTATOUHOCTHIO

3.1.3.7.2 AnTndakTepuajJbHasi Tepanus MHUKO0AKTepHo30B, BbI3BaHHbIX MAC (Mycobacterium avium
complex)
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Obwumu credyem cuumams ciedyroujue peKkoMeHoayuu no aHmuoUomuKomepanuu NayueHmos ¢
MB, unguyuposannvix MAC (Mycobacterium avium complex): [205,206,207]
* B ciyyae ¢ uyBCTBUTENIBHON K #KIApUTPOMULUHY** (dopMoil mopakeHHs HETYOepKyJIe3HBIMU
mukobakTepusmu Jerkux (HTMB) rpynmer MAC pekoMeHI0BaHO TPUMEHSTH JIEKAPCTBECHHYIO CXEMY
JICYCHUS HA OCHOBE ©XEJIHEBHOTO TNEPOPAILHOTO MpHeMa Makpoiujaa (MPeArnoYTHTEIHHO
#azutpomunuHa**), #pudamnuuaa** u #ryramOyroma** (tabdn. 17) [205,213]; (YYP -C; YA -5).
KommenTapumu:
He pexomenoyemcsa npumensime npepwigucmylo cxemy (mpu paza 6 Heoenio) nepopanrbHO20
npuema aumubuomurog ons nevenuss HTMBJI epynnovt MAC;
Ipu nevenuu HTMBJI epynnvt MAC nposooums HauanbHulll Kypc Hamukayuna** enympueenno
npU HATUYUU OOHO20 UNIU HECKOIbKUX HUNCECTIeOYIOUUX YCIO0BULL:
- NOJIOJICUMENIbHBILL MA30K HA Haludue Kuciomoycmouuugvlx oakmeputi (KVb) 6 mamepuane u3z
ObIXamenbHblX nymeti,
- PEHM2eHON02UYeCKas KapmuHa 0opa3o8anus 6 1ecKux KagepH iy majiceiou uHgexyuu,

- cucmemHvle NPUHAKU 3a001e8aAHUsL;
Jleuenuem nayuenmos ¢ popmoii HTMBJI epynnot MAC, pesucmenmuotl k #xrapumpomuyuny **,

OO0JIIICHBL COBMECMHO 3aHUMambcesi cneyuanucmol 8 oonacmu HTMB u MB.

Tayuenmot ¢ 8blCOKOU OAKMEPUATLHOU HASPY3KOU (CO2IACHO NOJONCUMETLHOMY Pe3yIbmamy 8
mecme MUKPOCKONUU MA3KA MOKPOMbL, HATUHUI) KABEPHBL U/UTU CYUWECMBEHHBIX BOCHAIUMETbHbIX
npoyecco8 8 NecKuX, iU CUCMEeMAMUYEeCKUX CUMRIMOMOS HA DEeHMeeHe) MO2Ym No4y8CmeEo8amb
VAyduleHue nocie nepeoHauyanvHoeo (1-3  mecaya) kypca umvekyuu Hamuxayuwma®**  unu
#ecmpenmomuyuna**(mabn. 17) 6 oononnenue K CMaHOApmMHOMY KypCy JleueHUs u3 mpex npenapamos
0714 nayuenmos ¢ 3abonesanuamu neekux, vizganuvimu MAC. Umerowuecs Oannvie He NOKA3bIBAIOM
Pasnudull mexcoy mokcuyHocmoio npu npueme 15 me/ke #amukayuna™* (mabn. 17) 1 paz 6 oenv unu 25
Mme/ke mpu paza 6 neoenio [214].

Ipumenenue #amuxayuna** 6 eude uneansyuil (rekapcmeeHuas gopma ona uHvekyut) (maon.
17) emecmo 6HympugeHH020 AMUHOTUKOZUOA MOdCem Dblmb OoJlee npeOnoyYmumenbHulM 68Uy MeHee
MWamenbHo20 HAONI00EHUs U MEeHbUle20 MOKCUYEeCK020 OeliCmsus, 0OHAKO OaHHble pe3yIbMmamos
Jleuenus OCmaromes HenoIHbIMU, U IPhexmusHocmy maKoeo aeyeHus Oas NAyueHmos ¢ KaGepHOll

JlecKuUX, ¢ cyomepanesmudecKumuy ypoeHAMU 1eKapcme comuumensua [162].
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*  Kareropuuecku He pEKOMEHAYETCS] MPUMEHEHHE MOHOTEPAIMH MAaKPOJIUIHBIM MPernapaToM WU
WHBIM aHTUMHUKPOOHBIM cpeacTBoM npu JiedeHnun HTMBJI rpynnet MAC ¢ nenbio npoQuiIakTHKH
pa3Butus pesucteHTHocTH [206,207].

(YYP-C; YA -5).

KommenTtapuii: Ocnogubvivu pakmopamu pucka onsa pazeumus y nayuenmos ¢ 3a001e6aHUsAMU J1e2KUX,
svizsannvimu MAC, ycmotiuusocmu k #xnapumpomuyury** aenaomes Maxpoiuonas MoHomepanus u
npeovidyujee JjeueHue MaKpoIuoamu ¢ HecoOmeemcmayowuMu OONOIHANWUMY NPEenapamamu.
Ilosmomy, Heobx00UMO He3aMeONUMENbHO NPEKPAMUMb NpUem MakpoIud08 (00bIYHO NPONUCHLIBAEMbIX
8 Kauecmee NPOMuUBOBOCHAIUMENbHBIX npenapamos npu MB) nocie usonayuu muxobaxmepuil, npu
9MOM MAKPOIUObL HUKO20A He OO0NHCHbL NPONUCHIEAMbCS 018 Ne4eHUsl 3a001e6aHUL 1e2KUX, 8bI36AHHBIX
MAC, 6e3 08yx coomeemcmayowux 0ONOIHAUUX NPENnAPAmMos.

Maxkponuonas mepanust 00bIYHO He peKOMEeHO08aHA Npu 3a601e8aHuUsX 1e2Kux, evizsanHvlx MAC, npu
yemouuusocmu K #xaapumpomuyuny** [213] oOHako maxponudst mocym okazwvléams 61a20npusimuoe
enuanue npu MB 6nazodaps ceoum ceoticmeam He-aHmubuomuxos. Kiapumpomuyun-ycmoriuugvie
nayuenmsi ¢ 3a00neganuamu neekux, evizsanHvimu MAC, moeym ucnoimsigams 3¢pgexm om neyeHus
napeHmepaibHo20 AMUHOIUKO3UOA, Hpudhamnuyuna™** (0bviuno #pugdabymuna™*) u #omambymona**
8 couemanuu ¢ OOHUM UNU HECKOIbKUMU OONOIHAWUMU Npenapamamu (yuumsigas HeOonbuloe
KOAU4eCcmeo OaHHbIX NPAKMU4ecKux pekomenoayuti) (maon. 17), maxumu Kax #mopxunonomnsi
[213,215,216]. #Pughabymun**(mabn. 17) moxcem oasamv nonroxcumenvuvlii 3¢pgpexm npu aedenuu
KAApumpOMUyuH-yCmou4ugblx NayueHmos ¢ 3a00neeanuamu 1e2kux, evizeantvimu MAC, oonaxo uacmo
NpOABNAIOMCS. NOOOUHbIe Oelcmsusl (0COOeHHO, NAMoNoSUYecKoe USMEHEeHUe KpOo8U, paccmpolcmeo
HCENYOOUHO-KUUEYHO20 MPAKma, NOJUAPMPAncus), Komopwle mpeoyiom CHUMCeHUs 003bl UNU NOIHOU
ocmanoexu nevenus [217,218,219].

* B cnyuasx BeisBienus y nanueHto ¢ MB Oonee onnoro Buna HTMb pekomenayercss npoBoauTh

MUKpPOOHOJIOTMYECKOE HCCIEA0BaHUE JJI ONPENENIeHUsT TOro, Kakas/Kakue M3 MHUKOOaKTepuit

BBIJICIISIETCS TIOCTOSIHHO, M KaKasi/Kakue SBJIIOTCS TIPUYUHON TOsIBJIeHUs 3a0oneBanus. [220,221].

(YYP —C YL -5).

*  PexomeH10BaHO MalMEHTOB C MYKOBHCLHUI030M C 3a00JI€BaHUAMU JIETKUX, BbI3BaHHbIME HTMbB
oOcnenoBaTth Ha npeameT ABJIA, Tak kak MUKOOAKTEpPHO3bl, HEPEAKO COUETAIOTCS C AJJIEPTUYECKUM
OpOHXO0JIEFOYHBIM aCIEePrUILIEe30M H/1K BbiceBaMU IpruboB pojia Aspergillus B MOkpoTe min obpasmax

OponxoanbBeossipHoro nasaxa [205]. (YYP -C Y/ -5).
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KommenTapuu: B makux ciyuasx pekomeHO008aHo npoeooums mepanuto obeux ungexyuti. Ilockonvky
#pupamnuyun™** (epynna npomusomybdepkynesnvie npenapamoi) yCKopsienm HOYEeYHblll MemadoIu3m
MPUA30I08bIX NPOMUBOZPUOKOBLIX NPEnapamos, jeyeHue acnepeuiiesd npu 3a00J1e6aHUsX JIecKux,
svizsannvix MAC, npedocmasnsemcs bonee cuodichvim. Ilepsviii cnocob — npumensams #pugpabymun™*
emecmo #Hpupamnuyuna** (newenue #Hpugdabymurnom™* conpososcoaemcs unoykyueu neueHoYHvIX
Gpepmenmos, omuocawuxca K noocemeticmey yumoxpoma P450) 6 couemanuu ¢ 0OblUHBIMU
odononusowumu npenapamamu o spaouxayuu MAC u #eopuxonazonom™* unu #nozaxonazonom™**,
KOMOopbwlil Modicem Oblmb MeHblULEe NOOBEPICEH OeliCMBUI0 OONOIHAIOWUX npenapamos #pugdabymuna™*,
yem #eopukonazon**, ¢ Koppekmuposkou O003UpPOSKU 6 COOMBEMCMBUU C YPOBHAMU KOHYEHMPAayUuti
(mabn. 17) [205,222,223]. Ilpu hedocmynnocmu mepanesmuyecko2o 1eKapCmeeHH020 MOHUMOPUHEd

emecmo #pupamnuyuna™* mosxxcem npumenamocs Hamuxayun™ uepes neoynatizep [162,205,224].

3.1.4 Tepanusi nopaskeHuil Jerkux, BHI3BAHHbIX rpudamu pona Aspergillus

Pesynomamor nposedennoco 6 HUHU meduyunckori muxonoeuu um. I1.H. Kawkuna ¢ 2014-2017
22. UCCNe008aHUsL CBUOEMEeNbCNEYIOM, UYMO KOJIOHU3ayus ovixamenvHvlx nymeil Aspergillus spp.
goznuxaem y 22% nayuenmos ¢ MB, a pasnuunvie éapuanmet acnepaunnesa - 9,2% [225].

Haubonee wacmoiii seapuawm acnepeunne3a y nayuenmos ¢ MB - awnepeuueckul
bponxonecounvlil acnepeunnes (AbJIA). Yacmoma ABJIA y noopocmkos u 83pocivix nayuenmos ¢ MB —
10-15%, peorce y 0emeiti maaowezo gospacma [40,41].

XAJI pazsusaemca y 2-5% nayuenmos ¢ MB. Husasuenwiti acnepaunnes 1eckux y nayueHmos c
MB so3znukaem peoko (0,5-1%) [225].

I'pubvr pooa Aspergillus mocym xononuzuposams dvixamenbHvle nymu nayueHmos ¢ MB unu
8bI3LIBAMb, 6 3AGUCUMOCMU OM COCMOAHUSL UMMYHHOU CUCMeMbl Rnayuenma, dailepeudecKull
bponxonecounvlil acnepeunne3 (ABJIA), xponuueckuu acnepeunnes neekux (XAJI) u uneasusHvlll
acnepeunnes (MA) [17,39,85,86].
O PekoMeH0BAaHO NPUMEHEHUE AHTUMHUKOTHYECKUX IPENapaToB Kak 3THOTponHOW Tepanuu npu ABJIA u
XAIJI (1a61.19) [17,39,85,86].
YYP-C, Y1 -5).

Tabauuna 19. AaTumukotuku, mpuMmensemsie pu ABJIA n XAJI [17,39,85,86]

AHTHMHKOTHK CyTo4HbIE Cyrtounbie a03blllyTh BBeneHusi [KpaTtnoctn

MO3bI AJIS JeTeil 115 B3POCIbIX npuemMa B IeHb
#BoprkoHazom** 18 hr/xr 400 mr BayTps 2
(IpoTHBOIIOKAa3aH IETSAM JI0 2 JIET)
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#BoprkoHazom** 18 w™r/kr B |12 wMr/kr B B/B 2
(TIpOTHBOIIOKA3aH JIETSAM JIO 2 JIeT) [ICPBBIC CyTKH, [ICPBBIC CYTKH,
3areM 16 MI/kr [3ateMm 8 MI/Kr
HlTpakoHazon o 12 ner 5 400 mr BuyTpb 2
(TabIeTKM IPOTUBOMOKA3aHbI AETAMMI/KT, CTapLIe
o 3 ner) 12 ner 200 Mr
#I1o3akoHa3071 - 300 Mr 2 pB 1 [BHYTPB 1 (B IepBEIit 1CHD
TaOJETKH neHb, 3aTeM 300 — 2p/mH)
MT/CYT
#Hllozakonazon™** cycreHsus it |- 600 Mr BHYTPb 2-4
MpreMa BHYTPh (TPOTUBOIIOKA3aH
metsim 10 13 1eT)
#Kacropyuarua™* 70 mr/m> B 1-it (70 mr B 1-if neHb, [B/B 1
(IPOTHBOIIOKA3aH JETSIM 10 3 Mec |I€Hb, 3aTeM 110 [3aTeM 110 50 Mr
DKH3HH) 50 mr/m?
(cyTouHast no03a
He BbItIe 70 mr)
H#AmpoTepunun B 3-5 mr/kr/cyt  [3-5 Mr/kr/cyt B/B 1
[;TuTIocOoManbHBIH |.
HAMpoTepunua B [JIumuansiii S MI/Kr/CyT S MI/Kr/CyT B/B 1
KOMITJIEKC |
HAMborepuna B** 0,6-1,0 0,6—1,0 mr/kr/cyT [B/B 1
MT/KT/CyT
HAMborepuia B 12,5 mr 12,5 mr HUHT TN J1Ba pa3a B
[TumocoManbHbIH | uepes HEJIEITI0
(hopma 17151 HHBEKITMOHHOTO HeOynaisep':
[TPUMEHEHUS )
(poTHBOIIOKa3aH JeTsM 110 1 Mec
PKH3HH )
H#AMborepunme B [Jlunwassid 12,5 mMr 12,5 mr HUHT AL nBa pas3a B
KOMTILIEKC | yepes HEIeITI0
(hopma 17151 HHBEKITMOHHOTO HeOynaisep':
[TPUMEHEHUS )
IIpumeyanus:

*TIpumenenue nexapcmeennozo npenapama y 0emeti 6He 3apPecUCPUPOSaHHbIX 6 UHCMPYKYUU TEKAPCMBEHH020 CPEOCMEa
NOKA3GHULL NPOU3BOOUMCA NO PEUeHUIo 8payeOHOl Komuccuu c paspeuwieHus JIokanbHo2o smuueckoco Komumemad
MeOUYUHCKOU OpeaHu3ayuu (npu HAIUYuU), ApU HAIUYUU HOONUCAHHO20 UHMOPMUPOBAHHO20 CO2AACUsl pooumenel
(3aKoHHbIX npedcmasumenell) u pebenka 6 gospacme cmapute 15 nem.

! - Ilpumenenue nexapcmeeHHvix @Gopm Ol NAPEHMEPATbHO20 NPUMEHEHUs 6 Guoe UHANAYULl pa3peuaemcs
KOHCUNUYMOM CREeYUATUCTNO8 NO HCUSHEHHBIM NOKA3AHUAM C paspeuteHus JIOKanbHo20 9muyuecko2o Komumema MeoOuyuHcKou
OpeaHu3ayuy, NpU HAIUYUYU HOONUCAHHO20 UHMOPMUPOBAHHO20 coznacusi pooumenell (OneKyHa) u pebeHka 6 goszpacme

cmapwie 15 nem, 8 ycnogusax cneyudanusuposanHo2o cmayuoHapa. B oanvueliwem npu xopowieil nepenocumocmu npuem

npenapama paspeuier 8 amoyIamopHbixX YCI08USX.
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- Uneansyuu #Ampomepuyuna B [nunocomanvnozo] unu #Ampomepuyuna B [Jlunuonoeo komnaexca] moeym 6vime
anbmepHamugou Ui  OONOJIHUMENbHOU Npomueocpudkoeoi mepanuei 6 aevenuu AbBJIA npu Hedocmamounou
aphexmugnocmu  mepanuu  CUCMEMHLIMU AHMUMUKOMUKAMU, HenepeHocumocmu  a3oavbibix JIC wiu nomenyudanbHo
ONACHBIX IeKApCMBeHHbIX 83aumoodeticmeusx [162,226,227].

Ipu  wamuuuy  MeOUYUHCKUX — NOKA3AHUL (MO JICUSHEHHBIM — NOKA3AHUSIM, — GKIIOYAsL  UHOUBUOVATILHYIO
HenepenocumMocmy, 0ajee — No HCUSHEHHbIM NOKA3AHUSAM) NO PEUEHUI0 8DAYeOHOU KOMUCCUL OCYUWeMBIAem sl HA3HAYeHUe
JIEKAPCMBEHHBIX NPenapamos He Nno MeNCOYHAPOOHOMY HENAHMEHMOBAHHOMY HAUMEHOBAHUIO, d NO MOP208OMY
Haumenosanuto (uacmo 15 cmamou 37 @edepanvroeo 3axona om 21.11 2011 Ne 323-®3 «O6 ocnosax oxparvl 300p06bs
epaxcoan Poccuiickoi @edepayuuy u nynkm 6 Ilopsioka naznavenusi 1eKapcmeenHblx npenapamos, opm peyenmypHuix
O1AHK08 HA eKapCMEeHHble npenapamal, NOPAOKA O OPMAEHUS YKAZAHHbIX OIAHKO8, UX Y4ema U XPAHEHUs], YIMBEPIHCOeHHO20
npuxazom Munsopasa Poccuu om 14.01.2019 Nedn). Pewenue epauebOHOU KoMuccuu 0@Oopmasemcss NPOMOKOIOM U
BHOCUMCS 8 MEOYUHCKYIO OOKYMEHMAYUuIo nayuenmd.

Ipu ucnonvzosanuu #Heopurxonazona** u Opyeux cpedcme epynnvl mMpuasoios écez0a cledyem YHumvléams
B03MOIICHOCHb EKAPCMBEHHbIX @3aumoleticmsutl. Hanpumep, npu nasnavenuu #Heopuxonazona** cnedyem ommenumo
pudpamnuyun®*  unu  Opyeue umoykmopwi pepmenmos yumoxpoma P-450 (uneubumopwvr npomounou  nomnel,
rkapbamasenun**, ghenumoun**), nOCKOILKY 6 5MuUX CIyuasx mepanesmuyeckas Konyenmpayus #eopuxonazona** ¢ niasme
U MKAHAX 0OBIYHO HEe O0CMULAeMC.

YV nayuenmos, nonyuaiowux OrumensHylo mepanuio HeOpUKOHA30A0M* ¥, MO2Ym paseumbCs KOJICHble PeaKyuu
gomouyscmeumenvrocmu. Bo epems nevenus nayuenmam pexomenoyemcsi uzbe2amv UHMEHCUBHO20 UTU ONUMENTbHOZO

06le‘l€Huﬂ NPAMbIM COJIHEYHbIM C6ENOM.

Tepanusa ABJIA

O Ilpu ABJIA pekOMEHIOBaHO MPHMEHEHHE KOPTUKOCTEPOUIOB ISl CUCTEMHOTO MPUMEHEHHS W
MIPOTUBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEICTB TPYIIBI TPHUA30JIOB (#BOPUKOHA30I** 1 #UTpaKoHA301)
(Tab11.19)[39,85,228].

YYP-C, YA -5).

Kommenrapmii: #/lozakonazon** npumensiom npu HenepeHOCUMOCMU UTU HEBO3ZMONCHOCHU
npumenerus #eopukonazona™** unu #umpaxonazona

Hcnonvzosanue kKopmukocmepouoos 0Jis CUCMEMHO20 NPUMEHEHUs. PEeKOMEHOO0BAHO NPU BbIPANCEHHOM
oponxoobcmpykmuenom cunopome (bOC), nanuuuu 303uHOPUILHBIX UHDUILMPAMOE 6 JIecKUX UNU
Hea(hPexmusHoCmuy npuUMeHeHUs: NPOMUBOSPUOKOBLIX eKAPCMBEHHBIX CPEOCME 2PYNNbl MpUa3oios
[39,85,228].

Jna xkynuposanus 6pOHX000CMPYKMUBHO20 CUHOPOMA U DO3UHOPUILHBIX UHDUILIMPAMOS 6 NecKUX
HazHayaiom npedHuzonon™** no 0,5-1,0 me/xe/cym unu Opyeoii KOPMUKOCMEPOUO CUCMEMHO20
oelicmeus. 8 3KGUBATIEHMHOL 003e (Hanpumep, MemuinpeoHu3onon™*) e meuenue 14 Owueil 6

3a8UCUMOCMU OM Cmenenu OPoHXo0ocmpykmueno2o cunopoma. Ilocnedyouee crudxicenue 003wl (om 5
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00 10 me kadicovle 0se nedenu) 8 meuenue 1-3-5 mecayes. I[lpooondicumenbHocmy eueHus 3a8ucum om
akmusHocmu u msoicecmu 3abonesanus. Husxas noooepacusarowas ooza (om 5,0 oo 7,5 me / cym)
Modcem nompebosamvcsi 6 meyeHue ONUMENbHO20 6peMeHU O/l KOHmMpoas 3a00/e6anus U
npedomepaujerus peyuousos y Hekomopulix nayuenmos. [229,230 ].

Kpumepusamu s¢pghexmusnocmu  cayycam Kynuposauue KIUHUYECKUX NPUSHAKOS, UCYE3HOBEHUE
903UHOPUNLHBIX UHDUILMPAMOE 8 IeKUX U CHUMICEHUe YPosHs obwezo IgE 6 cbisopomke kposu. Ilocne
oocmudiceHus I pexma nocmeneHHo CHUMXCalom 003y npenapama 6njioms 00 OMMeHbl 8 meyeHue 3-4
Heoeb.

Bo eépemsa pemuccuu nayuenmol 6 cneyuguueckoii mepanuu He HyHcOArOmcs.

Ipu peyuouse ABJIA 6nosb npumensirom #eopurxonazon™®* unu Humpaxonaszon (mabn.19) 6 meuenue 2—
4 mec, npu svipasicennom BOC — npeonuzonon** unu memuinpeOHu3onon**,

Kpome peyuousa ABJIA nokazanusmu K HA3HAYEHUIO MPUAZ0L08 AGIAEMCA 3ABUCUMOCTL OM
KOPMUKOCMEPOUO08 OJisl  CUCTNEMHO20 NPUMEHEHUs, UX He0OCmamounas 3¢gdexmusHocms u
BbIPADICEHHbIE HedicelameibHble I peKmbi.

Ipumenenue npomueocpubKOBIX IEKAPCMBEHHbIX CPeOCms pynnvl mpuasonos y nayuenmos ABJIA
no360./15em 00CMOBEPHO YMEHbUUMb NPUMEHEHUE KOPMUKOCMEPOUOO8 OJis CUCEMHO20 NPUMEHEHUS,
npUBOOUmM K YIyYUEeHUO (QYHKYUU GHEUHe20 ObIXAHUSL U YMEHbULeHUIO Yacmombl peyuoueod ABJIA.

Tepanusa XAJI

O PexomenmoBano B kadectBe jeueHuss XAJl y manuentoB ¢ MB ucnons30Bath JIMTENBHBIA KypC
MIPOTUBOTPUOKOBBIX JIEKAPCTBEHHBIX CPEJICTB, JIEUEHHE «()OHOBOro» 3a00JIeBaHUS U YMEHbILIECHUE
ATPOT€HHOU HUMMYHOCYIIPECCUH, a TAKKE XUPYPTUUECKOT0 YAAJIEHUs ouaros nopaxenus. [15,17,18].

YYP-C,YAA-5).

Kommenrapmii: [layuenmwr ¢ XAJI wuyosrcoaromea 6 OaumenvHom HAOAOOeHUU OJisl KOHMPOIA
3ab0ne6aHUsi U CBOEBPEMEHHO20 Jeuenus peyuousa. OcCHO8Y aAHMUMUKOMUYECKOU mepanuu
cocmaensem NpuMeHeHue NepopanbHulX Heopukounazona™* unu  Humpaxowazona (maon.l9)).
#llozakonazon™* npumensalom npu  HeNePeHOCUMOCMU  UIAU  HEBO3MOICHOCMU  NPUMEHEHUs
#eopukonazona** unu #umparxonazona. #Kacnogyneun®* (maobn.19), a maxoce #Ampomepuyun B
[runocomanvuwiii] unu #Amgpomepuyun B [Jlunuonwvii komnaexc] unu oowviunwviii (mabn. 19) nasnauarom
6/6 npu HedppekmueHocmu NepPopaIbHLIX NPOMUBOSPUOKOBLIX NIeKAPCMBEHHBIX CPeOCms 2pynnbvl
mpuazonos. AnvmepHamugnbvlil Memoo ledeHus — HeHympunoiocmuoe egedenue ampomepuyuna B**.

Baorcnou cocmasnsaoweii nevenus XAJ y 6ononvix MB aensemcs yayuuienue 3KCneKmopayuu MOKpOmabi.
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Koppexyus ummynnozo oeghexma obviuno docmueaemcs ycneunsvim 1edeHuem 0CHO8HO20 3a001e8aHUs
U CHUdICEHUeM 003bl KOPMUKOCMEPOUOAO08 OJisl CUCEMHO20 NPUMEHEHUS.

Xupypeuueckoe emeutamenbcmeo — aANHCHLIN KOMNOHEHM KOMNIeKCH020 Neyenus XAJl. Oonosnaunvim
NOKA3aHUuem s618emcs 8bICOKULL PUCK WU pA38Umue 1e2ouHo20 KposomeueHus. dmobvl ymenvuums
8EPOSIMHOCMb UHGUYUPOBAHUS MKAHEU U pA36umus cneyupuueckol smnuemsvl nieepsl, 00 U NOcie
ONepamuHO20 neverus npumensom Heopukonason™* umu #umpaxonazon (Xupypeuueckomy jieyeHuro
MO2ym Npensamcmeosams pAacnpoOCmMpaHeHHOCHb NOPANCEHUs, MANCECMb COCMOAHUSA nayuenma u
BbIPANCEHHASL ObIXAMENLHASL HEOOCMAMOYHOCTb, d MAKHCE MHOIHCECMBEHHbIE ACNEPSUNTOMDL.
Yacmoma ocnodicHenutl (KpogomeyeHue u np.) npu ONepamusHoM jieyeHuu modicem oocmuzamo 5—20%.

3.1.5 Tepanusi BHEIIHECEKPETOPHOIi HEOCTATOYHOCTH TO/KEITYI0YHOI Keyre3bl

0 3amectuTenbHylO Tepanuio mnaHkpeatnueckumu (epmentamu ([lankpeatun**), (B Buze
MUHUMUKpochep, ¢ pH-4yBCTBUTENHHBIM TOKPHITHEM 0€3 MPUMEHEHHS] METAKPHIOBOW KHCIIOTHI
[231,232,233,234,235] c unu 6€3 xeIaTUHOBOU KarCyibl) PEKOMEH/I0BAaHO Ha3HAYATh BCEM MallMEHTaM,
BKJIIOYasi HOBOPOXAEHHBIX ¢ MB, MMemUM KIMHHUYECKHUE MPOSBICHHUS KUIIEYHOTO CHUHIPOMA WUIU
HU3KYI0 KOHIIGHTpAIMI0 MaHKpeaThudecko »snactaspl-1 B kame (<200 MKr/r) mpu OTCYTCTBUHU
MPOTUBOIIOKa3aHui. Llenp BMemaTenbCcTBa — KOPPEKIMSA BHEIIHECEKPETOPHOW IMaHKPEATUYECKOM
HEJIOCTATOYHOCTH (110 KIIMHUYECKUM TTOKA3aTeIsIM U OTCYTCTBUE HEHTPAIBHOTO KUPaA B KOIPOTPAMME)
[2,19,233,234,235,236].

(YYP-B, Y1 -3).

KOMMeHTapI/Iﬁ: HDM I’lpOB@d@HMM 3AMeCmMUmenbHoll mepanuu Heobxo0UMo KOHmpoJaupoeambs.

- nokazamenu KONPOSPAMMblL, 8 NEPEYI0 0YePedb KOIUUECMB0 HEUMPAIbHO20 HCUPA,

- yacmomy u xapakmep cmynd,

- edceMecsIUnYIo npubasKy mMaccol meia u OUHAMUKY POCMA NAYUeHma.
s 6occmanosnenus a0ekeamHou ACCUMUIAYULU HCUPA Credyem NPUMEeHAMb 8blCOKOIDheKkmusHble
naHKkpeamuyeckue pepmenmovl 6 8uOe MUHUMUKPOCep, Ymo 8 OONbUUHCIEE CIYYaAe8 NO3805Aem
KOMREHCUPOBAmMb CIeamopero U YMeHbUWUMb 0e@puyum maccol meid.
Tokazanus: ece nayueHmul ¢ RPUHAKAMU HEOOCMAMOYHOCTU IK30KPUHHOU QYHKYUU NOOIHCETYOOUHOU
Jcenesvl (cmeamopest (HetmpanbHblll JHCUP 8 KONPOSPAMME), CHUNCEHUE NAHKPEAmU4ecKou 21acma3zvl -
1 menee 200 mxe/2).

Hpomueonoxaaauuﬂ J quuGudyaﬂbHClﬂ HENEPEeHoCUMOCnb.
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Buvibop nymu esedenusi: 6nympv 00 u 60 8pems kadxcooeo npuema nuwu. llankpeamuueckue
Gepmenmovl He credyem HazHauamv nocie eovl. Kancynvl, cooepocawue MUHUMUKDOCHEPDLL, MONCHO
BCKPbIBAMb U NPUHUMAMND UX COOEPAHCUMOE OOHOBPEMEHHO C HeDONbUUM KOIUUeCMBOM NUU, UTU
NPUHUMAMb YEIUKOM, He BCKPbl8Asl, eCiu peDeHOK Yace OOCMAMOYHO O0IbULOU U MOIHCEN NPOSLOMUNb
Kancymuy.

Oyenka 2¢hpexmusnocmu nevenus: K KIUHUYECKUM NOKA3AMeNIM d0eK8amHou 003UupOoKU
NAHKpeamuyeckux pepmenmos ciedyem omnecmu. yayuuienue npubasku eeca oemell, yMeHbuleHue
obvema cmyna, e2o 4acmomol, YMeHbUleHUe 310860HHO20 3anaxd, UCie3Ho8eHue 0oell 8 HUsome.
Jlabopamopnvie noxazamenu — ymenvbuieHue CmeneHu cmeamopeu.

Oyenka 6e3onacHocmu jleueHust - N0 KIUHUYECKUM NPUSHAKAM.

JlonoanumenvHole 3aMeUaHus.

1loo6op 003 namkpeamuyeckux epmeHmos Npogooumcsa smnupuvecku. o Jlosa naHkpeamuHa
UHOUBUOYATILHA OJI5 KAXHCO020 NAYUeHma. O Y 601buuHcmea nayuenmos 003a 00ANCHA OCMABAMbCsl
Mmenvute unu He npesviuams 10 000 E/] no nunasze na 1 ke maccol mena 6 cymxu unu 4000 E[{ na 1 2
nompeO.1eHH020 HCupa.
o 110060p 0036l MOIHCHO HAUAMb 8 3ABUCUMOCTNU OM MACCHL Meld, YMmo COCMAasisnem 8 Hadae
nevenus 1000 E/l/ke no nunaze Ha kaxicowlil npuem nuwu 0asa oemetl maaouie yemoipex nem u 500
Ell/xe no nunasze 6o @pems npuema nuwu 01 Oemell cmapuie uyemvlpex Jiem u 63pocivix. B
oanvHeluiem 003a MoNcem NOCHENneHHO NOBbIUAMbCA 00 HOPMATUAYUU CUMAIOMO8 CIMeamopeu.
o3y cnedyem onpedenamv makice 8 3a8UCUMOCIU OM BbIPANCEHHOCMU KUULEUHO20 CUHOPOMA,
pe3yIbmamos KOHmpoJisi 3a cmeamopeel U N000epHCaHUs A0eK8AMHO20 HYMPUMUBHO20 CMAMYCd.
o Hoeopoowcoennvim na kasxcovie 120 mn numanus (CMecsb uiu HceHcKoe MoA0KO) CImapmosas 003a
paccuumvigaemcs kaxk 2500-3333 EJ{ nuna3zvl (1/4-1/3 kancynvl npenapama c akmusnocmuio 10 000
EJ] nunaswer 6 kancyne). mu 0o3vl coomeemcemayiom npumepro 600-800 EJ] nunasel na 1 2 nuwyeguix
JHCUPO6 UIH TO Y2-1 MEpHOM NTOKKe KUIIEUHOPACTBOPUMBIX rpanyn u3 ¢makonos [11, 12, 37]. B
Hacmosujee 8pems peKOMeHOYemcs noocuem NAHKPeamuueckux Gepmenmos no nompeoniemomy
Hcupy ¢ paciemom koagpuyuenma na 1 2p srcupa. Jloza paccuumoléaemcs uHOUBUOYAILHO.
Jonycmumvie 3nauenus koagpuyuenma om 500 oo 4000 E/] na 1 ep scupa.
o V paoa nayuenmos, ocobenHo npu 06enKo080—2HEpeeMU4ecKol HeooCmamoyHoCmu,
2UNepayuoOHOCmu U OpPy2ux COCMOAHUAX, MOHCEM NOHAO0OUMbCS NOBbIUEHHASL 003A NAHKPeamuHa

oonee 10 000 E/[ no runaze na 1 ke maccor mena 6 cymxu unu 4000 E/] na 1 2 nompebnennoco scupa

[237,238,239,240,241,242,243,244,245].
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o He credyem noswviwams 003y ¢hepmenmos 0o ouens gvicoxoui (>18000-20000 Eo nunaszvi/ke
6 cymku). B danvhetiwem 0oza noogepeaemcsi KOppeKyuu Ha OCHOBE KIUHUYECKUX CUMIIMOMOS U
nabopamopuwix 0anuvix. Crnedyem nomHums, umo npumepro y 10% nayuenmos nedocmamouHocms
NO0AHCENYOOUHOU dicene3bl He noodaemcs noanou koppexyuu [19]. o agppexmusnocms mepanuu
NAHKpeamuyeckumu epmenmamu uH020a MONCHO HOBbICUMb NPU 0OHOBPEMEHHOM NPUMEHEeHUU
#Hpamomuouna™ (npomusonoxazan 6 demckom 6o3pacme), paHUMUOUHA " (NPOMUEONOKA3AH OeMIM
0o 12 nem), omenpasona™™ (npomusonoxazan demam 0o 2 nem) uiu 330mMenpazona’ (neaiemol -
NpOMuUBONOKA3anvl demsam 00 1 cooa, mabiemku npomusonokazanvl demsm 0o 12 nem. JlanHvle
npenapamvl mMo2ym Oblmb HA3HAYEHbl 6 CAyude NOMPeOHOCMU 3HAYUMENbHO20 YEeNUUeHUs 003
NAaHKpeamuyecKux pepmenmos u/unu npu omcymcmeuu ux 1e4ebHo2o sghgexma, ymo modxicem Oblmo
00y CN081€HO NOBLIUEHHOU KUCIOMHOCHbIO JHCEYOOUHO20 COKA U HEOOCTAMOYHbIM OUeNAUUBAHUEM
xumyca 6 12-nepcmuoui kuwke [22,89].

3.1.6 Tepanusi SJHIOKPUHHON HEOCTATOYHOCTH MOMAKeIYA0UHOM Keyae3bl (M3CI)

Jleuenue ouabema npu MB (M3CJ]) 6 yenrom 00adxcHO cOOmeemcmeosams CMaHOapmam noMowu 6cem
nayuenmam ¢ Ouabemom,; Ho UMeromcs 0cobble MpedOBaAHUs K 1eUeHUI0 NAYUEHMO8 C MYKOBUCYUOO30M
[50,91].

. PexomennoBano neuyenne nanuentoB ¢ M3CJ/l y crienuanictoB MHOTONPOQHUIbHON KOMaH/IbI,
uMerotier onsT padotel ¢ M3CJl, 1 pu 3TOM MOAIEPKUBATH KOHTAKT U KOHCYJIBTUPOBATHCS CO
CHEIUATUCTAMHU 10 MYKOBHUCIUIO03Y C IeNb0 3(()EKTUBHOTO BEICHUS MAI[UEHTOB C y4ETOM
0CcOOEHHOCTeH ocHOBHOTO 3a0oneBanus [50,91].

YYP-C,YIA-5).

. [Ipu neuenun M3CJl pexomMeHayeTcsi 00ydyeHHE CaMOCTOATEIBHOMY YXOXy Tpu auadere,
WHCYTUHOTEpanus 1 a’poOHas Harpy3ka He MeHee 150 MHUH B HENENIO C IIeNIbI0 aJIeKBAaTHOTO
koHTpoisist M3CJI u npenoTBpanieHus ocinoxHenui [50,91].

YYP-C, VIO -5).

. PexomenoBaHo coOroieHNE PEKOMEH AN 10 MUTAHUIO MAIIMEHTOB ¢ MYKOBHUCIIHI030M JIJISI
nanueHToB ¢ M3C/l. 3sMenenne notpelieHus: KaIopHid, )KUPOB, OEITKOB, YTIAEBOAOB HIIH COJIU
B pe3ylbTaTe AWAarHOCTUKM Juabera HE JJomyckaerca.  PekoMeHAyeTcss paBHOMEpPHOE
pacmpeiesieHde YIiieBOJIOB B TEUCHHE CYTOK M 3aMeHa padMHUPOBAHHBIX HA 3aAlUIICHHBIC C
LIETBIO TTOJIepXKAaHUS HYTPUTHBHOTO cTaTyca [50,91].

(YYP-C, VI - 5).
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. Pexomennyercs neunte M3CJl y nanumenTtoB ¢ MB uHCynuMHamu, a He NepopaibHbIMU
THIOTIIMKEMUYECKIMH TIperapaTaMu C IeJbI0 ONTHMAIBHOTO KOHTPOJIS YPOBHS TJIFOKO3BI B
kpoBHu [50,91,246,247].

YYP-C, VIO -5).

KommenTapuii: S pexmusnocmo nepopanvhsix eunoaiukemudeckux cpeocmae ons mepanuu M3CJ[ ne

ookazana. Ilpu nevenuu M3C]] pexomendyemcs npumensams OONIOCHYIO CXeMY Npuema UHCYIUHOS.

Mooicem npumeHamovcs cmaHOaApmMubll pexcum 0a3anbHO-00MI0CHO20 66€0eHUsl UHCYIUHO8, BKIIOUAs

KoMOuHayuio 6azanvrozo (Mucynunsl u anano2u OIUmenbHo20 0elcmasust) u OblCmpooeucmsyoue2o

(Uncynunst u  ananoeu Ovbicmpo2o O0elcmeusy) UHCYIUHA NymemM MHO2OKPAMHbBIX eHCeOHEeBHbIX

NOOKOJICHBIX UHbEeKYUll unu Ovicmpoodeticmayioujeco uncyauna (Mucyiunvl u ananocu Owvicmpoeco

oelicmeust) nymem HenpepuleHOU NOOKONHCHOU UH@y3uu (uHcynunosas nomna). llayuenmos credyem

HAy4umev YCmMauaeiueams 003y UHCYIUHO8 8 COOMBEMCMBUU C COOEPHCAHUEM V2le80008 8 UX Nulye.

Ecmb ouenv oepanuyennvle dannbvle 00 UCNONb308AHUU NEPOPATILHBIX 2UNOSTIUKEMULECKUX NPENnapamos

npu M3C/[. U3 nepopanbhulx eunoenukemMuieckux npenapamos, 3ape2ucmpuposaniblx Ha meppumopuu

Poccuiickoii  @edepayuu  uzyuenvl npouzsooHvie Cyab@OOHUIMOUESUHbL, Mem@popmun™*, npouue

npomueoziuKemuieckue npenapamol (penaziunud**) u muazonuourouonsvlt. Iphghexm ne Ookazam.

Ananoeu enoxka2oHono0o6Ho020 nenmuoa- 1 (UHKpemunsl Uiy UHKpemuHMUmMemuieckue a2eHmol) Mo2ym

uespams BANCHYI0 pOJlb, HO NOKA mpebyemcsi npogecmu OONOJIHUMENbHbIE UCCLe008aHUs, UYMOObl

8blHeCmU 00KA3aMebHble PeKOMEHOAYUU.

. Bo Bpemst o0ocTpeHHi JIerouHOro mpolecca pPEeKOMEHAYeTCs dYalle NpPOBEepsATh YpPOBEHb
rIMKeMuH (710 3-6 pa3 B IeHb), KOTOpasi OBBIIIAETCS Ha (POHE BOCHAJIECHUS U YBEIIUYUTH J03Y
WHCYJIMHA, KaK OOJIOCHOTO, TaK M 0a3WUCHOTO C IIeNbI0 ONTHMAJIbHOTO KOHTPOJS YpPOBHSI
TJIIOKO3bI B KPOBU M CBOEBPEMEHHON KOPPEKLUHU 1036l HHCYIUHOB [50,91].

YYP-C, VIO -5).

KommenTapmii: Ilayuenmam ¢ myxosucyudoszom npu Hapyuienuu moiepanmuocmu K entoxkoze (HTT),

0cobenHo 60 epemsi obocmpeHus 3a00Ne8aHUs MAK JHce Moxcem Nompebdo8amvbCs UHCYIUHOBAS

mepanus.

. Pexomennyercs npoBeneHue MOHUTOpUHIa ocnoxkHeHud M3CJl cormacHO MOHMTOPHHIY
apyrux ¢opm auadera s opraHu3alnyu npoduiakTuueckux meponpustuit [50,91].

YYP-C, YO -5).

3.1.7 Tepanusi nopaskeHus1 NeYECHU
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. PekoMenayercs  Ha3HaueHHE IIPENapaToB  YpPCOJAE30KCHXOJIEBOM KHACIOTHI**
(YAXK)

(mpoTHBOINOKa3aHue 10 3 JEeT AJs Karcyld, HET MPOTUBOIOKA3aHUW JUIsl CYCHEH3MH AJIsl MpHeMa BHYTPb)
nagueHTaM ¢ MB ¢ menbio mpenoTBpamieHusl TenaroOuIHapHO HaTOJIOTMM U TEpanud HMEIOIIUXCS
MOPaXEHUM MEYEHU TIPU OTCYTCTBUM MEAUIIMHCKUX MPOTUBOIOKa3anui [1,2,22,248,249].

(YYP-C, YA -5). KommenTapwuii:

Ilpomueonokazanusa: uHOUBUOYAILHAS HENEPEHOCUMOCMb, OCMpble 80CNANUMENbHbIE 3A00]1e6aHUs
JHCENIUHO20 NY3bIPSL.

Buioop nexkapcmeennvix popm: npenapamol, 8vlnycKaemvle 8 guoe KAncyi u cupona (0as demetl ¢
maccou 0o 34 ke), oosuposka 15-30 me/xe 6 cymku.

Ouyenka rhhexkmuenocmu nevenun: kKiuHuvecku u no oannvim Y3U u ¢pubposnacmozpaghuu (1 pas 6

12 mecayes) (cm. pazoenl. [{uacnocmuka).

Ouyenka 6e3onacnocmu je4eHusn: Heobxooum nepuooudeckuti (2 paza 6 200) KOHMPOabL AKMUBHOCMU
ANIAHUHAMUHOMPAHCpepasvl, acnapmamamuHmopancpepassvl, werounou ocghamasvl 8 Kposu (cm.

Pazoen 2. Jluaenocmuxa).

Tem me menee, 6 nacmosaujee pems, YOeOUMeNIbHbIX OOKA3AMENbHBIX OAHHBIX O NPedomepaujeHuu
passumus pubposa u yupposa na ¢one npuema YIXK nem [250].
THayuenmam ¢ MB pexomenoyemcsi MUHUMUZUPOBAMb NPUMEHEHUEe 2eNamOmMOKCUYHBIX JIeKAPCMBEHHbIX

cpedcms, uckirouerue ankozons [2,249].

* PexomMeHIOBaHO  MHpU  Pa3sBUTUM  XPOHMYECKOW  NEYEHOYHOM  SHuedanonaTud,  acuuTa,
BApUKO3HOPACIIMPEHHBIX BEH TMHUINEBOJA M JKeIyaka 3-4 CTENeHW W KPOBOTEUEHHUS W3 HHUX TPOBOJIUTH
TEpanuio COrIACHO COOTBETCTBYIOIIMM KJIMHUYECKUM pEeKOMEHIauusm [2,249,251].

(YYP - C; YIIO-5).

KommenTapuu: ¢opmuposanue maxux OCLONCHEHUL BCMPeuarOmcs. Heuacmo, Ho, mem He MeHee,
mpeoOyom 5KCMpeHHbIX Mmep JeyeHus. Pady nayuenmos modxcem nOHA00OUMbCS MPAHCHAAHMAYUSA
neuenu (cm.pazoen 3.4 Xupypeuuecxoe neuwenue), 6 Hacmoswee epems 6 Poccutickou Dedepayuu
npogedero 16 mpancnianmayui.

3.1.8 Tepanus octeonopo3a y nanueHtos ¢ MB

3aoauamu neuenus ocmeonoposa  A6JAIomcs. npedomepaweHue nepeiomos KocmezZ, noesluteHue
Kadecmea oHCU3HU, 3ameojieHue uiu npekpaujeHue nomepu KOCMHOLL maccel, y demeil - obecneueHue

HOPMAJIbHO2O pocma.
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*  PexomeHnnoBaHO J€YeHHE OCHOBHOTO 3a00JIEBaHUS MPU BTOPUYHOM OCTEOINOpO3e y manueHToB ¢ MB

[36,96,125,252].

YYP-C, Y1 -5).
*  Konekanbrudepon**, B Tom uncie, B BUJE Kareib s IPHeMa BHYTPb, PEKOMEHI0BaH BCEM IMAIlUEHTaM
¢ MB B kauecTBe Teparnuy HEAOCTATOYHOCTH BUTAMUHA [ B BHJIE ITPUEMa OJMH pa3 B JICHb €XKEJIHEBHO MU

OJIMH Pa3 B HEJENI0 (B SKBUBAJICHTHBIX /103aX) Ui nojajep:kanus koHueHtpauuu 25(0OH)D ceiBopoTku He

Menee 30 ur/mi (75 amounb/in) (Ta6m.20) [96,253,254, 255].

YYP-C, Y -5). KommenTapuu:

Taonuya 20. /lo3vr konekanvyugepona™* (sumamuna D3) u pexomenoayuu no neuenuro oepuyuma
sumamura D y demetl u 63pocavix ¢ MB (E/])

Bospacm, 200v1 Ipopuraxmuuecxas 0oza, ME | MaxcumanvHas nevednas 0o3a,
ME

0-3 1500-2000 2000

4-10 2000-3000 4000

11-18 2000-4000 10000

>18 2000-4000 10000

*  PekxoMeHI0OBaHO

ocreonopo3a mpu MB  mpoBoguTh  COINIACHO

KJIMHUYECKUM PEKOMEHIALMIM 0 ocTeonopo3y [36,125,252].

(VYYP - C, YIUI -5).

KommenTapmii: Bonpoc o npumenenuu oucgocgonamos peuwiaemcs 6 uHOUBUOYAILHOM NOPsOKe C

yuemom MuH@paﬂbHOﬁ NAOMHOCMU KOCMHOU MKARU, MaiompasmamuidHblx Nepejilomos 6 adHadmMHese U

mpaHcniaHmayuoOHHo2o cmamyca
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Ilpu nevenuu 6ucgoconamamu y nayuenmos ¢ MB nonyuenvr dokazamenvcmea yeenuuenusi MIIK

Oounaxko manoe uucio HabAOeHUuti He MNO360IUNO BbIABUMb CHUMNCEHUEe PUCKA NepelomMos npu

onumenvrocmu nevenus 2 2o0a [256].

JlnumenvHocms  nevenus: oucgocghonamamu  onpedensemcs UHOUBUOYATILHO.
Hasznauaromcesa bucghocghonamer 6 demckotl npakmuke peuleHuem KOHCUIUyma epadeti uiu npu

paspeuwieHuu IMuuecko20 KomMumema u NOORUCAHUU UHGOPMUPOBAHHO20 O0OPOBONLHO20 CO2NACUS

pooumensamu pebenxa [257].

3.1.9 Tepalmﬂ XPOHUYIECKOI'O PUHOCUHYCUTA U HA3AJILHOI'O ITIOJIUIIO3A

* Pexomennayercs uppuranuonsas tepanus npu Hanuunu XPC [122,258].

YYP-A,VIOA-1).

Kommenrtapuu: npomsiganus nonocmu Hoca nposooamcs — uzomonudeckumu  (0,9%) uiu

eunepmonudeckumu (3%) conesvimu pacmeopamu 2 paza 6 CymKu (Uiu yauje no HOKA3AHUIM)

edceOHesHo nepeod npogeoeHueM UH2ANAYULL 8 NOTOCMb HOCA.

* Pexomenayetcsi Tepanusi KOPTUKOCTEPOUAAMH B BHJE HA3aJbHOTO CIpes MPH HAJUYUU HA3aJbHOTO
noaumosa [96,259,260]. (YYP - A, VI - 1).

Kommenrapuu: oJokaszana sggexmusnocms 6 oOmHoOwleHUU YMeHbUuleHUus pasmepa NOAUNos;

npeonoumenue ciedyem omoasams KOPMUKOCMEPOUOAM 8 UOe HA3AIbHO20 CNnpes ¢ HauMeHbulel

cmenenvlo cucmemHou abcopoyuu (momemazona ghypoam 6 0oze 400 mxe 6 cymxu y 3pociavix, 200 mke

6 cymku y oemeil ¢ 2-x jem, OIUmMenbHulMU Kypcamu om 2 00 12 mecsayes, 6 HEKOMOPLIX CIYUAAX —

oonbule), 8 m.4. NOCie PUHOXUPYPULECKO20 JIeYeHUs.

Tepanus xpoHuuecko2o NOIUNO3HO20 PUHOCUHYCUMA OOPHA30U anvpa™** - cm. pazden 3.1.2

Myxonumuueckas mepanus.

3.1.10 KoncepBaTuBHAasl Tepanus JIer0YHOI0 KPOBOTeYeHHUS M KPOBOXapPKaHbS

Jlecounoe kposomeuenue ecmpeuaemcs exce2oono y 4,0% e3pocavix nayuenmos (pecucmp 2017

2.), KpoeoxapKkambe pa3HOU UHMEHCUBHOCMU 6écmpedaemcs 4dawje. Illpuuuna passumus >mux
OCNIONCHEHULL 3aKNI0Yaemcsl 8 PeMOOeIUPOSAHUU 1e20UHOU MKAHU U PA3GUMUU NAMOI02UYECKU U3BUMBIX
U y8enuyeHHbIX OpPOHXUANbHLIX apmepul. B psaode ciyuaes aneuocpaguuecku ne noomeepicoaemcs
passumue namoi02u4ecKux OPOHXUAIbHbIX apmeputl U NPUYUHOU KPOBOXAPKAHbSL S8TISEMC s IPO3IUBHOE

nopasicenue Cu3uUCmou 6pOHXO3Km0306. Jleuebnvie meponpuiamusl GK14aront 6 cebst CHudCeHue
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AKMUBHOCMU 2HOUHO20 BOCNHANICHUSI 8 OpPOHXAX, 2eMOCMAmMU4ecKylo mepanuro U Xupypeuieckoe
nocobue.

*  PexomeH0BaHO B Ka4eCTBE reMOCTATUYECKOM TEPAITMU MAIIIEHTAaM C KPOBOXapKaHbEM IIPHUMEHSTh
sTaM3wiIaT** (BHYTPMBEHHO WJIM BHYTPb) W/WJIM WHTHOUTOPHI (UOPHHOJIM3A: aMHUHOKAIPOHOBAS
KucioTa*™* u TpanekcamoBas kuciora**. [Ipu HedHEKTUBHOCTH BBHIIICTICPEUNCICHHBIX MPEapaToB
PEKOMEHI0BaHO NMPUMEHEHHE MTPEenapaToB KPOBU: CBEXKE3aMOPOXKEeHHas 11azMa, MakTop CBepThIBAHUS
kpoBu VIII** hakTopsl CBEpTHIBaHUS KPOBU

(®@aktopsl cBepthiBanus kpoBu I, VII, IX u X B xomOunanuu [[IporpoMOUHOBBIN KOMIUIEKC|**, DnTakor
anbda (aKTUBUPOBaHHBIN)**) [261,263,264,265].

YYP-C,¥YaI-5).

Kommenrapuu: Kypc cemocmamuyeckux npenapamos HA3HAYAEMCS HA HECKOAbKO OHell 00
Kynupoeanus Kposoxapkauvs. Ha evicome necounoco Kpogomeuenus OONOIHUMENbHbIU 3¢hdexm
Modicem oKazams 00KIA0bl8aHUue 2pyOHOU KIemKU 1b00M.

*  PexomenmoBaHO NMpy BOZHUKHOBEHWH KPOBOXapKaHbs y manueHToB ¢ MB Ha ¢one manudecranum
o0ocTpeHus: OPOHXOJIETOYHOTO TIpoliecca 00s13aTeIbHOE Ha3HAYeHNE aHTHOMOTHKOB [261,264].
YYP-C, YA -5).

Kommenrtapuu: Heobxooumo nomHums, uymo Kpo8OXapKaube Mmodcem Obimb cireocmeuem Uil
yeyeyonamscs nepeoo3uposKoll 2enapuna™*, ucnonvsyrowe2ocs 01s npomvléanus nepughepuieckux
BEHO3HBIX KAMEMmepos.

*  PexomennoBaHO mpoBeneHHE OPOHXOCKONMM MallMEHTaM C KpoBoxapkaHbeM Ha ¢goHe MB mo
MOKa3aHUSIM BO BpeMsl KPOBOTEUEHHUS/KPOBOXApKaHbsl C IEJIbIO BBIICHEHUS UCTOYHMKA KPOBOTEUCHMS,
KaK 3Tal MOJTrOTOBKHY K JAIIbHEHIIEMY XUPYyPTUIECKOMY ITOCOOHIO, HEITOCPEICTBEHHOTO KyITUPOBAHUS
KpPOBOXapKaHbs MpOBeIeHHEM OpOHXO00JI0KaIMK, CaHAIIMHM TPaxeoOpPOHXUAIBHOTO JIEPEBa OT CTYCTKOB

KpOBH NP IPOBEJCHUH NCKYCCTBEHHOW BEHTWISILIMY JIeTKux [261,264].

(YYP - C, YIII - 5).

* IIpu Hea(p(hekTHBHOCTH KOHCEPBATHBHBIX METOJOB, HAapacTaHUM O3IH30/10B KPOBOXApKaHbs M
Pa3BUTHH JIETOYHBIX KPOBOTEUEHUH nanueHTam ¢ MB pekoMeHn10BaHO XHpypruueckoe nocodve
[261,264].

YYP-C, Y1 -5).

KommenTapmii: cu. pazoen 3.4 «Xupypeuueckoe neuenue.

3.1.11 Tepanus AbIXaTeJbHON HEIOCTATOYHOCTH
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Lvixamenvuas nedocmamouHocms - 3MO  NAMONOSUYECKUL CUHOPOM, NPU KOMOPOM NAPYUATLHOE
HanpsdjiceHue KUciopooa 6 apmepuanvroti Kposu menvuie 80 mm pm.cm. (SpO2 95%) u/unu napyuanvroe
HanpsjceHue yeneKucio2o 2aza o6oavuie 45 mm pm.cm.

1lo épemenu pazeumus pasiuyaom ocmpyio (Hapacmauue CUMNMOMO8 8 medeHue 4acos uiu OHeti)
U XpoHuyeckylo (8 meuenue neoenvb unu mecayes) [JH. C kiunuyeckoll moyku 3peHusi yeiecooopasHo
elwe 8blOensmb OCMPYIo ObIXAMENbHYI0 HEeO0CmAamouyHocms Ha ¢gorne xpounuyeckou (OJH na ¢hone
X/H).

Ipuuuna pazsumusa xpounuueckou /[[H y nayuenmos c¢ MB - cmpykmypHvie usmeHneHUus Ne2KUX,
Komopble pa3euearomcs 6Cleo0Cmeue XpOoHU4ecKko2o OpOHXO0e20YH020 npoyecca U HpUgoosue K
CHUMCeHulo  abcomomuol niowaou 2azooomena. Ilpuuunou pazeumus OHH — obocmpenue
XPOHUYECK020  2HOUHO20 OPOHXO0Ne20YHO20 npoyecca 6 JleeKUx, Jlec0yHoe KpogomeyeHue,
nnesmomopaxc. Ilpuuunoti ona pazsumus OJH mocym Ovims u obwumu, 8 yacmmocmu pazeumue
BUPYCHOU NHEBMOHUU 8 PA32ap dSNUOeMUU SPUnnd.

Lpyeum, eaxcuvim komnowenmom 6 passumuu /[H y nayuenmos ¢ MB sensemca crabocmv u
YmoMmaeHue ObIXameabHOU MYCKYIamypsl, OYeHb UYdACMmO CONpOoBoXCcOaouwue msidiceioe medeHue
3a001e8aHUSL.

. PexoMenioBaHo npoBeaeHue kuciaopoaoTepanuu npu Pa02 <55 MM pr.CT. B IOKO€, UK IpU
Pa0, <60 MM.pT.CT. B TOKOE, HO MPHU HATUYUH OTEKOB, MOJUIIUTEMHUH, JISTOUHOH TunepTen3uu [128,129].
YYP-C, VIO -5).
KommenTapuu: «3onomot»y cmanoapm ouaeHoCmuku HapyuieHutl 2a3000MeHa — 3a00p aHanu3 Kposu
HA KUCJIOMHO-0CHOBHOE COCOSIHUE U3 TIYY4eBOL apmepull.

- Kucnopooomepanus pexomenoosana ne menee 15-24 uacog 6 oenv

- Lenesoii yposenv: SpO> 90-92%

. PexoMenoBana HemHBazuBHast BeHTUIAMA Jierkux (HUBJI) npu runepkanHuyeckoi AbIxaTeabHON

HEJIOCTAaTOYHOCTH y nanueHToB ¢ MB [266,267,268]. Llens npoBeaenus HUBJI - Hopmanuzanus wim

yayudiieHue razooomena. K nonoxxutensasiM 3¢ dexram HUBII Taxke MOKHO 0OTHECTH 3P HEKT
yIyUIIeHUS IpeHaka MOKPOTHI 32 CYET 3HAUUTENBHOTO YIYUYIICHHUS KOJUIaTepabHON BEHTUIISIIUN
[261,262].
YYP-C, VI -5).
KommenTapuu: [loxasanus x neunsasusnou senmunayuu neekux npu OHH (npu cobarodenuu mpex
yCa08uti):
- Taocenas ooviwika, yyacmue 8 ObIXAHUU BCHOMO2AMENLHBIX MbLULY U NAPAOOKCANTbHOE ObIXAHUE
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- Yacmoma ovixanus>25 ¢ MuHymy
- Pecnupamopnuiii ayuoosz (pH<7,35) u eunepkanuus (PaCO2>45 mm pm.cm.) - Buipasicennas

eunoxcemus (PaO2/Fi02)<200 mm pm.cm.

Tokazanus 0 éenmunayuu neekux npu X/[H.: -
PaCO2>55 mm pm.cm.

- PaCO: 50-54 mm pm.cm. u 5nu300vl HOUHOU SUNOKCEMUU
- PaCO:2 50-54 mm pm.cm. u wacmvle 20CNUMAIU3AYUU BCIeOCMBUE NOBMOPHLIX 00paUjeHUll
Iloobop pesicuma u napamempos eHMUNAYUU OUeHb UHOUBUOYATLHO U 80 MHO20 3A8UCUN OM
UCXOOH020 COCMOSAHUS NAYUEeHMA.
Xponuueckas oOvixamenvhas HeOOCMAMOYHOCMb — SGIAEMCA NOKA3AHUeM O/  paccMOmMpeHus
Hanpaeienus nayueHma Ha mpaHcnIaHmayuro jeekux (cm. pasoen 3.4 «Xupypauueckoe neuenuey).

3.1.12 KoncepBaTuBHas Tepanus MEKOHMEBOI0 Hjeyca

Dopmbl MeKOHUEB020 Uneyca:
Heocnooicnennas ¢popma - niomuwvlil mekouuti popmupyemcs HympuympooHo u 3abueaem

OuUCmanbHbie 0moebl MOHKOU KUWKU, 6bl3bl6AA duﬂamauuio NPOKCUMATbHBIX, YMOJIWERUE KUULEYHOLL
CMEHKU U KUUWEYHYIO HenpoxoduMocmb.

Hpu HEOCIIOHCHEHHOM MEKOHUEBOM UjleyCce 603MONCHA KOHCepB8AMUBHAAL mepanus.

Ocnooicnennas gopma oOCMpyKyuy KUWKYU NPUBOOUM K Ce2MEHMAPHOMY 3a80POMY, ampesul,

HeKpo3y unu nepgopayuu KUwWKU, MEKOHUEeBOMY NEePUMOHUMY UMU HPOUCXooum obpaszosanue
2UCAHMCKOU MEKOHUEBOU NCeB0OKUCTbL.
OcnooicHennblil MeKOHUesbll Uneyc ace20a mpedyem 3KCMpeHHo20 Xupypauieckoao nedenus [22,269].
0 KoncepBaTtuBHas Tepamnusi MCKOHHEBOTO WJIeyca JUIS JIMKBUIAIIMH HEIPOXOIUMOCTH KHUIIICYHHUKA Y
nanueHToB ¢ MB MoeT ObITh peKOMEHI0BaHa JI JTUKBHUAAIMU HEMPOXOJUMOCTH KHILIEYHHUKA TPU
COOTIOICHUH HEOOXOTUMBIX YCIOBHIA:

o OTcyTCcTBHE PEHTICHOJOTHYECKUX MPU3HAKOB XHPYPrHUECKUX OCHOXKHEHHl o OTcyTrcTBHE
MaTOJIOTUYECKOT0  OTJAEIsAeMOro w3 Jkenyaka o OrcyrcrBue OOJEBOTO CHHIpPOMA O
KomniencupoBanubiii MeTabomnyeckuii 1 BojleMuyeckuit craryc [123,270,271].

YYP-C, VIO -5).
KommenTapun:

KOHC€p60mu6Hbl€ meponpuimust.
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o Ilepopanvhoe 6gedenue 8000pacmeopumoc0 KOHMPACMHO20 8eUleCmed ¢ PeHM2eHKOHMPOIeM
naccasxca no JKKT (406.17.002 PenmeeHoKOHRMPOIb NPOXOHCOCHUSL KOHMPACMHO20 8eUjecmad
1o JHcenyoKy, MOHKOU U 00000YHOU KUuKe)

o [Ilepopanvno myxorumuku (#N-ayemunyucmeun 6 passedenuu 1:5 6 0osze 1,0 mi/ke) o Bvicokas
OUUCMUMENbHAS KIUMA ¢ MyKoaumukamu - #N-ayemunyucmeun 6 pazeedenuu 3 ma na 200,0
M Quzuonoeuueckoeo pacmeopa NaCl noo yrempazgykosvim KOHMpoOIeM 3anoIHeHUs
KUeyHuKa uiy 6e3 maxkoso2co MAKCUMANIbHO WAOAWUM CNOCODOM B8bl8EPEHHbIM 00bEeMOM
AHcuoKocmu

o [Iloemopnoe myeoe KOWmpacmuposanue MOACMOU KUWKU PEeHM2eHOKOHMPACMHbIMU
8000pPACMEOPUMBIMU PACMBOPAMU C CO30AHUEM KON0-UnedlbHo20 pedriokca [270)].

3.1.13 KoncepBaTuBHas Tepanus CHHAPOMA JUCTAJIbHOI HHTECTUHAJIBHON 00CTPY KM

O Tepanusi cuHApOMa IUCTaIbHOM HHTeCTHHANbHOM oO0cTpykuuu (CANO) y mnanueHToB C

MYKOBHCIIM/I030M C LI€JbI0 BOCCTAHOBJICHHUS AacCa)ka KUILEYHUKA — PEKOMEHYETCs IIPU OTCYTCTBUU
IPU3HAKOB  KHUIIEYHOH HENPOXOAMMOCTH IpHMEHEHHe OOoJibIIUX /103 HalueTHIIHMCTenHa™*
6001200mr\cyTKH, TaKTyn03bI** OT 5 10 45 MI B cyTKM B 3 mpueMa B 3aBHCHUMOCTH OT BO3pacTa,
OOWJIBHOE NHUTHE, TUIEPOCMOJISIPHBIE PACTBOPBI, HOPMAJIM3alMsl pEeKUMa U JIO3UPOBKU IpUEMa
naHkpeaTnueckux ¢pepmentos [1,2,272,273].
YYP-C,¥aa-5).
Kommenmapuii: Ilpu nesgpghexmusnocmu npogooumori KOHCEp8AMUSHOU mepanuu, NPU3HaKax
KUWEYHOU HeNnpoXoOUMOCmU — ONepamusHoe JjeyeHue 8 COOMBEMCMEUU C pPeKOMEeHOAUUAMU No
KULUEYHOU HenpoXoOUMOCmu.
B nacmosuwyee spemsa omcymcmeyrom 0okazamenbcmea 6blCOKO20 YPOGHA O Npeumyuecmse mozo uiu
uno2o mepanesmuieckoco emewamenvcmea npu C/UO 66udy nebonbuioco yucia ucciedo8aHuti u
peoxocmu OaHHoU namonozuu y nayueumos ¢ MB [274].

3.1.14 Tepanus ncesao - baprrep cunapoma
» Jleuenune passusmierocs [1bC y nmanuenToB ¢ MB pekoMeHI0BaHO IPOBOAUTH IIpenapaTamMy Kaaus
xyopuga**, xanuiicOeperaouMi IUYPEeTUKAMU Ul MPOQUIAKTUKH 3JIEKTPOIUTHBIX HapyUICHHUM
[1,2,89,90].
YYP-C,YAA-5).
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KommenTapuu: Ilepopanvhoe 66edenue xnopuoa Kanusa** 603mMoiCHO npu cHudceruu Kkaius om 3,5 00
3,0 mmonw/n, omcymemeuu usmenenuti Ha IKI'. BHympueennas mepanus - npu CHUNCEHUU KAUsi HUMICE
2,5 mmonv/n, npu Hanuuuu uzmenenuti Ha K1, npu OnumenvHoM HapyuleHuu COCMosIHUs peOeHKa.
Ipopunaxmuxa eunoxaruemuu 1-2 mmonwv/ke maccoel mena no 7% pacmeopy kanus xaiopuoa**,
mepanesmu4eckds 003a 6600UMCs BHYMPUBEHHO U3 pacyema 2-4 Mmoavb/ke u 6o.ee 8 3a8UCUMOCHU OM
VPOBHSL KaNusl 8 KPOSLU.

B Kkomnaexcnou mepanuu ucnonv3yiomcs Kaiulicoepezarowjue Ouypemuky — CIAPOHOJIAKTOH**
(npomusonokazar demsm 0o 3 iem) uz pacuema 1-3 me/xe.

Ommena mepanuu npo8OOUMCs NOCMENEeHHO, NOCie MNOJIHOU CHOUKOU HOPMANU3AYUU VPOBHS
NEeKMPOIUMO8 8 KPOBU, NpuU CMAOUIbHLIX Npubaskax eeca u no0 KOHMPOLEM KOHYEHMpPayuu
NEeKMPONUNMOE 8 BEHOZHOU KPOBU.

3.1.15 [IaTtorenernueckasi Tepanus (uBakadrop+iymakadrop)

= PexomeHayercsi mpuMeHeHHEe KoMOuHaIuu usakapTopt+iaymakapTop (uBakadTop (MOTEHIHATOP
oenmka CFTR) + nymakadrop (xoppektop Oenka CFTR)) y mamueHTOB € MYKOBHCIIUIO030M
roMO3UTOTHBIX 110 MyTanuu F508del B rene CFTR ¢ 11e7p10 MaToreHeTHYeCKOTo JICUCHUSI, TOBBIIICHUS
konuyecTBa akTuBHOro Oenka CFTR Ha MmoBepXHOCTH KJIETOK ASK30KPHUHHBIX JKEJIE3, IMOBBIIICHUS
NEroyHoN (YHKIUU, CHIKEHUS YacTOTHI JIETOYHBIX OOOCTPEHUN W 3aMeJUICHUS MPOTPECCUPOBAHUS
3aboneBanus. [117, 275,276].

YYP-A,YIOA-1).

KommenTapun:

Kombunayus ueaxagpmop+iymaxagpmop noxazana 011 nedenus MYyKOSUCYUOO3d V NAYUEHMO8 8
gozpacme 2 nem u cmapuie, comozucomuuvix no mymayuu F508del ¢ cene CFTR (3¢ppexmusrnocmo u
bezonachocms KOMOUHAyuu usaxagmop+iymaxkagpmop ycmaHosieHa MOAbKO YV NAYUEHMO8 C
MYKOBUCYUOO30M, 2omo3ucomusix no mymayuu F508del ¢ cene CFTR). [Ipu omcymcmauu OaHHbIX O
2cemeposucomuom Hocumenvcmee mymayuu F508del y pooumeneti, pexomendyemcsa 0onoinumensHoe
oocnedosanue (cm. Pazoen: «nabopamopnvle duacnocmuueckue uccied08anusy).

Tabnuya. Pexomendyemas o0o3uposka npenapama usaxagmop-tiymaxagpmop y nayuenmos 6
6o3pacme 2 nem u cmapuie.

Bospacm Ho3a Oowan cymounasn 003a
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demckul 6ospacm 2-5 nem u| o0Ho caute ueaxagpmop 125 me/ | Heaxagpmop 250 me/

macca mena menee 14 ke aymaxagpmop 100 me xadicovie aymaxagpmop 200 me
12 yacos

Odemckuil 6ospacm 2-5 nem u| o0Ho caute ueaxagpmop 188 me/ | Heaxagpmop 376 me/

macca mena 14 ke u 6onee aymarxagpmop 150 me xadicovie aymaxagpmop 300 me
12 yacos

oemckuti gospacm 6-11 nrem | 2 mabremxu Hsaxagpmop 500 me/

Hsaxagpmop 125me/ nymaxagpmop 400 me

Jlymaxagpmop 100 me

12y Kaosicovle
Ooemckuii ospacm ¢ 12 nem u | 2 mabremxu Heaxagpmop 500 me/
cmapuie, a makaice 6spocieie | dmop 125 viz/ nymaxagmop 800 me
nayuenmol

Jlymaxagpmop 200 me

12y Kascovle

IIpenapam cnedyem npunumams c Hcupocooeparcauyeli nuwyei

= IIpomusonokazanus

Lemckuii 6ospacm 0o 2 nem 05 1eKapCmeenHou hopmbl 8 2panynax;

Jemckuti 6o3pacm 00 6 1em 0151 1eKkapCcmeeHHOU hopmbl 8 madIemKax.

Bo epema npuema npenapama ueakad)m0p+ﬂvmal<a(bm0p Heo0X00UMo KonmpoJupoeamntb O

AxmugHocms  anaHuHaMuHOmpaucepazvl U - acnapmamamuHomparcgepazvl 6 Kposu U
Uccneoosanue yposns obwezo ounupyouna 6 xposu, Hccredosanue yposHs c80000H020 U

ceA3aHHO20  OunupyouHa 8  Kposu  neped  HAUANOM  JleYeHus  Npenapamom

ueakad)mop+ﬂvma1<atbmop, xaowcovle 3 meciaya 6 medeHue nepeoco 200a mepanuu, a samem

00UH pa3 6 200.

o llpu nasnauenuu usaxagpmop+aymaxagpmop Heoox00uMo npo8oOUMb UCXOOHOE U NOCTeOYIouUe

obcnedosanus opeana 3peHus Ha npeomem kamapaxmul (Koncynomayus epavaogpmanvmonoea,
Ogmanvmockonus, Buzsomempus, buomukpockonus enaza)

Q(bli)ekmueuocmb mepanuu Cﬂe()yem oyeHueams uepes 6 mecAayes no CHUMNCEHUN Yucia

obocmpenutl, nompeonocmu ¢ ABT, pynkyuonanoHvim mecmam (nomosas npooa, memoo OPKII
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— npu omcymcmeuu CHUMNCeHusl nokaszamejieln nomosgou np06bl), noxkasameiiam cnupomempuu,
AMT. [117]

= Jlpu __omcymcmeuu __ Ihhexkma  uepe3 6  MmecAyed  mepanuu - npenapanmom

usaxagpmop+iymaxagmop Heobxooumo:

OO0NONHUMENbHOE 00CN1e008aHUe HA HOCUMENbCMEO KOMNIEKCHO20 allels - CeK8CHUPOBAHUE
gceco cena CFTR 0na eviasienus HOCUMENbCMEA KOMNIEKCHLIX ajllell, KOmopvle MO2Ym
obycragiueams  YCmMouyugoCms K mMapeemuol mepanuu  (CM  pasoen  «1abopamopHvle
ouazHocmuyecKue uccied08anusy) (6 mex cayuasnx, K020a ceK8eHUposanue He ObLI0 GbINOIHEHO
nepeo nauaniom mepanuu). Ilpu 5mom MUHUMATLHLIM HEOOXOOUMBIM 00BEMOM UCCIeO08AHUSL 8
oanHom crayuae 6yoem ananuz eapuanma L467F (NM_000492.3:¢.1399C>T;

NP _000483.3:p.(Leud467Phe)), ookazanno npusooswe2o Kk pesucmenmuocmu Kk mepanuu [105]
JI0OLIM OOCMYNHBIM MEeMOOOM UCCIe00B8AHUSL. npogedenue GOopPcKoIUHO8020 mecma Ha

KUteynvix opeanouoax (cm. pazoen Memoowvl noobopa namozenemuyeckoll mepanui,)

= Jleuenue nayuenmoes ciedyem npekpamumso npu nosviuenuu akmusnocmu AJIT unu ACT >5
sepxHux epanuy Hopmwsl (BHI) unu npu nosviwenuu axmusenocmu AJIT unu ACT >3 BI'H &
couemanuu ¢ yposHem obwezo ounupyouna >2 BI'H. npu eviasnenuu kamapaxmul.

= Cnedyem nOMHUMbL O 603MOMNCHbHIX JIEKAPCMEEHHBIX 63AUMOOCHUCMEUAX (CO2NACHO
UHCMPYKYUU K Npenapamy), 8 m.u., ¢ npomueocpubKo8bIMU Npenapamamu 01s CUCEMHO20

NpUMEHEeHUs- NPOU3BOOHBIMU MPUAZ0IA, PUDAMAIUYUHOM ™ U 36epobOeM NPOOLIPABIEHHBIM

[115]

3.1.16 Tepanus npenapatamMu APYrux rpyni U/ Mg Mo 0COObIM NMOKa3aHUAM

s mepanuu  MB  npumensiemcs — psa0  JeKAPCMBEHHLIX — Npenapamos  Opyeux
Gapmaxomepanesmuueckux epynn. Kax npasuno, pewenue o nasnawenuu smux JIC oondxcHo
NPUHUMAMBCSL CNEYUATUCAMU MEOUYUHCKOU Op2aHu3ayuu heoeparbHo2o YpOoeHs HA OCHOBAHUU

UHOUBUOYATILHBIX NOKA3AHUIL.

° PCKOMCH,Z[yCTCH PACCMOTPCTh HA3HAYCHUC KOPTUKOCTCPOUIOB JISI CUCTEMHOI'O IPUMCHCHUA ITPU:

@) TAXKCIOM TCUYCHUU, O6YCJ'IOBJ'IGHHOM HaCTbIMHU O6OCTpeHI/I$[MI/I C SBJICHHAIMU BBIpa)KeHHOfI

JIBIXaTEIIFHOM HEeTOCTAaTOYHOCTH,
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o JUINTEIbHOM BOCHAJIMTENBHOM IIPOLIECCE, OCIOXKHEHHOM O0pa30BaHHMEM aTeIeKTaTUYECKUX
U3MEHEHUH B JIETKUX; O BBIPAXXEHHOM M CTOMKOM OOCTPYKTMBHOM CHHIpPOME, pe(pakTepHOM K

JEHCTBUIO [2- arOHUCTOB; O aJIeprudeckoM OponxosnerodHom acnepruiuiese (ABJIA) [1,2,22] (YYP

-C, Y11 -5).

KommenTapuii: xopmuxocmepouovt 01 cucmemHo20 NPUMEHEHUsl 8 MAbIX 003aX NOMO2alom He

MOJILKO CMAdUIUZUPOBAMb COCMOSHUE NAYUEeHMA, HO U YIYUUUmMb QYHKYUOHANbHbIE U KIUHUYECKUe

noxazamenu. Yawe 6ce2o 015 noodepacusaioweti mepanuu Hasnavaiom npeonuzonon” no 0,3— 0,5

Me/Ke mMaccel mena nayuenma 6 CYymku aivmepHupyiowum Kypcom. Eeo cnedyem npunumame éHympo

yepes cymku (nocmoauno). Ilpu ucnonv3osanuu uHeanAYUOHHBIX Popm

2NIIOKOKOPMUKOCEPOUA08 MedjleHHee U 8 MeHblUleM KOauuecmse pazeusaromes nobounvle s¢ggexmeol,

Xoms oyenka ux sgpghekmusrnocmu mpedyem npogeodenusi ucciedosaruti [1,2,277].

* PexomeHn0BaHO Ha3HaueHHEe MakpoauaoB (#Kmaputpomunuu**, #A3UTpoMULIMH™*) manMeHTaM ¢
MB 1 xpoHHYECKOW CHHErHOMHON MH(peKunell B KadyecTBe MpoTHBOBOCHANUTENbHBIX JIC ¢ menbro
3aMeJJIeHHsI IPOTPECCUPOBAHUS CHUKEHUS JIETOYHON (DYHKIIUU

[1,2,6,22,163,278,279,280,281]: o #A3urpomunua™* B no3e 250 mr (manuenTam ¢ Becom MeHee 40 kr)

u 500 mr (marmentam ¢ Becom 40 kr u 6osiee) uepe3 1Ba IHS HA TPETUN MEXAY MPHUEMaMH MHIIIH.
JIMMTeNnbHOCTh Tepanuu MHANBUIYalbHA Yy Kaxa0ro 0onsHOro [2,163,278,279,280].
YYP-C, YOI -5).
o #Knaputpomunua** B moze 125 mr (mauuentam ¢ Becom menee 40 kxr) wiu 250 Mr (manueHTam ¢
BecoM 40 kr u Gosiee) yepes IeHb HE3aBUCUMO OT mpuemMa numu [2,163,281].
YYP-C, VIO -4).

* Hecrepounnsie mnpotuBoBocnanutenbHble mpemapatsl (HIIBIT) B HacTosimee Bpemst MOryT
paccMaTpuBaThbCs KakK aJbTepHATUBA KOPTHUKOCTEPOUIAM JUISI CHCTEMHOTO TIPUMEHEHUs ¢
MPOTHUBOBOCTIAIMTENbHOM 1enbto. OMHAKO 9TO KacaeTcsi ToJibko #uOympodena**. Mertonuka
Ha3HaveHus: #ubynpoden™* naznavaercs B 103e 20-30 Mr Ha 1 KT Macchl Tesia IBaXXIbI B ICHB JIETAM
B BO3pacTe oT 6 neT. MakcuMaiibHasi CyTOYHast 103a JJIsl B3pOCIbIX cocTaBisieT 1,2 r. MakcuManbHas
CyTOYHas J03a AJisl JeTel U MoJIPOCTKOB B Bo3pacte oT 12 no 17 ner — 1 r[1,2,22,282,283,284].

YYP-A,YIA-1).

Kommenrapun: Hecmepouousie npomugogocnanumenvhvie Npenapamol OKA3bl8a0Om 00CMAmMOYHO

8bIPAICEHHDBIL NPOMUBOBOCNANUMENbHBIU IPPeKm, HO NPU UX ONUMENLHOM NPUMEHEHUU BbICOK PUCK

HedceamenbHblX SA6NeHUIL. 06cy9fcc)aemc;z B03MONCHOCHb  OIUMENIbHO20 NpUMEHEeRUsA npenapamoe,
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CeNeKMUBHO  UHSUOUPYIOWUX — YUKIOOKCU2eHAa3y-2  (Hecmepououvie NpOmMueo8OCNAIUmMenIbHble U
npomugopesMamuyecKue npenapamol), 0OHAKO UX NPOMUBOBOCNATUMENbHASL AKMUBHOCMb HUJICE, YeM
vy bonlee paHHUX aHan0208.

Tapayemamon™* memabonusupyemcs 6 neuenu u obaaoaem cenamomorcudyeckum 3gpexmom, umo
Kpatine HedlcelamenbHOy NAYUeHmo8 ¢ MyKOSUCYUOO30M, NPU KOMOPOM NOPAIHCEHUS NeYeHU ANAI0OMCSL
OOHUM U3 NPOABIIEHUL OAHHO20 3A00NeB8AHUA.

Jnumenvnocms  mepanuu  onpeodensiemcs unousuoyaavio. Credyem O0OHOBPEMEHHO HA3HAYUMD
UHSUOUMOP NPOMOHHO20 HACOCA.

Hcnonvzosanue cenekmuHvlx uHeUOUMOpPO8 yukiookcueenasvl-2 (LJOI-2) (HecmepouoHvle
NPOMUBOBOCNAIUMENbHBIE U NPOMUBOPEGMAMUYECKUe — NPEenapamovl — pynnvl  KOKCUObl)  He
PEKOMEHO0BAHO U3-3A DPUCKA HENCELAMENbHbIX SIGNeHU HA CepOeyYHO-COCYOUCTYIO CUCIEMY Npu
OnumenvHulx Kypcax aedenus [285].

Ilpumenenue Humecyruoa (npomueonoxazan 0o 12 nem) npu MB He 6vlasuno nonodcumenbHou
OUHAMUKU MAPKepos8 80CNAlenus u nokazamenei Qyukyuu neekux [286], npenapam ne pekomeHo08aH

K NPUMEHREHRUIO.

O Pexomenayertcs #anetmiuuctenH** B noze 1200 Mr B cyTku y nanueHToB crapiie 12 ner u 600 mr B
CYTKH y Aereidl muaame 12 ner B 2 npuéma HENpPEphIBHO C MEPBOTO AHS MPUMEHEHHS #amMuKanuHa** B
TE€UEHHE BCEro Kypca MPUMEHEHUsI U 7 THEH Mocie ero OKOHYaHus (MUHUMYM 6 HEZIEIb) I CHUKEHUS
oToTOKCHMYHOCTH.  [IpemapaT  uMeeT  OTUETJIMBBIA  ciayXxocoxpaHsouwmii  3pdext  npu
AMUHOTJIMKO3/CBS3aHHOM MOTEPE CITyXa, MOHMUKAET PUCK OTOTOKCHYHOCTH Ha 80% u mpeayrnpexaaet
pa3BUTHE aHTHOUOTHKOPE3UCTEHTHOCTH, SIBISIETCS aHTUOKCUAAHTOM [2].

YYP-C, VIO -5).

3.2 Kunesurepanus

* BceMm mammeHTaM ¢ MYKOBHCIIUIO30M B 00S3aTEILHOM TOPSIIKE PEKOMEHIIOBAHO IMPOBEIACHUE
kunesutepanuu (KHT) mo mHmuBuayanbHOW mporpamme (METOIUKU JIPEHUPOBAHMS OPOHXHATHHOTO
nepeBa u JieueOHast (GU3KYJIbTYpa) C MEJbI0 YIyUIIeHUs dBaKyariii MOKpoTHI [1,2,22,178,268].
YYP-C, YA -5).

KommenrTapmii: xunesumepanusi - 00uH U3 6aAMCHbIX KOMNOHEHMOS KOMNIEKCHO20 JNeduenus MB.
I'nasnas yenv nposedenus Kunesumepanuu — oduweHue OPOHXUAILHO20 0epeda Om 8A3KOU MOKPOMb,
Komopas 61oKupyem O6poHxu, co30a8as yciosus 01 pazeumusi UHGeKyuu 8 OpoHXo1E204HOU cucmeme,
a maxaice n000epHCanue 1ecKUX 8 MaKCUMAanbHo yukyuonanviom cocmosnuu [1,2,6,178]. Ocrosubvimu

memoouxkamu KHT aensaomces:
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O NOCMYPANbHBLU OPeHatc, O NepKYCCUOHHbIL MACCaxiC 2pYOHOU KIemKU;, O AKMUBHBIU YUK
ObIXAHUSA, O OPEHAIICHbLE NOTONCEHUS, O AYMOSEHHbIU OPEHANC;

O mepanus, ¢ NOMOWBIO ObIXAMENbHBIX MPEHANCEPOB, CO30AIUUX NOTONHCUMETbHOE OdBNIeHUe Ha
8b100X€, 8 MOM HUCTe, C KOHMPOAEM U Pe2yIUPOBAHUEM IMO20 0a6NeHUs (CneyuaibHble MAcKuU,
PARI PEP I, PEP S cucmemvl, Tpenasicep OvixamenbHulll ¢ NepeMeHHbIM NOIONCUMETbHBIM
oasnenuem Ha ebl0oxe PARI o-PEP mun 018 (prammep) u op.);

O OpeHadc ¢ NOMOWbI0 CReyudalbHulx npudopos no nokazanuam: Cucmema ouucmku
ovixamenvuvix nymeti  «The Vest Airway Clearance System, moodenv 105» ¢
NPUHAOTIEHCHOCMAMU, (CUCeMa OYUWeHUsl ObIXAMENbHbIX NYymell Om ceKkpema MemoooM
8bICOKOUACMOMHOU  OCYWIIAYUU 2PYOHOU KIemKu), annapam OJisi UHMPAnyibMOHANbHOU
NepKYCCUOHHOU eHmunAyuu aeekux, Hucypgiamop-acnupamop mexanuueckuti Comfort
Cough Plus (Komgpopmnoui rawenv natoc), SICC2001 Plus ¢ npunadnesxcnocmsamu
(omkawnueamenv) u Op. Kumesumepanus wmasnauaemcsi 6cem nayueHmam ¢ MOMeEHMA
NOCMAHOBKU OUACHO3d, 8 TI0OOM 803pacme, KAK C 1e20UHbIMU NPOAGIEHUAMU 3a001e8aHUsl, MAK
U C KUUEYHBIMU CUMNMOMAMU. Y 2pYOHbIX Oemell 00bIYHO NPUMEHSAIOM NACCUBHYIO MEXHUKY
KUHe3umepanuu, 6KI04auy0;

O cneyuanvbHbvle OPEeHAdNCHble NOJIONCEHUsl, 8 KOMOPHIX YIVUUAEMC sl 38aKYAYUS CIU3U U3 NESKUX,

O KOHMAakmuoe ObIXaHue, O MAccaxic ¢ 1é2Kou subpayueri u no21axcueaHuem,
O Knongmaccadxc (nocmykusamue 6 8-Mu MOYKAX 2PYOHOU KIemKu), O 3aHAmMuUs Ha
SUMHACMUYECKOM MAYe;
O ObIXanue ¢ NOMOWbIO MACKU, CO30alowel NOI0HCUMenbHoe 0asleHue Ha 8bl00Xe, O OPEHAd’C C
NOMOWBIO CREYUATbHO20 BUOPAYUOHHO20 JHCULEMA: Y NAYUEHMO8 C MYKOBUCYUOO30M 8 TH0OOM
so3pacme (0m HOBOPOHCOEHHO20 00 83POCNO20).
Opdpexmusnocmo mex unu unvix memooos KHT eapvupyem 6 3asucumocmu om uUHOUBUOYATbHBIX
ocobennHocmeu nayuenmog ¢ MB. Yem mnadwe pe6énox, mem 0Oolee naccueuvie MemooOuKu
OpeHUpoBanuss ciredyem Ucnoib308ams. HoBOPONCOEHHbIM GbINOIHAIOM MONLKO NEPKYCCUio U
Komnpeccuio 2epyoHou kaemku. Ilo mepe pocma pebénmka cnedyem NOCMeneHHo 66800umuv 0OoJee
aKmueHvle MemooOuKu, 00yuas nayueHmos mexHuKe KOHMpoIUpyemo20 OMKAUIUBAHUSL.

Yenyeu no mpuxazy Munzopasa Poccuu om 13.10.2017 N 804u «O6 ymeepoicoenuu

HOMEHKAAMYPbl MEOUYUHCKUX YCIY2H:
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o Maccasic npu xponuueckux Hecneyu@uueckux 3a001e8aHUsxX 1e2KUx O Obwuti maccadxic

U cuMHAcmuka y oemeti panne2o gospacma o Maccadic epyOHOU K1emKu MeOUYUHCKULU
*  PexomeHIyrOTCS MallieHTaM ¢ MYKOBHCIIMIO30M PEryJsipHbIe 3aHATHS JieueOHOM HU3KYIbTYPOH €
[ENbI0 YIYYIICHUS 3BaKyalldd MOKPOTBHI, YKPEIUICHHS JbIXaTCIbHOM MYCKYJIATyphl, MOBBIIICHUS
SMOLIMOHAJIBHOTO TOHYyca nanuenTa [1,2,22,178].
YYP-C, Y11 -5).
KomMmeHnTapuu: 3auamus ieuebrotl pusKyabmypou no3eosa0om:

O 9ghgpexkmusHo neyumv U npeodynpescoamv 000CMPEHUs XPOHUYECKO20 OPOHXONIE20UHO20
npoyecca, O @opmuposames npasuibHOe ObIXAHUe;, O MPEHUPO8AMb  ObIXAMENLHYIO
MYcKynamypy, O VAYYULAMb GeHMUAYUIO JIE2KUX, O NOBbIUAMb IMOYUOHANLHBIN MOHYC
nayuenma.

C panneeo oemcemesa (Hauunas 3-x i1em) HeOOX0OUMO CIUMYAUPOBAMb NAYUESHMO8 3AHUMAMbCS
OUHAMUYECKUMU BUOAMU CHOPMA, CEA3AHHLIMU C HASPY3KAMU CPeOHell UHMEHCUBHOCMU, O0CODEeHHO
CONPSANCEHHBIMU C Npebbleanuem Ha ceexcem 8030yxe. Puzuueckue ynpadcueHus 001e24aiom ovunjeHue
OpPOHX08 OM BA3KOU MOKpOMbL U pA36UEAlOm Oblxamenvhylo u odowyio myckyiamypy. Hexomopule
VIPAXCHEHUS YKPENJisitom epYOHYIO KIemKY U UCHPABIAIOM OCAHKY.

B peokux cnyuasx msscecmv cocmoanus nayueHma noaHOCMbI0 UCKIIOYAEn 803MONCHOCHb
s3auamus uzudeckumu ynpaxcnenuamu. Iloasmomy onpocsl cnopmuerol akmusHocmu (66160p 6uoa
cnopma u Hazpy3Ku) O0JIHCEeH peulams euaujuti 6padu.

Ilayuenmam ¢ MB mne cnedyem sanumamvcs 0COOEHHO MPASMAMUYHLIMU BUOAMU CHOpPMA
(msagcénas amnremuka, ymoon, XOKKeu U m.n.), NOCKOJIbKY OAuUmelbHoe 02paHudenue Guuyeckoll
AKMUBHOCMUY, CEA3AHHOE C B0CCMAHOBNIEHUEM NOCIe MPAéMbl, HeONA2ONPUAMHO CKA3bleaemcs Ha
OpPEHAaMNCHOU DYHKYUU IESKUX.

Venyeu no npuxaszy Munzopasa Poccuu om 13.10.2017 N 804n «O6 ymeepowcoenuu
HOMEHKAAMYPbl MEOUYUHCKUX YCIY2H.

o Jleuebnas ¢uskyromypa npu 3a601e6aHusx OpoHxone2ouHol cucmemsl 0  Mexanomepanus
npu 3a60716aHUAX OPOHXOIE20UHOU CUCTEMbL

o Jleyebuas ¢uskyremypa ¢ ucnoib308anuem annapamos u mpeHaxicepos npu 3a001e6aHusIxX
Oponxone2ouHol cucmemul

o Hvixamenvuvie ynpasicHenus openupyroujue
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o Jleueonas ¢uskyromypa ¢ Ouonocuueckol o0OpamHoOU C6A3bI0  NPU  3A00NEBAHUAX
OpoHXONe20UHOU cucmeMmbl

3.3 lueroTepanusi ¥ BUTAMHUHOTEPANIUS

3.3.1 O0mme NnpUHIMIIBI JMETOTEPANIMH y nanueHToB ¢ MB

Jluemomepanus cocmasnsiem 6axjiCHy0 4acms KomniekcHou mepanuu npu MB [1,2,22].

O PexomeHayeTcs BceM MAIMEHTaM C MYKOBHCUHUAO30M YBEJIWYEHHE CYTOYHOIO MOTpeOIIeHUs
kanmopuii 10 120-150% no cpaBHEHHIO C HOpMaMu IO BO3PAacCTy, MPONOPLHOHAIBHOE YBEIMUYEHUE
notpebiieHus: BbIcOKOKauecTBeHHOro Oenka (20% ot cyrouHoro kamopaxka) u xkupa (35-40% ot
CYTOUHOTO KaJopaka) C LIeTbI0 MOAJePKaHUS aJIeKBaTHOT'O HyTPUTHUBHOTO cTaTyca [62].

YYP-C, YA -5).

Kommenrapuii: Ilayuenmam ¢ MB neobxoouma pauHsas HYmMpumuHas noooepicKa. YcmaHosnena
HenocpeoCmeenHas Cesa3b Mexcoy cocmosanuem numanus u @gyuxkyuei neexkux. Cywecmayem npamas
KOppenayus medxncoy nokasamenem UHOeKca Maccol meia, QyHKyuel 1e2Kkux u npoooaiCUumenrbHOCmsio
HCUSHUL.

HUnoexc maccor mena (MMT) = macca mena (k2) / kéadpam pocma (M°).

Ipu UMT >50 nepyenmunst (npu UMT = 21 — 22 ke/m2 y 83p0ocivix) 3ape2ucmpupo8ano CyuecmeeHHoe
yayuwenue nokazamensi OPB1.

Buicoxuii nepyenmuns noxazamens ec/éospacm accoyuupyemcs c aydwumu noxazamenamu OB,
JIUHEUHO020 POCMA, CHUNCEHUEeM CPOKO8 20CNUMANU3AYUU, CHUNCEHUEM KOIULeCm8d OPOHXOJIe20UHbIX
obocmpeHutl, a makice ygeauieHuem npoooICUMenrbHOCIU HCUSHU.

benku
Iayuenmovr ¢ MB HysicOatomcesi 8 no@vluleHHOM Koauvecmee OenKa u3-3a e20 nomeps

(mManvabcopbyuu) u 6 OONOJHUMENbHOM NOCMYNJIEHUU €20 8 Nepuod Kamaboiuzma npu ji1e204HblX
obocmpenusx. IcmouHukamu noIHOYEeHHO20 OelKa A6IAI0MC s HamYypaibhble NPOOYKMbl (MACo, nmuyd,
pvlba, MopenpooyKmul, MOJIOKO, KUCIOMONOYHbIE NPOOYKMbL, ME0Poe, Cblpbl, Atya). Jemsam cmapuie
2004 peKOMeHOYemcsl KII0UAMb 8 PAYUOH BbLCOKOOENK08ble NPOOYKMbL (Aliya, pbloa, meopoe, Cvlp) He
pedice 3 paz & 0eHb, MOIOKO U KUCTOMOI0UHble npooyKkmul He MeHee 500 — 800 mn 6 Oenw.

B3pocnvim nayuenmam ¢ MyKosucyuoo3om pekomeno0o8aHo ynompeoiames 6 oens 2 — 3 nopyuu
NPOOYKMos, cooeprcaujux 0enoK BblCOKOU OUON0SUHeCKOU YeHHOCmU (MAco, nmuya, pelba, Auya,

meopoe, culp).
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B kauecmse oononnumenvHo2o ucmouHuxka Oenka pekomeHOyemcs UCNnolb308aHue JieueOHbIX
cmecell OJisl SHMEPAIbHO20 U OONOHUMENbHO20 NUManus. /JJonoiHumenvHoe nNumaHue Ha3Havyam no
150 - 200 — 250 mn 1 — 3 paza 6 OeHv (Hanpumep, Ha 8MOPOL 3a8MPAK, HA NOJOHUK UL Neped CHOM,
B03MOJMCHO 8 COUEmMAaHuu ¢ QPyKmoevlM niope, neueHveM, Xaonvamu u m.n.). K ucnonvzosanuto
DPEKOMEHOYIOMCSL CMeCU HA OCHO8€ YelbHO20 MOJIOYHO20 benKa (cmanoapmuble Cneyualusupo8aHHole
NPOOYKMbL IHMEPATLHO20 NUMAHUS) C HOPMATbHLIM WU NOBBILUEHHBIM coOepicanuem benka. B ciyyae
HEeOOCmamouHou 3PHeKmusHoOCmu CMAaHOapmusblX NPOOYKMOE8 UCHONb3YIOMCA CMeCU HA OCHO8e
2UOPOTUZ0BAHHO20 MOJIOYHO20 OelKaA (CneyuaIu3uposanHvle NPoOYmol IHEPAIbHO20 NUMAHUS HA OCHO8e
2UOPONUZ0BAHHO20 OeNKA MOJIOYHOU CblBOPOMKU) C HOPMAILHLIM UNU NOBLIUEHHBIM KOJIUYeCmE0M
Kanopuu

Obvem  OOnOIHUMENbHO2O ~ NUMAHUA ~ ONpeoeNsiemcs  CMEeneHvblo  HYMpPUmMuEHoLl
HeooCmamoyHOCmuy U annemumom.

YV e3pocnvix nayuenmog npu pacueme obvema OONOIHUMENLHO20 NUMAHUSL HeoOX0OUMO
VUumsleams msxHcecms ovixamenvHou Heoocmamounocmu. Cobnrooenue npUHYUNAa « MHO20, He 3HAYUM
Xopowio» y nayuenmos ¢ msfcenol OblXxameibHOU He0OCMAmo4HOCMbI0 — NPODUIAKIMUKA YCUNEeHUS
CUHOPOMA 2UNepKamadoIu3Ma npu nepezpysKe NUMamenrbHblMu Cyocmpamamii.

Kupor
Upeszsbiuaiino 8adcHO COXpaHeHue 8blCOK020 nompebienus dcupos nayuenmamu ¢ MB. Kupot

ABNAIOMCA HAUbOIee dIHepeemuyecKu «NIOMHbIMY dHep2oHocumenem (9 kkan/z), ysenuuenue K8omvl
JHcupa 6 anepeoodecnevenuu crudxcaem oopazosanue CO2, MUHUMUSUPYEM €20 3A0EPIHCKY 8 Op2aHU3Me,
NONOJCUMENIbHO 8lUsem HA 2a3000MeH 6 Je2Kux. Bozmooicnocms evicokoco nompebnenus sircupa
obecneuusaemcs a0eK8amHou 3amMecmumenbHol epmeHmHol mepanueu.

Xoms xonuuecmso dicupa 6 oueme nayuenmos ¢ MB He oepanuuugaemcs, 8axcHoe 3HayeHue
npuobpemaem e2o KauecCmeeHHvlli cocmas. B ceazu c¢ umapywenusmu 6 cenamobunuapHoil cghepe,
KOIUYECMB0 HACLIUWEHHbIX U MPAHCHCUPOS  (IHCUBOMHbBIE IHCUPBL, COOEPIHCAUUECS 8 IHCAPEHbIX
NpOOYKmMax, KoOJNOACHBIX U30eNUsX, KOodce Nmuysl, KVIUHADHbIE JHCUPbL, MapeapuH) HeoOX00UMO
02PAHUYUBAMb, O0MOABAsl NPeONnOYMeHUue HCUupam, 002amviM NOJUHEHACLIUWEHHBIMU HCUPHBIMU
kucromamu (I[THXKK): omeza-6 (kKykypy3Hoe, noocoineunoe macio) u omeea-3 (IbHAHOE MACLO, HCUD
MOPCKUX pbl0) HCUPHBIMU KUCTIOMAMU, NPUpoOnbim eumamunom E. Taxue macna kak — KyKypy3Hoe
noO0coIHeyHoe, pancogoe ciedyem UCHOIb308amb 8 Kauecmeae 0A308blX NPOOYKMOE OJisi NPUSOMOBIeHUs.

nuwu. A maxue Macijd, KakK JIbHAHOE, NlblK6EeHHoe, CGQ[)JZOpOGOe, Macio, Macio 2cpeyKux opexoe,
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BUHOCPAOHBIX KOCMOYEK U Op. 8 Kauecmeae 0ONOIHUMENbHOU, OUO0T02UYeCKU aKMUBHOU 000asKuU K nuuje,
8 HeDoIbUIOM 0Obeme, be3 mepmuieckol 0opabomxu, 006aess 8 20mosvie O10d.

Pacmumenvhoe Kokocosoe macno - codepacum 8 c80eM cocmase CpeoHeyenoyeutvle
mpuenuyepuowvt (CLT). Tpuenuyepuowt co cpedneii onunou yenepoonou yenu (C6-C12) aensaromces 1eeko
OOCMYNHbIM UCMOYHUKOM JHEp2Ul, makK KaK He HYHCOAIOMCA 6 IMYIbeayull HCETUHbIMU CONAMU U
2UOpoU3e NAHKPeamu4eckou JIUnd3ou U J1e2KO BCACLIBAIOMCS, MUHYSA TUM@AMUYECKYIO cucmemy,
HeNnocpeoCcmeeHHO 8 KPOBEHOCHbLE COCYObl CUcmemMbl 60pomHoll éeHvl. OOHAKO, cledyem 3HaAmb, Ymo
CLT omuocamecsa K HACLIWEHHbIM JHCUPAM, 001A0Al0m Kemo2eHHuIM 3pgekmom, 6 céa3u ¢ dmum
cnedyem uzbezamo U30bIMOYHO20 YNOMPEDTIeHUS UX 8 PAYUOHE.

P50 cmeceii ona newebrnoco numanus cooepocam 6 ceoém cocmase CLT. Codepocanue ux
sapvupyem 6 npeoenax 20-70% sHcuposoco KOMNOHEHMA, OCMATbHbLE HCUPbL NPEOCMABIEHbL TUNUOAMU
C BbICOKUM COOEPACAHUEM ICCEHYUANbHBIX (NOIUHEHACLIUEHHBIX) JHCUPHBIX Kuciom. Mooynvhbie
arcuposvle cmecu (Imyabcuu) umerom ¢ ceoem cocmage moavko CLT. [loxkazanuem K ucnonb308anuio
MAaxKux npooyKmos, cmecell AGNAemcsi HeBO3MOICHOCMb YGeIUUUMb KAIOPUUHOCMb DAYUOHA U
KOMNEHCUPOBAMb CMeamoperd ¢ NOMOWbIO  AOeK8AMHbIX 003 MUKPOCHEpUYecKux @Oepmenmos,
BbIPANCEHHAS CMEeNeHb HYMPUMUBHOU He0OCMAamoyHOCHU.

Yeneeoon
Onepeemuueckuii depuyum 80CHONHAECMCA MAKHCe 3a cuem yenegooos. /{ucaxapuovl, 8 mom

yucie caxap, 8 OTbUWUHCMEE CLyYaes NePeHOCAMCEs Xopouto. B ouemy no annemumy exnouarom caxap,
@pykmei, craokue Hanumku, meod, eapenve, Kongpemovl. B payuone numanus npocmule yeneeoovl He
02PAHUMUBAIOMCSL, OOHAKO, 8 CB53U C 803PACANOWUM PUCKOM BO3HUKHOBEHUSL ACCOYUUPOBAHH020 ¢ MB
caxaproeo ouabema, ux pekoMeHOyemcs ynompeoiams moibKo Nocie OCHOGHbIX NPUEMO8 NUWU, O
uzbesicanue pe3Kux KoreOaHuil YypoeHs eiuKemMuu.

Heobxooumo nomnums, umo y 91% nayuenmos ommeuaemcs KapuosHoe nopasiceHue 3008, 4mo
mpebyem muamenvbHol 2usuensbl NOIOCMU PMa U pe2yNapHO20 HaOI00eHus epada-cmomamonoeda. Y
NAayueHmos, COXpaHAWUX Haiobvl Ha ouapero, 30ymue Hcugomad, OOIU 8 HCUBOME U NOBbIULEHHOE
2a3000paszosanue npu ynompeoOnieHuu MOIOYHLIX NPOOYKMO8, HeOOX00UMO UCKIIOUUMb JAKMAHYIO
Hedocmamoyunocmyv. CHudCeHue 1aKMA3HOU AKMUBHOCY 8 OUONMAMAx CAU3UCMOU 000I0UKU MOHKOU
kuwxu 103 oemeti ¢ MB u masicenoii nankpeamuyeckou HeOO0CmMamouyHoCmyio Ob110 00HapyIceHo 8 58%
(msoicenasn eunonraxmasus 6 31% u ymepennas 6 28% cnyuaes)[287].

Ocobyro epynny cocmaensaiom oOemu, OnepuposanHvlie no Nno8ooy MEKOHUe8020 Uneycd, d Mmakice

nayuenmsl, onepupoganuvie no nogody CHHO, «omopvie Mmozym umemv  JIAKMAZHYIO
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HeOdOCmAamoyHOCMb 6 MO UL UHOU CMENeHU, 8 3A8UCUMOCTIU OM ONUHbL Pe3eKYUU MOHKOU KUWKU
(nocmpe3eKyuoHHbLI CUHOPOM/CUHOPOM KOPOMKOU KUUIKLUL).

Hemsm Ha epyOHOM BCKAPMAUBAHUU, NPU HATUYUU IAKMAZHOU HeOOCMAMOYHOCU, UCTOb3VIOM
ouonocuYecKku akmugHvle 000ABKU, cooepicawue 1aKkmasy (1akmasap, iakmasa —oeou u op.), npu
CMEWANHOM UNU UCKYCCIMEEHHOM BCKAPMIUBAHUU - HUSKOAAKMO3HbIE 3AMeHUmen epyoHo20 MoaoKd, a
makoice 6e31aKmo3Hble CMecU Ha OCHO8e 21YO0K020 eudpoausa benxa. /lemam cmapue 2o0a npu
COXPAHAIOWUXCS. CUMIMOMAX IAKMA3ZHOU HeOOCMAMOYHOCIU, KUUEUHOU OUCEHYHKYUU NOKA3AHbI
noxyaeMeHmHuble cmecu OJisl SHMEPANIbHO20 NUMAHU.

B oucecmuu nonumepos enokosvl — ManibmoOeKCMpUHO8 ¢ HeOONbUUM YUCTIOM 2NHOKO3HBIX
ocmamkog (5-8) 6 bonvuleli cmeneHu npUHUMAem yyacmue 2i0KOAMULA3a u mMaivmasa (epmenmol
KUWEYHO20 NPUCMEHOYHO20 NUWe8apeHus), uem naukpeamuueckas amunasza. Manemoodexcmpumvl
umerom 6o0.1ee HUZKYIO OCMOJAPHOCIb, YeM MOHO- U OUCAXApuobl, NOIMOMY UX UCNOTIb308AHUE 6
cocmaee Cneyuanu3upoOBaHHbIX cmecell 0 SHMeEPAIbHO20 U OONOTHUMENbHO20 NUMAHUS NO360.i1em
CYWECMBEHHO YEeIUYUMb KAIOPUUHOCMb 03 Y8eNUUeHUss OCMOMUYECKOU HACPY3KU HA KUUIKY.

Pacwennenue kpaxmana 3asucum om namKkpeamuyeckol amuiassl, HO3MOMY OH YCEaAUBAEM sl
Xyoice, uem Ou- u MOHOCAXapuowvl. AMunopes, maxdce KAk Kpeamopes u Cmeamopesi, HysHcoaemcs 8
KOppexyuu naukpeamurnom**. Hznuwku HepacuenieHHo20 Kpaxmana, noCmynas 8 moJjicmyr KUKy,
2UOPOTUUPYIOMCSL KUUEUHOU MUKPOGIOPOU, Ymo NpusoOum K NOGbIUEHHOMY 2ad3000pa308aHUI0,
830ymuto u OOAM 8 JHcugome.

Hayuenmam ¢ MB ne oepanuuusaromcs npooykmel u 0n100a, 6Gozamoele pacmeopuMblMu
nUWesbIMU BOJOKHAMU (NEeKMUHbL, Kameou), KOmopwvle CnocoOCmeyiom npo@uiaKkmuke 3anopos u
cuHopoma oucmanvHou unmecmunarvrou oocmpykyuu (CAHO). Oownaxo, npu coxpauneruu
oucnenmuyeckux S6IeHUll He PeKOMeHOYemcs 6 OONbWUX Koauuecmeax nuwja, Oozcamas 2pyoot
KAemyamkou u 8oJNOKHamu (60008vle, Kawlu U3 YeIbHO20 3€PHA, YETbHO3EPHOBOU U DHCAHOU Xieo,
ompyou, KOCMOUKU, KOXCUya om (Gpykmos u ogoujeti, Cyxoppykmoi, HUZKOCOPMHOE MACO ¢ OONbULUM
coOepacanuem coeOuHUmMenbHOl MKAHU), KOmopble Y8eaudusaom 00vem Kaio8blx MAcc U YCUiusaom
MemeopusM.

* Jlna oOecrniedeHUs MOBBINICHHBIX JHEPTETHYSCKUX IMOTPEOHOCTEH KaJIOPUHHOCTh CYTOYHOTO
paroHa MarueHTaM ¢ MYKOBHUCIIMI030M PEKOMEHIYeTCSl PacCUMThIBaTh HE Ha (aKTUYECKUl, a Ha
JOJKEHCTBYIOIIUI BEC C yIeTOM KaTaOOIWYECKUX MPOIECCOB MPU XPOHUYECKOM BOCHAIIEHUU U UCX OIS
u3 nedunuTa Maccel Tena (taoin. 21) [2,62].

YYP-C, YA -5).
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KommenTapmii: [lompebnocms 6 suepeuu y Oemeti u 63pocivix ¢ MB, no OaHHbM pasiuyHbIX
UCTNOYHUKO8, 00JdICHA bbimb nogviuiera 0o 120-150%, no cpagnenuto ¢ meopemuieckumMu pacuemamu
Ha hakmuyecKkuii 8ec, 8 3a8UCUMOCINU OM 803PACMA U HYMPUMUBHO20 cmamyca nayuenma (maoauya
21). 35-40% sceui sHepeemuueckoii nompebHocmu 00AHCHO obecneuusamuvcs dxcupamu, 20% benkamu u
60-65% - yenesooamu.

Ilpu msoicenoii OvixamenvHot Hedocmamounocmu 50 — 60% HebenKo8bIX KALOPULL QOANCHO
NPUXOOUMBCS HA HCUPBL (UMEOM HAUMEHbUUL OblxamenbHblll kKodpduyuenm — 0,7) [288 ]
Cywecmsyrom 00801bHO CNOJCHbIE PopMYIbL 01 pacuema HeoOX00UMbIX OONOIHUMENbHbIX KATOPULL,
00HAKO 8 NOBCEOHEBHOI NPAKMUKE MONCHO NOIb30BAMbCS CE0VIOUWUMU OPUSHMUPAMU:

o 1-2 200a - 200 kxan, o 3-5 nem - 400 kxan, o 6-11 nem

- 600 kxan, o cmapwe 12 nem u onsa e3pocavix - 800 kxan

6 cymku [1].
Tabnuua 21. Pexomenoyemvbie senuuunbl nomped.ienus 6enxa u sHepeuu
Bospacm benox, e/ke/cym Duepeus, kkan/ke/cym
Munumanvhasn Maxcumanvras

0- 1200 3 -4 (00 6) 130 200

1 - 3 200a 4-3 90 - 100 150

3-10 nem 3-25 70 - 80 100
11-14 nem 2,5-15 45-70 90
B3pocnvie 2-2,5 35 50

*  HenocrarouHOCTh NUTaHUS PEKOMEHYETCS TMarHOCTUPOBATH, €CJIN MPOLIEHT COOTBETCTBUSI MacChl
10 POCTY M MOJIy MJIM Macco-pocToBoil nuaekc (MPU), pakruueckas Macca/ueanpHasi Macca o pocTy
u nony X 100% menpiie 90% y nanueHToB 1ETCKOro BO3pacTa, a y HOJPOCTKOB U B3pocibIX - ecind UMT
coctapisieT MeHee 18,5kr/M>. Benenue manueHToB ¢ MB OCYIIECTBISIOT B 3aBUCHMOCTH OT MX
¢usnueckoro craryca (ta6:1.22). Ilpm mnokasanusx Z-score nmo HNMT ot -1 go -2 craenyer
JMarHOCTHPOBATh CPETHETSHKENYIO HEJOCTaTOYHOCTD MUTAHUS, a IIPU >-2 — TSKEITYI0 HEJOCTaTOYHOCTh
ntaHus [289].

(YYP - C, VI - 5).

Hetu < 2-x et Heru 2-18 ner B3pocnbie

Coc
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" 3aJICp’KKa pocTta ¢ MOMCHTA
MOCICAHETO ITOCCIICHU A

5% 3a 2 mporeamux Mecsia

Bec u mmuna 0 50 nepuentuns UMT O 50 nepueHTHIIB HUMT = 18,5 — 22,0 xr/mM2 nns| Hopmaibi
IT
skeHmuH, 18,5 — 23,0 kr/m2 s poguial
KOHCYJIBTE
MYKYHH [MHTaHU:
Bec u jmmua <50 =10MMT O 50 > 10 nepuentuns | UMT <138,5 Kr/M2, uiu cHkenune| Hapymenu
IIePLCHTHIIb Totepst WM otcyrcTaue | MACCHI TeNA Ha 5% MeHee, YeM 3a cTaryca
100aBJIEH]
npuGaBKH Beca B IpebLLyLue | 2 MECAA SHTEpaH]
2-4 mec
Bec u anuna O 10 nepuentuns UMTO 10 nepueHTHIb HUMT croiiko < 18,5 kr/m2, unn Hapymienn
Morepst O 2 neprienTaseii Beca camwkenne UMT Goree, uem Ha craryca Ts
30HI0BO

* ¥V B3pOCHBIX TSKECTh HEAOCTATOUHOCTH MUTAHUS PEKOMEHYETCS OLIEHUBATh MO nokaszarensim UMT:

UMT — 17 - 15 kr/m? - COOTBETCTBYET HEJOCTATOYHOCTH MUTAHUS CpeaHen creneHu Tshkectu, UMT —

MeHee 15 Kkr/M? - TSKeNoi CTeTeH: HeO0CTaTOYHOCTH TuTaHus [288 ].

YYP-C, YA -5). Kommenrapuii:

Taonuya 22. [Juemonocuueckue pekomenoayuu no eedenuro nayuenmos ¢ MB 6 3asucumocmu om

Quszuuecxkoeo cmamyca [62]

0 PexomeHnnoBaHHas 1eJdb HYTPUTUBHOM mojjepkku npu MB - obGecrnieunTts ¢u3nueckoe pa3BUTHE

ManueHTa COrjilaCHO BO3PACTHBIM HOpMaM (,Z[OCTI/I)KGHI/IC oKazareien (I)I/ISI/ILIGCKOFO Pa3BUTHA B I'PAHULIC

25-75 nepueHTUIIb ociie KOPPEKIUH HyTPUTUBHOIO CTaTyca, peKoMeHayemas 1ielib - 50 mepueHTuIb),

Jisa B3pocnbix - nenesod UMT = 21 kr/mM2 y eHIMH 1 22 Kr/M2 y MyX4HMH U IPUPOCT % MBIIIEYHON MacChl

[62].
(VYP - C, VIIJI - 5).

KommenTapnmii:

Cucmemamuueckuit n00xo0 K oyenke numanus npu MB

Bospacm

0 Memoowt oyenxu, kxpamnocms

Cmapwue demu u 83pocivle

Monumopune maccot mena, pocma, UMT xasicovie 3 mecaya

Monumopune numanus
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Hemu u e3pocivie - Mapxkepuvl cocmoanus numanus — KIUHU4eCKutl, OUOXUMUYECKUT AHATU3bL
KPBOU, HCUPOPACMEOPUMBLE BUMAMUHBL CHIBOPOMKU

- Monumopue 3amecmumensHotl mepanuu pepmenmubLMy npenapamamu
(nankpeamun**) — uepes 3-6 mecayes nocie HauYaIa Mmepanuu Uil
U3MeHeHUs 003bl

- Onacmasa 6 cmyne exice200HO Npu HOPMATLHOU QYHKYUU NOOKHCETYOOUHOU
JHcenesvl

- OI'TT earcezoomno ¢ 10 nem

ﬂuemozzoeuqecxoe KOHCYIbmupoearnue

,ZZemu u e3pocivie ﬂemu — Kaoicovle mpu mecsayd, 63pocible — Kaosicovle 6M6C}1L;€6’

3.3.2 JleTu nmepBOIo roja :Ku3Hu

I'pyonoe eckapmnusanue

HoeanvHvim 07151 HOBOPOINCOEHHBIX U Oemell NePB8O2O 200A HCUSHU ABTISLEMCsl HENACMEPU308AHHOe
2PYOHOe MAMEPUHCKOEe MOIOKO, MAK KAK OHO COOEPIHCUM UWUPOKULL CHEKMP 3AWUMHbIX Hakmopos u
OUOIOZUYeCKU AKMUBHLIX 8eujecms. Badchylo pons uepaem akmugHOCMb MEPMOIAOUTLHOU TUNA3LL 8
HAMUGHOM (Henacmepuzo08anHoM) dceHckom monoke. /s demeti ¢ MB nokazana 3awummas poib
eCMmeCcmeeHH020 BCKAPMAUBAHUS: MIAOEHYbl, NOAyYalowue 2pyoHoe MONOKO, UMEIom Jyduiue
NOKA3amenu 1e20YHbIX YHKYULL U HUZKVIO 4ACTOMY UHPEKYUOHHBIX INUZ0008, NO CPABHEHUIO C OembMU
Ha UCKYCCMEeHHOM eckapmausanuu. Hosopooicoennvle u 0emu nepevix mecayes HCusHu, Komopwvie He
MO2YM  CAMOCMOAMENbHO BbICACHIBAMb HEODX0OUMbILL 00beM MOJOKA U3 pyou 68UV MAMCECU
cocmosiHus (0bwas crabocmnv, 00bIUWKA, CEPOEYHO-1e204UHAS HEOOCMAMOYHOCHb) QONHCHBL NOJLYHAMb
cyexceHHoe Henacmepu308aHHOe MAMepPUHCKOe MOJIOKO U3 OYMbLIOUKU UIU Yepe3 HA302ACPAlbHbll
30HO.

B nexomopuix cnyuasx mpedyemcsi 0OnOIHUMENbHOEe NOCMYNICHUE SHEPeUU ¢ HOMOUbIO
obocawenus 2pyono2o monoka. Tak, npu He0ocmamouHou npubagKke 6 6ece MOJIOKO MONCHO 0002auyams
oobasneHuem Ha xadxicovle 100 mn npubnuzumenvro 5 2 (1 mepHas 10dxcKka) cyxoi cmecu HaA OCHO8e

euopoauzama oenka ¢ CLT.

O Jersm rpyaHoro Bo3zpacta ¢ MB u maHkpeaTtnyeckoil HEAOCTATOYHOCTHIO PEKOMEH]YeTCs
Ha3zHayaTh (EPMEHTHYIO 3aMECTHUTENbHYI0 TEpaluio TMpernaparaMud MNaHKpeaTHHa*™* (B  BHJe
MUHUMHKpOCc(hep) B Kaxk10€ KOPMIIEHHE C LIEIbI0 KOPPEKIIUH MaHKPEaTHIeCKO HeOCTATOYHOCTH
[2,62].

YYP-C,yaa-5).
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KommenTapmii: ¢c momenma 6sedenus neonamanvroco ckpununea Ha MB ¢ Poccuu (2006 2.) nosisunace
B03MONCHOCHb PAHHE20 HAYAA JledeHusl, 0OHAKO 80NPOC, KO20a U KOMY HAYUHAMb 3AMeCmUmMenbHy0
mepanuio NaHKpeamuieckumMu pepmenmamul, He 6ce20a AceH. Ypoeensb NaHKpeamuieckou 31acma3svl-1
8 cmysie 8 meueHue nepeo2o 200d HCUHU MON*CEM CYWECMBEEHHO 8apbUupo8ams U 0OHOKPAMHO20 €20
usmepenus He ecez0a oocmamouno. Ciredyem OpUeHMUPOBAMbCA HA MeMNnvl npudasKu 8 macce u
noxkazamenu Konpozpammul (Hanuuue cmeamopeu) [62].

Cmemannoe/MCKyccmeeuuoe 6CKapmiueanue

V oemeui, coxpauaowux yooeremeopumenvbHble mMeMnvl QUIUYECKO20 PA38UmMus, MO2ym
UCNOIbL308AMbCA 0ObIUHbIE A0ANMUPOBAHHbIE MOTIOYHBLE CMECU.
Ilpu cmewaHHOM/UCKYCCMBEHHOM BCKAPMAUBAHUU OONLUUUHCINGBO MIAOEHYes, NpU CB0e8PEMEeHHOl
OuazHoCmuKe NAHKpeamuyeckol HeO0OCMAamoyHoCmuy U ee KOppeKyuu NaHKpeamudecKumu
Gepmenmamu, Xopowio pacmym u pazeuearomcs npu UCNOIb308AHUU OObIYHBIX AOANMUPOBAHHBIX
MOIOUHBIX cMecell ¢ npeobradanuem Cbl8OPOmMoUHbIX OEIK08 8 cocmase 6eiIK08020 KOMNOHEeHmMA
(60:40) [62].

* ¥V neTeii mepBoro rojia Xu3HU ¢ MyKOBUCIIHIO30M HE PEKOMEHIYETCS MCIIOJIb30BaTh 3aMEHHUTEIH
MOJIOKa ¢ HU3KHM cojeprkanueM oenka (1,1 — 1,3 /100 mur) u sxupa (menee 3,5 1/100 M), Tak Kak OHU
He 00eCreurBalOT HYyTPUTUBHBIE MOTPeOHOCTH NareHToB ¢ MB [290].

YYP-C, VIO -5).

* [Ipu HepocTaTOYHOM MprOaBKe B BeCe y MAlMEHTOB C MYKOBUCIIUI030M PEKOMEHIYEeTCS OTAAaBaTh
MPEITOYTEHNE BHICOKOKAIIOPUIHBIM CMECSM, HMEIOIIUM B KadecTBe )uUpoBoro kommoHeHTa CIHT u
pPaCTHTEIBHBIC KUPHI B AMYJIBTHPOBAHHON (hOpME, YTO MO3BOJSET YIYUIIHTh YTHIU3ANUIO0 KXUPA U
CHM3HTD JI03y NMaHKpeaTndeckux gpepmeHToB [291].

YYP-C, Y11 -5).

KommenTapuu: smuv mpebosanusm omseeuarom omoenvhvie cmecu 0715k HeOOHOUEHHBIX U MATIOBECHbIX

oemell.

Moeym npumenamocsa: Anmupeghnoxcnas cmecw, Kuokas cneyuanvHasi MONOYHASL cMecb — OJA

BCKAPMAUBAHUSI HEOOHOWEHHbIX U MAN08ecHblx Oemel, Cneyuanusupo8anHvlill nNpoOYyKm 0emcKo2o

ouemu4ecko2o 1e4ebHo2o numaHus 01 demell panHe20 803pacma, cMeCb CReYuaIu3upOBaAHHAs CYXasl

beznakmosnas (menxutl cyxou nopowtok), Cyxas cneyuanuzuposamwHas cmecv 6e3 naxkmosvl, Cyxas

cneyuanbHas MOJIOYHASL CMeCh  OJisl 6CKAPMIAUBAHUS HEOOHOULEHHBIX U MATI08ECHbIX Oemell U Opyaue.
Ilpu  cmewannomM/ucKkycCmeeHHoM — 8CKAPMAUBAHUU — OONLUUHCMBO — MIAOeHYes,  Nnpu

CB0€B8PEMEeHHOl  OUACHOCMUKe  NAHKpeamuyeckou  He0OCmamouyHoCmu U ee  KOppeKyuu
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nanKpeamudecCKumu qbepjvzenmajvzu, Xopouwio pacmym u paseuearomcs npu ucCnolb306aHuU 00bIYHbBIX
adanmupoealmbzx MOJIOUHBIX cMecell ¢ npeo@za()aﬁuem Cbl6OPONIOYHBIX benxoe 6 cocmaese OEIK068020

komnonenma (60:40).

* PexoMeH10BaHO HAa3HAUCHHUE CMECEH Ha OCHOBE TMIPOJIM3aTOB MOJIOYHOIO O€JKa MPH aJUIEPTUH K
OenkaM KOpOBBETO MOJIOKA M BPEMEHHO — IIOCIE OINEPAaTHBHOIO BMEIIATEIbCTBA I10-TIOBOY
MekonueBoro wmieyca win CAWMO wnm Ipyrux OmnepaTHBHBIX BMEIIATEIBCTBAX HAa KHUIICYHHUKE C
nedyeOHou nensto [290].

YYP-C, YA -5).

* [TarueHTam, MOJTYYaIONMM MAaCCHBHYIO aHTHOAKTEPUAIIbHYIO TEPAIHIO, & TAK)KE TTIOBTOPHBIC KYPCHI
AQHTUOMOTUKOB, PEKOMCH/JIOBAHO BBECTH aJalTUPOBAHHYIO KHUCIOMOJOYHYIO CMECh HIJIM CMECh,
oOoraieHHy TpOOHOTHKAMH, B KOJIMYECTBE 110 1/3 CyTOYHOro 00beMa KOPMIICHUS [UIS TIOICPIKaHUS
HOpMaJIbHOW MUKPOGIIOpHI Kumednuka [290].

YYP-C, Y1 -5).

* [IpukopM peKOMeH TyeTCsl BBOAUTD B 4—5 Mec. (Kak U B TOMYJISIIMH 3/I0POBBIX JCTEH ), & HEKOTOPBIM
JEeTSIM, TIPU HU3KOW MPHUOAaBKE B MACCE - paHbIle C IEJIbI0 KOPPEKIUHU JaHHBIX HapymeHui (Tadm. 23)
[290].

YYP-C, YA -5).

Kommenrapmii: nepgviyvu 6100amu npukopma ciyicam 3Hepeemuyecku niomHuvle O100d:; Kauu Ha
CYEIHCEHHOM MOLOKE UL MOJIOYHOU CMECU CO CTUBOYHBIM MACIOM, OemcKuil meopoe 4,5-5% scuprnocmu,
oanee 88005M 08OWHOE NIOPE C MACHLIM NIOPE U PACUMETbHBIM MACTIOM, HCETMOK.

Cnedyem  ucnonv308ams  6bICOKOKAIOPULIHbIE — NPOOYKMbL  NPUKOPMA,  0002AUeHHbLE
BUMAMUHHOMUHEPATILHBIM KOMNJLEKCOM. 0emcKue MOJIOUHblE KAl NPOMBIUIEHHO20 NPOU3BOOCMEA C
000aseHueM CIUBOUHO20 MACA, 08OWHbBLE NIOPe C 000ABNIeHUeM PACIUMETbHO20 MACLA, MACA.

Bosmoorcno esedenue macHozo nope 6 kavecmee nepeoeo NPUKOPMA 0emsm Ha eCmecmeeHHOM
BCKAPMAUBAHUU, KAK XOPOWUL UCTOYHUK Jiceie3d U YUHKA.

Koposve u xozve MON0KO MONCHO UCHONBL306AMb MOALKO O NpucomoeieHus 01100 ¢ §—9
mecayes. B amu dce cpoku MOACHO 8600Umb HeA0AnMUpo8aHubie KUCIOMOOYHbIE NPOOYKmMbL (Keghup,
Hamypaivuslil o2ypm), oboeaujernHvle Hcusbimu ouguoo- u rakmoodoaxmepuamu. burooa npuxopma, 6
omauuue om 300poguix demetl, noocarusaiom. JJonorHumenbHoe KoIu4ecmeo no8apeHHol Colu 8 0eHb
opuenmupogouno cocmasisem 1/8 uaunoii noxcku (0,6 — 0,7 2) 011 pebenka nepeo2o nonyeoous u % u.
1. (1,25 2) ona pebenxa 6-12 mecayes [290].

Tabnuua 23. OcobenHocmu 66e0erUst NPUKOPMA 0emsm nepeozo 200a xcuzuu ¢ MB
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[TpoxykTs! 1 Omrona Bospact (Mmec)

DOpyKTOBOE MIOPE 7

TBopor 4-5

Kentox 5-6

OBolHoE HIope 5-6

PactutensHOE Maciio 4-5

Kama 4 (Ha CLIC)KEHHOM I'DYIHOM MOJIOKE,
MOJIOYHOW CMECH WJIU THAPOJIN3ATE)

CauBOYHOE MAciIo 4-5

MsicHoe ntope 4,5-5,5

HeananTupoBaHHBIE KHUCJIOMOJIOYHbBIE 8-9

HanuTku (kedbup, Horypr)

Cyxapu, xy1e0 7-8

Priba 3-9

3.3.3 IIuTanue JOMKOJHLHUKOB H IKOJbHUKOB U B3POCJIbIX

Cmarnoapmuvie npuHyunsl NUMAanusi 0OUHAK08bl 015l Oemetl, NOOPOCMKO8 U 83DOCIIbIX

OcHOBHOU NPUHYUN - «AKIMUBHBILY NOOX00 K numaHnuro nayuenma ¢ MB 6 niobom éo3pacme
o Ilumanue pebenka oonxcrno b6vims pe2ynsipuvim (6 paz 6 Oensb daxce sl WKOAbHUKO8, A MAKH#CE

o1 83pocavix, popmynra 3+3): 3 ocHosHbx npuema nuwu (3aempax, 06eo, yowcuwn) u 3
OONONHUMENbHBIX NepeKyca (2-il 3a8mpax, NOAOHUK, HA HOUb);

o [lumanue 00nHCHO ObIMb (NIOMHBIMY. 8 KAJNCObLL OCHOBHOU Npuem Nuyu OO0JIHCHb
gKOyamvbcs  6n0oda, codepicawjue KawecmeeHHvle HCUBOMHble OenKu, YUHK (MACO,
cyonpooykmesl, pelba, auya uiu MOoao4Hble NPOOYKMbL — Cbip, MBOPO2), KAYeCMBEHHbIE HCUDbL
(pacmumenvHoe, CIUBOYHOE MACIO, CMEMAHA, CIUBKU), CLOJCHble (KpYnbl, X1eb, 08owu) u 6
MeHbulell cmeneHu npocmole ((hpyKkmol, cradocmu, eapenve, meod) yeiesoovl,

o Jlononnumenvuvie npuemvl nuwu (nepexycwl: 2-ti  3a6Mpax, NOAOHUK, neped CHOM)
0053ameNbHbl, OHU COCMOAM, KAK NpAsUio, U3 KUCIOMOIOUHBIX NPOOYKMO8, mMEopoad,
PPYKmMos, 8blneuKu u yMepeHH020 KOIULeCmaa ciadocmell.

IIpu mykosucyuoose 0o 10% nayuenmog k noOpocmkogomy 8ozpacmy gopmupyiom uobpos u yuppos
neyenu (CFLD - yuppo3 neuenu, accoyuupoganuwiii c MB); 0o 13% nayuenmos k 20-1emnemy o3pacmy
u 00 50% k 30 eo0am popmupyrom accoyuuposanuwviii ¢ MB caxapuoiii ouabem (CFRD - ouabem,
accoyuuposanuwiti ¢ MB). Ilosmomy, necmomps nHa mo, umo npu MB, npu omcymcmeuu aiiepeuiecKux
peaxkyuil, 8 MeHCOYHAPOOHBIX PEKOMEHOAYUX pa3peuieHbl 1rodble NpOOYKmbl, HeKomopule 01100a He
PeKoMeHOYemcs ynompeo.iams NOCHMOSHHO U 8 OOJIbUUX KOTUYeCTBAX!

O MPOOYKmMblL U O1H00A, OCIONHCHAIOWUE PADOMY NeYeHU U HCETUeBblBO0AWUX NYMell - MY20Na6KUe

U MpaHc-Hcupsbl (CMm. 8vlude), Kpenkue 0)IbOHbL, OCMpble, KUCIble 01100a U NPAHOCMU, O
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NPOOYKMbL  NPOMBIUIEHHO20 — NPOU3BOOCMEd, — cooepicawyue  O0abuwoe  KOIUYECmeo
CMaduIU3aAmMopos, UCKYCCMEEHHbIX Kpacumeinel u KOHCEPBAHMOS, MAUOHEe3 NPOMbIUIEHHO20
npou3800cmaa;

O  M.H. KMYCOPHYIO RUWY», 20MO8ble cyXue nonygpadbpuxamol, pacm-gyo;

O CladKkue 2a3upo8anHvle HANUMKU U HepazdasieHHble QPYKmosvie HANUMKU NPOMbIUIEHHO2O
npou3800cmaa;

O 6 bOIbLUIOM KOMUYECHEe U OMOETbHO OM OpPYy2ux NPUemMos nuuu — paghuHupoBanHvie nPpocmole
Yeneoowl (caxap, Kougemsl) ¢ yenvio He OONYCKAMb Pe3K020 NOObEMA YPOBHS 2IUKeMUU; O
npu  OUCNENCU4ecKux SGNeHUsX — Ooabuiue 00veMbl  NPOOYKMOS8,  YCUTUBAIOUJUX
2a3000pazoeanue 6 KUWEYHUKe: YEeIbHO3EPHOBOU U OmpYyOHOU XaeD, C8elCylo U KUCTVIO
OeN0KOUAHHYIO0, KDACHOKOUYAHHYIO KAnycmy, 60608ble, C8EKILY, KONICUYY U CEMEYKU Om (pyKmos,

opexu, epuobi.

*  IIpu OpoHXO0JIErOYHBIX 000CTPEHUSX, 3SHAYUTEIHHOM OTCTABAHUY B BECE JIJISl yBEITMUEHUS TIOCTYIUICHUS
SHEpPIUH, BBHICOKOKAYECTBEHHOTO O€NKa, BUTAMHHOB W MHHEPAJbHBIX BEIIECTB B KAuyeCTBE IEPEKYCOB
PEKOMEHIyeTCsI UCTOIb30BaTh CHEIHATM3UPOBAHHBIE BHICOKOOPHEPTETHUECKUE KOKTSHIN WIIM CMECH IS
SHTEpAIILHOTO MUTaHUS [2,62].

YYP-C, YA -5).

*  PexomenmoBaHo oOoramieHHe palfioHa TOJMHEHACHIIIEHHBIMU JKHUPHBIMH KHCIOTaMH, KaJlbIIUEM,
NpOOMOTHKAMHU TSI BOCIIOJIHEHHS TIOBBIMIEHHBIX HYTPUTHBHBIX MOTpeOHOCTEH mamueHToB ¢ MB (cwm.
paszgen 3.3.1 «OOume NpUHLMIBI AUETOTEpanuu y nanueHToB ¢ MBy, xxupsl). C nenbto oboramieHus
palyoHa oMera-3 *UPHBIMH KHCIOTaMH PEKOMEHJOBAHO MCIIOJb30BaTh CIa00CONEHYIO (HE KOMYEHYIO)
KUPHYIO MOPCKYIO PBIOY: Celb/b, CEMTY, Opesb U Ap. JIOCOCEBBIE, UKPY 3- 4 pa3a B HENEIIO B KAaUECTBE
3aKycku [62].

YYP-C,¥YA1-5).

* PacrurenpHoe macio (JIbHSIHOE, THIKBEHHOE, KE€IPOBOE, MAaCJIO I'PELKOro opexa, COeBOE, parcoBoe,
MOJICOJIHEYHOE, KyKYpY3HO€, OTMBKOBOE) PEKOMEHIyeTCs MCIONB30BaTh B HepaMHUPOBAHHOM BHIE O€3
TepMUYECKOH 00paboTKH, n00aBisisi B cajaThl M TOTOBBIE OBOINHBIE OJ0O/A, IJIsI TPHUTOTOBJICHUS
JIOMAITHET0 MaioHe3a C IeNIbI0 00OTalleHusl pPalroHa MOJMHEHACHIIIICHHBIMHI KUPHBIMU KHUCJIOTAMU H

OMOJIOTMYECKH aKTUBHBIMHU BelleCTBaMH [2,62].

(YYP - C, YL - 5).
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* [lanmentam ¢ MB pekoMeHIyeTcs €XKETHEBHO YMOTPEOsTh, KAK OCHOBHON HCTOYHHK KabIHs H
BBICOKOKQUECTBEHHOr0 Oenka - Heo0e3)KUpPEHHbIE MOJIOKO, TBOPOT, ChIP, KHCIOMOJOYHBIE MPOIYKTHI,
oOoraiieHHple >KHUBBIMH IIITAMMaMH MPOOHMOTHKOB (OudumodakTepuii M JIaKTOOAKTEpUH) — HOTYPTHI
KOPOTKOTO CpOKa XpaHeHus!, onokepup u 1.11. [2,62].

YYP-C,YAA-5).

* Ilpu dpopmupoBanum caxapHoro guadera, accormupoBanHoro ¢ mykosuciuao3zom (M3C/ (CFRD)),
PEKOMEHYeTCsl  KaJOPUMHOCTh pallMOHa U COJEPKAHHUE IKHUPOB COXPAHATH IOBBIIMICHHBIM IS
BOCIIOJIHEHUS MOBBIIIEHHBIX HYTPUTUBHBIX NOTpeOHOCTEN nanueHToB ¢ MB [2,50,62,91] (cm. pa3nen
3.1.6 «Tepanusi 3HAOKPUHHON HETOCTATOYHOCTH MOKEINy0uHOM xene3bl (M3C/)»).

YYP-C, YA -5).

3.3.4 MUKpPOHYTPHEHTbI 1 BUTAMHUHBI

*  Bcem gersm ¢ MB pekoMeHI0BaHO 10JICATMBAHKE ITHIIH C IISITBI0 KOPPEKITUH OaaHca XJIopa U HaTpust
(tabm. 24,25) [2,62].

YYP-C, YA -5).
Tao6auna 24. Cyrounsie norpedbnoctu B coy (NaCl) y mereii ¢ MB [2,62]

Bec pedenka/ <5 kr 5-10 kr >10 kr
TeMImepaTrypa
OKpYyKauiei

cpenasl

20 °C 0,8 r/menn 0,5 r/nens MuHuMyM

+ 0,8 r/nens/10 kr

25°C 1,5 r/nenn 2 r/neHp Munumym 2 t/neHs +
1 r/nens/10 kr

30 °C 2,8 r/neHp 4 r/neHp Munumym 4 t/neHs +
2 r/nenn/10 kr

HpI/IMe‘IaHI/Iei cTapuime €T, Kak IpaBuiio, CaMu pEryjaupyroT KOJIUYECTBO COJIM B CBOUX 6J'IIO,Z[aX 10 MPUHIHITY
«COJIOHKAa Ha CTOJIC)».

Tadauua 25. [MpodrrakTudeckne 10361 HATPUSA ISl mareHToB ¢ MB [62]

Bospacr Jorauus Hatpus | Ilpumedyanus

Hetu 0-6 mec 1-2 mmons/kr/aa | Jna gereit ¢ puckoM coneneduuuTa — cojb, pa3BeJeHHAs B
Bojie WiId (PYKTOBOM COKE  HEOONBIINMH MOPIHSIMH
BTEUYEHHE JHA,

Hersam no | o 4 mmonb/kr/aH | TIoObeM conu y TpyIHBIX JeTeH, MPOKUBAIOIINX B )KAPKOM
MTOKa3aHUAM (CM. KJIUMaTe WJIH MPH MOBBIIIEHHBIX TIOTEPSIX )KUIKOCTH (PBOTAa,
MIPUMEYaHHUS) MOBBILICHHAs TEMIIEpaTypa Tejla, JHapesi, TAXUIIHO), WU

MIPH HAJTMYUHU CTOMBI Y TPYIHOTO peOeHKa).
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Hetn mocne 6 mec | Conenass  muma | [IpuMEHSTh B CTPECCOBBIX CHTYAIUSIX C H30BITOYHBIX
U B3pOCITbIC WU COJTb MOTJIMBOCTHIO (JTUXOpanka, pu3ndeckue Harpy3KH, KapKas
ITOT0/1a).

ITpumevanusi:

1/5-1/6 gaitHo¥ nOXKH TIpUMEpHO cooTBeTcTBYeT 15 MMosib NaCl coneBbIX pacTBOPOB, MPeIHA3HAYCHHBIX IS
TIepopaIbHOM perumpaTaryu [2];

Jlyis mepeBoia MMOJTh B MT" HATPHS, XJIOPA WIIH HATPUS XJIOPUIa HEOOXOAMMO YMHOKUTH KOJTUYSCTBO MMOJTh Ha

23, 35 wan 58 (MONEKYISIPHYIO MacCy HATpPHsl, XJIOpa MK HATPHUS XJIOPU/IA) COOTBETCTBEHHO [62].

* Bcem nammenram ¢ MB peKOMEHI0BAaHO JONOJIHUTEIBHOE BBEACHUE MPEIAPATOB KaJbLUSA: C UEIbIO
PO UIAKTUKH HEJTOCTATOYHOCTH KAJIbIIUSI B OPTAaHU3ME U OCTCOIICHHYECKUX COCTSHUM [2,62].

YYP-C, YA -5).

Kommenrapuu: npumensiomcs  npenapamel  Kanvyus — (Kauvyus — eniokoHam™**,  xanvyus

enuyepogocgham) u kombunuposanuwvie npenapamol (Karoyus kapoonam~+Konexanvyughepon)

* Bcem manmuenram ¢ MB pexkoMeHI0BaHO Ha3HAUCHHE >KHPOPACTBOPUMBIX BHTAMHHOB C IICIIBIO
BOCIIOJIHEHUS JIe(UIMTA X TIOCTYIUICHUS C MUIeH Ha (DOHE MAJIbJJUTECTHH U MajhaOCcopOLuu
[2,62,96,291].

YYP-C,¥YaA1-5).

Kommenrapuii: 6cieocmeue manvabcopoyuu sxcupa y nayuenmog ¢ MB uapywaemcs ecacviéanue
AHCUPOPACMBOPUMBIX BUMAMUHOS.

V' nayuenmos ¢ MB xopowo ussecmno o HedocmamouHocmu eumamuna D u Hapyuenusix
gocghopnoxanvyuesozo oomena. Jlewebnulii s¢hghexm @vicokux 003 eumamurnos A u D Hysxcoaemcs 6
oanvHeuuem uzyuenuu. QOHAKO XOPOULO U36eCmHo, ymo 6ce nayuenmol ¢ MB ¢ nankpeamuueckou
HeO0CMAamoyHOCMbIO eHCeOHEeBHO OONHCHBL NOLYYAMb OONOTHUMETLHO HCUPOPACBOPUMbLE BUMAMUHDL
(4, D, E u K) u 6bema-kapomun, onmumanivHo 8 eodopacmeopumou ¢hopme. Ilayuenmol ¢ coxpanuou
@dyHKYUeli no0HCeNYOOUHOU Hcele3bl 00A3AMENbHO OO0INCHbL NOYYAMb OONOJHUMENbHO eumamul E.
Booopacmeopumvie sumamunvl HasHauaromes nayuenmam ¢ MB 6 00bluHbIX npogurakmuyeckux
003UPOBKAX, PEKOMEHOYEMbIX 300POBLIM JUYAM COOMBENCMBYIOWEe20 603PACMA, 34 UCKIIOYEHUEM
sumamuna C, nompebHocmb 8 KOMOPOM Y NAYUeHMOos8 NOblleHa, U sumamuna B12 ciyuasx pezexyuu
Nn00B300UWHOU KUWKU.

B mabnuye 26 npueedenvt pexomendyemvle npoguiaxmuyeckue 003UposKu 071 OONOTHUMENbHO20
86€0eHsL HCUPOPACMBOPUMbBIX BUMAMUHO8, U mepanesmuyeckue 003vl sumamura D ona nayuenmog c
MB.

Tabauna 26. Pexomenryemble NpopuIakKTHIECKHE JO3bI AKUPOPACTBOPUMBIX BUTAMUHOB U OeTakapoTeHa
JU1s maneHToB ¢ MB [2,62,96,255,292,282,283].

139



BuramuHbI Jlo3nposka (ME/cyT) ®opma Bbinycka 1 PO
#Konekanpuugeponr™* 1 kanasn = 500 ME (12,5 mx2)
* lemu I 200a srcusnu 1000-1500 ME/cym
1-3 200a 1500-2000 ME/cym  2000-
(Brramus D) 4-10 nem 3000 ME/cym, om 2000
. > 11 n1em (nemo, ocenv) 00
Covigopomounwiti 25 (OH) D 4000 (suma, secna) ME/cym
munumym— 6onee 30 ne/mn \Tosa sasucum om
CbIBOPOMOUHO20 YPOBHS U
00712CHA pe2yNAPHO
KOPPEKMUpOBAmMobCsl
#Anva-Toxoghepona 0-6 mec 25 ME (18,4 mr) 30% macaanwii p-p: Ikanaa =
ayemam (K(l}’lcyflbl, 6-12 mMec 50 ME (36,8 MF) 100 6,5 ME (4,8 MZ) 10%
NPOMUBONOKA3AHbL 1-4 rona ME (73,5 mr) Wmacasnwiii p-p:
demsam 0o 18 nem) 4-10 ner 100-200 ME (73,5 — 147,1 mr) |l xanna = 2 ME (1,47 m2)
e Crapuie 10 ner 200-400 ME (147,1 — 294,1 mr) Macnsaneni  pacmeop 8
xancynax 100 ME(73,5 me) ,
Bumamun £ 200 ME (147,1 m2) , 400
(pacmeop 013 npuema ME(294,2 me)
B6HYMPD [macnanvii]
NnpomueonoKa3an
Ooemsim 0o 3 nem)
Yposenv coomnowenus a-
mokogepon:xonecmepu
n>54
Monumopune no
NOKA3AHUAM, NOCIE
usMeHeHUs 003bl
#Menaguona  Hatpus 0—1rom 0,31 mr/cyr 1 mabnemxa 15 me
oucynbdur (Buramun Crapme 1 roga: 1 — 10 mr/cyr
K) [pu maronoruu nmedenn: 10 — 15 mr/cyT
(TabneTkn
IIPOTUBOIOKA3aHBI 70 3
JIeT, pacTBOP AJIst
BHYTPHMBIIICYHOTO
BBe/ieHHs — 0e3
BO3PACTHBIX
OTpaHUYEHUI)
Ipomopmbunosoe spems,
ypogens sumamuna K 6
Kpogu
Petunon** Hauunats ¢ Hu3kux 103. [logdupats no ypoBHIo B I kana 3,44% p-pa = 5000
(Bur. A1) CHIBOPOTKE KPOBH (€KETOJHBIH KOHTPOJIB) ME (1,5 m2)

140



0-1Toxm 1650 ME (0,5 mr) 1 opaxce = 3300 ME

Hopmet onpedensiiomes 1-6 ner 3300 ME (1 mr) (1 m2)
nabopamopueti, 7 1eT u crapiue 5000 ME (1,5 mr) 1 xancyna = 12000 ME (3,6
npoeoosyels AHAU3 me)

Monumopunz no
NOKA3aHUAM, nocie
usMeHeHUss 003bl

Tecm npu naanuposanuu
bepemenHocmu

Berakaporen Hagats ¢ | Mr/kT X cyT — 12 Henens, nanee 1 kanaa = 1 me

(B eTa-Kap OTHH) moIepkuBatomas go3a — 10 mr/cyr

Mpumeuanus: * - mepanesmuueckue 003wl sumamuna D ykazanvl ¢ mabauye 20 (mepanus ocmeonoposa)
Moeym npumensamovcs KOMOUHUPOBAHHbIE npenapamwl, Hanpumep, Bumamun E+Pemunon

3.3.5 ArpeccuBHbIe MeTO/IbI HYyTPUTHUBHOM NMOJAEPKKH y nauueHTos ¢ MB

K «azpeccusnvimy memooam nympumusHot noooepxcku y nayuenmos ¢ MB omunocamca:

1. 30n0060e  3HmMepanvHOoe numaHue 8 Bude HOYHOU  2UNEePaluUMeHmayul, uepes
HA302aCMPAbHbIL 30HO UL Yepe3 NePpKYMAHHYI0 2aCmpocmomy (mpyoxKu numamesbHble
eacmpocmomuueckue u eronanvuvie MIC, MIC-KEY ¢ npunaonesxcnocmamu). C nomowvto
HOYHOU  2unepaiumMeHmayuy, npu  Aa0eKeamHOM  KOHMpole  NAHKpeamuyecKumu
3aMeHumensamMy, MONCHO OONoOaHuUmenvHo obecneuums om 30 0o 50% paccuumanmol
aHepeonompebrocmu [9].

2. Ilapenmepanvroe numanue o Ilonnoe (yenmpanvhulil 6eHO3HBIN Kamemep), NOKA3AHUAMU

ABNAOMCAL:
- COCMOAHUA NOCTIe ONEPpayUuU Ha KUUEeYHUKe;
- CUHOPOM KOPOMKOU KUWKU, -  OCMPbIL NAHKPeamum. O Yacmuynoe (c yenvio
O00NONHUMENbHO20 NUMAHUSL), UCNOb3YemCcsl Nnepudepuieckast GeHa:
- JHCUPOBBIE IMYTIbCUU,
- 2NIIOKO30-AMUHOKUCTIOMHbIE CMECU, GUMAMUHDBL.
a PexoMeH10BaHO NpUMEHEHHUE «arpeCCUBHBIX» METO/I0B HYTPUTUBHOM MOAJIEPKKU

Ipu: © OTCYTCTBUU HpI/I6aBKI/I B BECE WM CHIDKCHHE Beca B TCUCHHE 6 MECALECB, O

(baKTquCKOﬁ Macce Tela HiKe 3 NECPUCHTHIIA,
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o (aKTHUECKOM Macce Teya HIKE JIOJDKHOTO 3HaYeHUs Ha 15% winu MeHee 25 MepleHTusIs Ha
(G oHE JTOTOTHUTEIIBHOTO MUTAHUSI CTICIIHAIBHBIMUA CMecsIMH [2,22,62].
YYP-C, YA -5).
KommenTapmii: «acpeccugnviey memoovl HympumuHou noO0epHCKU NOKA3ANU 6eCbMd BblCOKYIO
aghgpexmuenocmo, 8 ocobennocmu y nayueHmos ¢ MB c gvipasicennvimu HapyuleHusmMu HympumueHo20
cmamyca. OOHAKO, ONMUMANbHLIE MEMOOUKU, CXeMbl NPUMEHEHUA, 6UOblL U CHOCOObl B8e0EHUs.
NUMAMeNbHLIX cMecell, CHOCOObL 3aMeCmMUmMenbHoOU (hepMeHmHOl mepanuu npu NPoedeHuUU 3000801
SUNEPATUMEHMAYUY  HYHCOAIOMC 6 OdlbHelwel ompabomke 6 NpaKkmuke O0meuyecmeeHHol
NYJIbMOHONIO2UU U NEOUANPUL.
Ilokazano, umo mMoONbLKO NpUMEHeHUe DHMEPANlbHO20 30HO008020 NUMAHUSA Yepe3 2aACmpOCOMY
00CMOBEPHO NPUBOOUM K YIIYUULEHUIO HYMPUMUBHO20 cmamyca nayuenmog ¢ MB.

3.3.6 IIporpammbl IBM 151 mogdopa auersl U pepMEeHTHOM Tepanuu I Bpadyed M NANMEeHTOB

Paspabomanvl npocpammer ons IBM, komopovle Hanpasiienbl Ha ONMUMUZAYUIO KOMNIEKCHOLU mepanuu
MYKOBUCYUOO03a U npumeHsomcss 8 psoe peeuros P [293]. Ilpoepamma IOBM «Monumopune
HYMpUMUBHO20 CMamycd, payuoHd NUMAHUs U QepMeHMHOU mepanuu npu MyKOBUCYUOO3E»
(I'ocyoapcmeennas pecucmpayus Ne 2016 660762 om 21.09.16) no3zeonsem coxpamumo
mpyoo3ampamsl 8payd npu paciemax UHOUSUOYAIbHOL OUembl U 003bl 3AMEeCMUMENbHOU pepMeHMHOU
mepanuu. Mobunvnas eepcusi npoepammel IBM «Monumopune nympumusno2o cmamyca, payuoHa
numanus U epmeHmuou mepanuu npu myxkosucyuoose. Moounvnas eepcusy (I'ocyoapcmeennasn
pecucmpayua Ne 2017 661283 om 09.10.17) nomozcaem nayuenmam camocmosmenbHo noooupams 003y
(epmenmos Ha KadxdCOwlUl npuemM NUWU, 6 pexcume OHIAUH nepedasamsv  OaHHvie (8
0enepcoHuPUYUPOBAHHOM 8UOE) O PU3UUECKOM PA38UMUL, PAYUOHE NUMAHUSL, 003aX NAHKPeamuHa OJis
KOHCYIbMAayuy ¢ J1e4auum epaiom, ooyuyaem camoKoHmpouto HA0 C8OUM 3a00Ie8AHUEM.
Hcnonvsosanue OaumHulX Npocpamm NOKA3AN0 C6010  IPGeKmueHocms 6 KIUHUYECKOU NpaKmuxe
[241,293,294,295].

3.4 Xupypruueckoe JeueHue

* Ilpu HEdDPEKTUBHOCTH KOHCEPBATHUBHBIX METOJOB, HAapacTaHWU SIH300B KPOBOXApPKAHBS W
pPa3BUTHUU JIETOYHBIX KPOBOTEUYEHUU ManueHTaM ¢ MB pekoMeHIoBaHO XUpyprudeckoe mocodue ¢
[IETTBI0 OCTAaHOBKH KpoBoTeueHus [261,263,264,265].

(YYP - C, YIUI - 5).
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KomMmenTapmii: memooukotl vibopa sensemcs smooau3ayus OPOHXUANbHBIX apmepuli, 00CMAamo4Has
npocmasi npoyedypd, 3aKIOYAUWASLCE 8 IHOOBACKVIAPHOU IMOOIUAYUU KPOBOMOUAUE20 COCYOd
UHEPMHBIMU Mamepuaiamy. IMOoIU3ayusi No3eo.sem Kynuposams 3MuU300bl KPOBOXAPKAHbIL UL
3HAYUMENbHO OMCpoUUms credyrowue 6 2/3 ciyuaes. Takowce modicem npooOUMbCsi IHOOCKONULECKAS
KaanaumHas oponxonokayus. Pezexyus kposomouawezo ceemenma, 00au Ul Yenoeo J1ecKkoeo MOoNCem
nPOBOOUMBCS MONLKO 8 UPE38bIYAUHBIX CLYYAAX NO GUMANbHBIM NOKA3AHUSM.

Hapacmanue ne2ounvix KpogomeueHuti u He803MOICHOCMb UX KOHMPOIUPOBAmMb dMboausayuel —
noKasauue 0Jis paccMOmMpeHusi NAYUeHma Kaxk KaHouoama Ha mpaHCHAAHmMayuro 1ecKux.

* JleyeHne MHEBMOTOpaKca y MareHToB ¢ MB pekoMeHayeTcss MPOBOAUTH COTIIACHO KIIMHUYECKUM
PEKOMEHIALUSAM T10 ITHEBMOTOPAKCY C IIENIbI0 BhIOOpA ONTHMAIBHON TAKTUKU BEJICHUS IMAlMCHTA
[261,262,296].

YYP-C; YA -5).
KommenTapuu: nuesmomopakc, no oannvim Hayuonanvnoeo Pecucmpa, 6 Poccutickou ®edepayuu

scmpeyaemcs exce200Ho y 2,39% 83pocivlx nayueHmos ¢ MyKosUCYUO030M, YMoO HAMHO20 Yauje 4em y
Ooemelu, U sA61AemMcs cle0cmeueM paspviéa  cyonaespanrvuvix oyan.  Ilpu  peyuoueax eco
paccmampusaemcs HeoOXo0UMOCMb NpUMeHeHUs niespooe3a. B maxom ciyuae manunynayueti gvioopa
A671AeMCS TOKANbHBIN XUMUYECKULL N1espooe3 unu niespaxkmomus. K makum onepayusm, Kax pe3exyus
cyonnespanvHulx Oyil, HeoOX00UMO OMHOCUMCA C OCHOPONCHOCHBIO, VUUMbIBAS B03HUKHOBEHUE
OONOJHUMENbHO20 CNAEYHO20 NPOYEccd, Ymo Modicen 3ampyoHams 6 OalbHeluem mpaHcniaHmayu
JIe2KUX.

*  PexomeHayeTcs 3HIOCKOMHYECKOE XUPYpruuecKkoe JIedeHne XpoHunueckoro puHocunycuta (XPC)
Ha (hOHE MYKOBHCIMO3a MPHU BBIPAKEHHOM 3aTPyJHEHUH HOCOBOTO JBIXaHUS 3a CUET HA3aJbHOTO
MOJINIIO3a  W/WIM  MEIUalW3alliil  JIATePATIbHOM  CTEHKH TIOJIOCTH  HOCA;  HEKYIHPYyeMOM
KOHCEpBAaTUBHBIMU METOAAMHU OOOCTPEHUH HWH(PEKIMOHHO-BOCHIaNUTeapHOoro mnpounecca B OHII,
KOTOPBIA paccMaTpUBaeTCs B KAUeCTBE BAXKHOW MPUYMHBI KOHTAMUHAIIUN OPOHXOJIETOYHON CUCTEMBI;
Pa3BUTUM CUHYCOTCHHBIX OpPOUTAIBHBIX W/WIM BHYTPHUYEPEIHBIX OCIIOKHEHUN; HE0O0XOIUMOCTH
cananuu nonoctu Hoca 1 OHII nepen Tpancranranueit nerkux [297,298,299,300].

YYP-B, Y11 -3).

KommenrTapmii: 011 oemeti u 63pocivix nayuenmos onmumanbHbIM MemoooM XUpPypeudecKo2o 1e4eHus
XPC 60 6cem mupe npusHana pacuiupeHuas 3HO0CKONU4ecKas QyHKYUOHANbHASA PUHOCUHYCOXUPYD2UsL
(FESS-Functional Endoscopic  Sinus Surgery) — MalouH8a3uHulll, OpP2aAHOCOXPAHAIOWULL,
QuU3UOI0CUUHBILL MEMOO XUPYPUUECKO20 JeYeHUsi 3a001e8aHUull Hoca U OKONOHOCO8bIX naszyx. Ilo

knaccuguxayuu P. J. Wormald (Aecmpanusa, 2012), pacwupennas FESS exnouaem 6 ceos
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NOIUNOMOMUIO 8 COYEMAHUU C HNOAUCUHYCOmMOMUEl (MAKCUMAIbHO WUPOKUM BCKDbIMUeM 6cex
NOPANCEHHBIX NOAUNO30M NA3YX, PACUUPEHUEM COYCMULL 8ePXHEUeNOCMHbIX na3yx 00 7 Mm u boIee,
8CKpbIMUEeM KIemoK peuemyamozo 1abupunma ¢ oonaxjcenuem ocHosanus yepena). Ilokasanusamu K
XUPYD2UHUECKOMY JleYeHUIO SGIAIOMCA:  BbIPANCEHHOE 3amMpYOHEeHUe HOCO08020 ObIXAHUA 3a cyem
HA3ANIbHO20 NOIUNO3A U/UNU MeOUualu3ayuu 1amepanlvHol CMeHKU NOJNOCMU HOCA;, HeKynupyemoe
KOHCEep8amuHblMU Memooamu obocmpenue uH@ekyuonHo-gocnaiumenvuozo npoyecca ¢ OHII
KOMOpblll  paccMampusaemcss 6 Kauecmee B6aNCHOU HNpUYUHbL KOHMAMUHAYUU OPOHXOIe20UHOU
cucmemvl, pazeumue CUHYCOSEHHBIX OPOUMANbHBIX U/UNU BHYMPUUEPENHBIX OCIO0NCHEHUl, CAHAYUS
nonocmu Hoca u OHII neped mpancnianmayuei neekux. Mzonuposannas oyenka pesyiomamos KT
OHII ne mooicem cnyscums NOKa3amuem K Xupyeuueckomy jederuro. Ha Oammwviti momenm ecmo
ybeoumenvHble 00KA3AMENbCIEA CHUNCEHUS CIMeNneHU KOHMAMUHAYUU HUNCHUX ObIXAMENbHbIX nymell
nocie puHOXUpypeuueckoz2o Jjevenus. Tem He MeHee, nAyueHmMvl /UL poOUmMenu/3aKkOHHbLE
npeocmasumentt  OONHCHbL ObIMb  UHDOPMUPOBAHBL, UMO XUpYpeUYECKoe JleueHue He SABIAEnCsl
cpeocmeom uznedenuss om XPC u HA3a1bHO20 NOAUNO3A U O BbICOKOU GEPOSMHOCMU PEYUOUBO8 U
noOmMpeOHOCMU 8 NOBMOPHBIX BMEULAMEbCTNEAX.

*  PexoMmeHI0BaHO HaNpaBUTh MALMEHTAa C MYKOBHUCLHUJO30M B TEPMHUHAIBHOW CTaJuU LUPpO3a
[I€YEHH, HO C OTHOCUTEIBHO COXPAHHOM (PYHKIIMEN BHEIIHETO JbIXaHUs K Bpauy-TPaHCILIAHTOJIOTY IS
OLIEHKH BO3MOXXHOCTH IPOBEACHUS TPaHCIUIAaHTAlMK neyenH [ 1,2,22].

YYP-C, YA -5).

Kommenrtapmii: paduxanvuviti memoo neuenus. Ilepsas onepayus 6 P® nposedena moavko 6 2009 e.
Xupypruueckoe jjedyeHrue MEKOHHEBOI0 Hjeyca

* [lanuentaMm ¢ MB u MEKOHHEBBIM WJIEYCOM INPU OTCYTCTBUU BO3MOXXHOCTH KOHCEPBATHBHOIO
JICYEHHUS WIH TIpU er0 HeA((HEKTUBHOCTU PEKOMEHIYETCSI TPOBEICHUE ONIEPATUBHOTIO JIEYEHHUSI C LIEIIBIO
pa3penieHus: KUIIeYHOH HENPOXOAUMOCTU U IpeI0TBpalieHus ocinoxuenuit [123,271,301].

YYP-C, Y11 -4).

KommenTapun:

Onepamueﬂoe Jleuenue
1. ﬂuaZHocmuquKaﬂ Janapockonus — Ja1anapomomusl (npeuMymecmeeHHo npasocmopOoHHUM

HUJICHENONEPEUHBIM 00CMYNOM, YOOOHBIM OJlsl 8b18€0CHUSL UNEOCHOMbL)
2. Hnmecmunomomus Ha epanuye pacuiupeHHou U CYHCeHHOU KUWUKU
3. Onopooicnenue omeoosuie2o omoena KUeuHuKa

4. [losmaorcnas buoncusi KUWKY
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5. Bwigeoenue KuuieuHolu CMOMbL HA epanuye pPaACUUPEHHOU U CYIHCEHHOU KUwKu (onepayus

evibopa)

6. Hanooicenue MexckuueuHo2o aHacmomosa (npu 00Cmamo4HoM onvlme Onepupyroue2o Xupypad

u omcymcmeuu COMHEHUIl 6 namoao2uu moacmou KUWKU, oHceaamelbHo C npoee()eHueM

UHMPaAONepayuoHHoU buoncuu)

Hocneonepauuonnoe eéeoenue:
Ilo eoccmamnosénenuu naccaxca no KUWEe4YrHuKy OHmepajllbHas Hacpy3ka He paHee 3

1.

nocneonepayuoOrHblX CYmoK

Pacwupenue obvema kopmnenus npu adekeamuou moiepanmHocmu 00vemy KOpMIeHUs.

Ilpuopumemno 2pyonoe MoI0KO, HeOOX0OUMO cmpo2oe COONVOeHUe Mamepvbio wadsujell

ouemul.

Ilpu nooospenuu Ha MyKosucyud03 HazHayeHue naHKpeamurua™** uz pacuema HauaIbHOU 003bl

600-800 eo nuna3zvl Ha 1 epamm xHcupa 6 cmecu unu 8 2pyoHom monoke [22,271]

Hpu oonbUUX nomep:Aax no KUWLEYHOU cmome nepexod Ha JeyebHvie cmecu ¢ YACMUYHbIM Ul

NOJIHBIM 2UOPOIU3OM DeNKa

Yx00 3a omeooswum omoenom KuueyHuxa
Bepugurxayus npuuun 603HUKHOBEHUSL:
Mopdgonocus buonmama
I'enemuueckoe uccnedosanue
Kan na nankpeamuueckyro snacmazy
Koncynemayus cneyuanucma no mykogucyuoosy.

Bepuguxayus snympuympoobnoii ungexyuu

Ocnoxcnenus KUeuHoll Crombl

Deazunayus KuwKu

Tepucmomanvhwiii depmamum
Ilapacmomanvhas epuviorca

Manvabcopbyus na gpone KuuieuHot cmomol

Omcymcmeue npubasku 6 eece

Paoukanvnutit Iman xupypzuueckoii Koppekyuu

1. Ilnanosas uepes 2-3 mecsaya nocie nepeuUyHoOl onepayuu npu.

Cma6wzu3az4uu COCMOAHUA nayuenma

Aoexeamnou npubasku 6 gece
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*  CmeHe BHYMPUOOILHUYHOU (DIOPLL HA « OOMALUUHION »
2. Cpounas - uepe3 2-3 nHedenu nocjie nepeudHol onepayuu.
s Omcymcmeaue 803MONCHOCIU OOCIUYb BO3PACMHO20 00bEMA KOPMIIeHUs
*  Hexoppueupyemvle nomepu no cmome
*  Coxpansarowascs 3a8UcumMoCcms om UH@Y3UOHHOU mepanuu
*  Kaunuuecku 3Hayumvle oyacu UHGeKyuu 6 OMmKIOYEeHHOM Omoene KUWKU
*  OcnooicHenus KUUEYHOU CIMOMbL, CO30AI0UUX Y2PO3Y HCUZHU NAYUEHMA
3. OobsazamenvHoe npedonepayuorHoe 0ociedo8anue:
*  Pe3ynvmamul MUKPOCKONUYECKO20 0OCI1E008aHUSL
*  HUccrnedosanue MUKpoobUuoio2uyecko2o neuzaxica
*  Aumeepaouas penmeeHKOHMPACMHASL UPPUSOCKONUSL
*  [lonyuenue pe3ynibmamos HOpMAIbHOU MOPGHOIO2UY OUONMAMA CINEHKU KUWUKU
Onepamuenoe neuenue paouKkaibHO20 IMANA XupypeuuecKoll Koppekyuu 3axpvimue
KUWEYHOU CIMOMbL C HATLONCEHUEM MEICKUUEUHO20 AHACTOMO3d
Ilpumeuanue
- JIrobotl eapuanm 6poHCOeHHOU HUZKOU KUULEYHOU HEeNnpoXOOUMOCMU ) HOBOPOICOEHHO20 mpebyem
npogedeHuss 0000Cned08anusi y pebeHKa Ha MYKOSUCYUOO03, a Haauyue SHYMpPUympooHo20
NCeBOOKUCMO3H020 NEPUMOHUMA Y HOBOPOICOEHHO2O0 NO360J51em MAKCUMANIbHO PAHO 3aN0003PUNb
CMEWAHHYI0 (POpMYy MYKOBUCYUOO03A U HAYAMb JleyeHue Yice ¢ nepuoda HOBOPONCOEHHOCMU (CM.
pazoen «Knunuueckas kKapmuuma 3a001€6aHUsL UTU COCMOSHUSL  (2PYnnbl  3a001e6aHUll  UIU
cocmosinuti)y) [301].
- Heobx00umo cmpemumscsi K KaK MOJNCHO O0Jiee paHHeMy 3aKPblmul0 KUUE4YHOU CIOMbL.
TpancniaanTauus Jerkux
. PexomMeH10BaHO HANpaBUTh MAMEHTa ¢ MYKOBUCIIHIO30M TSDKEIIOTO TEYCHHUsS, TOPIHIHOTO K
Teparuy, YaCTBIMA OOOCTPEHUSIMH U OCIIOKHEHHMSIMHA K BPady-TPAaHCIUIAHTOJIOTY JUISI PEIICHUS
BOIIPOCA O IPOBEJECHUM TpaHCILIaHTalMK Jerkux [302].
YYP-C, YA -5).
Kommenrapuu: ¢ muposoii npakmuxe mpancnianmayus néexkux (TJ1) aensiemcs obwenpusHaHHvIM
MEMOOOM ledeHUsi NAYUEeHMO8 8 MEPMUHATLHOU CMAOUU 3a001e6AHUL TESKUX PAZTUYHOU IMUOTOSU.
Cpeou nokazanuii x T/l y nayuenmos cmapwe 18 nem myxosucyuoos (MB) zanumaem 3 nosuyuio,

yemynasa XOBJI u nézounomy ¢ubpo3sy, u 3anumaem nepeoe mecmo y nayuenmos 0emcKko20 03pacma
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om 6 0o 17 nem. TJI npu mwamenvHom ombope nayueHmos OOCMOBEPHO Viyuuiaem NoKazamenu

gvloicusaemMocmu u kavecmaeo xcusnu. Meouana npodozzafcumeﬂbHocmu HCU3SHU nAYUeHmoe nociie TJI no

noeody MB xapaxmepu3zyemcs HQUIY4WuMy NOKA3amensamMy npu CpasHeHuu ¢ Opy2umu 3a001e8aHUIMU

u cocmasnsiem bonee 11 nem.

Ocnosanuem ona nanpaenenusn nayuenma c MB ¢ Ilenmp mpancnnanmayuu (I[T) aensemca:

1. O®Bi <30% unu npocpeccusnoe cuudcenue noxkazamens ODBi, necmomps Ha MAKCUMANTbHO
B03MOJICHYIO MEPANnUIO

2. Jlucmanyus 6 mecme 6-munymHou x00b0ut meree 400 m

3. Pazeumue nézounoii 2unepmeH3uU 8 omcymcemeue 2UnoKCemuiecKou

OblXxamenbHol Hed0Cmamo4HOCmu

4. Ilpoepeccusnoe yxyouienue cOCmosiHUA NAYUeHma, npugoosaujee K YacmviM 20CRUMAIUZAYUAM
screocmeue:

a. Paszeumus u Hapacmauus ObIXamenbHOU HeOOCMAMOYHOCIU ¢ NOMPEOHOCMBIO 8 NPOBEOeHUU

HBJI

b. Iosviwenus aHmudUOMUKOPEIUCEHMHOCIU, YXYOULeHUS KIUHUYECKO20 80CCMAHO8IeHUs NPU
0bocmpeHusix, pocma 4acmomuvl 060CMpeHull U 20CRUMAIU3Ayuil

c.  Yxyowenus nympumuenoco cmamyca, HeCMOmMps HA OONOJIHUMENbHOE IHMEPAIbHOE NUMAHUe

d. Peyuousupyrowux nHeeMomopaxcos

e. Jlé2ounvix kposomeuenuil u KpOBOXAPKAHULL, DE3UCMEHMHBIX K IMOOIUZAYUU OPOHXUATLHBIX

apmeputl.

lleJZbIO 06pau;eHw0 6 UT ABNAENCA yCMAaHOBeHUe NOKA3AHUU U UCKAIOYEHUE npomueonOKasaHuﬁ K

mpancniaumayuu néexux. Ilokazanus k mpancnianmauyuu JIE2KUX:

1.

XpoHnuueckas ovlxamenvbHas HeOOCMAmMoYHOCMb  (2unokcemudeckas — ¢opma
Pa02<60 mm.pm.cm.; eunepxkannuueckas ¢popma PaCO2 >50 mm.pm.cm.)
JlnumenvHnasn Heune8asu8HAsL BEHMUNAYUS NESKUX
Jlézounan eunepmensus (CHJIA>35 mm.pm.cm npu OXO-KIT, unu CIJIA> 25 mm.pm.cm. no
pesyivmamam Kamemepusayuu cepoya)
Yacmuie obocmpenus 3a60nesanus, mpeodyrowue CmayuoHapHO20 l1eYeHus.
IIpoepeccusnoe cuudicenue nokazamenetl QYHKYUY HeUIHe20 ObIXAHUS

4 ¢ynxyuonanvueiii kiacc no NYHA.
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Hpomueonoxazanuﬂ K mpancnjianmauuu JIEZKUX Oe/IAMCA HA ADCONIIOMHbIE U OMHOCUMETIbHbIE.

Brnao nocneonux 6 npuHsAmue peulerusd o nNOCMaHoB6Ke 6 1ucCn 0HCUOAHUA onpedeﬂﬂemc;z HAa OCHOBAHUU

JIOKAJIbHbILX NPOMOKOJI06 U cobcmeenHo20 onblma UT

Abconomnsle npomueonoKa3aHua K mpancnianmayuu neckux npu MB:

1.

Lo N SN W KN

9.

Hanuuue 6 anammese 310Ka4ecmeeHHbiX OHKOIOSUYECKUX 3A001€8aHUL CO CPOKAMU PEMUCCUU
nocie coomeemcmeyiowel mepanuu metnee 5 iem (uckiouenue — pax koxcu T1-2NOMO, nocne
PAOUKANIBbHO20 JleyeHUsl, ¢ pemuccueti bonee 2 nem)

Taxcenas oucynxkyus unu 3abonesanue Opyeux OpeaHo8 U/uiu CUCmeMm Npu Omcymcmeuu
B03MOIHCHOCIU CUMYTIbINAHMHOU KOPPEKYUU

Tsicenoe cocmosnue nayuewma, Xapakmepuszyioujeecsi HapyueHuem GUMANIbHbIX (OYHKYuULL
opeanuzma (ocmpoe HapyuwieHue Mo3208020 KPOBOOOpaujeHus, Omcpblii UHGapKm muoxkapoa u
m.o.)

Hexoppezupyemvle napyuwenus cemocmasa

Xponuueckasn nepcucmupyrowds HeKOHMPOIUpPyemas MUKpOOHAs: uHpekyus, mybepKyié3
Buipasicennas oeghopmayus epyOHoul Kiemku u n0360HOYHUKA

HUMT >35 xe/m’

Icuxuueckue napywenus c nomepeti 0eecnocoOHOCMU, A0eK8AMHO20 KOHMAKMA, 3A8UCUMOCTU
OmM NCUXOAKMUBHBIX Beujecms, aIK020sA U/ uiu mabaxka

Omcymcmeue KOMIIAeHMHOCMU U Hadledxcaujeti COyuanbHOU NOO0ePIHCKU

Omnocumensvhole npomueéonoka3anus:

o RN w N

Bospacm cmapwe 65 nem

Ooicupenue 1 cmenenu (UMT 30,0-34,9 KZ/MZ)

IIpoepeccupyiowee unu msaxcenoe ucmowenue (MMT menee 15 xe/m?)

Troicenvlii ocmeonopos ¢ HAIUYUeM NamoI0SULEeCKUX NePEIoMO8 Ul 601e8020 CUHOPOMA
IIpeowecmsyrowue onepayuu Ha 2pyOHOU KiemKe C pe3eKyueu JecKux u/uiu npogedeHuem
nieepooesa

Hckycemeennas eenmuaayus aecKux U/uiu Haiudue y peyunueHma 6CHOMO2amenbHO20
Kp0600bpaujenuss u/uiu 3KCmpaKopnopaibHou MeMOPaHHOU OKCU2eHayuu

Bunenecounas  xononuszayus — uiu - uUHQUYUPOBAHUE  BbICOKOPE3UCMEHMHBIMU  UIU
8bICOKOBUDYIEHMHBIMU OAKMePUAMU UTU 2pUbamu

Hanuuue xponuueckoeo supycrnoco cenamuma B uw/unu C, BUH-ungpexyuu u/unu CITH/]a
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9. Xponuueckoe un@puyuposanue ObIXAMENIbHLIX Nymel MaKUMy MUKPOOP2AHUIMAMU, KAK
Burkholderia cepacia, Mycobacterium abscessus

10. pyeue 3abonesanus unu cocmosHus 6e3 KIUHUYeCKux npu3HaKo8 mepMuHaiIbHO20 NOPaANCeHUs
Op2ano8-MulLeHell.

Ilokaszanus k nanpasnenuio é IIT u nocmanoeke é nucm 0i#cu0aHUA NAYUEHMA 0eMCKO20 603PaAcma

8 YenoM He OMAUYAIOMCS OM MAKo8wIX y nayuenmos cmapute 18 niem. OOHAKO 6 KaxscoOM KOHKPEMHOM

cryyae 636euenHHoe peuleHue NPUHUMAemcs KOHCUIUYMOM 6 COCMAee Xupypeo6-mpaHCnianmono2os,

anecme3uon0208, NeOUaAmMpos, NYI1bMOHOI0208 U CHEYUATUCHIO8 NO MYKOGUCYUOO3.
3.5. PenpoayKTHBHOE 310POBbE MYKYHMH ¢ MyYKOBHCLH/1030M
Huacnocmuxy cocmosanus penpo0ykmueHou cucmemol mydcuun ¢ MB cm. 6 pasoene 2. «/uacnocmuxay 0O
Pexomenayercs ManuMeHTaM  MYXCKOTO  Ioyia ¢ MYKOBHMCLIMJIO30M,  HMMEIOLIUM
a300CIEePMHIO/KPUIITO300CIIEPMHUIO, TpOBeAeHUE Ouorncuu TecTukyn (¢ 18-nmetHero Bospacrta). Ilpum

IIOJIyYE€HUH CIIEPMATO30UI0B, IPUTOJHBIX AJIS OIJIOJOTBOPEHMSI, BOZMOKHO UX MCIIOJIB30BAHKE B IIPOLIEYPAX

OKO/ICSI (1 kproKoHCepBalys IPU BO3MOKHOCTH U HEOOXOAUMOCTH), TIPU OTCYTCTBUHU CHIEPMATO30UI0B —

PEKOMEHIOBAaHO HCIIOIb30BAaHUE JOHOPCKUX ramer B nporpammax BPT g coxpaHeHus BO3MOXKHOCTH

neropoxaenus [101,104,130].

YYP-C, YA -5).

. PexkoMenayercst manyeHTaM MY)KCKOTO Iojia B BO3pacTe ¢ 15 JeT ¢ MyKOBHCLHIO030M 0€3
a300CMEPMUH/KPUNITO300CIIEPMUN  KPUOKOHCEpPBALIMA CHEPMAaTO30UI0B (110 BO3MOXKHOCTHU
paHHss) U1 TOCIenyouero ux ucnois3oBanus B nporpamMmmax OKO/ICSI nist Bo3mokHOCTH
JIETOPO’KICHUS, B YACTHOCTH Y HocUTesel nmaroreHHoro Bapuanta 3849+10kbC>T B rene CFTR
[99,303].

YYP-C,YAd-4).

3.6 bepeMeHHOCTH IPH MYKOBHCHHI03€

IInanuposanue bepemenHoCmu Y JHCEHWUH C TI0ObIM MAICENbIM IKCMPALEHUMANbHBIM 3a001e6aHUeM

A6NAemcs 6aX:CHbIM qbalcmopom npoqbwlakmuku OCJIOHCHEHHO20 mMeYeHUA 6epeM6HHOcmu u 3aj1020mM

ycnewHoz2o eé 3agepuienus.  Iloocomoska Kk OGepemeHHOCMU OO0NNHCHA NPOBOOUMCA NO Mpem

HanpaejlexHuim.

° T'enemuueckoe KOHCYy1bmupoeanue ¢ UYeiblo YMmMOYHEHUA pPUCKA poofcdeHuﬂ pe6em<a C
Mykoeucuudos'wu.

° OueHKa KJIUHUYeCKozcOo U gbyHKL;MOHaJleOZO COCMOAHUA nAYyUeHmKu.

- 8eco-pocmoeble xapakmepucmuKku

149



- nokasamenu pecnupamopHou QyHKyuu

- uH@eryus OblxamenbHbiX nymell

a Coyuanvras adanmayus (NOMOWb 8 NOHUMAHUU NOCAEOCMBULL NPUHAMO20 PeuleHUs)
Iayuenmka 0ondxcua 6vblmb 0CB0OMIEHA O BO3MONCHOM B3AUMHOM GIUAHUU MYKOBUCYUOAO03A U
bepemeHHOCMU, pUCKe POAHCOeHUs peDeHKa ¢ MYKOBUCYUoo3om. Ilpunumas 60 eHUMauue Haluyue
msiceno2o Hedyea y mamepu, ciedyem YMOYHUMb, KMO Npu HeobXxooumocmu, Oyoem OKaA3bleambv
nomowb 8 yxooe 3a pebenxkom. CyuwecmeeHHbIM MOMEHMOM NpU MANCENIOM MmedeHUuUu 3a0071e6aHUs.
a6715emcs NIaHuposanue 6yoyuje2o 0jisi pedeHKda.

Bo epemsa OepemenHocmu OviXxamenvbHas CUCMEMA JHCEHWUHb Npemepnesaem 3HAYUMeENbHbLE
anamomuveckue u YYHKYUOHAIbHbIE USMEHEHUSL:

Iloovem ouaghpazmul 0o 4 cm

Cnuorcenue OEJI, ®OE, OO

Veenuuenue munymmou enmunsayuu
Pocm nompebnenus xkucnopooa

T'unepcexpeyus u omex cIU3UCMOL ObIXAMENbHBIX Nymell (NPeuMyujeCmeenHo 8 mpemvem mpumecmpe).
CHudicenue 1e2ouHblX 00beM08 8 couemanuu ¢ bpouxuanvhou oocmpykyueti (ODPB1<50%) svizvisaem
3aKpvimue MeiKux OblXxamenbHvlx nymet (<2 Mm) 60 8pemsi CHOKOUHO20 6bl00XAd, 00 OOCHMUICEHUS
JIe20UHOU cucmemol mouku paguogecusi (m.e. docmudicenusi ®OE). Pannuil sxcnupamopHulil KOJLIAnce
npueoouUm K 3ampyOHeHUr) OMXONICOeHUsT MOKPOMblL V NAYUEHMO8 C MYKOBUCYUOO30M. B ciayuae
BbIPANCEHHBIX 0OCMPYKMUBHBIX HAPYUEHUL 8bICOKA ONACHOCMb PA3GUMUL MYKOCMA3d, 000CMPEHUs.
UHMEKYUOHHO20 npoyecca, a MmaKxice UMEeHeHUs: OUuPOy3UuOHHO-NEPPYIUOHHBIX OMHOWEHUT U
Pazeumusi apmepuaibHoll SUNOKCEMUU.

DHepeemuueckue 3ampamvl OpeaHU3MAa Mamepu U Ni0od, 603pocuiue 60 6pemsi bepeMeHHOCmU,
mpebytom oonoanumenbHo2o yceoenus 300 kkan/cymxu. BuewmecekpemopHas HeOOCMAamouyHOCMb
NOOHCEYOOUHOU JHcenesbl, NPUBOOAWAs K Manboucecmuu u maibabcopoyuu, mpebyem o0cobOeHHO20
BHUMAHUS K BONPOCAM NUMAHUSL U 3AMeCMUMENbHOU Mepanuu y NayueHmox ¢ MyKOGUCYUOO30M 60
gpems bepemeHHOCmU.

Bo epemsa 6Gepemennocmu ysenuuusaemcs o0veMm YUpKyIUpyrowelu Nnaasmsl, 4mo npueooum K
VBEeIUYeHUI0 4aCmOmbl CepPOeyHbIX COKpaweHull u yoapHozo obvema. Mexanuueckoe coaenenue
PACMYWuUM NA000M HUJCHEL NOJIOU 8eHbl Gbl3bleaem OONOIHUMENbHOe YeeludeHue npeoHazpysku. y

nayueHmok, cmpa@arowux MANCENOU Ne20YHOL namwzoeued, amo mooirem npueecmu K paseumuro
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JIC2OYHOU  2UNEepmeH3uU, nepespyske Nnpasvlx  Omoenos  cepoyd, pazeumuem  CepoeyHoll
neoocmamoyunocmu [304,305].

(Dal{m0pbl PUCKA HCU3HEYZPOHCAIOUIUX 0CNI0MCHEHUTL

Haubonee 3nauumvim ¢hakmopom, CHUMCAOWUM NOKA3AMENU BbIHCUBAEMOCU ) POOUSULUX HCEHUYUH,
saensemcs unguyuposarnue ovixamenvuwvix nymeti Burkholderia cepacia complex.

Lpyeumu pakmopamu, onpedenarouumu HeO1a20NPUAMHBIU NPOSHO3 NPU OepeMeHHOCIU ) NAYUEHMKU
C MYKOBUCYUOO3Z0M, ABTIAIOMCSL:

Cruorcenue ODB1 menee 50% om 0ondcno2o

Huskuii nympumusnwiti cmamyc nayueumxu, npubasierue bepemeHHou 6 sece menee 4,5 ke

Jlecounas eunepmensust

HUnghuyuposarnue ovixamenvuvix nymeti Burkholderia cepacia complex.

Caxapwuwiii ouabem [306].

O Jlns ompeneneHUs pucka poxkaeHUs peOeHKa C MYKOBUCIHUAO30M, PEKOMEHIOBAHO IPOBECTH
TeHETUYECKOE UCCIIeIOBaHUE OyIyIero oTia peOeHKa, TaK KaK B ClIyuyae BBISIBJICHUS y HETO MyTallld B
reae MBTP, puck poxnenus 6oiapHOro pedberka cocraBut 50% [304].

YYP-C, VIO -5).

KommenTapuii: ciedyem makowce coobuums nayueHmke, 4mo oadce eciu pe3yivmam aHaiusd no
8bIAGIEHUIO HAUOOIee YaACbIX MYyMAayuil OmpuyamenbHblll, 0CMaemcs puck HOCUmMeIbCmed 6mMopbim
pooumenem pebeHka HeuzgecmHou mymayuu. B smom ciyuae neobxooumo oanvHetiuiee 2enemuieckoe
uccneoosanue cena MBTP. Eciu émopou pooumens He A615emcsi HOCUmenem Mymayuu MyKosucyuoosda,
mo pebeHok 6yoem 06auUcamHbIM HOCUmMenem 0OHOU U3 Mymayuti mamepu, eHoOmunu4ecku 300pPO8bIM.
0 TIlauMeHTOK, TJIAHUPYIOIMUX OEpPEeMEHHOCTh, PEKOMEHJOBAHO BECTHU MYJIbTHUIUCIUTUIMHAPHON
KOMaHOW CIEIUAIMCTOB B CBS3M C TEM, YTO OEpeMEHHOCTh Ui MalueHTOK ¢ MB sBusercs
JIOTIOTHUTEIHHON HATrPY3KOW MPU UMEIOIIEMCSl XPOHUYECKOM 3a00JIeBaHUH, KPOME TOr0, HEOOXOAUMO
TIIATENLHO MO0 PATh JICKApCTBEHHBIC MTpemapaTsl A1 Tepanui MB ¢ yaetom ux 3G pexTuBHOCTH st
YKEHIITUHBI 1 O0e301acHOCTH 11 mionaa [304].

YYP-C, Y1 -5).

KommenTtapuii: napaoy ¢ nabaiodenuem u nevyeHuem y 8paua-nyibMOHONI02a4 CaAMOe NPUCMATIbHOE
gHUMaHUe cledyem Yyoenumsv oOyenke HympumusHo2o cmamyca. Qbs3amenvHa KOHCYTbMAYUs
gpauaouemonoza. Ilpu neobxooumocmu HasHavaemcs ieyeobHoe numaHue.

Onmumuzayuu cocmosiHus 300p06bsi (N00AGNIeHUe XPOHUYECKOU UHeKkyuu, yiayuuienue @yHKyuu

6HEUIHECO 0blxaHuﬂ, Komnencayust caxapHhoco 0”61681’1’!61, aoekeamuoe numanue u Hopmaausayus

151



npoyecco8 nuuesaperus) noevluidem WAaHcbl Ha CKopoe HAcmynjieHue OepeMeHHOCmU U A6IAemcsl
npogunakmuxou obocmpeHusi OONe3HU, UMO NO360MAEM CHUSUMb MEOUKAMEHMO3ZHYIO HASPY3KY 8
nepeom mpumecmpe, 6 nepuod opearozeresa. Jleuenne MyKoOBUCIII1032 BO BpeMs 6epeMeHHOCTH

*  PexomeHOBaHO aJieKBaTHOE (B MOJIHOM 00BeMe) JICYCHHE MYKOBHCIIMI03a Y MalueHToK ¢ MB u
OEpEeMEHHOCTBIO, 4YTO SIBJIICTCSI OCHOBHBIM METOJOM MNPO(MUIAKTHKH OCIIO)KHEHHOTO TCUCHHSI
OepeMEeHHOCTH U JiedeHHsI (PeToTuTalieHTapHoN HemocTaTroaHoCTH [304].

YYP-C, YA -5).

Kommenrapumu: ocobennocmu @usuonocuueckoi aoanmayuu K OepeMeHHOCmU, Y8eludusaroujue
Haepy3Ky Ha cucmemsvl ObIXAHUs, KPOBOOOpAeHUs, mpebylowue Y8eauye s SHePeemuieckKux 3ampam
opeanuzma mamepu, onpeoesiion HeodX0OUMOCHb 3HAYUMETbHO2O PACUUPEHUSL NPOSPAMMbL JledeHUsl
amotl epynnsl nayuenmox [304].

Heobxo0umo makcumanvHo ygeauyums Kaiopaxic CymouyHo20 pAayuoHa OepeMeHHbIX, UCNONb3YA
8bICOKOKANOPULIHbLE NULYEBbLE O0DABKU, NPOOOINCAMb 3AMECMUMENLHYIO (DEPMEHMHYI0 Mepanuio u npu
HeoOX00uMocmu aHmayuoryto mepanuro. B ces3u ¢ evicokou cmenenvo NpOHUKHOBEHUS OIOKAMOPO8
H>-peyenmopos uepe3 niayenmapmvlil  Oapvep, PEKOMEHOOBAHO 3AMEHUMb UX USUOUMOpAMU
NPOMOHHOU NOMNbL.

* PexomeHn0BaHO Mpu HEOOXOJUMCTH Ha3HAUYEHHs JIEKAPCTBEHHOW Tepanuu OepeMEHHbBIM
nanueHTkaM ¢ MB ocymectBisaTes Bbi0op JIC B cOOTBETCTBUY € KiIacCUpUKaluel papMaKoIOorH4ecKux
MIPEnapaToB MO CTENEHW BO3ZMOXKHOTO PUCKa JUIA MJI0JA C LEJNbI0 MPEeayNpeKIeHUs PeTOTOKCUIECKUX

addexron [304,307].

YYP-C, YA -5).

KommenTapun:

Knaccugurayus nexapcmeennoeo ywepba onsa niooa:

Kamezopusa A Puck mano eeposimen

Kamezopua B B ucnvimanusx na #cueomuulx npenapam 0e38peoeH, KIUHUYeCKUe UCNbIMAHUs He
NPOBOOUNUCH

Kamezopua C B ucnvimanusix Ha H#CUBOMHbIX OOKA3AH NOMEHYUATbHBIN PUCK OISl NA100A; KIUHUYEeCKUe
UCNBIMAHUA He NPOBOOUTUCH

Kamezopus D Jlokazan nomeHyuanvHulil puck O01s niooa, KIuHuveckuul s¢gexm npenapama
npegvluiaenm NOMeHYUaIbHbll PUCK 015 NA100d,

Kamezopusa X Puck onsa niooa 0okazan u npegvluiaem aevebnoe oeticmsue npenapama.
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U3 nepeuucnenuvix epynn moavko npenapamvl epynnel X NOJIHOCMbIO UCKIIOYAIOMCA 60 6peMs

bepemennocmu.

Jnsa neuenus XpoHuuecKkoeo UHOUUUPOBAHUSL ObIXAMETbHBIX NYMel 30J10MUCTbIM CMADUIOKOKKOM U

Hegepmenmupyrowel I pam-ompuyamenvHol NALOYKOU (MpeuMyuecmeeHHoO CUHeSHOUHAS UHGeKyus)

80 8pems bepeMeHHOCmU, He0OX00UMO AKMUBHO NPOOOINCAMb MAOIEMUPOBAHHYIO, BHYMPUBEHHYIO U

UHEATIAYUOHHYIO AHMUOAKMEPUATLHYIO MEPANULO.

K anmubuomuxam xamezopuu B ommuocamca 6ce npenapamvl u3z epynnvl NEeHUYUILIUHOE U

yeanocnopunos, a maxkice meponenem™*, azumpomuyun™**, spumpomuyun, azmpeonam

(NPOMUBONOKA3AHUS: SUNEPUYBCIEUNENbHOCHIb)

K anmubuomuxam xamezopuu C omnocamcs 6ce npenapamsi u3 epynnsi hmopxXuHoIoHOS,

CYIb@Oanunamuoos, a maxoice umunenem/yunacmun **, Kaapumpomuyun **,
cenmamuyun **, eaukomuyun **, 1unezoaud** (npomusonokazanus: eunepuyscmeumenrbHoOCmy).

K anmubuomuxam xamezopuu D omuocamcsa 6ce npenapamvl U3 2pynnvl MempayuKiuHos,

AMUHOSIUKO3UOO8, KpoMe 2eHmamuyuna™*, a makodice cyrb@anuiamudsbl 8 no30HUe CPOoKU

bepemennocmu.

Hneanayuonnas gpopma mepanuu npuobpemaem ocobeHHoe 3HaAUeHUe 80 8peMsi bepeMeHHOCMU, MAaK

KaK no3eojsiem 00CMmasisimb Npenapamvl 8 OPOHXUALIbHOE 0epeso, 6 MeHbUlell CMEeNneHU NOGbIULASL

NOPO208YI0 KOHYEHMPAYUIO 8 KDOBU.

Kenwunwvi, ungpuyuposannvie neepmenmupyroweti I pam-ompuyamenvnou aopot, HyHcoaromes 6

npoGedenUul  HeCKOIbKUX KYPCO8  GHYMPUBEHHOU  AHMUOAKMEPUATbHOU — mepanuu  3d  8pems.

bepemeHHOCU C Y4emOoM 803MONCHO20 pucka 0isi nioda. Yawe ececo npumensiomes yepmaszuoum**,

yeghenum™*, meponenem ** (npomusonoxazanus: cunepuyscmseumenvrocms) [304,307].

Knneuneparmn MAIUEHTOK ¢ MYKOBHCIIH/T030M BO BpEM 6epeMeHHOCTI/I

O Ilpu OGepemeHnHocTH mnamnueHTkamM ¢ MB pekoMeHI0BaHO MaKCHUMallbHO WHTEHCHU(PHUIMPOBATH
MIPUMEHEHNE MYKOJIMTUYECKUX MPEenapaToB U KUHE3UTEPANIUU JUIsl COXPaHEHUS JAPEHAXXKHbBIX (QYHKIIUN
OponxuanpHoro aepesa [304,307].

YYP-C,¥aa-5).

KommenTapum: eoiceonesnvie 3anamus Kunezumepanuei cnedyem HpPOOOINCAMb U 60 6peMs
bepemennocmu. /[vixamenbHble ynpasdcHeHus He O0JICHbL 8bI3b18AMb YMOMIEHUS UTU OObIUKU, NOPAOOK
UX GbINOJIHEHUs crnedyem NPUucnocabaueamsv K UHOUBUOYATLHBIM OCOOEHHOCMAM NAYUEeHMKU.
Heobxo0umo obecneuums 603MOINCHOCMb GbINOIHEHUS ObIXAMENbHBIX YNPAICHEHUL NPU PA3TUYHBIX

NOJIOHCEHUAX miena (cudﬂ ujau Jze:»ca). Omum mpe606anzM coomeemcemeyronm maxkue mexHUuKu
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KUHe3umepanuuy, Kax YUKl aKmueHo20 ObIXaHUs U aymoceHHwll OpeHadic. Tepanus, ¢ nomowwio
ObIXAMENbHBIX MPEHANCEPOB, CO30AWUX BUOPAYUU OPOHXUANLHOU CMEHKU U/UTU NOTONCUMENbHOE
oasjieHue Ha 8bl0oXe, 8 MOM HUCle, C KOHMPOIeM U pe2yiupo8anHueM 3mo2o 0asieHus (cneyuanibHole
macku, PARI PEP I, PEP S cucmemsi, Tpenasicep Ovixamenbhbvllli ¢ NepemMeHHbIM NOAONCUMENbHbIM
oasnenuem Ha 6v100xe PARI 0-PEP mun 018 (¢prammep) u op.); nozeonsem yseauuums OPeHAHNCHbLL
ahhexm BbINONHAEMBIX OLIXAMENbHBIX YAPAICHEHUIL.

Edceonesnvie usuueckue ynpaxcHeHus maxoice Yayuuarom OpeHaxtc 6pOHXUAIbHO20 depesd,
00HAKO u3uuecKas Hazpy3Ka He OOJIHCHA ObIMb MAKCUMATLHOU, MAK Kak Ha ghone nonudxcenuss POE u
nosvlueHUss NOmpeoOaeHUs. KUCIOPOOa CYWecmeyem ONACHOCMb PA38UMUsL KUCTOPOOHO20 20100aHUS
014 nnoda. B kauecmee Ounamuieckux ynparcHeHUutl MOJCHO PeKOMeHO008amb NiA8aAHUe, SUMHACTUKY.
B komnnexc eumnacmuku Heo6xo0uUMo BKIOUUMb YNPANCHEHUS NO YKPENJIeHUI0 MblullY MA308020 OHA
[308].

Poabl

O bepemennsiM ¢ MB pexoMeHIOBaHO IUTAHOBOE poJiOpaspelieHue (MporpaMUpOBaHHBIE POIIbI)
BCJIC/ICTBHEC HAJTMYHUS TSHKEJIOTO SKCTPAreHUTATBHOTO 32a00JIeBaHMUsI, 00YCIIaBIIMBAIOIIETO PUCK PA3BUTHS
OCIIO’KHEHUH ¥ BOSHUKHOBEHUS HEOOXOIMMOCTH SKCTPEHHOTO OKa3aHUs aKyIIEPCKUX MOCOOMit
[304,307,309].

YYP-C, YA -5).

KommenTapumu: poosl crnedyem eecmu uepe3 ecmecmeeHHbie pOO0Gble NYMu ¢ MOHUMOPHBIM
KOHMpONieM 3a COCMOAHUEM POd*CEeHUYbl, cepoyebueHuem niooa U Xapakmepom poooeol
oesmenvrocmu. llpu msascenom meuenuu 601e3HU HEOOXOOUMO O2PAHUYUMY ONUMENbHbIE U CUTbHbLE
nomyeu. C 3moti yenvo peKkoMeHO08aHA SNU3UO- UNU NePUHEOMOMUSL.

IIposedenue kecapesa ceueHus y NAYUEHMOK C MYKOBUCYUOO3OM C8A3AHO C BbICOKUM PUCKOM
UHDEKYUOHHBIX OCNONCHEHU, HAPYWEHUsT OPOHXUALHO20 OpeHaxdca U YCUleHUs OpPOHXUANbHOU
oocmpykyuu. OzpaHudenue Quauueckou aKmusHOCMU 8 pPAHHeM NOCIeONnepayuoHHOM nepuooe U
Oonegvle ougyuweHus, nPosoyUupyemvle Kauiiem, 3ampyoHsaIon 0OmxoxicoeHue MOKpomol.
Tepanesmuueckumu noKazanusmMu 05 npo8eoeHUsl Kecapesa ceyeHuUs A81a10mces Haaudue CHOHMAanHo20
NHeBMOMOPAKCca 8 aHamHese, OblXameibHas HeOOCMAmMO4YHOCMb CO CHUMNCeHUeM camypayuu Hudxce 92%,
nokasamenu QyHKYuu eHeuine2o ovixanus mernee 50% om 00NHCHBIX GENUUUH.

Axywepckue  nokazamus 01 AOOOMUHANLHO20 — POOOPA3PEUleHUs:  OeKOMNEeHCUPOBAHHAs
pemonnayenmapHas HeOOCMAMOYHOCMb, OCMPAs SUNOKCUS NI00d, YNOPHAS C1aboCmb poO08oll
oesmenbHOCmU.
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IIpeonoumumenvhwiii Memoo 006e3001usaHUs o008 U Kecapesda cedeHus - INUOYPAIbHASL AHeCme3us.

ITocneponoBblii nepuoa

ad [Tocne poxxneHust peGeHKa peKOMEH/I0BaHO HE CHHYKATh MHTEHCUBHOCTH ITPOBOIMMOM TEeparuy,
TaK KakK 3a00Thl O HOBOPOXKJICHHOM MOTPEOYIOT OT MalueHTKH 0oibiuX (puzndeckux cui [304,307].
YYP-C, YA -5).
Kommenrapmii: napywenue pescuma cHa, numauus, NOCMOSHHAS 3AHAMOCMb  3ACMABIAIONM
nayueHmox npeHedopezamov pe2yispHol KUueH3umepanuel, nponycKkams Kypcvl aHmMubaKmepuaibHo20
Jleuenus, Ymo npueoouUm K CHUMNCEHUIO 8ecd, YXYOUeHUI0 pecnupamopHoll QQYHKYUU.
K naxmayuu u epyonomy 6ckapmauéanuio y poounrbHuy ¢ MyKOBUCYUOO30M Caedyem NoOX0O0umbv
UHOUBUOYANbHO. Bonvuwuncmey makux poounvhuy Jnakmayusi He npomueonoxazauma. OOHako npu
MANCENOM MeYeHUU 3a001e8aHUSA U PAZBUMUY AKYULEPCKUX OCTIOHCHEHULL, NOMPeDdo8asuiux 00CPOUHO20
PoOopaspewieHust, 603HUKAOM NOKA3AHUSL K 8bIKIIOUEHUIO TAKMAYUU.
Obcyorcoas ¢ nayueHmroll ¢ MyKOBUCYUOO30M ee JCellaHue CIams Mamepblo, HeoOX0OUMO YMOYHUMb,
8 KaKolU CmeneHu ujeHvbl CembU 20MO8bl NOMOUbL 6 YXode 3a pebeHKOM, Maxk Kak 3abomvl o
HOBOPOIICOCHHOM NOMPEOVIOm OONbUUX PUIUYECKUX CUIL.

3.7 [lanauaTuBHAA TOMOIIH

Hannnuamusnas nomoulb nayuermam c MyKOGuCL;MOOffOM oKasvleaenicia  HdA OCHOB8AHUU

COOMBEeMCMBYIOWUX HOPMAMUBHBIX OOKYMeHmOo8 (cm. Tlpunoscernue A3).

4. MeauuuHcKasi peadMIMTALMS W CAHATOPHO-KYPOPTHOE JIeYeHHe, MeIULUHCKHUE
NMOKA3aHWUSI W NPOTHBONOKA3aHUA K TPHUMEHEHHI0 METOJ0B  MeIMLHUHCKOMN
peadMIMTALMM, B TOM YMCJe OCHOBAHHBIX HA HCHOJb30BAHMHU NPHUPOAHBIX Jie4eOHBIX
(¢axropos

Ilayuenmam ¢ MB  pexomendyemcsi  npogedenue  UHOUBUOYANLHO  NOOOOPAHHLIX

PeadbunumayuoOHHbIX MEPONPUAMULL, HAYENeHHbIX HA NO0OePIHCaHUue 1e204YHOU PYHKYUU.

5. IIpodpunakTuka u JAUCNIAHCEPHOe HAaOJJeHHe, MEIUUMHCKHE TMOKA3aHUA H
NMPOTHBONOKA3AHUSA K IPUMEHEHHUI0 METOA0B NPOPUIAKTUKHA

Cnoco6oB mnepBuuHoii npopuiaaktuku MB — He cymecrByer. B kauecmge mep eémopuyHou
npoGUIAKMUKU IMO20 3a00Ne8aHUsL 8bICINYNAION:

1) oopooosas ouaznocmuka u
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2) neonamanvhas ouacnocmuxa MB.

i PeKOMeHIIyeTCH BCCM IMMalMMCHTaM ¢ MYKOBHUCIIUI030M, INIAHUPYIOIIUM ACTOPOXKACHNUEC, KOHCYJIbTallsa

Bpaya-reHeTUKa U MOJIEKYJISIPHO-TEHETHUECKoe O0CIeJOBaHUE CYNPYTH/Cynpyra Ha HOCHTEIbCTBO

mytaimii tena CFTR. B ciydae oOHapy)XeHUS TATOICHHBIX BapUAaHTOB PEKOMEHIYETCS

MpeuMITIaHTaIMOHHOE reHeTnyeckoe TectupoBanue (I1I'T-M) nva MB [2,101,130,303].
YYP-C, VI -5).
Ilpogpunakmuxa Ilcesdo-bapmmep cunopoma
. PexoMeHnoBaHbI crieayromue Mepsl utst mpodruiaktuku [lceBno-baprrep cunapoma:
o CBoeBpeMeHHast AMarHOCTUKA MYKOBHUCIIMA03a; O
WNudopmuposanue poxuteneit o cumnromax [16C;

o  KoHTpoisb ypoBHS 3JEKTPOIUTOB KPOBH OCOOCHHO Y JIeTEi paHHETO

Bo3pacta; o [Ipodwmiakrnyeckoe Ha3HAYCHUE HATPUS U3 pacdera 1-2

MMOJIB/KT/CYT B BHJI€ TTIOBapeHHOU com (1/5-1/6 qaiftHOH JIOKKH

npuMepHo cooTBeTcTBYeT 15 Mmonb NaCl), conieBbIX pacTBOpPOB,

npeIHa3HAuYCHHBIX IS TIEPOPAIbHON peruaparanu [2].
YYP-C, YA -5).
Bakuyunayua
H3z6ecmno, umo doemu ¢ MyKOBUCYUOO30M AGIAIOMCI SPYRNOL PUCKA NO PA38UMUI0 UHDEKYUOHHBIX
3a601e8aHUL U HOCUMENbCMBA MAKUX MUKPOOpeanu3mos, kak S. aureus, H. influenzae, S. pneumoniae,
MYKOUOHBIX U HeMyKouoHvlx ¢opm P. aeruginosa u Burkholderia cepacia complex. Bwvicoka
PAcnpoCmpanenHoCmy cpeou dMux oemell CONYmcmeayouell XpoHuieckol namonoauu, ycyeyonsaouet
msdcecms meuenus uHgekyuu u npeopacnonazaroueti K 603HUKHOBEHUIO PA3IUYHBIX OCLONCHEHUII.
Ipogpunaxmuxa ungexyuii y nayuenmos ¢ MB 0ondxcHa ocyuecmenamocs He dNU300udecku, a nymem
NIAHOMEPHO20 BbINOJHEHUSL MEPONPUAMUL, NPeOYynpedcoarwux pacnpocmpanenue uHgexyuu, a
makdice Mep, NOSLIUAWUX 00wV U CHeYUu@UUecKyr0  CONpOMUBTIAeMOCHb  OpPeAHUZMA.
Dhexmusnvim  cpedocmeom 6 npedynpedicoeHuu  UHGEKYUoOHHOU 3abonesaeMocmu  A6IAemcs

BAKYUHONPODULAKIMUKAL.

i PGKOMCHHOBaHO MPOBCACHNUEC BaKOWHAIIMKW COITIACHO HAIIMOHAJIBHOMY KaJICHAAPKO IIPUBHBOK H

KaJICHAAapro HpO(I)I/IJ'IaKTI/I‘-ICCKI/IX MPUBUBOK MO 3MUACMHUYCCKUM IMOKAa3aHUAM. BaKI_[I/IHI/IPOBaTL JIeTen

pekoMeHyeTcst B (ha3zy pemuccuu, Ha (GoHE CTAOMIBHOTO COMATHYECKOTO COCTOSIHHS M MPOBOAMMOMN

tepanuu [310,311,312,313].
YYP-C, Y14 -5).
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Kommenrtapmii: npomusonokasanus: unoueuoyaivHas HenepeHoCumocms.

- Ilayuenmol ¢ XpOHUYECKUM 2enamumom, 8 m.y. ¢ HAUUHAIOWUMCS YUPPO3IOM NeyeHu MO2ym Oblmb
npUSUMbL 8 Nepuode PemMuccul Ui HU3KoU AKMueHOCMU 3a001e8aHUs HA (QOHe BbIPANCEHHO20
CHUDICEHUSL YPOBHS MPAHCAMUHA3 00 MAKCUMATLHO OOCMUNCUMBLX geudun [312].

- Tepanus kopmuxocmepouoamu Ol CUCMEMHO20 NPUMEHEHUs NPUBOOUM K BblPANCEHHOU
UMMYHOCYNPECCUU TUlb NPU UCNOTIb30BAHUU BbICOKUX 003 (MpeOHu3onon™** >2 me/ke/cym unu 20
me/cym ons pebenka secom >10 ke) 6 meuenue 14 oneii u 6onee. Takum demsam youmole 8aKyuHvl
8800sMCS 8 0DbIUHBIE CPOKU NO 8bI300POBIIEHUU, JICUBbLE AKYUHBI 660051M He panee, yem uepe3 |
Mecay om oKoHuaHus n1eyenus. Kak scusvle, max u UHAKMUBUPOBAHHbIE 8AKYUHBL 86005M 8 0ObIYHOM
nopsoKe quyam, NOJY4aroOuuM Cmepouonvlie npenapamol. KpamrkospemeHno (0o 1 nedenu) nobdwvie
003bl, Kypcamu OIumenbHOCmblo 00 2 Hedelb HusKue uiu cpednue (00 1 me/ke npeonusonona™**)
003bl; OUMenbHO nodoepxicusaiowue 003wl (Hanpumep, 5-10 me npednuzonona™* uepes denv); 6
Kayecmee 3amMecmumenvHol mepanuu HusKkue (Quzuonocuieckue) 003bl, MECMHO. HAKOICHO,
UH2ATIAYUOHHO, 8 8UOe 2IA3HbIX Kaneib, 6Hympb cycmasa [312].

- Ilayuenmam, Komopuvlm nianupyemcs: nposeoexue mpaHCnianmayuu opeaHos (neuensv, jiezkue),
cedyem nposecmu 8aKYUHAYUIO 00 NPOBEOeHUs. ONepayuu, 8 Césa3u ¢ OalbHeluuuM npuUmMeHeHuem
Yumocmamuyeckol mepanuu no 0OUenpuHAmMsbIM NpU MPAHCNIAHMAYUU OP2AHO8 PEKOMEHOAYUIM
[310,312,314].

. PekoMengoBaHa BakiuHAIMS MAUEeHTOB ¢ MB mpoTHB MHEBMOKOKKOBOM HWH(MEKIHH C LEIbI0
npeAoTBpaiieHus WH(eKud, BbI3BaHHBIX S.prneumoniae[310,312,314,315,316,317,318,319,320]
YYP-C, Y14 -5).

Kommenmapuii: onsa eaxyunayuu demeti 0o 2 nem ucnonv3yemcs 11He6MOKOKK08AS KOHBIO2UPOBAHHAS

saxyuna (IIKB — 13). Cxema 3asucum om ospacma Havana ummynusayuu. Baxyunayus nposooumcs

CO2NIACHO UHCMPYKYUU K Npenapamy.

YV oemeii cmapwe 2 nem, 603mooncno npumenenue Ilneemokokkosou noaucaxapuonou eaxyunwt (I111B —

23) 00HOKpamHo, ¢ NOBMOPHBIM 88edeHuem uepes 3-5 nem.

Baxyunayus e3pocavix nposooumcs npu OmMCymcmeuu UMMYHU3AYUU HPOMUE NHEEMOKOKKOBOLU

ungpexyuu I[IKB — 13, 3amem uepes 12 mecayes sgooumcs II1IB — 23 ¢ pesaxkyunayueii uepes 4-5 nem.

Lpu yoice umerowetics npesicHeri 6aKYUHAYUU NPOMUB NHEBMOKOKK080U ungexyuu sgooumcs IT1B — 23,

0OHOKpAamHo, ¢ pesakyunayuei yepes 4-5 nem [317].
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. PexomennoBaHa BakmWHAIUS TPOTUB TPUIINIA C LEIBI0 MPEJOTBPAIICHUS CE30HHOTO TPUIIIA H,
COOTBETCTBEHHO, OOOCTPEHHUS XPOHHYECKOTO BOCHAIUTEIBbHOTO mporecca B Jerkux u OHII y
nanuentoB ¢ MB [314,319,321,322,323].

YYP-C,¥YII4-5).

Kommenmapuii: Bakyunayus npomue epunna cex 603pacmHulx pynn npogooumcs 3 u 4 6aieHmusimu

UHAKMUBUPOBAHHBIMU 8akyuHamu [ paz 6 200, ocenvio, 00 Hauala snudemuu epunna. emsm

OOUIKOTIbHO20 803PACMA, KOMOPbLE NEPBbLUL PaA3 HAYAIU BAKYUHUPOBAMbCS NPOMUB 2PUNNA, He0OX0OUMO

ssedenue 08yx 003 no 0,25 mn ¢ unmepsaniom 4 neoenu.

Ilpu smom 6 nacmosiwee 8pemsi HEOOCMAMOUHO PAHOOMUZUPOBAHHBIX UCCIEO08AHULL, OOKAZLIBAIOWUX

aghhexmuernocms 6aKyuHAYUYU NPOMUE SPUNNA, YO CEA3AHO C HeDOILUUUM KOIULECTBOM NPOBEOCHHbIX

uccne0o8anull U HU3KUM ux xavecmeom. Ecmb neobxooumocms 6 nposedenuu ucciedosanuii bonee

8blcok020 Kawecmaa [323].

. PexomennoBaHa BakIMHAIMS MPOTHUB reMO(UIbHONH MH(EKIUU TUMA b C 1ENbI0 MPeIOTBPAIICHUS
nHpeknwii, BeI3BaHHbIX H. influenzae [314,320,324,325,326].

YYP-C,YI1-5).

Kommenmapuii: nposooumcs MOHOBAKYUHAMU UL 8 COCMABe KOMOUHUPOBAHHBIX 8aKkyut. [Ipunumas

80 BHUMAHUE B8AJICHOE KIUHUYECKOe 3HAYeHUe UHpeKYyUll, 8bI36AHHBIX 2eMOPUIbHOU narloukol muna b,

sakyunayusi nayuenmos ¢ MB Oondcna Ovimb  Hauama 6 MAKCUMAIbHO PAHHUe CPOKU,

npeoyCMompeHHble HAYUOHAbHBIM KAeHOapem NPUBUBOK (C MPexmecauHo2o 603pacma), mpexKpamuo

c unmepsanom & 1,5 mecaya, pesakyunayus nposooumcsi yepes 12 mecayes nocie mpemueii NpUSUSKU.

Ilpu nauane saxyunayuu 6 6—12 mecayes dHcuzHu 0OCMAMOYHO O08YX UHBEKYUl ¢ unmepeaiom 1—2

Mecaya u pesakyunayuu uepes 12 mecayee nocie emopoi 003vl. I[locne 2o0a eaxyuHupyiom

O0OHOKPAMHO.

. PexoMeHnj0BaHa BaKITWHAIUS IPOTUB BETPSHOM OCIIHI C IIEJIBIO MPEIOTBPAICHUS JTAHHOTO 3a00ICBaHUS
u ero ocnoxHenui [310,327].

YYP-C,YI1-5).

Kommenmapuii: saxyunayus oemeti ocyujecmensemcs ¢ 12-mu mecayes #CUu3Hu co2iacho UHCMpyKyuu

no npumenenuio npenapama. Taxoice noxazano npogederue dKCMPEHHOU NPOPYUIAKMUKU BEMPAHOU

OCNnbl KOHMAKMHLIX Oemell, He Npusumslx 6 meyeHue nepgvix 72- 96 uacoe nocie KoHmakma c

3a601e8UUM 8eMPAHOU OCNO.
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Ocoboe 3nauenue unghexyusa Varicella zoster umeem y nayuenmog nocie npogeoeHusi mpaHcniaumayuu

U NOYUAOWUX Npenapamsl epynnvl KOPMUKOCMepouosl O0iisi CUCEMHO20 NpUMEHeHUs, Kpome moz2o,

ONUCAHBI NOBPENHCOEHUS 1e2KUX HA (PoHe 3a001e8anUsl 6eMPSAHOL OCNOU 8 NONYIAYUU E3POCIIbIX IOl

. PekoMenioBaHa BakIMHAIMS TPOTHB MEHUHTOKOKKOBOW HWH(EKIUU C IIeNbI0 MPEIOTBPALICHUS
MEHHUHTUTOB U €ro oclIoxHeHu [328].

YYP-C, Y14 -5).

Kommenmapuii: oonyckaemcs npogedeHue noaucaxapuoHblMu U KOHBbIOSUPOBAHHLIMU GAKYUHAMU )

8cex 803pACMHbBIX 2PYNN, 3ape2ucmpuposannbimu na meppumopuu P®. Credyem umems 6 6uody, umo

npuMeHeHue NOAUCAXAPUOHBIX 8AKYUH Y Oemell 00 2 1em modicem Obimb HedpghexmusHvim. Tpu naruuuu

npedicHell 8aKyuHayuu oemeu NOIUCAXAPUOHOU BAKYUHOU Cclledyem HNpo8ecmu PeBaKyuHayuo

KOHBIO2UPOBAHHOU 8aKYUHOU yepe3 12 mecayes. Bakyunayus npogooumcs co2nacHo UHCMpYKyuu no

npuMeHeHUuo npenapama.

. PekoMenjoBaHa BakIMHAIMS MPOTHUB Tematuta A W remaruta B ¢ menpio mpeaoTBpaiieHus JTaHHBIX
3a00JIeBaHNH, YIUTHIBAs HAINYHE TOPAKEHHUH MTEYeHN B paMKaxX OCHOBHOM martosyoruu [310].

YYP-C, YA -5).

Kommenmapuii: saxyunayus nposooumcst CO21acHo UHCMPYKYUY no npuMeHeHuio npenapama.

. PexoMeHnj0BaHa BaKIIMHALINS TPOTUB POTaBUpYCHOU nHDekwn [329].

YYP-C, YA -5).

KommenTapuii: gaxkyunayus nposooumcs co2nacHo UHCmMpyKyuy no NPUMeHeHuro npenapama.

. PekoMeHg0BaHa TacCMBHAs WMMYHH3AIMS TIPOTHB PECHUPATOPHO-CHHIIMTHAILHOW BHPYCHOMN
nnpexuuu (PC) ¢ nenpro nmpenynpexaeHus TAxKeNIbIX GopM OCTPhIX OPOHXUOJIUTOB Y aerell ¢ MB

[329,330].

YYP-B, Y11 -2).

Kommenmapuii: pexomenoosano npumenenue npenapama llanususymadb** — eymanuzuposanmvie

MOHOKNIOHANbHble aumumena K oenky causnus (benok F) PC — supyca, 1 pas 6 mecay neped Havaiom

snudemuuecko2o noovema PC-supychoii 3abonesaemocmu, KOMOpbwIN HAYUHAEMCs 8 HoAbpe u

npooodicaemes 00 anpens (4—5 esedenuti 3a snudemuveckuil ce3on). OOHAKO Ol OKOHUAMENLHO2O0

peweHuss 00 0OHO3HAYHOU YenecO0OPA3ZHOCMU OAHHO20 BMEUAMenbCmed HeoOX00UMO NposedeHue

oanvHetiuux ucciedosanuii [331].

IIpoduniaakTuka acnepruiiiiesa
. Pexomen0BaHO MPUHUMATH MEPHI IO MUHUMU3AINH BEPOITHOCTH HHpHIMpoBanu Aspergillus spp., B

CBA3U C TEM, UTO JIaHHBIM IIaTOT€H pacnpoCTpaHCH MOBCEMCCTHO, ITIOCTOSAHHO IMPUCYTCTBYIOT B BO3AYXC
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BHEIITHEH Cp€abl M BHYTPHU HOMGH_ICHI/II\/'I, a TIIOJJHOCTBIKO HCKJIIIOUYHUTH KOHTAKT IIalUC€HTa C

MHKpOMHUIIETaMU HEBO3MOXHO. L{enp BMemaTenscTBa — npeaynpexiacaue ABJIA u XAJT [2].
YYP-C, Y14 -5).
Kommenmapuu: nayuenmor ¢ MB He 001dCHbI HAXOOUMBCA 8 HCULLIX U OONbHUUHBIX NOMEUJeHUSX,
nopasiceHnvlx niecenvlo. Heobxooumo credumsv 3a cobarodeHuem memnepamypHo-61aiCHOCIMHO0
pedcuMa 8 nomMeweHusx, He OONYCKamy npomeyex, asaputi, 3amonieHull nodeaios u m.n. B ciyuae
nos6leHUs NPUSHAKO8 NIeCeHU 8 NOMEWeHUsAX HeoOX0o0umo nepegecmu nayueHmos ¢ MB 6 dpyzoe
nomewenue. s aukeuoayuu nocieo0Cmeutl NoseleHus NieceHu 6 30aHUSIX HeoOX00UMO 6bli8Uums U
VCMPanums NPUYUHY NOAGNEHUS CLIPOCMU 8 30AHUU, NPOBecmuU NPOCYUWIKY U 00pabomkKy o04azoe
buonospexcoeHuti cmpoumenbHbIMu OUOYUOAMU, AKMUBHBIMU NPOMUE 2PUDOS.
B xeapmupax nayuenmos ¢ MB, a maxoice O0IbHUUHBIX NOMEUEHUAX U NOTUKTUHUKAX, He OOJIHCHO Oblmb
YBemog 6 20puiKax, 3UMHUX cados u np. B ceasu ¢ mem, umo 6071bui0e KOIUYECBO ChOp 2pubos
npucymcmeyem Ha 4acmuykax noliu, Heooxooumo uzbezamv KOHmakma nayuenmos ¢ MB ¢ nwviivio,
MuamenbHoO NPOBOOUMb BILANCHYIO YOOPKY NOMEUjeHUl.
IHayuenmam ¢ MB cnedyem uzbecamo mecm ¢ 6016ui0l KOHYeHmMpayuel cnop cpudos 8 okpyicarouyell
cpede — napku, caovl, 1ecd, Mecma CKONJleHUs: pa3iazarouuxcs OpeaHu4ecKux eeuiecms (KOMnocmHble
Maccol, eHulOwWas Opesecund, mpasa), 3epHOXPAHUIULA, CMPOUMeNbHble NIOWAOKU, NOMEeWeHUs C
MeKyuwuM pemMoHmoM, He cledyem pabomamsv 6 maxkux cgepax, Kaxk cadosoocmeo, 3emiedenue,
cmpoumenbcmeo, npedvleams 8 CNneyuaIu3UpPOBAHHbIX NOMEeWeHUsIX (KOHIOWHU, KYPAMHUKY U m. 0.).
THayuenmoi ¢ MB He 0019CHbL UCNONIL308AMb 8 NUWY NOOSHUBUIUE UTU 3ANTIeCHegeNble 080U, 200bl,
@pyKmul, maxK KaxK 6 npoyecce KOHMAKMA B03MONCHA UHCNUPAYUSL CNOP MUKPOMUYIMOS, 0OCeMeHeHUe
KOJiCU U 00edHcObl NayueHma.
Ilpu napywenuu npasun sxcnayamayuu Aspergillus spp. mozym nopasicamv cucmemvl 6eHMUNAYUU,

NnO3MoMY cledyem C80e8PEMEeHHO 0OCIYHCUBAMb U OCYUIeCMBIAMb 3AMEHY PUIbMPO8 KOHOUYUOHEPOS.

6. OPTAHU3AIIUS OKABAHUSA MEJJUIIMHCKOM IMTOMOIIH

Ilpu oxazanuu MeOUYUHCKOU NOMOWU NAYUEHMAM C MYKOBUCYUOO30M HeoOX00UMOo
UCNONB308AMb MYTbMUOUCYUNTUHAPHBIN NOOX00, YMO 00YCI06IEHO KAK MANCECMbIO COCMOAHUS, MAK U
nopasiceHuem paznuyHulx opeanos u cucmem (Ilpunoscenue 1'7).

Beoenue nayuenmos ¢ MB npeonoumumenbHo npogooums 6 Cheyuaiusupo8anHulxX YeHmpax
(kabunemax unu omoeneHusx Mmykosucyuoosa). Ciedyem ucnoibosams CMayuoHapo3amewarujue

MeXHOoI02UlU.
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Hunamuueckoe HaOM0OOeHUEe 6 aAMOYIAMOPHO-NOIUKIUHUYECKUX VCI0BUSX NpU  OKA3AHUU
NePBUUHOL MEOUKO-CAHUMAPHOU NOMOUWU OCYUeCMETisien 8pai-neouamp y4acmrosslil (6pay-neouamp,
U 8pau-nyIbMOHON02, UIU 6pay 0Owell NPaKmuku, Komopvie HPOuLIU COOMBEMCMEYIOWULL
memMamuyeckull. Kypc 6 pamKax npocpamm HenpepbléH020 MeOUYUHCKO20 00pAa308aHus, a makdice
umerom onvlm GedeHus NAYueHmo8 ¢ OAHHOU HO30102Uell;, KOHCYIbMAyuu CReYUuaiucmos8 — no
NOKA3AHUAM) C YACMOMOU, ONPEeOeIsieMOl MANCECMbI) COCMOAHUL NAYUCHMA U UMEHOUUMUCS
ocnodcHenusimu 6onesnu (1 pas 6 1-3 mecsaya uiu no nokazanusm). Bnepsvie ouacnocmuposanuvie demu
UNU NAYUEHMbL C MANCENbIMU POpMaAMU 3A00NEBAHUSL OOJNCHBL HAOIOAMbCA Yawe (enrcemecsiuno),
nayuenmsl ¢ 1ecKuM Uil amunuyHovim meyenuem MB mocym nabarooamocs pedce (kadicovie 3-6 mec.).

Habnwooenue 3a nayuenmom u KOHmpoib COCMOAHUSL HEOOX0OUMO OCYWeCMEIAMb Pe2YIAPHO 6
YC08UAX OHesHo20 cmayuonapa. I ocnuanuzayus nposooumcs no noxkazanusam (llpunosxcenue I'10) 6
KPY2/loCymMOUHbIL CIAYUOHAD (8 NYIbMOHOL02UYECKOe, UHEKYUOHHOE UTU UHOe OmOeleHue, 8 wmame
KOMOPO20 eCmb CNeyuantucmsl, umeroujue onvim 6e0enus nayueHmos ¢ OaHHol Hosonozuetl). [layuenma
20CNUMANU3UPYIOM 6 NAlamy ¢ y4emom HOOMEePHCOeHHO20 paHee MUKPOOUOIOSUYECKO20 net3axca
(ocobenno ons P. aeruginosa, B. cepacia complex, MRSA, Stenotrophomonas maltophilia,
Achromobacter spp., HemybepKyne3HbIX MUKOOAKmMeputi, XpOHU4eCKull acnepeuiiesa), npu
B03MOJICHOCIU — UHOUBUOYAIbHBII OOKC. B 3asucumocmu om CcOCMOAHUL NAYUEHMAa CPOK
2ocnumanuzayuu moxcem cocmasumos om 4 0o 21 owus.

Hayuenmovr ¢ MB, HyxcOarowuecs 6 CMAYUOHAPHOM JleYeHUU 6 pAMKAX NepPeUYHOU
CReyuanu3UpOBAHHOU MeOUKO-CAHUMAPHOL NOMOWU, HANPABTAIOMCA N0 MeOUYUHCKUM NOKA3AHUAM 8
nYIbMOHOI02UYECKOe, UHPEKYUOHHOE WU UHOe OmOeleHue (N0 NOKA3AHUAM, YCI08Usl — YKA3AHbL 8bluie)
MEOUYUHCKOU OP2AHUZAYUU BPAYOM CKOPOU MEOUYUHCKOU NOMOWU, BPAYOM-NeOUAMPOM Y4ACMKOBbIM,
BPAYOM-NYTbMOHONO2OM UNU UHBIM CREYUATUCTIOM aMOYIAMOPHO-NOJUKTUHULECKO20 36€H .

THayuenmos ¢ MyKoBUCYUOO30M, HYHCOAIOWUXCSL 8 OKAZAHUU CREYUATUIUPOBAHHOU MEOUYUHCKOLL
nOMOWU, 6 MOM YUCAE 6bICOKOMEXHOIOSUYHOU, 6 CMAYUOHAPHBIX YCI0GUSX, NO MeOUYUHCKUM
NOKA3AHUAM HANPAGIAIOmM 6 Ccoomeemcmeayloujee omoenenue MeOUYUHCKOU Op2aHu3ayuu epad-
NYIbMOHOI02 UTU 8PAY-NEOUAMP.

Mapwpymuzayus nayuenma 0emcKko2o 803pacma 60 83pOCyio cembv — 80 83pocaviil yeump MB,
ocywecmensemcs Kk 18 2ooam.

Tayuenmsi ¢ MyKOBUCYUOO30M NOTYYAIOM.

- 8 pamKax nepeuuHoOU MeOUKO-CaHUMAapHOU NOMOWU — MNIAHOBYI0 U HEOMIONCHYIO

amoy1amopHO-NOIUKIUHUYECKYIO U NEPEUUHYIO CNeYUATUSUPOBAHHYIO NOMOUWb (COOMBEMCMEYIoue2o
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npoghuisl, NO NOKA3AHUAM U 6 3A8UCUMOCHIU OM MANCECMU COCMOSHUS, A MAKHCE CKOPYIO MEOUYUHCKYIO
nomoun);

- 8 pamKax CneyuanuzsUpoOBaAHHOU MEOUYUHCKOU NOMOWU — CREeYUATUSUPOBAHHYIO, 8 MOM
yucne 8blCOKOMEXHONOSUUHYIO MEOUYUHCKYIO NOMOWb, 8 COOMBEMCMBYIOUUX VYCI0BUAX OHEBHO20 UTU
KPY2oCymouH020 CmayuoHapa.

IIpu nanpasnenuu 6 omoenenue (YyeHmp Uiy Kaburem) MyKogucyuoo3sd, 8pavom-neouampom
VUACMKOBBIM UNU 8PAYOM OPY20lU CReYUATbHOCMU NPEO0CABIAemcs 6bINUCKA U3 AMOYIAMOPHOU
Kapmol (ucmopuu 60e3HU) ¢ YKa3aHuem npeosapumenbHo2o (Uiu 3aKI0YumensbHo20) OuacHosd,
conymcmsyrowux 3a0oneeanull, a makoice UMEeIoOWUXC  pe3yIbmamos 1adopamopHbIx

U YYHKYUOHAILHBIX UCCIe008AHULL.

I[IpaBuia npopuIaKTHKU NepeKpecTHOM HHGPEKIUH PU MYKOBUCIMI03€
[2,309]

Opranusanus oxkazanusi nomoiu nanueatam. [lipopunakruka nadexuuu.

OO0mme Mepbl NPOPUIAKTHKH

. MepbI 110 U30JIAIIUU OUOJIOTHUECKUX KHUIKOCTEH (MOKPOTa, KpOBb) mainueHTa ¢ MB.

. Je3undexunsi o00pyAOBaHUS WIH MPEAMETOB, KOTOPHIE MOTYT OBITH 3arps3HEHBI KUIKOCTAMH U
BBIICTICHUSIMHU.

. Crporoe coOmrofeHue Mep MPEeIOCTOPOKHOCTH MEAUIIMHCKUMH PAaOOTHUKAMU TPU KOHTAKTE C

nanueHTamu ¢ MB:

— UCIIOJIb30BaHUE OJIHOPA30BbIX MEIUITMHCKUX MepyYaToK, oOpaboTtka  ¢oHEHIOCKOA,

MMyJIbCOKCUMCETPA U T.I.

— UCIIOJIb30BAHNUEC OAHOPA30BLIX MCJICHOK IJI1 OCMOTpA.

— UCIIOJIb30BAHUEC OJHOPA30BBIX XAJIATOB IIPU pa60Te C IIalnMcCHTaMu, Tpe6yIOH_[I/IMI/I CO6JHOI[CHI/I$I MCp

KOHTAaKTHOW w30yt (B.  cepacia complex, MRSA, wmynsTUpe3ucTeHTHas P. aeruginosa,

Achromobacter spp., HTMB), 1 Bo BpeMsi KWHE3UTEPAIIUH.
— HMCIIOJIb30BaHHE OJTHOPA30BBIX aHTHOAKTEPUATEHBIX (HIIBTPOB MPH CITUPOMETPHH.
. KonTtaktsl Mexay nanueHTaMu ¢ MB 10J1KHBI ObITh CBE/IE€HBI K MUHUMYMY.

. ['uruena pyk MeIMUIHUHCKUX paOOTHHUKOB:
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1. MbIThe U Ae3uH(EKINS PYK TPOBOIUTCS:
— MOCJI€ CHATHS MIEPUYATOK.

— A0 H II0CJIC KOHTAaKTa C IallMCHTOM.
— IIOCJIC KOHTAKTa CO:

— CIIM3UCTHIMU TAIMEHTA.
— MOKpPOTOU MaIueHTa.
— IpeaMETaMHt, 3arpsiI3HEHHBIMUA MOKPOTOM MalueHTa.
— JIbIXaTeJIbHBIM 000PYI0BaHUEM, KOTOPBIM MOJIB30BANICS MAlUEHT.
Hcnonb30BaHne CIUPTOBBIX aHTUCENTUKOB (B BHJIE cal(eTOK, B IUCIIEHCEPax) B KAOMHETax U B 0011EM

KOpHIOpE.

MGIH/IIII/IHCKI/IC pa6OTHI/IKI/I, HCIMMOCPCACTBCHHO KOHTAKTHPYIOIIMC C MHaluCHTaMHd, HC JOJIKHBI

HCITIOJIB30BaTh HAKJIAJHBIC HOI'TH.

Hcnonn3oBanue IepyaToK HGO6XOI[I/IMO IIpHU: KOHTAKTC C HNAaUCHTaMH, Tpe6y10HII/IMI/I H30JIALIUH,

KOHTAaKTC C MOKpOTOﬁ HJIM KPOBBIO IMAIIUCHTA

Hcnonb3oBaHue OJHOPA30BbIX IICJICHOK, XaJlaTOB, MACOK, 3alllUTHBIX OYKOB: IIPpU KOHTAKTC C
6OJ'IBHBIMI/I, Tpe6y10H_II/IMI/I HU30JISIHUU, ITPH KOHTAKTEC C MOKpOTOﬁ nanucHTa (HpI/I JAPCHAXKEC, aClIMpaliu,

OCMOTpPE MManueHTa € HpI/ICTyrI006paSHLIM KaI_HJ'IeM) HJIU ITPU KOHTAKTE C KPOBBIO.

I'uruena PYK INALTUCHTOB:

—06pa60TI<a CIIMPTOBBIMHU  AHTUCCIITUKAMU (B HCCKOJIBKHX KIMHUYCCKUX HCCICIOBAHUAX
IIOKa3aHo, 4TO 06pa60T1<a CIIUPTOBBIMU AHTHCCIITUKAMH YOAIACT 6aKTepI/II/I C PYK B(I)q)eKTI/IBHCC,
YEM MBITBC PYK C aHTUCCIITUYCCKUM MI)IJ'IOM). Ecau ects BUIUMOC 3arpsA3HCHUC, TO UCIIOJIB3YIOT
MBIJIO 1 aHTHUCCIITHK.

—IIOCJIC IMMYJIbCOKCUMCTPHHU.

—I10CJIE KOHTAaKTa ¢ MCAUIIMHCKHM O60p}/I[OBaHI/ICM.

—IIOCJIC MPOBCACHUA KUHE3UTCPAIINU.

—II0CJIC IMOCCUICHHW CaHy3J1a.

—II0CJIC IIpUEMa Bpav4oM.
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. [IpenmMets! (T1aTku, caadeTky, Macku, OaHOUKH U Jp.), 3arpsi3HEHHBIE MOKPOTOH MalMeHTa, JOKHBI
yrunusupoBathest coriacHo CanlluH 2.1.7.2790-10 «CanutapHO-31H1eMHUOIOTHYECKHE TPeOOBaHUS K

06paH_IeHI/IIO C MCIMIIMHCKHMH OTXOJaMM)» KaK OTXOJbI Kjacca b.

He3undexuus B aM0yJIaTOPHBIX YCJIOBHSIX
OobopynoBanmue:

. CrnupomMeTpsl — BHYTPEHHHUE MEXaHU3MBbI aliapata He CTEPUIIU3YIOTCS, HE e3UH(PULIUPYIOTCS.

O0paboTka TypOMHBI WIIH JaTYHUKA POU3BOJIUTCS B COOTBETCTBHH C
WHCTPYKIIMEH U3rOTOBUTENS, 0053aTEIHHO UCIOJF30BAHNE OJTHOPA30BBIX aHTHOAKTEPUATBHBIX

(GUIBTPOB, MPEAMOYTHTEIHHBI OAHOPA30BbIEC 3aTrYOHUKH WIIM CTEPHIIN3AIIUS MHOTOPA30BBIX. Y
MaLUEHTOB, ITOJIEKAIIMX MEPaM KOHTAKTHOW M30JIALIMH, CIIMPOMETPHS TOJKHA IIPOBOAUTHCS Ha

oTAeNbHOM arnmapare. Kareropus A

° HYJIBCOKCI/IMeTpLI — o6pa60TI<a PYK CIIMPTOBBIM aHTHUCCITUKOM ITOCJIC UCITIOJIb30BAHUS.

° KHHG?»HTCP&HGBTH‘IGCKOC O6Op}II[OBaHI/I€, MsA4H, MaHXCTa TOHOMCTpaA 06pa6aTbIBaIOTC$[

Ne3uHOUIUPYIOUTIMH CPEACTBAMH.

. HeOynaiizeps! 1 JpIXaTeNnbHbIE TPEHAXKEPHI TOJKHBI ObITh TOJIBKO HHANBUAYATIBHOTO UCIIOIb30BAHUS.

. TBepapie MOBEpXHOCTU (IUIAHOBBIE TEKyIIME YOOpKM, a Takke yOopka IOocCiIe OKOHYaHHs IpHeMa
MalUeHTA).

. O6paboTka poHEeHTOCKOMA TTOCIIEe KaKIOTO OCMOTpa MaIlMEHTa.

BuisiBIeHHE HCTOYHHUKA, TyTel H (PAKTOPOB MepeaayH.

Bpauam-0akTepunosioram u BpauaM-31u1eMHOJI0TaM:

. MIpU TMIEPBUYHOM BBISIBJICHUU Yy maruenTa ¢ MB Bcec, Achromobacter spp., MyabTUPE3UCTEHOTO KIIOHA
P. aeruginosa m MRSA, a Taxxke INpH BBIIBICHUHM HOBOTO TE€HOTHUIA HEOOXOJMMO MPOBOJHUTH
SMHUJIEMHOJIOIMYECKOe paccieloBaHHe C LEeNbI0 BbIIBIEHUS HCTOYHMKA WHQEKIUH, (aKTOpOB
Iepeaaydi, a Takyke KOHTaKTUPOBABIIMX MTallMEHTOB ¢ MB.

. IIPY BBISIBJICHUH UCTOYHUKOB U (haKTOPOB MHGEKINHU TpeOyeTcsl MPOBECTH JOMOIHUTEIbHbIE 1eUCTBUS,
HampuMep, H30JAIMI0O TOCHUTATU3UPOBAHHOIO ManueHTa ¢ MB, T.e. UCTOYHHMKA WHQEKIHH,
BHEIUIAHOBIO MPOQUIAKTHUECKYIO JIe3UMH(EKLUUI0 OOJBHUIBI, a Takke MHUKPOOHMOIOTHYECKOe

O6CJ'ICI[OB8.HI/IC KOHTAKTUPOBABIINX IMAIIUCHTOB.
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JUIs  BBISIBIGHUS HUCTOYHHMKA HHQpEKUMH U (PaKTOpOB IepeJadyd  HeoOXoauMo  coOparthb
SMHUIEMHOJIOTMYECKH aHaMHe3 ¥ NPOBECTH BHYTPUBHJOBOE THIIMPOBAHUE  BBIJCICHHBIX
MHUKPOOPIraHu3MoB. [Ipu 3TOM UCXOAUTH U3 MPEANONIOKEHHS, YTO TaMMbl Bec, Achromobacter spp.,
P. aeruginosa m MRSA, BblAeneHHbIE OT HCTOYHUKA HMH(MEKUUH, C OOBEKTOB BHEIIHEH Cpemsl,
SBIISTFOIMXCSI (haKTOpaMH IEpead, U oT 00ciieyeMoro nanueHTa ¢ MB, 10mKHBI OBITh HICHTUYHBIMU
10 (PCHOTUITHMYECKUM M TeHOTUITMYECKUM CBOMCTBaM.

Oaktepun Bcc u Achromobacter spp. THIMPOBATh MOJICKYJISIPHO-TEHETHYECKHUMH METO/aMHU, TaK Kak

TUTIUPOBaHUE 0 (DEHOTHITMYECKUM CBOMCTBAM MMEET HU3KYIO JUCKPUMHUHAIMOHHYIO CIOCOOHOCTD.

HJ’I?I OIICpaTUBHOI'O aHaJIn3a WU BBIABJICHUA NCTOYHHUKA UCIIOJIB30BATh 6BICTpI>Ie MCTO/Jbl, OCHOBAaHHBIC HA

[ILIP nnu npyrue MeTobl TUIIMPOBAHUS.

® IFCHCTUYCCKOC THUIIMPOBAHUMC HA AJAaHHOM OJTall€ MOI'YT BBbIIIOJHATH JIa60paTOpI/II/I CTalnMoHapoB,

KCMOJIb3YIOIIKE B CBOEH npakTuke merox [TLP.

. IIpY  HEBO3MOXXHOCTH  BHYTPUBHUJOBOI'O THUIMPOBaHUS B J1aOpaToOpuu  CTalMOHAapa

TCHOTUIIMPOBAHUWA HAIIPABJIATL U30JIATHL 6aKTepm”1 B CIICHUATIM3UPOBAHHLIC JIa60paTOpI/II/I, HMCIOIIHC

000pyI0BaHUE TSI MOJIEKYJISIPHOTO TUITUPOBAHHMSL
. B CIEIUAIM3UPOBAHHYIO TaOOPATOPUIO CIIEAYET HAMPABIATh:
- Bce m30IATHl (Bce, Achromobacter spp., mynemupesucmenmusie P. aeruginosa u MRSA), BriepBbie
BBIJICJICHHBIE OT Ka)KJIOTO MAIHEHTA;
* 10 KpailHe#l Mepe, 1o OoJHOMY M30IATY Bcc, Achromobacter spp., mynvmupesucmenmnozo P.

aeruginosa u MRSA B TOJ OT KaXXJI0TO MAlUEHTA;

° 000 H30JIAT, HOI[O3pI/ITeJ'ILHLII\/’I Ha BO3MOXHYIO CBA3b CO BCIIBIIIIKON HJIH TpaHCMHCCHCﬁ MCKIAY

IIanmueHTaMu,

® TpaMOTPHULATCIIBHBIC KOJMCTUHPE3UCTCHTHLIC MHKPOOPTaHU3MBI, KOTOPEIC HE ObLIH

I/I)IGHTI/I(bI/IIII/IpOBaHI)I OKOHYATCJIbHO IMOCJIC PYTHUHHOI'O aHaJIn3a UKW IIPpU COMHUTCIIBHBIX PE3yJibTaTax.

*  JIOCTaBKa H30JIATOB [JOJDKHA OCYHIECTBIATHCA MAaKCHUMAJIbHO OBICTPO C COOJIOAEHUEM MeEp
OMOJIOTHYECKON 0e30MacHOCTH, NPUMEHSIEMBIX IpPH YHNAKOBKE W TPAHCIOPTHUPOBKE IMITAMMOB
MUKpPOOPTraHW3MOB corjacHO caHuTapHeiM mpaBwiam CII  1.2.036095. Illtammbl  JOJKHBI
COIIPOBOKAATHCS HAINpaBlIEHUEM, COJEpXKalluM HH(POpPMAIMIO O TMalUeHTe, O MPearnoaraeMbIx

HUCTOYHHKAX U (l)aKTOan pUCKa KOJTOHU3AUN JaHHBIM MUKPOOPraHUu3MOM.
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* Ha OCHOBAaHMM JAHHBIX TUIIUPOBAHUS PEKOMEH]IYETCS OCYIIECTBISATH CIIEKEHUE 3a JUHAMUKOU
pacnpocTpaHeHus Cpeau ManueHToB MB KIOHOB, MMEIOIIMX SIUIEMUYECKOE 3HAYCHHUE, a TakkKe

OLCHUTH HUPKYIIAIUIO MCKIYHAPOAHBIX SITUACMUYCCKUX KIIOHOB.

MOHMTOPUHT AHTHOMOTUKOYYBCTBUTEJIbHOCTH.

Kpome noarBepskaeHrne NPUHAICKHOCTH IITAaMMOB K Bce u Achromobacter spp. ¢ TOMOIIBIO
MALDI- TOF win MOIEKyIsSIpHO-TEHETUYECKMM METOJOM M BHYTPHMBHJIOBOTO THUIIMPOBAHMS B
pedepeHc-n1abopaTopun JOIKHO TPOBOAUTHCS TAKXKe OIpeIesIeHNe aHTUOMOTUKOYYBCTBUTEIBHOCTH U
MOHUTOPHUHI aHTHOMOTUKOPE3UCTEHTHOCTH (Tabauua 5), MOJNEKYJIIPHO-T€HeTHUECKUIT MOHUTOPHHT 32
HOMyJIsAUe BO30yAUTENs - CEKBEHUPOBaHME BO30ynuTeneil, ucciernoBaHHEe MHKPO3BOIIOLMOHHBIX
IIPOLIECCOB, CIEKEHHE 32 U3MEHUMBOCTBIO BO30YAUTENEH, a TaKXKe HE0OXO0AUMO CO3/1aHUE U BEICHUE

0a3 TaHHBIX BO30yAUTEICH.

B Tabnuie 27 npuBeAeHb aHTUMUKPOOHBIE TIPENapaThl, PE3UCTEHTHOCTh K KOTOPHIM OCHOBHBIX
BO30yIUTENIe XPOHWYECKOH HWH(EKIUU JIETKUX Yy TMalueHTOB ¢ MB sBIsSeTcs KIMHUYECKU H
SMUJEMUOJIOTMYECKH 3HAYMMOM U NOJJIEKUT MOHUTOPUHTY.

Tabmmpma 27. AHTUMUKpPOOHBIE IIpenaparbl, PE3UCTEHTHOCTh K KOTOPBIM IOJUIEKUT

MOHHUTOPHHTY.
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Awm
Muxpo-opranusm S.aureus P.aeruginosa Bcce \Achromobacter
Spp-
[TpoTuBOMUKpOOHBII OeTa-nTakTamMHble  [Jlpyrue oera-/Ipyrue oera-/Ipyrue oera-/I
npemapar aHTHOaKTepUAJIbHbIC JIAKTAMHBIE TaKTaMHBIC JTaKTaMHBIC
CHCTEMHOTO [pernapaTsl aHTHOAaKTepUabHbIC aHTHOAKTEpHaIbHbIE AHTUOAKTepHanbHble — @H
NEUCTBUSA ApyrHe Gera-TPeNaparTsl Ipenaparsl rpernaparbl Ip
TaKTaMHBIE Ledbanocnopunsl |(Iepanocnopunsr  (Ledanocnopunsl (L1
aHTH6aKTepHaJH)HHepaCHH/IpeHHOFO pacIIMpEeHHOTO [pacImpeHHOro
1 1
CIEKTpa 1 cnektpa’ )Kapbanenemsr Cr
npenaparsl pa’) CreKTpa’) pa’)Kap
qDTOpXHHOHOHI)I Kap6aHeHeMLI Kap6aHeHeMI)I DeHnKonl K
C
Pudammuimm** DTOPXUHOJIOHBI AMGpEHUKOITBI Ko-tpumoxcazon
Maxposu st AMHHOTIIHKO3HBL  [KO-TPHMOKCA30JT [Cymbdpamerokcazont
JTunezomu** Kommcrumerar [Cynbdamerokcasont+ Tpumeronpum] [C
BaHKOMUIAH** HaTpHA Tpumeronpum|**  [Konmctumerar HaTpus
Ty

nedorakcum**, nedrpuakcon**, nedomnepazon, uedonepazon+|[CynbpOakTam]**,
nedrazuoaum™*, nedpauropen, nepukcum, nepTudyren, nepenum™*, nepmupom u ap.

MoneKynsipHO-TeHETHUECKHIA MOHUTOPHHT TO3BOJIUT BBIIBUTH BO3HUKHOBEHHE HOBBIX
AMUAEMHUYECKUX KJIOHOB; BOSHHMKHOBEHHE HOBBIX KIIOHOB C BBICOKOU BUPYJIEHTHOCTBIO B pe3yibTaTe
TOPU30HTAIILHOTO nepeHoca TCHOB WITH MEXBHUI0BOI PEKOMOHMHAIINY; HOBBIX
AHTHOUOTHKOPE3UCTEHTHBIX KJIOHOB, W3MEHEHUS aHTUTCHHBIX CBOWCTB. OJTO TOMOXKET CJenaTh
AMUJAEMHYECKOE TIPOTHO3UPOBAHWE U OOOCHOBATh CBOEBPEMEHHOE BMEMIATEILCTBO B XOJI
AMUAEMHUYECKOTO MpoIiecca.

Ha ocHOBe mTONy4YeHHBIX MJaHHBIX TPOBOJAUTCS SIUIAEMHOJIOTHYECKAss JIMAaTHOCTUKA C
OTIpe/IeNICHUEM THUIIa SIUJIEMHYECKOTr0 TMporecca Mo BeAymeMy NyTH Tepeaadyd M SMUICMHYSCKOS
MpOrHO3WpOBaHue. JlaHHBIE SMUIEMUOIOTUYECKOTO MOHUTOPUHTA MOTYT OBITH HCIIOIH30BaHBI B
KauecTBE OCHOBHI TpH pa3pabOTKe HAYYHO OOOCHOBAHHBIX J(PGEKTUBHBIX Mep Mo Ooprde ¢
pacnpoctpanenueM Bcc, Achromobacter spp., MyIbTUPE3UCTCHTHBIX P. aeruginosa m MRSA,

MUKOOaKkTepuii U rpuboB cpeau nanueHToB ¢ MB u B nonynsinuu B nenom. Ipu stom, B cinyyae ¢ MB,
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KaK ¥ TIPU IPYTUX XPOHUUECKUX WHPEKIUIX, Pe3yIbTaThl IPOBOJAUMBIX MEPOIPUSITHI OYAYT 3aMETHBI

4yepe3 MHOTUE TOJIbl.

Opranusanus aM0yJI1aTOPHOH ¥ CTAMOHAPHOMH MOMOIIH
[Ipuem nmarmenToB ¢ MB He J0MKeH OCYIIECTBISTHCS B MOJMKIMHUKAX, IJI€ HAXOIATCS OJHOBPEMEHHO
apyrue nanuentsl ¢ MB. PaboTta amOynaTtopHOro 1eHtpa u crainuonapa perynupyercs [locraHoBnennem
I'maBHOTO rocymapcTBeHHOro caHutapHoro Bpada P® ot 28 suBaps 2021 r. N 4 "OO6 yTBepIaecHUU
canutapHbeix npaBuwi u HopM CanlluH 3.3686-21 "CanuTapHO-3IUAEMHOJOTHYECCKHE TPEOOBAHHS 10
npodunaktuke uHMekunoHHex OonesHeit", Ilpukazom M3uCP P® ot 15 mas 2012 r. Ne 535H «O0
YTBEPKACHUM NEPEeYHS MEIUIIMHCKUX U SMUAEMHOJIOTHYECKHUX MOKa3aHUN K pa3MElICHHUIO MAlMeHTOB B
ManoMecTHbIX manaTax (6okcax)» (http:// legalacts.ru/doc/prikaz-minzdravsotsrazvitijarossii-ot-15052012-

n-535n/) u pekomennanusamu European Cystic Fibrosis Society.

[TarueHTH! JODKHBI OBITH pa3AelieHbl HA TIOTOKH B 3aBUCUMOCTH OT MUKPO(IIOPHI IBIXaTEIBHOTO TPAKTA.
[TarueHTH! HE AOHKHBI KOHTAKTUPOBATh B 30HAX OXHJAHUS, KakK, HAallpUMeEp, B PErUCTpaTrype, majaTax,
OTJICNICHUAX aNTeKH U PEHTreHoJoruu. Bo Bpemsi mpeObIBaHUS B CTallMOHApE MAIlMEHThl HE JOJIKHBI
MOJIb30BaThCA OJIHOM KOMHATOM, BaHHOW WK TyajeToMm. [laniMeHT ¢ MHUKpOOHMOIOTHYECKUM BBICEBOM M3
MokpoThl Oaktepuii Burkholderia cepacia complex, meTnnmmmnH-pe3ucTeHTHBIX Staphylococcus aureus,
Achromobacter spp., HeTyOepKYIJIe3HBIX MUKOOAKTEPHIA JODKESH IPUHUMATELCS Ha aMOYJIaTOPHOM TIPUEME B

OTACIBbHOM Ookce ¢ OTACJIbHBIM BXOJO0M, HE 3aX0A4d B ICHTP MYKOBHUCIINU1034a (I/IJ'II/I B MO)

HaIII/ICHTIaI C MYKOBHUCHHIO030M HE JOJIKHBI KOHTAKTHPOBATH B 30HAX OXWAAHUA, KaK, HAIIPUMCP, B
perucTparype, najiarax, OTACICHUAX AlITCKH U PCHTICHOJIOTUH. HaI_II/IeHTBI C MYKOBHUCIHUAO30M IOJIKHBI
o0ecneunBaThCs OOHOPA30BbIMU JIMOCBBIMU MACKAMH, Oaxuiamu. HaLII/IeHTBI ¢ MYKOBUCHHIO30M IIpH
HaxXOXJCHUW B OJHOM IMOMCUICHWHN AOOJDKHBI ACPKATHCA HAa PACCTOSAHWH HE MCHCEC 2 M Apyr OT Apyra u
CO6J'II-0,Z[8.TB BCC MCPLbI HpO(l)I/IJ'IaKTI/IKI/I. Ilocne npueMa KaXAO0ro IIallMCHTa IPOBOAUTCHA 06p360TKa

NoBepXHOCTEN Mebesn, MPUOOPOB U JBEPHBIX pyUEK.
[TaruenTh! 00ECTIEUMBAIOTCS OJJHOPA30BBIMU MAacCKaMU, OaXUIaMH.

Bpatm JOJIXKHBI OBITE OOecIeUeHBI OIHOPA30BBIMH XajlaTaMH, MACKaMH, IEpUYaTKaMH, JOJIKCH OLITH

o0ecreyeH JOCTYH K CpeACTBaM JIe3UH(EKINU pyK U TPUOOPOB.
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IIpaBuiia oxkuaaHuA NpHeMa Bpaya B NOJIMKJIMHUKE
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Bce ManUMEHTbI ¢ MYKOBHUCHMI030M, OXHKIasd Hadalla Ipuema, 00s13aHBI HaxXoaAuTbCA B J'IHHCBOﬁ

MacCke.

. ['uruena pyk (oOpaboTka ne3MHGUIMPYIOITUM PACTBOPOM M3 OECKOHTAKTHBIX JHCIICHCEPOB B
30HE OXKUIAHUWs, MCIIOJB30BAHUE AaHTUOAKTEPHAIBHBIX TeJICH WM CHHPTOBBIX CaI(PETOK IS

HHAUBUAYAJIBLHOT'O I/ICHOJIB3OB3HI/I5I).

. CrneBbIBaHHE MOKPOTHI JOJKHO OCYIIECTBISATHCS MAlMEHTOM B OyMaXKHBIM IJIATOK WM
canderky, MOKHO 0aHOUKY (OAHOPA30BBIN CTakaH) ¢ KpbIKoi. Kareropudecku 3amperniaercs

9BaKyallus MOKPOTHI B paKOBUHY, AYHICBYIO Ka6I/IHy HJIX YHUTA3.

. [TanieHTHl B 30HE OXKUIAHUS AOJKHBI HAXOIUTHCA APYT OT JAPyra Ha pacCTOSHUHM HE MeHee 2
METpOB.
. He pexoMeHnayeTcs MCIONIb30BaTh MPEIMETHI, KOTOPbIE HENb3s 00padoTaTh MOCIE MOCEIICHUS

LenTpa MyKOBUCHIIN1032 (MSTKHE UTPYIIKH U TIP. ).

. He pexoMenayercs npuHUMaTh NUILLY, HAXOAACh B 001IEH 30HE 0)KUJIaHUS IpUeMa.

® B HOECHTPC MYKOBUCIMA03a IpaBujia MOBEACHHUA MAIVMCHTOB JOJI’KHbBI OBITh PasMCIICHBI Ha JOCKE

o0BSIBIICHH, Ha caliTe opranu3anuu (Www.mukoviscidoz.org) U JOCTYIHBI AJIsl O3HAKOMIICHUSI.

IIpaBuia Haxo:xkaeHus nauueHToB ¢ MB B cranuonape.

. [Tepen rocnuranu3ainuen marMeHThl ¢ MYKOBUCITUA030M CIAI0T MUKPOOMOIOTUYECKHUI aHan3
MOKpOTHI (He mo3aHee 4yeM 3a 1 mecsi). [lanueHTsl pa3MemarTcs B OJTHOMECTHBIE MallaThl

(Ooxchl) cormacHo MUKPO(DIIOpe JbIXaTeIbHOTO TPAKTA.

. lNocruranuzamnus manuentoB ¢ Burkholderia cepacia complex ocymiecTBisercss B jedeOHbIE
YUPEKICHUS, UMEIOIINE CICIUAIN3UPOBaHHBIC OOKCHI s MaHHON uH(pekuuu. [larueHTsl,
uHpunupoBanusie Burkholderia cepacia complex, Achromobacter spp., HeTyOEpKyIe3HBIMU
MUKOOAKTEPHUSIMHU WM YCTOWYMBBIMH K BAHKOMHUIIMHY SHTEPOKOKKAMH, TOJDKHBI Pa3MEIaThCs
B OTJEIBbHOM manare/00Kce ¢ IylmieM M TyalleTOM, JKEJIaTelIbHO C OTICIbHBIM BXOJIOM.
lNocnuranu3anus MalMEeHTOB C PE3MCTEHTHOH (DJIOPOH BeaeTCs B MPUEMHOM OTICIICHUM JIS

HH(bCKHHOHHBIX MNAalUCHTOB; MMAIIUCHTHI IPOXOAAT B MAJIAThI (6OKCBI) qucpes OTJIEIbHBIN BXOJ.
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. [TanieHT ¢ MYKOBUCIHMIO30M, HH(PUIMPOBAHHBIE WMHOW (rmopoi, pa3MemarTcs B
OJTHOMECTHOH Iajare ¢ AyLIEM M TyaJeTOM WM C APYrMMH IAUUMEHTaMH, HE CTPaJarolMMU
MYKOBHCIIM/I030M U C HU3KMM PUCKOM MH(DULUPOBAHMUSL.

Bokcel ansi manuMeHTOB CO CTa(UIOKOKKOBOM M CHHETHOMHON WH(pEKIUEeH KelaTeabHO
pa3Melnars Ipy IUIAaHUPOBAHUM OTAEJIEHUS B IPOTHBOIOJIOXKHBIX KOHIIAX KOPHUIOPA WIM Ha Pa3HbIX

oTaxax.

° Bce MalUMCHTBI € MYKOBHUCHMIAO30M IIOCJIIC TpPAHCIUIAHTAllUK JOJIKHBI HAaXOAWUTBCA B

OJITHOMECTHOH I1ajiaTe.

. JlJig manMeHToB ¢ MYKOBUCIHMA030M ¢ Burkholderia cepacia complex w Achromobacter spp.,
HETYOCPKYJIE3HBIMA MHUKOOAKTEPHSIMA WM YCTOMYMBBIMH K BAaHKOMHUIIUHY SHTEPOKOKKAMH,
JIODKHO  OBITh  OTAETBHOE METUIIMHCKOE O0OpYAOBaHHME Ui KaXJAOTO IalMeHTa

(MHIMBUYaTBHBINA CIUPOMETP, (POHEHIOCKOT, MYJILCOKCUMETP, TIFOKOMETP, TOHOMETP U T.J.).

° HOCGHICHI/IG JUAarHOCTUYCCKUX mnpoucayp nalucHTOB MYKOBUCIUI0O30M JOJIDKHO

IIaHUPOBATHCA COIJIACHO MI/IKpO(bJIOpe AbIXAaTCJIbHOI'O TPpAaKTa.

. JlesuHdexkuus  HOMelleHui, obopyaoBaHuss U T.I. IIPOBOAUTCS COIJIACHO
CanunrapHosnuaemuonorunyeckue npasuia 1 Hopmatussl CanlluH 2.1.3.2630-10 "CanurapHo-

OMUACMHUOJIOTHUYICCKHUC Tpe60BaHI/I$I K opraHusanusm, OCyIeCTBIIAOIINUM MCAUIUHCKYHO HCHTCHLHOCTB"

(YTB. mocTaHOBJIeHHEM [ J1aBHOrO rocygapcTBEHHOro caHuTapHoro Bpada P® ot 18 mas 2010 r. N
58)IMauuentsl, nuanduuuposannsie Bee, MRSA, HTMbB unu ycToiunBbIMU K BAHKOMUIIMHY **
SHTEPOKOKKAMH, JIOJKHBI pa3MeIlaThCs B OT/AEIbHOM ManaTte/00Kce ¢ AyIIeM U TyaJeToM, XKeJlaTelIbHO

C OTACIIBHBIM BXOJOM.

° IlamueHTsl ¢ MB, KOTOPLIC JOMa CIIAT B OJIHOM KOMHATC, MOT'YT B CTAllHUOHAPC HAXOAUTHCA B

OJTHOI majare.

° ITanuenToB 06yqa10T KaluisATb B 6yMa)KHBII>i IJIaTOK, B CaJ'I(bCTKy niIn OI[HOpEBOBBIﬁ CTaKaH C

KpHH.II(OfI, KOTOPBIC 3aTCM YTUIIN3UPYIOT.

° CaJ'I(I)CTKI/I, HCITaYKaHHbIC MOKpOTOﬁ, ManuCHThl JOJIKHBI YTHIIM3UPOBATH B 3aKPBLITHIC

KOHTGﬁHCpH, OTKPBIBAIOIIUCCA 0e3 KacaHHs PYK.
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. B cranmumonapspix ycioBHMsX mnanmueHTel ¢ MB  uCnonb3yroT TONBKO HMHAWBUAYAIbHOE
o0opynoBaHue (AbIXaTeabHble TPEHAXKEPHI, ammaparbl AN KUHE3UTEparuu, HHTaJISATOPHI),

KOTOpOE MPUHOCAT C COOOU U3 JoMa.

. OOpabateIBaTh pyKH NIEPE]T BHIXOIOM U3 TAJIATHL.

. N36eraTh KOHTaKTOB C IPYT'MMH HanueHTamu ¢ MB.
B 00mmx momemeHusx AepkaTbCst OT PYruX MAIMEHTOB HA PACCTOSHUH HE MEHEee 2 METPOB.

. Hcnonb30Bath IHULEBYIO MAcKy.

. JlmarHocTHYeCKhe CIyXObl (KaOMHET PEeHTreH-AMarHOCTHKH, Y3W u Ap.) MOKHBI OBITH

OCBCAOMIICHBI O ITpaBUJIaX U30JIAOHUU ITAUCHTOB C MB.

. [IpaBuia moBeeHuUs B CTAIIMOHAPE JOJDKHBI OBITH BBIJAHBI POJAUTEISM U PeOCHKY/TIAIIUSHTY TIPU

rocuvrTrain3anui U pa3MCUICHbI caiite MGHHHHHCKOﬁ OpraHus3anuu.

HNn:xkeHepHbIi MyTh pelieHUs HH(PEKINOHHOT0 KOHTPOJIS NIPH IVIAHUPOBKE OT/AeJIeHus,
BEHTHJIAIIUM.

[InanupoBanue otTaeneHus MpoBogauTcs coriacHo IloctanoBneHuto ['JTaBHOrO rocyaapCTBEHHOTO
canutapHoro Bpaya P® ot 18 mas 2010 r. N 58 "O06 yrBepxkaenuu CanlluH 2.1.3.2630-10 "CanurapHo-
SMUEMHUOJIOTHYECKHE TPEOOBAHUS K OpraHU3aIUsIM, OCYIIECTBISIOMIUM METUIIMHCKYIO IeATeTbHOCTD"
C U3MEHEHUSAMHU W AOonoNHeHusMu oT: 4 mapta, 10 utons 2016 r. [lman Gokca ansi MalUEHTOB CO
CTapMIOKOKKOBOM M CHHETHOWHOW MH(EKIMEl: BXOJ U3 KOpUIOopa OTIAEICHHs, IPU BO3MOXKHOCTH -
TaMOyp Ha BXOJIe C PAKOBUHOI; CAHUTAPHBIN y3€ll C pAKOBUHOM U JKeNaTelnbHO AYIIEeM; MajaaTa.

[Tnan 6okca 1t MAIMEHTOB ¢ B. cepacia complex u Achromobacter spp: nns MEAUIIMHCKOTO TIEpCOHANA
PEKOMEHJIyeTCsl INTAHUPOBATh BXOJ] U3 KOPUAOpa OTACIICHHS B IIUII03 HAa BXOJI€ M3 OTACJICHHS, TaMOyp
P HAJIMYHAKA HECKOJBKHUX IMaJaT C PAKOBHMHOW; CAHMTAPHBIN y3€ll B KaXKJOW IajaTe C pPaKOBHHOW;

HaHaTa(BI), JId TTAlTUCHTOB U pOJACTBCHHUKOB BXO/] C YJIUIIBI.

IIpaBunia u meToabl 00padOTKH M CMEHbI HHIAJISITOPOB, He0yJ1ali3epPOB U AbIXaTeJbHBIX

TpeHakepoB (IPU HHAUBUAYAJTbHOM HCNOJIb30BAHUU H B CTAIIMOHAPE)
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d
! Henonnas oe3ungexyusi cnocobcmeyem pocmy 6axmepuil, U mem CAMbIM Y8eiuyueaem puck

uH@uyuUposarus.

HeOynaiizep ¥ uCHOIb30BaHHBIE MPUHAIIEKHOCTH JIOJDKHBI OBITh TIIATEIBHO OYMIIEHBI IOCIE
KaXX/10T0 MpuMeHeHus. [le3snH(eKnns J0mKHa TPOBOAUTECS HE PEXe OJHOTO pas3a B JICHb.

IloaroroBka K OUHMCTKE

*  OrcoenuHute TPyOKY OT HEOYymaif3epa;
*  PasGepute HeOyaiizep Ha COCTaBHBIC YaCTH;

° HpI/I HCIIOJIb30BAHWHU MYHIAIITYKA C KJIAIIaHOM OCTOPOKHO BbITAILIUTDH CUHMU KJamaH BbIJIOoXa

U3 THC31a B HAKOHCYHHKCE. Kianan HAOJIKEH OCTaBaThCA NPUCOCANHCHHBIM K MYHAIITYKY
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YX0/1 32 COEAMHUTENLHON TPYOKON

e [loaxnrounuTh COETMHUTENBHYIO TPYOKY K KOMIIPECCODY;
*  Bxirounts KOMIpeccop;

* OcraBuTth KOMIIpECCOp B pa6OTaIOH_I€M COCTOAHMHU OO0 TEX II0p, IIOKa KOHACHCAT,

oOpa3zoBaBIIHiica B TpyOKe, He OyJIeT yaleH BO3LyXOM, IPOXOIALINM uepe3 TPYyOKy;

- IIPY 3arPS3HCHUN U U3MEHEHUH IIBETA TJIACTMACCHI TPYOKY-BO3AYXOBOJ CIIEAYET 3aMEHUTh.
OuncTKa
* Ilomectutr Bce AeTasin HeOynaii3epa B TEIUIYIO BOJIOIPOBOJHYIO BOJY C HEOOJIBIIUM

KOJMYCCTBOM KUAKOCTH IAJId MBIThA IIOCYJAbl HC MCHECC YCM Ha 5 MMHH,

* TmarenpHO IIPOMBITH BCC ICTAJIU B HpOTO‘lHOﬁ BOJC,

e Jlus ynaneHus JUIIHEN BOABI BCTPSAXHYTH JIE€TaNM;

2 IGSI/IHfl!eK! 1958;

[Tocne o4mMcTKH TPOBOAMTCS NE3UH(EKIHS COCTABHBIX dacTeld HeOymalzepa M HMCIOIb30BaHHBIX
MPUHAIIISKHOCTEH (KpOME COeTMHUTENBHBIX TPYOOK). D dekTuBHas ne3nH(EKINs BO3ZMOKHA TOJIBKO
eciy HeOyraii3ep OblI TIIATEIbHO OYMIIEH.

Ilpu ucnonv3oganuu Macku c¢ pe3uHOBbIMU JTEHMAMU: DE3UHOBLIE JIEHMbl MO2YH NOOBEP2ambCsl
MONILKO ouucmKe (Cmupke), max Kak npu Oetcmeuu 6blCOKUX MeMnepamyp, UCHONb3YeMblX npu

oe3uHgexyuu, onu mo2ym bvims nogpedicoensvl. JlesuHexuns Kuns4eHuem

O ITomecTuTsr Bce ACTAJIM B KUIAIIYHO BOAY HEC MCHCC 4YEM Ha 5 MUHYT. I/ICHOJ’IB?;yeTCSI qucTas

KaCTproJIsd U CBEXKasd BoAa C MIOHMKCHHBIM COACPIKAHUEM KaJIbIUs.

ITnacmux mosicem pacniasumucs, eciu OH 6CMYNUN 8 KOHMAKM ¢ 20pauum OHom Kacmproau. Tlosmomy
cnedyem yoeoumucs, 4mo 8 Kacmprojie 00CMamouHo 800bl.

Jlesanadeknus ¢ TOMOIIBI0 CTAHAAPTHOTO TEPMHUUECKOTO NE3NHMDEKTOPA JUISL AETCKUX OVThUIOUEK (HE

JUJIsI MUKPOBOJIHOBOM HC‘-II/I)

Jnst appexTuBHOM ne3MHPEKITUN UCTIONb3YeTCs 1e3UHPEKTOp ¢ padouuM LIUKIOM He MeHee 6 MUHYT.
Bo Bpems pesumHbexknnu, 4ToObl ONPENENUTh MPOJOIKUTENBHOCTh MPOLEAYpPhl Ne3UH(EKINH U
KOJIMYECTBO BOJIbI, HEOOXOIUMOE JJISl 3TOT0, HEOOXOAUMO CIIeI0BaTh MHCTPYKIMU MO IKCILTyaTalluu

,Z[CSHH(I)CKTOpa, KOTOpBIfI HCIOJIb3YCTCA.
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Henonnas nesuHdekuus crnocoOCTBYyeT pocTy OakTepuil, U TeM CaMblM YBEIMYHMBAET PHUCK
uHpunupoBanud. JlesuHdekuus He 3aBepileHa, eciau Obula IpeKpalieHa 10 aBTOMAaTHYeCKOIo
BBIKJTIOUCHHSI JIC3UH(PEKTOpa, WIM MHHUMAIBLHOE BpeMs JIe3MH(EKINH, YKa3aHHOE B HHCTPYKIIMH TI0
SKCIUTyaTalui Je3MH(PEeKTOpa He UCTEKO0. Je3nH(pEeKTOop MOHKEH COAEpKaThCsl B YHUCTOTE, U €ro
paboTOCTIOCOOHOCTH CIIeyET PEryIsipHO KOHTPOJIUPOBATb.

I[e?;I/IHd)eKI_II/ISI C IOMOIIBIO MUKPOBOJTHOBOI'O IIC?;I/IH(beKTODa

MuxkpoBoHOBbIE J1e3UH(DEKTOPBI 00ecneunBaOT 3G (HEKTUBHYIO Ae3MHPEKIINIO KOMITIOHEHTOB U3eus
B CTaHAAPTHON KOMMEPUYECKON MUKPOBOJTHOBOM NEYH.

CocraBHble uacTH HEOyJai3epoB, COAEpKAIIME METAUITMYECKUE KOMIIOHEHTHI HE SBIISETCS
YCTOMUYMBBIMU K BO3JICHCTBUIO MUKPOBOIIH, H, CIIEJIOBATEIIEHO, OHH HE JOJDKHBI Ae3MH(DUIINPOBATHCS B
MHKPOBOJIHOBOM I1€YH.

[ToMecTHTh KOMITOHEHTHI U3/IETUS B IE3UH(PEKTOP, OCTABUB JJOCTATOYHOE MPOCTPAHCTBO MEKIY HUMH,
9TOOBI Map MOT HaJIe)KHO MMPOHUKHYTH KO BCEM TTOBEPXHOCTSIM.

YcnoBust [e3nHPEKIH B MUKPOBOJIHOBOH MTEYH:

MouHocTh B BAaTTax Bpems ne3uHdpexkuumn Bpems oxjiakaeHust
850-950 4 mumn. 2 Mumn.
600-850 6 mumn. 2 MUH.

Wudpopmanusg o KoJMYeCTBE BOJbI, HEOOXOAMMOHM sl mpolecca JAe3MHPEKUUH, BKIOYEHA B
MHCTPYKLUHU MO KCITyaTaluu Ae3MHPEKTOpa 1 MUKPOBOJIHOBOI MeyH.

KoMnoHeHThI u3nienust He TOJIKHBI MOJBEPraThCsl BO3IEHCTBUI0O MHUKPOBOJIHOBOIO M3JIYYEHHUS, €CIU
OHM HE HAaxXOJATCS B MUKPOBOJHOBOM Je3uH(pekTope. Eciau KOMIIOHEHTH! M3AeNusi MOABEPraroTCs
HarpeBy B MHKpPOBOJHOBOH meun Oe3 3aiuThl JAe3MH(EKTOpa, OTAEIbHbIE NETaad MOTYT OBbITh
MTOBPEKICHBI.

Henb3st 11 1e3uHGEKIN UCIONb30BaTh (DYHKIUIO TPHIISA, TaK KaK 3TO TOXE MOXKET HMPUBECTH K
MOBPEXICHUIO 00padaThIBaeMbIX yacTeil HeOyaiizepa.

JlesuHdeknus He CUMTaeTcsl 3aBEPUICHHOH JOJDKHBIM 00pa3oM, €cld He COOJIIOJICHO YyKa3zaHHOe
MUHHMAaJIbHOE BpeMs JIe3UH(EKIUH, a TaKkKe TpeOyemasi BBIXOIHasi MOIUIHOCTh MUKPOBOJIHOBOM MeYH.
Jle3uHdekTop Takke JOHKEH OBITh YHCTBIM. PerymspHo mpoBepsiiTe pabdoTOCIOCOOHOCTh
MHUKpPOBOJIHOBOTO Jie3uH(pexTopa. s ae3smHbeKunyn HCMoNb3yeTcsl TOJIbKO BOJAA, HUKOI/IA HE

HCIIOJIB3YIOTCA XUMHUYCCKHUEC BCIICCTBA.
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XuMHYecKasi OUYUCTKA ¢ Ae3nHbeKInen

Ounctka u qe3uH(EKIHst MOTYT OBITh POBEICHBI B paMKaxX OJHOTO IUKJIA MPU TOMOIIIH
XUMHYECKHX BemiecTB. C 3TOM HENbI0 HCIOIb3YeTCs CPEACTBO Ae3uHpuupyomee «boMUKC MITIOCH
(«Bomix plus»). s obecnieuenus 6€30macHOCTH MPU 0OpaICHUH ¢ XUMHUYECKUMHU BEIECTBAMHU
ClIeyITe MHCTPYKIIMHU TI0 IKCIUTyaTallMK Je3MH(DUIMPYIOIIEro CPEICTBA, B YACTHOCTH IPUIIaraeMoi

MHCTPYKIIMHU IO TEXHUKE O€30MacHOCTH.

[TpurortoBeTe 2% pacTtBOp cpeactsa aesuHpuuupyromero «bomukc riocy («Bomix plus») myrem
cmemuBanus 10 M konrenTpara ¢ 500 M1 BOJIOITPOBOIHOM BOIBI.

* IlomecTuTth Bce eTanu B HpI/Il"OTOBJ'IeHHHﬁ pacTBOp U OCTABLTC UX TaM Ha 5 MuH.

Ecnu 3nauumensro npegvicums nepuoo npumeHeHus, mo niacmmaccogvie 0emanu Mo2ym umems 3anax
oe3unguyupyrowe2o cpeocmaa.
* TumarenpbHO BBIMBITH BCE JETAIM B NMPOTOYHOM (CBEKEBCKUIITUYCHHONW WM JUCTHIIMPOBAHHOMN)

BOAC (OCTaTKI/I ,Z[e3I/IH(1)I/IL[I/Ipy10H_[eFO cpeacTBa MOT'YT BBI3bIBATH AJUICPIHUCCKHUC PCAKIUU WU

pasapakeHue CIU3UCTON 000I0UKN).

-YTUIM3UpOBATH MCIIOJIB30BAHHBIN pacTBOp (pa30aBiIieHHBIN PACTBOP MOKHO BBUIMTH B KAHATU3AIIHIO).

BusvanabHBIN KOHTPOJIL

TpebyeTrcss 0CMOTPETh Bce KOMIIOHEHTHI M3/IETHUS TOCTe KaKI0M YUCTKU U Ie3UH(EKITUH.
3amMeHuTe HEeUCIpaBHbIe, 1e(HOpMUPOBAHHBIE UM CHIIHHO OOECI[BEYEHHBIC YACTH.
Brnaxnas cpema MoxkeT cmocoOCTBOBaTh pocTy Oaktepwii. [loaTomy cliemyeT ynamuTh BCE 4YacTH
yCTPOICTBA U3 KAaCTPIOJIH WK JIe3UH(PEKTOpa mocie okoHuaHus AesuHpexnnu. Heo6xoImMo BEICYIIUTh
Bce netanu. Puck nHQUIMpOBaHMs CHIKAETCSI, KOTIa JIETAN TTOJTHOCTHIO BBICYIIICHBI.

Cyiika ¥ XpaHeHHUE

* IlomecTuTs BCe Ie€Talu Ha CYXYIO, HUCTYIO U BIIMTBIBAIOIIYIO ITIOBEPXHOCTD I IPOCYIIKH.

* 3aBepHyTh HeOynaizep B 4HCTyIO caideTky O0e3 Bopca (HampuMmep, B UYHUCTOE KYXOHHOE

HOJ'IOTCHI_IC) " JCPIKUTEC €ro B CYXOM, 3allIUIIICHHOM OT IIbUIA MECTC.

He cnenyer octaBnsaTs HeOyai3ep /uisi XpaHEHUsI B BAHHOW KOMHATE.
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Crepunn3anys B YCIOBHAX CTallMOHapa

[Tpu HaXOKJEHNU MAaLlMEHTa B CTallMOHApe HeOynaii3ep U MpUHAICKHOCTH MOTYT IOJBEPraThCs
aBTOKJIaBUPOBAHUIO Kaxble 3-4 mHs. MeTo/ cTepuiIn3auy MOXeT ObITh IPUMEHEH JIJIsl U3JIeIHH,
KOTOpBIE MPOLUIH OUUCTKY U JIe3UH(EKIHIO.

IloaroroBka u mpolieAypa aBTOKIaBUPOBAHUS

VYnakyiiTe Bce OTAEIbHBIE JETAIH B CUCTEMY CO CTepUIbHBIM OapbepoM cornacHo DIN EN 11607
(Hammpumep, B OyMaXHO-TJICHOYHYIO YITAKOBKY).

MakcumanibHas TemnepaTtypa u BpeMs crepuwimzanuu: 121 °C, no menpieid mepe, B Teuenue 20
MuH. uin 132 °C / 134 °C, no MeHbIIIei Mepe B TeYCHHE 3 MHH.
XpaHeHue

CrepuiibHbII HeOymaii3ep MOKET XPaHUTHCS B OyMa)KHOM MakeTe A0 3 CYyTOK, B OMKce — 10 7 CYTOK.
He cnenyet moaseprath cTepuiIn3aiy B3pOCIyIo U JETCKYIO MATKUE Macku 0e3 cTabuian3aTopa MacKu,
TaK KaK 3TO MOKET MPUBECTHU K OTepe POPMBI MOJT BO3JCHCTBIEM BBICOKUX TEMIIEPATYP.

CoepkaHMe B OYHCTKAa KOMIIpeccopa

° O‘-II/ICTKy paspemacTtcd MpOBOAWTL TOJBKO B TOM CiIy4dac, €CJIU YCTpOﬁCTBO BBIKJIFOUCHO H

ceTeBasi BUWIKA BbIHYTA U3 PO3ETKU.
* CyuiecTByeT OMacHOCTb MOBPEKICHHUS YCTPONUCTBA U3-3a IPOHUKHOBEHUS JKUIKOCTEH.
* 3ampemaercsl pacubUIATh KHJIKOCTh HA KOMIIPECCOP MJIU CETEBON Kabelb.

° Z[J'ISI OYHCTKHU Hapy>KH01>i MOBEPXHOCTU KOMIIpECCOpa CICAYET UCIOJb30BATh YUCTYIO BJIAXKHYIO

(cMoYeHHYIO Ae3uH(EKIIMOHHBIM CPEICTBOM) cal(eTKy.

Jamena GmibTpa

[Tpu cTaHAAPTHBIX YCIOBUAX JKCIUTyaTalluu GUIBTP KOMIpeccopa TpeOyeTcs 3aMeHsTh Yepe3 Kaxable
200 gacoB paboTHI, HO HE PEXKE OJTHOTO pa3a B TO/I.

Crnenyet perynsipHo mpoBepsTh GunbTp (mocne kaxaoi 10-it mpouenaypsl). Ecnu oH 3arpsi3HeH (uMeeT
Cepblil MM KOPUYHEBBIH OTTEHOK) WM 3aCOPEH, €ro HeoOXoaumo 3aMeHuTh. Ecim ¢umsTp cran
BJIQX)KHBIM, €T'0 TaK¥XK€ Tpe6yeTcsf 3aMCHUTH HOBBIM.

Ouuwgame hunomp u ucnonv3oeams e2o nO8mMOpHoO 3anpeuiaemcs!

XpaHI/ITB KOMIIpECCOp W NPHUHAMJICI)KHOCTHU CICAYCT B CYXOM MCCTC, 3alllUIICHHOM oT
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IIPOJIOJIKUTENIBHOTO ACUCTBUSA IPSIMBIX COJTHEYHBIX JIydel. He pekoMeH1yeTcst XpaHUTh KOMIIPECCOP Ha
0aJKoHe, B aBTOMOOMJIE, B 3aITbIICHHBIX U BJIAYKHBIX TOMEIICHUSX.

CpOKH HCITOJIH30BaHUS HC6VHaI>'IBCDa 1 KOMIIpECcopa.

*  BeicTpo M3HaIMMBaeMbIe KOMIUIEKTYIOIUE, TAKHE KaK HeOynan3ep, MyHANITYK WK Macka, TpyOka-
BO3JIyXOBOJ U (DUJIBTP K KOMIIpECCOPY MOJIIeKAT PEryIIpHON 3aMeHe, He PeKe OJTHOTO pasa B T, a B

CJIydac CHJIbHOTI'O 3arps3HCHUA, I[e(bOpMaHI/II/I WK IIOJIOMKH - HEMCJICHHO.

* Ilpm koJmoHM3aMU AHTHOMOTHKOPE3WCTCHTHOM MHUKpPOOHOW duiopoit cMmeHy HeOynaizepa
PEKOMEHIyeTCsl MPOU3BOAUTD IOCHIE KAXKIOr0 Kypca WHTAISALMOHHOW aHTHOAKTepUAIbHON Tepamuu

nmu 1 pa3 B 2-3 mec. B octanpHbIX ciydasx He pexe 2 pa3 B TO.

*  Kommpeccop noimKeH ObITh €KEr0IHO TPOTECTUPOBAH CHEIUATUCTAMU TEXHUUYECKOU MOICPKKH.

*  OxwumaeMblii cpemHUN CpPOK CIyXObl KOMIPEccopa HHTASIUOHHOW CHCTEMBI ONpEAeIsIeTCs
COIJIACHO 3KCIUIyaTallUOHHOW JOKYMEHTaLUH.

JlpIxaTejibHbIe TPEHa)kepbl HCIIOJIB3YIOTCA M 00padarhIBalOTCS aHaJIOrM4uHO. JlpIxareiabHbIe

TpeHa)Kepbl 0€3 BO3MOKHOCTH UX JI€3MH(EKIUU HE JOJDKHBI UCIIOIb30BaThCs Oosiee 1 Mecsua.

Oprannsanus o0y4eHusi H JOCYra NalHEHTOB ¢ MYKOBHCIHA030M

JULY, wikonnt, u opy2ue oopazoeameibrivle y4peHcoenus

* B oaHoli mKoJje MOT'YT YYUTBCH HCCKOJIBKO IMAUCHTOB MB, HO OHH HE€ OOJIP)KHBI 06yanLc51 B OJHOM

kiacce. Kareropus A

* [lauuentst MB He JOMKHBI HaXOOUTHCS B OJTHOM MOMEIIEHUU (CTONOBasi, GU3KYIbTYPHBINA 3aI)

onHoBpeMeHHO. Kareropus B

° Ecnu onn HaxoJdaTCda B OJHOM IMOMCIICHHH, JOJKHBI ACPKATHCA HA PACCTOSIHUH HEC MCHEC 2M apyr

OT Jipyra u co0oaaTh Bce Mephl npoduiaktuku. Kareropus B

*  Vyurtens u MeIUIUHCKUE PAaOOTHUKY JOJHKHBI OBITH HH()OPMHUPOBAHBI O IPABHIIAX TIOBE/ICHUS JETeH

B IITIKOJIC.
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I Kostbl 012 podumeneii u opy2ue meponpusmus, noceauwernnovie MB

Opranuzanys IKoJ J1Ji TallueHTOB, COBMECTHOTO OT/IbIXa U MEPOIPUATHI, TPOBEICHHUE MTPA3IHUKOB
st manueHToB ¢ MB negonyctumsbl! 1lIkonsl mpoBoadTcss ajisg poauTeneil, poACTBEHHUKOB M UX
norneunTesnen. JlJis maiueHToB BO3MOXKHBI IITIKOJIBI B CHCTEME OH-JIalH, B BUe BeOnHApoB. [lalneHTBEI
¢ MB nomwkHbl #30eratb mNpsAMOro KoHTakTa. HeoOxommmo pas3pabarbiBaTh 0Opa3oBaTeIbHBIC
nporpaMMmbl o MB, He TpeOyromue NOpsMOro KOHTaKTa MEXAY IMallMeHTaMHU: BHJICO3aIUCH,

BHIcOKOH(pepeHu, oOpa3oBatesibHbIe TopTaibl B MaTEpHETE [110; 23].

Cmpoumenvbcmeo, pemMonm, cad08004ecKue padoomaol

[TaruenTsl ¢ MB 10omKHBI M30€rath MeCT, I/ie IPOBOISATCS CTPOUTEIHCTBO, PEMOHT U CaJJOBOTUECKUE
paboThl, 4T0OBI M30EKaTh KOHTAKTa co cropamu Aspergillus spp. Ilaumentam ¢ MB He cnemyer
paboTtarh Ha MpUycageOHBIX Y9aCcTKaX C UCIIOIb30BaHUEM KOMIIOCTA U TIp.

Opzanuzayus canamopHo-KypopmHozo ieueHus

Opranuzanys CHOPTUBHBIX JIarepei, JIETHUX LIKOJI, COBMECTHOIO OTIbIXa A IanueHroB ¢ MB
HegonycTumal

[Tpu opranu3zanuu caHaTOPHO-KYPOPTHOIO JIEYeHUs TPeOOBaHUS NMPEIbABIAIOTCS aHAJIOTHYHO,
Kak npu rocouTanu3anuu (cMm. Opranusanust aMOyIaTOpHOU U cTaliMoHapHo# nomoiun). [Ipu
OpraHU3aIH CAHATOPHO—KYPOPTHOTO JICYCHHUS B OJIUH 3a€3]1 JJOJDKHBI OBITh HAPABJICHBI MAIIUEHTHI C
OJHOTUIHON MUKpodopoit. CieyeT pa3MeniaTh MalMeHTOB Ha OTJENbHBIX 3TaKaxX WK B Pa3HbIX
KOpITycax, He JIOIYCKaTh UX KOHTAKTa MIPU BHIMOJIHEHUH AUArHOCTUYECKUX U JICUeOHBIX POLIETYp, B

CTOJIOBOH U HUI'POBBIX KOMHATAaXx.

7. JonoanuTeabHasa nuHpopManus (B TOM ynciie (PAKTOPbI, BJIUSIONIAE HA HCXO/

3a200J1eBAHUA WIH COCTOSTHUS)

MB — XPOHHUYCCKOC HCU3JICYNMOC 38.6OJ'ICB8.HI/IC, MMO3TOMY MAalIMCHTHI HYKAAKOTCA B AKTHBHOM
AUCITIaHCEPHOM Ha6J'IIO)IeHI/II/I U  HCIPCPLIBHOM JICHCHHU. vy OIHUX IMAalMCHTOB, HECMOTPA Ha
CBOCBPCMCHHYIO TUATrHOCTUKY U aACKBATHYIO TCPAIINUIO, ITIOPAKCHUC 6p0HXOHéFO‘lHOﬁ CUCTCMBI 6BICTp0
MMporpeCcCupyeT, y Apyrux - AIMHaMHuKa U3MEHeHUI 0oee 6HaFOHpI/IﬂTHa. MHorue nanyeHThsl J0KHUBaloT

A0 B3POCJIOTO U JAaXKE 3pE€JIoro Bo3pacra.

Kpurepuu oneHku kayecrsa MeJUIMHCKONH TOMOLIH

179



Tabmuma 28

Kputepun oreHKH Ka4ecTBa MEIUKO-CAHUTAPHON TTOMOIIH B3POCIBIM U JICTSIM MPH KUCTO3HOM (GrbOpo3e
(myxoBucunose) (koast mo MKB - 10: E84)
Ne i/t | Kputepun kadecTBa Or1eHKa BBITOTHEHS

1 |BbinosHeHo onpeaelieHe akTUBHOCTH MTaHKpeaTHYeCKOM aacTtasbl 1
B KaJie He pexke 1 pasza B 12 mecsrieB (y MepBUYHBIX NAIIMEHTOB IIPH
YCTAaHOBJICHWH JUarHo3a M y MallMeHTOB C COXPaHHON SK30KPHUHHON
(dyHKUIMEH MOHKETYA0UHON JKee3bl (C MaHKpeaTHYecKOn
anacrasoii-1 6omee 200 MKT B T Kaa)) Ha/Her
2 | BwmmonHen npuemM (ocmoTp, KOHCYJIbTaIIs)
BpadaracTpodHTepoyiora (WiIH Bpaya-IueTojora WIH Bpada-
neauaTpa, Ipouennero odyuyeHne Ha TeMaTHYECKOM IUKIIE 110
MYKOBUCLUIO3Y ), ISl UCKITIOUCHUS TUIIEPALIUTHOTO COCTOSHUS U
€r0 KOPPEKIINH TIPH OTCYTCTBUU 3PdeKTa OT
(hepMeHTO3aMeECTHTENHHOMN Tepanuu u pu HATHYUH
0EITKOBOIHEPTreTHIECKOI HeJJOCTATOYHOCTH Ha/Her

3 | BremmonHeH npueM (0CMOTp, KOHCYITBTAITHS)
BpPa4a0TOPHHOIIAPUHTOJIOTA TIPH 00OCTPEHNH XPOHUIECKOTO
CUHYCHUTA U €CJIA HE OBbLI BBIMOJIHEH B MPEALISCTBYIONIHIA IO Ja/Her

4 | BbINOJIHEHO MUKPOOHMOJIOINYECKOEe UCCIeOBaHNE 1T0ceBa (hIIOPHI B
MOKpoTe ((papuHreanbHOM Ma3Ke WIN HHAYIHUPOBAHHON MOKpPOTE
WM TpaxeaJbHOM acnupare) He pexe 1 pas3a B 3 mMecsna Ha/Het

5 | BbINOIHEHO onpeeeHne GYHKIUHN BHEITHETO AbIXaHUs ALUCHTY
crapiue S5 yieT (ecau He ObUIO BBIMOJIHEHO B MPEALICCTBYIONIHE 3

MecsIa) Ha/Her
6 |IlpoBenena aHTHOAKTepHAlbHAS Tepalks HE MEHEe, 4YeM JBYMs
npernaparaMyd BHyTPUBEHHO (TIPH TSDKEJIOM 00OCTPEHUH CO CTOPOHBI
JIBIXaTENILHOTO TPaKTa) Ha/Het

7 |[IpoBoautcst pepMeHTO3aMECTHTENbHAS TEPAIHs TPernapaToM
MaHKpeaTHHA B BUJIe MUHAMHUKPOC(EP ¢ KUCIOTOYCTOHINBON
0007109KOH (ITpU CHUKEHUH YPOBHS NAHKPEATUIECKOM 3y1acTasbl-1 B
kajsie MeHee 200 MKT B I Kala IpH OTCYTCTBUH MEAUINHCKHAX
MTPOTUBOTIOKA3aHHN ) Ha/Her

Tabauma 29.

Kpurepuu orneHkn kKauecTBa CIEIHATU3HPOBAHHON METUITMHCKON IMOMOIIM B3POCIBIM H JCTSIM MPH KHUCTO3HOM
¢uodpo3e (MmyroBucuuo03) (Kol mo MKB - 10: E84)
Ne i/ | Kputepun kauecTra OreHKa BBITTOTHEHIS

1 |BemmonHeHO onpezeneHne aKTUBHOCTH MTaHKPEaTHUIeCKON 31acTasbl |
B KaJie (eC)IM He TPOBOJIIIOCH B IpeiecTByommue 12 mec) (y
MEPBUYHBIX TIAIIMEHTOB IIPH YCTAHOBJICHUU IMATHO3a U Y
MAIUEHTOB C COXPaHHOHN 3K30KPUHHOW (DYHKITUEH MOKEITYT0THON
JKeJe3bl (C TaHKpeaTHnaecKkol anmacta3oii-1 6onee 200 Mkr B T kana)) | Jla/Her
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2  |Bwmoanen TIpueM (ocmortp, KOHCYJIBTAITHS )
BpadaracTposHTeposiora (WJId Bpauya-IMETOJIora WM Bpada-
MeanaTpa, Ipomeaniero o0yueHne Ha TEMaTHIECKOM IIHKIIE 110
MYKOBUCLUIO3Y ), JJISI UCKJIIOUCHUS TUTIEPAIIMTHOTO COCTOSTHUS U
€r0 KOPPEKIIMH MTPH OTCYTCTBUU 3PPeKTa OT
(hepMEeHTO3aMECTUTENBHOMN Tepanuu u npu HAJTHYUU
0CIIKOBOIHEPreTUIECKON HEJJOCTATOYHOCTH Ha/Her

3 |Brmmonnaen npueM (0OCMOTp, KOHCYJIBTALIHS)
BPayaoTOPHHOJIAPUHI0JIOTa IPU OOOCTPEHUN XPOHHUYECKOTO
CUHYCHUTA U €CJIA He OBLI BBIITOJIHEH B MPEANIECTBYIOIHIA IO Ha/Her

4 | BeImoaHEHO MUKPOOHOIOTHIECKOE CCIICOBaHIE TIOceBa (DIIOPHI B
MokpoTe ((papuHTeaTbHOM Ma3Ke VI HHAYIIMPOBAHHON MOKPOTE
WM TpaxeaJbHOM acnuparte) (eci He ObUIO BHIIOJIHEHO B
MPENIISCTBYIONIHE 3 Mecslla, TUO0 MPU HATUYUN JOTOTHUTEIBHBIX
MOKa3aHui) Ha/Het

5 |BomonHeHo ompeneneHre QYHKIMH BHEIIHETO IBIXaHUS MAIllHCHTY
cTapime 5 et Ha/Her

6 |llpoBenena anTHOaKkTepHalbHAs Tepanmus HE MEHee, 4eM JABYMs
npernapaTtaMy BHyTPUBEHHO (IIPHU TSHKEIOM 000CTPEHHU CO CTOPOHBI
IBIXaTEITFHOTO TPAKTa) Ha/Her

7 |[IpoBeneHa pepmeHTO3aMeCTUTENBHAS TEPAIUs PENAPaTOM
MaHKpeaTHHA B BUJC MUHIUMHUKPOCHEP ¢ KUCIOTOYCTOHINBON
000JI0YKOH MPH CHIKEHUH YPOBHS NMaHKPEeaTHUECKOH 31acTa3bl-1 B
kasne (MeHee 200 MKT B I' KaJia) IPU OTCYTCTBUHU METUIIMHCKHUX
MIPOTUBOIIOKA3aHUN Ha/Her
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Poccun

Beaesckuii A.C. - 1.M.H., mpod., [IpesunenT MOO «Poccuiickoe PecimpaTroproe OO11eCTBOY TIIaBHBII
BHEIITATHBIA TMyJabMOHOJIOT JlemaprameHTa 3apaBooXpaHeHUss MOCKBBI, 3aBenyromuid kKadeapoi
MyJIBMOHOJIOTHH  (DaKyJabTeTa JOMOJHUTENBHOTO mpodeccuoHanbHoro obpasoBanus ['bOY BIIO
PHUMY wum. H.U. IIuporosa Munsapasa Poccuun

KonaparbeBa E.M. - n1.M.H, npod., pyKOBOIUTENIb HAYYHO-KJIMHUYECKOTO OT/AeNa MYKOBHCIIH103a
OI'BHY «Menuko-reHeTUYeCKUi HayuyHbld 1eHTp uM. akaaemuka H.II boukoBa» MwuHoOpHayKu
Poccun, PykoBonurens nenTpa mykoBucuuaosa «Hayuno-uccneoBaTenbCKuil KIMHUYECKUA HUHCTUTYT
nerctBa MuHHCTEpCTBA 3/1paBooxpaHeHmsi MOCKOBCKOW o0acTy, 3aBeayromas kadenpoi ['enetukn
Oosie3Hel ABIXaTeNbHOW CUCTeMBbl VIHCTHTYTa BBICIIETO M JOMOJHUTEIHHOTO MPOPECCHOHATHLHOTO
obpazoBanust ®I'BHY "MI'HILI, skcmepr komurTeTa MO AMAarHOCTHKE W peructpy EBpomeiickoro
obmiectBa mo mykoBuciuao3y (ECFS)

Cumonosa O.WU. - 1.M.H., 3aBenyroias myiabMoHoJoruueckum otaeneHuem OI'AY «HMULL 3nopoBes
nereit» MunsnpaBa Poccuu; mpodeccop kadenpsl meauatpuu U JeTckoil peBmatoioruu OIAOY
«[leppiit MI'MY um. N.M. CeuenoBay» MunszapaBa Poccun (CeueHOBCKkUH VYHHUBEpPCHUTET);
pyKoBoOAUTENb KabuHeTa MykoBucIi103a Mopo3zosckoii JII'Kb Nel

Kamupckas H.}O. - 1.M.H, npod., IaBHBIA Hay4dHbI COTPYAHMK JIaOOpaTOpUM TIE€HETHYECKOM
snuaemuonornd ®I'bBHY «Menuko-reHeTnuecknii HaydHblid HeHTp uM. akagemuka H.II boukoBa»
MunoOpnHayku Poccuu, wiieH pabounx rpymnm 3KCHepTOB [0 HEOHATAIbHOMY CKPUHUHTY U PETHCTPY

EBporneiickoro obmiecta no mykosucuuaozy (ECFS)
Ilepman B./I. - K.M.H., BeAyIIUI HAy4YHBIN COTPYAHUK HAYYHO-KIIMHUYECKOrO OTAEIa MYKOBUCIIUA03a

U JIOLEHT kadeapsl ['eHeTuku Oone3Hel NBIXaTEJIbHOU CUCTEMEI HNucturyra
BBICILIETO U JOTIOJHUTENBHOTO MpodeccronanbHoro odpazoBanust ®I'BHY «Menuko-

TeHETUYECKUU HaydHbIN 1IeHTp uM. akagemuka H.IT boukoBay Muno6puayku Poccum, unen padodeit

TPYMIBI DKCIIEPTOB IO HEOHATATFHOMY CKpHHHUHTY EBporielickoro o0IecTa no MyKOBUCIIUI03Y

(ECFS)

Boponkosa A.IOQ. - k.M.H.,, Begymuid HAy4YHbIM COTPYJHHMK HAay4YHO-KIIMHMYECKOrO OTHEeNa

mykoBucunaosza, PI'bHY «Menuko-reHeTnyeckuii HaydHblil HeHTp uM. akagemuka H.IT BoukoBay

Muno6pHayku Poccun
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AmesmmHa EJL. - x.M.H. 3aBenyromas naboparopueii mykoBucuunosa, ®I'bY HUUN IlynsMmononoruu
OMBA Poccun, nouent kadeapsl ['eHeTHKH O0JIe3HEH NbIXaTeIbHON CUCTeMbI IHCTHTYTA BBICIIETO U
JOTIOJTHUTEIBHOTO TIpodeccnonansHoro oopazoanus ®I'bBHY "MI'HLI.

I'emounkas T.E. - 1.M.H., npodeccop, pyKOBOIUTENb OTIeIa TEPANeBTHIECKON mynbMoHoaorun HUN
nyneMoHonorun HKUILL, ®I'bOY BO IICII6 I'MY umenu akanemuka H.I1.ITaBnoBa Mwun3apasa
Poccun.

Kpacosckuii C.A. - K.M.H., CTapIIUi HAYYHBIA COTPYAHUK JabopaTopun mykoBucuugoza ®I'bY HUU
nyapMoHoiorun ®MBA Poccun, Beaymuili HaydHbId COTPYAHHUK  HAyYHO-KIMHMYECKOTO OTJENa
MykoBucuunoza ®PI'bBHY «Menuko-reneTndecknuii HaydHbli LeHTp uMm. akanemuka H.II boukosa»
MunoOpnayku Poccun.

Yepmenckuii A.I'. — k.M.H., cTapumii Hayunbsii corpynauk HUU nynsmononorun HKUL, ®I'6OY BO
[1ICII6 I'MY umennu akanemuka W.I1.I1aBnoBa Mun3zapasa Poccun

Crenanenko T. A. - K.M.H., 3aBeJlyton1as NyJbMOHONIOrn4eckuM otaesneHnem No2, CaHKT-
[TerepOyprckoe 'BY3 ©° Toponackast MEHOTONIpOdHUIBHAS O0MbHIIIA Ne 2°”

CesumssinoBa JI.P. - x.M.H., Begyuuil HayuHblil coTpyauuk HUW nenmatpum m oxpaHsl 30pOBbs
nereil LIKb PAH MunucrepctBa Hayku U Bbiciiero odpasoBanusi Poccuiickoit denepaunu, J1OLEHT
kadenpel nenuatpun U aerckoil pesmaronorun @I'AOY «llepeeiit MI'MY um. .M. CeuenoBa»
MunsznpaBa Poccun (CeueHoBCkuil YHHMBEpPCUTET), JOLEHT Kadeapbl (akyabTETCKOW MNeauaTpuun
neauatpudeckoro gaxyiaprera ®I'bOY BO «PHUMY um. H.M. Iluporoa» Munsnpasa Poccun
Bummnena E.A. - 1.M.H., 3aMecTuTens pykoBoautess no Hayke HUM nenuatpuu u oxpaHel 310pOBbs
nereit LIKb PAH, mpodeccop kadenpsl ¢akynbTeTcKON nenuaTpuu MeIuaTpuyeckoro ¢axyiabTeTa
®I'bOY BO «PHUMY um. H.U. IIuporosa» Munzapasa Poccun

I'opunosa 10.B. - k.M.H., cTapuuit HayuHbll coTpyaHUK PI'AY «HMMUL] 3n10poBes neteit» Munznpasa
Poccun

PocnaBueBa E.A. - x.M.H.,, Benymmii HayuHblii coTpyaHuk DOI'AY «HMMUIL 3mopoBbs neteit»
Munsapasa Poccun.

AmepoBa UK. - 1.M.H., 3aBenytomas otaenenuem myiabmoHonoruu I'bKY3 A0 «1I'b»

NasenkoBa H. A. - am.H., npod., 3aBenyromas kadeapoit nerckux OonesHedr ¢ kypcom IIO,
KpacHosipckuii rocyiapcTBeHHbI MEAUIIMHCKUM yHUBEpcUTET UM. ITpod. B.®. Boiino-Scenernkoro
3bipsinoB C.K. - mpodeccop, 1.M.H., 3aBeayronuii kadeapoit o0Iiei u KTHHIYeCKOH (hapMaKoIoTHH,

®I'BOY BIIO Poccwuiickuii yHuBepcUTET OpyKObI HAPOJIOB

208



OnunaeBa H.J. - mpodeccop, a.m.H., aupekrop ['BY3 M3 MO «HayuHo-mccnenoBaTenbcKuit
KJIMHUYECKUI MHCTUTYT JeTcTBa MUHUCTEPCTBA 3/1paBOOXpaHEHUs] MOCKOBCKOM 00J1acTH», INIaBHBIN
neanatp MockoBckoit 001acTi

MaxkcumbrueBa T.1O. — cTtapuminii HayyHbI COTPYJHUK HAYYHO-KIMHUUECKOTO OT/I€]a MyKOBHUCIIM103a
OI'BHY «Menuko-reHeTH4ecknii Hay4dHbI 1HeHTp uM. akaaemuka H.II BoukoBa» MunoOpHayku
Poccun

OpJioB A.B. — K.M.H., 3aB. OTJICJICHUEM TYJIbMOHOJIOTHH, TOLEHT Kaeaphl HeuaTpuu 1 HEOHATOJIOTHH
C3IMY, I'bY3 «Jlerckas ropojackas 6onbauia Csitoit Onbrun

Cembiknn C. 1O. - k.M.H., 3aBenyroomuid otaenenuem neauarpuu, ®I'bBY «Poccuiickass nerckas
KJIMHUYecKas 0oiabHULIAa» Mun3apasa Poccun

Yepuyxa M. 1O. - 1.M.H., BeIyII1il HAYYHBIA COTPYTHUK JTJAO0OPATOPUU MOJIEKYJISIPHOM SMTHUIEMUOIOTHI
rociiutasibHbIX HHGeknuii, ®I'BY "HULDOM um. H.d.I'amanen " Munzapasa Poccun

IMaruasaa 1. A. — npodeccop, J.M.H.., 3aBEAVIOLIMI Ja00paTOpUer MOJIEKYIIPHON YUUAEMUAOJIOI MU

rocruTanbybIXx HHbekmin, PI'BY «DHUIIDOM nm. H.®. "amaneny» Munsznpasa Poccun

ABetucsH JI. P. — 1.M.H., Beyluil Hay4HbI COTPYIHHUK JJAOOPATOPUH AMHUIEMHUOJIOTUY TOCTIUTAIbHBIX
nHpexnui ®PI'BY «HanuoHaapHBIN HCCIENOBATEILCKUN HEHTP AMUACMHOJIOTHH M MHUKPOOHOJIOTHN

“MeHHU noyeTHoro akagemuka H.®. I'amanen» Munsnpasa Poccun

Iymkosa I'.JI. - HayuHbI coTpyaHUK sabopatopun mykoBucuugoza ®I'bY HUU nynsmoHOnOrMM
OMBA Poccun.

KpbrioBa H.A. - HayuHblil coTpyaHuK JabopaTtopun mykoBucuugoza ®I'bY HUUW nmynsmonomoruu
OMBA Poccun

JIponoB M. A. - x.M.H.. noneHT kadenpsl aerckux ooisesneiit ®IAOY BO Ilepseiiit MI'MY um. .M.

CeuenoBa Munsapasa Poccun (CeueHOBCKMIT YHUBEPCUTET), Bpau-KiauHnYeckuil dhapmakoior ['6Y3

M3 MO «HayyHo-uCClIeqOBATENbCKUN  KJIMHWYECKWN  HWHCTHUTYT  JIeTcTBAa  MUMHHCTEpPCTBA

3JIpaBOOXpaHeHUsS MOCKOBCKOM 00J1acTI»

KoctbineBa M. H. - x.M.H., foueHT Kadeaps! kiuHuueckoil papmakonoru PHUMY um. H.M.
[Tuporoaa, 3aB. otaeneHreM KinHu4deckoi Gpapmakonorun ®I'BY PIAKb
Kenenuna JI.A. — npocdeccop, A.M.H., 3aBeayromas kadenpod MNeauaTpuu, SHIAOKPHUHOIOTUU U

abunurtonoruu ®II u AT1O CIIGITIMY, r. Cankr-IlerepOypr.
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Kaumko H.H. — n1.M.H, ipodeccop, 3aBeayromuii kadeapoil KIMHNYECKOH MUKOJIOTUH, aJUIeProJIOTHH
u ummyHosoruu ®I'BOY BO "CeBepo-3anagnblii TOCYJapCTBEHHBI MEAUIMHCKUM YHUBEPCUTET
umenu V.M. MeunukoBa" Munsapasa Poccun

Bop3osa 10. B. — k.M.H., 3aBeAyIOIIass MUKOJIOTUYECKON KIMHUKOU, TOLEHT Kadeapbl METUIIMHCKOM
mukpobouonorun ®I'bOY BO "CeBepo-3anaanblii rocy1apcTBEHHBINH METUIIMHCKUN YHUBEPCUTET UM.
N.M.MeunukoBa Munsapasa Poccuu

BacuaseBa H. B. — 1.6.1., mpodeccop, nupexrop HUMN meauumuckoit mukonoruu um. [1L.H. Kamkuna
3aB. kadenpoit MmeauuuHckoi mMukpoduonorun ®I'bOY BO "Ceepo-3amaanblii TOCYAapCTBEHHBIN
MenuuuHcKui yauBepceutetr umenu M.M. MeunukoBa" Munsapasa Poccun

BoromoJioBa T. C. — k.0.H., 3aBeayromas HIJI MUKOTOrH4eCKOr0 MOHUTOPUHTA M OMOJIOTHU TPHOOB,
noueHT kadenapel MenuuHckoi Mukpooduonorun @I'BOY BO "CeBepo-3anaaHbiii ToCy1apCTBEHHBIN
MeauuuHckui yHuBepcutetr umenu M.J1. MeunukoBa" Mun3apasa Poccun

Cnepanckast A. A. - A.M.H., npodeccop Kadenpbl PEHTTCHOJIOIMH U paJUuallMOHHONW MEIUIMHBI,
[lepsriit CankTt-IlerepOyprckuil rocyiapCTBEHHbIH MEIMLIMHCKUM YHUBEPCUTET MMEHM aKaJleMUKa
N.II. I1aBnoBa.

BapanoBa U.A. - 1.M.H., podeccop kadeapbl rocnuTaIbHON Tepanuy NeIuaTpUIecKoro GaxKyinpTeTa,
I'BOY BITIO PHUMY Munsapasa Poccun um. H.W. [Tuporosa, r. Mocksa.

®ypman E.I' - unen-koppecnonnent PAH, npodeccop, 3aBeayrommii kadenpoit dakyiabTeTCKONH U
TFOCIIMUTAIIBHOM  [€INaTpPUH, NPOPEKTOp NO Hayke IlepMCKkHMil TOCYIapCTBEHHBIM MEIUIIMHCKUN
yausepcuteT (III'MY) um. akanemuka E. A. Barunepa

aapuna B.B. - goment kadeapsl (GakyabTeTCKOM W TOCIUTAIBbHON mnemuatpuu, [lepMckuit
rocynapcTBeHHbI MenuuuHckuil yausepeutet (II'MYVY) um. akanemuka E. A. Barnepa (®PI'bOY BO
[II'MY um. akanemuka E.A. Baruepa Munsnpasa Poccun.

Hlanos H. ®., 3aBenyrolmuil OTIEICHUEM XHUPYPTMM HOBOPOXKIAEHHBIX HeonaTonornueckoro
cranroHapa 'bY3 MO "MockoBcknii 00J1aCTHON LIEHTPA OXPaHbl MATEPUHCTBA U AETCBA", BpauJ€TCKUI
XUPYPr, KAaHIAUJAT METUIIUHCKUX HAYK.

IlerpoBa H.B. - 11.6.H., Begymuii Hay4HBIH COTPYAHUK Ja00pATOPUU T€HETHUECKON AU IEMHUOIOT N
OI'BHY «Menuko-renernyeckuil HayuHblii 1eHTp uM. akagemuka H.I1 boukoBa» MunoOpHayku

Poccun
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IMamkos U. B. — k.M.H., 3aB 3 xupypruueckuM otaeneauem ®I'bBY «HaunonanbHbI MEIUIIMHCKUI
HCCIIE0OBATEIIbCKUN EHTP TPAHCIUIAHTOJIOTUU W  HUCKYCCTBEHHBIX OpPraHOB HMMEHHU aKaJIeMHKa
B.A.IllymakoBa»

Hupyabuukoa O. M. — 1.M.H., ipodeccop Kadeapbl TPaHCIUIAHTOJIOTHH U UICKYCCTBEHHBIX OPTaHOB

ITepBoro MockoBCKOro rocyZjapcTBEHHOI0 MEIMLIUHCKOro yHuBepcutera uMenu 11.M.CeuenoBa
Moasikos /. I1. — K.M.H., 3aBeyIOIINNA IETCKUM OTOPUHOJIAPUHTOJIOTHYECKUM OTACICHUEM BEAYIIUM
HayuyHbIi coTpyaHuk ®I'BY HanuoHanbHbIN MEIUIIMHCKUN HCCIIEI0BATEIbCKUN LIEHTP

oropuHonapunrosorun ®MBA, Poccun, nouent kadenpsr otopunonapunroioruu @110 ®I'BOY BO
PHUMY WM. H.AU.ITuporosa
CBuctymkun B.M. — nipodeccop, 1.M.H., nupexrop kianHuku Kinnnuku bonesneil yxa, ropia u Hoca
OI'AOY BO Ilepsoiit MI'MV um. .M. CeuenoBa Munszapasa Poccun (CeueHOBCKUI YHUBEPCUTET),
[JIaBHBIA BHEWITAaTHBIA OTOpUHOJIapuHronor LlentpanbHoro ®denepanbHoro okpyra Poccuu, Bpau
BBICILIEH KaTErOpUU

CunbkoB J.B. — k.M.H., oueHT Kadenps! bosesneii yxa, ropia ¥ HOca, Bpad BBICIICH KaTerOPUH.

Kadenpa bonesneit yxa, ropia u Hoca ®I'’AOY BO Ilepseiit MI'MY um. 1.M. CeuenoBa Mun3zapasa
Poccun (CeueHoBCKkUil YHUBEPCUTET)

Yepusbix B.b. — 1.M.H., I'.H.C., 3aBey0MuUi TabopaTopun reHeTUKU HapyeHuit penpoaykuuu ®I'BHY
«MenuKO-reHeTUYECKUM HayYHbIl LEeHTp UM. akagemuka H.II boukosa»

Penmna C.A. — Bpau-reHeTuk, KoHcylnbTatuBHOe otaenenne PI'BHY «Menuko-renernueckuil
Hay4HbIN HeHTp uM. akagemuka H.IT boukoBa»

Baarosupos [I.A. — K.M.H., Bpau IieAUatp, ajuieproior/MMMYHOJIOT, MIIQIIINA Hay4YHBIH COTPYIHUK
nmabopaTopur BAaKIIMHOMIPOPMIAKTUKH U UMMYHOTEpanuu ajeprudeckux 3adonesanuit ®I'bHY HUU
BaKIIMH U CBIBOPOTOK UM. M.11.MeunnkoBa; accucteHT kadeapsl neauaTpun uM. akajaemuka M. 5.
Cryaenuknna, Poccuiickuil HalIMOHAJIBHBIN MCCIENOBATENbCKUNA MEIUIIMHCKUI YHUBEPCUTET UMEHU
H.N. ITuporosa

Koctunos MLII. — 1.M.H., ipodeccop, 3acayKeHHbIN AesTens Hayku PO, 3aBemyronuii mabopatopueit
BaKIIMHOMPO(UIAKTUKHA U UMMYHOTEpanuu ajsiepruueckux 3adoneBanuii HUM BakiuH u cbIBOPOTOK
uMm. M1.1. MeunukoBga.

Konaparenko O.B. — 1.M.H., 1o11eHT KadeApbl 001IeH U KITMHNYECKOW MUKPOOHOJIOTHH, UMMYHOJIOTUH

n ajuteprongorun ®I'bOY BO CamI'MVY Munsnpasa Poccnn
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Jlamun A.B. - 1.M.H., noueHT Kadeapsl o0Imeld U KIMHUYECKONH MUKPOOUOIOTHH, UMMYHOIIOTUUA U
amneprosorun @I'bOY BO CamI’'MVY Munsapasa Poccun

MMonmukapnoBa C.B. — k.M.H., 3aBenyromias Oaktepuonornyeckor nadoparopueit ['bY3 «'KbNel5
uM.O.M.Dunarora [I3M»

MoasikoB A.B. - un.-xkopp. PAH, npocdeccop, 1.6.H., 3aB. n1ab. JJHK-muarnoctuku ®I'bHY MI'HII,
JIaBHBIA Hay4dHbld coTpynHuk sab. JIHK-mumarnoctukn ®I'BHY MI'HII, 3aBenyrommuii kadeapoi
MOJIEKYIIsSIpHO# reHeTrku U ononHpopmaTku UBuII10 ®I'bHY MI'HILI, coBeTHUK.

Ansn T.A. - K.M.H., crapmuii Hay4yHbld coTpyaHuk abd. JIHK-mmarnoctukm ®I'BHY MIHII,
BpawIaboOpaTOpHBIM TEHETUKH J1a0. MOJEKYIApHO-TeHeThuecko nuarHoctuku Nel GI'BHY MI'HII,
JOLIEHT Kadeapsl MONEKYIsIpHOH reHeTuku U ononHpopmaruku MBuIIIO ®I'BHY MI'HII, moment
kadenpsl o0mel u menuuuHckod reaetnkn Mb® PHUMY um.H.U.ITuporosa.I'oabamreiin 1.B. -
n.0.H., mpodeccop, 3aBemyromuii Jlaboparopmeii TeHETHKH CTBOJOBBIX KieTok; OI'BHY
«MeaukoreHeTuueckuil HayuHblil neHTp umenu akagemuka H.I1. bBoukoBa» MunoOpHayku Poccuu.
Byxaposa T.b. - k.0.H., Beqyumii HayuHblil coTpyqHUK Jlaboparopun reHeTUKH CTBOJIOBBIX KIIETOK;
nupektop MHCTHTYyTa BBICIIETO M JOMOJHUTENBHOTO MpodeccnoHansHoro obpazoBanusi, ®I'BHY
«Meauko-reHeTHUeCKUii HayuHbIi ieHTp uMenu akagemuka H.I1. BoukoBay MunoOpHayku Poccun.
Edpemona A.C. - k.0.H., cTapmmii HayuyHbI COTpyIHUK JIabopaTopuy TeéHEeTHKH CTBOJOBBIX KJIETOK;
OI'BHY «Menuko-renernyeckuii HaydHblii eHTp uMeHu akagemuka H.I1. boukoBa» MunoOpHayku
Poccun.

Oscsankuna E.C. — 1.M.H., ipodeccop, 3acnyxeHHbli Bpadu PO, pykoBoIUTENb AETCKO-MTOIPOCTKOBOTO
otaena ®I'BHY «lentpansubiit HUU tyGepkynesa»

ManoBa JI.B. — n.m.H., B.H.c. gercko-nojapoctkoBoro otrnena PI'BHY «llenrpansusii HUN
TyOepKyIesza»

Yeprammua U.B. n.m.H., PI'BY «/leTckuit HaydHO-KIMHAYECKUMA IEHTP UHOEKITMOHHBIX O0JIE3HEH

®MFBA Poccumn», 3aBeayronias oTeIeHUeM MEIULIUHCKONW peabuIuTaluu

Asmopbl noomeepaicoarom omcymcmeue QUHAHCOBOU NOOOEPHCKU/KOHDAUKMA UHMEPeCcO8, KOMOpPbllL

HEe0OX00UMO 0OHAPOO0BAMD.

Ipuioxkenue A2. MeTom010rusi pa3padoTKu KINHUYECKUX PeKOMEeHAAu i

LlesieBasi ayANTOPHUS JAHHBIX KJIMHUYECKHX PEKOMeHIaLMii:

. Bpaun-nyneMoHonOrM
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. Bpauu-neauarpsl

. Bpauu o01mieli BpaueOHOM MTPaKTUKH (CEMEHBIC BpayH )

. Bpauu-reneruku

. Bpauu ajuieproaoru-uMMyHOJIOTH

. Bpauu-racrposnreposnoru

. Bpauu-3nno0kpuHoiaoru

. Bpaun—nueronoru

. Bpaun-oTopuHoIapuHroaoru

. Bpauu — cypnosioru - OTOpUHONIAPUHTOJIOTH

. Bpauu no nieue6HON PH3KyIbTYpE (MM Bpaud 0 MEAUIIUHCKOW peabuInTaIliK, UK Bpadr—

¢bu3MOTEpaneBThl, WIM CIEHUAIKCTBl C BBICIIMM (HEMEIMLIMHCKHM) OOpa3oBaHUEM
(MHCTPYKTOPBI-METOAUCTHI MO JICYEOHOH (U3KYIbType, WM CHEHUAIUCTHI CO CPETHHM
npodecCHOHATBbHBIM  (MEIULIMHCKUM) 00pa3oBaHMEM (MHCTPYKTOPBI TIO  JIe4eOHOMH

Gu3KyInbType, MEAMIMWHCKHE CECTphl IO MacCaxy, MEAWIUHCKHE CEeCTPhl IO

¢buznorepanun)).
. Bpauu pyHKIIMOHAIBHON TMAarHOCTUKU
. Bpauu —axy1iepbl-ruHEKOJI0TH
. Bpauu — yposorn
. Bpauu yponoru-anaposnoru gerckue
. Bpauu — xkapauonoru
. Bpauu kapauosnoru nerckue
. Cryaentsl MenquuuHckux BY30B
. OOyuaromiyecs: B OpAMHATYpe U UHTEPHATYpe

MeTOI[I)I, HCIOJIb30BAaHHBIC AJIsA c60pa/ce.11e1cuml A0Ka3aTe/IbCTB:
ITOMCK B 3JICKTPOHHBIX 0azax JaHHBIX.

Onucanune METOAO0B, HCITOJIb30BAaHHBIX AJIs1 cﬁopa/ce.ﬂelculm A0Ka3aTe/IbCTB:

JI0Ka3aTeNbHOM 0a30M U1 peKOMeHIallui SBJISIOTCS MyOnukamum, Bomenmre B KokpanoBckyro
6ubnuoreky, 6a3el qanHblx EMBASE 1 MEDLINE. I'myObuna noucka cocrasisiia 5 Jier.
MeToabl, HCMOJIL30BAHHBIE I OLEHKH Ka4eCTBA M CHJIbI I0KA3aTeIbCTB:

. Koncencyc sxcnepTos;
. OneHKa 3HAYUMOCTH B COOTBETCTBUU C PEUTUHIOBOM CXEMOM.

Tabnuma 1. [lIkana onenku ypoBHeH 1ocTOBepHOCTH oKa3aTenbCcTB (Y /1) mist MEeTO10B TMAarHOCTUKH
(AMarHOCTUYECKUX BMEUIATENIHCTB)
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Y| PactundpoBka

CucremaTtnueckue 0030pbl UCCIEIOBAHUI C KOHTPOJIEM pedepeHCHBIM METOAOM WIIH
CUCTEeMaTUYEeCKUN 0030p PaHI0MU3UPOBAHHBIX KIMHUYECKUX UCCIIEJOBAHUI C TPUMEHEHUEM
MeTa-aHajau3a

OTI[GJ'IBHBIC HCCIIEA0BAaHUA C KOHTPOJIEM pe(bepeHCHBIM METOA0M HJIN OTACIIBbHBIC
PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUE UCCIICAOBAHNA U CUCTEMATUYCCKIUEC 0630pBI I/ICCJ'IC,I[OBaHI/Iﬁ
JIF000T0 I[H3aﬁHa, 34 UCKITFOUCHUEM paHAOMU3HPOBAHHBIX KIIMHHYCCKUX HCCHGHOB&HHﬁ, C
IIPUMECHCHUEM MCTa-aHAIMU3a

HccnenoBanust 6€3 MOCIEA0BATEIEHOTO KOHTPOJIS peepEeHCHBIM METOIOM MIIA UCCIIEIOBAaHUS C
pedepEeHCHBIM METOI0OM, HE SIBIISTFOIIIUMCS HE3aBHCUMBIM OT UCCIIEyEMOT0 METOa UITU
HEpaHJOMH3UPOBAHHBIE CPABHUTEIIbHBIC UCCIICIOBAHUS, B TOM YHCJIE KOTOPTHBIE UCCIIETI0BAHMS

HeCpaBHI/ITCHLHHe HCCJIICAO0BAaHNs, OIIMCAHNUEC KIIMHUYCCKOTO CIy4as

Hmeetcs nuiib 000CHOBAHKME MEXaHU3MAa IIGﬁCTBI/I?I HJIM MHCHUC DKCIICPTOB

Tabmuma 2. Illkana oueHku ypoBHEW JocToBepHOCTH JokazatenbeTB (Y/J) ans metonos

npod

WIAKTUKW, JICYCHHUS W peadwmmrtanuu (MpOoQHIaKTHIECKUX, JICUeOHBIX, PEeaOMIUTAIMOHHBIX

BMEIIIATEIILCTB)

ppau

PacmmdpoBka

1.

CucremMaTHYeCKHI O630p PaHAOMHU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJ'IG,I[OBaHI/Iﬁ C IPUMCHCHUEM
MCTa-aHaJInu3a

OT[[GJII)HI)IG PAHIOMHU3UPOBAHHBIC KIIMHUYCCKUEC UCCIICAOBAHNA U CUCTEMATUYCCKHUC O630pI)I

2.  |uccremoBaHMA JH000TO MU3aiiHa, 32 UCKITIOUEHHEM PaHIOMU3NPOBAHHBIX KIIMHHYECKUX
HCCIIEIOBAHMM, C MPUMEHEHHEM METa-aHalIn3a
3. |HepanmoMu3MpOBaHHBIC CPaBHUTEIBHBIC HCCIICIOBAHMUS, B TOM YHCIIE KOTOPTHBIC UCCIIETOBAHHMS
4 HecpaBHuTENbHBIC UCCIICOBAHMS, OMMCAHIE KIIMHMYECKOTO CITydasi MM CEPUH CITy4aeB,
" |mccienmoBaHue "CITy9aii-KOHTPOJH"
5 Nmeercs numb  0OOCHOBAaHME MEXaHHM3Ma JICHCTBHSI BMEIIATEIbCTBA  (JIOKIMHUYCCKUE]

I/ICCJ'IC,[[OBaHI/IH) HJIM MHCHUEC SKCIICPTOB

Tabmuma 3. Ilkana oueHku ypoBHeH yOeautenbHocTH pekomeHnauui (YYP) g meronos

npod

HWIaKTHUKH, AUArdHoCTHKH, JICUYCHUA H pea6I/IJ'II/ITaI_II/II/I (HpO(l)I/IJ'IaKTI/ILICCKI/IX, ANarHoCTU4YCCKUX,

ne4eOHBIX, peadMIINTalMOHHBIX BMEIIATEIbCTB)

yvyp

Pacummdposka

A

CunpHas pekoMeHAanus (Bce paccMaTpuBaeMble KpUTepUH 3P PEeKTUBHOCTH (MCXO/IbI) ABIISIOTCS
BaKHBIMU, BCE HCCIIEJOBAHMSI MMEIOT BBICOKOE WJIM YJOBJIETBOPUTEIHHOE METOJO0JIOTUYECKOE
KauecTBO, UX BBIBOJBI IO HHTEPECYIOIIMM UCX0JIaM SIBJISIFOTCS COTJIACOBAaHHBIMU)

VYcnoBHas pekoMeHanus (He Bce paccMaTpuBaeMble KpuTepun 3¢ (HEeKTUBHOCTH (MCXOIbI)
SBJIIIOTCS] BA)KHBIMM, HE BCE MCCIIEA0BAaHUS UMEIOT BBICOKOE WIIN YJIOBIETBOPUTEIBLHOE
METOA0JIOIMYECKOe KaueCTBO M/WJIM X BBIBOJBI 10 MHTEPECYIOLIUM UCXOaM He SBISIOTCS
COTrJIaCOBAHHBIMMU)

Cnabas PCKOMCHAaHUA (OTCYTCTBI/IC JA0Ka3aTCJIbCTB HAJJICKAIICTO Ka4CCTBa (BCC
pacCMaTpruBACMbIC KPUTCPUU 3(1)(1)CKTI/IBHOCTI/I (I/ICXOI[LI) SABJIAIOTCA HCBA)XHBIMU, BCC
HCCICAOBaHUA UMCIOT HU3KOC MCTOAOJIOT'MYCCKOC KaUCCTBO U UX BBIBOJBI IO UHTCPCCYIOIUM
ncxoaamM HE ABJIAIOTCA COFHaCOBaHHBIMI/I)
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MeToabl, HCTIOIb30BAHHbIE 1JI51 AHAIN3A I0KA3aTeIbCTB:
. O0630pbI ONTyOTMKOBAHHBIX METa-aHAIIN30B;
. Cucremarudeckue 0030pbI C TAOJIMIIAMH JJOKA3aTeIIbCTB.

Onucanne METOA0B, HCITI0JIb30BAHHBIX AJIl AaHAJIHU3Aa J0Ka3aTECJIbCTB:

[Ipu otOope myOnMKanMii Kak MOTEHLIHUAIbHBIX HCTOYHUKOB JI0KA3aTEIbCTB UCIOJIb30BAHHAS B
KaXJIOM HCCJICJOBAHUU METOJOJIOTHSl HU3y4aeTcs g TOro, 4ToObl yOEIUThCS B €€ BaJIUTHOCTH.
Pesynbrar n3yueHus BIMsET Ha YPOBEHb JOKA3aTeNIbCTB, MPUCBAMBAEMbIN MyOJIUKAIIMHU, YTO, B CBOIO
ouepeib, BIMICT Ha CUITY BBITEKAIOIIUX U3 HEe PEKOMEHIAIUH.

Ha mnporecce oueHku, HECOMHEHHO, MOXET CKa3blBaTbCsid U CYObEeKTHBHBIA dakrop. s
MUHUMU3AINAN TTOTCHIIMATBHBIX OIMOOK KaXKIO€ HCCIICIOBAHUE OIICHHBAJIOCH HE3aBUCHUMO, T.€. IO
MEHBIIeH Mepe JABYMs HE3aBHUCHUMbBIMHU 4lieHaMu pabouelt rpynmbl. Kakue-11bo pa3nuyus B OLIEHKax
00CYKIAINCh YK€ BCEH TPYIMITON B MOJHOM cocTaBe. [Ipyu HEBO3MOKHOCTH JOCTHIKEHHSI KOHCEHCYCa
MIPUBJIEKAJICS HE3aBUCUMBIHN IKCIIEPT.

Tadoauubl 10KA3aTEJILCTB:

Tabnuirel JOKa3aTENbCTB 3aMONHSITUCH YICHAMH pabodei rpymibl.
MeTtoabl, MCTIOJIBL30BaHHbIE sl GOPMYJIMPOBAHUS PEKOMEHIALMIA:

KoHncencyc skcnepros.

JKOHOMMYECKHUI aHAIU3:
AHanu3 CTOMMOCTH HE TPOBOAWICA M MNyOnuKamuu 1o  (GapMakOdKOHOMHUKE He
aQHAIN3UPOBAIHCH.
MeToa BaiuaAU3aMU PEKOMEHIaIUii:
. BremHss skcnepTHas OLEHKA;
. BHyTpeHHs1s SKCepTHAsI OLIEHKA.

Onucanue METOAa BAJIMIN3 AU pEKOMEHIlaIlI/Iﬁ:

Hacrosmue pekoMeHgany B mpeaBapuTeIbHON BepCHH ObLTH PELIEH3UPOBAHbI HE3aBUCUMBIMU
JKCIEPTaMHU, KOTOPBIX MOMPOCUIIA IPOKOMMEHTUPOBATH MPE¥K/IE BCErO TO, HACKOJIBKO HHTEPIPETALIUS
JI0KA3aTeIIbCTB, JIEKAIIUX B OCHOBE PEKOMEHAALMI, JOCTYITHA ISl TOHUMAHUSL.

[TonydyeHpl KOMMEHTAPUU CO CTOPOHBI Bpauel NEPBUYHOIO 3B€HA B OTHOUIEHUH JOXOAYMBOCTH
M3JIOKEHUSI PEKOMEHJAIMI M WX OIEHKH BAXKHOCTH PEKOMEHJAIM Kak paboyero WHCTPYMEHTa
MOBCEHEBHOW MPAKTUKH.

[IpenBaputenbHas Bepcus Obllla TAK)Ke HAMIPaBlIeHA PELIEH3CHTY, HE UMEIOIIEMY MEIUIIMHCKOTO

06p8.30BaHI/I${, I TTIOJTYYCHUS KOMMCHTApUCB C TOYKH 3PCHUSA IIEPCIICKTUB ITAIIUCHTOB.
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KomMmeHTapuu, NOJTy4eHHBIE OT 3KCIEPTOB, TIIATEIFHO CUCTEMAaTU3UPOBAINCEH U 00CYXIaIHCh
npeacenaTeneM u wieHaMu padodeid rpynmbl. Kaxxapiii myHKT 00Cy»Kaaics, U BHOCHMBIE B pe3yJIbTaTe
9TOr0 M3MEHEHUS B PEKOMEHJIALMU PErHCTPUPOBAINCH. Eciau e W3MEHEHHs HE BHOCWINCH, TO
PETUCTPUPOBAINCH IPUUMHBI OTKA3a OT BHECEHUS U3MEHEHHUM.

K()Hcy.]'[bTaIII/Iﬂ U IKCIIEPTHAA OLCHKA:

[IpoekT pekoMeHanuii ObLT PEIEH3UPOBAH HE3ABUCUMBIMHU JKCIIEPTaMH, KOTOPBIX ITOMPOCUITH
HpOKOMMeHTI/IpOBaTB, Hpem;[e BCCIro, 10X044YUBOCTh U TOYHOCTH I/IHTepHpeTaHI/II/I I[OKa?:aTeJIbHOﬁ 6213]31,
JIe)Kallel B OCHOBE PEKOMEH AN,

Pa6ouas rpynna:

Jlnsi  OKOHYATENBbHOW pEAaKIMM W KOHTPOJS KauyecTBa PEKOMEHJAIMU OBLIM  TTOBTOPHO
MIPOAHAIU3UPOBAHBI WICHAMH pab0Yeil TPYyMIIbl, KOTOPBIC MPUIIUIH K 3aKIIOYEHHUI0, YTO BCE 3aMEUaHHS
1 KOMMEHTapUHU 3KCIEPTOB IMPUHATHI BO BHUMAaHHE, PUCK CHCTEMAaTHYECKUX OIMMOOK IpH pa3padoTKe
PEKOMEHIALINI CBEJICH K MUHUMYMY.

IMopsinok 00HOBJIEHUS] KIMHUYECKHX PEKOMEHIaM.

Mexanu3sm OOHOBIEHHS KIMHUYECKUX PEKOMEHIAIUil MpeaycMaTpuBaeT HX CHCTEMaTHYECKYIO
aKTyaJlu3alliIo — HE peke YeM OJIMH pa3 B TPU rojia, a TAKXKe MPH MOSBICHUH HOBBIX JAHHBIX C MO3UILIUU
JIOKa3aTeJIbHOW MEIUIIMHBI 10 BOMPOCAM JIMarHOCTHKH, JICUCHUS, TPO(DHUIAKTUKA M peadbuInTaluu

KOHKPCTHBIX 3a6OHeBaHHﬁ, HaJIMYNHA 00OCHOBAHHBIX )IOHOJ'IHeHI/II\/’I/SaMe‘laHI/II\;I K paHEe YTBep)K)IéHHBIM

KP, Ho He yamie 1 paza B 6 MecsIIIeB.

IIpuioxkenue A3. CripaBo4HbIe MAaTEePHAJIbI, BKJIYAs COOTBETCTBHE MOKA3AHUI K
NPUMEHEeHUI0 U TPOTUBONMOKA3AHUIA, CIOCO00B NMPUMEHEHUsI U /103 JTeKAPCTBEHHbIX
NpenapaToB, MHCTPYKIIUM 10 MPUMEHEHHUIO JIEKAPCTBEHHOI' 0 Mpenapara

ITopsinku okazaHust MeTUIMHCKOW MOMOIIIA:

1. Ilpuka3 MuHHCTEpPCTBA 3APABOOXPAHEHUS U colManbHOro pazsutus PO ot 16 anperns 2012
T.

N 366H "O6 yrBepxaenuu [lopsiaka okazaHus neguaTpuueckoi momMomu"

2. Ilpukaz MunucrepctBa 3apaBooxpanenuss PO "OO6 yreepxknenun Ilopsaka okazaHus
MEIUIMHCKOW TOMOIIM OOJIBHBIM C BpPOXKIEHHBIMH M (MIM) HAcIeACTBEHHBIMU
3aboneBaHusMu" ot 15 HOsOps 2012 1. Ne 917H.

CTaH)IapTLI OKAa3aHUS MeIULIUHCKON MOMOILIM:
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CranpmapT crequagu3upoBaHHON MEIWLIMHCKOW MOMOIIM NMpH KucTo3HOM ¢ubpose (IIpukas
Munzapasa Poccun ot 28.12.2012 Ne 1605h).
Crannapt nepBUYHON MEIUKO-CAaHUTAPHOM MOMOIIX pU KucTo3HOM (hrubpose (ITpukas

Munzapasa Poccun ot 20.12.2012 Ne 1206H)

HNudopmanus o jJiekapcTBEeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHbBIE HOPMAaTHUBHO-IIPABOBbLIC AKThI, PEIyJIHPYIOIIIUEC OKA3aHUE NaJJIMaTHBHOM

MeIULNHCKOI MOMOIIH

1.

®enepanpubiii 3ak0H "O BHeceHUHM M3MeHEHHH B DenepanbHblil 3akoH "OO OCHOBaX OXpaHbI
310poBbs TpaxaaH B Poccuiickoit ®egepanuu” mo BoOIpocaM OKa3zaHUs NaLTHATUBHOU
MeaunuHckon momouu" ot 06.03.2019 Ne 18-@3.

[Ipukaz MunznpaBa Poccunm Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O6
YTBEPKACHUU TOJIOKEHHUS 00 OpraHM3aluy OKa3aHUs MaUIMaTUBHON MEIUIMHCKON MOMOIIIH,
BKJIIOYAsl TOPSAOK B3aMMOICHCTBHS MEAUIIMHCKUX OpPraHMU3allMii, OpraHu3aluii COlUaIbHOrO
OOCITy’)KMBaHHsI W OOIIECTBEHHBIX OOBENMHEHHWH, WHBIX HEKOMMEPUYECKHX OpTaHU3allHid,
OCYIIECTBISIONINX CBOIO JACATEIBHOCTD B Chepe OXpaHbl 3T0POBBS.

[Tpuka3z MunznpaBa Poccuu Ne 348 ot 31 mas 2019 roma «OO0 yTrBepKIEHHH TEpeyHs
MEAUIMHCKUX H3IENUi, MpeIHa3HauYeHHBIX Ui MOAJEP)KaHUsS OPTaHOB U CHCTEM OpraHu3Ma
4esioBeKa, MPEeJOCTaBIEMBIX JJIsl UCIIOJIb30BaHUS HA IOMY».

[Tpukaz MunzapaBa Poccun No 5051 ot 10 wurons 2019 roma «O6 yrBepxkaenuu I[lopsiaka
nepeayd OT MEAMLMHCKOW OpraHu3ald NalMeHTy (ero 3aKOHHOMY IPeJICTaBUTENIO)
MEAUIMHCKUX W3AENIul, NpeJHa3HAYeHHbIX JUIS NoJJepaHus (QYHKIUN OpraHOB U CHCTEM
OpraHu3Ma 4eyoBeKa, JUIsl HCIOJIb30BaHUs Ha JOMY IIPU OKa3aHUU MMaJUIMaTUBHON MEAUIIMHCKON
ITOMOLI.

ITpuka3z M3 P® Ne 831 ot 3 okta6ps 2019 roga «O0 yTBepkI€HUM BEJOMCTBEHHOM 11€/1€BOil

porpaMmaI «Pa3BUTHE CHUCTEMBI OKa3aHUS NAJNIMATUBHON MEIUITMHCKON OMOIIIN.

IIpoune HOPpMATHBHO-IIPABOBbIE IOKYMEHTHI, C Y4€TOM KOTOPbIX pa3pad0TaHbl KIMHHYECKHE

PeKOMeHIaum:

@®enepanpHbiil 3ak0oH oT 30.03.1999 N 52-®3 "O caHUTapHO-3NUAEMUOIOTHYECKOM
omarononyunn HaceneHnus" (Cobpanue 3akoHomarenbcTBa Poccuiickoit deneparuu, N 14,

ct. 1650; 2002, N 1 (u. I), ct. 2; 2003, N 2, ct. 167; N 27 (4. I), ct. 2700; 2004, N 35, cT.
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10.

3607; 2005, N 19, ct. 1752; 2006, N 1, ct. 10; 2007, N 1 (4. I), ct. 21, 29; N 27, ct1. 3213; N
46, ct. 5554; N 49, ct. 6070; 2008, N 24, ct. 2801; N 29 (u. I), cT. 3418);

@enepanbubiii 3akoH oT 21 HOsOps 2011 1. No 323-D3 «OO6 ocHOBax OXpaHbI 3/10POBBS
rpaxnan B Poccuiickoit ®enepanun» (CoOpanue 3akoHomarenbcTBa Poccuiickoit
Oenepanun, 2011 ., Ne 48, c1. 6724);

MexayHaponHasi knaccudukanust 00Je3HeH, TpaBM M COCTOSIHUH, BIMSAIONINX HA 3/10pPOBbE
(MKB - 10);

I'OCT P 52600 -2006 «IIpotokosbl Beaenus 6onpHbIX. Obmme monoxenusn» ([Ipukas

@denepalIbHOTO areHTCTBA 110 TEXHUYECKOMY PEryJIupoBaHuio U MeTposioruu ot 05.12.2006 Ne

288);

[Ipuka3z M3 PO ot 19 suBaps 1995r. Ne 8 O pazButuu 1 COBEpIICHCTBOBAHUU AESITEILHOCTU
naboparopwuii KJIIMHAYECKOU MHUKPOOHOJIOTHH (6axTepuonorun) ne4eOHo-
NPOPUIAKTUIECKUX YIPEKICHHUMN.

[Ipukaz M3 P® or 20 nmekabps 2012r. Ne 1183n OO0 yTBep>KICHHH HOMEHKJIATYpPbI
JOJDKHOCTEH MEMIIMHCKUX paOOTHUKOB U (hapMalleBTHUECKUX PAOOTHUKOB.

[Tpuka3z M3 P® ot 23 utonst 2010 1. Ne 5411. Eaunbnii kBanuuKamoHHBINA CIIPAaBOYHHUK
JOJDKHOCTEH PYKOBOAMTENEH, CHELUATUCTOB U ClyXKalux, pasaen KpamudukanuoHHbIe
XapaKTepUCTUKH JOJDKHOCTEH paOOTHUKOB B chepe 3ApaBOOXpaHEHUS.

CanlluH 2.1.3.2630-10 "CanuTtapHo-3111€eMHOJIOIHYECKHEe TPeOOBaHU K OpraHU3aLUAM,
OCYIIECTBIISIONIUM MEIUIIMHCKYIO e TENHHOCTD"

MP 4.2.0114-16 Metoasl koHTpos. buonorndeckne U MHUKpOOHOJIOTHYECKHE (DAKTOPHI.
JlabopaTopHas AMarHOCTUKa BHEOOJIbHUYHON ITHEBMOHUY THEBMOKOKKOBOM ATHONIOTUHA. MP
M3 PCOCP ot 19.12.1991. Metoasl 0GakTepHOIOIMYECKOIO HCCIEAOBAaHUS YCIOBHO-
MaTOr€HHBIX MUKPOOPTaHU3MOB B KIIMHUYECKOH MUKPOOHOJIOTHH

®enepanbHblil 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUHM U3MEHEHUM B cTaThio 40

®enepanbHoro 3akoHa "O06 00s3aTeIbHOM MEAUIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanun u

®denepanbHblif 3akoH "O0 OCHOBaX OXpaHbl 310pOBbs rpaxaH B Poccuiickoit deaepanun’ mo Bompocam

11.

KJIMHUYECKUX PEKOMEH AN,
[Tpuka3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 1. «O0 yTBEpKI€HNUN TTOPSJIKA U CPOKOB
pa3paboTKH KIMHUYECKUX PEKOMEHJAIui, UX IepecMOTpa, TUIIOBOM (OPMbI KIIMHUYECKUX
peKoMeHnanuii U TpeOOBaHUN K WX CTPYKType, COCTaBy M Hay4yHOW OOOCHOBAaHHOCTH

BKJIIOYAa€MOM B KIMHUYECKHUE PEKOMEHOAIN N I/IH(i)OpMaIII/II/I)).
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12.  Ilpuka3z MunzapaBa Poccun ot 13.10.2017 N 804n "OO yTBepKJACHHHM HOMEHKIATYPHI
MEIMUIIMHCKUX yCIIyT".

13.  IIpuxa3z MuHnucrtepcTBa Tpyaa u couuanbHoi 3ammTsl PO ot 27 aBrycra 2019 r. n 5851 "O
KJIacCU(PUKALUAX U KPUTEPHSIX, UCTIOIb3YEMbIX MPU OCYIIECTBICHUH MEINKO-COIHATbHOM
IKCIEPTH3bI TpaXAaH (eneparbHBIMH TOCYAAPCTBEHHBIMH YUPESKICHUSIMU MEIHKO-
CoIMaIbHOM KcTepTu3bl" (BCTymaer B cuity ¢ 1 ssuBapst 2020 roqa);

14.  Ilpuxa3z MunuctepctBa 3npaBooxpaneHus PO ot 14 suBaps 2019 r. Ne 41 «O06 yTBepkIeHUN
MOpsAKa Ha3HAYCHMs JIEKAPCTBEHHBIX IIpernapaToB, (OpM pelenTypHbIX OJIaHKOB Ha
JIEKapCTBEHHbIE Mperaparbl, Mopsaka OoQOpMIICHUS YKa3aHHBIX OJIaHKOB, UX YydeTa u
XpaHCHUSD»

15.  Ilpuka3 MuUHHCTEPCTBO 31paBOOXpPAaHEHUS U COLMAIBHOrO pas3BuTusa Pocculickon
Oenepannu «O MOPAIKE MTPUMEHEHHS JIEKAPCTBEHHBIX CPEJICTB Y OOIBHBIX MO KU3HEHHBIM
nokaszanusam» ot 9 asrycra 2005 r. Ne 494

16.  Hudopmanmonnoe nucbmMo Mun3apasa Poccuu mo BO3MOKHOCTH 3aKYIKH JIEKAPCTBEHHOTO
mpernapara 1no TOproBOMy HauMEHOBAHUIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoepismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-
naimenovaniyu);

17.  IlepeueHb cnenMaIU3UPOBAHHBIX IPOIYKTOB JI€U€OHOT0 MUTAHUS AJIS AeTeH-UHBAINI0B Ha

2020 rox, Pactiopsikenue IlpaButensctBa Poccuiickoit deneparuu ot 11 gexadpst 2019 roma Ne

2984-p

Ilpumepwt ouaznoszos:

—  Kucmosnwiii @ubpoz noodcenyoounou oicenesvl  (mykogucyuooz — E84.0) [cenomun
F508del/F508del], nézouno-kxuweunas ¢opma, cpeonemsdicenoe mevenue. Xponuueckuii OpOHXUM.
Hvixamenvuas neoocmamounocms 0-1 cmenenu. Xponuueckas ungexyusa Ps.aeruginosa. Xponuueckas
NaHKpeamuyeckas HeOoCmamoyHocmy, msdicenas cmenensb. Omemasanue 8 QU3UYECKOM PA3GUMUL.
bDOH 2cm.

—  Kucmosuoui  gpuopos  (myxosucyuooz — FE84.8) [eenomun: 2143dell/ ne uzeecmual,
JlecouHOKUWeUHas — gopma,  msadcénoe  meveHue.  XpoHuueckuui  Ough@ysHvlll  OpOHXUM.
Pacnpocmpanénnvle yununopuueckue OpoHx03xkmasvl oboux nézkux. ObocmpeHue OPOHX0NE20UHO20

npoyecca no 6p0qumuqec1<0/vzy muny. ﬂblxamefleClﬂ Hedocmamournocmo Il cmenenu. XpOHuquKa;z
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unghexyusn Staphylococcus aureus, xponuueckasn ungexyus Pseudomonas aeruginosa, Achromobacter
ruhlandii  (nepsuunviti 6viceg).  Xponuueckuil NOAUNOZHO-CHOUHBIU NAHCUHYCUM. XPOHUYUECKAs
NauKpeamuyecKkas He0oCmamoyHoCmy, msicenas cmenens. [{yooenum. byneoum. Hedocmamounocmo
npuspamuuxa. /[yooenocacmpanvhwiii perokc. Aumpanvroiii ecacmpum. L{uppos neuenu (F4 no wikane

METAVIR - no oannvim pudbposnacmomempuu nevenu). Hapywenue monepanmnocmu k enioxose.
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Ipuioxkenue b. AlropuTmsl 1eHCTBUI Bpaya

TarpenT ¢ mono3peHMeM Ha MYKOBHCITHIOS

Y

Koncyneramma Huarnos
npodunEHOr 0 MONTEEpIKEH !
CTIELHATHCTA
L J
JucnancepHoe HADMIONEHNE I TEYEHHE C
TIEPHOIHYECKUM KOHTPONEM B
I CTIEIMATHINPOE AHHOM

OYIEMOHOIOT HEECKOM OTIETIEHIH

Tepara

Juarnocnra < R

apdertena’

HET

Ipusnoxenue B. Uudopmanus 119 naumeHra
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MyKoBUCIIHIO3 — TeHETHYeCcKoe 3a0o0JieBaHHE, KOTOPOE OOYCIOBICHO MYTAIllUsIMH B TEHE
MYKOBHUCIIHIO3HOTO TPaHCMEMOPAHHOTO PErylsaTopa MPOBOAUMOCTH. B pesynbrare reHeTH4ecKoro
nedexTa cekpeT OOJIBIIMHCTBA JKeJe3 BHEIIHEH CEeKPELUH CTYIIAETCs, 3aTPYAHIETCS €ro ABAKyalusl.

[Ipn MykoBHCLIMIO3€ HApyIIEH HOPMAIbHBIA OTTOK CJIM3U U3 JbIXaTENbHBIX MyTEH, 4TO
MPUBOJUT K 3aCTOI0 MOKPOTHI M BOCIAJICHHIO, TO3TOMY Y IMAlMEHTOB YacTO OTMEYaeTCs Kallellb C
BBIJICJICHUEM MOKPOTHI, HEPEJIKO y TAaKOro peOeHKa JTOKTOPA BBHICIYIIMBAIOT BIAXKHBIC /WM CyXHUE
JIOKaJIbHBIE MITM PacTpOCTPAaHEHHBIE XPHUITBI B JIETKUX

3aboneBaHre MyKOBHCUUA03 (KHCTO3HBIN (hUOPO3) XapaKTepu3yeTcs TeM, YTO B TOM WIIM WHOU
CTETIEHHU B MATOJOTHYECKUH MPOLIECC BOBJIEKAETCS BECh OPraHU3M, HO B OOJbIIECH CTENEHH - OPTraHBbI
IBIXaHWUs, TIOKEITYIOUHAs JKene3a, MeUYeHb, JKEITUHbIe TYTH, KEeITyI0YHO-KHIIEUYHBIA TPAKT, TIOTOBHIE
xene3pl. briaronapst paHHel TUarHOCTUKE W HOBEHIIMM TEPANeBTHUECKUM pPEXHMaM, MYKOBUCIIHIO3
(xucTo3HBIN (HUOPO3) JABHO MepecTall OBITh TOJBKO MEANATPHUYECKON TPOOIEMOiA.

AJleKBaTHOE CBOEBPEMEHHOE M PETyJSpHOE JIeYeHHE, a TakKe peaduiIuTanus CrocoOCTBYIOT
yIYUIICHUIO IPOTHO3a U KA4eCTBA KU3HU y OOJBIINHCTBA MMAlEHTOB.

JluarnocTuka ¥ JIieYeHHe MalMeHTOB ¢ MyKOBUCIII030M MTPOBOAUTCS MYJIbTUIUCIUILIMHAPHON
KOMaH/JIOM, BKJIIOYAIOIIEH Bpaya—MyJbMOHOJIOTa (Ieuarpa), Bpaya—/IUeTosora, Bpada 1o JieueOHOM
¢u3kynpType (WM Bpada 1O MEIUIUHCKOW peaOWINTaluu, WM Bpada—(pU3NOTEpareBTa, WIH
CHEIUAIUCTa C BBICHIUM (HEMETUIIMHCKUM) 00pa3oBaHHEM (MHCTPYKTOpPAa—METOIMUCTA MO JIeYeOHOM
¢bu3KynpTYype, Bpaya 1o je4yeOHo (U3KYIbType) WIN CIEMUATUCTa CO CPEAHUM NMPO(hecCHOHATBHBIM
(MenuuuHCKUM) 00pa3oBaHUEM (MHCTPYKTOpA MO Je4eOHOM (PU3KYIbTYpe, MEAUIIMHCKYIO CECTPY IO
Maccaxy, MEIUIMHCKYI0 cecTpy 1o  (¢u3nMoTepanuu), Bpaya - OTOPHUHOJIAPUHIOJIOTA,
BpavaracTpOdIHTEPOJIOTa, ICUXOJIOTA.

VICKTI0UnTENbHO BaXKHBIM SIBJISIETCS €XKeIHEBHOE MPOBEICHUE MEPOIIPHUITHIN, CIOCOOCTBYIOLINX
OUYHCTKE [BIXaTENbHBIX IMyTeH. DTUM TEXHHKaM M METOJMKaM oO0y4daeT Bpau-(U3HOTEepaneBT B
CMELUAIN3UPOBAHHOM IIEHTPE MYKOBHCII103A.

OO11eCTBEHHBIE MECTA

[Tpu mocerieHnH MECT MacCOBOTO CKOILJICHUS JIIOJIEH MalMeHTaM ¢ MYKOBHCHUIIMJI030M HEOOXOAUMO
coOroIaTh CTaHJApTHBIE MEpbl MPOQMIAKTUKA MH(EKIUH, MpeXkae BCero BKIOYaroImue B celds: -
['urueny pyk.

OOpabatbIBaTh pyKH aHTHOAKTEpUATIbHBIM TEJIEM WM CHUPTOBBIMU Cal(eTKaMu mepes MPUHATHEM
MUY, [10CJIE€ MOCEIIEHUS TyaJeTa, [10C/Ie KOHTAaKTa ¢ )KMBOTHBIMHM WJIM UIPbl HAa JIETCKOM IUIOIIAJKE

(pabote Ha oropoje u T.n)
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- Homenue nuiieBol Macku.

Oco6eHHO B TaKMX BHICOKOPUCKOBBIX IO BUPYCHOM Harpy3ke MecTax, Kak MeTpo, a3poropT, BOK3aJI, Ha

JNETCKUX IPa3JHUKAX, KYyJbTYPHO-MACCOBBIX MEPONPUATHUAX B 3aKPbITBIX HoMmenieHusAx. Ilpu

OpraHu3anuu MepOHpI/IHTI/Iﬁ Ha BO31yXC HOIICHHC JIMIIEBOM MacKH HE 00s13aTeIBHO.

- Ilocme BO3Bpalll€HUA U3 MECT MaCCOBOI'O CKOIIJICHUSA moz[eﬁ BBIMBITb PYKHU, YMBITH JIMIIO, ITIPOMBITh

Ha3aJIbHBIM JYIIEM HOC, CMEHUTb OHCKIY.

ITarmmentsl MB B 0J1HOI ceMbe

He wucmons3oBarh oOmme mpeamersl  (3yOHBIE — IIETKH, TOCYJa, JbIXaTelIbHOE M

KHMHE3UTEPANEBTUUECKOE 000PYI0BaHNUE).

HpOBO,I[I/ITb KHUHC3UTCPAIINIO B PA3HBIX KOMHATAX U B paA3HOC BPEMsI, HC UCII0JIb30BATh AbIXATCJIbHBIC

TpEeHa)Kepbl APYT Apyra.

[TaruenTs ¢ MB, He )XHUBYIIHE B OJTHOW ceMbe, JOKHBI COOIOIATh MEPBI IPEIOCTOPOIKHOCTH: HE

3/10pOBaThCS 3a PYKY, U30€raTh TECHbIX KOHTAKTOB, J€PKaThCS APYT OT APYT HA PACCTOSIHUU 2 M.

OO0paboTka HeOyai3epa (0UYMCTKA, Te3UH(EKIINS) MTOCIIEe KaKIOTO UCITOJIb30BAHHUS.

5.10. IIpoduinakTuka BOAHOr0 MyTH MHPUIHPOBAHUSA

Bona u3-non kpana. Moxer coaepxkaTb aTHUIHYHbIE MHKOOAKTEpUU, CHHETHONHYIO MaJlOuKY,
rpubbl. Boja, ouniieHHas ¢ MOMOIIBIO (PUIBTPOB, HE MPOMYCKAOUMX vacTUisl > 0,2 MKM,
6e30macHa, HO TeM He MEHee UCIOJIb30BaTh €€ KaK MUThEBYIO MOYKHO TOJIBKO MOcie KunsiueHus. J{is
pa3BeIeHUS HHTAJILIMOHHBIX PACTBOPOB MCIIONIB30BATh CTEPUIIbHYIO BOLy. CTepuibHas BOAA MOXKET

CO BPpEMCHEM KOHTAaMHUHUPOBATHCS, KaK 6LICTpO 9TO MPOUCXOAUT, HCU3BECTHO.

Acnuparopsl, HeOynai3epbl (BO3MOXKHA Mepeadya MHPEKIUH OT 00opyaoBaHMs nmanueHty). s
a’pO30JIBHOM Tepanuy HCIOJIB3YIOTCA TOJBKO CTEPUIIbHBIE PACTBOPHI, NPUMEHATh UX CIELYET C
cobmoeHreM acenTukH. Tlociie Kaka0ro UCnoib30BaHUs HEOOXOIUMO MPOBOAUTE J1€300paboTKyY

U CTepUIIN3AIII0 000y I0BaHUSI.

JlymeBbie kaOuHbI B OacceliHe, akBamapku, OacceiHbl Maioro odbeMa (B TOM 4YHCIE JETCKUE

OacceliHbI TP OTeNsIX ), 0aHU/CayHbI MOT'YT CTaTh HCTOYHUKOM MH(EKINH.

Bogoemsl co cTosueit uimm 33Fp$I3HCHHOI>'1 BO,[[OfI, POOHUKHA (HC6OJ'IBH_II/IC 03€pa U BOAOXpPAaHUJIHIIIA,

0COOEHHO C 0OJIBIITUM KOJMYECTBOM JAUKHUX MTHUI] U Jp.) MOTYT CTaTh UCTOUHUKOM MH(EKIINH.

223



IIpodnaakTHKa BOAHOTO IYTH NHGUIIMPOBAHHUS

* Tlomockarek pOT ¥ ynoTpeOIATh B MUILY TOJIHKO KUISYCHYIO HIIM OYTHIIMPOBAHHYIO BOY.
e Hcnonp30BaTh 411 HHTATSIUOHHOW T€paNuU TOJBKO CTEPUIIbHBIE PACTBOPBI.

e CMbIBaTh BOJYy B YHUTA3€ TOJBKO MIPHU 3aKPBITON KPBILIKE.

* OOpaOaTsiBaTh HeOyIaii3ep Mmocie Kaxxaoro HCIOIb30BaHuU.

*  Menarp GunbTpel 1 HeOynaizep 1 pa3 B 6 MecsIeB U PU MPOBEACHUH 3PaIUKAIMOHHONW TEparuu

MH(EKIIHA.

*  Jle3undunmupoBaTh Ha3aIBHBIA AYII MTOCIIE KAKIOTO HCIIOJIb30BAHHUS.

* VYV gereli paHHEro Bo3pacrta AJis aHaJIM3a MUKPOOHOH (IIOpbI MPOBOIUTH MTYOOKHI Ma3OK U3 3€Ba

WIN TOJY4aTh MOKPOTY, UCIOJIb3Yysl MHIAMBUAYAJIbHBIA acIUpaTop.
* He MmpIThCa B ny11eBoil kabuHe 710 U NOCTIE MOcelleHus daccelHa.
* N36eraTh KynaHus B MEJIKMX OacceliHax, akBalapkax, 3arps3HEHHBIX BOJOEMax.

* He yr[OTpC6J'I5[TB BOAY U3 UCTOYHHUKOB U POJHUKOB.

5.11. IInmesoi nyTh uHpuuupoBanus. IlpopuaakTuka NUIEBOro NyTH HHPUUMPOBAHUS

ITumieBoil IyTh HHOUIIMPOBAHUS

1. HenoctaTouHO NMpOMBITEIE OBOLIU/(DPYKTHI/ATOIbI

2. HekauecTBeHHas TepMuyeckas 00paboTka MpOAyKTOB

3. Ucnonb30BaHue B MUILY HECBEKUX OBOIIECH/PPYKTOB/Aro]

4. I'pubsl Aspergillus spp. MOTYT coJiepKaTbcs B KYKypy3€e, Opexax, CEMEHax U 3epHe

IIpodrnakTrka NUIIIEBOTO ITYTH MHOUITMPOBAHUS

* Hcnonb3oBate A 0O0pabOTKM OBOILEH, AroJ M (PyKTOB clelualibHbIe Ae3MH(pUIUpYIOINe

CpeICTBa.
* AzexBarHas TepMUueckas 00paboTKa MSICHBIX U MOPETPOIYKTOB.

* He ucnoap30BaTth B MUy NOArHUBIINC WA 3aIJICCHCBCIIBIC OBOIIH, SATO/bI, (I)p}/'I(TLI.
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5.12. Bo3aymiHo — KaneJbHbIH U KOHTAKTHBIN MyTH 3apaxkeHus. [Ilpopunakruka

Bo3aymHo —kanejapbHBIM 1 KOHTAKTHBIM YT 3apaskeHUs.

1. Bo3aymHo-KamnenbHbIH MyTh Hepefadyd MH(EKIUH — 3TO 3apakeHUE uyepe3 BO3AYyX, B KOTOPBIHA
[ONaalT U PacHpOCTPAHSIOTCS HA PACCTOSHUE OKOJIO 2 M IPU pas3roBOpe, Kalle M YMXaHUU
MAIEHTOB MeJbUaiiiie OpbhI3TH U KaIUId CIIOHBI M HOCOBOHM CIIM3H, COJEpiKallie BO30yIuTeNe
Oone3neld — KamenbHas WHQEKUUS (OCHOBHBIE BO30YIUTENM XPOHUYECKOTO MHUKPOOHO —
BOCHAJINTENIBHOIO TIpoliecca AblXareapHOoro Tpakta (Bce, MRSA, wmynbTupe3ucTeHTHas P.
aeruginosa, Achromobacter spp., HTMBbB), a Taxke rpuril, aHruHa, Audrepus, KOKIIOII, KOpb,
cKapiaTtuHa, TyOepkynes). IIpu BBICBIXaHMM 3TUX OpBI3T M Kareidb BO3OYAWTENH OOJE3HH IOJTO0
COXPAHSIOTCS B ITBUTH— IbIIeBas HHPEKIHs. 3apakeHNne MPOUCXOAUT IPHU BIIBIXaHUH BO30yIUTEIICH
0ose3Hel.

2. KoHTaKTHBIE yTh Yepe3 MOBEPXHOCTHU, TAKIKE MOXKET ObITh MPUUMHON HHOUITUPOBAHHUS.

3. Aspergillus spp. OOUTAIOT B TIOYBE M HA PACTUTEIBHBIX OCTATKaX. B CBS3M ¢ ATHM OHH ITOCTOSIHHO
MPUCYTCTBYIOT B BO3JyX€ BHEIIHEW Cpelbl U BHYTpH mnomemieHuil. [lockonbky Aspergillus spp.
pacnpocTpaHeHbl MOBCEMECTHO, MOJHOCTHIO MCKIIIOUUTH KOHTAKT MAlleHTa ¢ MUKPOMHIIETaMHU
HEBO3MOXKHO, TEM HE MEHEe CJIeIyeT CTPEMHUTHCSI MAKCUMAIIbHO CHU3UTh PUCK WH(OUIIUPOBAHUS.

4. PecniupatopHbie BUPYCHI SIBISIOTCS BaXHBIMH MAaTOT€HaMHM ISl aniueHToB ¢ MB. Bupycsl, Takue
KaK pecrnupaTOpHO-CHHIMTHAIBHEIN BUpyc (RSV), Bupyc rpumnma, BUpyc naparpunrna, aJjeHOBUPYC
Y PHHOBHUPYCHI, IMEIOT OTHOCHTEIHHO KOPOTKHE IIEPHOBI MHKyOarmu (MeHee 1 Heenn), a nepeaada
MPOUCXOTUT B OCHOBHOM ITOCPEICTBOM IPSIMOTO KOHTAaKTa C MH(DUIMPOBAHHBIMH JIIOJBMH HITH
KOCBEHHOTO  KOHTaKTa, Kacasch WH(PHUIMPOBAHHBIX TmpeaMmeTroB. KamenpHas mepenada
MHQEKIMOHHBIX PECITUPATOPHBIX CEKPETOB MPOMCXOIUT C BUPYCOM I'PUIIINA U aIeHOBUpYcaMH. JleTu
¢ MB He 6osiee BocipuUMYMBBI K HHPEKIMSIM BUPYCHBIX PECIUPATOPHBIX ITyTEH, 4eM UX 3/I0pOBbIE
cBepcTHUKH. O/IHAKO pecnupaTopHble BUPYCHbIE 3a00J€BaHUs MOTYT Y HUX MPOTEKaTh TsDKEIee U
CIOCOOCTBOBATh PA3BUTHUIO OAKTEpUaTbHONU MH(EKIINH.

IIpodunakruka .

* He nmoaxomuts x apyrum nanuentam ¢ MB Ommxe, ueM Ha 2 M.
* Hcrnonn30BaTh JIMIIEBEIC MACKH.

* MHcnonws3oBaTh JNHIEBYIO MAacKy BO BpeMsl TMOBBIIICHHOW 3a00JI€BAa€MOCTH W TOCEUIECHUS

OOIIECTBEHHBIX YUPEXKJIEHUH, a TAK)KE IIPU MOCEIEHUH JIEUEOHBIX YUPEKACHHM.
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OO0pabaTbIBaTh TOBEPXHOCTH MOCIIE MAIUEHTOB.
O0paboTka pyK.

HaHI/IeHTbI ¢ MB =ne JOJIDKHBI HaXOAUTHCSA B XUJIBIX U OOIBLHUYHEIX MOMCIICHHUAX, MOPAKCHHBIX
IIJICCCHBIO.
HeO6XOI[I/IMO CJIICOUTDH 3a CO6J'IIOI[€HI/I6M TEMIIEPATYPHO-BJIA)KHOCTHOI'O pEKKMMa B IIOMCHICHUAX,, HC

JIONyCKaTh IPOTEYEK, aBAPUI, 3aTOIJIEHUN 110JIBAJIOB U T.II.

B CJIydac MosABJICHUA MMPHU3HAKOB IJICCCHU B ITIOMCIICHUAX HCO6XOI[I/IMO MEPEBCCTU MAITUCHTOB MB

B ApYyroe rnomMeuicHue.

HJ'ISI JIMKBU Al HOCJ'IeI[CTBI/Iﬁ ITIOABJICHUA IIJICCCHU B 3JaHUAX HCO6XOI[I/IMO BbBISIBUTH U YCTPAHUTDb
INpUYNHY TOABJICHUA CBIPOCTH B 3JaHHWH, IPOBCCTH IMPOCYHIKY U 06pa60TKy o4yaroB

6I/IOHOBpe)K,I[eHI/II>'I CTPOUTCIIbHBIMHA 6I/IOI_[I/II[8.MI/I, AKTHBHBIMU IIPOTHUB FpI/I6OB.

B KBapTHUpax NamuecHTOB C MB, a TaKKe 00JbHUYHBIX IIOMCIICHUAX U ITOJIMKIMHHUKAX, HE JOJI2KHO

OBITh IBCTOB B Iropmkax, 3iMHHUX CaJl0B H IIp.

B cBsa3u ¢ Tem, 4To 00JbIIOE KOJUYECTBO CIOP IpUOOB NMPUCYTCTBYET HA YaCTUUKaX IIbLIH,
HE00X0AUMO M30eraTb KOHTAaKTa MalueHTOB ¢ MB ¢ mbuiblo, TIIATEIBHO NMPOBOAUTH BIIAXKHYIO

yOOpKy MOMEIIEHUH.
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IMpuioxenue I'. llIkaabl OeHKH, BONPOCHUKH U IPYrUe OLEHOYHbIEe HHCTPYMEHThI
COCTOSIHMS MALMEHTA, IPUBEICHHbIC B KINHUYECKHX PEKOMEHIALUAX
Ipunoxenne I'l. llIkana ouenkn crenenn pudposa neuenu METAVIR
(MetaAnalysis of Hisological Data In Viral Hepatitis) — Mera-ananus

T'ICTOJOITHYECCKHUX JaHHBIX IIPH BUPYCHBIX I'elaTUTAax

HUcrounuk: [332 (B momudukanum 333, 334,335].

Tum: mkana oueHKn

Ha3nauenme: onenka crernenu Gpudpo3a neyeHu

OueHouHbIH HHCTPYMeHT: mKana Coaep:kanue

U KJII0Y:

3HaueHUs ANACTUYHOCTH  T[EYEHH TpU  Pa3NUYHbIX  cTagusx  ¢uodposa (TpaH3ueHTHAs

¢bubposmacTomerpus) (DIacCTOMETPHS ICUCHH )

Cramus pubpoza 3Ha4eHHs AITACTUYHOCTH
( xITa)

FO (orcyrcTBue pudpo3a) <5,8

F1 (nterkuii pudpo3) 5,8-7,2

F2 (ymepennslii ¢pubpo3) 7,2-9,5

F3 (BbIpaxkeHHbIN Hhrbdpo3) 9,5-12,5

F4 (uuppo3) >12,5

Hpuaoxenue I'2. Knaccupukanus acneprusiiesa

Breinensitor nath cranuii Annepeuveckoeo bponxonecounozo acnepauinesa (AbJIA)*:
- OocTpas cTaaws,

- pemuccus,

- oboctpenmne, - ['KC-3aBucumasi -  ¢pubpos.
*y marueHToB ¢ MykoBucumumo3oM ABJIA Hepenko mpoTekaeT Kak MEIJICHHO MPOTPeCcCHUpYIOIee
3a0o0lieBaHKe, YKa3aHHbIE CTAAUU BBIIETUTH He yaaercs [15,39]. O Xponuueckuii acnepeunnes nreckux
(XA

XpOHI/ILICCKI/Iﬁ aCTICpruuIC3 JICTKUX — C60pHOC MOHATHUC, KOTOPOC BKJIIOYACT**:
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- HOZIYJISIPHBIN acleprusuies,

- OJMHOYHAaH acleprusuioma,

- XPOHUYECKUW KaBEPHO3HBIN aclepruiuies,

- XpOoHMYECKHH (HUOPO3UPYIONUINI aceprusuies,

- MOJOCTPHI MHBA3UBHBIN acrieprusuies/

** 'y panMeHToB ¢ MyKoBHCHUAO030M XAJl mpoTeKaeT NpPEeMMYIIECTBEHHO Kak HOIYJISPHBIN

acrnepruuie3, OJMHOYHAs aclepruuioMa Wik XpOHUYECKUI KaBepHO3HBbIN acnepruuies [17,18].

0 Acnepruie3Hblii TpaxeoOpOHXUT

Hpunoxenue I'3. IlIkajna OueHKH TAKECTH U CTENIeHU KOMIIEeHCALIMH IMppo3a Yaiiaa-
IIs10 (the Child—Pugh score)

HcTtounuk: [48], Banuaanus mkansl B PO He nmpoBoauiace.
Tun: mkana oleHKH
Hasna4veHmue: o1leHKa CTETICHU KOMIIEHCALIUU IUPPO3a MEUCHU

OueHoYHBbIM HHCTPYMEHT: IIKaJIa

! 3nauenust mpOTPOMOMHOBOTO BpeMeHH 4-6 CEK. COOTBETCTBYET MPUOIHM3UTENLHO 50% 1 40% OT HOPMBI COOTBETCTBEHHO

Kiace nuppo3sa BeICTaBIISIETCS B 3aBUCUMOCTH OT CyMMBI OaJlJIOB 10 BCEM MapaMeTpam.
Kurou:

CymmMma 6amioB 5—6 coOTBETCTBYET Kiaccy A, nmpu cymme 7-9 — kiace B, a mpu o61eii cymme
B 10 -15 GamnoB BoicTaBnsercs kinacc C.

Oxunaemast MPOJOJKUTENBHOCTh JKW3HM y MAllMeHTOB Kiacca A cocrtasimser 15—20 ier,

IIOCJIEONEPALIMOHHAS JIETAJIbHOCTD IIPH MTOJIOCTHOM XUPYPrHUECKOM BMmemarenbeTse - 10 %.
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Knacc B sBnsiercss mokasaHueM Ui pacCMOTPEHHS BOIIPOCA O IMEpPEcajKe MEeYeHU; MPH 3TOM
I10CJICONEPALIMOHHAS JIETAILHOCTD IIPU ITOJIOCTHOM XMPYPrHUECKOM BMeIIaTeabcTBe Jocturaet 30 %.

VY OompHbIX Kiacca C oxumaeMas HPONOJDKUTEIBHOCTh JKM3HM JocTuraer 1-3 roxa, a
II0CJICONEePAIMOHHAs JIETAJIbHOCTD IIPU ITOJIOCTHOM BMEIIATENLCTBE - 82 %.

Ha ocHoBanum xputepueB Yaitnma - I[Iplo mpeiokeHO OIEHUBATH HEOOXOAMMOCTH B
TPaHCIUIAHTAllMM TI€YEHH: BBICOKAas HEOOXOAWMOCTh Yy TIALMEHTOB, OTHOCSHIMXCS K Kiaccy C,
yMEpeHHas - y allMeHTOB Kiacca B 1 Hu3kas - y mauueHToB knacca A [336]

Ouenka BBDKMBAaEMOCTH MalKEHTOB C LIPPO30M MeYCHU

[https://www.gastroscan.ru/handbook/117/7543].

Kiacc no Yaiing-IIsto bamnel 'oguanast BBKUBaeMoOCTbh, % | JIByXJIeTHSISI BEBDKMBAEMOCTh, %o
A 5-6 100 85
B 7-9 81 57
C 10-15 45 35

229



Ipunoxenue I'4. PenTreHoneHcuroMerpus y nanueutos ¢ MB

Jleysnepeemuueckas penmeenogckas oencumomempus (Penmeenooencumomempus) (DXA) saensemces
«30710MbIM CMAHOAPIMOM)» KOTUYECHBEHHO20 ONpedeNeHUs KOCMHOU MAcChbl (MUHEPAIbHOU NIIOMHOCMU
kocmu unu MIIK).

B coepemennoil knunuueckou npakmuxe unousuoyanvhas MIIK cpasnusaemcs c pegepenchoi
bazou oannvix. Haubonee npuemnemvim cnocovom oyenxu MIIK sensemcs oyenxa ¢ nomowwto T-u
ZKpumepues.

T-kpumepuii npedcmaensem cooOOl KOIUYeCm80 CMAHOAPMHBIX OMKIOHEeHUl 8bluie U HuUdice
cpeoHe20 nokaszameisi NUKA KOCMHOU MAaccbl Yy MOA00bIX. [IpumeHum monvko y dcenuun 8 nepu- u
nocmmernonayse u 'y myxcuur 50 nem u cmapwe [127,337].

YV 0emeii, noopocmkos, 63pocnvix (myscuun maadue 50 nem u dHceHWUH 8 npemenonayse) Ojis
oyenxu MIIK ucnonvzyemcsa Z-kpumepuii (KOIU4eCmseo CmaHOApmublX OMKIOHEHUL Gblule U HUdNCe
cpeone2o noxkazamelisi O IUY AHAI0SUYHO20 803pacma). T-kpumepuii HUK020a He ucnovzyemcs (A).

B cayuae, kocoa cooepoicanue kocmuwix munepanos unu MIIK no Z-kpumeputo coomgemcmeyem
yposHio < -2 SD, credyem npumeHamv mepMuH «HU3KOE COOEPIUCAHUe MUHEPATA 8 KOCMU UlU HU3KAS

MIIK onsa 0annozo xpononozuueckoeo eospacmay [51,127,337].
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Ipunoxenne I'S. Aaropurm 00c/ie0BaHNS M TAKTHKA pPellleHHs] BOIPOCa

penpoayKkuuu y myxx4yuH ¢ MB

f ]
— MonexynapHo-TeHeTUMECKU NOATBEPKAEHHDIA guardos «Mykosucumnaos» |

|

| Cnepmaronoruyeckoe uccnegosarme ‘

I |

Mtocm:mnf . l - A { -n---' s - HopMO3OOCﬂepMHR
BMONCHA AMYKE ] | Obcnegosanme cynpyru [reHeTUMECKOS, DENPOAYKTONOTMYECKOE) l
MNposeaenue IKO/ICSI. i Pewenune sBONPOCa O KPUOKOHCEPBALMKM CNEPMATO30MA0SB
Npu BbicOKOM prcke MB - / nnanwmposarue bepemerHocTu
NPeMMNNAHTALMOHHAR [\ BepeMeHHOCTS
[ Aanarnoctvia (NrA) Orcyrersune HacTynuna
, +— BepemeHHOCTH

MNpenaransuas
Orcyrcrsue
AAArHOCTHKA
bepemeHHOCTH
{no nokasauuam)

E Pewenme 06 NCNONLIOBAHMMA AOHODPCKMX Nporpamm BPT

Anroput™m o6cneI0BaHNs U TAKTHKA PELLIEHUS BOIIPOCa PENPOIYKIIUHU, KOTOPBIN 3aBUCHUT OT TPEX
COCTABJISIOLINX: PE3yJIbTaTOB TIE€HETUYECKOro OOCIEOBaHUs, PEe3yJbTaTOB CHEPMHUOJIOTHYECKOTO
HCCIIEIOBaHMs U cTaTyca (PepTUILHOCTU CYNPYTH.

Ipuiaoxkenne I1'6. lanHble 0 NPUPOAHOM  PE3MCTEHTHOCTH  BeAYLIMX

MHUKpoopranusmMos npu MB
[Error! Reference source not found. |

S. aureus o0namaeT MPUPOTHONW YCTOMYMBOCTHIO K a3TpeoHaMy, TEMOLMIUIMHY, MOJIMMHUKCUHY B/

KOJIMCTHUHY, HAJTHUIUKCOBOM KUCIOTE U erazuaumy™*.

Bce HI'OBb o6namaroT mpupoOgHOM YCTOWYMBOCTBIO K OCH3WINMEHUIWUIHHY™*, mnedanocnopuram

MIEPBOTO ¥ BTOPOTO MOKOJIEHUS, TIMKONeNTUaaM, (Py3u0BOM KUCIOTE, MAKPOIHUIaM, TUHKO3aMHUIaM,
koK koK ksk

CTpernTorpaMuHaM, puGamMnuiuHy**, TanTOMUIUHY** 1 TUHE30Iu Iy *.

P.aeruginosa mpupogHO yCTOHYMBA K aMIUIWUIMHY, aMOKCHIIWIIHMH/KJIaByJaHOBas KHCIOTE,

nedazomuay**, nedamekcuny**, nedanoruny, medampokcuiy, redorakcumy**, medrpuakcony**,
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spraneHeMy**, xmopaMpeHUKONTy**, KaHaMUIMHY**, HEOMULUHY, TPUMETONPUMY, TETPALUKIUHY,
TUTCIUKIIUHY**,

Achromobacter  xylosoxydans npupogHO  YCTOWYMB K  aMOUIWUIMHY™*,  nedazomuHy™*,
nedanekcuny**, nedanoruny, nepaapokcuiy, neporakcumy**, nedprpuakcony**, saprarnenemy**,
B.cepacia complex mnpupomHO ycTOHYMBAa K aMIUIWUIMHY**, aMOKCHIIWIIINH/KIaBYTaHOBON
KHCJIOTE™ ™, aMITUIIMIUTNH/CyIb0aKTaMy™ * | THKapIILIMHY, MAICPAUIITHHY,
TUKapLUWUTIH/KIIaByJIaHOBOM KUCIIOTE, MUIepallJUIMH/Ta300akTamy, redazonuny™**, nedanexcuny**,
nedanoruny, uehaapokcuny, medorakcumy**, medTpuakcoHy**, azrpeoHamy, dprarneHemy**,
numnpodokcauuay**, xnopamperukony**, aMUHOTIMKO3UAAM, TpUMETONpUMY, GochHOMULIUHY™*,
MOJINMUKCHHY B/ KonucTuny.

Stenotrophomonas maltophilia TIPUPOTHO ycToitunBa K AMIOUILTHHY **,
aMOKCHIIMILIMH/KJIaByIaHOBOU Kuciaore™*, aMIOUIILINH/CynbOakTamy**, TUKApUUILTUHY,
MUTIEPANMJUTHHY, — MHICPAIULINH/Ta300akTaMy, 1edaszonmuy**, medamekcuny**, 1edanroTu,
nedanpokcuny, nedorakcumy**, 1medTpuakcony**, aszrpeoHamy, IpTaneHeMY**, HMHUIICHEMY,
MeporeHeMy** aMMHOTTIMKO3UIaM, TpuMeTonpumy, Qgochomunuuny**, terpauukinuny. Ho moxer
OBITh YYBCTBUTEIIEHA K TPUMETOIIPHM/CYIIb(PamMeToKca3omy™*.

Haemophilus influenzae npupoHO yCTOWYMBA K TIMKONENTHAAM, JUHKO3aMHUAaM, JaNTOMULIUHY**,

TUHE30Iuay* ¥, Py3um0BOM KUCIOTE, CTPENTOrPAMUHAM.

Ipunoxkenne I'7. IlepedeHb J1a0OPATOPHBIX M HHCTPYMEHTAJIbHbBIX
HCCJICIOBAHMH M KOHCYJbTALUN CHECHUAJTUCTOB, OCYLIECTBJIAECMbIX B CPeIHEM IPH

AHHAMHUY€C€CKOM HaﬁJIIOI[eHHI/I MNAaqUEHTOB ¢ MYKOBHCIIMTI030M

Ipu nanosbiii | Kaxnabie 6 Kaxawpie Ilo
Bit o6cenoanms MepBUYHOM BU3HUT MecsileB Eskerono 2 roga MOKa3aHHUAM
oopamenun| (kaxabie 3
Mmec.)

Kamo0Ob1, anamHe3 + +

AHTPOTIOMETPHS C + +

OIIEHKOM 110

[MPOLIEHTIIILHBIM PsiJiaM U

TUHAMUKOU

Knnnnueckuit ocMoTp + +
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CriupomeTpust!
(uccemoBanue
HECTIPOBOIIMPOBAHHBIX
IBIXaTeNbHBIX 00BEMOB H
TTOTOKOR)

CrimpomeTpusi ¢ Ipoboit ¢
OPOHXOIMTHKOM!
(uccemoBanue
bIXaTeNbHBIX 00BEMOB C
[IPUMEHCHUEM
JIeKapCTBEHHBIX
[pernapaToB)

Bonuruietnsmorpadus’

[IynbcokcumeTpust

OOmuii aHanu3 KpPOBU
(OO0mmit
(KIMHUYeCKUil) aHanu3
KpOBH pa3BEepHYTHIN)

buoxuMuyeckuii aHayns
kpoBu! (aHamu3 KpoBH
OMOXHMHUYECKUI
o0IIeTepaneBTHYECKui,
MCCIIEIOBAaHUE  YPOBHSA
[ITFOKO3BI B KPOBH)

OpHUEHTHUPOBOYHOE
MCCIIeIOBaHNE TeMOCTa3a
(koarymorpamma)

+ (o
MTOKAa3aHUsIM )

OpaybHBIN

FHIOKOSOTOHepaHTHBIﬁ TECT

(OI'TT), cyrouHoe
MOHUTOPUPOBAHHE
IMKeMHAN

Bux oociienoBanus

Ipu
MEePBUYHOM
oOpameHuu

IlnanoBbIi
BH3HUT
(kaxnbie 3
Mmec.)

Kasxknable 6
MecAaneB

E:xeroano

Kaxnnbie
2 roga

ITo
MOKA3aHUAM

(mpoBeneHne
[JIFOKO30TOJIEPAHTHOTO
TecTa, NCCIEI0OBaHNE
YPOBHSI TJTFOKO3bI B KPOBH
METOJIOM HEMPEPHIBHOTO
MOHHUTOPHPOBAHUS)
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MukpoOnoIoruyecKuit
aHaIIN3 MOKPOTBI
(HaMMEHOBaHMS YCIYr B
COOTBETCTBHUH c
HomeHnknatypoit
MEAUIUHCKHUX YCIIYT YCIyT
CM. KOMMEHTapuid B
pazmene 2.3.
«JlaboparopHas
TUarHOCTHKA»)

Komposorus
(Komposyoruyeckoe
HCCIICIOBAHME)

Omnpeenenne akTHBHOCTH
[MaHKPEATHYECKOU
hracrassl-1 B Kane?

+ (npu
COXpaHHOM
SK30KPUHHOU
GyHKIMH
MODKETY 104
HOM JKeJIe36l)

JekTpokapauorpadus
(OKI)

Jxokapauorpadus (3X0O-
KI')

'V3U opranos OpromHoi
[TOJIOCTH, AOTILIEpoTrpadus
(YIbTpa3ByKOBOE
MCCIIeJOBaHUE
OprOIIHON
(KOMITIEKCHOE),
YIBTPa3ByKOBOE
HiCccIIeJOBaHUe
YIBTPa3ByKOBOE
MCCIIeIOBaHUE
renaToOnUTHapHON 30HBI)

OpraHoB
ITOJIOCTH

MEeYEHU,

aﬂaCTOMeTpI/ISI NCYCHU

Pentrenorpadus opraHos
CpYJIHOW KJIETKU
(peHTreHorpadus JIETKuXx)

KT opranos rpyaHoit
KJICTKH (C 5 JIET WIH 10
[MOKA3aHUSIM )
(KOMITBIOTEpHAS
ToMorpadust JIErKux)

Bua oociienoBanus

Ipu
NEePBUYHOM
o0pameHun

IlnanoBbIH
BH3HUT
(kaxkabie 3
Mmec.)

Kaxnbie 6
MecsleB

E:xeromno

Kaxable
2 roga

ITo noxka3zanuam
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MarauTHO-pe30HaHCHAs +
Tomorpadus opraHoB
[pyAHOM MOJIOCTH

KT ma3yx Hoca (c 5 ner) + + +
(KOMIIBIOTEepHAS
ToMoTrpadus
MPUIATOYHBIX Ma3yX HOCA,
ropranm)’

MarHuTHO-pe30HaHCHAs +
Tomorpadus
OKOJIOHOCOBBIX Ma3yXx’

OcreoaeHcuToMeTpus ' + + + +

(PEHTTEeHOIEHCUTOMETPHS)

AOIOMUHAIbHAS +
peHtrenorpadus
Ornenka neduimra +

BUTAaMUH A (ompezaeneHue
KOHLICHTPAIlMM BUTAMHUHA
A (peTHHOIa) B CHIBOPOTKE

kposu*)

Ornenka nepurmTa +
BUTaMHUH D —

(rccnenoBaHe YpOBHS

250H Butamuna [ B

KPOBH)

Ornenka nepurmTa +
BUTaMUH E:

(onpezneneHue  ypoBHEH

arokodeposa’ u

XOJIeCTepUHA B

CBIBOPOTKE  KpPOBH, a
TaK)ke UX COOTHOIICHHS)

Onenka gedunura + (00s13aTeNBHO-
BuTamMuHa K: nepen
(ompenenenue OTIEPaTUBHBIM
[POTPOMOMHOBOTO BMEIIATEILCTBO M,
(TPOMOOIIIACTHHOBOTO) IpH

BPEMEHHU B KPOBH WJIU B KPOBOTEUCHHMSIX)
TJ1a3Me)

Ornenka neduuTa +

ButamuHa K (onpenenenne
ypoBHa BuTamuHa K B
CBIBOPOTKE KPOBH®)

Butamun B12 + (Bcem
(ompeneieHue YpOoBHS MaIeHTaM C
BUTAMHUHA MB ¢
B12(unanokobanaMuH) B CHHIPOMOM
KPOBH) KOPOTKOM
KHIIIKH )
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Koncynpranus
OTOPHUHOJIAPUHIOJIOTa

Bupg odciienoBanus

Ipu
NMePBUYHOM
oOpaueHuun

IlnanoBbIi
BH3HT
(kaxabie 3
Mmec.)

Kasxkable 6
MecsleB

E:xeroagno

Kaxable
2 roga

ITo
MOKA3aHUAM

DHJIOCKOIHUST HOCOTJIOTKU
(?HIDOCKOTTIECKAs
DHIIOHA3aTbHAS PEBU3HSI
MOJIOCTH HOCA,
HOCOTJIOTKH )

ToHanpHas MOporoBas
ayMOMETPHS
(perucTpaiiusi BBI3BAaHHOM
0TOAKYCTUYECKOU 3MUCCUU
W/WITH perucTpanus
KOPOTKOJIATCHTHBIX
CJTyXOBBIX BBI3BAHHBIX
norennuanos, ASSR-tecr)!

Koncynbranus
BpavaueToIora

KOHCyJ’IBTaI_II/IH cuxojora

KOoHTpOJIb HABBIKOB
KUHE3UTEepanuu 1
MCTIOIb30BaHUS
NBIXaTENBHBIX TPEHAKEPOB
1 IprUOOpOB

Koncynbranus
BpayaracTpodHTEPOJIOTa

DubdporzodaroracTpoayo
CHOCKOITHS
(330¢paroracTpomyoneHOCK
oTIHs)

Koncynpranus
Bpavya’HJOKPUHOIIOTa

Koncynpranus
BpavyaTpaHCIUIAaHTOJIOTA

Koncynbranus
BpayakapAauoJora
(kapauoJiora IETCKOTO)

Koncynpranus
BpadaypoJiora
(ypostoraanposora
TETCKOTO)

Koncynpranus
Bpauaaxyliepa-ruHeKoJora
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PexoMeHIaIMH 1o
NTeKapCTBEHHOMY
00€eCIICUEHII0, BHECEHHE
M3MCHCHMI B
[pETHOHATBLHBIN peecTp Mo
NIEeKapCTBEHHOMY
00eCIICUCHUTO

["onoBoii SMUKPU3
(BeIIEICKA 11t MCD) ¢
[PEKOMEHIAITUSAMU U

Bup odciienoBanus

IIpu
MepPBUYHOM
oOpauieHuun

IlnanoBbI
BU3UT
(kaxnble 3
Mmec.)

Kazxnanle 6
Mecs1eB

E:xerogno

Kasxkabie

Ilo

2 roga MMOKa3aHUAM

IUIAHOM HAOIOAEHUS Ha
rox

[lonmucanue
MH(OPMUPOBAHHOTO
COTJIACHs U BHECEHHE
TaHHBIX MAIlUEHTa B
HallMOHAIbHBIA PETUCTP

[Ipumeydanus:

! B oT/eNbHBIX BO3PACTHBIX IPyNNax ¢ ydeTom BospacTa [2] 2 JIis MallMEHTOB ¢ HOPMAIBHBIM YPOBHEM 3JIACTa3bl, T.€.
coxpaHHOH QyHKIHeH momkenynodnoit xemne3sl (MKB 10 — E.84.

0).

3 OrcyreTByeT B yTBEpKAcHHONH HoMeHknaType Meauuuackux yciyr (ITpukas Munsapasa Poccun ot 13.10.2017 Ne 804n).
4 TIpu HATMYMK TIOJMCHHYCHTA U TIOJIMIIOB HOCA — YaIlle
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Ipuioxenue I'8. Paciiupposka npumMedaHuu
... — mpemapaT BXOAUT B IEPEYEHb XKM3HEHHO HEOOXOMMMBIX M BaKHEHIIMX JIEKAPCTBEHHBIX
npenaparoB (Pacopsixenue [IpaBurensctBa PD ot 12.10.2019 Ne 2406-p «O06 yTBEepKICHUH MIEPEUHS
YKU3HECHHO HEOOXOIMMBIX M BaKHEUIIINX JICKaPCTBEHHBIX IpernapaTtoB Ha 2020 roma, a Takxe nepeyHeit
JIEKAPCTBEHHBIX MpenapaTroB JUisi MEAMIIMHCKOrO IMPUMEHEHHUS M MHHUMAJIbHOTO acCOPTUMEHTA
JIEKapCTBEHHBIX MPENapaToB, HEOOXOIUMBIX JUIsl OKa3aHUsT METUIIMHCKOW TTOMOIIN» », PacropshkeHue
[TpaButensctBa PO ot 23 HOos16pst 2020 r. Ne 3073-p
# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HMHCTPYKLHHU JIEKAPCTBEHHOI'O CpPEICTBA
MOKa3aHUN OCYHIECTBIIACTCA [0 PEIICHUI0 BpadyeOHON KoMuccuu, c paspeuienus JlokambHOTO
ATHUYECKOI0 KOMHTETAa MEAMIMHCKOW OpraHu3auuu (IpU HAJIUYMK), C YCIOBHEM MOJIUCAHHOIO
MH(GOPMHUPOBAHHOTO COTIIACHUS POJUTENEH (3aKOHHOTO MPEICTABUTENS) U IMALMEHTa B BO3PACTE CTapIle
15 ner;
*AX - MEOUIIMHCKOE M3JeNie, UMIUIAHTUPYEMOE B OpPraHU3M YeloBeKa MpPU OKa3aHWU METUIIMHCKON
MOMOIIM B paMKax MPOrpaMMbl TOCYJapCTBEHHBIX TapaHTUN OECIUIATHOTO OKa3aHWs Tpa)kaaHaM
MEIHUIIMHCKON TTOMOIIIH.
*HEX - mpomyKT nmuTaHud, BKItoueH B Pacniopspkenue [paButenscrBa PO ot 7 nexadpst 2020 r. Ne 3242p
O6 yTBepXKIEHUU TIepeyHs CIEHUATH3UPOBAHHBIX MPOJYKTOB JIEYEOHOrO MUTAHUS  JUIA
nereiuHBanua0B Ha 2021 1.

Ipunoxenue I'9. Cmecn ajs J1e4eOHOTO M JONMOJHUTEIHHOTO NMUTAHUA JJIA
NAIUEHTOB ¢ MYKOBHUCIIH/I030M

I'pynna XapakTepuCcTUKa CMECU IIpumenenue, npeHa3HaYCHUE
Hus  gereit 1 | MoJoYHbBIE CMECH JJIsl KCKYCCTBEHHOT'O/IOTIOJHUTEILHOTO Moutounble cMecH st getei 1-ro
rojia *Ku3Hu BCKapMJIMBaHUS HETOHOIIEHHBIX Y MAJIOBECHBIX JieTel 1-r0 | roja *KU3HU, C HEIOCTATOYHOCTBIO

rona xu3Hu. Conepxkanue Oenka 1,9 — 2,2 /100 v, 20% MM TaHH
CIIT B cocTaBe KUPOBOrO KOMIIOHEHTA CMECH. (runoTtpodueii)

DHepreTudeckas neHHOCTb cMecr 77 — 100 kkan/100 v
cMecHu

Hdna npereit 1 | Cmecu Ha OCHOBE TITyOOKOTO THAPOIN3a MOJIOYHOTO OerKa Cwmecu mis gereit ¢ MB s
rojia Xu3HH (xa3euna, ceIBOpoTOYHOTO OenKa), ¢ BkimoueHnem 50-60% SHTEPAIBLHOT0 MUTAaHMA M10CTIe
CIIT B cocTaBe )KUPOBOTO KOMIIOHEHTA, O€31aKTO3HBIE oIepanyu mociae MEKOHUEBOTO
wieyca, a Takxke MpH AJJICPTUN K
0eskaM KOPOBBETO MOJIOKA
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s nereit
crapue 1 roga

U3o- (1 kxan/mi) u runep(1,5 kkan/mia) KalopuitHbIe
MOJIOYHBIE CMECH, C BBICOKHM COIEpKaHHEeM OeJka, JIs
nereit ctapme 1 roga. CMecu MOTYT OBITh CyXHMH H
JKUJKUMH, C pa3HBIMH (JomymieHHBIMA M3 P®) BKycOBBIMU
nobaBkaMu

Hytpuan Cranpapr (cyxas cMech, C HEHTPaILHBIM BKYCOM,
WM CO BKYCOM KITyOHUKH, OaHaH, BAHWIH, KapaMeIn )™****

DHTepaIbHOE U JOTOJHUTEIBHOE
nuTaHue ans Jetei crapie 1
roja, CUIIMHT, HOYHAs

TUTICpATTMMEHTAUA

Hytpusn Crangapt (KuaKas CTepUIN30BaHHAs CMECh,
C HEWTpPaJbHBIM BKYCOM, WJIM CO BKYCOM KIIyOHHKH,
OaHaH, BAHWIH, Kapamesn)****

Hytpusn CraHmapT ¢ NUINEBBIMH BOJOKHAMH (cyxas
CMECh, C HEUTPAJIbHBIM BKYCOM, T CO BKYCOM KIIYOHHKH,
0aHaH, BaHWIIN, KapaMmei ) **

Hytpusn CtaHIapT ¢ NMUILEBBIMU BOJOKHAMH (KUIKas
CTEPUIIM30BaHHAsl CMECh, C HEUTPAJIbHBIM BKYCOM, WIIH
CO BKYCOM KITyOHHMKH, OaHaH, BaHWIIH, KapaMen )™ ***

Hytpuson sgBanctT HyTpuapuHk cyxas cMech™***

Hytpunu/lpyHK ¢ MUIIEBEIMU BOJIOKHAMH, CO BKYCOM
BaHWIIH, XUAKasg popma****

Jnsa nereit crapie
1 roma

U3o0- (1 xkan/mi) u runep(1,5 Kkan/mit) KaJTOpHIAHbIC
CMeCH Ha OCHOBE ITyOOKOT0 THAPOJIN3a MOJIOYHOTO
Oenka, i aereit crapuie 1 rozaa; ¢ cogepsxkanuem CL[T
50-60% »xupoBoro KoMrnoHeHTa. CMecH MOTYT OBITh
CYXUMH Y KUAKUMH, C Pa3HBIMH (ZonyIeHHEIMH M3 PD)
BKYCOBBIMH 100aBKaM1

OHTepalbHOE U IOTIOJHUTEIbHOE
MUTaHUE s 1eTed crapiie 1
rojia, IoCJe Onepanuii Ha
opranax JXXKT, ¢ amreprueit k
OemKaM KOPOBBETO MOJIOKA;
CHUITMHT, HOYHAs

TunepajInMeHTalusg
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s nereit crapuie
3 JeT U B3pOCIBIX

W3o- (1 xkan/mu) u runep(1,5 — 2 xkan/Mi) KamopuiHbIC
CMECH, C BRICOKHAM COZEpKaHMeM OeJKa, Ui AeTei
crapiie 3 jet u B3pocibix. CMecH MOTYT OBITh CyXUMH U
KUAKUMHU, ¢ pa3HbIMU (HonyuieHHbIMU M3 P®D)
BKYCOBBIMH JJOOaBKaMu

Hytpusn Crannapt (cyxast cMech, C HEUTpaJIbHBIM BKYCOM,
WJIH CO BKYCOM KIIYOHUKH, OaHaH, BAHWJIH, KapaMenn)****

Hytpwmsn CranmapT (KUIKas CTepHIH30BaHHAs CMECh,
C HEHTpaJbHBIM BKYCOM, WM CO BKYCOM KIIYOHUKH,
OaHaH, BaHWIN, KapaMmei)** **

Hytpwsn CraHmapT ¢ NHIIEBBIMH BOJOKHaMH (cyXast
CMECh, C HEUTPATBLHBIM BKYCOM, HITH CO BKYCOM KITyOHHKH,
OaHaH, BAHWIH, Kapamesn)****

Hytpusn CtaHgapT ¢ NUILEBBIMU BOJOKHAMH (OKUIKas
CTepHJIM30BaHHAs CMECh, C HEHTPaJIbHBIM BKYCOM, MJIH
€O BKYCOM KIIyOHHMKH, OaHaH, BaHHJIH, Kapamesn)****

Hytpusu Dueprust (KUOKast CTEPIIN30BaHHASI CMECH, C
HEHTpAIbHBIM BKYCOM, WM CO BKYCOM KIIyOHHKH,
OaHaH, BaHWIH, Kapamein)*

Hytpuson sgBanctT HyTpuapuHk cyxas cMech™***

Hyrpunu/lpyHK ¢ MUIIEBEIMU BOJIOKHAMH, CO BKYCOM
BaHWIIH, XUAKas popma****

OHTeparbHOE U TOTIOTHUTEIHHOE
MUTaHue s 1eTelt crapiie 3 geT
U B3POCIIBIX, HOUHAsI
THIIEePATNMEHTAIHS

[ns nereit crapue
1 romaun

B3pocibix ¢ MB-
ACCOIIMMPOBAHH bIM

W30- m rumepkajopuiiHple MOJOYHBIE CMECH C
HU3KUM TJIUKEMHYECKUM HHJIEKCOM, ISl THTaHHSA
MAIIEHTOB C CaxapHBIM 1HabeToM

Hytpusn [Inaber (kuakas cTepuiIn30BaHHAs CMECh, C

Js JIOIIOJIHUTEIILHOTO "
SHTEPATHLHOTO MUTAHUS, HOYHON
TUTepaJiMEHTalMd TalueHTOB
¢ MB wu accoumupoBaHHBIM

JIuKBUKSH KUAKAS KUPOBAST IMYJIbCHS ¥ ***

AuabeToM HEUTpabHBIM BKYCOM, WJH CO BKYCOM KIyOHUKH, CaxXapHBIM JHa0eTOM
OaHaH, BAHWIH, Kapamesn)****

Cpennenenoueynsie | Omynbeus 50% wmm 100% wmacio cpenHerienovyedHbix | JlomomHUTENbHOE TUTAHUE —

TPHTIIHICPHUIBI TPUTTUIIEPUIOB (C]_[T) HCTOYHHK JICTKOYCBOSIEMBIX

KaJlopuit - Juis aeteit crapiue 1
roga

****Brarouensvt 6 Pacnopsscenue Ipasumenscmea P® om 7 oexabdps 2020 2. Ne 3242-p O6 ymeepoicoeruu nepeuns

CReyuanu3UpoOBaAHHbIX NPOOYKMOE 1euedH020 numarus 01 demel-unganuoos na 2021 e.

HNPUJIOKEHHUE
(CTAHUOHAPHOMY  JIEYEHMUIO)

I'10 IHOKA3AHHUA K

TOCIIUTAJIU3ALIUU
NETER W

B3POC/JIBIX C
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Tspxenoe o0ocTpeHne OPOHXO0JIETOYHOTO MTPOLIECCca C MPU3HAKAMHU JbIXaTEIbHON HEJJOCTaTOUHOCTH.
JlerouHoe KpOBOTEUEHUE, KPOBOXAPKAHbE HEKYIIUPYIOIIEECS.

[TaeBMOTOpAKC.

KpoBoTteuenne wu3 Bapuko3Ho-pacimupeHHbix BeH (BPB) mumeBona, BPB Bepxnumx otnenos
KelysiKa.

[Ipu3Haky KUIIEYHON HETIPOXOAUMOCTH

Cungpom mnorepu conelt (mceBno-baprrepa cuHAPOM — THUIIOKaIMEMHUS, TUIIOHATPUEMHUS,
TUMOXJIOPEMHUS, aJllKajo3) TsDKEJIOW CTeleHu, TPeOyroIuid KpYrJIOCyTOYHOTO MOHHUTOPHHIA
3JIEKTPOJIMTOB, BHYTPUBEHHOTO BBEJICHHUS 3JIEKTPOJIUTOB.

HeoOxomuMocTh TMpoBeNeHUs IJIAHOBOM WM, TPH Pa3BUTHH HETSHKEIOT0 000CTpEeHWUS,
BHYTPUBEHHON aHTUOAKTEpUATHHOW TEepanmuu MPH OTCYTCTBHHM BO3MOXXHOCTH IIPOBEIICHUS €€ B
YCIJIOBHUSIX IHEBHOT'O CTAllMOHApA WM CTAllMOHApA HA JIOMY.

Heo0xo1uMocTh MIaHOBOTO ONEPaTUBHOIO BMEIIATENHCTRA.

VYcraHoBKa BEHO3HBIX IMOPTOB, FACTPOCTOMBI.

. H606XOI[I/IMOCTB OIICPATUBHOI'O0  JICUCHUA OCJIOKHEHUM MYKOBUCIIUIO03a (HOJ’II/IHOTOMI/IH,

paauKaibHas ralitMOpOTOMUSL, CIFIEH3KTOMHUS, CKJIEPO3UPOBAHNE BEH MUILEBOAA U T.J.).
OcTpplil MaHKpeaTUuT U 000CTPEHNE XPOHUUYECKOTO.
TpancranTanus Jerkux, neyeH .

TepmunanpHas Qaza MyKOBHCIHI03A. 14. Jlpyrue, He CBSI3aHHBIE C MYKOBHMCILIHJIO30M
KU3HEYTPOXKAIOUINE COCTOSHHUSA.
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